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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

AHHOTALUMA

BamieMy BHMMaHMIO IIpefiaraeTcsa 0OHOBIEHHOE U3JaHNe
«PyxoBopctsa BecemupHoit degepaunn remodunuu (BOI') o
nedeHMIo reMmodumin». OHO BBIXOGUT B CBET B OCOOBII IEPUOT,
9BOJIIOLIMY JVIATHOCTYKY M JIe4eHNs 3Toro 3abonesanusa. Co
BpeMeH IyO/IMKaruy BToporo usfauus B 2012 . 611y JocTur-
HYTBI BIEYaT/IAIOIe Pe3y/IbTaThl 10 YCOBEPIICHCTBOBAHMIO
HEKOTOPBIX aCIIeKTOB /iedeHns reModumit. OHY BK/IIOYAIOT B ce0s
TeHEeTUYeCKYIO [UAarHOCTUKY HapsAmy C IpUMeHeH/eM MHHOBAIM-
OHHOII TepaIlny C HOMOIIbIO TaKMX JIEKAPCTBEHHBIX IIPENapaTos,
kak ¢akrop VIII (FVIII) u ¢pakrop IX (FIX) ¢ ynnmHEHHBIMU
IIepUOJiaMI IOy BbIBE€HNA, IperapaT Ha 0CHOBe Oucrenndu-
4eCKOro aHTHUTeIa, a TAK)Ke JIEKapCTBa, BINMAIIVE Ha TeMOCTa3,
KOTOpBbIE B JaHHbIJT MOMEHT HaXOATCSA Ha CTa[MM KIMHNYECKOI
paspaborku. Bcé BpllIenepeyyciieHHOE IO3BOIACT JOOUTHCA
601ee 3¢ PeKTUBHOTO MO//IeP>KAHNS TeMOCTa3a, YeM 9TO OBIIO
BO3MOYXHO B IIPOIUIOM. Y TOYHEHBI ITapaMeTpbl 1ab0paTOPHOTO
KOHTPOJIA TepaInuy, a IpopuIaKTIKa Tellepb pacCMaTpUBAETCA B
KavyecTBe eIMHCTBEHHOTrO CI0C06a U3MEHNUTD eCTeCTBEHHbII XOf
koaryonaryun. CyIecTBYIOT BBICOKO9(h(eKTUBHbIE ITpeIapaThl
JledeHNs MalyeHToB ¢ MHrn6uropamu. OLjeHKa pe3y/IbTaToB C
HIOMOIIBIO Ba/IMIVPOBAHHBIX KIMHUMETPUYECKIX NHCTPYMEHTOB
IIMPOKO TIPOIAraHANpPyeTCs U IpUMeHsAeTcs. Bee 9T gocTiokeHnsa
OTpa)keHbl B JaHHOM TpeTbeM m3fanun «Pykosopcrsa» BOI,
BKJTIOYAIOIeM B ce6s1 HOBBIE I71aBbl, PACKPbIBAIOLINE HEKOTOPbIE 13

9TUX TEM, HapAAY C HOBbIM pa3e/noM, HOCBHHIéHHbIM IpyHOUIIaAM
OKa3aHNs MEIMIVMHCKIX yCTyT, Ha3HaueHMe KOTOPOTo — CO3/1aTh
ma6/I0H 1A pa3paboTKM KOMIUIEKCHOJ CUCTEMBI 3[jpaBOOXpa-
HeHust i iy ¢ remoduuett (JICT), 4To BK/IIOYaeT afBOKALINIO
n 06ecnequme VIX TIOJTHOIIPABHOT'O Y4aCTNA B )KM3HI 06m6CTBa.
Bce pekoMeH/a1my, ykazaHHbIe B JaHHOM M3JaHUM, ObLIN paspa-
60TaHBI C UCITONb30BaHNeM (pOPMaNTN30BaHHON METOROIOTUY,
OCHOBAHHOJ1 Ha JJ0OKa3aTe/IbCTBAX M KOHCEHCyce. B aToT mporecc
BOBJIEKA/IVICh MHOTOIPOQuIbHbIe MeAuLMHCKIe paboTHuK) (MP)
u xopoo nHpopmuposanHble JICL. Hacrosuee «PykoBogcTBo»
B IIEPBYIO OYepe/b NpefHasHadaeTca i MP, Ho Takxe MoXeT
OKa3aTbcsl BecbMa nonesHbiM it JICT, paBHO KaK 1 Jj1 OpraHu-
3aIMif, OCYIeCTB/IAIOINX aIBOKALINIO.

KJTIOYEBbIE CJTOBA

Koarysomnatuu, I‘eMO(bI/I)II/IH, PYKOBOJACTBO IIO JIEYE€HIIO, MTHHOBA-
LIOHHbIE T€EMOCTATUYECKNE TPE€NAapaThl, p€3y/1bTAaThbl, IEYEHNE

Hacrosmee Tperbe uspanne «Pykopogcrsa BOI no neyennio
remodum» 65110 0F0OPEHO A3HMATCKO-TIXOOKEAHCKIM 00111e-
CTBOM IO TpoM603aM 1 reMocTa3y, EBponeiickiM KoOHCOpIyMoM
remo¢unun u Hannonansusim pormom remodumuu (CIIA).

OTKA3 OT OTBETCTBEHHOCTW CO CTOPOHbI BOI' B OTHOLWEHUU AAHHOIO

«PYKOBOACTBA»

Bcemmpnas depeparys remodunnu (BOT) He okasbiBaeT mpef-
TOYTEHNA HMKAKOMY KOHKPETHOMY JIeKapCTBEHHOMY IIpernapary
WIN eTO IPOU3BOAUTENIO; TI060e YIIOMUHAHMEe HAVIMEeHOBAHM s
MIPOfIyKTa He O3HayaeT ero Nofifep>KKy co ctoponbl BOL. BOT ne
3aHMMAETCsI MEAUIIMHCKON MIPAKTUKOI M HI TIPU KaKux 06CTO-
ATENbCTBAX HE PEKOMEH/yeT KOHKPETHbIE METO/IbI Ie4€HNA [
onpefleNIEHHBIX NalMeHTOB. «PyKOBOICTBO» MpelHa3HAYEHO
UCK/TIOYNTEIBHO /11 0011ero MHPOPMUPOBAHNS 1 OCHOBAHO
Ha JICCIEJOBaHNMAX MONY/ALMOHHOTO ypoBHA. «PyKoBo#cTBO»
He IIpefHa3HA4YeHO [/l JIEYeHN WU YXO/a 32 KaKUM-T160
KOHKPETHBIM MAIMEHTOM I He 3aMeHseT IPoQeCcCHOHAIbHYIO
MeJVIIVHCKYIO IIOMOIllb, PEKOMEHALIMM JIeYalliuX Bpayeli 1/ 1immn
COIPOBOJVTENbHYIO JOKYMEHTALMIO K 7IeKapCTBEHHBIM IpeIa-
param. Harmpotus, «PyKoBOZICTBO» ClIeAyeT UCIIOIb30BaTh IJIA
00yueHNs 1 MHPOPMUPOBAHUS IIPU KO/UIETMATbHOM IIPUHATUN
pellennii manyeHTaMu, IMLaMy, OCYILeCTBIAIMMA yXOJ, U
MEIULMHCKMMY PAaOOTHUKAMIL.

IToMuMmo BBILIEYKa3aHHOTO, «PYKOBOZICTBO» MOXKET OKa3aThCsA
HETIO/THBIM /1100 HETOYHBIM BCIEACTBIE TOTO, YTO HOBBIE MCCIEN0-
BaHIsA, CIIOCOODI JIEYeHN S, MEIULIMHCKIE TPUOOPHI U ITOKAa3aHIUS
K IPYMEHEHUIO MOTYT OBITh COOTBETCTBEHHO OITyO/IMKOBAHBI
1IN OfOOpPEHBI MOC/Ie HACTYIUICHNUS KpalfHero CpoKa Jjisi BKJIIO-
JeHs B HacTosALlee «PykoBoncTBO». brarojaps BceCTopoHHeEMY 1
cucreMardeckoMy 063opy mureparypsl «Pykosozcreo» BOI o

T0Ka3aTe/IbHOM KIMHINYECKON NTPaKTUKe BK/IIOYAeT JAHHbIE CylIe-
CTBYIOLVX PelieH3MpyeMbIX Koyteramu my6nukanmit. Hecmorps
Ha TO, YTO 3TU pabOThI COOTBETCTBOBAMN 3a/JAHHBIM KPUTEPUSM
11 BKmoueHuA B «PykoBoncTso», 1 uto BT couno coorset-
CTBYIOI[e HayYHDIE JAHHbIe HAVJTYYIIel! JOKasaTebHOI 6a3oii,
CYILIECTBYIOIell Ha MOMEHT Pa3paboTki « PyKoBOfCTBa» B LIeJIAX
00111er0 KIMHIYeCKOT0 NHPOPMUPOBAHNS, 9TY JOKA3aTeIbCTBA
pasaMyarTCcA 0 KayeCTBY M CTPOrOCTY METOMIONIOTN.

BOT 1 €€ fo/mKHOCTHBIE TN1}A, KOMUTETBI, YWIEHBI, COTPYFHUKH,
a TaK)Ke aBTOPHI U perieH3eHTh «PykoBofcTBa» («Y4acTHUKIM OT
B®T») He HECYT OTBETCTBEHHOCTH 3a TOYHOCTD WJ/IU MTOJTHOTY
CBE[€HUII, a TAK)Ke He JAI0T HUKAKUX rapaHTUI, ABHBIX UIN
cKpbITHIX. IToMuMo Toro, yuacTHuky ot BOI' He HecyT OTBeTCTBEH-
HOCTM 32 KaKoit-m160 yuiep6 (BKIH0Yas, B TOM YUCTIe, IPAMOI,
HeIIPsIMOI, TI0OOYHBIIT, IITPadHOIT, MOCIEAYOLINII yiileph), mpouc-
TeKAIoINiT U3 VCII0/Ib30BAaHN s, HEBO3MOYKHOCTY MCIIO/Ib30BAHMS
160 MOCIeNCTBIUI NCIIONBb30BAHNS T0O0I 13 peKOMEHIaLnii
HacTos1ero «PykoBofcTBa», MOOBIX OTCBIIOK, YKa3aHHBIX B
«PykoBojicTBe», a paBHO MaTepMajIOB MM MPOLEAYP, cofeprKa-
muxcA B «PykoBopicTBe», BHE 3aBUCUMOCTH OT JMICIIO/Ib3yeMOL
TEOPUI IIPaBa U BHe 3aBUCUMOCTH OT TOTO, ObI/IA /1N YIOMSHYTa
BO3MOXKHOCTb ITOff0OHOTO yirepoa.
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BBepgeHue

Alok Srivastava' (Anok LpuBacraga) | Alain Weill2 (Anen Beiinn) | Glenn F. Pierce? (fneHH ®. Munapc)

1 Kadeppa rematonoruu, XpucTmaHcKnin MeANLUHCKIN Konnegpx, Bennypy, nansa

2 BcemupHan pepepauyua remodpunum, MoHpeans, Ksebek, KaHaaa

C yuéToM 6os1ee OHOTO MIUIMOHA MTEYATHBIX U 9JIEKTPOHHBIX
9K3eMIT/SIPOB Ha LIECTH sI3bIKax 1 6oyee yem 1000 LuTHpOBaHMUIL
B pelLIeH3MPYEMbIX CTaThsAX C MOMEHTA CBOEro Bbixoga B 2012 1.,
MaTepuasl [0 KIMHIIECKOIt TPaKTIKe oT BcemupHoit penepannm
remopummn (BOT') - «PykoBOACTBO 1O JieyeHNIO reMOpIIN,
2-e U3aHNUe» - B 3HAYUTENIbHOI CTEIIEHNU MTOCTY>KUIN cOooO01ie-
CTBY MEIMKOB, JIeYaluX TeMO(UINIO, U JINIL C TeMOoduIneit.
PexoMeHTOBaHHOE MeXXIYHAPOLHBIM OOIIECTBOM IO TPOM-
603am n remocrasy (ISTH), «PykoBoactBo» BOI Taxke crano
HepBbIM PYKOBOJICTBOM IIO JIEYE€HNIO TeMOMUINM, TIPUHATBIM
HaryoHa/ibHBIM IIeHTPOM HOpMaTKBHOI fokyMeHTarym (NGC),
paHee IPUHAIEKAIM ATEHTCTBY MICC/IeJOBAHNI 1 OLIeHKM Kade-
cTBa MegMuMHCKOro obcmyknBanusa (AHRQ) MuHucrepcTaa
3apaBooxpaHeHns u conuanpubx yoryr CIIA (https://www.ahrq.
gov/gam/index.html).

3a mocyeHue AT /1eT ObUI JOCTUTHYT OecIperjefeHTHDII
Tporpecc He TONBKO B pa3paboTKe 60/Iee COBPEMEHHBIX TeKap-
CTBEHHBIX CPEJICTB /IS JleUeH s reMOpIINY, HO ¥ MIPOU30IIIa
3HAYNTeIbHAS CMeHa IIapaUTMBbl BO MHOTMX IIPUHIINIIAX, YIPaB-
JISTIOIIMX TTaHMpOBaHMeM U Gumocoduert medeHnst reMopuanmn.
[TpuHMMas BO BHMMaHMeE IPOrPecc B TEXHOIOTYAX TeHETIYEeCKOTO
aHa/N3a, IOMMMO 3HAYUTEIbHOTO IOBBIIIEHNA NOCTYIHOCTH,
ero mpuMeHeHMe Ipy reMOUINY TepeMecTUIOCh U3 06/1acTu
MCCIeOBaHMIT B 00/1aCTh MPAKTIYECKON IIOMOIIY MAl[eHTaM
U VX CeMbsIM, Ifie TeHeTMYeCKMIl aHa/IN3 UI'PaeT BCE YBEIMUn-
BAIOLIYIOCA POJIb. [10sAB/IeHIIe HOBBIX KOHI[EHTPATOB (PaKTOPOB
ceéproiBanus (KOC) ¢ yanMHEHHDBIM IIePUOOM ITOTyBbIBeIeHNA
TIPUBEIIO He TOMBKO K 007IerdeHN0 OpeMeH N TedeH s IS ali-
€HTOB; ropasjio BaxkHee, 4To KOC ¢ yqIMHEHHBIM IIePUOLOM
TIOJTYBbIBEIeHNA CHeTIa/IN BO3MOXXHBIM IOfIiepyKaHye 3HAUUTETbHO
6071ee BHICOKMX MUHMMA/IBHBIX OCTATOYHBIX YPOBHEIl aKTUBHOCTH
(akTOpa Ipu peryIApHOI 3aMeCTUTEILHON TepaItiy, 4eM 3T0 ObIIO
BO3MOXXHO 1py ucnonb3oBanuyu KOC co craHgapTHRIM [EPUOOM
monmyBbIBeieHu:. [I1aHKa reMoCTaT4ecKolt 6e30IIacHOCTH Oblia
TTOJHATA el11é BBIIIE C BBefjeHIeM He(DaKTOPHBIX reMoCTaThye-
CKUX CPeJCTB, TaKIX, KaK MHHOBAI[MOHHBIe Oucnenuduieckue
MOHOKJ/IOHa/IbHBIE aHTHUTe/A. DTOT IperapaT I03BO/IAET JOCTNYb
reMOCTa3a, 9KBMBAIEHTHOTO ITPUOIM3UTETBHO 15%-bIM YPOBHAM
FVIII, ¢ nogxoXHbIM BBEeJJeHMEM U CYILIECTBEHHO MeHee YaCThIM
MCconb3oBanmeM no cpasHennio ¢ KOC. Jlna ¢ remodunmeit,
MOy varolye iedeHue C IIOMOLIbIO STUX HOBBIX TeKapCTBEHHBIX
CPefiCTB, Tellepb MOTYT, He 605Ch KPOBOTEUEHMII, Y4aCTBOBATD
BO MHOTUX BUJIaX JIeATEIbHOCTH, KOTOPbIe HUKOIJIa paHee He
ObUIM UM JOCTYIIHBL B joN0ONTHEHMe K BBIIIECKa3aHHOMY, CTPYK-
TypUpOBaHHAs OLIEHKA pe3y/IbTaTOB JIeYeH IIPeXKie AB/ANACH
OTHOCHTEZIbHO HEPa3BUTBIM aCIIeKTOM JledeHus reMmodunnu. B
TedyeHye IOCAeIHNX HECKOIbKIX JIeT HaO/II0aeTCs TeHJeHIA

MIOYEPKMBATD €€ 3HAYMMOCTb [I/Is1 IOBCEHEBHOTO JIeUEeHS
remobuIN; Ha JaHHbIT MOMEHT HECKOTBKO K/TMHUMETPUIECKIX
MHCTPYMEHTOB IIPYMEHSIOTCSA I CTAH/[APTU3UPOBAHHOI OLIEHKU
U TOKYMEHTUPOBAHNsA Pe3y/IbTaTOB JIeYeHNs, KaK A/l TeMOCTa3a,
TaK 1 [y OOPHO-IBUTATEIBHOTO allapara.

C 1ebio IPM3HAHYA BbILIEYKAa3aHHBIX YCOBEPIIECHCTBOBAHMIT
" ux 60jiee IPOYHOTO BHEAPEHNUA B KIMHINYECKYIO IPAKTUKY
B TpeTbe M3aHNe HACTOsIIero «PyKOBOACTBa» OBIIO BHECEHO
HECKOJIbKO M3MeHeHMi1. Bbiin mo6aBieHbl HOBbIE I/IaBbl, YTOOBI
JZOCTaTOYHO MOAPOOHO PACKPBITh HIDKECTIEAYIOIIVIe TeMbL: TeHe-
TUYeCKas OL[eHKa; TPO(MIAKTIKA C TOMOIBI0 TeMOCTATIIECKIX
CPEeNCTB [/Is1 IPefOTBPAIlleHIsI KPOBOTEUEHMIT; SMMMUHALINS
MHTUOUTOPOB U OL[eHKA pe3y/IbTaToB jJedeHns. Emé ogHa rimasa
OIpeie/AeT IPUHIVIIB IeYeHN A TeMOPIINY, YTOOBI YCTAHOBUTD
JKe/aeMble [/ OCTVDKEHMsI YPOBHMU OLIEHKM 110 Mepe Pa3BUTHA
COOTBETCTBYIOUINX MEULIMHCKUX YCIYT, C Y4€TOM JTOKaIbHOTO
KOHTEKCTA B PasHbIX CTPAHAX 110 BCEMY MUPY.

Heo6XofyMo YIIOMAHYTh HEKOTOPbIe CeMaHTUYeCKIe M3Me-
HeHs1, TIOSBUBILIIECS B 9TOM U3aHUN. TepMUH «3MU30NYeCKII»
ObUT CIIOTIb30BaH BMECTO TEPMIHA «II0 TPEOOBAHNIO» J/IsL OIUCAHNSL
060 Tepanyy reMoCTasa Mocie KPOBOTEUEH, TOCKOIbKY OH
JTydllle OTpa’KaeT KOHIIENTYaTbHYIO CYITHOCTD JAHHOI MPaKTUKIL.
Jl1s1 mydiero cooTBeTCTBIUA OIpeieleHNo, fanHHoMy KomureTom
o Hayke 1 ctangapTusauuu MOTT (ISTH), tepmuH “meHb
BBeJIeHNS OBUI 3aMeHEH Ha TEPMUH «BBefIeHMe», YTOObI y4ecTh
Bce 3aMectuTenbHble 103 KOC, BBeiéHHbIE B TeYeHMEe 24 9acOB.

YT06BI 06€CIIeYNTh MAKCHMAIBHO BO3MOXKHYI0 00 BeKTUBHOCTD,
pu GOPMYIMPOBAHUY OKOHYATETbHBIX PeKOMeH/Jallni B HACTO-
smeM «PykoBojcTBe» ObIIa IpUMeHeHa CTpOorast MeTOfIO/IOT s,
OCHOBaHHas Ha KOHCeHcyce. Hapsay ¢ BegylM CrieninaaicTom,
OTBEYAIOLINM 32 COflepKaHue, ObIT IPUTIallleH He3aBYCUMBIIT
9KCIIEPT 110 METOAAM U MIPOLieccaM, He MMEIOINIT OTHOIIEHST K
maHHOIT 06/macTu. Bce pekoMeHaIy OCHOBAHBI Ha I€TaTbHOM
U CCTEMHOM 00630pe pe/leBaHTHOI Hay4YHOII TUTePaTyphl 1
paspaboTaHbl B X0[je aHOHMMHOTO MOAUGUIIVPOBAHHOTO [ie/ib-
¢uiickoro mpoiecca, pe3yJIbTaToM KOTOPOTO U CTa/IN HaAyYHO
000CHOBaHHBIE KOHCEHCYCHBIE peKoMeHjaunn. YTo 0cobeHHO
Ba)XHO, IOMVMO 3KCIIEPTOB I10 JIeYeHNI0 TeMObIINY U B 3afeli-
CTBOBaHHBIX KIMHIYECKVX JVCIMIUIMHAX, B COCTaB [eNbGUITCKIX
TPYIII OBUIY BK/IIOYEHBI XOPOLIO MHGOPMUPOBAHHBIE MAIIMEHTB,
Yy KOTOPBIX TaK)Ke Obl/Ia BO3MOXXHOCTb 03HAKOMUTLCS C PYKO-
IICBIO U JINTEPATYPOIL, a 3aTeM IPOToJIOCOBATD 32 PeKOMEHIALIUIL.
Bce 9Tu miaru etanbHO pacCMOTPEHBI B I/TaBe «MeTomomorusi».

Takxxe cleyeT OTMETUTD, YTO HAPS/Y C BHEIIHE pelleH3melt
OT CTOPOHHIX 9KCIIEPTOB IIepef MyONIMKaIeil OKOHYaTelbHbIe
BapUAHTBI I71aB OBUIN MTOIBEPTHYTHI BHYTPEHHEMY aHA/IN3y KaK
BCeMM YieHaMM Ipymnbl, Tak 1 B BOT. Bee pelieH3eHThI yIIOMAHY ThI
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B KOHIle «PyKOBOJICTBa» BMeCTe C [PyIUMI YIaCTHUKAMM, el
BKJIaJI B €T0 pas3paboTky HeoteHrM. OKOHYATEIbHBII ITAIl He3a-
BYICYMOIT 9KCIIEPTHOII OLIEHKM OBII TaK)Ke IPOBENEH XKYPHAIOM.
Heo6x0f1Mo OTMETUTD 1 TOT (aKT, YTO HacTosAIee «PyKOBOICTBO»
65110 0106pEHO A3MATCKO-TUXOOKEAHCKIM OBII[ECTBOM 10 TPOM-
603aM 1 reMocTasy, EBporeiickuM KOHCOPIIYMOM reMOGUINN
u HanyonanpusiM pongom remoduyu (CIIA).

B pesynbraTe BceX BhINIENePEUNCIEHHBIX YCOBEPIICHCTBO-
BaHMIT «PyKOBOICTBO» MOTYYMIOCH 60TIee BCeOOBEMITIONINM,
4yeM mpefpifyiiee usfanye. OQHAKO A COXpaHEeHN TETKOCTH
BOCIIPMATHA €ro TeKCT BCE TaK)Ke CTPYKTYPUPOBAH M COCTOUT
U3 KOPOTKMX Te€3MCOB, pa3OMTHIX HA IIYHKTHI. BTN OIyIieHbI
IeTa/IbHble MeXaHNUCTIIECKVIe PasbsCHEHNS U OIMCAHNS ICXOHbIX
TAHHBIX JIeKAI[UX B OCHOBE peKOMEeH/AINIi, OOHAKO IIPU STOM
BCe pefleBaHTHBbIe Oubmmorpadyeckie CChUIKM YKa3aHbl B KOHIjE
Ka>KIOJ TIaBbl.

ABTOpBI BBIP@XAIOT HAZIEKY, YTO K/IMHIYIECKOE COOOIeCTBO,
IJI1 KOTOPOTO B MEPBYI0 OYepenb IMpeHa3HaYaeTCsA HaCTosAIIee
«PyKOBOZCTBO», HAILAET €ro elné Goree MOMIe3HBIM, Y€M IIPefibl-
Aylive U3JaHuA.

«PyKOBOJCTBO» TaK)Ke MOXKET MCIIOIb30BATbCS B Ka4eCTBe
pecypca noazepXKu 06pasoBaHus, afBOKALNA Y IIPUHS T
peleHnit B 06/1acTy tedeH st reMO(VUINY 1 OKa3aHVsI MeMIIVH-
CKOIt Iomo1n. B ornonHeHne K BblileCKa3aHHOMY OHO JODKHO
IIOMOYb OOHAPY>KUTH IPOOETIbI B JOKA3aTeIbCTBAX, HA OCHOBE
KOTOPBIX CHOPMY/IMPOBAaHbl peKOMEHAALNI, YTOOBI 3a/1aTh
HaIIpaB/ieHye COOTBETCTBYIOIMM KINHUYECKUM UCCIEfOBAHIAM
B 9TuX obmactsx. Kak u paHee, 9/1eKTpOHHAs BepCHs HACTOSAIIETO
«PykoBopcTBa» goctynHa Ha caiite BOT (http://www.wth.org).
«PykoBoACTBO» 6y/eT OOHOB/IATHCS, PACIIMPATHCS WM PefaK-
TUPOBATHCS IIPY MOSIBJIEHNN 3HAYMMBIX HOBBIX JAHHBIX WM
IOKa3aTeNbCTB, 000CHOBBIBAIOIMX U3MEHEH s, DTO MTO3BOIUT
COXPaHNUTh AKTYalbHOCTD COflepXKaHust «PyKOBOJCTBa» I OTPasuUTh
B HEM YCOBEPIIEHCTBOBAHIISL, KOTOPbIE OXKIMAAIOTCS B O/VDKaiilie
roppl, 0cO6eHHO B 06/1acT reHHOI Tepanuu reModunu, 6omee
IeTajIbHble JaAHHbIE I10 KOTOPOIl HEOOXOAMMO OYIeT BKIIOUNTD
IIOCTIe 3aBepIIeH ST TeKYLIMX KIMHNYeCKIX VCIIBITAaHNIL U Per-
CTpaLuy HperapaTos.
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Kadepnpa rematonoruu, XpucTmaHcKnin MeanLMHCKI Konnegpx, Bennypy, bana

BonbHuubl Fas n Catoro ®ombl [loBeputenbHoro poHaa HaumoHanbHo cny6bl 3gpaBooxpaHerus, JTIoHAoH, BennkobputaHus

JloHpoH, BenvkobpuTtaHus

INCT do Sangue Hemocentro UNICAMP, YHusepcutet Kamnunac, KamnuHac, Can-Mayny, Bpasunus
MeguumnHcknin pakynbtet, TyHUCCKUIA yHBepcuTeT dnb-MaHap, LieHTp neyenmns remodunum, 6onbHuua npuHuecchl A3nsbl OTmaHa, TyHuc, TyHucckas

pecnybnuka
BcemuipHan depepauusa remodunum, MoHpeans, Ksebek, KaHaga

MakynbTeTbl neguaTpun 1 natonorun, MmunraHckuin yHusepcutet, AHH-Ap6op, wrat Muuuran, CLLIA

KerntayH, lOAP
YuuBepcuteT MoHalw, MenbbypH, BukTopus, ABcTpanus

BsepeHne

JlaHHBIEe IPVYHIUIIBI OKa3aHIA MEIULIMHCKOI IIOMOLIY ITPU3BAHbI
CO3[JaTb BCEMJPHO PelIeBaHTHOE PYKOBOJCTBO, OCHOBAaHHOE
Ha TeKyIleM COCTOSIHIY HayKM U HaJJIeXKaIUX IPAaKTHUKaX B
AMATHOCTUKE U JIeYeHNN TeMO(PIINY, KaK OHI ONPEe/IOTCs
paboueit rpynmnoit Bcemnproit penepanym remopunun (BOT)
1o cospanuio «PykoBopcTay. OHM BKIIOYAIOT B ce6s1 6a30Bble
KOHI[eNI[UY, TPeOOBaHMs U IPUOPUTETHI B 00eCIIeYeHN N I B
yIIpaBIeHNY OKa3aHIeM MEFUIIHCKUX YCIYT IPU reMOGUIni,
YTO B COBOKYIIHOCTIU COCTAaBJIA€T OCHOBY [/ BHEAPEHUS 1
PasBUTHS IPOrPAMM JIeYeHNs TeMO(UINIL.

IIpyHUMIIBI OCHOBAHBI HA MICXO[HBIX YCTAHOBKAX, 0003Ha-
yenHbix BOT u Bcemuphoii opranmsanueit 34paBoOXpaHeHUs
(BO3) B 1990 r.}, a Tak)ke Ha OOHOBIEHHBIX PYKOBOACTBAX I
pexoMeHpaI X, paspaboTanubix coBMecTHO BOT, BO3 n
Mex/fyHapOgHBIM 06111eCTBOM IO TPOMO03aM 11 TeMOCTa3y
(ISTH) B 2002 1.2

ITpMHLINIIBI BKIIOYAIOT K/II0YeBble KOMIIOHEHTHI IIPUHIIUIIOB
MIOCTPOEHNA KOMIIEKCHOTO YXOfia 11 IepBIUYHOIN MeVILIMHCKOII
HIOMOIIIY, 2 IMEHHO: OTBEYATh Ha MOKM3HEHHDIE TOTPEOHOCTH
B JICYeHUM, IPEJOCTAB/IsAs BceobbeMomue mpodumakTide-
CKIfe, TepareBTUYeCKIe U PeabINTalIOHHbIe YOIy, PAaBHO
Kak 1 NTa/UIMATUBHYIO TepaInio; oOpalarbcs K 6oee mmpo-
KOMY KPYIy HeTePMIHAHT 34OPOBb, 3aeIICTBYS IPU 9TOM
MY/IBTUCEKTOPAIbHYIO IIOIUTUKY, KOHKPETHBIMU IeHICTBUAMMI
MOTHUBUPYS COOTBETCTBYIOLINX YYACTHUKOB U IIOMOTasl MECTHBIM
coob1iecTBaM YIYYIINTD OKa3aHe IIePBUYHOI MELIMHCKOI
IIOMOLIY; @ TAK)XKe PACIIMPATD BO3MOXXHOCTY MAIVIEHTOB, NX
ceMelt 1 coob1ecTBa, YTOOBI OHM MOI/IM IPUHUMATD Ha ceOst
OTBETCTBEHHOCTD 33 COOCTBEHHOE 3[0pOBbe.*

IToMMMO 3TOT0, OHM KOPPEIMPYIOT C TEM aKIJeHTOM, KOTOPBIil
MOje/Ib OKa3aHMsI IOMOLIY TPV XPOHMYECKMX 3a00/IeBaHIX
JiefnaeT Ha He0OXOAMMOCTH IIePEX0fa OT SMMU3O[UIECKOT0, PeaK-
TUBHOTO JIeYeHUA B OCTPBIX CUTYaUMAX K IOMOIIY B paMKax
JUINTEbHOTO, IPOPUIAKTHYECKOr0, OCHOBAaHHOTO Ha paboTe
€o00111eCTBA U MHTETPUPOBAHHOTO ITOAXOAA.

o Ilomumo HaIllpaB/JI€HUA KJIMHNYECKON MPpaKTUKI, IPVHINIIbI

OKa3aHusA MC,Z[I/ILU/IHCKOI“/I IIOMOLIN MOTYT TAaKXK€ IIOCTY>KUTb
B Ka4e€CTBE O6IJ.I€I/“I OCHOBBI /11 B3aMUMOIIOHMMAaHUA MEXAY
Opranm3anyAMm MalyieHTOB, MEAVIVHCKNMN pa6OTHI/IKaMI/I,
AO/DKHOCTHBIMMI TN aAMM CUCTEMbI 3[JpaBOOXPpaHEHNA 1 3aKO-
HOIaTenAMUI B ,E[aHHOﬁI cq)epe. STO, B CBOIO O4€pefb, ITIO3BOIAET
[AOCTNYb TYYIIETO YPOBHA AMCKYCCUNM M COTPYAHMUYIECTBA 110
BOIIpOCaM, KaCalIIMXCs BbIAETIEHNA PECYPCOB Ha IIPOTPaMMbl
110 JIEYE€HUIO I‘eMO(l)I/UII/II/I U IPMOPUTETOB 110 JOCTVIKEHNIO
HayTy4YmmXx CTaHJAPTOB, BO3MOKHBIX TPV IMEIOINXCA peCypcax.
HpI/IHHI/IHbI OKazaHuA MeJII/ILU/IHCKOI?I IIOMOIIN HALl€/IEHDbI HA
JOCTVDKEHNME NIea/IbHOI'O YPOBHA JICYCHNA I‘eMO(i)I/ITII/H/I, Kormga
TIaIVIEHTDI MMEIOT NOCTYII K Ha/JIEXKall UM, CTaOMIBHO OKa3bl-
BaeMbIM I BBICOKOKa4Y€CTBEHHBIM MEAVIIIMHCKUM YCiIyram,
I KOMIIZIEKCHOMY YXO[NY. O,Z[HaKO c/1eqyeT IpMHNMATb BO
BHMMaHIE, YTO IPMOPUTETHI 1 BO3MOXHOCTU Ka)K)IOI?I CTpaHbL
OIIpefenAnT, YTO BO3MOKHO B )IaHHbII/uI MOMEHT Ha IIPpAaKTHUKeE.

1.1 MpuHuun 1: KoopanHauma n

obecneyeHne meanNLMHCKOro
o6cnyXuBaHua npu remodunnun Ha
rocyaapCcTBeHHOM YypPOBHe

o CKOOpI[I/IHI/IpOBaHHaH IIporpaMMa OKa3aHUnA MeI[I/II.U/IHCKOﬁ

TIOMOIIY IIPY reMOGUINH, OCYIIeCTBIIAeMas CIIelaNnu3upo-

BAHHOJI OpraHu3aIMer ¥ MHTEIPUPOBAHHAA C CYIIeCTBYIOIel

CHUCTEMOII 3ApaBOOXPAaHEHN, YIy4IlaeT pe3y/IbTaThbl IeUeHNUs

st Ity ¢ reModuiet.26-8

[/t ONTUMAaIbHOTO TedeHNns reMOGIUINI B paMKax o0 0HOI

IPOrpaMMbl HEOOXO/VIMBI CTIEYIOLINE KTI04eBble KOMIIOHEHTHI :

- KOMIUIEKCHAsI MEIUIIHCKAs IIOMOIIb Ipyu reModunnn,
[IpefocTaBiseMas MHOTOIPOGUIBHOI KOMaHIO
CITENIATCTOB;

- HaMOHaJIbHAas MO0 PErMOHANbHAS CETh LIEHTPOB
neuerusi remodumnu (LJIT);

- HAIVOHAJBHBIN PETUCTP MALVIEHTOB C reMobuIneit;

"
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- HafiéXHBbIe IIPOLIECChI 3aKyIIKN U paclpereneHns 6e30-
IacHBIX 1 9P PEKTUBHBIX TeKapCTBEHHBIX CPEJICTB, B
JaCTHOCTH, KOHLIEHTPaToB ¢axTopa cBéprhiBanuA (KOC)
U IPYTUX TUIIOB T€MOCTATUYeCKMX IIPeIapaToB, UCIONb-
3yeMBIX B JIEYeHI TeMOPIINY;

- PaBHONIPABHBII JOCTYII K BbIIIeYKa3aHHBIM YCIyTaM 1
JIeKapCTBEHHBIM IIpenapaTam’;

- TIpUHATHE BO BHUMAaHNE Y COIII03KOHOMIYECKOTO I
Ky/IBTYPHOTO pasHO00pass B paMKax KaXk[0oro KOHKpeT-
HOTO COOO0IIecTBa, PerMOHa VN CTPAHBbI.

KomnnekcHas meauLMHCKas NOMOLb Npu
remodunun

JIO/DKHBI OBITh OPraHM30BAHBI LIEHTPbI JIeYeHNs, paboTarome
B COOTBETCTBUM C MOJIe/IbI0 OKa3aHMA MHOTONPOQUIbHOIL
KOMIIIEKCHOJT ITOMOIL[Y, C T€M, YTOOBI MAIMeHThI C reModumet
VIMeU BOCTYII K IOTHOMY CIEeKTPY KIMHIYeCKUX AMCUUIIINH
U HaJIeXAIIUX Tab0PaTOPHBIX YCIyT.0

Cwm. npuHIun 7 «MHOronpoduIbHbI MTOAXOH K JIeYeHIIO
remounum» u rnaBy 2 «<KommiekcHoe edeHne reMopuinm.

CeTb LIeHTPOB JieyeHns remopunuu

MeaniMHCKy0 IIOMOLIb JIy4llle BCETO OKa3blBaTh B CIIelna-
NIMBMPOBAHHBIX LIEHTPAX JUATHOCTUKY 1 JIeYEeHNsI, B KOTOPBIX
UCIIOTIB3YIOTCSI YETKO OIpeJie/IEHHbIE IIPOTOKOIBI JIEIEeHIS,
CTaHZAPTHI OKa3aHIS MeMIIMHCKOI IIOMOLLIN, @ TaKXKe IIPOBO-
JATCSL MEPOTIPYAITIA 110 AYAUTY 1 06eCIIedeHIIo KadecTBa.?
JleueOHBIM yUpeXXAEHUAM, TIPEFOCTABIIONINM MEJUIIHCKIE
YCIyTy /iaM ¢ reMouInelt i CBA3aHHBIMU 3a00/IeBaHIAMI,
HAaCTOSITE/IbHO PEKOMEHAYETCs MOMYyYUTh O(pUILIMaaIbHbIi
craryc gentpa nedenus remoduanu (LIJIT) mnbo nentpa
KoMIUIeKCHOTO neders remodumu (LJKJIT), B mopsizike, ycTa-
HOBJIEHHOM MEeCTHBIMM OpraHamit B cepe 3ApaBOOXpaHeH s
69 (cM. Tabmumy 1-1).

ITopo6HbIe LIeHTPbI TaKXKe MOTYT 06ecrednBaTh Hy>K/ibl Iali-
€HTOB C IPYIUMIU HACTIECTBEHHBIMMU KOATY/IOATIAMIL.

HaunoHanbHbIN perncTp nauneHToB

Kakmoit ctpaHe He06X0[MMO /MO0 BECTY HALVIOHAIbHBII
perucTp manyeHToB ¢ remoduneit it cOopa cTaHfapT-
30BaHHBIX JaHHBIX M30 BCEX LIEHTPOB JledeHVsI reModuinu,
LIeHTPA/IM30BAHHO YIPABJIAEMbIIl YIIOTHOMOYEHHOI TOCy-
[apCTBEHHOI OpraHusaneil, 1160 y4acTBOBAaTh B BeJeHUN
MEXXTOCYapCTBEHHOTO MM MEX/[yHapOJHOIO perucrpa.lo-13
«Bcemupnsiit peructp xoarynonaruit BOI' (WBDR, BPK)»
IIpefocTaB/isieT oHnaiH-arpopmy ast cetn LIJIT o Bcemy
mupy. Iltardopma gaét BO3MOXKXHOCTH [iist cOOpa efuHO0-
Opa3HbIX, CTAH/JAPTI30BAHHBIX JAHHBIX C LIe/IbI0 HAOMIOeHs
3a JIe4eHMEeM U MeJJUIIMHCKOJ IIOMOILbIO TTAl[ieHTaM, MOHM-
TOPMHIA Pe3Y/IbTATOB JIe4eHM Y HallpaB/IeHMs KIMHIYECKOIA
npakTukn.!> BPK Mo)keT 1CII0/Ib30BaTbCA B KQ4eCTBE PEry-
CTpa MaLMeHTOB OT/ebHbIMY MM Bcemu LIJIT BHYTpu cTpaHbl.
ITanmeHTCKMe PErnCTPBl UCTIONb3YIOTCA /it COOpa TOYHBIX
JIAHHBIX O IAIMEHTaX C reMOQUINeNt, KaCAIOLIVXCS UX IeIe s
U pe3y/IbTaTOB 9TOTO JIeUYeHMsI, BK/II0Yast TsSHKeCThb 3a00e-
BaHMsA, BUJ, TepaInuy, KpOBOTEUEHIS, HeKeTaTeIbHble ABJIEHN,

COCTOsIHME CYCTaBOB, HAINYME MHIUONTOPOB, COIY TCTBYIOLIE
3a00/1eBaHMs U Ka4eCTBO XKU3HIL.

o JlaHHBIE perUCTpa IMO3BOMAIOT IPOBOAUTD aHANIN3 CTAHAAPTOB
OKa3aHWsI MEAMIIMHCKOI [IOMOLIY M MOTYT OBITh CIIO/Tb30BAHbI
B KadecTBe MHCTPYMEHTA /Is ayAUTa KIVHIYECKNX 1 Tabopa-
TOPHBIX YCIIYT. ITO, B CBOIO OYepelib, MOXKET CIIOCOOCTBOBATD
PasBUTHUIO Ka4eCTBA MEUIMHCKIX YCIYT, @ TaKXKe 00/IerYnTh
IUIaHMPOBAHNUE 1 BBIJlelleHe PecypcoB.o

o TlalueHTCKMe perucTpbl MOTYT: OOTIETYNTD MOHMMAaHMEe MHOTYX
HIOAQHCOB JIeYeHNUA reMOMUINY; OIICATh CXeMBI JIeYeHN,
yKa3bIBasd Ha COOTBETCTBIIE UV BBLAB/IAA HEPABEHCTBO B IIPEfO-
CTaBJIEHUU JICYEHM 1 eTO KadecTBe; yKasaTb Ha (paKToOpHI,
B/IUAIONIVE Ha TPOTHO3 U Ka4eCTBO >KI3HY; U, HAKOHEIL, TIPefio-
CTaBUTDb CBUJIETEICTBA PACXOfIOBAHIA PECypCoB. 4

o JlomxeH 6bITh 06ecnede 3G GeKTUBHDI KOHTPOIb KOH(U-
[eHLMAaIBHOCTY U 6€30I1aCHOCTY IIePCOHATIbHBIX JaHHbIX, a
TaK)Ke COOTIONeHN IpaB YelioBeKal? B COOTBETCTBIUM C HAIN-
OHAJIbHBIM 3aKOHOJIATE/TbCTBOM U HaJlIeKAIIMMM STUYECKIMU
IIpaKTMKaMu.b

o Baxno obecrieunTh, YTOOBI MALVIEHTDI, /WM UX POSUTENN
1160 3aKOHHbIE OEKYHBI (B CTy4asix C HECOBEPIIEHHONETHIIMM)
0CO3HaBaIN LIe/IU 1 Ha3HAa4YeHIe PerucTpa U MPpefoCTaBUIN
CbMeHHOE NH(OPMIPOBAHHOE COTTIacye Ha cOOp U Ipefo-
CTaBJIeHNe JAHHBIX, OTHOCAIIVXCA K JIEYeHNIO MalfueHTa. %15

o Cwm. rmaBy 2 «KoMmmekcHoe edeHne reMoGuInm» 1 rmasy 11
«O1eHKa pe3ynbTaToB.

HauwnoHanbHble nn6o pernoHasibHble 3aKynKu

npenaparoB AnA neyeHmA FEMO(I)I/IHI/IVI

o CrabwabHas gocTynHocTb KOC B 10CcTaTOUHBIX KOMMYECTBAX
B 3HAYMTENTbHOI CTETIeHM KOPPeMpPYyeT C TydHINMM pe3ynbTa-
TaMM JIeYeHNA IALMEeHTOB ¢ reModumeit. ¢ Jlia obecrieueHns
HaJ&XHOTO 1ocTyma K 6e3onacHbIM 1 agdexTnBHbIM KOC 1
IPYTUM IeMOCTaTUYeCKMM TIpenapaTaM CTPaHbI IOMKHBI yCTa-
HOBUTD YETKYIO CHCTEMY KOHTPOJIA Ha HALMOHATbHOM IM60
PETVMOHaNbHOM YPOBHe, KOTOpas OyfieT IPOBOSWUTD 3aKyIIKM 1
pacIpesiesieHue Mpemaparos i nedeHns reModumm.?

o JleuyeHne reMoUINM 3aBUCUT OT HAIMYMA HEOOXOUMBIX,
JKM3HEHHO Ba)KHBIX Me/IMKaMEHTOB, CTOMMOCTDb KOTOPBIX
BBICOKA 110 CPABHEHUIO C TIperapaTaMu I/ edeHNs APYTux
3ab0/IeBaHMIL.

o OpraHmsanus HaIMOHAIbHOM CHCTEMbI TEH/IEPOB U/ YYacTue
B MEXTOCY/IapCTBeHHOII cucTeMe 3akynok KOC crniocobcrayer
obecriedeHNI0 ONTUMA/IbHBIMI ITpellapaTaMy 110 HauTyqIInM
meHam.”

« Ilpomecc IpMHATUA pelIeHNns IO TAKUM TeHJiepaM, IPOBO-
AVIMBbIM COOTBETCTBYIOIEll OpraHM3alyeii-3aKa3uyiKkoM (Kak
IIpaBy/I0, MMHUCTEPCTBOM 3paBOOXpaHeHNA MO0 APYTUM
KOMIIETEHTHbBIM OPT'aHOM B 3TOI cdepe), JO/DKeH IPONCXONUTD
C yJacTueM X0opomo MHGOPMUPOBAHHBIX B 00/1aCTI TeMOQUINN
NeYalyx CIeIManucToB 1 peficTaBuTeNel alueHToB.?

o VznanHoe BOT «Pyk0600cms0 no opeanu3auuu HAUUOHAIbHbIX
meH0epos no 3aKyNKam KOHYeHmpamos gaxmopa céépmol-
6aHU» ONNCBIBAET CUCTEMBI TEHJIEPOB 1 3aKYIIOK 110 BCEMY
MUPY U pasbACHAET, KaK CO3/laBaTh HallMOHa/IbHbIE CHCTEMBbI
3aKyTIOK ¥ IIPOBOJUTD TeHJephl.!”
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Cwm. rnaBy 2 «KoMniekcHoe Tedyenne reMouanm» 1 Imasy 5
«JemMocTaTnyecKue mpenaparbi».

MpuHumn 2: JocTtyn K 6e30nacHbiM
KOC, apyrum remoctatmyeckmm
npenapaTam u MeTogam nsneyeHuns

Bbe3sonacHblie n apdekTnBHbIE KPC

JInna ¢ remouineit JOHKHBI UMETb JOCTYI K 6€30IIacCHOMY
1 3¢ deKTUBHOMY JIEYEHNIO C OITUMA/IbHBIM IPefOTBpallle-
HJeM KPOBOTEYEHMIT 11 KyIMpPOBaHMeM TI00bIX CIIOHTAHHBIX,
HPOPBIBHBIX MO0 TPABMATIYECKIX KPOBOTeYeHMIL. I/t MHOTMX
HAIMEHTOB 3TO IOfIpasyMeBaeT TEPAINIO C IOMOLIBIO OIIpe-
penénnpix KOC uam [pyrux reMocTaTudecKuX Mpernaparos.

[l nedeHns n MpopUIAKTUKI KPOBOTEUEHUI Y JINI] C TeMO-
¢unmeit MOTyT MCHO/NIB30BAThCsA BUPYCHHAKTUBMPOBAHHbIE
Ia3Marideckye 1 pekombunanTHble KOC, a raxoke fpyrie coot-
BETCTBYIOLIME TEMOCTATUYECKIE ITPENAPATHI 110 IIOKA3aHUAM. 16
ITpodunakTuka — 3TO CTaHAAPT OKa3aHMA MEUIMHCKO
HOMOIIM HAIMeHTaM C TSDKEM0lt popMoit reMopuIny, a TakxKe

maBa 1: MpuHUMUNbI OKa3aHNA MeANLMHCKOM NOMOLLN

HEKOTOPBIM IAlMeHTaM CO CPeHeTKEN0I popMoit, 160
NIMIAM C APYTYMU HACIe,CTBEHHBIMMU KOATY/IOIATUAMMY, aCCO-
IVIMPOBAHHBIMIU C TSKENTBIMU KPOBOTEUEHUAMN B GEeHOTUIIE
U/MM C BBICOKMM PUCKOM YTPOYKAIOMIMX YKM3HU CTIOHTAHHBIX
KPOBOTEYEHMIL.

Anusoanyeckoe samecTuTenbHoe npumenenne KOC He 10mKHO
PpaccMaTpuBaThCA B Ka4€CTBE IONTOCPOYHOTO BapMaHTa IeYeHNs
reMoQUINY, IOCKO/IbKY OHO He M3MEHSAET eCTeCTBEHHYIO
KapTUHY CIIOHTAaHHBIX KPOBOTEUEHMII U CBA3AHHDIX C HUMU
OCTIOKHeHNI1. 1819

«Pyxosodcmeo BOI no oyetke konyeHmpamos gaxmopa ceép-
mMbL6anus» HeoOXOMMO BHUMATENbHO PACCMOTPETh B KOHTEKCTE
CHUCTEMBI 3[IpPaBOOXPAHEHNs KaXK/I0i1 U3 CTPaH 1 BHE[PUTD B
TeHJiepHbIe ITPOIIeCChI IPY 3aKYTIKaX 1eKapCTBEHHbIX CPeJICTB
1A edeHys reModumyn. 10

Cospaunbiit BOT «Onnaiin-pezucmp konyenmpamos gaxmopa
C6EPMbLEAHUA» COTIEPXKUT CIMUCOK BCEX JOCTYIHBIX B HACTO-
Alllee BpeMs IUIa3MaTUYeCKUX U peKoMOuHaHTHBIX KOC n
HOJpPOOHBIE CBefleHNs 00 3THX Ipemaparax.?’

CwMm. rnaBy 5 «I'eMocTaTu4yeckue npemnaparbi» U I71aBy 6
«IIpodumakTrka npyu reMoGyInm».

TABJIMLA 1-1 OyHKLMM LEHTPOB KOMIMJIEKCHOTO fleYeHUsa reModumm 1 LeHTPOB fledeHna remopunmnmne

LleHTpbl KoMnnekcHoro neyeHuns remopunuu (LIKJIr) LleHTpbl neueHus remodpunum (LJIT)

.

O6ecrneynBaloT KpyrnocyToYHOe OKasaHve MegULMHCKOM
MOMOLLY OMbITHbIM NMEPCOHAIOM

rlpe,D,OCTaBJ'Iﬂ}OT SNIMMUHaU N0 VIHFVI6VITOpOB N NHOQYKLNIO
VIMMyHHOI?I TONEePaAHTHOCTN

MpenocTasnaioT 6e3onacHble 1 3ddekTnBHbIE KDC 1 Apyrue
reMocTaTiyeckue npenaparb

Ob6ecneunBatoT CBA3b C MECTHbIM COO6LL|€CTBOM, BKJlO4aA
BU3UTbI Ha AIOM U B LWLKONY

npeAOCTaBHFHOT na6opaToprle yanyrn € BOSMOXHOCTbIO
KpyrnocytTo4yHoO NpoBOAUTb nccneaoBaHuA

OpraHu3ytoT JOCTYM K yclyram MeACcecTprHCKOro nepcoHasna Ha
6a3e 60sbHULBI, cneuranuctam JIOK, couranbHbiM paboTHMKaM,
CTOMATOJIONNW, aKYLIEPCKOMN U FHEKOSTOTMYECKO MOMOLLY, A
TaKe MCUXOCoLVanbHON MOAAEPMKKM

MpepocTaBnaioT nevervie BUY n renatnta C

OpraHu3ytoT JOCTYN K reHeTUYeCcKoii 1abopaTopun 1 reHeTrye-
CKOMY KOHCYJ/IbTPOBaHMIO

MpepocTaBnAloT NeyeHne Ha oMy
BepyT HapéxHble 3anucun

MpoBoaAT MegnLUHCKoe obyyeHne

MHVILI,MVIpyIOT nccnenaoBaHuA M y4acTByOT B HUX

O6ecneumBaloT JOCTaTOUHYIO KPYIOCYTOUHYIO remaToniornye-
CKYI0 MOAAEPKKY

MpeAoCTaBAAIOT SAMMUHALMNIO UHTMOUTOPOB N UHAYKLMIO
VIMMYHHOW TOJIePaHTHOCTN B cOTpyaHuyecTBe ¢ LIKJIT

MpepocTaBnatoT 6e3onacHble 1 3dpdekTnBHbIE KDC 1 Apyrue
reMocTaTJyeckue npenaparbl

OpraHun3yoT JOCTYM K yCnyram MeACceCTPUHCKOro NepcoHana,
JIOK, coupranbHbiM paboTHUKaM, @ TakKe K aKyLIEPCKOW U FMHe-
KOJIOTMYeCKON NOMOLLM

MpepocTaBnAloT NpeABapUTENbHYIO FeHETUYECKYI0 KOHCYIb-
Tauuio, 3a KoTopon cnepyet Ha3HauveHue B LK/ 3a nonHbim
o0630pom

OpraHusytot goctyn K neyeHnto BUY n renatuta C, ¢ nomoLbto
LIKNT, npv HeobxogmmocTu

MpepgnaratoT perynapHoe HabnoheHne 1 neYeHne Ha JOMY B
cotpyaHuyectse ¢ LIKIT

MpegocTtanaAloT NpodUNakTKy B coTpyaHudectse ¢ LIKIT

BepyT HagéxHble 3anucu
lpoBoaAT MeanUMHCKOe 0byyeHne

CoTpygHuyatoT ¢ gpyrumu LT B o6nactv nccnepgosaHunin n
0bMeHa OMbITOM B 06/1aCTU HaUyULINX MPaKTUK

Cokpaluenua: KOC - koHueHTpaT dpakTopa cBépTbiBaHuA; KT - LeHTp KomnnekcHoro nevenna remodunuu; BUY - Bupyc nmmyHopeduuymnta yenoseka; LT - LeHTp neyeHns
remodununn

13
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MNepcneKTnBHbIE MeTOAbI Tepanun n o Bo MHOrux crpaHax, MCHBITBIBAIOIINX TPYJHOCTH C PECYp-

noTeHUManbHble METOAbI N3NeYeHns caMmiu, B IjeHTpax u 6onpHKUIAX Habmogaercs geuunut

HaJIeXXalX TeXHOIOTUI ¥ BO3MOXXHOCTEN I/Is1 IUarHOCTHU-
o Haxo,uﬂmnec;{ B pa3pa60T1<e HOBbI€ ITpE€MapaThl C a/IbTEpHATUB- a 1 A A

HBIMU BUfIaMV BBefieHNs1 (HarmpumMep, HOAKOXKHbIE MHBEKIIVN)
U IPYHIUINAIBHO HOBBIMY MUIIEHSIMI MOTYT IIPEOf0/IeTh
OrpaHMYeHVs CTAHAAPTHOI 3aMeCTUTEIbHOI Tepannu npu
nomory KOC (t.e. He06XOmMOCTh BHYTPUBEHHOTO BBEIEHIS,
KOPOTKUII IEPUOJ TIOTTYBbIBEEHNS, PUCK IIOSIB/ICHVS MHT Y-
6MTOpPOB). DTU HOBbIE IpenapaThl IPeIAraloT CyLIeCTBEHHO
ynydieHHble Tpoduan papmakokrHetuku (PK) c kpaiine
HU3KUM YPOBHEM HeyLoOCTBa [/Is MallyieHTa [IPYU BBeeHIN
(HanpuMep, BIUIOTH O €KeMeCSIHbIX FO3MPOBOK); TAKUM
06pa3oM, OHM CIIOCOOHBI CHUBUTD OpeMst JIeIeH sl U TOBbI-
CUTD IIPUBEP>KEHHOCTD JTedeHnio. [Iono6Hble TepareBTINIeCKie
cpencTBa obcyxaaoTcs B rmaBe 5 «[emocTaTudeckie npemna-
parbl», rmaBse 6 «IIpodunakTrka mpyu reMopuanmn» 1 ruase 8
«VIHrMOUTOPBI K HaKTOPY CBEPTHIBAHISY.

Paspa6oTka reHHOII Teparyy reMoQINI 3HAYUTETbHO IPOJBIU-
HYJIaCh, @ PETUCTPALVS COOTBETCTBYIOLINX IIPENapaToB BO3MOKHA
B O/pKariieM OyayieM. Hecko/mbKo KIIMHNYECKIX MCIIBITAHMIT,
IIPOBOJVIMBIX C TanyeHTaMu ¢ remodureit A u B, mpogemoH-
CTPUPOBA/IN YCIIEX B COYETAHMY C 6IarOIpPUSsITHBIM Ha TEKYLINI
MOMeHT npoduniem 6e3omacHoCcTH. 2122

TenHas Tepamyis JO/DKHA AATh YaCcT HALMEHTOB ¢ reMouineit
BO3MO>KHOCTb JOCTUYb 3HAYNUTENBHO IYYIINX PE3yTbTaTOB
JledeH st ¥ Ka4eCTBa SKM3HM, 4eM 9TO BO3MOXKHO C METOJaMM
TepaIi, JOCTYIIHBIMY B CETOfHsALIHee BpeMsl. [laHHOe yTBepiK-
fieHNe TpebyeT OLeHK IIyTéM [JO/ITOCPOYHOTO HAOIIOIeH s B
PaMKax KIMHNYECKNUX VCIIBITAHWII U PETUCTPOBBIX MICC/IEOBAHMIL.
Y4uThIBasA MPORO/DKAIOMINECS JOCTIDKEHNA, MEHAIOIINE CUTY-
aIMIo B JIedeHN TeMO(MINy, BaXHO CO3aTh CUCTEMBI IS
IIOCTOSIHHOTO HAaO/IIOeH s 32 Pa3BUTHEM HOBBIX IIperapaToB
VI TeHHBIX METOJ[OB Tepammy reMOpUIni, a TakKe CeaTh UxX
[OCTYIHBIMY KaK MO>KHO CKOpee, TT0C/Ie Of00peHst COOTBET-
CTBYIOLVIMI PETY/LITOPHBIMIL OPTaHaAMIL.

CwMm. rmaBy 5 «IeMocTaTu4yecKme Impemnaparbl», IaBy 6
«IIpodunakryka npu reMobunm» 1 rmasy 8 «/IHTMOUTOPEI
K aKTOpy CBEPTHIBAHN».

1.3 | NMpwuHuwmn 3: Ycnyru nabopatopuiin u

reHeTUYecKas AMarHoOCTMKa
remodunnn

JlabopaTopHasa guarHocTka u TecTupoBaHue
o JlmarHocTuka u medeHve reMmodum TpedyeT focTyma K mabopa-

TOPHOII 6ase ¢ HafyIeXaM 000PYZOBaHIEM U IKCIIEPTAMH, HA
OCHOBE KOTOPOJT MOXHO IIPOBOAYTH TOYHbBIE AHAM3BI (PaKTOpa
U IPYyTVe KOATY/SIVIOHHBIE TEeCTHI.

CKPVMHMHT 1 TeCTUPOBAaHNE Ha [IOsIBJIEHNE NHTMOUTOPOB
(Hamboree cepbE3HOTO OCTIOXKHEH NS reMOGIINI Ha JAaHHBII
MOMEHT) JKM3HEHHO BXKHBI /151 IF00 0T IPOrpaMMBbl KOMIUIEKC-
HOTO JIe4eHsI reMOQUINY, 9TOOBI 06eCIIeYnTDb TeYeHNe U
MMMMHALNIO MHIOMTOPOB23. OfHAKO OO/BIIHCTBO LEHTPOB
110 BCEMY MUPY He MIMEIOT BO3MO>XKHOCTE [T TeCTYPOBAHIISI
Ha MHTMOUTOPHIL.

posanus remodumm. CriefoBaTeIbHO, CO3/jaHNe TabopaTopuit
nnb0 yCOBepIIEHCTBOBAHIE CYIeCTBYIOLINX T1ab0paTopuit 10
YPOBHS, TIO3BOJIAIOLIETO BBIITIONHATD KOATY/IALMOHHbIE TECTDI
C rapaHTUPOBAHHBIM KaueCTBOM, SIBJIITCA JJIA 3TUX CTPaH
CYIeCTBEHHbIM IPUOPUTETOM.

 JlaGopaTtopun CBEPTHIBAHNUS KPOBU [JO/DKHBI OBITH YKOM-
IJIEKTOBAHBI XOPOILIO MOJTOTOB/IEHHBIM II€PCOHANIOM U
COOTBETCTBYIOIIMMM peCypcaMi, BK/II0Yasl IIOAXOAAIINE U
JIETKOJOCTYIIHbIE peareHThl.

o B upeanpHOM Cydae mabopaTopuyl CBEPTHIBAHMSI TO/DKHBI
IIPeOCTAB/IATD YCIYTH 110 TeCTaM Ha KOATy/ALMIO M UCCTIe-
IOBaHMIO PaKTOPOB KPYINIOCYTOYHO, @ TAK)KE CBOEBPEMEHHO
IIPOBOAUTD UCCTIENOBAHMS HA MHTMOUTOPBL.®

o [l IpoBefeHNs HaflIMeXXaIINX MCCTIeOBaHMIT C KOPPEKTHOM
OLIEHKOI! U1 TPaBIIbHBIM IIOHMMaHIEM COOOIIaeMbIX Pe3yIib-
TaTOB He0OXO/MMa XOPOIIO HaTaKeHHAsA KOMMYHUKAIIVA MEXTY
nabopaTopuelt ¥ KOMaHION MeIVKOB, Ha3HAYAIOIINX aHA/TN3bL. >

o Bcem maboparopusm cBEPTHIBAHNUS KPOBU CIIEAyeT UMETh
IPOrpaMMy I10 00eCIIedeHII0 Ka9eCTBa I IPOXOAUTH BHEIIHIO0
OLIeHKY Ka4yecTBa.

o Cwm. rmaBy 3 «JlaboparopHasi JMarHOCTUKA U KOHTPOIb» —
«ObecredeHne KayecTBay.

leHeTuUecKan oueHKa remodunmm

o Tenermyeckas olleHKa reMOoQYINU Ba)XKHA J/IS OIIpefie/IeHIs
6110710rMYEeCKIX OCHOB 3a00/1eBaHs, IIOCTAHOBKI IIarHO3a B
CTIOXKHBIX CITy4asix, IPOTHO3UPOBAHNS PUCKA PasBUTISA MHIUOU-
TOPOB, & TAKKe I10 JKENIAHNIO - IS 00ecIedeH s peHaTaIbHOM
IVMArHOCTUKI. [Ipy HamM4Iyy BO3MOYKHOCTY aHa/IN3 TeHOTUIIA
IO/DKEH IPefOCTaB/ISIThCS BCeM MaljeHTaM ¢ reMoguimeit.’
(Cm. rmaBy 2 «KommiekcHoe sedeHne reMoUImMmu» U IIaBy 3
«JIabopaTopHast ;UAaTHOCTUKA U KOHTPOJIb».)

« JeHeTnyeckoe TeCTMPOBaHME He BCEITIA BIAB/IAET OCHOBHYIO
BapMalNIo, aCCOLMIPOBAHHYIO C peHOTHIIOM. IIpu reHeTIve-
CKOM KOHCY/IBTVPOBAHIN LA C TeMO(IINeIt, HAIIPAaB/IeHHOTO
Ha FeHeTHYeCcKoe TeCTUPOBAHNeE, CIeflyeT NPeyNpeXIaTh O
TaKOJ BEPOATHOCTI.

o B03MOXXHOCTD 0OCY)KIEHUsI pe3yIbTaTOB [€HETUIECKOTO
aHa/IM3a MEXAY 3a/IelICTBOBAHHBIMYU KIVTHUYIECKOIT 1 1abo-
PpaToOpHOI KOMaHAAMM ABJIAETCA UCKIIOYNTEILHO BAKHBIM
ACIIEKTOM YCIYTY II0 TeHETUYECKOI AMarHOCTHKE.

o JlocTiokeHus B 00/1aCTH MOJIEKY/LIPHBIX TeHETUIECKIX TEXHO-
JIOTWIA B IIOCTIE/{HEE BPeMsI BHEIPSIOTCS BO MHOTHX JTAOOPAaTOPUSIX
TeHEeTNYeCKON IMarHOCTUKI Ha TIOBCeTHEeBHO ocHOBe. [TomHbIN
TeHHbI CKpUHMHT F8 nmy F9 IpoBOANTCA ¢ IOMOIIBIO MOIVMe-
pasHoit nenHoit peakuyy (ITIP) u cexBennpoanms o CeHrepy,
60 C IOMOIBI0 CEKBEHNPOBAHNS HOBOTO ITOKOJ/IEHNSL. 2529
IIpuMeHeHMe 3TUX TEXHOIOTMI pa3BUBaeTCA Y pacIIMpseTcs
110 BceMy MIpY. [laHHBII TOAXO/ M VICIIONIb30BaHNe Crerydude-
CKIX TE€XHOJIOTMIT 3aBUCUT OT Ha/IMYMA TEXHNIECKMX HaBbIKOB
1 pecypcoB. [eHeTn4ecKoe KOHCY/IbTUPOBAHIE JJO/DKHO BKIIIO-
4aTh BCECTOPOHHEee 00Cy)X/jeHNe BepOsITHOCTH MOy YeHUs
CITy4aliHBIX PE3YNbTATOB B APYIUX IeHax, momumo F8 mmm F9, B
3aBUCUMOCTH OT METOJI0B, UCIIOIb3yeMBbIX IIPY MCCTIeJOBaHUNL.
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« Cwm. rmaBy 2 «KoMImekcHoe yiedeHne reMopunmn», Iasy 4
«JeHeTHYECKas OLleHKa», I7MaBy 8 «VIHrMOuTOpE! K Ppakropy
CBEPTBIBAHMA» U IMTaBY 9 «OTHeNbHbIE aCIIEKTHI IeYeHV».

00y4aIoIMX U MPAKTUYECKIX CEMUHAPOB, IPOBOAVMBIX [i/Is1
MEeIVKOB.32

o CMm. mpyHIMn 7 « MHOronpouabHbII NOAXO], K TeYeHUIO
remoduum» u rnasy 2 «KoMinekcHoe edeHne reMopuInm».

1.4 | NpwuHuun 4: O6yyeHne N TPEHUHIN B

neyeHuun remodpunun 1.5 MpuHumun 5: KnuHnuyeckue n

annagemMmumonornyeckne nccriengoBaHmaA
an/IBﬂeLIEHI/Ie MeaNUNHCKUX cneynanncros

« TTocKONbKY reMOGUINS ABNAETCA PEAKIM 3a60NeBaHMeM, DY * Cy1ecTByeT OrpoMHast IOTPeGHOCTD B JOKA3aTeIbHbIX MCCIIe-

KOTOPOM JOCTYITHOCTD CIELMa/IM3NPOBAHHOI IIOMOLLY SBJIAETCS
KPUTUYECKOII IeTEPMIHAHTOIT OpeMeHN 3a60/teBan s, IpuBIe-
JeHue 1 00ydeHVe MEANIMHCKIX CIIELVATICTOB ISl JIeYeH s
reMO( MUY SAB/IAETCS KITIOYOM K BBEJJEHUIO, BBIIIOTTHEHUIO 1
COBEpIIEHCTBOBAHNIO CTAH/JAPTOB JIeYEeH NS, COKPAIIAIONINX
3260/1€BaeMOCTb 1 CMEPTHOCTb CPefiyt JIHL} ¢ reMOGuIInelt, OfiMHa-
KOBO B CTPaHaX C XOPOLIVMI 1 OTPaHIYEHHBIMI PECYPCaMIL.
ITpusnedenue B chepy nedernst reMopIUINU MESUKOB, FeMa-
TOJIOTOB M YYEHBIX, 3aHMMAIOIIMXCsI Ipo6emMamu Tpombo3a
1 TeMOCTa3a, abCOMI0THO HEOOXOAMMO [JIst 0OecedeH s
CTabMIbHBIX, BBICOKOKaYeCTBEHHbBIX MEJUIIMHCKIUX YCIYT.
ITomumo 3TOr0, TpebyeTCst MpUBIIeYeHIIe MEAUIIMHCKIX 1a60-
paHTOB, MeficecTép, crennamicTos JIOK, peabuanronoros u
APYTUX CIEIMAINCTOB 10 OOPHO-BUIATe/IbHOMY aIllIapary
(HampuMep, XMPYpProB-OpPTOIIEOB, PEBMATO/IOTOB, CIIelya-
nuctos JIOK), a Tak)ke CTOMATO/IOrOB ¥ KOHCY/IBTAHTOB 110
IICMXOCOLMAIbHBIM BOIIPOCAaM. BMecTe OHM COCTABIISIIOT OCHOBY
MHOTONpo(UIbHOrO KOMIUIEKCHOTO JTedeHNsI TeMOGIIii, Ipy
9TOM TpeOyeTcs HeMpepbIBHOE 00yYeH e 1 pa3BUTHE CIIELj/a-
JIUCTOB JYLS IPAKTUYECKOI AeSITeNIbHOCTY B JAHHOI 06/1acTI.
Taxoke BaYKHO [JOIIONHNTENIbHOE 00y UeH e TeYeHNI0 TeMOpUINN
CIIELVIATICTOB CMeXHBIX 06macTeit. OHO HEO06XO/MIMO, YTOOBI
Croco6CTBOBATD PELIEHNIO CIIelNIIeCKINX MEFULMHCKIX 1
CBSI3AHHBIX CO 3[J0POBbEM IIPOG/IEM, KOTOPbIE MOTYT HOSBUTHCS
y HEKOTOPBIX ITAIIEHTOB.

B03MOXXHOCTH HACTABHIYECTBA V1 CTUIIEHINAIbHbIE IIPOrPAMMBI
SIBJIAIOTCS [IEHHBIMU 1 9 PEeKTUBHBIMM CIIOCOOAMI IPUB/IEYb
U yZlepyKaTh HOBBIX MEJUKOB B chepe siedeHvs reMOpUInIL.
CKOOPAVHIPOBAHHBIN MMOAXOZ K PAa3BUTHUIO KIMHUYIECKUX
3HaHWIT B 067macTy remoduni (T.e. HepepbIBHOE 0Opa3oBaHiue,
TPEHUHIH U CTUIIEHANA/IbHBIE TPOTPAMMBI), OCHOBAHHBII Ha
MEeCTHbIX, PETMOHA/IbHBIX 11/V/IY HaIlMOHATbHBIX IOTPpe6HO-
CTSIX ¥ IIPUOPUTETAX, 00€CIIeINT CTAHOB/IEHNME CTAOUIbHBIX 1
COBEPIIEHCTBYIOIIMXCS CTAaHAAPTOB MEAMIIMHCKON ITOMOLIN.
COTpyAHMYECTBO MEX/Y LieHTPaMI IedeHNs TeMOIIny B
CTpaHax c OTPaHNYEHHbIMI PeCypCaMu 1 B 00ecriedeHHbIX
CTpaHax, Hapsy C TOAAEPXKKOI KBaMUIMPOBAHHBIX Opra-
HM3ALIL, SAB/sAeTCS 9 HEKTUBHBIM CPEICTBOM /ISl TOBBILIEHVIS
YPOBHsI 3HaHNIT O TeMOMUINM, HAPAOOTKM OIBITA U YTy YLIeHVsI
CTAaHJAPTOB MEAMLIMHCKOTO 06CTyX1BaHms.8

BT paboraeT BO MHOTHX CTPaHAX MIPa, IIOMOTas CO3/jaBaTh
U PACIIMPSITH BO3MOXXHOCTHU MECTHOI, PETMOHA/IbHOI U HALlU-
OHAJIBHOIT 17A60PATOPHOII JUATHOCTHKY 1 JIedeH st reMo(yu
C HOMOII[I0 TPOrPAMMBbI TBYHHIHTA B 00/IACTIL MEVILIMHBI,
[IPOrpaMMBbI TYMaHUTAPHOI TOMOLI3! 1 MHOTOIIPO(UIBbHBIX

[OBaHMAX B 067IaCTV reMODI/INY, OHAKO MX HPOBEIECHIIO
HPENATCTBYIOT 3HAYNTE/IbHbIE 3aTPY/JHEHIS, BBISBAHHbIE MaJIbIM
pasMepoM HOIY/IALNY HALIeHTOB.

ITockonbKy 60/BLUIMHCTBO ACHEKTOB KIMHIYECKOTO BeeHMs
reMoGUINI HOCAT SMIMPUYECKIIT XapaKTep U UM HETOCTaET
TOYHBIX JI0Ka3aTe/IbCTB, HEOOXOAMMBI MCCIETOBAHISI C XOPOLIO
IIpopaboTaHHBIM AM3ATHOM, Jabbl Ha/IEXKHO 060CHOBATD U
OLIEHUTb [IPMMEHseMble B HACTOsILIee BPeMs IPAKTHUKIL edeH .S
CoBMecTHast 6a3oBas cxeMa, Takas Kak «MexXayHapopHas
xnaccuduranys BO3 GpyHKIMOHAIBHOCTH, OTPaHIYEHNIT
JKVU3HEAESITeNIbHOCTH 1 350poBbsi (MK®)», mosBossiet ygocro-
BEPUTHCS B TOM, YTO AVCLUIIINHDI OOBeSIHEHBI OfHOI U TOI
JKe MOJIeTIBIO.

ITocKO/MbKY BO BCEM MUpe CYLIeCTBYIOT Pas/Indusi B IPUOPH-
TeTax IMPAKTUIECKOTo IeYeHNs, BaYKHO IPOJABUTATD IOKA/IBHO
peleBaHTHbIE KIIVMHIYECKIe MICCIIe[OBAHNL.
Crangaprusanus OLIEHK! Pe3y/IbTaTOB/MCXOI0B Tepalnn
II03BOJINT CPAaBHMBATD PA3/IMYHbIE UCCTIENOBAHNA II0 CYIeCTBY.>
ITpropureTHbIe 06/IACTU KIMHIIECKUX UCCTIEIOBAHNIL TeMO-
¢my BKTIOYAOT B ce6s1: ONTUMM3ALNIO 3aMECTUTETbHO
TepaImy ¢ HOMOIIBI0 GaKTOpa CBEPTHIBAHIS; TyHIlIee IIOHN-
MaHue 11 IpefoTBpalleHrie GOpPMIUPOBAHN MHTMOUTOPOB; COOP
KIMHMYECKNX JaHHBIX [0 CYIIeCTBYIOILYIM METOIAM TepaInn
reMoGUINN 1 KIMHNYECKMM IPAaKTUKaM, HOBBIM METOJaM
nedeHud, TakuM, Kak KOC ¢ yanmHEéHHBIM NTeprogoM Momy-
BbIBefleHNs 11 HepaKTOPHbIEe FeMOCTaTHYeCKIe [Iperaparsl, a
TaK)Ke BO3MO>KHbIE BAPMAHTBI TeHHOII TePATINIL.

Perncrpbl naiyeHToB, Py YCIOBUY HAL[VIOHA/IBHOTO 1 MEXK/[Y-
HApOJIHOTO COTPYAHMYECTBA MEX/y LIEHTPaMI ¥ CTPaHaMu,
SIBJISTIOTCS 9P eKTUBHBIM CIIOCOOOM arperanun faHHbIX,
I03BOJIAIOIIel HAbpaTh HEOOXOMVIMBII pasMep BbIOOPKY [iist
IIPOBeeHNs KIMHNYECKIX NCCIeOBAaHNIT PefIKMX 3a00e-
BaHMIL, TAKMX, KaK reMOpIIns.

Cospnannpiii BOT' «BceMUpHBIiT perMCTp KOAryl1onaTuii» mo3Bo-
JIsIeT UCCIeROBATENsIM 00paIaThbCsl K BaXKHBIM BOIIPOCAM
MEJMIIVHCKOI OMOLIM HalMeHTaM, CPaBHIBATh YPOBHU 9TO
IIOMOLIM B Pa3HBIX CTPaHaX, a TAKXKe UCII0/Ib30BaTh JOKa3a-
Te/IbCTBA IIPU a[iBOKALINY 3a y/Ty4lleH)e CTAHAAPTOB JTeYeHNs
remoumn. '3

Cwm. rnaBy 5 «I'emocTraTudeckue npenaparn», IIaBy 6
«ITpodunakruka npu remobumnm», raaBy 8 « IHIrMONUTOpPHI K
¢daxropy cBéprhiBaHus» 1 r1aBy 11 «OlieHKa pe3yIbTaToB».
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

1.6 | MpunHUnn 6: CpoYHaA N HEOTNOXKHaA

MmeanunHCKaAa NnoMolLllb nNpuv
KpoBOTe4YeHNAX

B KpUTHYECKUX CUTYyALMAX MULaM ¢ reModuneil Tpeby-
€TCsl HeMeJ|JIEHHBII JOCTYI K 9KCTPEHHOI MefIMKaMeHTO3HOIi
IIOMOLIM 1 JIEYEHNIO, @ TAK)Ke K YC/TyraM CIeIMaluCTOB B OT/ie-
JTIeHNAX HEOT/IOKHOI noMon.6 HefocTaTok onbiTa ¥ 3HaHMI B
obmacTy nedeHnsA reMoGUINI CPefiyi MEAUIIMHCKOTO MepCoHana,
0COOEHHO B OT/IeNIEHUSIX HEOT/IOKHOI IIOMOILH, MOYKET IPUBECTI
K CEPbE3HBIM OCTIOKHEHMAM, CBA3aHHBIM C JleueHneM. 534
Vicxopst u3 9T0r0, HeOOXOAMMO CO3[aTh CUCTEMbI MEMIIMH-
CKOJf TIOMOIIIM, JOCTYIIHbIE KPYITIOCYTOYHO 1 MTO3BOAIONINE
KYNIIPOBATh OCTPBIe OCTOKHEHNA TeMODVIINN, YTPOXKAIOIIIe
XKM3HY 160 3[0POBBIO KOHEYHOCTE.

LlenTpam nedeHus: HeOOXOAUMO pa3paboTaTh HPOTOKOJIBI
9KCTPEHHOI TOMOIIM JINI[AM C TeMOdUINelt, B TOM Yucie U
HaIMeHTaM C MHTMO6uTOpamMi. ITO BKII0YAeT ledeHMe Cepbé3HbIX
OCTPbIX OC/IOKHEHMI, TAKUX, KaK BHYTpUYepeIHble KPOBOU3/IN-
auns (BUK) n gpyrue pasHOBMIHOCTY OOLUIMPHBIX BHY TPEHHNX
KpoBousmAHmit 1 TpaBM.8 (Cu. mprHII 9 «JIeyeHne manueHToB
¢ uHrnéuropamu».) Jlnia c reModuneit He JO/DKHBI OXKI/ATh
CBOeJ ouepeny B IPUEMHOM IIOKOE, X C/IeflyeT OCMaTpUBaTh
HeMeJ|JIeHHO, JJaKe B C/Tydae MeHee CepbEé3HbIX OC/IOKHEHNIA,
KOTOPBIE MOTYT 000CTPUTHCS BO BpeMs oxxnpanus. CpouHoe
BMeIIIATeIbCTBO CTPOTO 00513aTe/NbHO.8

Bpaun o6uiert npaktuku un nepcosan LJIT o/oKHBL 6BITH
TOTOBBI PearnpoBaTh Ha SKCTPEHHbIE CUTYaluy 11 6e3 IpoMe-
JTIeHUI1 TIPefJOCTAB/IATh PeKOMEH/IALMY 1 CTIeLMaIN3POBAHHYIO
TIOZITIEPKKY.

Vicrionp3oBaHue HalMOHAIbHBIX OHJIAMH-0a3 JAHHBIX 1160
BPK 151 c6opa JaHHBIX HALVIEHTOB O IeYeHNN U COCTOSHUM
3[J0POBbsI [I03BOJIIET 00OECTIEYNTD /INLIAM C TeMOGUIINET TYUIIYIO
9KCTPEHHYIO U JJOJTOCPOYHYIO T€PAINIO, a MCIIOIb30BaHME
111(POBBIX MOOM/IBHBIX YCTPOICTB IO3BOJISAET MAIlIeHTaM
JIeaThb 3aIVCY O KPOBOTEUCHNUAX U IepefiaBaTh MHOPMAIINIO
B coorBeTcTByomue LIJII' B pexxuMe peanbHOro BpeMeHM.8
Cwm. mpuHIymn 7 « MHoronpoduibHoOe nedeHre reMoUINm» 1
rnaBy 2 «KoMmekcHoe edeHne reMopuanm».

1.7 | MpwuHuun 7: MHoronpodunbHoe

neyeHvie remodpunun

o OnrmMasnbHOe edeHne NI C reModuIner, 0CO6eHHO ¢

TsDKEMBIMM hopMaMy 3a00/IeBaHys, TPeOyeT KOMIIIEKCHO

Tepanui, MPefoCTaAB/IsIEMOI MHOTOIIPOIIBHOI KOMAaHAO

CIEIMaTNCTOB.

ITpropuTeTH B OKa3aHMM MEAMIIHCKOI TOMOII, obecredn-

BaIOILIVIe Ji/IsI JINL] C TeMOQUIIVelt HanTyqIie pe3y/IbTaThl 110

3[JOPOBbIO 1 Ka4eCTBY JKM3HM, BKIIIOUAIOT HIDKecIeyolee &8:

- TnpodUIaKTMKA KPOBOTEUEHMIT 1 TIOPAXKEHNUS CYCTaBOB;

- CBOEBpEMEHHOeE JIedeHVIe SI300B KPOBOTEUEHNI, BKITIO-
varomiee nocnenymomuve sausaTyst JIOK u peabumrario;

- HaJyIeXalas HeOT/IOXKHAsI TOMOIIIb;

- HagIexalee 00e360/MMBaHNE;

- JIedeHye IOPXKEHNUIT OIIOPHO-BUTATE/IBHOTO AMllapaTa 1
MHIUOUTOPOB;

- JIedeHye CONMYTCTBYOLINX 3a60IeBaHNIT;

- pery/sipHas IICUXOCOLaNbHAs OLieHKA I HeOOXORMMast
HOAIEPIKKa;

- HeIpepbIBHOE 00y4eHNe L] ¢ TeMODUINENL 1 YIEHOB
UX ceMeil Tle4eHII0 TeMODIINIL U CAMOCTOSTENBHOM
Tepamnun.

CamocToATeNbHOE JieyeHne 1 paclumpeHmue
BO3MOXKHOCTEI NALNEHTOB
. Hp]/[ I‘CMOCI)I/UII/II/I OY€Hb Ba’KHa CaMOIIOMOIIb, T. €. CII0cOOHOCTD

MaLYIEHTOB €KeIHEBHO BBIIIOJIHATD TO, YTO HEOOXOMMUMO [I/IS

TledeHNs U MOAReP)KaHNsI X 310poBbs1. [TarueHTsI ¢ reModu-

JIMeil IOJDKHBI yMeTb Paclio3HaBaTh CUMIITOMbI KPOBOTEUEHMII 1

JIEYUTD MX, 3TO BOKHO JI1 COXPAHEHN UX 3J0POBbs, COCTOSHMA

CYCTaBOB U (YHKIMOHAIbHOI He3aBUCHMOCTH.> CaMOIIOMOII[b

B JIEYEHNY [T03BOJIACT MALMeHTaM MYHVMU3MPOBATh KPATKO-

CpOYHBIE U OT/AIEHHBIE IIOCTIeACTBIS 3a00/eBaHsI ¥ TOMOTaeT

cpopMupoBaTh OlIYyLIEHIe HOPMATbHON XXI3HN M KOHTPOJIA

Hajl cuTyauuen.

OCHOBBI CaMOIIOMOIIH TIPY TeMO(UINY BKTIOUAIOT HIDKECTIe-

pytomiee’s:

- pacno3HaBaHMe KPOBOTEUCHMUIL;

- BeJeHMe 3amyCcell 0 KPOBOTEYEHUAX U JICUEHNN;

- camocrosATenbHoe BBefieHne KOC u gpyrux reMocTaTmye-
CKMX IIPeIapaTos;

- CaMOCTOATE/IbHBIN YXOJ 3a coboit (T.e. muTanue u pusu-
JecKie YIIpaKHeHs) ¥ KOHTPOJIb 3a IperapaTami (T.e.
BefleHJe 3aIMCell, peKVMBI JIe4eHN s, TOj/iepyKaHye
BOCTAaTOYHOTO 3amaca IeKapCTB, IPaBIIbHOE XPaHEHNeE,
pasBefieHue 1 BBEfieHNE TePAIIeBTNIEeCKIUX [IPENapaToB);

- 00e360nuBaHMeE;

- yIpaBJieHUe PUCKAMU;

- y4acTye B COCTABJIeHNM OTYETHOCTY U JOKYMEHTALMMU 110
pesyabTaTam.

[TaumeHTCcKMe opraHm3anuy, 3aHMMAIOLIeCs afBOKalVell,

CBITPAJIM BOKHYIO POJIb B YAYYILIEHUY JIeYeHUA TeMOPIINI

110 BCEMY MMPY, II03TOMY TaK/e OpTaHMU3ALUN CTIeflyeT OO -

PATb U NOANEPKUBATh B CTPEMJIEHNY 3aII0/IHUTD TAaKYHBI,

00071/1éHHbIE CUCTEMOII 3[PaBOOXPAaHEHNsI, BKIIOYast aKI[eHT

Ha yCMJIeHUe PO/IM CaMUX MAI[MIeHTOB ¥ COTPYAHUYECTBO C

IPYTMMIY OPraHM3ALVAMMA B II€/IIX COBEPIIEHCTBOBAHNA MeJy-

IIMHCKOM TTOMOIIN.

Cwm. rnaBy 2 «KoMIIeKCHOe yledeHre reMouanm», riaBy

7 «JledueHUe KPOBOTEUYEHNU PA3/IMYHON JIOKAAN3ALUN»,

r1aBy 8 «VIHIMOUTOPEI K PaKTOPY CBEPTHIBAHNA», ITIaBY 9

«Crenndndeckye BOIPOCH nedeHnsA» 1 raBy 10 «[lopakeHns

OIIOPHO-/IBUTATe/IbHOTO aIllIapaTar.

I'Iepexon ns3 I'Ie,lJ,I/IanI/I‘-IECKOI‘/'I cncTembl
3A4pPaBOOXpaHeHNA BO B3pOCylo

o Ilepexon u3 megmMaTpUIeCcKoil CUCTEMBI 3APaBOOXPAHEHNUA BO

B3POCIIYI0, B TEYE€HME KOTOPOTO HOAPOCTKI 1 MOJIOIbIE JIFOMV C
reMOQuIIeil TOCTEIIeHHO IIPMHMMAIOT Ha ce0s OTBETCTBEHHOCTD



3a CBOE 3[J0POBbeE I JIeYeHVe TeMOQUINI, MOXKET OKa3aThCs
CTIO>KHBIM TIEPUOJIOM i/ TIAIIIEHTOB 1 Y/IEHOB MX CeMelt. 0
CoxpaHeHMe IpUBEP)KEHHOCTH JIEYEHNIO — CIOKHAA 3a/lada B
Te4YeHNe IBYX NePeXOIHBIX TIePUOJIOB: KOT/}a MOJIOfIble TIOfM
¢ remouIIelt TIEPeXOIAT Ha CAMOCTOATENbHbIe NHY3NH, 1
KOT/]a OHM TOKUTAIOT POAMUTENbCKUI OM U TIOTTHOCTHIO ITPUHM-
MAIOT Ha cebs1 OTBETCTBEHHOCTD 3a CBOE yiedeHne.>’

Vcxopns 13 3TOro, KOMIIIEKCHAs CUCTEMA JIeUeH A TeMOpUIIm
JIO/KHA BK/IIOYATh OTBETCTBEHHBI IOZIXOZ, K nepefade QyHKII
10 OKA3aHMIO MEIUIIMHCKOII TOMOIIY, KOTOpas HaYMHAETCA B
PaHHeM IIOAPOCTKOBOM BO3pacTe 38 1 o/mKHa HOAAEePXKUBATh
Y MOJIOABIX /Tofiell pOpMIpPOBaHIe YBEPEHHOCTH B CBOMX CU/TAX
Y HAaBBIKOB CAMOCTOSTE/IBHOTO JIEYeHN S, BKIIIOYas BHIPAOOTKY
IICUXOJIOTMY€CKOI1 YCTOIIMBOCTI. >

Il obecreveH A IIaBHOTO IIepeXofia 11 Haubomee ONTIMAIb-
HOTO JIEYeHN B PAMKaX 3TOTO IIPOLiecca HeOOXOIMO, YTOObI B
aHA/MN3 HYX/, M HOTPeOHOCTel MHAVBI/YaIbHBIX ITaIlVIeHTOB
U 4JICHOB MX CeMeli ObIIM BOB/ICYeHBI MEIMIIMHCKIE CIIelna-
JIUCTBI KaK JIETCKOTO, TaK 1 B3POC/IOTrO 3BeHa.30

PaHHee BOB/IeYeHIIe IOPOCTKOB 1 JINI], 06eCcIeunBalomnx
UX yXOJI, B TIPOIIeCC TTePexXofia JaeT J0CTATOYHO BPEMEHU JITIA
IPUHATUA U Ty4IIeTo TOHMMaHKA Iepexoyia U3 mefuaTpude-
CKOJI CUCTeMBI MEIMIIMHbI 3[]paBOOXPAaHEHN BO B3POCIYIO, a
TaKXKe CBA3aHHOTO C 3TUM IepeMelleHNs OTBETCTBEHHOCTH TI0
JIe4eHNIO 3a00/IeBaHMA 1 IPUHATHUIO MIUIIMHCKUX pelleHnit.>?
Cwm. rnaBy 2 «KoMmekcHoe nedeHne reMoumum» — «Ilepexopn
U3 TIeAMATPUYECKON CHCTEMBI 3/[paBOOXPAHEHMs BO B3POCITYIO»
u rnaBy 9 «OT/enbHble aCHeKThI Tedenus» — «[IcuxoconuanbHbie
BOIIPOCHI».

1.8 | MNpwuHuun 8: PerynapHan
3aMecTuTeNnbHaA Tepanns
(npodunakTunka)

o CTaHI[apTOM JIEYCHUA /14 BCEX MAMIEHTOB C TSDKENOI reMo-

(umeit siBrIsieTCs perysipHas 3aMeCTUTeIbHAs Tepals
(mpodmmaxrrka) ¢ ncrionbzoBanyieM KOC nm apyryx remocra-
TUYECKUX TIPENapaToB C Le/bI0 IPEOTBPAILEHNSI KPOBOTEIEHMIL.
Eg crepyet HauMHATh B paHHEM [IeTCKOM Bo3pacte (70 3 eT),
4TOOBI IPEJOTBPATUTD OPASKEHNSI OIIOPHO-/[BUTATENBHOTO
aInmapara, BbI3bIBaeMble OBTOPSIOLVIMICS KPOBOTEYEHVSIMU
B CYCTaBBI U MbILII[BL

Smusopuyeckas (‘o Tpe6OBaHUIO”) 3aMeCTUTENbHAS TePAIIVSI
(bakTOpOM CBEPTHIBAHNS He NO/DKHA OOJIee CUMTAThCS Bapu-
QHTOM JIOJITOCPOYHON TEPATIIL.

BHeppenne nporpaMm IpoQMIaKTUKIM, OCYILIeCTB/IAEMbIX Ha
JIOMY, IIOBBIIIIAET IPUBEP>KEHHOCTD TEPAIINH 1 0OecIednBaeT
HaIeHTaM ¢ reMoQuIneli OTHOCUTENTFHO HOPMaIbHBII 06pa3
xn3Hy. Takye IpOrpaMMbl JO/DKHBI COIPOBOXKAATHCS 00y de-
HIEM [ALMeHTOB, YWIEHOB MX ceMell 1 MePabOTHIIKOB, a TAKXKe
00'bsICHEHNEM TIPENMYIeCTB MPOGUIAKTUKY M BXKHOCTI
HEYKOCHUTEBHOTO CIeOBAHMS PEXKMMAM JIedeHs.3%37:41
ITpodunakTuKa s ZeTeil MIA/IIero BO3pacTa MOXKeT ObITh
OIITMMA/IBHBIM CIIOCO60M Hayasia BHEPEHVsSI B CTpaHe mpodu-
JIAKTUKI [IS1 BCEX MAIMEeHTOB ¢ reModuinent.?

maBa 1: MpuHUMUNbI OKa3aHNA MeANLMHCKOM NOMOLLN

o Cwm. rmaBy 6 «IIpodmmaxTyka npu remoduanm» u rmasy 10
«Ilopa>keH1s1 ONOPHO-IBUTaTe/IbHOTO aIlllaparan.

1.9 MpuHumn 9: JleueHne NnayneHToOB C
MHrMémTOopamMn

o Jlyist nmnt ¢ reMoQuIHElt ZOTDKHO OBITH 0OeCIIedeHo CHCTeMaT -
4YecKoe Hab/MIeH e TI0 TIOBOAY MHIMOUTOPOB 1 KOMIUIEKCHAS
STIMMIHALS MHIMOUTOPOB,? 0cO6EHHO KOITia MaI[eHThl HAX0-
IATCA B CUTYAIVIY CAMOTO BBICOKOTO PUCKA, HA IPOTSKEHNN
nepsbix 20 BBenenmit KOC (onHO BBefeHe (9KCIO3MINS) OIIpe-
nengercsa Kak Becb KOC, BBegéHHbII B TeueHue 24 yacosd42) i
Jasiee, BIUIOTH 10 75 BBemeHmMi1. 43

B HacTosiee BpeMst anuMyHALMS MHIMOMTOPOB HAVITY YIINM
06pa3oM OCyIIeCTB/IAETCS Iy TEM MHAYKIINI MUMMYHHOI TOJIe-
pantaoctu (VIMT)

o ITanmeHTHI, y KOTOPBIX MOSIBU/INCH MHTMOUTOPSI, JO/DKHBI
nMeTb focTym K MVT u K COOTBETCTBYIOIMM reMOCTaTnye-
CKUM IIperaparaM i Te4eHN s KPOBOTEIeHNI, a TaKoKe I
BO3MOXKHBIX XVMPYPIUUECKIX BMEIIATeIbCTB, B CIIELVaTN3IPO-
BaHHBIX IIEHTPAX, I7je MIMeeTCs] HeOOXO/VIMBIIT ONBIT.>23

o Ilpenmapatsl IIYHTHPYIOLIETO AEVICTBUSA U JPYTie COOTBETCTBY-
IOII{VIe TePATIeBTIYECKIe [IPeNapaThl JO/DKHBI ObITH JOCTYITHBI
VIS HAL[eHTOB, He OTBEYAIONIVIX Ha IIOBBIIIEHHbIE JO3MPOBKI
daxropa mmu VINT.234044

o YunTsIBasg BBICOKYIO CTOMMOCTD U Ipyrue OTpaHNYeHU s
VMIMEIOIIVXCSI CPEACTB Tepanui, B 06/1acty npoguIakTuKu
U JIeYeHNUs] MHTUOUTOPOB TPeOYIOTCS Aa/IbHeNIIIe NCCIIefO0-
BaHUs M MHHOBAI[ML.8

o Cwm. rnaBy 5 «IemocTaTndeckue npemnaparbsl» u I1aBy 8
«VIHrMOUTOPBI K HPaKTOPY CBEPTHIBAHISY.

1.10 | MpuHuunn 10: JleueHne nopakeHnn
ONOpPHO-ABUraTesIbHOro annapara

o IIpodumaxkTrka u sedeHne y Ly ¢ reMopumert IopaxeHnit
OIIOPHO-/IBUTATE/ILHOTO AIIIapaTa BaXKHbI [ VX 3/J0POBbS,
CaMOCTOATENLHOCTY M KaueCTBa KU3HIL.

o Ilpu Bcex cmydasnx cKeleTHO-MBIIIeYHbIX KPOBOTEYEHNII TIOJTHO-
LIeHHOE JIe4eHie OOBbIYHO TpebyeT coueTaHMsA 3aMeCTUTETbHOM
Tepanuy GaKTOPOM CBEPTHIBAHMA 1 JIeI€OHOI PUBKYIBTYPBI
I1071 PYKOBOZICTBOM oIlbITHOTO crenyanucra JIOK, rorga MoyxHO
[OCTUNYb OTHOTO PYHKIMOHATbHOI'O BOCCTAHOB/IEHNA. 45

o JInnam ¢ reModuneit Takke HeOOXOAMM JOCTYI K CIIelya-
JINCTaM IO OIIOPHO-IBUIATEIbHOMY anmnapary (CIenmantuct
JIQK, sprorepanesT, GpU3MOTepaNEBT, CHELNAIICT 110 Ppusmde-
CKOIT peabuInTaIy, peBMaToJIor, OPTOIIEf, XUPYPr-OpTOIer)
C OIIBITOM JIe4eHM s reMOGUINY, JOJDKHBI IIPOBOAUTHCA
©XKeTOJHble OLIeHK) COCTOSHNA OIIOPHO-IBUTATEIbHOTO alllla-
para M JyINTeNbHbII MOHUTOPYHI Pe3y/IbTaToB BO3/IEIICTBYA Ha
OIIOPHO-JBUTATEIbHYIO CUCTEMY, IIPY HEOOXOAMMOCTH — Ipodu-
NIAKTUYeCKIe VIV KOPPeKLMOHHbIE MEPOIPUATHA.

o Ecmu Hexmpyprudeckue MeponpuATHsA He JAI0T YIOBIETBOPU-
TE/IbHOTO CHYDKEHNA 6O/IY U yTydIleHys GyHKINI, 1A IedeHys
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

HOPa’keHUI1 OTIOPHO-/IBUTATeIbHOTO aNlapara MOTYT IIOHa/0-
OUTbCA XMPYPrUdecKie BMEIIaTeNbCTBa. XUPYPru-opTOIeIbl
JIO/DKHBI MMeTD CIIel[MaTn3upOBaHHOe 0Opa3oBaHue B 061acTH
XMPYPrUYECKOro JIeYeHNU A NAIVIEHTOB C reModuIert.

« Cwm. rmaBy 2 «KoMnekcHoe edeHye reMmobumumy» u rnasy 10
«ITopakeH1s ONIOPHO-/IBUTATENTbHOTO alIapaTar.

1.11 | MpnHymn 11: JleueHne oTAENbHbIX
HapyLUeHN 1 CONYTCTBYIOLMX
3aboneBaHui

« Ha Pa3HBIX 3TaIlaX >KM3HU NLa C FeMO(i)I/I)'II/Ief/i W 9JIEHbI X
cemernt BCTPEYAIOTCA C 0COOBIMIL OCTIO>KHEHVISIMU U HpO6]’IeMaMI/I
B JICYCHUN. H€06XOIU/IMO Ha/MaJNUTb JIeYeHME I MEANIIMTHCKYIO
IIOMOIIDb NP 3TUX HAPYIIEHMAX B Ka9eCTBE COCTaB)’IHIOH.leIZ
HallMIOHA/IbHBIX ITPOTrpaMM JIEY€HUA FeMoq)MHMM.

HocutenbHuubl remopunun

 Hexoropbie HocrTenbHUIIBI TeMOGVIINI UCIIBITHIBAIOT IIPOOIEMBI
C KPOBOTEYEHVAMM, BK/I0Yasl KDOBOM3/IUAHMA B CYCTaBbl, AHAJIO-
TUYHBIE T€M, YTO OBIBAIOT y MY>K4MH. IloMyuMo aToro, y Hux
MOTYT OBITH IPOO/IEMbI, XapaKTepHBIe [/IS1 SKeHIIVH, TaKIe, KaK
IIMTE/IbHbIE VN TSKETble MEHCTPYa/IbHbIE KDOBOTEUEHMA. 4040
CuMnromMariyeckue HOCUTE/TbHNUIIBI TPYPABHUBAIOTCA K ITaLlU-
€HTaM C JIETKOIT WM CPeFHEeTsHKENON reModuinert, moaToMy
T/ IeYeHNS HOCUTEIbHULL B KOMaH/y KOMIUIEKCHOJ Tepanuu
Ba)KHO BKJTFOUNTH T'MTHEKOJIOTa.

o HocuTenbHuIpl MOTYT MCHBITHIBATH CEPbE3HOE BO3JIENCTBIE
CBOero 3ab0/1eBaHNs Ha pas3/INyHble ACIIEKTHI )KU3HIL, YTO
TpeOyeT BHUMAHYIS CIIELMATNCTOB B 001ACTH PEIPOLYKTUBHO
MeJIMIVIHBI, BK/TI0Yas TeHeTUIeCKoe KOHCY/IbTUPOBAHNE, TeHe-
TUYECKOEe TeCTUPOBaHMe, IPEHATAIbHYIO IMArHOCTUKY U
IUTAHMPOBAaHNe, TECTUPOBAHVE HOBOPOX/IEHHBIX U TICUX0CO-
L[MajIbHO€ KOHCY/IbTMPOBaHME.

o Cwm. rmaBy 9 «OTzenbHbIE ACTIEKThI TeYeHNs» — « HocuTeNnbHMITbI».

meyprmquKme onepauynun n gpyrne nHBasnBHble

npoueaypbl

o Xupyprudeckue onepanuy 1 pyrue MHBa3MBHbIE IPOLeNyPbl
IIPEeJICTABIIAIOT 0COOBIN PUCK JIA TAIVIEHTOB ¢ TeModumeit;
OJfHAKO 3TY MPOILIEAYPBI MOTYT OBITH BBHITOMHEHbI 6€30I1aCHO IIpH
YCIIOBIY TIOFIEPYKKIM, COCTOAIET! U3 HaJlIeXKAIIX 1ab0paTOpPHbIX
YCIIYT, TIATe/IbHOTO NpefloIepallIOHHOTO IJIAHMPOBAHMKA,
obecriedeH s XOPOLLEro reMOCTa3a B TedeHNe U IIOCIIe ONepariy
¢ gocraTouHbIM KonndecTsoM KOC 1 Apyrux reMocraTuye-
CKUX IIperapaToB, a TAK)Ke ONTUMA/IbHOIO IIOCTONIePaTUBHOTO
BOCCTAQHOBJICHUSA U peabMTUTAIIVIN.

o B cBs3u c aTUM LeHTpaM edeHust 1 OONbHNUIIAM CIIEAYeT
COCTAaBUTD POTOKOJIbI JIeYeHMsI, KOTOpbIe obecredaT becrpe-
IATCTBEHHBII JOCTYII K 9TUM YCIyraM JIUIaM ¢ reMoGumeit, ¢
MHIUOUTOpAMI 1 6e3 HUX, TPV CPOYHBIX 11 IVIAHOBBIX OIIEPALIVX.

o Cwm. rmaBy 9 «Ot/ie/bHbIe ACHIEKThI IEUeHNA» — «XMPypIUdecKue
olepalyy ¥ MUHBA3MBHBIE POy PhI».

JleueHune conyTcTByOLWMX 3ab0oNeBaHN

IToBblieHNe CpefHelt 0XXNUAEMON TPOO/KUTETBHOCTI SKU3HN
1py reMO(IINY IPUBEIIO K HOBBIIIEHNIO BHUMAHIS K O0/Ie3HAM
HIO>KIJIOTO BO3PACTA, BK/II0Yast CEPAEYHO-COCYAUCTDIE 3a007Te-
BaHs, TUIIEPTEHSNIO I APYTHe CePAeIHO-COCYAMUCTbIE (PaKTOPDI
PUCKa, KOTOPbIe BCE Yallje BCTPEYAIOTCs Y B3POC/IBIX [IALIMEHTOB
¢ reModumert. 5054

JleyeHne COIyTCTBYIOWIMX 3a60/IeBaHNUIL, 0COOEHHO ceped-
HO-COCY/IVICTBIX, SIB/II€TCS OJHOI M3 CAMBIX CTIOXKHBIX 3ajad.>
XoTs 10 6OJIBIIMHCTBY CBUIETENBCTB reMOMUINS, WK O
KpaliHell Mepe e€ TsKEnas (bopMa, YAaCTUYHO 3aljMIjaeT
[alMeHTOB OT MH(APKTa MUOKAPJa, MHCY/IbTA U BEHO3HO
TPOM609MOO/IIY, TUIINYHBIE PAKTOPBI PUCKA CEPAEIHO-COCYAN-
CTBIX 3a00/IeBaHMII BCE )K€ MOTYT IIPUCYTCTBOBATD U BBI3BIBATD
3a00/1eBaHMs HECMOTPSI Ha HapyLIeHUe CBEPThIBAHMA. 055

ITo cpaBHeHUIO ¢ OOILIVM HaceTeHMeM JInIia ¢ reModuineii B
PaBHOI MM a>Ke OOJIbLIIel CTETIEH N [IOfIBeP>KEHDI OKMPEHMIO,
runepTeHsnn u guabery.>

Heo6x0p1IMBbI IIpeBEHTVBHbIE CTPATETMI [JIsI BbISBICHNS JINL]
¢ remoduneii, Hanbosee MOABEP>KEHHBIX PUCKY Pa3BUTUA
CepedHO-COCYANCTHIX 3a00/IeBaHNIT BO B3POCIIOM BO3pacTe.>
Cwm. r1aBy 9 «O1ieIbHbIe acneK Tl nedeHns» — «COomyTCTBYIOLe
3a00/1eBaHMs».

MepuunHCKMe acneKTbl CTapeHuns

ITo Mepe cTapeHs /NI ¢ TeMOQUIINeit HYXFAI0TCA B 00ydeHnn
U cTpareruy NpoQWIAKTUKI B 06TaCTY CHIDKEHVSI PUCKOB 1
BO3JIEIICTBISA 3a00/IEBAHIT TOXKIJIOTO BO3PACTA.

KomaHpe nedennsi reMoguini cieayeT akTUBHO y4acTBO-
BaTb B IVTAHVPOBAHUM V1 OPTaHM3AIVIM CIIeIaTN3UPOBAHHOTO
JIedeHs NI ¢ reMOQIIINEN 11 COMy TCTBYOIMMM 3ab07eBa-
HIVSIMI U JTIOOBIMI OCTIOXKHEHVISIMIL, CBSI3AHHBIMI CO CTAPEHIEM,
a TaKXXe OPraHM30BBIBATb HEIIOCPECTBEHHbIE KOHCY/IbTAIIVN
U COCTBIKOBKY ITAHOB JIEUEHUA.

IToMuMO HEOOXOAMMOII HOTIOTHUTETBHO KOPPEKIUY Hapy-
1eHHoro remocrasa npu nomoiny KOC, nosxnible nayeHThl
¢ reMoQuIVelt JO/DKHBI OTy9aTh TAKOE JKe JIeYeHNe U YXOf,
KakK U X pOBeCHMKU 6e3 remodummm.>

YupexxpeHns crenyaan3ypoBaHHON MeIUIIMHCKO TOMOIIN
JO/DKHBI XOPOIIO pa3dMpaThbCs B IEYEHNN KPOBOTEYEHMIT 1
CrienyaabHbIX TPeOOBAHMSAX K JIeYeHNIO 1] ¢ reModutneit.s
Cwm. rmaBy 9 «OT1zenbHbIE ACIEKTHI IeYeHUA» — «MeanInHCKIe
ACIIeKTBI CTApEHMSI».

JleyeHne reMOTPAHCMUCCUBHDBIX MHPEKLNIA

B mpo11/10M OCHOBHBIMY OC/IO)KHEHVAMY TIPU IeYeHUN TeMO-
¢ummm 6bUTN reMOTPaHCMUCCUBHBIE MH(EKINY, 0COOEHHO
BUPYC UMMYyHOzlepuIInTa YesoBeKa 1 BUpyc remaruta C.

B Hacrosiiee Bpems abCOMOTHO HEOOXOMMO, YTOOBI IIpenaparsl
3aMeCTHUTE/IbHOI TepaINy XOPOLIO IPOBEPSIINCH 11 IPOXONLU/IN
BUPYCHYIO IHAKTUBALMIO BO N30eXXaHUe KaKOi-100 BO3MOXK-
HOCTH TIepefiady TaKuX NHQEeKL L.

Xors B HacToseM «PykoBOfCTBe» HET ONMCAHNA JIeYeHNA
BBILIEYIIOMAHYTBIX 00JIe3HelT; yunTbiBasA 3¢ (HEeKTUBHOCTD
COBpEMEHHOI! aHTUBUPYCHOI Tepamnuy 06oux 3aboneBaHmit,
Ba)XHO 00€eCIIeunTb HOBCEMECTHYIO JOCTYITHOCTb COOTBET-
CTBYIOIIUX YC/IYT [/IS1 BCEX HYXK/JAIOLIMXCA B HUX IAl[IeHTOB
¢ remouueit.”’



1.12

MpuHunn 12: OueHka ncxopos/
pe3ynbraToB

B neyennn remoun OlleHKa pe3y/IbTATOB - 3TO UCIIOTb30-
BaHIe CIIeLVa/IbHbIX IHCTPYMEHTOB, CO3AHHBIX /s HAO/TIOIeHNs
3a XO[JOM Te4eHsI 3a00/IeBaHIsI AI[EHTA U [/IsI U3MEPEHIsI
ITOCTIefICTBUI 3a00/IeBaHNsI 1 €T0 JIedeHMsI (T.e. USMePEeHIIst
3¢} PeKTUBHOCTU TeMOCTATIYECKOI TePAIINN U aCCOLUMIPO-
BAaHHBIX OC/IOKHEHMIT).33

YT06BI OLIEHUTD BCE MTOC/IEACTBIS 3a00/IEBaHNS, OLIEHKY Pe3yib-
TaTOB HEOOXOAMMO IIPOBOAUTD B COOTBETCTBUN B BBEIEHHOI
BO3 MK® (MexxpyHapopHOIT Kmaccudukariert GpyHKIOHN-
POBaHIsI, OTPAaHIYEHNII )KU3HEETeIBHOCTI 1 3TOPOBBsI). 585
CraHpapTU3MpOBaHHAA U BaJMANPOBAaHHAsA OLIEHKA pe3y/b-
TAaTOB HEOOXOAVIMA J/Is1 KIMHMYECKOIT TePAII [IAL[VIEHTOB, /IS
OIIEHKM KaueCTBa IIPENOCTAB/IAEMON MEJUIIMHCKON ITOMOIIN, B
VICCITEMIOBATEIbCKIUX LIEJISIX, a TAK)Ke /I aiBOKaIm.>3
Hanb6omnee BaxxHblIi1 0KazaTenb 9QpGeKTMBHOCTU TeMOCTa-
TUYECKOII TepaINIi — 3TO YACTOTA KPOBOTEIEHMIT, 0COOEHHO
CYCTaBHBIX VI MBIIIIEYHBIX KPOBOU3IIAHNIL. YacToTa KpOBO-
TEYEHMII — 5TO OCHOBHOI IIapaMeTp IPY NPUHATUY PEIIeHNI
0 JIeYeHMM; OHA TAKXKe VICTIONIb3YeTCs /IS IIPOTHO3MPOBaHNA
TOJITOCPOYHBIX Pe3ybTaTOB COCTOSHMSA ONOPHO-BUATATE -
HOTO amnmnapara.b

B MeamumHCKOI OMOIIN Iy reMOQUINY BO3[EIICTBIE KPOBO-
Te4eHNIT Ha OIIOPHO-IBUTATe/IbHBII allllapaT 1 APYTVe CUCTEeMBI
OpraHM3Ma U3MepsIeTCs B HECKO/IbKIUX JOMEeHaX, BK/II0Yas
CTPYKTYpPBI OpraHn3Ma, pyHKIMN OpraHy3Ma, aKTUBHOCTD 1
IeATeNbHOCTD. Bce 9TV JOMEeHBI MOTY T HAXORUTLCSA TIOJ] BO3JETi-
CTBUEM KOHTEKCTOBBIX (JaKTOPOB, BKIIOYAsI OKPY>KAIOLIYIO CPERY,
KavyecTBa IMYHOCTHU ¥ 9KOHOMIYecKe paKkTopsl.>?

JIJIs1 OLIeHKM COCTOSTHMSI CYCTaBOB VI OT/eTbHBIX IPYIIIT MBIIIII]
VICTIONIBb3YIOTCS MHOTOUVIC/IEHHBIE KIIMHIYECKIIe Y PV IOTIOT -
YecKye MHCTPYMEHTHI. VI3MepeHe (pr3ndecKoil «aKTHBHOCTI»
U «y4acTHsI» BEETCs [0 Pe3y/IbTaTaM, COOOIaeMbIM ITal{eH-
TaMU, VIV Ha OCHOBE HabmoneHunir. 660

IIpomomxarolieecs pasBuTHe ClIEIAIN3MPOBAHHDBIX UHCTPY-
MEHTOB M3MepPEeHNs I OLeHKM B 06/1acTy reMopumni faér
MeJVIKaM I Ial¥ieHTaM BO3MOXKHOCTD JIyYIIeTr0o IOHMMaHNA
U OLIEHKII IIPUPOJBI HAPYIIeHMIT ¥ (PYHKIMOHATBHBIX Orpa-
HIYEHNI, CBSI3aHHBIX € 3ab0meBaHmem. %0

3a 1moceH1e HECKOIbKO JIET IIPY OlleHKe 3P PeKTUBHOCTI
MeAMIIMHCKUX BMeIIaTe/IbCTB OPTaHbl 3[[paBOOXpaHeHN,
BKJTIOYast CTY>KOBI OLIEHKV MEJVIIHCKIX TEXHOIOT U, BCE
6071bIlIEe I10/IATAI0TCA Ha JaHHbIE, COOOIaeMble MaLJieHTaMI O
pesynbraTax ne4eHns.%!

Hecmorpst Ha Hanmm4dre 6OJIBIIOrO KOMMYeCTBa BAPMAHTOB
OLIEHKY, OCHOBHOJ1 Ha0Op MepONPHATHIL IO OL[eHKe Pe3y/ib-
TAaTOB /MCXOJOB IIPY TedeHNy reMouu ewé TpebyeT cBoero
OKOHYATeIbHOTO OIpefeieHnsi. Takol 0CHOBHOI Habop B
npease KO/KeH OBITh IPYMEHUM K KJIMHUYECKIM U KY/Ib-
TYPHBIM peaiisiM JiedeHrsi TeMO(IINIL 110 BCeMy Mupy. 1213
Cwm. rnaBy 11 «OnieHKa pesyibTaToB».
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BCIIOMOTATE/IbHAA UH®OPMAIIVIA
JlononHuTeNbHAsA BCIOMOTraTeNnbHasA MHGOPMAIVA CONEPXKUTCA B pasfiere
«BcmomorarenpHas nHGOpMaIA» B OHIAH-Bepcnn «PykoBozicTBa».
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KoMmnnekcHoe neyeHue
remopunnun
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1 LeHTp remodunum 1 Tpombo3a AHgKeno bbaHumn boHomu, Istituto di Ricovero e Cura a Carattere Scientifico Ca Granda Foundation, Maggiore Hospital
Policlinico, MunaH, Utanus; n Cobw, basens, LLiseliuapus

2 (QakynbTeT CNeyranu3npoBaHHON JETCKON 1 B3POCON CTOMATONONMH, WKosa ctomatonoruu, lyénmHcknin Tpunutn-Konnegx, lybnuHckas yHuBepcmteTckas
cToMaTonornyeckas KnvHunka, dyonu, pnanaus

3 LleHTp KOMNeTeHLMiA MO COTPYAHMYECTBY C NaLMeHTamu 1 obLLecTBEHHOCTbIO, MoHpeanbckuii yHnBepcuTeT, MoHpeanb, Kebek, KaHaga

4 LleHTp nccnepoBaHNA onbiTa U pe3ynbTaToB neyeHns MiccnefoBaTenbckoro NoapasaeneHs no Bonpocam AeTCKOro 3[0p0BbsA, 3a601eBaHMNiA N OrPaHNYEHNI
xunsHepeatenbHocty (ORCHID) n getckas 6onbHuLa «Great Ormond Street», JTonfoH, BenvnkobpurtaHus

5 06LecTBO UccnefoBaHui 1 paspaboTok «kEmpowering Minds», Hoto-Jenu, NHansa

6 Kyana-Jlymnyp, Manansua

Apérana, Jlntsa

INCT do Sangue Hemocentro UNICAMP (LleHTp rematonorum u remotepanuu), YHusepcuteT Kamnurac, Kamnunac, Can-Mayny, Bpasnnus

9 ®oHp nccneposanua remodunun PedNet, bapH, HuaepnaHgbl

10 BcemuipHas depepauusa remodunum, MoHpeans, Ksebek, KaHaga

1 Kadeppa rematonoruu, XpucTMaHCKMn MeANLIMHCKIN Konnemx, Bennypy, hana

7
8

Bce YTBEPKACHNA, ABIAOINECA PEKOMEHIANNAMMI, NIPUHATDI HOBBIM MYTallAM, I OKOJIO 30% Bcex CIIy4aeB 3a00eBaHNsA
Ha OCHOB€ KOHCE€HCYyCa M1 TOMEYEHDI a66peBMaTyp017l - SABJIAIOTCA pE3ybTaTOM CIIOHTAHHBIX TEHETUYECKNX Bapmaumﬁ.
«KOHCEHCYCHbI€ PEKOMECHTALININ» CornacHo TIEPCIIEKTUBHBIM UCCIIENOBAHUAM 60mee 50% BHOBb

AMATHOCTYPOBAHHBIX JIMI] C TKENIOI TreModuIeli He UMeIoT
cny4aeB 3a00jIeBaHysA TeMouIeli B ceMbe.>?

2.1 | BBEAEH ne o Temodunueit 06b19HO OO/ICIOT TOBKO MY>KYMHBI, YHACTIEHO-
BaBIIIVe AHOMA/IbHYIO MaTePUHCKYI0 X-XpoMocoMy. JKeHIIHbI
o Temoduaus — 9T0 penkast HaclIeCTBEHHAsI CBSI3AHHASA C c remodpuuert (FVIIT wm FIX <40 ME/my1) BeTpedatoTes peaKos
X-XpOMOCOMOIT KOAry/IOmaTis, XapaKTepuayiomascs fedu- B TaKMX CTy4asx o6e X-XpOMOCOMBI SABJIAI0TCS aHOMA/IbHBIMIA,
muroM ¢akropa csépraiBarns VIII (FVIID) - remodmnust A, win VI OJIHA aHOMAJIbHA, a IPyTas HeaKTUBHA. JKeHUIMH ¢ OfHO
dakropa IX (FIX) - remodmmus B. [ledmmrer bakTopa sB/s- AHOMAaIbHOI X-XPOMOCOMOIT Ha3bIBAIOT HOCUTETbHUI[AMU
I0TCS Pe3y/IbTaTOM ITATOT€HHBIX BapMaluil B TeHax (pakropa remodumn.*
céproiBarms F8 u F9. o Temopparuu, mopakeHnsi OIIOPHO-IBUTATeIbHOTO anmapara
o Hawmny4mmne omeHKM pacupocTpaHéHHOCTU reMouInm, ¥ \pyTUe MOCTEACTBISA TeMOUIIU 0O6BITHO BCTPEYAIOTCS Y
OCHOBAHHBIE Ha CAaMbIX HaJ[€>KHBIX JAHHBIX HAI[MIOHAJIbBHBIX My>4IH ¢ reMOodunest, Ho MOTYT OBITh U Y OTIpeNeNnEHHOM
TAIMIEHTCKNUX PETUCTPOB M Pe3y/bTaTaX HElABHMX €3KETOJHBIX YaCTU XKEHI[MH-HOCUTENbHUL. TaK KaK MCXONHbI ypOBEHb
BCeMUPHBIX 0630poB BeemupHoit dhemeparyu remobummm aKTUBHOCTY (PaKTOPA Y HOCUTEIBHNII] MOXKET OBITh HOPMA/IbHBIM
(B®T), ykassIBaOT Ha TO, 4YTO B Mupe cymectsyer 1125000 VUTU CHVYDKEHHBIM B Pa3HOII CTeNeHM, CUMIITOMBI U OC/IO>KHEHNST
MYXXUIH ¢ reMOuInelt, 60/IbIIast 4acTb U3 KOTOPBIX He JUATHO- reMOQUINIL Y >KEHIIMH BCTPEYAIOTCA PEXKe, M IOITOMY HX 4acTO
CTUPOBAHA, BKIIIOYAsI IPEAIIONIOKUTENbHO 418000 My>K4MH C He€ IMArHOCTUPYIOT; CyCTaBHBIC KPOBOTCICHNA Y HOCUTEIBHNIL]
TSOKENON reMo et ! 4acTO OCTAIOTCA He3aMeUeHHBIMI, ¥ OTCYTCTBUE AUATHOCTUKY

IPYBOAUT K XyAIIVM OTHA/IEHHBIM IIOCTIEACTBIAM I/ CYCTAaBOB.
Heo6xop1Mo yIy4IInTh AUaTHOCTHPOBAHIE I JIedeHUe TIPobyIeM
¢ KpoBoTeyeHMAMM y HocuTenbHull. (Cm. rnaBy 9 «Ot/enbHbIe
ACIEKThI IedeHNsA» — « HocuTebHUIbI». )

femodpunna AnB

o Temodummsa A BcTpedaeTcs ropasfio yaile, YeM reModuins
B. ITo ouenkam, remodunusa A coctasiser 80%-85% Bcex
cmy4daes reModumny; remodunaA B cocrasiser 15%-20% Beex
crmydaeB reModunnn. PacipocTpaHéHHOCTD reModuny A Bcex Knuhnueckas gnarHoctika
CTeIleHelt TSKECTH TIPU POXKJICHII - 24,6 cydaes Ha 100 000 Temoummio cenyer mogospesars y ull, UMEIOLINX B aHAM-

My>x4uH (9,5 cydaes TsKénon remopumuu A) u 5,0 cydaes HE3€ CICAYIOMNE CUMITTOMDL:

remodumu B Bcex creneneit Tshkecty Ha 100 000 My»xuns (1,5 - AaCTOE IOAB/IEHIE CITHAKOB;

cnygas TaxEnoit remodumm B).! - “crioHTaHHBIE” KPOBOTEYeHNA (T.e. KpOBOTEeUeHMA Oe3
o Temodumms 06bI9HO HacTemyeTcs Yepes X-XpoMOCOMY € MyTa- ABHOI1 /M3BECTHONI IIPUYNMHDI), 0COGEHHO B CYCTaBBl,

1ueii rera F8 win F9. Ongnako o6a rena F8 u F9 nmoasepeHbl MBIIITBI ¥ MATKME TKAHW;

- 00uIbHbBIE KpOBOTEYEHNA I10C/IE€ TPaBM UJIN onepaunﬁ.
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PaHHIe CUMIITOMBI KPOBOMS/MVAHWIL B CYCTaBbI y I€Teil CaMoro
MJTa/JIIIETO BO3PACTa ABIAIOTCA OCHOBHBIM IIPU3HAKOM TsKENTON
remoumn.5 (Cm. Taxke: “TIpusHaky KpOBOTeUeHUIT” HIDKE. )
IIpu momo3peHny Ha TeMOQUIINIO JIeYalNil Bpad IOJDKeH
cobpaTh aHAMHe3 KPOBOTEUEHNI ITALIMIeHTa 11 CeMelTHbIIT aHaMHe3
QHOMA/IbHBIX M/IV HEOO'bSCHIMBIX KPOBOTEUEHMI! Y OpaThbeB 1
CecTép UM Y POICTBEHHNKOB-MY>KUIH [0 MaTePUHCKOI IMHNAN
(T.e. IBOIOPOAHBIX OPAThEB, ANBEB WK Aea II0 MaTepy). ITO
HY’KHO IS OLIEHKM Iy TY HAC/IeLOBAH, YTO CIIOCOOCTBYeT
IMATHOCTYIKe.

TouHas fuarHoCTUKa reMoUINK BakKHA J1A MHPOPMUPO-
BaHHOTO PEIIeHNUA O IPaBUIbHOM TedeHur. OKOHYaTeNbHBIIN
AMAaTHO3 reMONINY OCHOBBIBAETCSA Ha aHa/IN3e aKTUBHOCTHU
axkTopa, gemoHcTpupyomem geduiut FVII nn FIX.

Cw. raBy 3 «JIabopaTopHas AMAarHOCTVKA M KOHTPOJIb» U TJIABY
4 «[eHeTMYeCKas OLIEHKa».

KpoBoTeueHus

XapaxTepHbIM (GeHOTHUIIOM P TeMOGVIINI SBIISIETCS TEHIEHIVS
K KPOBOTOUYMBOCTI. TSKECTh KPOBOTEUEHMIT TPy reMo(pInm
0OBIYHO KOPPENNPYeT €O CTeleHbo Aeduuuta pakropa cBEP-
ThIBaHMsA (CM. Tabmmiy 2-1).

JIua co cpenHeTsDKENoN remoduent MOTYT He VICIIBITBIBAaTh

AQHOMAJIbHBIX VIV JJINTETbHBIX KPOBOTEYEHMI JO MOMEHTA

CepbE3HOIT TPABMBI UM XMPYPIUUECKOIO BMELIATENbCTBA.

Y 1y ¢ TSOKEON reMoguIrelt KpOBOTEIeHMsI ObIBAIOT Yalie

BCEro B CYCTaBbl, MBILIIIbI I BHYTPeHHMe opranbl (cM. Tab/miipt

2-2m2-3).

Y HOBOPOXX[IEHHBIX I JIeTel 0 2 JIeT C TSDKENOI reModuinent

HanbosIee YacThle BUIbI KPOBOTEIEHNMIT BKIIOYAOT 7;

- KPOBOTEYEHNsA B MATKME TKAaHU U BHYTPUMbIIIEYHbIE
KpOBOTEYEHNS;

- KpOBOTEYEeHM, CBA3aHHbIE C MEAULIMHCKUMIU IIPOILie-
mypamu (HampuMep, IPOKOT BEHBI, YCTAHOBKa
LIeHTPA/IbHOTO KaTeTepa, 00pe3aHne, HeOHATA/IbHbII
MATOYHBIN TECT);

- KPOBOTeYeHVsI U3 C/IM3MUCTBIX 060/109eK (Hampumep,
Opa/IbHBIX, Ha3a/IbHBIX);

- 9KCTpaKpaHMa/lbHble KPOBOTEUYEHN .

HexoTopble BIIBI KPOBOTEUEHMIT MOTYT ObITb ONACHBI J/IA
KM3HY ¥ TpeOYIOT HEMeITIeHHOTO /ledeHNs 11 oOpalleHns 3a
MEIMIIMHCKOI TOMOIIBIO.

Cwu. Tabmuiyy 2-2 1 r1aBy 7 «JledeHue KpoBOTeYeHMI
PasIMYHOM TOKaTU3aLI Ay,

OO6yyeHne NnayMeHTOB/yXaXKNBaKOLWMX JNL,
e Jlnma c reMO(bM)II/IeI?[ n pOI[CTBeHHI/IKI/I/yxa)KI/IBaIOH.II/Ie AL

JIO/DKHBI TIOJIy4aTh BCECTOPOHHee 00ydeHne B 00/1acTy /IedeHst
remoduny, 0co6eHHO B 06/1acTi IPOQUIAKTUKIA U JIeYEeHISI
KPOBOTEUEHNIT U TepaIny OPAXKEHWIT OIIOPHO-/IBUrATeIbHOTO
arnmapara, mproOpeTeHNs BaXXHBIX HABBIKOB CAMOCTOSITE/IBHOTO
Jle4eHNs1, BK/IIOYasl Pacllo3HaBaHMe KPOBOTEUYEHNIT, CaMo-
CTOSITE/IbHYIO TePAINIo, BefleHe 3aliceil, X0/, 3a 3ybamu
u ynpasnenne puckamm. %! (Cum. 2.5 «J/ledenne Ha gomy» —
«CaMOCTOATEIbHOE JIedeHNMe», HIDKE. )

2.2 | KomnnekcHasa Tepanus

o KowmrtekcHoe neyeHne FCMO(bI/IHI/II/I BK/IIOYa€eT MHOI‘OHPO(bI/I}'IbeIe

MeJULIMHCKIE YCTYTH, He0OXOAMMBIe [/ AMarHOCTUPOBAHMSA
1 NedeHuA 3a00/1eBaHNUA U €T0 OCTIOXKHEHUIT. DTU YCIyIH
00BIYHO MIPENOCTAB/LIIOTCS LIEHTPOM JIedeHNs reMoumny uin
KOMITIEKCHBIM L[eHTPOM JIe4eHus1 reMOIUIny, Kak OMICaHo B
rnase 1: [Ipmuanmmnel nevenva— [Ipunnun 1: Koopanuanums n
IpefoCTaB/IeH e IedeHNs TeMOpUIINY Ha HAIIVIOHATIBHOM YPOBHE.
KoMmekcHas Tepanus yKperseT pusmdeckoe 3TopoBbe,
IICUXOCOIMaIbHOE 6/IaTOIONTyYne U Ka4eCTBO KUSHU JINIL C
remoduneit, CHIDKaeT 3a060/1eBaeMOCTb ¥ CMEPTHOCTD. 113
OHa [I0/DKHA OCHOBBIBAThCA Ha IPYHLMIIAX CEMEIHOT Tepanmny,
0CO6EHHO B 06/1aCTI JUATHOCTUKIA U JIe9eHNA HOCUTENbHMIL, 1114

OCHOBHbI€ KOMMOHEHTbl KOMMJIEKCHOWN Tepanun
o Temodunus - 910 peiKkoe HaCIENCTBEHHOE 3a00TIeBaHE, CTIOXKHOE

B AMarHOCTYKe 1 nedenny. ONTuManbHoe JiedeH e, 0CO6eHHO
UL 7L ¢ TSDKEIbIMM popMamut 3aboseBanust, TpebyeT 6071b-
1I1€TO, YeM IIPOCTO JIeueHe OCTPhIX KPOBOTEYEHMIL.

o HpI/IOpI/ITeTbI B JICHEHUN I‘eMO(i)I/ITII/II/I BK/IIOYAlOT HIVDKECTIEAY-

tomeel 011
- TpoWIAKTHUKY KPOBOTEUEHWIT I HOBPEX/EHMSA CYCTaBOB;

TABJIMLIA 2 -1 COOTHOLLEHNME TAXKECTU KPOBOTEUEHUI 1 YPOBHA paKTopa CBEPTLIBAHNA 8

CTeneHb TAXKeCTU YpPOBeHb aKTUBHOCTU ¢paKTOpa CBEPTbIBAaHUA

Taxénaa <1 ME/gn (<0,01 ME/mn) unu <1% OT HOpMbI

YmepeHHasa 1-5 ME/pn (0,01-0,05 ME/mn) nnn 1-5% ot
HOPMbI

Jlérkasa 5-40 ME/nn (0,05-0,40 ME/mn) unn 5-<40% ot

HOPMbI

KpoBoTeueHuns

CnoHTaHHble KPOBOM3NNAHUA B CyCTaBbl NN MbilLbl, B
OCHOBHOM NpW OTCYTCTBUN onpefeniAaemMblX remoctaTtnye-
CKNX yrpos

I'Iepmo,qmueCKme CMOHTaHHbIE KPOBOTEYEHUA; ANNTENbHbIE
KpoBoTeYeHUA npn He60/bLINX TPaBMax nnun xmpyprmye-
CKMX BMeLlaTesIbCTBax

TaxEnble KPOBOTEUYEHMA MPU CePbE3HBIX TPABMaXx Un
XUPYPruyecknx BMeLwaTeNbCcTBax; pegKkune CroHTaHHble
KpoBOTEUEeHNs



- He3aMeJIUTeNbHOE JIeYeHe TeMOPParndecknx Mn30/0B,
Brrouast JIOK n peabuinraruio mocie KpoBOU3IVMHNUI
B CyCTaBbl;

- o06e36onnBaHme;

- JledeHUe MOPaXKeHNIT OTIOPHO-ABUTIATE/IbHOTO allllapara;

- TpOWIAKTHKY U MMMIHALVIO MHTUOUTOPOB;

- JIeYeHUe COMYTCTBYIONIMX 3a00/IeBaHMIT;

- yXof 3a 3ybamu;

- OILIeHKY Ka4yecTBa KM3HU U IICUXOCOINATbHYIO
TOIIePKKY;

- TeHeTNYecKoe KOHCYIbTUPOBAHIE U TMATHOCTYIKY;

- HeIlpepbIBHOE 0Oy4eHVe U MOMIIep>KKY TalieHTa/
POLCTBEHHNMKA VI JINIIA, 06eCIedBaOIero yXoz.

Heoro)xHast HOMOIIb JO/DKHA OBITH JOCTYIIHA B M10060€e

BpeM: U BK/TIOYATh HIDKEC/IeYIOIIe YCIYTU U pecypcsr 1011

- ycnyru mabopatopyu B 06/1aCTV KOATY/IAINU C BO3MOXK-
HOCTBIO BBITIOJTHATD BePHBIE VI TOYHbIE aHAMU3BI PaKTOpa
CBEPTHIBAHMS VM TECTUPOBAHIE HA MHTUOUTOPBI;

- IIpU HaJIMYUM - TIPefOCTaBIIeHIe KOHIIeHTPaToB (akTopa
ceépreiBanuA (KOC), BUpyc-MHAKTVBUPOBAHHBIX I/Ia3-
MaTUYeCKVX VIV PeKOMOMHAHTHBIX, a TaKkKe [PYTUX
TeMOCTAaTUYeCKNX CPeICTB, TAKMX KaK JeCMOIPeCcCH
1 aHTUGUOPUHOMNTUKY (TpaHeKCaMoBas KMCTIOTa YN
3ICUIOH-aMMHOKaIIpoHoBas kucnota [DAKK]);

- npu orcyrcTBun KOC - mpegocrasienne 6e30macHbIX
KOMIIOHEHTOB KPOBH, TAaKIX KaK CBeXe3aMOpO)KeHHasA
mnasma (C3II) u kpronpenunuTar, Ipy yCIOBUY HaJlIe-
Kalllero CKpUHIHTA, TeCTYPOBAHMA Vi/ VIV BUPYCHOI
VMHAKTUBALIU;

- TUICOBaHMe U/VIU MUHYPOBaHME 1A UMMOOVIIN-
3aIMU U CPefCTBA MOOMIBHOCTI/TIOfEPXKKHA, TIO
HEOOXOIMMOCTH.

Cwm. rnaBy 5 «[eMocTaTuyeckye penapaThi».

KomaHpa KomnnekcHoun Tepannvi

PasHo06pasHble HY)X/bI NI C TeMOUIIVeNt U MX CeMert Tydliie
Bcero obecriednBaeT MHOrOnpoduibHasi KOMaH/a 3HAOIIX
MEIVKOB C OIIBITOM JIe4eH s reMo(uIny, NefiCTBYIOUINX B
COOTBETCTBUY C NIPUHATBIMY IPOTOKOTIAMY, IPAKTUKAMU
VI HallMOHAJIbHBIMY CTaHAApTaMM T€PaIul, eCIY TaKOBbIe
nMerTcs. 01516

Mapmuépcmeo «nayueHm/medpabomHuK» u NnpuHamue
peweHuti

JInma ¢ reMouIHelt CINTAIOTCA BXKHBIMU KITIOUEBBIMI Y9aCTHU-
KaMmJ1 KOMaH/bl KOMIIEKCHOJI Teparinit, 671arofiapst eXxefHeBHO
CaMOCTOATENbHON Tepaluy OHU CTAHOBATCS SKCIIepTaMM U
IapTHEPAMU B JIEYEHUU CBOETro 3a00/IeBaHMA.

Ba)KHO BOBJIEKaThb IAIMEHTOB (M UX POAUTeNell/yXaXKMBAIOIINX
JINIT) B IPUHATHE PEIIeHNIT; YIUTHIBATD X MHANBU/yaIbHbIE
MIPEAIOYTEH IS, LIIeHHOCTY U JIMYHBII OIbIT;!7 He0OOXOAMMO
TOCTUTATh C HUMM KOHCEHCYca 110 IIOBOAY IJIAHOB KPaTKO-
CPOYHOI! ¥ JONTOCPOYHOI Tepanuu. Bce cTOpOHBI JOMIKHBI
OBITb BOB/IEYEHDI B UCTVHHO COBMECTHOE IIPUHSATIE PelleH il
Iy TéM MHPOPMIPOBAHHBIX 0OCYXK/IEHNUIT TOCTYIIHBIX Bapy-
AHTOB JIEYeHsI M OXKMIaeMbIX pe3ynbraToB. Heob6xonmumo

lnaBa 2: KomnnekcHoe nevyexue remodunum

TABJINLA 2 - 2 Jlokanu3auma KpOBOTEUEHWI Npu
remoounmn °

CepbésHble + CyctaBbl (remapTpo3)
+  MbiwLbl, 0CO6EHHO 1X rNy6oKKe
cnov (NoAB3A0WHO-NOACHNYHAA,
MKPOHOXKHasA, Npeaneybe)
«  CnusncTble 060/10UKN NONOCTN
pTa, HOCa U MOYEMNONOBOro TPaKTa

KusHeyrpoxatowme  « BHyTpuuepenHble
+ Lea/ropno
+ KenygouHo-KuLeyHble

TABJINLA 2 - 3 TNpubnusntenbHasa yactoTa
KpOBOTEYEHUIN Pa3IMYHON NoKanmusaumm

Mpu6nusntenbHan

Jlokanusauusa KpoBoTe4eHNA yacrota
CycTaBbl 70-80%
+ Yauie B WapHMpHble CyCTaBbl: rose-

HOCTONMbI, KONEHW, OKTH
+ Pexxe B MHOTOOCHble CyCTaBbl:

nneuy, 3ansacTba, 6éapa
MbILLLbI 10-20%
[Opyras nokanusauus (cepbésHble 5-10%
KpOBOTeYeHN )
LlenTpanbHaa HepBHaA cncTema <5%

3a/Ie/ICTBOBATh HAYYHO 0OOCHOBAHHBIE PEKOMEHMIALINI PYKO-
BOJICTB, YIYNTHIBATD ITIOCDI VI MMTHYCBI Pa3/INIHbIX BApMIAHTOB,
a TAaK)K€ BPIPAJKEHHDBIE OITACEHVIA U IIEHHOCTN IMAlIMIEHTOB 11
yXaXXMBaOIX 32 HUMM muiL.'8 Komanja fomKHa COBMECTHO
pa3pa6aTbIBaTb M IEpNOANIECKIN O6HOBJIHTI) VHIVIBUTYa/IbHYIO
IIPOrpaMMy Jie4eHNs, C KOTOPOIi MalMeHT/ yXaKuBalollee TUI0
MOJKET CBEPATDHCA, I KOTOPYIO MOKHO IIPENOCTABIATD IPYIIM
nnaMm, 3aﬂe]7[CTBOBaHHbIM B T€panuu 1 yxopae.

Ponb IIAalJVICHTOB paCTéT, OHM YK€ H€ TO/IbKO aKTVIBHBIC Y/IEHDI
B KOMaH[JI€ /IedallX X MEONKOB. OHM CTaHOBSATCS MOTHO-
IIpaBHBIMM YI€HAMM KOMaH/[bl MEIVIKOB, 3aHMMAIOIINXCA
MCCIeOBAHUAMU, MEOUIIMHCKUM O6pa30BaHI/IeM n 06yqe-
HIMEM CTYOEHTOB, BKIaAbIBAIOINVIMN CBOIL I.[eHHbII?I OIIBIT
coOCTBEHHOE TIOHMMaHIe pobiem.!”

MHozonpogpunbHas KomaHoa
o CrepyxeHb KOMaH/Ibl OOBIYHO COCTONT U3 Bpaya-pyKOBOJMTEIA,

MeJICeCTPBI-KOOpANHATOpa, crennanucra JIOK, rabopanra u
KOHCY/IbTAaHTa II0 IICMXOCOLMa/IbHBIM BOIIPOCAM; BCE OHU JJOJDKHBL
IIPOVITH CIIELYa/IbHYIO TIOATOTOBKY B 00/TaCTY TeMO(IIINIA.
- Bpau-pykoBopuTtens (0OBIYHO HETCKMIL M/W/IN B3POCTIbIIL
Te€éMaToJIOT UM JOKTOP, I/IMeIOH_U/[I‘/II IIOATOTOBKY M OIIBIT
B 0071acTy yIedeH st reMOUINI ¥ FPYTUX KOATYIIO-
IIaTNII) KOHTPOIUPYET JIedeHNe MaliieHTa, BKII0Yas
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

HaIlpaBJIeHNs Ha TaOOpaTOpHbIe aHA/IN3bI, Ha3HAYeHe
Tepanuy 1 HabJIIofleHNe 3a COCTOSIHIIEM €0 3J0POBbs I
MEIUIMHCKUMM HY)KITAMIL.

- MepcecTpa-KOOpANHATOP, KOTOPas ZO/DKHA OBITH
obydeHa IedeHNI0 ALMEeHTOB C KOary/IomaTusaMuI, KOop-
AMHUPYET JledeHNe 11 TOMOLLIb, IPeJOCTaBIsIeMble
MHOTOIPOdUIBHOI KOMAHO0I1, IPOBOANUT 00ydeHNne
[AI[VIEHTOB Y WIEHOB UX CeMell, YIUT HaBbIKaM JIe4eHVIsI
Ha JIOMY U IPYTUM OCOOEHHOCTSIM YXO/a, OLleHUBaeT
COCTOsIHME MALIMEHTOB U, Tfie 9TO YMECTHO, IIPEfOCTaB-
JIfeT MePBUYHYI0 MEAMUIIVHCKYIO TIOMOLIIb.

- Creyuanuct JIOK urpaer BaXXHYI0 poib B 00yIeHUI JINL]
¢ reModuInelt 1 yXa)XXMBAOLINX /IULL 32 HUMI, MepaM
poduIaKkTUKY, B 06ecIiedeHNn It TONTHOTO QYHKI[MOHAIb-
HOTO BOCCTAHOBJIEHISI TTOC/IE KXK/JOTO KPOBOTEYEHS,

U KOHCY/IBTHPYeT MAaleHTOB O TOM, KaK COXPAHWUTh
30pOBbE OIIOPHO-BUTATE/IBHOTrO anmnapara.l [Ipyrue
CIIELVI/INCThI TI0 OTIOPHO-/{BUTATeIbHOMY aIlapaTy (T.e.
9ProTepaneBT, CHELVAIICT 110 GpU3NOTePAIINI, CIIELHN-
QJIUCT TI0 JIe4eOHOTT GU3KYIbType/ peabumnranny,
PEBMATOJIOL, OPTOIIEf, XUPYPr-OpTOIIer;) IIPEfOCTABIISIOT
TepaIuio KOHKPETHBIX 3a00/IeBaHMIT OIIOPHO-/{BUTATeIb-
HOTO aIapara.

- JIabOpaHT BBIIONHSET CIIeNaIN3MPOBAHHbIE AHAM3BI
KPOBM A/IsL JMATHOCTUKY 3a00/IeBaHNs U HAO/MIOfieHIS 3a
XOJIOM €ro JIeYeH s, BK/TI0Yas KOATy/IsAL{MOHHbIE TECTHI,
aHa/m3bl GaKTOpa M TeCThI HAa MHIUOUTOP.

- KoHcynmbTaHTbI 10 IICHXOCOLMAIBHBIM BOIIpocaM (IIpes-
HOYTUTEIBHO — COLa/IbHbIe PAOOTHUKI /I IICUXOTIOTH)
IIPOBOAAT ICUXOCOIMAIBHYIO OLIEHKY ¥ IIPEOCTAB/ISIOT
KOHCY/IbTAI[UV I/ VTN HAIIPABIAIOT B TOCY/JapCTBEHHBIE
coLuabHble CTyXKOBL.

o 33113.‘{]/[, BbIITO/THAEMbI€ OCHOBHbIMU YJIEHAMM KOMaHIbI, B

PasHBIX LIEHTPaX MOTYT Pa3NNyaThCA B 3aBUCUMOCTY OT HATMYUA
KaJIpOB ¥ OIIBITa 06y4YeHHOTO [IePCOHAIA 1 CUCTeMbl OPTraHM-
3a1uy 0OCTY>KMBaHUA B LIEHTpe.

KoMmaH/1a KOMIITIEKCHOJ Tepanuy JO/KHA TaKKe BK/II0YaTh MU
PEKOMEH/I0BATh CTOMATOJIOTOB C OIIBITOM JIeYEHNA TaI[IeHTOB
¢ reModuIell, M APYTUX CHELMATICTOB, HeOOXOMVMBIX LA
peleHnsA 0COOBIX MEIULIMHCKUX Vi CBA3aHHBIX CO 3[[0POBbEM
1po671eM, KOTOpPbIe MOTYT VICIIBITBHIBATD JIVLA C TeMO(UIIIel 1
HOCHUTENbHUIIBI, BKTIOUas HIDKeCTeqyIolue CIIelanmu3an:
- CHEIMAJIVCT TI0 JIeYeHII0 XPOHIIeCKOI 607u;

- dapmakoror;

- TeHeTHUK;

- TemaTosor;

- MHQEKIVOHIICT;

- UMMYHOJIOT;

- aKyIuep/TMHEKOIOT;

- KOHCY/IBTAHT II0 TPOQOPUEHTALI M.

MoryT noTpe60BaTbCsA APyTrUe MeAUIIMHCKIE CIIeLaINCThI
/1A JIeYeHMA COIYTCTBYIOWIMX 3a00/IeBaHMIl, BbI3BaHHBIX
BO3DPACTOM, 00pa3oM XXUSHY UM [PYTUMI OOCTOATETbCTBAMIAL.
(Cm. rmaBy 9 «OT/enbHbIe aCTIeKTHI TedeHnsA» — «COMyTCTBYIOMe
3a00/IeBaHMA».)

IToppo6HbIe IPOTOKOJIBI KIIMHIYECKOI TepaIii HeOOXOAMMBI
VIS 0OecIIedeHIst [IPeeMCTBEHHOCTY IeYeH s B CITy4ae KapOBBIX
IIepecTaHOBOK B KOMaH/ie KOMIUIEKCHOM Tepanun. 101516
OmnbIT 1 3HAHMSA B JIe9eHNN reMOGIINI HeOOXOAUMO KyJIb-
TUBUPOBATH, STOMY CIIOCOOCTBYIOT HACTABHUYIECTBO I
CTUIIEH/YIa/IbHbIE IPOTPaMMBI, OHY JJAI0T BO3MOYKHOCTb ITPUBJIE-
KaTb B 9Ty 00/1aCTh MEAUIIMHCKIX PAGOTHIMKOB ¥ IOBBILIATD
yPOBeHb 3HaHUIT 0 3a00IeBaHNIL.

PekomeHpauwusa 2.2.1:

st v ¢ remogumueri BOT' pekoMeHayeT KOOpAHUPOBaHHOE
NIpefocTaBIeHye KOMIUIEKCHOJ Tepanuy MHOTonpoIIbHOI
KOMAaH/IOJl OIIBITHBIX MEIVKOB, KOMIIETEHTHBIX B ICYEHNI
remoumnn.

ITPYUIMEYAHME: OcHOBHbIE YIeHbI KOMAaHIbI KOMIIIEKCHOI
Tepamnuim - 3T0 Bpad- PyKOBOJNTENb, MeICECTPa-KOOPAMHATOP,
CHEIVATVCTHI TI0 OTIOPHO-IBUTATETBHOMY aNIapary, 1a6o-
PAaHT, CIIENMATICT N0 NCIXOCOIIaTbHBIM BONPOCAaM, MAIVeHT
¥ POICTBEHHNKY MIIN YXa)KIBAIOIIe TNIa. 3aJaqi, BHIION-
HAeMble KTI0YeBBIMI YIeHAMV KOMAH/IbI, B Pa3HBIX IIEHTPax
MOTYT OTIMYATHCA B 3aBUCHMOCTY OT HAMIYNA KafipoB 1
OnbITa 00YYEeHHOTO MEePCOHAA ¥ CHCTEMbI OPTaHN3AIVIN
0GCITy>KMBaHNA B EHTpe.

PekomeHpauusa 2.2.2:

T mu ¢ remoumieit BOT pekoMeHpyeT Hamrume JOCTyna

K HIDKeIlepeYUCTIEeHHOMY:

- HaJIeKalras HEOTI0)KHASI IOMOIIb B TF000€e BpeMst;

- mabopaTopusi KOAry/I0I0rnM, CIOCOOHAs BBIIIOTHATD
aHanmm3bl (aKToOpa CBEPTHIBAHNSA U TECTUPOBaHNe Ha
MHIHUOUTOPBI;

- COOTBETCTBYIOIINE KOHIIEHTPAThbl paKTOpa CBEPTHI-
BaHus (K®C), mrasmaruyeckme win peKOMOMHAHTHBIE,
a TaK)Ke [pyrye reMOCTaTIMIeCKNe CPEeCTBA, TAKMe KaK
JeCMOIIPECCHH, SMIIN3yMa0 11 aHTUUOPMHOMUTHKY;

- ecmu KOC HegocTynHBI - 6e30macHble KOMIOHEHTBI
KPOBM, TaKye KaK CBe)XKe3aMOpO)KeHHas Iia3ma
(C3II) 1 KkpronpenunuTaT, KOTOPHIE MPOILUIN HAJ|Te-
SKaIMii CKpMHMHI, TeCTUPOBaHue, U/UIY BUPYCHYIO
MHAKTUBALNIO;

- TUICOBaHMe VI/V/IM LINHUPOBAHMe I UMMOOVIN-
3aIMU U CPEFCTBA MOOIIHHOCTH/TOIEPHKKIM, 1O
Heo0X0mMOCTI;

- [ApyrHe CHeNUATNCTHI J/Is PelieHns 0COOBIX Mexu-
IMHCKIX BONPOCOB, KOTOPbIe MOTYT BOSHUKHYTD Y
HEKOTOPBIX IMAIMEHTOB, IO Mepe HEOOGXOTUMOCT.

PekomeHpauunsa 2.2.3:

Il Becex manmeHTOB ¢ reModirmieii BOI pekoMeHayeT Beenue
MUCbMEHHBIX MIPOTOKOTIOB KINMHIYECKOI TePANi, OHNI HE00-
XOZUIMBI /IS 06ecreYeHns MPeeMCTBEHHOCTH TIeYeH s B
CIy4ae KaJpOBbIX IePeCTAHOBOK B KOMIEKTHBe KIIHNKIL.



lnaBa 2: KomnnekcHoe nevyexue remodunum

paboThl, BO3felicTBIE TeMO(IINI Ha TOBCEHEBHYIO [lesITeNb-
HOCTB). BcemmpHbiii peructp koarynomaruit BOT (BPK) - ato

@OyHKLMKN NporpamMmbl KOMMJIEKCHOW Tepanuun

o IIporpamMma KOMIUIEKCHOI T€pPAINM CIIOCOOCTBYET IIPAKTHU-

9eCKOI peanmsanuy NPpMHIONIIOB KOMIIJIEKCHOTO JIEYE€HUA
I‘eMO(I)I/UII/II/I. OcHOBHbBIE (I)yHK]_U/H/I OIIMCAaHbl HUXKE.

KoopduHayus u npedocmasnieHue neyeHus

ITporpaMma KOMIUIEKCHOJ Tepamnuy obecriednBaeT i mary-
€HTOB J1 UX CeMeil LIeHTPaM30BaHHYI0 KOOP/IMHALIMIO TepaIlum,
3a/IefICTBYS CIIeNMaIIICTOB MHOTOIIPOM/IbHOM KOMaHIbI,
YCIyI|, MEJULIMHCKOE 000pyAOBaHMe Y YIPEXIeHMs, 60IIb-
HIYHBIE KOJKO-/JHI U HO/IMK/IMHIIECKNE YCIyTH (pery/isipHble
MEZ{OCMOTPBbI ¥ MHbIE MOCEI[eHI).

JInia ¢ reModuneit Hy>XJAI0TCA B PEry/LIPHOM HaO/MIOieHIN
U OLIeHKe UX COCTOSHMA U 00CTOATeNbCTB >Kn3HM. OljeHKa
[O/DKHA IIPOM3BOAUTHCA MUHUMYM pPa3 B IOfI; Hab/IofieHe 3a
IAIMEeHTaMII CO CPeHETSDKENON nm érkoit popmoit 3abore-
BaHIISI MOXKET OBITb MeHee JacThIM.20

HarmpasyieHus K ApyTuM clielyianictaM (HalpuMep, CTOMaToIory,
XUPYPLY, aKyliepy/TMHEKOIOTY), BKIo4Yas NHPpOpMUpOBaHe
0 IUIaHe JIeYEeHNs BCeX YUPEXKIECHMIL 1 CIIel[Ma/IICTOB, [e/a-
I0TCsI B paMKaX IporpaMmbl. 9T0 obecrednBaet MalyeHTaM
ONTHMMAJIbHOE JIeUeHMe CIIeLMaTNCTAMMU C COOTBETCTBYIOIIIMM
3HAHVSIMM O reModuInu. B maHnpoBaHue 1 KOOPANHALINIO
IPOLIEAYP AO/DKHBI BOB/IEKATHCS TTAI{MEHTDI/POCTBEHHVKI VTN
yXa)XMBaIOIIJe NI, a TAKXKe Bce TpebyeMble Crel[aiCThl

OHJTalH-TTaT(opMa, IpeHasHaueHHAs /I UCIIONb30BaHA
L[eHTPaMM JIedeHNA TeMOpIINI TT0 BCeMY MUPY U A/ cbopa
TAHHBIX, T03BOJIAIONIMX OLIEHMBATH PE3Y/IbTAThI JIeUeHNUA U
HaIpaB/IATh KIMHNYECKYIO TPAaKTUKY.?

3anumcy 0 NalMeHTaX JJO/DKHbI BECTICh B CTPOTOM COOTBETCTBUM
C 3aKOHaMI O COOMIOfeHNN KOHPUAECHIMATBHOCTU U JPYTUM
3aKOHOJIATe/IbCTBOM CTPAH, JKe/aTe/IbHO B 37IEKTPOHHOM PeTy-
CTpe MAlVEeHTOB, KOTOPbIil JO/DKEH PETY/LIPHO OOHOBIIATHCS
YIIOJTHOMOYEHHBIMY COTPYIHUKAMIU KIVMHUKA IPY IIPSAMOM
MM KOCBEHHOM y4YaCTUM IallIeHTOB.

Cucremarndeckuit cOOp HaHHBIX TaKXKe 00/erdaer mpoBepKy
YCIIYT, IPEflOCTaBIAEMBIX LIGHTPOM JIeYeHIA TeMOQUINIL, C LTI
YAy4dlIeHN IPeoCTaB/IAeMOTO IeYeHN U YXOZa ¥ IIOMOLIN
HaIMeHTY B IOJJIep>KaHUY COCTOSHIA CBOETO 3[0POBbSI.

CwMm. rnaBy 9 «OTfenbHbIe aCIeKTHl Te4eHNA», I1aBy 10
«ITopakeH1sI OTIOPHO-[BUTATENbHOTO allllapaTa» 1 InaBy 11
«O11eHKa pe3yIbTaToB.

PekomeHpauuns 2.2.5:

o Ilo Bcem manmenTtam ¢ remodunueii BOI' pekomenayer nmpu

Ha/IMYNY BO3MOKHOCTH BECTH CUCTeMaTI4YecKuii coop JaHHBIX
B MAIIMEHTCKUX PETUCTPax. ITO MO3BOIUT MHPOPMUPOBAHHO
BBIIENIATD PeCYpPChI, CHOCOOCTBOBATH YIYYIIEHNIO YCIYT IT0

(HampyMep, [/ XMPYPTUH - AaHECTE3UOTIOT, XUPYPT ¥ XUPYP-

IIPpEFOCTABICHNIO ICYEHNA Y IOAAECPKUBATD COTPYAHUIECTBO
TMYeCKNUI IePCOHAJI, BKII0Yas MeficecTép).20-22

MEeXJY LeHTpaMu B 06nacTy o6MeHa JaHHBIMM U BeeHNs

Heo6x0m1Mo0 11 BaXXHO HEIIPEPHIBHOE COT HINYECTBO C Manu- .
: a pep pyA 1 NCCNIeTOBaHNMN.

€HTaMU M pOACTBEHHMKaAMM VTN YXa>KVBalOIIVIMI JINJaMI 110

paspaboTke, IpOBepKe 1 OITUMMU3ALNY [JIAHA KOMITTIEKCHOI
KnuHuueckue uccnedosaHus

o H606X0,E[I/IMO JICIIO/Ib30BATh BCE€ BO3MOXXHOCTU NIJIA ITPOBE-

Tepanum.

OEHUA 6a30BBIX U KIMHUYIECKUX I/ICCJ'IeI[OBaHI/H/uI B obmacTu
I‘eMO(i)I/I)'II/H/I. Tak KaK KOTMYECTBO MMAOUEHTOB C I‘eMO(bI/ITH/IeIZ B
OTJENbHBIX NEHTPAX MOXET 6BITH OIpaHNY€HO, KINHUYIECKIE
VICCIEA0BAHNA JTy4YII€ IPOBOANTD B COTPYAHNYECTBE C APYTVIMI
LOEeHTpaMI JTI€YECHUA I‘eMO(bI/I)'H/II/I " HAIIOHA/IbHBIMM 06'I)€HI/IH€-
HUAMU MIAOVIEHTOB C I‘eMO(bI/ITII/Ief/I, TAaKMMMN KaK HallMOHAa/IbHbI€

PekomeHpauunsa 2.2.4:

o s nui ¢ remodunneii BOT pekoMeHKyeT MHOTOIIPO-
¢unbHBIe 0CMOTPBI, BKII0YAs OLIEHKY IeMaTOIOIMYeCKOIt
KapTHUHBI, OIOPHO-JIBUTAaTeIbHOTO allllapaTa ¥ KauecTBa >KU3HU
K/II0YeBbIMM YI€HaMM KOMaH/Ibl KOMIUIEKCHOI Tepanuu, KaK
MUHUMYM €KeTOFHO (KaK/ible IO/ITOfia /LA AeTeli).

o ITPUMEYAHMUE: He6onbine eHTPbI U CeMeITHbIe Bpadun
MOTYT NPEROCTABIATh NEPBUYHYIO MEAMITMHCKYIO IOMOLID
U JIeYeHNe HEKOTOPBIX OCIOKHEHMII reMopuInm, moib-
3ysACh YACTBIMU KOHCYTbTAIIMAMY KOMIITIEKCHOTO IIeHTpa
nedeHNs reMopIINU, 3TO 0COOEHHO AKTYaTbHO LA ALK~

€HTOB, IPOKMBAIOLINX JaIeKO OT O/IIDKAiero HeHTpa
negenys reModumm. o CeMbl ITAIVIEHTOB ¥ YXa)KVBAIOIIIVe JINIIA JO/DKHBI IIOTydaTh

HEIMpepLIBHYIO MOJIfIeP)KKY, BKITIOUAA OIpefie/ieHIe PeCypcoB
n/umy pa3paboTKy CTpaTernii, O3BOAIOIIYIO MM afjalITUPO-

yieHckye opranusanyuy (HYO) B coctase BOI.

O6yyeHue u Nod0epXKa NayueHMos/yxaxusaruux auy

» Heobxonmmo oprannsoBbiBaTh 0Opa3oBaHue n 00ydeHue
JIeIeHIIO Ha OMY (TaM, I7ie ledeHIe BO3MOXKHO), JKe/IaTelIbHO
¢ Hab/IOfieHMeM 3a IIPUBEPIKEHHOCTDIO TeIeHNIO.

ayueHmckue peaucmpesl u c60p OAHHbIX

. BAaTbCSI K JKU3HY C reMOuInert.
o IIporpamma KOMIUIEKCHOJ Tepamnmy CIIoCOOCTBYeT LieHTpa-

o HOTCHLU/IaIIbeIe CIIOJKHOCTY, KOTOPpbI€ MOT'YT BOSHUKHYTb B

JIN30BaHHOMY C60py JAaHHBIX O IIAIMEHTAaX, O JIOKA/IM3anAX “ o
IIOBCETHEBHOM JKMU3HU ITALIVIEHTOB I YICHOB X CEMEN, 0Cc06EHHO

KPOBOTeYeHNII, BUfIaX U 033X IPELOCTABIEHHOI Tepanni, 06 .
CBAI3aHHBIE C JIEYEHNEM KPOBOTEIEHMIT, BKTIOYAIOT CIeyIOLIee:

OC/IOKHEHWSX, BbI3BAHHDIX Tepariyieli, 06 OljeHKe JO/TOCPOYHBIX
- U3MeHEHV, CBA3aHHBIE C Pa3TMYHBIMM STallaMI POCTa 1

Pe3yNbTaTOB [/ ONOPHO-/IBUTATENTLHOTO alllapaTa 1 APYyrux .,
pa3BuTus (0COOEHHO IIOLPOCTKOBBII BO3PACT U PO

CIICTEM OpraHmsMa, 06 oIjeHKe co C/IOB nalyieHTa (Harpume
p > 1 o (Hanp p> CTapeHns);

BU/IBI IeATEIbHOCTH, BBI3BIBAIOLINE KPOBOTEUEHIS, OCTPas
1 XpOHMYecKas 60/1b, KOIMYECTBO IPOIYCKOB Y4EODI MK



PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

- IPUBEP>KEHHOCTD CIIOKHOMY PEKUMY jledeHnst, Tpely-
IolleMy 4acThIX BB nHQysmit, oTBIEKAIOMUX OT APYTUX
Ba)KHBIX CEMEITHBIX 3a00T24;

- 1pobremsl ¢ onydeHneM o6pasoBaHus u/mimm ¢ paboTo;

- IpOOIEMBI IICUXOCOLMATBHOTO XapaKTepa I IICUXIIe-
CKOTO 3/I0pPOBbS;

- Tpo6eMbl KPOBOTEUEHMIT U PEIIPOAYKTUBHBIE IIPOG/IEMBI
y HOCUTETbHMUL],

B coTpymHuyecTBe ¢ reMoUIMIeCKMMI MAIVIeHTCKUMI Opra-

HM3ALVAMY IIPOrpaMMa KOMIUIEKCHOTO JIeYeHN s TIOMOTaeT

HaJIAUTh pabOTy IPYIII HOALEPXKKI B 0671acTy reMobuny,

06pasoBaTe/IbHble CEMIHAPDI ¥ AKTUBHbII OTIbIX, HAIIPUMED,

narepsi s MallMeHTOB C TeModumert.

Cwm. 2.5 «Jleyenne Ha ffomy» u 2.8 «Ilepexon u3 negmuaTpude-

CKOJf CYCTeMBI 3[IpaBOOXPaHEHNS BO B3POCITYIO», HIDKE, I IJIaBy

9 «OTmenpHbIE ACTIEKTHI JIEYEHUSI».

PekomeHpauuns 2.2.6:

o BOI pekoMeHAyeT IPeFOCTABIATH INIAM C TeMouIuel,
YIeHaM MX ceMell M YXa)KMBAIOIVM 3a HMMM TMIaM Kaye-
CTBeHHOe 00y4eHMe, 06ecneynBaollee BO3SMOXHOCTD
NPOBOJNTD CAMOCTOATETbHOE IeYeHNE I JaIolee TOCTa-
TOYHOE IOHMMaHMe 3a00/1eBaHNA. DTO HEOOXOTMMO I
NPOQUIAKTIKY KPOBOTEYEHNIT ¥ CBA3AHHbIX C HIMH OCTIOXK-
HEHUIA, a TAK)Ke [I/Is1 IVIAHUPOBAHNSA JKU3HIL.

PekomeHpauwusa 2.2.7:

o [Insa nuy c remoduueii u 4ieHoB ux cemeii BOI pekomeH-
JyeT MPOJBILKEHe Vi/ VTN MOEeP)KKY 00pa3oBaTeTbHBIX I
PeKpealMiOHHbIX MEPONPUATHIL B COTPYIHNYECTBE C MAIN-
€HTCKMMMN OPraHMU3alMAMN; 3TO JACT IM BO3MOKHOCTD
OTKPBITH HOBBIE YBII€YEHN: U CIOCOOHOCTH 11 003aBeCTHCh
NOJIIePKUBAIOIIMIU CBA3SAMM C Pa3TIYHBIMU YIEHAMHU IeMO-
¢unnyeckoro coobmecrna.

2.3 | OuTHecc n pM3nYeckasa aKTMBHOCTb

o Pusnyeckas aKTMBHOCTb BayKHa Ji/I NOAEP>KaHUA HOPMa/lb-

HOTO HeIPOMBIIIIEYHOTO PAa3BUTU U XOPOILeil GU3NIeCcKOil
¢dopmbL.1?

Io cpaBHEHMUIO ¢ 001N MOMYJIALNEI Y UL C TeMOpuUInel
BO3MO>K€EH IOBBILIEHHBI PUCK NOSABIEHNA HU3KOM MUHE-
PIbHOI IJIOTHOCTY KOCTET, B TOM YICIe U3-3a TAKUX (PaKTOPOB
PUCKa, KaK CTeIleHb TsHKeCTU reMoGuIny u remoduinde-
CKas apTPOIATHS, a TAKXKE BOSHUKAIOLIAS B PE3Y/IbTAaTe 9TOTO
HENOABIDKHOCTD.2> MeTo/bl o jepKaHusA 300pOBbsA KOCTell
BK/TIOYAIOT IPOGIIAKTUKY FeMapTpo3a, pery/sipHble (pusude-
CKU€ YIIPA)KHEHNUSA U IOCTYIIIEHKE B OPIaHU3M JOCTaTOYHOTO
KO/IuM4ecTBa BuTaMmua D 1 Kanpums.26:27

I/ ManyeHTOB CO 3HAYMNTENbHBIMYU QYHKIMIOHA/IbHBIMI Hapy-
LIEHMAMM OIIOPHO-ABUIATEIbHOrO allllapaTa PEKOMEHTYIOTCSA
YIPa)KHEHN C OTATOLIeHNEM, KOTOPbIe CIIOCOOCTBYIOT IIOBBI-
LIEHNIO IIJIOTHOCTY KOCTEN U €€ MOAeP>KaHIIO; BBIIIOTHATD

UX CIIeflyeT B TOI Mepe, B KOTOPOIT 9TO TIO3BOIAET (PYHKIIVO-
HaJIbHO€ COCTOSIHNE CYCTaBOB.2

BoI60p ynpaskHeHMIT JOIKEH COOTBETCTBOBATD MIPeAIIoYTe-
HIAM/VHTepecaM IalIeHTOB, X (pU3NYeCKOMY COCTOSHMIO I
BO3MOXKHOCTAM, MECTHBIM YC/IOBVIAM ¥ VIMEIOIIVIMCS PeCypcaM.
CrenyeT mOOMPATD 3aHATIA 6€CKOHTAKTHBIMU BUIAMM CIIOPTA,
TaKMMI KaK IJTaBaHMe, X01b0a, Oer TPyCLioil, robg, 6aiMIUHTOH,
cTpenbba 13 IyKa, e37a Ha BellocuIiesie, rpe6is, mapycHbIil
CIIOPT ¥ HACTOJIBbHBIN TEHHNC.

He pekoMeH/[yI0TCA KOHTaKTHBIE MM TPaBMOOIIACHBIE BYIbI
CrIopTa, Takue Kak GpyTOo, XOKKeit, perou, 60kc 1 60pnoa, a
TaK)Ke BLICOKOCKOPOCTHBIE BU/IBI CIIOPTA, TaKMe Kak MOTO-
TOHKU ¥ JIBDKU. DTV BUABI CIOPTA MOTYT BBI3BATh OMAaCHBIE
IS )KU3HU TPaBMBI, TIO3TOMY PV 3aHATUY UMY TAIVIEHTHI
JOJDKHBI OBITH Ha aJleKBaTHON MPOGIIAKTIKE M XOPOIIO 0CO3-
HaBaTh IIOTEHI[MATbHbIE PUCKIL.

JIntam ¢ reMouyelt, 3aHNMAOIIMCS JTFOOBIMY KOHTaKTHBIMI
BUJIAMU CIIOPTA, CTIeAyeT UCIOMb30BaTh IIPU 9TOM CJielTaHHbIe
10 MHAMBU/Ya/IbHBIM MepKaM 3yOHbIe Kallbl — OHY IIPefoT-
BpalljalOT TPaBMBbI I TIOBPEX/IeHNA 3yO0B U MATKUX TKaHel
IIOJIOCTY pTa.?s

OprannsoBaHHbIe CIOPTUBHBIE IIPOTPAMMBbI TPEAIOYTHUTEIbHEe
CTUXUITHBIX 3aHATUI CTIOPTOM, TIPU KOTOPBIX MOXKET HefjOCTa-
BaTh 3aLUTHOr0 060PYAOBAHNISA 1 HAOTIONEHNIL.

B upeane nepep 3aHATUAMY HOBBIM BUIOM CIIOPTa WM (u3mye-
CKOJT aKTYBHOCTY JTUI[aM € reMouIneit (MM MX pOfICTBEHHIKAM
VLU TALaM, 06eCcrednBalolIM YXO/) C/lefyeT IPOKOHCY/Ib-
THpoBaThcs co crennanuctoM JIOK, arobsr 06cyanTh ux
IIPMEM/IEMOCTD, TpebyeMble CpefICTBa 3aIUTEI, TPOPUIAKTUKY
(mpuxpbITHE AKTOPOM M APYTHE Mephl), a TAKXKe PU3NIecKie
HaBBIKV, HEOOXO/MMbIe [/Is Hada/ia TaKoil eATeIbHOCTU. DTO
0Cc06EHHO Ba)KHO, €CIIN Y MAI[eHTa eCTh CYCTaB C IIOBTOPAIO-
IIMMICA KPOBOTEYEHAMN (T.€. CyCTaB-MUIIEHb).2

BaxHO BecTu HempepbIBHOE 00yUeHe MalieHTa/mia, obecre-
YUBAIOIIETO YXOf, O PU3MIECKOM BO3/EIICTBIMU TOTO VIV IHOTO
3QHATHUS C TOYKM 3peHst reModuini (T.e. crubaHme Cycrasa,
CYCTaBHBIE VIV MBIIIIEYHbIE TPABMBI), TOT/]a OHY CMOTYT Je/IaTh
MH(OPMUPOBAHHBIN BBIOOP, COOTBETCTBYIOIUM 06pasoM
aIalITYPOBATh CAMOCTOATEIbHOE JIeUeHIIe, I OTBETCTBEHHO
OIIpefIeIATb CTEeNleHb CBOETO YYaCTHA B 3aHATHAX CIIOPTOM U
hUsMYECKIMI YIPaXKHEHUAMIL.

Ha Bpems ¢p13n4ecKort aKTMBHOCTH CYCTaBbI-MUIICHN MOXXHO
3aIuIaTh GUKCATOPOM MM LIMHOM, OCOOEHHO IPU OTCYT-
CTBUM IPUKPBITYS paKkTOpom.30:31

CwM. raBy 7 «JIedeHue KpOBOTeUEHNIT pas/IIHOI TOKATM3AIIUI»
u rnaBy 10 «ITopakeHNA OOPHO-/IBUTATENILHOTO aIIIapaTar.

PekomeHpauuns 2.3.1:

o Ina mux ¢ remoduneit BOI' pekoMeHayeT monynsapu3upoBarh

dusnyeckyro akTMBHOCTD ¥ 3aHATUA QUTHECOM, P ITOM
0co6oe BHIMaHUe CTeAyeT yAeNATh HOAAeP>KaHIIO 3[[0OPOBOTO
COCTOSAHUA KOCTeI, YKPeI/IEeHUIO MBIIIII, Pa3BUTIIO KOOPHM-
Hauyu, pusndeckoMy GpyHKIMOHNPOBAHNIO, IPABIIBHON
Macce Tena ¥ IO3UTHBHOI CAMOOI[eHKe.



lnaBa 2: KomnnekcHoe nevyexue remodunum

« B TIoCnegHe Toapl UAYT AMCKYCCUI O IIPMMEHEHNMN /IbJIa. Ero
CUNTAIOT ITOI€3HbIM VIS KYIIMPOBaHNA OCTpOI?[ 6onu npn

PekomeHpauuns 2.3.2:
o Jlma mun ¢ remodunueit BOT pekomeHayeT moompenue

3aHATHIT 0eCKOHTAKTHBIMU Bujamu criopra. Ciegyer nzberars
KOHTAKTHBIX VI TPABMOOIIACHBIX, 4 TAK)KE€ BBICOKOCKOPOCTHBIX
BHOB CIIOPTA M JE€ATETPHOCTH, KPOME CTY4a€B, KOITIa MAVEHT
CIeRyeT pexumMy npoduiakTuxu, cnoco6Hoit obecneunTn
A€KBAaTHOE IIPMKPBITHE B X0[1€ TAKNX SAHATUI U xopoumo
npom-ul)opMI/[posaH O MOTCHIIMATTbHBIX PUCKAX I O APYTUX
TpebyeMbIX Mepax 3alUThI.

ITPYMEYAHME: ITpu Be160pe cCTIOPTHBHBIX 3aHATHII HE06-
XOAMMO yYNUThIBATh MHAVBYUTyaJlTbHOE (l)I/ISI/I‘IeCKOC COCTOAHNE
¥ BOSMO>KHOCTM, IIPEAIIOYTEHNA V1 NMHTEPECHI, MECTHBIE
06bIYaM U MIMEIOTMECS PECYPCBI.

PekomeHpauuns 2.3.3:

o [Insa mun ¢ remoduIneii nepes HAYAIOM 3aHATUI KAaKUM-

nu60 BUAOM cropTa iy ¢pusnIecKux ynpaxaenuii BOTI'
peKOMeH/IyeT MPOBeCTI KOHCYIbTALNIO CO CIIeIMATICTOM
JI®OK unu gpyrum crienuamicToM IO ONOPHO-JBUTaTeNb-
HOMY alMapary, YT06bI 00CYAUTH, COOTBETCTBYIOT /IM 3TH
3aHATHA COCTOSIHMIO MAIVIEHTA M KAKOBBI TPeOOBaHMA K
¢usuyeckuM HaBBIKaM 9TOr0 MAIVIEHTa ¥/VUIM K 3alVITHOM
IKIIUPOBKE.

2.4 | ApblOHKTMBHaA Tepanus

. AH’I)IOHKTI/IBHI)IC BUDBI T€paNViN Ba)XHbI /1A JIEIEHNA KPOBO-

Te4eHMIT, 0COOEHHO eC/IM reMOCTaTUYeCKe IpernapaTsl 1
reMOCTaTH4YeCKye CPeficTBA OTPAHUYEHBI (V1M HeTOCTYIIHDI);
UX MCIO/Ib30BaHNe MOXKET CHU3UTD TpebyeMoe KOTMIeCTBO
JIeKapCTBEHHOTO TIperapara.

Meps! 0OKa3aHN IepPBOII TTOMOLIY AB/IAITCS KTI0YeBbIM KOMIIO-
HEHTOM afbIOHKTUBHOII Tepanuu. B no6asnenne x KOC s
IIOBBIIIEHN A YPOBHA (akTopa (MM K HeCMOIPECCHHY IIPU
nérkoit popme remopuny A) UCIIONB3YIOTCS TEUCTBUS 110
cxeme PRICE (o aH/Iuitckum coBam: «protection» - saiura,
«rest» - IIOKOM, «ice» - JIell, «compression» - cAaBIMBaHNe
(xommpeccus), «elevation» - mpunopHsToe monoxxenne). OHu
OCHOBAHbI Ha 0OBIYHOM IPOTOKOJIE IIPU TPABMAX, BK/TIOYAIOIIEM
obecredeHne MIOKOs, IPUMEHEHNMe /Iba, KOMIPECCUY U IPUIION-
Hatus (RICE - mo aHIZIMIICKMM CTIOBAM: «rest» - IOKOI, «ice»
- J1ef;, «compression» - caaBnuBanne (KoMmpeccusi), «elevation»
- IPUIIOTHSATOE TOTIOXKEHNE), OH MOXKeT ObITh MCIIOIb30BaH
IIPYU CYCTABHBIX ¥ MBIIIEYHBIX KPOBOMU3MUAHMAX. [Ipu Apyrom
nofxope nox HazBaHneM-akpoaumom POLICE (“protect” -
3amura, ‘optimal loading” - ontumanbpHas Harpyska, “ice”
- n1éxn, “compression” - komnpeccus u “elevation” - mpumop-
HATHE), “OKOI” 3aMeHAeTCA “OITUMA/IbHON Harpy3Koil', 4TO
obpaiaet BHUMaHIe Ha HEOOXOAMMOCT COYETATh MTOKOI C
paHHelt MOOM/IM3alIMel! 1 TOCTEIIeHHbIM YBeIMYeHIeM BeCOBOIL
HATPy3KU /IS IPELOTBPALeHNUA OC/IOKHEHMIT, CBA3aHHBIX C
00€e3[IBIDKEHHOCTHI0.>2 BAKHO paccMOTpeTh MPUEMIEMOCTD
TeX VI MHBIX MeP B KOHKPETHOI CUTYaLVIN.

KPOBOU3IUAHNAX B CYCTaBbI M J/IA COKpAIleHNA KPOBOTOKA B
MOBPEXAEHHBIX TKaHAX.?? OTHO U3 UCCIefOBaHMI YKasbIBaeT
Ha TO, YTO OXJIAKAAlolIee IefICTBIUE bl MOXKET NMPEATCTBO-
BaTb KOATy/IALUY ¥ 3aMeJI/IATh IIpoliecc reMocTasa.* OfHako
CTOPOHHUKY IPOTUBOIIONIOXHOTO MHEHNA OTMEYAIOT, YTO JIEN,
o6erdaer 60/1b MHOIMM IIALMiEHTaM C TeMO(UINeNt, ¥ YTO IpK
OTCYTCTBUM HOCTYIA K TepaleBTUYeCKNM IIperapaTaM IIpu
OCTPOV ¥ XPOHMYECKOI 60N NIE ABNACTCA UX eAMHCTBEHHBIM
BO3MO>KHBIM «JI€4eHeM».3>37

CwM. raBy 7 «JIedeHue KpOBOTeUEHNIT pas/IIIHOI TOKATM3AIIUI»
- «KpoBousmustHust B CyCTaBbl» — «AJ/BIOHKTVBHAS TePAIINsI».
JIOK u peabunurariysi 0cO6€HHO Ba>KHBI /IS Yy 4ILIeHNUs
yHKIMIT 1 BBI3TOPOBIEHNA IOC/IE CKeJIeTHO-MBIIIEYHBIX
KPOBOTEUEHMIT, @ TaKKe JI/IA JINI] C AUarHOCTUPOBAHHOI TeMo-
¢unnyeckoii aprpomarneit.383

CwM. raBy 7 «JIedeHne KpOBOTeUEHNIT pas/IIHOI TOKATM3AIIUI»
- «KpoBousmusiaus B cycrase» — «JIOK u peabumuranys» u
rnaBy 10 «ITopakeH1s OMOPHO-[BUTATEIBHOTO aIlllapaTa» —
«leModunmdeckas apTponaTuA U KOHTPAKTYPHI CYyCTaBOB»
- «JIOK npy reMopuInueckoil apTpomaTum».
AHTNNOpUHOMUTIKY 3 PEKTUBHBI B KaueCTBe afbIOHK-
TVMBHOJI TePaINy IIpU KPOBOTEUEHMAX U3 CIUBNCTBIX 0060T09eK
U MHBA3VBHBIX CTOMATOJIOTMYECKNX Npouenypax. (Cum. 2.7
«CTOMAaTOMOTNYeCKII YXOJI U JIe4eHMe», HVDKe, U ITIaBy 5
«IemocTaTnyeckue mpemnaparsl» — «/Ipyrue papmakonorude-
CK1I€ BO3MOXXHOCT».)

Hexotopsle cenextuBHble MHIMOMTOPDI LIOI-2 MOXKHO IIpyMe-
HATb IIPY BOCTIAJICHNM CYCTAaBOB II0CTIE OCTPBIX KPOBOTEYEHMIT I
npu xpoHudeckoM aprpute.0 (Cm. 2.6 «O6e360/BaHme», HIDKE. )
IlononHuTenpHbIe MeTOABI 00e360MMBaHMs (HapuMep, Mefu-
TaIsA, OTBIeYeHNe, OCO3HAHHOCTD WM MYy3bIKaIbHaA Tepamys)
TaK)Xe MOTYT OBITD [OJIE3HBI IALMEHTAM C XPOHIIECKOIT FeMOo-
dumrgeckoit aprponarneit. (Cm. 2.6 «O6e360/BaHMe», HIDKE.)

PekomeHpauwusa 2.4.1:

T mu ¢ reMoyIMeit ¢ KpOBOUSMIAHVEM B MBIIIILY VTN
cycraB BOI pekoMeHayeT JONOTHUTENbHO K MOBBIIIEHIIO
ypoBH: ¢akTopa cnegosarb npuauunam PRICE (3amura,
MOKOVL, 1€, KOMIPECCH: M IPUIIOTHATHE).

PekomeHpauunsa 2.4.2:

Is mun ¢ remoguineii, BOCCTAaHABIMBAIOIINXCS MOCIIE
KPOBOM3INAHNMA B MBIIILY WM CycTaB, BOI pekomen-
AyeT IOCTeNeHHbIIT BO3BPAT K PU3NYeCKOI aKTMBHOCTH
nopn HabnromenneM crnenuamicra JIOK ¢ onpiToMm nedyenus
remodunn. IT0 He0OXOXNMO I/IsI OL[EHKU TOTO, YTO BO300-
HOBWIOCh HOPMaJIbHOE IBUTaTeTbHOE BOCCTAHOB/IEHUE U
KOOPIVIHAIIVIA FBVDKEHMIA.

IIPYIMEYAHWE: [Ii1s geteii ¢ remoduneit, BOCCTAHABIN-
BAIOLIUXCA MOC/Ie KPOBOM3NMUAHNA B MbILIIY UK CYCTaB,
cnenyamict JI®K 1 pogcTBeHHMK MM yXa)KMBalolee TNII0
KO/DKHBI OCTaBaThCA HA CBA3U, YTOODBI IMETh BO3MOKHOCTD
00CYUTD U PelINTh, KaKIe BUBI COPTA 1 (PU3UIECKOIT
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AKTMBHOCTY MOAXOAAT /IS IIOCTENIEHHOI peaduInTainm
pe6énKa.

PekomeHpauuns 2.4.3:

s nui ¢ remogunmert M AMAarHOCTUPOBAHHOI reModu-
ANYECKO apTponaTHell WIN IpoLIefIIX TedeHue mocie
CKeTIeTHO-MbIIIEeYHBIX KpoBoTedeHnit BOI pexomenayer
JI®K u peabmInTaIIOHHBIE MEPONIPUATHA.

PekomeHpauuns 2.4.4:

s nmu ¢ remoduneit BOI pekoMeHayeT NcnoNb30BaHIe
aHTUGUOPIMHOMUTHKOB (HANpIMep, TPaHEKCaMOBasA KICIOTa,
SMCHIOH-aMUHOKanpoHoBas Kucrora [DAKK]) orrensho mmn
B KaueCcTBe a//bI0BAHTHOII Tepanuu, 0CO0EHHO /I TedeHUsT
Kponore'{enm‘/i U3 CIN3UCTBIX 060H0‘ICK " MIpy UHBAa3NBHBIX

CTOMATOOTIYECKIX MPOIey Pax.

2.5 | JleyueHue Ha gomy

JleyeHue Ha JOMY NIpefOCTABIIACT IUIAM C TeMobuInen
HeMeyIeHHbII focTyn K KOC wmm ApyruM reMoCcTaTu4eckum
IperapaTaM ¥ FeMOCTaTI49eCKUM CpeficTBaM (HaIpuMep, SMUIIN-
3ymab, lecCMOIpeccuH, aHTU(UOPVHOMUTUKI), YTO TTO3BOJIAET
obecreunTh paHHee ONTUMaIbHOe JIedeHue. biaarogaps atomy
IAIMEHTBI MCIIBITHIBAIOT MeHblIIe 6O, Y HUX PeKe HAPYLIAIOTCs
GYHKIMY U pexxe BOSHUKAET JTUTeNbHAS HETPYAOCIIOCOOHOCTD,
CYIIECTBEHHO CHIDKACTCA KONMMYECTBO TOCIUTAMN3AINIL B CBA3U
C OCJIOXKHEHVAMM, BbI3BAHHBIMU IeMOMIINYeCKUMY KPOBO-
TedeHNAMMN. Bcé aTu mpenmyIecTBa 0CO6EHHO BHIPa>KeHBI ¥
MaIMeHTOB, HAXONAIINXCA Ha IPOQIIAKTUKE IT0 CPaBHEHMIO
C TaIeHTaMM, TOTYYaloIIMI STIN30A1YecKoe TedeHye. 143
JleueHne Ha oMy TaKKe 0becriednBaeT MMIaM ¢ reModuest
CYIIeCTBEHHO JyYlllee Ka4ecTBO XXM3HN, YTO BK/TI0YaeT MeHblllee
KO/IMYeCTBO HPOIYCKOB Y4€6bl/paboThl, BOSMOXXHOCTD 6€30-
IIACHO 3aHMMATbCA GONBIINM KOMTNYECTBOM BUJIOB CIIOPTA U
(br3MIecKoil IeTENBHOCTI, COXPAHATD paboune Mecta u 6oree
CBOOOJHO Iy TelLIeCTBOBATD. 4
JledeHne Ha OMY JO/DKHO OCYIIECTBIATHCA IIPY BHUMATETHHOM
HaOTIONeHNN CIIeIMaTIMICTOB KOMAaH/IBI KOMIIIEKCHOTO JIe9eHIA U
Ha3HAYaThCsI TO/IBKO IIOCIe BCECTOPOHHETO 06y YeH sl U TIOfTO-
TOBKU MallMeHTa I JINLI, OCYIeCTBIAIOINX YXOf.41:42
O6yueHne O/DKHO BKITIOYATh HOBEfleHNe BaXXHOI MHPOP-
Manu 0 reMouInM 1 06 OCHOBAX JIeYeHNsI Ha [JOMY, 2 MIMEHHO
cremytolee:
- pacriosHaBaHMe KPOBOTEYEHMIT I YaCTO BCTPEYAOMINXCA
OCTIOKHEHNI;
- OKasaHIe IepBOIl TOMOIIY;
- pacuér O3Bl
- XpaHeHUe, npurorosnenue 1 BBefenne KOC u/mmm
IPYTVX TepaleBTUYeCKUX IperaparTos;
- METOJIBI ACETITUKY;
- IIPOKOJI BeHHI (7160 HOCTYI Yepes IeHTPaNTbHbII BEHO-
3HBIIT KaTeTep) U CAaMOCTOATEeIbHbIC MH(Y3UU/MHBEKIIVIN;
- BeJIeHIeE 3aTICelt;

- TIIpaBUIbHOE XpaHeHMe U yTUIN3ALMA U/ OCTPBIX
IIpeIMETOB;
- yH#aneHye MPONNUTON KPOBIL.

o IlIporpamma ceprudukanuy B 061acTy Tepanuu Ha JOMY A/Is
Al eHTOB/ yXa)XMBAIOLIVX JINL], CIIOCOOCTBYET IOATBEPK-
JIeHMUIO ¥ 00€eCIIedeHII0 TOTOBHOCTY K Hadya Ty JIedeHs Ha IOMY.

o Ilpu xIMHMYECKUX IPOBEPKAaX HEOOXOANMO IIPOBEPSITH U
OLIEHVBATD Y MAIIVIEHTOB ¥ POICTBEHHIKOB, 00eCIeunBalomxX
YXOI, VIX IIPUBEP)KEHHOCTb TEPAIINL, YPOBEHb 00y UeHs, IOHM-
MaHIe CyTH NM30AMYeCKOI 1 MPOPIITaKTIUYEeCKOI Tepalny,
TeXHUKU BBefleHnA MHQY3NiT/MHbeKINiT ¥ BeeHN 3anmcei
0 KpOBOTEYEHMAX.

o Cm. Taxke: “CaMOCTOsITENbHOE JledeHye” HIDKe.

3amecTuTenbHas Tepanusa GakTopomM CBEPTbIBAHUSA

o B upeasne nedenne Ha fOMy criefyeT IpOBOAUTD O€30IIACHBIMU
npenaparamu KOC, kotopsie yro6Ho passoauts. KOC MoxxHO
XPaHUTB IIPU KOMHATHOII TeMIepaType 160 B GBITOBOM X010~
AWIbHIKE, 9TO 3aBUCUT OT Ipenapata. JInua ¢ remodunneit
JIOTDKHBI XOPOIIIO YMETD Jie/laTh CAMOCTOATETbHbIC IHBEKIINIL,
4TOOBI COKpAIATh BpeMs OT Havyaja CUMIITOMOB O Havaja
Tepamui, YTO B CBOIO 0Yepeb MpefoTBpalliaeT IIopaKeHne
CYCTaBOB.*

o Jleuenne Ha momy npenaparamyu KOC MOXXHO HauYMHATD C
PaHHero JIeTCKOTo BO3pacTa MpY HOPMaTbHOM BEHO3HOM
[OCTYIIE ¥ HAJIMYMM MOTUBALIMN Y POLACTBEHHNUKOB, 00ecIieqn-
BAIOLIVX YXO/I; OHM HO/DKHBI IPOITH KOMIUIEKCHOE 00ydeHue.
JleTu cTapiero Bospacra 1 IOLPOCTKI MOTYT HAyIUThCA JIETIaTh
nHQPY3UI CAMOCTOATEIBHO, IIONY4NB MHOOPMALINIO U TPEHMHT
y MeJiceCTpbI-KOOPAMHATOPA, pabOTAIOLIel C HaleHTaMI C
remoduneit (VM y MaTpOHa>KHOI MeICeCTpBI, feaolert
nH}Y3UM, TaM, Ifie OHA eCTh), TAaK)Xe HeOOXOAMMO, YTOObI B
3TOM VX MOfIIep>KMBasIa CeMbA.

o Cm.: “CaMocToOsiTeNIbHOE JledeHne  HUXKe U IIaBy 6
«IIpodumakruka mpy reMoumInm».

HoBble BUAbl reMoCTaTUYECKUX NpenapaToB

o Vlconb3oBaHye HOBBIX MHHOBAI[OHHBIX [IPENAPATOB C MHBIMU
[y TSIMU BBEJieHMsI TpeOyeT TIIaTeNbHO CIUIAHUPOBAHHOTO
00y4eHNs U MOATOTOBKYM MALMEHTOB U YXKUBAOI[UX JIUIY,
TaK)Ke HaO/TIOeHIsI, BKTIOYAIOLIETrO CIIe[aIbHYI0 IOATOTOBKY
JULS JIULY, TIEPEXOISIINX Ha IPYTOil BUJ| Tepanuy (Harpumep,
C 3aMECTUTE/bHON Tepanuyi BHYTPUBEHHBIM (PaKTOPOM Ha
MOAKOKHYIO TepaIio 3aMeHnTeneM pakTopa - SMULI3yMaboMm).

o TTauuenTh! U yXaXMBAOLIME /NI JO/DKHbI IOHMMATh PAsHULLY,
[penMyIIecTBa U TI00bIE PUCKY, CBA3AHHBIE C ONIPEIEIEHHBIM
BUJIOM Tepanuu. BaykHo, 4TOGBI OHM MOHMMAN, KaK HAOII0-
JIaTh 3a XOJ[OM JIEYEHNsI U 32 peaKl[ieil OpraHu3Ma, a TaKXKe
B KaKUX C/Ty4asix MM HEOOXORMMO 0OpaTnThCs B CBOE M-
LMHCKOE YYPEXKIEHIE /YN B LIEHTP JIe9eHMst reMO Py
(HampuMep, Py NPOPHIBHOM KPOBOTEYEHNI W TIEPES, XUPYP-
IMYECKMM BMENIaTe/IbCTBOM).

Smuyuzymab
o JIumam c remoumeit A Ha mpodUIaKTHKe SMULU3YMaOOM
MO>XHO Ha4MHATh JIeUeHle Ha JOMY II0C/Ie COOTBETCTBYIOIIETO



TIATe/IbHOTO OOYUeHMsI TEXHIKe BBE[JeHNs ITOKOKHBIX
VIHBEKINI.46

OMunusymab un paspabarsiBaemble HeaKTOPHbIE BellleCTBA
OT/IMYAIOTCS OT TPAJMLMIOHHBIX BIUIOB POGUIAKTUKY, TaK
KaK OHM He 3aMeIaloT HefIOCTAIoNINIT (aKTOp KOATY/IALNN,
BBOJIATCA TIOJKOXKHO ¥ B HEKOTOPBIX CTy4asX MOI'YT BBOJMUTbCS
TOCTATOYHO PEfKO — pa3 WK ABa B Mecsll.*” Kpome Toro, y
9TUX BellleCTB HET MMKOBBIX ¥ MUHMMAIbHBIX OCTATOYHBIX
3HAYeHNIT Ha KPMBBIX 3aIUTHOTO YPOBHsI, KaK 9TO Hab/moza-
eTCs IpY IIPOPUIAKTUYECKNX PEXMMaX edeHst GaKTOpOM.
IToaKOXHBIIT CIIOCO6 BBeeHNS SIMULIM3yMaba yKe YIpo-
I1aeT BBefieHMe TPOGIIAKTUKY IJIs1 JeTell CaMOro MJIAJIIIero
BO3PACTa; 9TO JenaeTcst 6e3 YCTPOICTB LeHTPaTbHOTO BEHO3-
Horo goctyna (YIIB]I). OMunusymab faét BOSMO>KHOCTD Hadaja
IpodUIAKTUKYU C POXK/EHNA, 0becrednBas 3alUTy HOBOPO-
JKI€HHBIM U MyTaZleHIJaM C TsDKEOt reMouneit A ¢ TOTbKO
YTO IIOCTAB/IEHHBIM JIIaTHO30M; TEM He MeHee B OTHOLIEHNU
fieTert BO3pacToM MyIajile 1 rofa TpebyeTcsi IpOBefieHNe [Jalb-
HENIINX UCCIeq0BaHMi1. 48

OMunmayMab He IpefHa3HAYEH ISt JIeYEeHNsI SIU3040B OCTPBIX
KpoBoTeueHMUit. [IpopbIBHbBIE KPOBOTE€UEHMA KYNIMPYIOTCS
nosamy KOC (nnu npenaparaMu ITYHTUPYIOIETO ICHICTBUA Y
IIAL[VIEHTOB C MUHIMOUTOPAaMI), ZOCTATOYHBIMI IJIsI JOCTYDKEHNS
remocrasa. IIpu 1edeHnn mpopbIBHBIX KPOBOTEYEHMIA y TIAIIN-
€HTOB, IPMHMMAIONIVX SMUIIN3YMab, TpebyeTcsa OCTOPOXKHOCTD,
TaK KaK y HECKOJIbKMX IAIIIeHTOB IIPY COUYeTaHHOM IIpuMe-
HEeHUV aKTVBUPOBAHHOTO KOHIIEHTpaTa IPOTPOMOMHOBOTO
komintekca (aKITK) mponsomnumm crydan BeHO3HON TPOMO0IM-
607 mu TpoMOOTIYeCKOIT MUKpoaHruonatui.® [Ipourure
JIMCTOK-BKJIAIBILI IIpeIapaTa, Ifie Coiepykarcs IpefocTepe-
JKEHUs M PEeKOMeHJIALIMY 10 YIIPaB/IeHNIO PYCKAMIA.

Cwm. rnaBy 5 «I'eMocTaTudyeckue npemnaparsl», I1aBy 6
«IIpodunakryka mpu reMobuanm» 1 rasy 8 «/IHTMOUTOPEI
K (aKTOpy CBEPTHIBAaHNA».

CamocTtoaTenbHOe NleyeHne
. CaMocmHTeanoe JICUEHME HAll€JIEHO Ha pacmr/lpeﬂme BO3MOX-

HOCTeJ! AIMEeHTOB IIyTeM IIepefady MM HaBBIKOB VI 3HAHMIA,

HEeOOXOVIMBIX /ISl TOTO, YTOOBI pa3bupaTbcsi B COOCTBEHHOM

JIeYeHUN ¥ TIPUMEHATD UX B IOBCEHEBHOI KU3HY, KOHTPO-

TUPYsI CBOE 3a00/IeBaHNE VI MUHIMU3HUPYS €0 BO3AEIICTBIE Ha

busmyeckoe u cuxmIecKoe 310posbe. 45 [st i ¢ reModuneit

CaMOCTOSITeNIbHOE JledeHye TpebyeT YETKOTO ITIOHMMAHS MeXa-

HI3MOB BO3HUKHOBEHMs KPOBOTEYEHWIT U CTPATETNY JIEUeH s

(KOrga ¥ KaK JIeYnThb U KaKyko Z03y IPMHMUMATB). 45

OCHOBHBIe HaBBIKJ CAMOCTOSTEIBHOTO JIeYeHs], TpebyeMble

LIS UL, € TeMOGIINElT, BKIIOYAIOT HIDKeC/Ienyomee!s:;

- pacrosHaBaHUe KPOBOTEYEHMIT;

- HaBBIKV CAaMOCTOATEIBHOTO BbINOMHEHMs NHy3umit/
CaMOCTOATE/ILHOTO JIEUEHNS;

- 3a6oTta o cebe (T.e. 3MOPOBOE MUTAHME U TIOffIePXKAHIE
Xopoliert puanyeckoit GOpMbI) 1 OPraHU3AL U TeYEHNA
(T.e. BepieHye 3aIIyCelt, peTyIApHOe COOMIOLEHNE peKIMa
JleYeHns1, TIOfIiep>KaHe JOCTATOYHOTO 3araca npemna-
PATOB, HABBIKY XPAHEHVIs], Pa3BeIeHNs U IPUMeHEHs
TepareBTUYECKIX PENapaToB);

lnaBa 2: KomnnekcHoe nevyexue remodunum

- obesbonuBanue;

- yIpaB/ieHMe PUCKAMI Vi IOHVMAaHIe KOHLIeNINNI
IpOdUIAKTUKIL.

7151 cCaMOCTOSITENIBHOTO JIeYeH Vs BAXKHO TAK)Ke 3HAHIE COOTBET-

CTBYIOLMX [IPENapaToB af bIOHKTYBHOI Tepamuy (Hampumep,

aHTUGUOPNMHONUTIKY, 06€360/MBaIOIIEe) V1 Al BIOHKTUBHBIX

npuémos (Hanpumep, npunuunsl PRICE).

CMm. 2.3 «OuTtHecc u pusuyeckas aKTUBHOCTDb», 2.4

«AIBIOHKTUBHAs Tepamusi» u 2.5 «JIedyeHue Ha JOMy», BbIIIIe,

u 2.6 «O6e360/1BaHMe», HIDKE.

PacnosHnasaHue kposomeueHuti

PacriosHaBaHe KpOBOTeUeHMIT, 0COOEHHO B CYCTaBBI M MBILILIBL,
ABJIAETCA BaYKHOI YaCThI0 CAMOCTOATENBHOTO JIeYeHN, T03BO-
NAIoLel BOBpeMsA HadyaTh T€PANNIo M MMHUMU3UPOBATD
KPaTKOBPeMEHHbIE 1 IONITOCPOYHBIE IIOCTIEACTBIA KPOBOTEYEHMIA.
B remodunyt OTHOLIEHNS 110 IPYHLUITY «OKUAAHNUE Y HAOIIO-
JleHNe» K IOTeHLMAIbHBIM KPOBOTEUEHMAM VIM PO YLIeHHBIM
l03aM MOKET IPUBECTU K HACTYIIEHMIO Y IIPOrPeCCHPOBAHNIO
CHMIITOMOB KPOBOTEUEHIsI, He TOJIbKO 00/Ie3HEHHBIX, HO U B
KOHEYHOM MTOT€ BEAYLINX K IIOPAXKEHUIO CYCTABOB.

T4 4ieHOB ceMbl/yXa)KMBaIOIVX JINL, BaKHO YMeTb PacIos-
HaBarTh y JeTell MIA/IIIero Bo3pacTa ¢ reModuneit faxe egsa
yZIOBMMble IPU3HAKM KPOBOTEYEHMIT; Y MJIaJIeHIIeB 1 JleTell
MJIaJILIETO BO3PACTA HEXKe/TaHNUe HarPy>KaTh KOHEYHOCTb MOYKET
YKa3bIBaTh Ha KDOBOU3/IUAHME B CycTaB/MbIly.>" [TpusHaku u
CHMIITOMBI 9aCTO BCTPEYAIOLINXCS IPU FeMO(pUINI KPOBOTe-
yeHnii *0 oIcaHbl B I71aBe 7 «/leyeHie KpOBOTEUEHNI pa3IMYHOM
noKanusauyuy» 1 rase 11 «OleHKa pesynbTaToB».

15t manmeHTOB Ha NpOQWIAKTIKe HOBBIMY BUJAMM [€MOCTa-
TIYEeCKIUX IIPEeNapaToB BaKHO HAOMIOAATD 11 OLIEHMBATDh YMeHIe
MalMeHTOB/yXa)KMBAIOIIMX UL PacCIIO3HABaTh IIPOPbIBHbIE
KPOBOTeYEHM ¥ BOBPeMsA HaYMHATh SIIM30/IMYECKYIO TepaInio
K®C nmt cooTBETCTBYIOLIMMM FeMOCTaTYECKUMY CPeICTBAMIL.

CamocmosmeribHble UHGY3UU/camocmosmesibHAs
mepanus

IleTsAM M/TafjlIero BO3pacTa MHBEKLMY WX MHOY3UI OOBIYHO
JIe/IaloT PORUTENN i/ MV yXaXKMBAIOLINe /IN1IA, TI0Ka pe6EHOK
He TIOB3POC/IeeT HaCTONBKO, YTOOBI IEPEiiTH K CaMOCTOA-
Te/IbHOI Tepanun.>!

Hletu ¢ reModunueit 06bIYHO 06YYAIOTCA CAMOCTOATENHLHO
menath MHOY3UU UM MHDBEKIVM B CTapIIeM JeTCKOM MIN
paHHeM MOIPOCTKOBOM Bo3spacTe. IIpoBefeHne caMocTos-
Te/IbHbIX MHY3Mil TpeOyeT HABBIKOB U OIIBITA, IPHOOpPEeTaeMBbIX
Iy TéM Ipo6 1 ounbOK, HeOOXOAMMBI TaK)Ke 0OydeHue u
nonfep>kka.4> Xopolee BHIIIOTHEHNE CAMOCTOATEIbHBIX
uHbYsuit - CI0XKHaA 3afjaua, TaK KaK BCE MPUXOMUTCA fleIaTh
OJTHOI PYKOIf; OfHAKO K 12 roffaM IIOUTH BCe IeTH YMEIOT fie/IaTh
MHPY3UM CAMOCTOATENIBHO. 4

BripaboTKa IpUBBIYEK, TAKMX KaK IPOBeeHIe CaMOCTO-
Te/IbHBIX MHQY3MIT B COOTBETCTBIY C IPadyKOM MPOdIIaKTIKH,
MOTYT CYIIleCTBEHHO IIOBBICUTD IIPYBEPXKEHHOCTD TeYeHNUI0.

29
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PekomeHpauunsa 2.5.1:

ITanyeHTOB ¢ remoduimert (van mnL, yXa>KMBaOLINX 3a
ZeThbMM) He06X0aMMO 00yYaTh TeYeHNIo Ha fomMy. OHu
[O/DKHBI IPOJEMOHCTPUPOBATH, YTO IIOHMMAIOT, KaK PacIo3-
HaBaThb KPOBOTEYEHN, U YTO YMEIOT AeTaTh NHPysuu cebe
WIN PYTUM; Ha NPOTSKEHNUN >KM3HY MAlIeHTa He06X0-

JIIMO Ha6TIOaTh 32 €T0 HABBIKAMMU BEHO3HOTO IOCTYTIA.

CamocmosmernbHaAs mepanus u npuMeHeHue J1ekapcmea

Tax xax nmuia ¢ reMmoduinest IpOBOIAT CAMOCTOSATE/IbHYIO
TepaINIio B OCHOBHOM Ha JIOMY, MEJULIMHCKIE PaOOTHYKY 110/Ia-
raloTCsA Ha MalyieHTa/yXaXMBaolllee 1IN0 B TOM, YTOOBI NX
MHQOPMIPOBA/IN O BUJIE U YACTOTE UCIBITHIBAEMbIX KPOBOTE-
YeHUIT 11 00 MCIIONb30BaHNM TePalleBTUYECKIX IIpernaparos.s?
IToaToMy mIA MaNeHTOB/yXaXKMBAIOIIVX JINI] BaKHO BECTHU
TOYHBIE 3aIIMCH O JIeYeHNN KpOBOTeueHmit (Ha Gymare mim
B 9/IEKTPOHHOI (popMe), KOTOPbIE HO/DKHBI BK/IIOYATD [JATY U
TIOKaM3anio KpOBOTEUEH A, J03y U HOMEp MapTVH MCIIONb30-
BAHHOTO [IperiapaTa, Haln4ue MoObIX HevKeTaTe/IbHbIX SB/ICHUIL,
JIeVICTBYIA, CBA3aHHbIE C KDOBOTEUEHMEM, 11 IPYTHe Pe3y/IbTaThl,
B COOTBETCTBIY C TPeOOBAHMAMIM K OTYETHOCTH.

B Hacrosee BpeMs B LieHTpax JiedeHns1 reMOpIIny npego-
CTaB/IAETCS BO3MOXKHOCTD BECTH 9/1eKTPOHHbIE THEBHUKI - 9TO
IIPUIOXKEHNS Ha cMapT(OHe, IOPTaTUBHbIE 6eCIIPOBOHbIE
CUCTEMBI MOHUTOPUHTA 1 OH/IAIH-IIAT(OPMBI, TO3BOJLAIOLINE
BBOAUTD MH(OPMALVIO B PeXXIMe PeabHOTO BpEMEH U [IeflaTh
IpsIMOIt aHanu3 JaHHbIX. C 9TMMM MHCTPYMEHTAMM MeMIIVH-
CKIM pabOTHMKAM yKe He TpeOyeTcs II0IaraTbCs TOIbKO Ha
BY3UTBI HALMEHTOB B LIEHTP JIeYeHNs reMOBIINN LS aHa/In3a
IIPEbSIBICHHBIX OYMa)XKHBIX JHEBHUKOB.?3-56

VI3yueHne 9/IeKTPOHHBIX THEBHIKOB IPOIEMOHCTPUPOBAJIO,
YTO MX MCIIO/Ib30BAHME YBe/IM4MBACT KOMMYECTBO IIPeJOCTaB-
7AeMoit MH(OpMaINy, KpoMe TOTO, IIPefCTaB/IeHHbIe TaHHbIE
607ee MONHBL.> Ya/I€HHBIN YIET MALMEHTCKIX 3aIICeit TAKXKe
MOXKET YIY4IIUTD IPUBEP)KEHHOCTb TePAIINM, IOBBICUTD
Ka4yecTBO XXM3HY TAIMEeHTOB, IIPEJOCTaBUTh MeIPabOTHNKAM
OCHOBAHU /I USMEHEHNs peXX1IMa JiedeHIst 1 00eCIIeunThb
JIyYIIYIO CBA3b C KOMAHJIOM MeJMKOB,>4->6

PekomeHpauunsa 2.5.2:

It manyeHTOB C reMouneit moxpoGHbIe 3amncu 060 Bcex
NMPOBENEHHBIX METUIUHCKUX BMEIIATebCTBAX (PUYUHA,
HOMEpP NapTUU Ipenapara, KOINIEeCTBO eqUHNI U T./1.)
JO/DKHBI JOKYMEHTHPOBATHCA U VICIONb30BATHCA /IS MH/{Y-
BUAYaIH3AIVN IUIAHOB JTeYeHNsL.

YnpaeneHue puckamu u KoHuenmyanusayus
npogunakmuyeckoli mepanuu

YnpaBieHye puckamu Tpe0yeT YMeHNs OLleHUBATD 1 CPaBHU-
BaTb HNIAHCHI pI/ICKI/I, BCTPC‘IaIOHH/IeCH B HOBceHHeBHOf/’[ JKN3HU,
BK/IIOYas1 KOHTPOJII) n praBTIeHI/Ie BO3HMKAaKIINMI pI/ICKaMI/I n
yMeHI/Ie OT/INYAThb HETATMBHOE HPI/IHHTI/IC pI/ICKOB M IIO3UTUBHOE
ynpasieHnne pruckamn.*> Kpome Toro, Tpebyercst ymeHne ¢
OJIJIEP>KKOIT LIeHTpa JTedeHst reMoGuny f00MBAThCS IpIeM-
JIEMOTO JIedeHysi reMO(UInNN, HallpuMep, OKa3aHuUs CKOPOIi

VUTU HEOT/IOXKHOJT TIOMOIIN, XMPYPTUYECKOTO BMEIIaTeTbCTBa
MU cToMaronorndeckoro nedeHus. (Cum. 2.3 «dutnec u ¢pusu-
JecKas aKTUBHOCTD», BBIIIe, 2.7 «CTOMATOIOIMYeCKUI YXOf, U
JledeHNe», HIDKe, U IMaBy 9 «OT/ieNbHble aCleKThbI IeYeHNA». )
Kpowme aToro, MegMunHCKMe pabOTHUKYM MOTYT 00ydaTh 1
HAIPaBJIATh /UL C TeMOQUIMell B IVTAHUPOBAHUY eXXeJHEBHOI
AKTUBHOCTY C T€M, YTOOBI CHM)KATh PUCK KPOBOTEYEHUII.
MertopnyKa MO>KET 3aK/TI0YaThCS B QJANITALINN PEKUMA JIeUeHNs K
IPYTUM BaXXHBIM JieTTaM (HaIpuMep, IIKOJIA U 3aHATYA CIOPTOM),
eKe[[HEBHOMY PACIIOPSIKY, 3aHATUAM ¥ COOBITUAM B >KU3HA
MaIeHToB, 4>

YcTponicTBa LeHTpasibHOro BEHO3HOro AOCTyna
. V[MHHaHTI/IpyeMOE YCTPOﬁCTBO LEHTPa/IbHOTO BEHO3HOTO

[OCTyIa 0becriednBaeT CTaOVIbHBLI 1 [UINTe/IbHbLIT BEHO3HBII
[OCTYII, 4TO o6sterdaeT MHGY3UM U MOXKET OBITH HEOOXOLUMO
UL BefieHs IpOMWIAKTUKY WV MHAYKLNMY MMMYHHOJ TOJIe-
pantHocTy (VIVT) y metett Majirero Bo3pacTa ¢ 3aTpyHEHHBIM
BEHO3HBIM JJOCTYIOM.>7:58

OcnoxHeHus 1 pUCKM, CBA3aHHBIE C XMPYPIUYECKOIl MMIIIaH-
Talyell yCTPOIICTB IIeHTPAaTbHOTO BEHO3HOTO HOCTYyMa (T.e.
TOCIUTANIN3ALNS], KPOBOTeUeHNe, MHPEKINsI, CBI3aHHAs C
KaTeTepu3anyeit, TpoM003, TOTIOMKa ¥/ VI HEVICIIPABHOCTH),
HeOOXOJJIMO OLIEHNUTD I CPABHUTB C IIPENMYLIeCTBAMI PAHHETO
Havyajla MHTeHCUBHOM IPpouiakTikm.>-6! [l paHHero Hadama
IpOMWIAKTUKY MHOTYIE TIe{UATPbI U CIELMA/INCTHI 10 JIEIEHIIO
reMOUINY IIEPEXONAT OT YCTPOIICTBA LIEHTPaIbHOTO BEHO3-
HOTO JJOCTYIIa K TlepudepnitHoMy BEHO3HOMY HOCTYITY, HadMHast
¢ IpoUIAKTUKI OiMH Pa3 B HEJENI0, a 3aTe€M ITOCTEIIEHHO
yBe/IMuuBas KPaTHOCTD BBefeHNs MHOY3UIL,S? 9TO femaercs
IapaJIIeNbHO ¢ 607lee MHTEHCUBHBIM 00yueHneM Nuia, obecrre-
YMBAIOLETO YXOF,.

Vcnonp3oBanne sMniusymaba mo3BossaeT 06XonnTbes 6es
YCTPOJICTBA LIEHTPATbHOT'O BEHO3HOTO JOCTYIIA ¥ BO MHOTMX
CTpaHax CTAHOBUTCS BCE Goriee MOMY/IAPHBIM METOLOM JIeYeH st
muy ¢ remoduneit A. (Cm. rnaBy 6 «IIpodunakruka mpn
remModunm».)

Ha yacToTy Bo3HUKHOBeHN: nH(eKuuit BImuseT cobmonenne
IIPOTOKOJIA YXO/a 3a YCTPONCTBOM (BK/IIOYast COOIIOEH e
HPABIT ACENTUKY), Ka4eCTBO 00ydeH s IalyenTa/mua, obecre-
YMBAIOIIETO YXOf, U AUCHUIUIMHMPOBAHHOCTD II0/Ib30BaTeNIeN;
C/IelOBATENIbHO, I/ COKpAIlleHNM A KOMYeCTBa OC/IOKHEHMUII
Ba)XHBI TOYHBIE PEKOMEH/JALIMY ¥ IIPOTOKOIbI HAO/MIOIeH s>
Popurenu n yxakuparolue a1La JO/DKHEL ObITh 06y4eHbI
cofiep>KaTh yCTPOICTBO LIeHTPaIbHOTO BEHO3HOTO JIOCTYIIa B
MIeaTbHON YUCTOTE U TIIATEeTbHO IIPOMBIBATh KaTeTep Mocye
KaykKJIOTO IIPMMEHEHMN, 3TO IIpefoTBpalaeT yCTPOCTBO
L[EHTPA/IbHOT'O BEHO3HOTO JOCTYIIA OT MHOUIMPOBAHNS 1
06pas3oBaHMsA B HEM CrycTKOB.” CrycTku U MHPEKIMU MOXKHO
[IPEJOTBPATUTD MCIIOb30BaHMEM PUOPUHOMUTIUKOB. %
BakHo 06ecriednTd, 4TOOBI POAUTENN 1 YXKMBAIOLINE INLIA
IIOJTHOCTBIO IOHMMAJ/IM BCe ACIIEKTHI JIEYeH VST Ha OMY U ObIIN
IIOAITOTOB/IEHBI K TPYHOCTAM U BBI30BaM, KOTOPbIE YaCTO BCTPe-
YaIOTCS y feTelt ¢ reModuInell Ha pasHbIX 9Tarax PasBUTHL.
(Cm.: 2.8 «Ilepexop 13 MmeAMaTPUIECKOIT CHCTEMBI 3TPaBOOX-
PpaHeHMA BO B3POCITYIO», HIDKE. )



I/ TaiMeHTOoB C 3aTPYAHEHHBIM BEHO3HBIM IOCTYIIOM CIIef[yeT
paccMOTpeTb BO3MO>KHOCTD IOIKO)KHOTO TIpYMeHeH Vs Heak-
TOPHOII 3aMeCTUTENbHOI Teparuu (T.e. sMuIyusymaba). (Cu.
rnaBy 6 «IIpodummaktuka npu remopumum» — «HedakropHas
3aMeCTUTe/IbHAsI Tepansi».)

PekomeHpauunsa 2.5.3:

Il pereit ¢ reMo el BO3MOXHO JICIONTb30BaHE YCTPOIi-
CTBa IeHTPATBHOTO BEHO3HOTO JOCTYIIA B IIeAX 00/MerdeHis
PaHHEro JOCTYMA K Te4eHN0 KPOBOTeYeHII I MpoduIaK-
THKe.

2.6 | O6esbonusBaHne

OcTpas 1 XxpoHndeckas 60/Ib 4aCTO BCTPeYaeTCA Y JIUIL C TeMO-
¢unmert. Bayxua npaBuIbHast OLjeHKa IPUYMHBI 607111.63

CM. TakKe I71aBy 7 «JledeHne KpOBOTeUEHMIT Pa3IMIHON
TIOKa/IN3aL N>,

PekomeHpauus 2.6.1:

It mun, ¢ reModuIneit ¥ OCTPOIT MU XpOHIYECKOiT 60bI0
BOT pexoMeHAyeT UCIONB30BATh COOTBETCTBYIONINE BO3PACTY
MHCTPYMEHTBI OL[eHKY GOV [/ Onpefie/ieH sl €€ MPMYMHBI
¥ PyKOBOJCTBA IPAaBUIBHBIM 00e300/11BaHIeM.

bonb, Bbi3biBaemas NMPOHUKHOBEHNEM B BEHY

Kak mpaBnio, He Hy>)/laeTCs B MEJKaMEHTO3HOM 06e360-
nuBaHuu. [Ipn HeoO6XOAMMOCTH ObJIerdyeHe MOXXET JaTh
IpMMEHEHME CIIPes UM KPeMa C aHECTETUKOM. 64-66

PekomeHpauuns 2.6.2:

Iist mu; ¢ remounueii ¢ 607bI0, AMCKOM(OPTOM M/IH TPEBOXK-
HOCTBIO OT IPOHUKHOBeHI:A B BeHy BOI' pekomenpyer
NpIIMeHeHle MeCTHOAEeIICTBYIONIero CIpes Wi Kpema ¢
AHeCTEeTUKOM B MeCTe BEHO3HOTO JOCTYyIa.

bonb, BbI3BaHHaA KpoBousnnAaHnem B CyCctaBbl Win
MbILLLbI

JI71s1 0CTaHOBKM KPOBOM3IMUAHMA HEOOX0AMMO KaK MOXXHO
paHbllle HAYaTh TeMOCTATUYECKYI0 TEPAINIO, IPU 3TOM /IS
KyIUpOBaHMsA 00N 4aCTO TPeOYIOTCS JOIIOTHUTEIbHbIE JIeKap-
cTBa (cMm. Tabmuiy 2-4).

MoryT nnorpe6oBarbcsl Apyrue abIOHKTUBHBIE MepBbI. 40

Cwm. Taxxe rnaBy 10 «Ilopa>keHMs OIIOPHO-ABUIATE/IBHOTO
anmaparar.

PekomeHpauuns 2.6.3:

Jist muy ¢ reMouiest, MCIIBITBIBAOIIVIX OCTPYIO 00/Ib U3-3a
KPOBOU3IUAHIA B MbIIIIIBI MU cycTaBbl, BOT pekomenpgyer
HeMeJ[JIeHHOe NIpIMeHeHNe KOHIIEHTPAaToB (PaKTopa CBEPTHI-
BaHUSA /IS OCTAHOBKY KPOBOMSMILHILA, 06e360/MMBaomiye

lnaBa 2: KomnnekcHoe nevyexue remodunum

cpencrBa u, €Ciim 3TO uenecoo6pa3ﬂ0 - A PIOHKTUBHBIC
M€EPpbI 1A MMHUMU3alinn 60)1]/[, TaKNe KakK I/IMMO6I/I}II/I33.1H/I}I,
KoMIIpeccyA I HIMHVPOBAaHME.

MocTonepauvoHHas 6onb

Heob6xozuMo n3beraTb BHYTPUMBbILICYHbIX MHDEKINIT 060e360-
JIMBAIOL[UX CPEMCTB.

IMocronepannonHoe 06e360n1nBaHNe HEOOXOAMMO KOOP/M-
HUPOBATb C AHECTE3MOJIOTOM WJ/IM CIIELUAIMCTOM B 06/1aCTH
KyIIMPOBaHUsI 6OMN.

Brauasie MOXXHO [aBaTh HapKOTUYeCKue 06e360/1mBaiue,
3aTeM — OIMOU/BI [IEPOPATIBHO.

Ipu cHMKeHUM 601U MOXKHO [IPUMEHSTH IapareTaMor/
areTaMuHObeH.

PekomeHpauus 2.6.4:

JIna manueHToB ¢ reMoQUINeli, CTPaJAIONINX OT IOCTO-
nepanyuoHHoI 60mu, BOT pekoMeHayeT KynmupoBaHue
MOCTOIIEPALIOHHOI 607N B COOTBETCTBUY C PeKOMEHAINIAMI
AQHeCTe3MO0/IO0Ta VN CIIEIVIANINCTa B 06/IaCTV KyNIMPOBAaHUA
6omm.

TABJIMLA 2 - 4 CrpaTerusa obesbonnBaHua ans nuu
c remodunuen

1 MapavueTtamon/auetammHodeH

Ecnu Hem 3¢ppekma
N7

2 NHrmbuTtop LIOI-2 a (Hanpumep, Lenekokcmo,
MeJiIoKCMKaM, HUMeCynug, v ap.)
unu
napatetamor/aueTaMuHodeH Nnoc KoaenH
(3-4 pasa B cyTKM)
unu
napatetamor/aueTaMmHodeH nNioc Tpamagon
(3-4 pasa B cyTKM)

3 MopduH: icnonb3yite npenapat 3amefieHHOro
BbICBOOOXKAEHNA BMECTE C MpenapaTom 6bICTPOro
BbICBOOOXKAEHNA B KaUecTBe CpoUYHOro obesbonu-
BatoLlero. MoBbllWaliTe KCNonb30BaHWe NpenapaTta
3ame[fIeHHOro BbICBOOOXKAEHWA, eC/v MpenapaTt
6bICTPOro BbICBOOOXAEHVA NCMONb3yeTCA 6onee 4
pas B CyTKM.

MoscHeHue: ECnvi Mo Kakow-nmbo NpuyrHe NpUEM NekapcTs Gbii NpeKpaLléH
Ha Kakoe-To Bpems, La, NPYHMABLUVE U NePEHOCMBLLIME HAPKOTUYECKIUE
CPeAcCTBa B BbICOKOW 036, OMKHbI N04 Hab/lAEHEM Bpaya BHOBb HavaTb
MPVHUMATb UX B YMEHbLIEHHO JO3€ MV UCMONb30BaTh MEHee MOLHOe
6oneyTonstwouyee.

ANHrn6uTopbl LIOM-2 HEO6X0ANMO NPUMEHSATb C OCTOPOXHOCTBIO ANA ANL, C
remodusneil, OCIOKHEHHON runepTeH3nein n ANCyHKLMEN Noyek.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauuns 2.6.5:

o Jlna manueHToB ¢ reModuINeli TPy MOCTONEePAIIOHHOI
60mn BOT pekomeHnayer Takoe >xe 00e360nnBaHme, KaK 1
VIS NAIVeHTOB 6e3 reMo vy, BKII0YAs, eC/IY IPUMEHIIMO,
BHYTPUBEHHOE MCIOTb30BaHVe MOP(QWHA M IPYIMX HAPKO-
TIYECKUX 00e360IMBAIOLINX, C HOCTEAYIOUIVIM OPaTbHBIM
NpUEMOM ONMONAOB (HAIpUMep, TPaMa o1, KOZEeNH, TIPO-
KOJ[OH M T.JI.), 2 TAK)Ke IapaleTaMona/aneraMmnaodena npu
yTHXaHUM 60/n.

o IPUMEYAHMUE: 3a ncknwo4yeHueM celeKTUBHBIX
unrnéuropos IOI-2, HITBII (HectepouaHble IPOTHBOBOCIHA-
IUTEIbHbBIC nper[apa'rbl) HENMb3A NPUMEHATD I NAIEHTOB
c reModuIneit.

o ITIPUMEYAHIE: He pekoMmeHayeTCca BHY TPUMbIIIEYHOE
BBefleHIe 00e300/IMBaOIINIX CPENCTB.

bonb, Bbi3biBaemasa XpOHNYECKON

remodunnyeckon apTponaTmen

o Xponndeckas reMopuandeckas apTpoIaTs Pa3BUBAETCA Y
N1, KOTOpble IIPY KPOBOM3/IUAHUAX B CYCTaBbl M MBIIIIIbI He
IIO/Ty4a/ afleKBaTHOTO JIedeHNs, a Takxe rnocnenymomieit JIOK
" peabuITaLN.

o O6e360muBanme IPK XPOHNYECKO TeMODUINYECKOIT apTPO-
MaTUM JO/KHO BK/IIOYATh (PYHKIIMOHATBHBIN TPEHUHT U
IIPUCIIOCOONTENbHBIE M3MEHEHsI, a TAK)Ke COOTBETCTBYIOLIE
o6e3060mBaroLIye, KaK IOAPOOHO OMNMCAHO B Tabmuje 2-4.1967-69

o O6es6onmuBaroLIye CPECTBA, KOTOPbIe MOXXHO Ha3HAYATb JIMLIAM
¢ reMouIMEl IPU XPOHIIECKOI reMO(IINYECKOiT apTPONATIL,
BKJIIOYAIOT IapalieTaMos1/areTaMuHOGeH, Ce/IeKTYBHbIE MHI -
6uropsr LIOT'-2, Tpamazon u ononyHele o6e36onusatonyye.”%”!
Crnenyet n3beratb HasHaueHuA apyrux HIIBII mumam c remo-
¢dunmerr.”? Koiens He creiyeT HasHa4yaTh AETAM Miaje 12 jer.

o JIniam ¢ OrpaHMYUBAIOLIE! IeATEIBHOCTD XPOHIYIECKOIT 60JIbIO,
BBI3BAHHOI reMO(IINYECKOI apTPOIATHEN, MOXKET OBITH
II0KA3aHO OPTOIEANYeCKOe XMPYPruyeckoe BMeIaTebTCBO.”?

o Cwm. rmaBy 10 «ITopakeH1s1 OIIOPHO-/IBUTATeIbHOTO alIapaTa»
- «Jemodunmyeckas apTponaTus».

PekomeHpauuns 2.6.6:

o Jlna mui ¢ reMmouImeit M XpOHIIECKOI reMopIImdecKoin
apTpomnaryeit, Hy)KIaoIuxcs B 06e36ommsanm, BOI pexo-
MeHJyeT GYHKIMOHANLHbII TPEHIHT 1 IIPICIIOCOONTEeNbHbIC
V3MeHeHNA HapAAy ¢ MCHOMb30BaHIeM HOAXOAIIX 00e360-
MTMBAIONINX CPENCTB.

PekomeHpauunsa 2.6.7:

o Jlna mui ¢ reMmouIneit M XpOHIIECKOI reMopIImdecKoin
apTpomnatneii BOT pekomeHgyeT 06yuenue 06e360mmBaHimIo,
BK/II0Yas VICHOTb30BaHIE JOIOTHUTETbHBIX METOAUK 06€360-
NMUBaHNA (HAIpUMep, MeAUTALVS, OTBIEYeHIe, 0CO3HAHHOCTD
VIV MY3bIKa/IbHasA TEPamis).

PekomeHpauuns 2.6.8:

o Jlns mereit u B3pOCIBIX ¢ reModineit n 601bI0, BHI3BIBA-
eMOJI XpOHIYeCKOoll reModuamdeckoii aprponarueii, BOT
PeKoMeHIyeT JICIOTb30BaTh MapaleTamMon/aneraMnHodeH,
cenekTuBHbIe MHIMOUTOPDI ITOI-2, Tpamagon min mopduH;
npyrux HIIBII ciemyet us6erars. KogenH Mo>kHO MCIIonb-
30BaTh I AeTell ctapiue 12 net, meTsiM 6onee Maaguero
BO3pacTa OH NPOTUBONOKA3aH.

o ITPMMMEYAHIE: IIponomKuTeTbHbIi MPUEM STUX MeIIKa-
MEHTOB HecET B cebe PICK MPMBBIKAHNA M 3aBYICUMOCTI, a
TaK)Ke IOBPEK/IeHA OPTaHOB, TI03TOMY He0OX0IMMO BHIMA-
TeTbHOE HAaOTI0eHIIe.

o IIPMUMEYAHME: JIny ¢ HOCTOAHHON 60IbI0 HEOOXOTUMO
HanpaBUTh HA KOHCYIbTAINIO IPYIIIbI CIIETVIATTUCTOB 11O
o6e36omnBanuIo.

PekomeHpauuns 2.6.9:

o ITamueHnTaMm c remodunueii c orpaHNYNBAIOLIEI eATENb-
HOCTb 007110, BBI3BAHHOI XPOHIYECKOIT reMOpIINIecKoit
aprponarueii, BOT pekomMeHayeT 06paTUTHCA K OPTOIERY
A/ pAaCCMOTPEHNA BO3MOXXHOCTI IIPOBENEeHN OPTONe-
YeCKOro XMPypruyeckoro BMelareIbCcTBa.

3y6Has 6onb

o JIni ¢ remo¢uInelt, MUCIBITHIBAIONINX 3YOHYI0 60/Ib, BCETa
ClIeflyeT HaNpaB/IsATh Ha KOHCY/IbTALMIO K IPOdeCcCcuoHab-
HOMy cToMarosory. CrefyeT IpuMeHATh COpa3MepHbIe Mepbl
obesbonmmBanms (cM. Tabmuiy 2-4).

PekomeHpaunsa 2.6.10:

o Jlnsa meteit u B3pocnsix ¢ remopunueit BOT pekomengyer
BpeMeHHOe KyIIpOBaHIe 3yOHOI M/IN YeTI0CTHO-TULeBOIT
60711 B COOTBETCTBMIY C COPA3MePHBIM ITOAXOOM K 06e360-
MMBAHUIO, a TAK)Ke HaIpaB/lIeHNe K NPo¢ecCOHATbHOMY
CTOMATOJIOTY 32 KOHCY/IbTaIMe.

2.7 | CromaTonornyecknm yxop v neyeHume

o Ilopmep>xaHye XOPOIIETO COCTOSIHNS MTOTIOCTH PTa 1t IIpodu-
JTAKTUKa CTOMATOJIOTMYECKUX 3360HeBaHI/II7[ OY€HDb BA>KHBI /1A
g ¢ reModuinert. TO IPefOTBPALAeT TaAKMe OpaIbHbIE
3a60/1eBaHMsI ¥ COCTOSIHIS, KaK IMHIVBIT, 3yOHOI Kapyec 1
3a60HeBaHI/IH IIEPMOAOHTA, KOTOPbI€ MOTYT BbI3BAaTh CMJ/IbHBIE
KPOBOTeUY€eHNs IECEH, 0COOEHHO y MALIVIEHTOB C TSHKENOIL/ Cper-
HeTsDKENOM reModumeit.’* OTo TakKe IIOMOTaeT He IOITYCTUTD
CepbE3HBIX XMPYPIUYECKMX BMEIIATENbCTB B IIOIOCTY PTa.”

o Tax Kax ymTenbHOE KPOBOTEUEHIIe II0C/Ie CTOMATOIOINIECKOTO
BMeIIIaTeIbCTBA MOXKET BBISBATB  JINI] C TeMO(IINElT Cepbé3Hble
WIN FaXke )KM3HEYTPOXKAIOIIVe OC/IOKHEHNIsI, OHU SIBJIAIOTCS
IIPYOPUTETHON TPYIIIIOI Ha ITOyYeHMe IPOPIIAKTIYECKIX
YCIyT B 06/1aCTVI CTOMATOJIOTUIL M YXO/a 3a IIOJIOCTBIO pra.’*

o Baxxno obecrieunTs st /it ¢ reMouInet JOCTYII K JIEIeHUI0
3y00B U pery/LIpHOMY IPOGUIAKTIIECKOMY YXOfY 3a OJIOCTHIO
pTa B BbIIEZIEHHOM CTOMATO/IOIMYIE€CKOM LEHTPE, IMEIOILIEM OIIbIT



NledeHys1 ML ¢ reModuInell B COOTBETCTBUM C IIPOTOKOIAMM
CTOMATOJ/IOTMYECKOI IIOMOIIY, OCHOBAaHHBIMY Ha IPUHIIMIIAX
TOKa3aTeIbHOV MeOUITHBL.7>77

CM. TaxoKe I7M1aBy 7 «JledueHne KpoBOTeUeHNMIT PAa3IMIHOI TOKa-
mmsauum» — «KpoBOusNMAHMA B pOTOBYIO IIOTIOCTD.

PekomeHpauwusa 2.7.1:

o [Insa meteit u B3pocbIx ¢ reModumeit BOI pekomenpyer

OPTraHM3aIUIO OCTYTIA K PETYIAPHOMY IPOPIMIAKTIHIECKOMY
YXO[Ty 3a 3y6aMIt ¥ TIOTIOCTHIO PTa B Ka4eCTBE COCTABIIAIONIENt
YaCTH KOMIVIEKCHOTO JIeUeH A reMo Ui,

PekomeHpauwusa 2.7.2:

o [eteii c remodunueit BOI pekoMeHayeT HaIpaBIATh B

crenuann3MpOBAaHHBII IEHTP CTOMATOIOTUY B BO3pacTe
Npope3bIBaHNs EPBOro 3y6a (MpuMepHO B 6 Mecs1eB)
WIN IO JOCTIDKEHNN Bo3pacTa B 1 rof. ITo cluexyer genaTh
C LIeTIbI0 CHIDKEHMA OCTIO)KHEH NI, 3200/1eBaeMoCTH, 3aTpar,
Bpefia 3TOPOBBIO U IICUXOCOIMATBHBIX TPYFHOCTEN, KOTOpPbIE
BBI3BIBAIOTCS 3a00/I€BAaHNMAMM IOTOCTH PTA Y JINIL C TeMO-
dunmeii.

PekomeHpauuns 2.7.3:

o [Ina B3pocnsix c remodunneit BOT pekomeHnayeT 06merynrsb

BOCTYH K Ka4eCTBEHHBIM CTOMATOIOTMYECKNM YCIyraM u
NpoueaypaM, BKITIOYAOIINI PeryIapHYI0 OLEHKY COCTO-
SAHUA 3y00B Ha MPOTsHKEHNUN BCell XKU3HN NAI[IEHTOB. JTO
HeOOXOTIMO /I HAOMIOIEH S 32 COCTOSTHIEM IIO/IOCTH PTa
¥ COXPAaHEHMNA e€ 30POBbA C MICIIOTb30BaHNEM IePCOHATIN-
3MPOBAHHBIX CTOMATONIOTMYECKIX IPOTOKONOB, OCHOBAaHHBIX
Ha IPUHIIAX JOKa3aTeTbHOI MeIMIIVIHbI.

PekomeHpauusa 2.7.4:

o Ins mun c remodunueit BOT pekoMeHayeT CTOMAaTONO-

I'MYeCKYI0 NPOPIIAKTUKY M YXOf, 3 MOIOCTBIO PTa, 3TO
OYeHb BaXKHO /I 00ecreyeHNs 3TOPOBbs MOIOCTH PTa I
€€ rurneHbl. ITO MO3BO/IAET NPEFOTBPATUTH 3a00IeBaHUS
MapoOHTAa ¥ 3yOHOIT Kapyec, KOTOpble IPUBOJAT K KPOBOTO-
YIBOCTH IECEH, 3yOHOII 601N, IToTepe 3y60B, 3aTPYAHEHHOMY
SKeBaHIIO M COIMATbHBIM NMOCTENCTBUAM.

Yxopa 3a nonocTblo pTa

o KauecTBeHHas rurueHa moioCT pTa BayKHa /I IpegoTBpa-

I[eHs1 3a00/IeBaHNIT TAPOJZOHTA 1 3yOHOTO Kapyeca, KOTOpble
BelyT K KPOBOTOUMBOCTH ffECeH, 3yOHOIT 60711, ToTepe 3y60B,
3aTPYIHEHHOMY >K€BAHUIO, a TAaKXKe K COLMATbHBIM MOCTIE]I-
CTBUAM (HaIpuMep, TaIMTO3 U HU3KasA CaMOOIL[eHKa).”%78 JIys
3TOTO HY)KHO JICIIONIb30BATh CPE/ICTBA TUTMEHbI TOJIOCTH PTa
u 3yOHbIe WETKY, KOTOPbIe MOTYT OBITh a/Jall TPOBAHBI I1OF]
VMH/IMBULyaIbHbIE HYXK/IbL.”

3y6Has 6071b, BOSHMKAIOIAA BHE3AITHO M/IM COIIPOBOXK/IaeMast
pacIyxaHueM /IuIa, 0OBIYHO ObIBAET MPM 3aITyIEHHBIX CTaVAX
3a060/1eBaHMII TTOOCTY PTa 1/ Wiyt MHQEKIWIL, B TAKUX CTydasx
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Heo6XoMMa KOHCY/IbTalluA MPpodecCcHOHaTbHOTO CTOMATO-
nora. Heo6Xonumo cielaTh KpaTKOBpeMeHHOe KyIMPOBaHue
6011 B COOTBETCTBUM C onucanueM (cM. 2.6 «O6e3bomBanme»,
BBbIIIIE), [TapalieTaMol/areTaMuHOQeH — perapar Bribopa A
KynupoBaHus 3y6Hoit 60mu y neTeit.””

PekomeHpauuns 2.7.5:

Ina Bcex nmun ¢ remodimmeit BOI' pekomenayer o6ydenne
0 Ba)XHOCTY XOPOIIeii TUTYEeHbI TIOOCTH PTa /LA MPeJOT-
BpallleHN: CTOMATONOIMYeCKNX MPo6/IeM 1 0CTOKHEeHMI],
o6yyeHIe OIDKHO BKIIOYATh MHCTPYKIINI II0 YNCTKe 3y60B:
¢dropcopepikaieit macToit ABa>K/AbI B IeHb 3yOHOIT IIETKO
CpemHelt )KECTKOCTH WU MATKOIL, A yFaneHns 3y6HOro
HanéTa; MoCIe YIMCTKN MACTy He CIefyeT BhIIOMTACKIMBAaTh
(“cmroHy TH, HO He IOOCKATH”), 3TO 00eCIHeYNT MaKC-
MalabHOe BO3JeiicTBHe GTopa.

ITPUMEYAHME: [I)1s1 HOTHOTO yaa/IeHNs HaETa peKOMeH-
JyeTca MCHONMb30BaTh 3yOHYI0 HUTD VTN INETKY /1A IMCTKI
Me)X3yOHOTO IPOCTPAHCTBA.

ITPMUMEYAHME: JInua c orpaHiYeHHbIM PAiNyCOM IBVDKEHILA
TOKTSA YUIM TI/IeYa MOTYT HAVITH IO/Te3HBIM VMCIONTb30BaHNe
Moy pUIVPOBAHHBIX VTN 37EKTPIMYECKNX 3YOHBIX IETOK I
YCTPOJCTB LI ICIIONIb30BAaHUA 3yOHOI HUTH.

PekomeHpauuns 2.7.6:

IIns mereii c remoduueii B Bo3pacre 50 6 1eT BKITIOYNTETHHO
B®T pexomeHpyeT, YTOOBI 32 YNCTKOI UX 3y0OB HaGIIOKAT
PONUTENTH/THI0, 06eceunBaroIee yXoy.

CTomaTonornyeckasa Xmpyprus n UHBa3uBHble
npoueaypbl

Iepen cTOMATOMIOrMYECKON XMPYPTHeil TI000T0 BUA MK
IpYroit MHBA3MBHOI IPOLEAYPOIL B IIOIOCTY PTa HEOOXOLUMO
VMHAVBYAYaTbHOE IVITAHVPOBaHMe FeMOCTa3a C KOHCY/IBbTUPO-
BaHUeM y remarosora.s

CucreMHBIe MM HAapy>KHble aHTUPUOPUHONUTUKIA (T.€.
tpanekcamoBast kucnora win DAKK) addextnBHsl B Kave-
CTBE BCIIOMOTATEIbHOTO CPEiCTBA TePAIINIL IIPY IPOBEfIeHUN
CTOMATOJIOTMYECKIX BMEIIATeNbCTB, IIpe- U IIOCTOIepaliy-
OHHO, OHI MOTYT CHU3UTDb HEOOXO[IMOCTD 3aMeCTHUTEIbHO
Tepamn GpakTopom.’681,82

AHTHOMOTYKY CTIefyeT IPYMEHSITh TONbKO HIPY KIMHNIECKUX
HOKa3aHWAX JIs1 JIedeHNsI MHPEKIVN.

ITocrne ynanenus 3y60B BO BCeX BO3MOXKHBIX C/Ty4asix He00XO0-
MO VCIIONb30BaTh MECTHbBIE TeMOCTATUYeCKIe MEPOIPHATIA,
TaKIe KaK HaJIO)KeHie [IIBOB Ha PaHbl, Hapy>KHble aHTINIOpu-
HOJIMTVKY, OKCULIEIUTION03a ¥ GUOPUHOBBII Kiteit.8283

ITocme cTOMATONOIMYIECKOTO XUPYPIMIECKOTO BMEIIATeNbCTBA
HeOoOXOMMO MOIIPOCUTD HALMeHTa HEMETIEHHO COOOLINTD
reMaToJIory/XIUpYpry-CTOMATOIOry O I060M C/Iydae /IATe/lb-
HOT'O KPOBOTEYEHNA M/VIN O NOABIE€HUY 3aTPySHEHUI Ipu
TOBOPEHUM, [TIOTAHNY VTN IbIXaHNUM, TaK KaK 9TO MOXKeT OBbITb
OIIACHO JyIs1 )KM3HM. EC/n MareHT HaxXO#UTCs He B GOTIbHMIIE,
TO HY>KHO 0e3 IPOMeJITEHNsI CBSI3aThCs € OMIDKAMIINM LeHTPOM
HEOT/IOXHOJT TIOMOII[N.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

J71s mpoBefileH NI MHOTMX CTOMATOIOTMYEeCKUX NIPOLERYP
HeoOXouMa ajileKBaTHas MeCTHAsA aHeCTe3Msl, 6ONbLUIMHCTBO
CTOMATOJIOTMYECKUX MH'BEKLINIT 6e30macHbl. 8485
BHyTpuMBIIIeYHble MHBEKIVN B IIOMOCTH pTa 60jlee pUcKo-
BaHHBI, OHV MOTYT IIOTPe6OBATh CHCTEMHBIX FeMOCTATIUYECKIX
MEpOIIPUATHUIL. DTI MEPOTIPUATIS HEOOXOVIMO CIUIAHUPOBATh
TIo oTlepanyiy 0 KOHCY/IbTallMM C TeMaToIorom. 50
AnbTepHATVBHbBIE Ty TV JOCTABKY C HUSKUM PMCKOM, TaKle KaK
MHTpaTUraMeHTapHas aHeCTe3Nst ORMHOYHOro 3y6a (AO3) mmm
VMHDBEKIVN 1A 6YKKaIbHOI MHOUIBTPAIIVIOHHON aHeCTe3N,
SBIIIOTCA 9 HeKTUBHOI 3aMeHOI ITPOBOJHIKOBOIT aHECTE3 UM
HIDKHEYEIIOCTHOTO a/ibBeosipHoro Hepsa (HYA).8486

I pyrue Hexupyprudyeckue CTOMaTOJIOIMYeCKIe IIPOLeypbl
JIMEIOT pa3Hble CTEeNeHN PYICKAa KPOBOTEeYEeHNIT. BObIIMHCTBO
BOCCTAHOBUTETbHBIX CTOMATOJIOTMYECKMX IPOLEYP, TAKUX
KaK IJIOMOMpOBaHIe 3y00B, SABJISIOTCS HU3KOPUCKOBBIMU 1
MOTYT ITPOBOAUTHCA 6€3 3aMeCTUTEIbHOI Tepanyy GaKTOPOM.
CriefyeT UCIIONB30BaTh MUHIMA/IBHO VHBA3UBHYIO OYKKA/IbHYIO
MHOWIBTPALIMIO VUIU MHTPATUTaMeHTapHBbIe IHBEKLVN Y METOMbI
VIS 3aIUTBI MATKMUX TKaHel, a TAK)Ke CO0OPa3HO CUTYyaLUn
CTaHIApTHBIE MECTHBIE MEPOIPHATIIA, CIIOCOOCTBYIOIINE FeMO-
CTa3y CIUBNUCTON 060IOYKIL.

ITpu Heo6x0AMMOCTI POdecCHOHaTbHAS YMCTKA 3YO0B MOXKET
OBITH BBITIO/IHEHA C MCIIOIb30BaHMeM aHTU(GUOPUHOINTUKOB.

PekomeHpauwusa 2.7.7:

Insa manyenToB ¢ remodunueit BOI' pekomenpyet, 4To6b1
ynaneHue 3y60B ¥ ApyTIe MHBa3UBHbIE MPOLENYPbI B IOTOCTH
pra (HanpuMep, UMIUTAHTALUS, XUPYPIIA IEPUOFOHTA VTN
6uoncus féceH) NPOBOAIINCH TOMBKO C MHANBUAYATbHBIM
I/ITAHOM I'eMOCTa3a 0 KOHCY/IbTalMM C TeMaTO/IOTOM.

PekomeHpauunsa 2.7.8:

Jna manuenTos ¢ reMmodunneit BOT pexomMeHayeT crcTeMHO
WINM HAPYKHO UCIOIb30BaTh TPAHEKCAMOBYIO KMCIOTY VM/IN
SMCIIOH-aMIHOKANpoHoBYI0 kncnory (DQAKK) B kauecTBe
CpeAcTBa A bIOHKTHBHOI TepaIuy IPY IPOBeXeHNM CTOMA-
TO/IOTMYECKIX BMELIATENbCTB, Ipe- 1 IOCTOIEPALVIOHHO, OHI
MOTYT CHUSUTb HEOGXOAMMOCTD 3aMeCTUTEIbHOI Tepannu
dakTopom.

PekomeHpauunsa 2.7.9:

[/t manyeHToB ¢ reModINeit, HyKJAIOIXCA B yIaTeHII
3y60B, BOT pekoMeH/[yeT COOTBETCTBYIOLIEe MCIIOTb30BaHIe
MEeCTHBIX FeMOCTATNYeCKUX MEPONPUATII, TAKNX KaK HAa/IO-
>KeHle HIBOB Ha PaHbI, HAPY KHbIe aHTU(PUOPIMHOTUTHUKY,
OKCHIIeNTI0N03a U (UOPMHOBBIIT Kieii.

ITPVIMEYAHME: ITanneHTaM HEOOGXOZMMO PEKOMEHTOBATD
B TedyeHle KaK MIHIMYM 3-5 THeli Moc/Ie OepaTnBHOIO
BMEIIATeTbCTBA €CTh MATKYIO NI ¥ OCTOPOXKHO YMCTUTD
3yOBI BOKPYT paHbl, YTOOBI He HAPYIINTH CTYCTOK BHYTPH
TYHKH U e€ 3a)KUBIIeHIIe.

PekomeHpgauusa 2.7.10:

o H}I}I TIMAIIMEHTOB C I‘eMO(i)I/I)II/IeI‘/'I Ip¥ CTOMATOTOTNMYECKUX

BMenaTenbcTBax BOT pekomeHayeT NCIONB30BATh COOT-
BETCTBYIOILYI0 MECTHYIO aHECTe3UIO /I M30aBIeHNA OT
6011 ¥ TPEBOXXHOCTH. BOMBIIMHCTBO CTOMATONMOTITYECKIX
VIH'BEKIMI LA IAIMIEHTOB € reMO(WINel SIB/IAITCA IPole-
AypaMy HU3KOI1 CTelleHU PICKa, eC/IM MECTHYIO AaHeCTe31I0
C COCYZOCY>KMBAIOINM CPeCTBOM JiefiaeT nNpodeccuo-
HAJIbHBIN CTOMATO/IOT, BBOJ IIpenapaT MeJyIeHHO TOHKOI
OTHOPa30BOI1 UIIOI.

PekomeHpauusa 2.7.11:
o [Ins manueHTOB ¢ reModuInei, Hy>KFawIuXxcsa B 6onee

PMCKOBaHHBIX BHYTPUMBIIIEYHbIX MHBEKINAX B IOTOCTH
PTa, KOTOpbIe 0OBIYHO TPEGYIOTCA MPU CTOMATONOTIYe-
CKOJI XMpypruu (HampuMep, IPOBOJHNKOBAs aHECTe3UA
HIDKHEYeTICTHOTO anbBeonapHoro Hepsa [HYA], mposop-
HHIKOBas1 aHECTe3Us BEPXHEUYeTIOCTHOTO a/IbBeOIsIPHOIO
HepBa, MHbeKIUN B THO IIOIOCTH PTAa UM B COCYAUCTbIE
TKaHM A3bIKa), BOT pekoMeHAyeT cHCTeMHbIe Ipefonepa-
IMOHHBIE TeMOCTaTNYeCKIIe MePhI, YTOObI N36eXKaTh pUCcKa
BO3HUKHOBEHM: FeMaTOMbl. DTV MepbI JO/LKHBI HA3HAYATbCSA
10 KOHCY/IBTALMM C TeMaTOIOTOM.

ITPYUIMEYAHMWE: Joctynubie u 3¢ deKTNBHBIE aTbTepPHA-
THBHBIE BUBI aHECTE3NIN C HU3KUM YPOBHeM pUcKa (Hampumep,
MHTpa/INTaMeHTapHasA aHeCTe3U:A ONVHOYHOTO 3y6a mim
VMHBEeKIMA A1 6yKKaTbHOI MHGMIBTPALMOHHON aHeCTe3MM
¢ 4% apTUKaNHOM) ABIAIOTCA 3¢ PEeKTUBHBIMU 3aMeHAMI
HYA 1 103B0NAI0T IPOBOZUTD CTOMATONOIMYECKIIe IPOlie-
BYPBI C MOTTOYHBIMU M KOPEHHBIMI HIKHEYETI0 CTHBIMU
MOJLAPaMU.

PekomeHpauna 2.7.12:

o HPI/I TUTUEHNYECKNX CTOMATOIOTNMYECKNX NpOoLeNypax i

nmanueHToB ¢ reModunneit BOT pekoMeHAyeT NCIOTB30BaTh
aHTUQUOPUHOTUTHUKY B KadecTBe 3(peKTUBHOI A BIOHK-
THBHOII Tepanuy, KOTopas 0071erdaeT FOCTyI K PeryIapHOMY
npo¢ecCOHATBHOMY YXOAY 3a 3y0aMi1, IPegoCTaBIsIeMOMY
CTOMATOTIOTOM-TUTMEHICTOM. ity

PekomeHpauusa 2.7.13:

o B®I yTBepxkpaerT, 4TO HaTU4Me y MAIVIEHTOB ¢ reModu-

nmeit HQeKMi, mepefanIuXcs Yepes KPOBb, He BIMAET
Ha 6e30ImacCHOCTh CTOMATONIOIMYECKOIT Tepanuu, TaK KaK B
HacTosllee BpeMs BO BCeX 00/IaCTAX CTOMATONOTUH 06sA3a-
TeIbHbI CTPOTME MOBCEMECTHDIE IPOLENYPbI, HAIIPABICHHBIE
NMpoTHB Nnepekpécraoro nHummpopanna. BOT pekomen-
JyeT MpeoCTaBIeH e OTHOTO CIIEKTPa CTOMATONMOTMYECKMX
YCIIYT BHE 3aBICHMOCTH OT MHGMIMPOBAHHOCTH WV UMMY-
HOJIOTMYECKOI0 CTaTycCa.



2.8 | lNepexop 13 neguatpuyeckon
cncTeMbl 34paBOOXpPaHEHUA BO
B3poOCnyto

Ha pasnnm4HbIxX 9Tanax >KM3HYU MALMeHThl ¢ TeMOoGInei u

YXaXMBAIOLIMe 32 HYMI IMIA BCTPEYAIOT IIePEMEHBI, KOTOPbIe

BBIBOJIAIT JIeYeHIe 32 PAMKI CEMb, HATIPUMED, KOrja pe6EHOK

¢ reModuVelt UAET B KONy, HAYMHACT 3aHMMATbCA HOBBIM

BUJIOM CIIOPTA MM JOCYTa, CTAHOBUTCA TIOPOCTKOM, @ TAKXKe

IIpY TIepexofie U3 MeANATPUUECKOil CUCTEMBI 3[PaBOOXPAHEHNA

BO B3POCIIyI0, IIpU Ilepeesfie U3 JOMa, Hadyajie HOBBIX OTHO-

IIeHNIT, U IPU BBIOOPE Kapbepsl.®!

Ponureny n/mmm yxaxxusaoliue auia 06bI9HO 6epyT Ha ce0s

IIePBUYHYIO OTBETCTBEHHOCTD 3a BeleHMe JIeTeil U ITOf[POCTKOB

¢ reMouIVelt; B YaCTHOCTH, 32 OCYLIECTB/IEHIE JIEIeHNs 11 3a

cobmoenre pexxnma Tepannm.!

JIBa epexofiHbIX Meprofa 0COOEHHO CJIOXKHBI IS COOTIONEHNSI

NIPUBEP)KEHHOCTY JIEUEeHNIO: KOTITIa MOAPOCTKY IepeXOiAT Ha

CaMOCTOATENIbHYIO TEPAIINIO; M KOI/[A MOJIOJIbIE TIOfM Ye3)KaloT

u3 oma 1 6epyT Ha cebs1 IIOIHYI0 OTBETCTBEHHOCTD 32 CAMOCTO-

ATeNbHBIN yX0fI.5! MHOTMe IeT! U OJPOCTKYU C TeMOUINet,

HaxofiAIecs Ha IPOMUIAKTIKE U TTOTyYarolliyie TIPeKPaCHBII

KOMIUIEKCHBIiI YXOJI, He UCIIBITBIBAIOT CEPbE3HBIX IOCTIEICTBIII

CBOero 3a60/1eBaHysI, YTO MOXKET IPUBECTI K OECIIeYHOCTN B

MOJIOZIOM BO3pacTe.’’

B upieanbHOM cydae nepes HepexXofjoM B CUCTEMY MeJUIIVH-

CKOJI IOMOIIM JI/Is1 B3POC/IBIX MOJIOZIbIE JIIOJY C TeMOoQuIyeit

JIO/DKHBI TIOTYYNTD 3HAHVS U HABBIKM, HEOOXO/MIMbIE /151 CAaMO-

CTOSITEILHOTO JIeUeHsI; OJTHAKO MHOTYIE MOJIOJIbIE JTIOMU BCE eIllé

HY>X/IAalOTCSl B POZIUTENbCKON TOJIIep>KKe IPY JIeYeHNU TeMO-

¢unuu gaxke B o3gHEM IOAPOCTKOBOM Bo3pacTe.’?

BbIo 06HapyXeHO, 4YTO MPUBEPKEHHOCTD TPODIUIAKTIKE Y

MHOTYX NOAPOCTKOB (13-17 71eT) ¥ MOJIOABIX JIIOfIEiT C TeMOo-

¢unmeri (18-30 yeT) HMYKe ONTUMANBHOIL. 5!

B 11€/710M OCHOBHBIE IIPETATCTBYS IPUBEP>KEHHOCTI ITPOduIaK-

TUIKe BK/IIOYAIOT BBICOKOE BOCIIPMHMMAaeMoe OpeMs Teparny;

OTCYTCTBME WU Majio€ KONMYECTBO KPOBOTEYEHMI U UX

CUMIITOMOB; 3aTPYJHEHHOCTb BEHO3HOI'O JOCTYIa; U TIpefi-

CTaBJIEHME O TOM, YTO MPOMIIAKTIKA TPYAHA I 3aTpaTHA TI0

BpeMeHn.>!

B yacTHOCTH, y IOAPOCTKOB M MOJIOABIX JTIOfiEl C TeMO-

(unmert IpenATCTBYUA IJIA IPUBEP>KEHHOCTH JIEIEHIIO

BKJIIOYRAIOT CrIeflytomee’!:

- HU3Kas TSHKECTb CUMIITOMOB;

- 3a0BIBYMBOCTD I OTCYTCTBIE 6A30BBIX HABBIKOB CaMO-
CTOATE/ILHOTO JIEUeHM, TAKMX KaK 3aBefIeHHBIN ITOPAI0K
IIpOLeyP /IeYeHNs;

- HeJOCTAaTOK 3HAHMII O reMOGUINY, BKIIOYas HeJJOIIOH-
MaHUe IIPEeNMYIIeCTB MPOMUIAKTUKY;

- HeyMeHNe paclio3HaBaTh KPOBOTEUYEHM I JIelICTBOBATh
IIpY MX BO3SHUKHOBEHN;

- orpuianne 3aboneBaHus;

- OKeyaHue OBITH “HOPMAJIbHBIM 3

- MHEHMUE O TOM, YTO NIPUBEPKEHHOCTD IEYEHNIO Hera-
TUBHO BJIMAET Ha COLMAIBHYIO )KM3HD U 1€ TEIbHOCTD;

- OTCYTCTBMeE IJTAHMPOBaHMA IlepeXofja K B3pOC/Ioit
Tepanuy;

- TPYAHOCTH, CBA3aHHbIE C CAMOCTOATE/ILHON Tepamnuerr;

lnaBa 2: KomnnekcHoe nevyexue remodunum

— CJIIOXKHOCTM KOMMYHMKalIViN ¢ EHTPOM JIEYEHMA IE€MO-
(1)]/[]1]/[]/[ AJL1 TIOTyYIeHNs OITUMAIbHOTO JIEYEHNA.

o Ilepexop k B3pocoii x13HY, 60/Iee BBICOKMIT yPOBEHb He3a-

BUCUMOCTH B XVISHEHHBIX CUTYaIMAX (HalpuMep, OT/eTbHOe

IIPOXXVMBAHYE VIV IIPOKMBaHNe B KOJUIeKe/yHIBEPCUTETE) U

(prHAHCOBOIT OTBETCTBEHHOCTHU MOXKET OKa3aTbhCsl 0COOEHHO

TPYAHBIM I MOJIOZBIX JTIOfiell ¢ reModunment.s

LlenTp nedenust reMopunyt 1 MEFULMHCKME PAOOTHUKI MOTYT

CBITPaTh BKHYIO PO/Ib B TOM, YTOOBI TOMOYb MOIOJBIM JTIOfSIM

¢ reMOQUIIIENt COXPAaHUTD UX IIPUBEPIKEHHOCTD JIEYEHNIO TIPK

iepexojie BO B3pOCIIBLIT Bo3pact. J{jist aToro Heobxommmo obecre-

4UTh 00yUeHNe NALeHTa, BK/IIoYalollee 3HAHNU U TeXHIYeCKIe

HaBBIKM, Pa3BUTIE HE3ABYICUMOCTY Y HABBIKOB CAMOCTOATENb-

HOTO JIeUeHNs, BK/TI0Yasl IICUXOCOLMAIbHYIO BBIHOCTMBOCTbD. !

Tak kak e1é He Co3MaH YETKUI CUCTEMATUIECKUIT TIOAXO K

IIepeXofy U3 MeaTPUIecKoil CUCTEeMBI 3[[paBOOXPAHEHNA BO

B3POCITYI0, KOMaH/Ia KOMIUIEKCHOJI TepaIny JODKHA OCTOSHHO

OTC/IeKUBATH ¥ OLIEHVBATh MHANBI/YaIbHbIe TOTPEOHOCTH,

IIPeIIOYTEHIA Y TIPENATCTBIUA /IS IPYBEPXKEHHOCT JIEYEHMIO,

a TaKoKe OKA3bIBAaTh MHAVMBUYaIM3/POBAHHYIO, COOTBETCTBY-

IOLITYIO BO3PACTY HOANEPKKY.” 18

OCHOBHBIE KOMITIOHEHTBI CTPATETNI TIePeXo/ja BK/IIOYAIOT HIDKe-

cnepymwoee 4

- paspaboTKa CTPyKTypMPOBAaHHOTO I/IaHa IIePeXOJia;

- HabmofeHne U cucTeMaTUYecKasl OlleHKa CTeTleH TOTOB-
HOCTM TTAIVIEHTA;

- VMHAMBUAYAIM3MPOBAHHASA MOJJEPIKKa;

- JIOTIOJTHUTEIbHAS MO IeP>KKa IIPY Ilepexofie Ha CaMOCTOs-
Te/IbHYIO TepaIlnio MIN Ilepeesfie U3 JoMa.

IToMuMO 9TOTO, MOTYT OKa3aThCs MO/IE3HBIMY MHCTPYMEHTBI

caMoOlleHKH, Takue kak HEMO-Milestones, OHU TIPE[OCTAB/IIOT

CTaH/IAPTU3VPOBAHHDII IIO/IXO]] K OLIeHKe KOMIIETEHTHOCTY B

00/1aCTV CaMOCTOATEIbHOTO JiedeHs. %0

VIHMKaTOPBI Pe3y/IbTaToOB OLeHKY 3P (EeKTUBHOCTI ITepexofia OT

HIeAMAaTPUIECKOIl K B3POCION TepaIuyl reMOGIIN BKIIOYAIOT:

- U3MepeHue IPUBEP>KeHHOCTH;

- m00ble M3MEHEeHNs B 4aCTOTe KPOBOTEYEHNIT;

- HaBBbIKM CAMOCTOSATETbHOCTH;

- 3HaHWUA 0 reMouny;

- YAOBIETBOPEHHOCTD MallMeHTa ¥ JINLA, 00eciednBao-
1IIeTO YXOf;

- BpPEMEHHOI! Pa3spbIB MEX/Y ITOC/IeTHNM BU3UTOM K IIefy-
aTpy U IIePBbIM BU3UTOM B KJIMHUKY /11 B3POC/IBIX;

- KOJIMYeCTBO FOCHMTAIM3ALMNIL WK OOpallieHNil B CKOPYIO
MM HEOT/IOXKHYIO TIOMOIIb. %!

Pa3MeriéHHbIe B MHTEPHETE IPOTPaMMbl CAMOCTOATETHHOTO

Nle4eHMs TaK>Ke MOTYT IIOMOYb B IOf/iep>KKe MOTIOJbIX TIOfieit

¢ reModuIMelt IPY UX IIepexofie B MEAWIIMHY IJIA B3POCIBIX.5

Cwm. rnaBy 6 «IIpodumakTuka mpu reMobumnm» 1 rnasy 11

«O11eHKa pe3yIbTaToB.

PekomeHpauuns 2.8.1:
o [leT ¥ MOZPOCTKM ¢ reMOUINeli JOKHBI OTyYaTh

TOAIeP)KKY B BUIfIe HEPEPhIBHOTO OOy YeHIA M Pa3BUTIA
HaBBIKOB, BKITI0YasAg yMeHIe CAMOCTOATENbHO JielaTh MHQY3II
M IpyTHe CAaMOCTOATENbHbIe HABBIKM, OHI JO/IKHbI IIOTTY-
YUTh HeOOXOVMMbIe 3HAHIA O CAMOCTOATETLHOM TedeHII
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reMOWINN JO COBEPLIEHI IePeX0fa U3 MeNaTpuIecKoii
CICTEMBI 37 PAaBOOXPaHEHN BO B3POCIYIO.
ITPVIMEYAHME: B TeueHye IepexogHOTo Mepuoaa MOMOXbIX
IAIMIEHTOB 1 X CEMbH JO/KHA IOAepKMBATh KOMaHAa
KOMIUIEKCHOTO neyeHns. IIo BO3MOXXHOCTH Ipy IepBOM
BU3NUTE K B3POCIOMY T'eMaTONOTY 0/DKEH MPUCY TCTBOBATh
M T€MAaTOJIOT-NegUaTP.

PekomeHpauuns 2.8.2:

o [Ina nogpocTkoB ¢ reModunneii Ha npodunakTuke BOT

PEKOMEHIyeT MHAUBUAYanbHOE 00y4eHe U TPEHUHT, B
ujeasne — OT MeCECTPhI — KOOPAMHATOPA IeYeHUS TeMO-
¢unnn, sTo o6ecnevnt agekBaTHbIE 3HAHUSA O TeMOPIINN U
MOIIEP>KUT NPUBEP>KEHHOCTH NPOPUIAKTUKE U CAMOCTO-
TenbHoe nevenue. OGyueHe TO/DKHO BKIIOYATh NOHMMaHuUe
METOIMKM U3MEPEHNUsI IPUBEPKEHHOCTH, a TAaKKe PaKTOpoB
U PUCKOB, BEAYIIMX K MU3MEHEHUIO YACTOThI KPOBOTEYEHMIL.

PekomeHpauusa 2.8.3:

o s moppocTKoB ¢ reModunmeii B Bo3pacre 12-18 met BOT

PeKOMEeHIyeT y4acTie CO CBePCTHUKAMM B JIaTePAX /LA MOTIO-
BEKM ¢ reMopUINei, 3TO YCUIUBAET HOAJEPKKY MEKAY
YJIeHaMJ T'PYIIIb], Pa3BMBaeT HABBIKM CAMOCTOATENbHBIX
WHQY3UIT ¥ IIOMOTAaeT OHATh Ba)KHOCTD IPUBEP;KEHHOCTH
TIe4eH IO,
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COOTBETCTBUA KIMHNYECKOT'O JMarHo3a;

CUMIITOMBI; IIO3TOMY HpaBI/IHbeH?I JAMAarHo3 O4Y€Hb BaXKEH /11
~ JICIIOJIb30BaHVE€ CKPYIHMHIOBbBIX TECTOB (TaKI/IX KakK

TOTO, YTOOBI MALIMEHT MO/YYasl afleKBaTHOE JIeIeHNe.
nporpombuHoBoe Bpems (I1B) u akTuBupoBaHHOE

o TOYHBII [aTHO3 BO3MOYKEH TOIBKO IIPY TIOMIEPIKKE HAIEKHOIT
a P ARiEp A gacTnIHOE TpoMbomTacTnHoBoe Bpemst (AUTB)), mm

U KOMIIIEKCHOI1 TA00PATOPHOII CITY>KOBL. TO 3aBUCUT OT CTPO- .
TECTOB OlpefieNleHNs QYHKIMOHAIBHOI aKTUBHOCTI

TOoro ciegoBaHmnA na60paTopI/m IIPOTOKOJIaM 1 IIponeaypam, o
TpOMGOLU/ITOB 1A OIIpeNeNIeHII BO3MOXXHON ITPUYIVIHDBI

KOTOpbIE Tp€6yIOT HVDKEC/IEAYIOIIETO: o
KpOBOTEYEHNN (HpI/I 3TOM H606XO,T_[I/[MO VMETD B BULY,

- 3HaHUA U OIIbIT na60paT0pH0ro TECTUPOBAHNMA CUCTEMbI
YUTO HOPMAaJIbHbIE€ PE3Y/IbTAThl CKPYIHMHIOBbIX TECTOB

TeéMO0oCTas3a;

HE NCKITKYAal0T BO3SMOXHOCTU HAJINYNA KINMHUYECKU
- MCIIO/Ib30BaHME MPaBMIIbBHOT'O O60pyﬂ0BaHI/IH "

3HAYVMMOI KOATY/IOIATIN);
PpeareHToB;

- IOATBEpXK/eHIe AVarHosa MCCIefoBaHmsAMY GaKTopa
- obecreuenne xkauecrsa (OK).

CBepTBIBAHMA U FPYTVMMIL COOTBETCTBYIOLIVIMI CIIELI-
« Toppo6Has MHPOPMALS O TEXHNYECKNX ACTIEKTAX I KOHKPETHbIE

(UYHBIMY VICCTIETOBAHVISIMIA.
MHCTPYKI[UI TI0 CKPUHUHIOBBIM TECTaM M MCCIEHOBAHIAM
(bakTopa cBepTHIBAHIS COIEPXKATCS B UBHAHMN «J[UAZHOCUKA
eemounuuy u Opyzux Koazynonamuii: pyKkosoocmeo 07 1a6o-

pamopuii», TeKylliee U3JjaHKe, OIIy6IMKOBaHO BeeMupHoit

TexHMYecKkmne acneKkTbl

denepauueii remopunuu (BOI).! [Modzomoeka nayueHma neped 3a60pom 06pazya Kposu
 3abop KpOBMU IJIA UCCTIEJOBAHNUA BO3MOXKHOI KOAryIonaTum

PekomeHpauwmsa 3.1.1: HeoOs13aTeNIbHO JIe/IaTh HATOLIAK.

« B®T pexomenjyet, 4ToGHI TeCTHPOBAHIIe LA AMATHOCTUKN ~ * 11PV BOSMOXHOCTH IALiMEHTaM CleAyeT usberats npuéma
TeMOGITII i KOHTPOTISL €€ TeIeHIIsI ITPOBOMMIOCH COTPY/IHIL- JIEKapCTB, KOTOPbIe MOTYT IIOB/IMATD Ha Pe3y/IbTaThl TECTA, 3TO,
Kam, 00/1a1alouMI 3HAHUSAMI ¥ OIIBITOM TA60PATOPHOTO HanpuMmep, aueTuicamuunosas kucnora (ACK), koropas moxer
TeCTHPOBAHILA CCTEMbI TEMOCTA3a C NCIONb30BaHIEeM 000py- CepbESHO MOB/MATH HA PYHKIIIO TPOMOOLNTOB Ha 7-10 JHeit.
JIOBAHIIS I PeareHToB, KOTOpbIe ObUTH Bammpuposansl st~ * YPoBHM akropa VIII (FVIII) u daxropa dou BumneGpanna
3TOll KOHKPETHOI 3a/aui. (VWF) MoryT BpeMeHHO NOBBILIATCS U3-3a MHTEHCUBHOI QU3N-

« TIPUMEYAHME: Ioapo6uas mudopmamus o ma6opa- 4eCKOIl Harpy3Ku,> cTpecca 3 My BOCIa/IeHNUs 0 3HaYeHMI,
TOPHBIX TECTAX L1 AMATHOCTUKY reModumnu i HaGmogeHns KOTOpBIE MOTYT NMOB/IMATH HA TOYHOCTD fUATHO3a. YPOBHU
3a e€ meyeHneM onycanol B «Pykosopcrse BOT pisa mabo- ¢axropa VIII/ VWF noBbimaorcs Bo BpeMs GepeMeHHOCTI.

paropuii».
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PekomeHpauuns 3.2.1:

IIpu nmoaroroBKe K 3a60py 06pasija KpoBM /I OIpefe-
TeHns nporpoM6uHoBoro Bpemenu (I1B), akTMBMPOBaHHOTO
YaCTIMYHOro TpoMbomnacTnHoBoro Bpemenn (AYTB) nin
akTuBHOCTH FVIII/FIX BOT pekoMeHayeT manyeHTaM C
remodunueii NpuAep>KNBAThCA 06BIYHOI IMeTHI, 3a60p
KpOBU He00A3aTebHO JleNaTh HATOMIAK.
IIPYUMEYAHVE: Boicoknue ypOBHU INNNJOB B II/Ia3Me
MOTYT IOBIUATD Ha ONIpefeNieHNe BpeMeHN CBEPTHIBAaHMA
TIPY MICTIOTTHb30BAHNMM KOATYTOMETPOB C ONTHYECKIMM CHCTe-
MaMIL.

PekomeHpauunsa 3.2.2:

BOT pexomeHpyert, 4T06bI IIPK MOArOTOBKE K 3a00py 06pasna
KkpoBu mys onpenenennsa AYTB mmm akrusroctu FVIII/FIX
MAIVIEHThI ¢ reModuIneit n3éeranmu MHTEHCUBHOI pusuye-
CKOJT HarpysKu nepep 3a60poM KpoBHu.

IIPUMEYAHME: VuTeHcuBHast pusmyeckasi Harpyska
W/IU CTPECC MOTYT BPeMEHHO NMOBBICUTD aKkTUBHOCTH FVIII
y HaIMeHTOB C IErKoi popMoii reModiu A 10 AUAa30HA
pedepeHTHBIX 3HAYEHNIT; IOITOMY Iepef IPOKOIOM BEHbI
MAIVIeHTaM HEOGXOMMO OTAOXHYTh B T€YEHIIe HECKOMBKIIX
MUHYT.

3abop obpasyos

3abop 06pasia KpoBU HEOOXOAVIMO IeIaTh B COOTBETCTBUU CO
CTaHAAPTHBIMI l'IpOTOKOIIaMI/I.5

ITpepnoutuTenbHO, YTOOBI 06pasel; 3a6Mpasics HealIeKo OT
naboparopuu, YTOObI 06€CIIeYNTD ero OBICTPYIO HOCTABKY, BO
BpeMs [IepeBO3KY IPOOUpKa ¢ 00pa3LjoM JO/KHA OCTABAThCsA
3aKPBITOI.

Pe3yHbTaTI)I aHaIn3a MOTYT MEHATbCA B 3aBUCUMOCTH OT
JUIUTEbHOCTY TIePUOJIA C MOMEHTa 3a60pa 10 BpEMEeHU TeCTH-
POBaHMA M B 3aBUCUMOCTH OT YC/IOBUIT XpaHeHMA oOpasia.t-$
Bsicokast Temneparypa (>25°C) co BpeMeHeM IPUBOJAUT K
norepe aktupHocTy FVIIL?® Torma kak xonopHoe XpaHeHne
(2-8°C) moxeT IpUBECTH K AKTUBALNIU XOTIOOM HECKOIBKIX
IIpOTeoNUTHYeCcKuX cucteM.”!0 Xpanenne o6pasiios KpoBu
nepef IpoBefleHVeM aHaIM30B IIpy TeMneparype 2-8°C MoxeT
npusectu k norepe FVIII u ¢akropa Bunnebpanna, mocra-
TOYHOI! JI/Is1 HeBEPHOI IIOCTAHOBKY AMarHo3a 6osesHu Gox
Bunne6paupa (BB) 3goposbiM mrofsam. !

ITo moBoxy 3abopa 06pasI[oB KPOBM UMEETCs CIIeluanbHast
MHCTPYKUuA. !0 TIpokos BeHbl JOMKeH IPOU3BOJUTbCS aCeNTH-
4ecKu, 1 06paser; HeOOXOAUMO B35ITh B TeUeHIEe 1 MUHYTHI
IIOCTIe HAJIOKEHNA JKTYTa, He JOIyCKasd [UIMTe/IbHOTO BEHO3-
HOTO 3aCTOSL.

KpoBb creyet cobpathb B IIACTMACCOBBIII ILIITPULL WIV B BAKYy-
MIpPOBAaHHYI0 cucTemy cbopa. Kanubp urist Jo/mKeH COCTaBIATh
19-21 p1a B3pocnbIxX u 22-23 14 IeTel MIaJIIero Bo3pacra.
II}I}I MHOTUX T'€MOCTAaTUIECKNX TECTOB YCIIEIIHO IIPOXOIAUT
3a00p KpoBU Yepes nepudepuyecKuii BHyTPUBEHHBI KaTeTep
JWIN LIeHTPa/IbHbIIl BEHO3HBbII KaTeTep, He 00pabOTaHHBIII
remapuHoM. 1012

o IIpu HEKOTOPBIX KOATY/IAIMOHHBIX TeCTaX, 0COOEHHO IIPY TeCTax
arperanuy TpoMOOLNTOB, HEOOXOUMO M3beraTb 3a60pa KpOBI
13 TIOCTOSIHHBIX KaTeTepOB.

» Heob6xopymo Takxe n3beraTs BCIeHNBaHUS 00pa3IioB KPOBIL.
Ecnu kpoBb cobupaetcs n3 KaTeTepa, Hy>KHO CJIUTD JIMIIb
nepBble 2 MJI COOpaHHOIT KpoBn.10

« Ob6pasel cobupaeTcsa B IPOOUPKY C IIUTPATOM, COfieprKallyie
0,105M - 0,109M (c3,2%) BBYXBOJHOTO TPEX3aMeIleHHOTO
LUTpaTa HaTPys, COOIOfAsl OTHOLIEHIe KPOBY K LIUTPATy
9:1. Ecnu B mpo6upKe okaxeTcst MeHbIe 90% HeoOX0mMOro
00'béMa, 9TO MOXKET HETraTMBHO HOBIMATH Ha PE3y/IbTaTh, a
ecnu B Ipo6upke Oyzet Menbiie 80% Heo6X0AMMOro 00péMa,
oxupiaercs yanuaenue I1B n AYTB.10

o Y MAIMEHTOB C MOBBIIIEHHBIM IeMaTOKPUTOM 6ortee 55% CHIDKeH
006BEM ITa3MBbl, YTO MIPUBOAUT K SKCIIOHEHIIMATBHOMY YBe/N-
wenuio [1B 1 AYTB coo6pasHO py OBBIILIEHN TeMAaTOKPUTA,
136€XaTh TAKOTO Pe3y/IbTaTa MOXKHO ITyTEéM KOPPEKIIMI COOT-
HOUIEHMA KPOBM ¥ aHTUKOATY/IAHTA, 1314

o PesynbraTel HekoTOphIX TecToB IIB 1 AUTB oTnmuarorcs,
ecnu 06pasiipl cO6MpatoTCcst B poOupku ¢ 3,8% TpuHATpre-
Boro nurpata.l? Obpaser; HeOOXOLUMO PaBHOMEPHO CMEIIATh
C pacTBOPOM LIUTPATa, OCTOPOKHO [IepEeBEPHYB MPOOUPKY
3-4 paza.l0

o Ecmu o6epuénnas rpomboruramu mwiasma (OTII) samopa-
KUBaeTCA A OyyIIero TeCTUPOBaHMA, YCIOBUA XPaHEHNA
B/IUSIIOT Ha CTAaOMIBHOCTD 3aMOPO>KeHHOT0 Matepuaa.’ Ecim
obpaser 3amopoxeH mpy —70°C, ero MO>KHO XpaHNUTb JI0 IeCTH
Mecsnes.” !5 Xpanenue npu —20°C, Kak IpaBuUjIo, He COOTBET-
CTBYET CTaHIAPTaM.

o OrrauBaHMe 3aMOPOXEHHBIX 00pa3IloB KPOBY HEOOXOUMO
IIPOU3BOANTD OBICTPO, B TedeHue 4-5 MIHYT Ha BOAsIHON GaHe
npu remieparype 37°C, 9To Mo3BosAeT 136eXaTb 06pa3oBaHNUA
KPpMOIpeLuIuTara.

[Modzomoeka 06edHEHHOU mpomboyumamu niasmel (OTT1)

o JIyis1 6GOIBIIMHCTBA KOATY/IALMOHHBIX TECTOB HEOOXOAUMO
ncnonb3osanne OTIIL.

« Iloproroska OTII momkHa COOTBETCTBOBATDL CTAHIAPTHBIM
pexoMeHpanuAM. >’

» KonnuectBo ocratounsix rpombormros 8 OTII saBucur ot
yCnoBMIT LIeHTPUGYTUPOBAaHNA, BKIII0OYasd He)KeNaTelTbHOe
BO3/IeIICTBIIE Ha OLIeHKY (QPYHKIMM TPOMOOLIITOB IIPU UCIIONb-
30BaHUM LeHTPUDYT ¢ OXTaXKeHIeM, TaK KaK XOJIO] MOXKeT
AKTMBMPOBATH TPOMOOLNTHL.7 10

o Ilepen uccnegopanuem OTII MOXXHO XpaHUTD P KOMHATHOI
Temreparype (20-25°C).

o IDrasmy, reMo/M3MpoOBaHHYIO Ipy 3a60pe 1 06paboTKe, Helb3st
JCIIOIb30BATh /IS TeCTOB (DYHKI[MOHAIbHON aKTUBHOCTI TPOM-
6ounrtoB, AYTB nmu MHOrO CBsI3aHHOTO TECTUPOBAHMS, BHE
3aBJICYIMOCTH OT MCIIO/Ib3YeMBIX METOIOB U1 MHCTPYMEHTOB.”16:17
Tectuposanue I1B 1 ¢pubpuHoreHa MeHee YyBCTBUTEIBHO K
BBINIEYTIOMAHYTOMY, U Ha HIX MOYKET IIOB/IVATD TONHKO ITOMTHBII
reMo/us in vitro.!16 Jlo6asienne B masmy in vitro nmsara
SPUTPOLIMTOB MOXKET IIPUBECTH K OLIMOOIHBIM pe3y/IbTaram. 618

 Kpnrepun npuememoctyt 06pasijoB HO/DKHBI yIUTHIBATD PUCKI
OTKa3a (11 3a[lepXKKM WIN HeIPeOCTaBIeH A Pe3y/IbTaTOB TecTa)



I10 CpaBHEHNIO C pUCKaM IIPUHATUA U IIPOBEAEHNA TECTa (I/I
CTE€IICHD, B KOTOpOf/I apTeq)aKTbI 06pa3u03 MOTryT I HE MOT'yT
B/IVATD Ha KIIMHUYECKOE He'{eﬂme).

PekomeHpauuns 3.2.3:

o Jlma gmarHocTiky reMogiumi A v B 1 MoHMTOpIHTA 32 5TUMY
3a6oneBanusamu BOTI pexomenayer npu 3abope o6pasnos
KPOBM Cpa3sy >Ke MapKMpPOBaTh MX C yKa3aHIeM VMEeHN 1
dbamumu mamenTa, MIeHTNNKAOHHOTO HOMePa VI AAThI
POXKAeHMs, a TAK)Ke JaThl M BpeMeHN 3a6opa o6pasna. It1o
JOTKHO OBITH IPOJIETaHO HEIOCPEICTBEHHO IIPY MaIeHTe.

o ITPYIMEYAHME: Her KoHceHCyca O TOM, JO/DKHA /I IPOOUpKa
MapKHpPOBAThCA A0 WV CPa3y mocime 3a60pa KpOBH.

PekomeHpauuns 3.2.4:

o BOI pekomeHAyeT, YTOOBI 06pas1bl KPOBU [IJIsI ONIpPene-
nenns IIB, AYTB mwmm akruBHocti FVIII/FIX co6upanuce B
npoOupKu ¢ muTpaTom, cogepaigue 0,105-0,109M (pubnn-
3UTENBHO 3,2%) JBYXBOJHOTO TPEX3aMeLIeHHOTO UTpaTa
HATPUs, C 3aKPbITHEM KPBIIIKI BO BpeMs 006paGoTKi; ux
nepeBO3Ka ¥ XpaHeHNe JO/DKHbI OCYIeCTBIAThCA P TeMIIe-
parype 18-25°C. O6pasiubI KPOBY HY>KHO IieHTpudyruposarsb
Npy KOMHATHOI TeMIIepaType C IeHTPOOEKHBIM yCKope-
HueM MuHNMyM 1700 g B TeueHNe KaKk MUHIMYM 10 MUHYT.
Awnanmus 06pa3suoB M0 TO/KEH ObITH BHINIOTHEH He MO3/IHee
8 yacos nocre 3a6opa (4 gacos g FVIIIL:C), 6o ux cnegyer
XPAaHUTh B COCTOSTHUM ITy0OKOI 3aMOPO3KM IPY TeMIIepa-
Type He Bbime —35°C,

o IIPMMEYAHMUE: Cnenyet us6erars xpaHeHus o6pasijos
I[eTTbHO KPOBM, CTaGM/IN3MIPOBAHHBIX IUTPATOM, Iipu 2-8°C,
TaK KaK 3TO MOXKeT MpUBeCTU K motepe akrusHocTu FVIIL.

o« ITPMMEYAHME: lo onpenenenusa aktusHoctu FVIII/
FIX o6pasupr 00emuénnoit rpombommuramu mrasmsl (OTII)
MO>KHO XpaHUTD Ipu TeMmunepatype —35°C 5o 3 MecAnes 1 npu
temneparype —70°C - go 6 mecanes. Xpanenne OTII npu
Temuneparype —20°C, Kak IpaBIIO, HE COOTBETCTBYeT CTaH-
mapram. Ilepen onpenenennem I1B, AYTB nnm aktuBHOCTHI
FVIII/ FIX OTII He gomKHa XpaHUTbCA B MOPO3UIbHBIX
KaMepax ¢ PyHKIel aBTOMATIYeCKOT0 Pa3sMOPKMBAHIISA.

PekomeHpauuns 3.2.5:

o BOT pexomeHpyert, 4T00bI 00pa3I[bl KPOBM /IS ONPeeTeHILA
IIB, AYTB mnu akruBuoctu FVIII/FIX 6pakoBanice u 3ame-
HAIUCH, €C/IN B IPOOUPKe I1st 3a60pa COTEP>KITC MeHee
80% mOMmKHOro 06béma.

o ITPMMEYAHMUE: Ecnin B mpo6upke st 3a60pa cogep>kutcs
ot 80% 10 90% mO/KHOro 06 béMa, TO Pe3ynbTaThl, HOMY-
YEeHHbIC OIIpeI[eIIéHH])IMI/I MeTOxaMMu, MOI'yT VMIMETDb BbI3BAHHOE€
TakuM apredakrom MuHUManbHoe yBemndenue I1B u AUYTB
¥ BBI3BAHHO€ TaKUM apTe(i)aKTOM MUMUHINMANTbHOE CHIKEHNE
axtuBHoctu FVIII/FIX.

PekomeHpauuns 3.2.6:
o BOI pekoMeHAyeT, YTOOBI 06pasLbl KPOBU /IS ONpefie-
nenust AYTB nnu akrusHoctu FVIII/FIX 6pakoBamice u

naBa 3: JlabopaTopHas ANarHOCTVKA 1 KOHTPOJIb

3aMeHsIINCh, eC/IM Ipu 3a6ope nnm o6pabdoTKe o6pasa
TPON3OWIET TeMOIN3 MM KOATy/IALMA in vitro.
IIPMUIMEYAHME: Bo3aeiicrBue remonusa in vitro na IB ne
HACTONHKO 3HAYNTENHHO, YTOOBI OBINMATD Ha XOJI TeYeH IS
TMaIyeHTa.

ITPYIMEYAHMUE: O6pa3usl 0T HAaI[MeHTOB C TeMOIN30M in
vivo, B3saTeie A1 onpenenenus [1B, AYTB win akTuBHOCTH
FVIII/FIX, MOTyT GBITH IPUMHATHI ¥ IPOAHATN3NPOBAHBI.

OnpedesneHue KOHeYHOU MOYKU

Bo MHOTrMX 1a60paToOpusIX Terepb NMEITCs KaKye-mbo aBToMa-
TUYECKIE WM TI0TyaBTOMAaTHYeCKIe aHA/IN3aTOPbI KOAry/IALIA.
TouHoe onpepeneHyie KOHEYHOI TOYKY BPYUHYIO TpebyeT 3HaUM-
Te/IBHOTO IIPO(eCcCHOHATBHOTO OIIBITA, 0OCOOEHHO eCTIN BpeMs
CBEPTBHIBAHNA YBEMMIEHO VIV €C/IU KOHLeHTpauys GpuopuHo-
reHa HM3Kasl, @ CIYCTOK TOHKUIT 11 C/IaOBbIiL.

Il1st IpoBefieHNs TeCTa BPYYHYIO B XOfie HAO/MIOfIeHIs KaKible
5 ceKyHJI IPOOMPKY HY>KHO 3 pasa IOKaduBaTh IOf, YIJIOM
npumepHO 90°. Mex /iy MoKauMBaHUAMY IPOOMPKa HO/DKHA
ObITH TIOTPy)KeHa B BOAAHYI0 OaHIo TeMIieparypoit 37°C.

CKpuHUH208ble mecmeol

IMopcuér konmmuectBa Tpombo1NTOB, [1B 1 AUTB moryT
OBITH MCIIO/Ib30BAHBI /IsA CKPUHMHIA [TAL[MIEHTA C IIOfj03pe-
HIEeM Ha KOary/IonaTruio.'?

YyBcTBUTENBHOCTD Kak aHamusa [1B%, rak u AUTB?122 k
pedunuTy PakTopa 3aBUCUT OT TUIIA PEareHTOB, UCIO/b3Y-
€MBIX /Il IPOBEJIeHN TecTa.

PekomeHpauwusa 3.2.7:

Jns mabopaTopHOro NCCIeNOBAHN MAIIEHTOB C KIIVHN-
YeCKNMM Nofo3peHneM Ha remopumio A BOT pekomenpmyer
Tak)Ke BKIIOYNTD aHA/IN3 IPOTPOMOIHOBOTO BpeMeHM!,
VICTIONB3Y: TAG0OPATOPHBII peareHT, COpepKAIINIil TKaHEeBOI
4YenoBedecKuii pakrop.

ITPUMEYAHMUE: Vinoraa guario3 reMouinsa A MCKIIO-
YaeTcA HeCMOTPs Ha KIMHMYECKNe NPU3HAKY HaTuIms
3a6omeBaHnA. TakKuMy cTy4assMI MOTYT ObITD e QUIIITHI
Apyrux ¢pakTopoB. Y HEKOTOPBIX HAI[IeHTOB IIPH ONperie-
neHHBIX HapymeHysaxX FVII MOTyT 6bITh CHMIITOMBI, CXOFHbBIE
¢ 1érKoi1 ¢popmMoii reMoPNINH, HO IPU ITOM MX AaHATTU3bI
nmoKaspiBaoT HopManbHbie IIB n aktuBHOCTD FVII. Takoe
6n1BaeT, ecmy TabOPATOPHBIIT peareHT COeP>KUT HevenoBe-
YecKMit TKaHeBoiT pakTop, TaKMM 06pa3oM 3aboneBaHNe He
BMArHOCTUPYETCs.

PekomeHpauuns 3.2.8:

JInsa mabopaTOpHBIX MCCIEROBAHNII MANVEHTOB IO IOBOXY
KIMHIYECKOTro Nofo3peHus Ha reMoguminio BOI pekomen-
myeT He cumMTaTh pe3ynprar AYTB, momagaromuii B fuana3ox
HOPMBI, OCHOBaHNEM /IS ICKTIOYEHILA JIeTKOI ()OPMBbI TeMo-
¢mmu A wnu B.

IIPUIMEYAHME: B HeKOTOPBIX CTy4Yasax Ierkoii ¢opmbl
remodmmu A wim B pesynpratr AYTB mMoxxeT monagaTs B
HOPMaITbHEII IMaTIa30H.
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TABJINLUA 3 -1 VIHTepnpeTauma CKPUMHUHIOBbIX TECTOB

Moacuér KonnuecTea

Bo3MoXHbIl guarHos Tpomb6ounToB

Hopma Hopma Hopma Hopma

Femodunua A unun B Hopma YannHéHHoe? Hopma

bB Hopma Hopma vunn yannHéHHoe? Hopma nnun cokpalwéHHoe
Tpomb6ouyutapHoe Hopma Hopma Hopma unn cokpalyéHHoe
HapylweHue

CokpalieHus: AYTB - akTMBMPOBaHHOE YacTiyHOe TpombonnacTrHoBoe Bpems; 1B - npoTpom6riHoBoe Bpems; BB - 6one3Hb BunnebpaHpa.

aTaKas »e CUTyaLma MOXeT BO3HMKHYTb npu geduunte FXI, FXIl, npekannukpenHa unv BbiCOKOMONEKYNAPHOTO KUHWHOMeHa.

o Y TecTa BpeMeHM KPOBOTEUEHVIsI HEOCTAET YyBCTBUTEIbHOCTI
U criennUIHOCTH, STOT METOJ, TAKXKe MOfIBEP>KeH OlInOKaM
IIPY €ro UCIIO/IHEHUN. B CBsI3M ¢ 9TUM Py BO3MOXKHOCTHU
IIpefIOYTUTEIbHEE MCII0/Ib30BaTh Apyrue TecThl PyHKINM
TPOMOOLIMTOB, TaKMe KaK arperoMeTpusi TpOMOOLUTOB. 2324

» Ha ocHOBe pe3y/IbTaToB 9TUX TECTOB KaTeropus KOaryaomaTum
MOXeT ObITh YaCTUYHO XapaKTepu30BaHa, YTOOBI HATIPABILATD
manmpHeitmit ananus (cM. Tabmuiy 3-1).

o OTU CKPUHMHTOBBIE TECTbI MOTYT He OOHAPY)XUTDb HaPYLIEHNMI
y TAIMEHTOB C IErKuMy GopMaMy KOAryIoImaTnu, BKI0Yas
HEKOTOpble BapuaHTbl BB, HeKOTOpBIe CTydyan reHeTU4ecKn
HOATBEPXKAEHHOI IETKOIT hopMbl reModumin A mmu B, Hapy-
menust GyHKuun TpombounTos, gedurmt FXIII u te pepkue
HapyeHns GpUOPMHO/I3a, KOTOPbIE MOTYT OBITb ACCOLUNPO-
BaHBI C TEHJEHI[MEN K KPOBOTEUEHNSM.

ViccnedosaHus koppekyuu

« Pe3ynbTaThl CKpMHMHTOBBIX TECTOB, HE COOTBETCTBYIOIIIE
HOpMe, MOTYT MCCTIEIOBATbCA fasiee C MICIIO/Tb30BAHMEM MCCTIe-
TOBAHNA C TIOMOIIBIO TeCTa KOPPEKIMI VTN CMEITVBaHYA.

o VlccnemoBaHyA KOPPEKIVH WV TECTBI CMEIIMBAHA C UCIIONb-
30BaHNeM HOpMaJIbHOII ITynupoBaHHoI masmbl (HITIT) MoryT
TIOMOYb MOHATD, CBA3AHO M YANMHEHHOE BpeMA KOaTryALNN
¢ pedpuuToM daxTopa m160 ¢ UMPKYIMPYIOLUMA B KPOBU
AHTUKOATY/ITHTAMM M1 MHTUOUTOPaMNL.

 3nauenne AYTB y mmasmbl mamnyenTa ¢ HOpMaIbHOI IIA3MOIT
MOJKeT [IOHa4yaTy ObITh HOPMa/IbHbIM, @ 3aTeM IIPOIPECCUBHO
YBeIMYMBATHCS IPY MHKYOALUM B IIPUCY TCTBUM 3aBUCSILETO
OT BpeMeHI MHI1OuTOpa (Halpumep, TAKOBBI MHOTHE IPIO6-
peréunble ayToanTuTena K FVIII), XoTs 9Ta 3aKOHOMEPHOCTD
MOYKET BapbMPOBATbCA B CY9asAX CO CTI0XKHONM KMHETUKOIL.

o IIpu HeBO3MOXXHOCTH TIPOBEIEHIIA aHA/IN3a AKTUBHOCTI (pakTopa
IULA OIIpefie/IeHNsI KOHKPETHOTO Ae(UIITa MOTYT UCIIONIb30-
BaTbCsI UCCIIEOBaHMS KoppeKyn ¢ gedunnrtHoir mo FVIII/
FIX mrasmor.

PekomeHpauunsa 3.2.9:

o B®TI pexomeHpyeT He HCIIONB30BATD /1A BBIACHEHM BO3MOXK-
Horo npucyrcrBusa uHruburopa FVIII pesynbraT aHanmsa
AYTB B paMKax HOpMAJIbHOTO IMATIa30HA, TOTYYEeHHBII U3
o6pasia, cofeprKaniero paBHOOO'bEMHYIO CMeCh IIa3MbI

TaIieHTa I HOPMAJIbHOM IyIMPOBAHHOI IJIa3Mbl, IPOa-
Ha/IM3UPOBAHHOI CPa3y MOC/e IPUTOTOBIEHM 3TOI CMECH.
ITPUMEYAHME: 3nauenue AYTB y cmecu mnasMpl maiyieHTa
C paBHBIM 00HEMOM HOPMATLHOI MYTVPOBAHHON IIa3MBbI
CYLIeCTBEHHO yBeTMYNBaeTCA HocIe 1-2 4acoB MHKyOamum
npu remneparype 37°C, ecin B 06pasiie maiueHTa copep-
JKUTCA HelTpanuayromuii maru6urop k FVIIL.

AHanusel akmugHocmu ghakmopa
o CymecTByeT HeCKO/IbKO BUJIOB aHa/nM3a akTusHocTy FVIII,

BKJ/IIOYasi XPOMOTE€HHBIII 11 (pIIyOPOTeHHBbII KOAry/IALYIOHHbIE
TecTbL.2530 B GONBIINHCTBE PETMOHOB Hanbojiee 4acTo UCIONb-
3yeMble METO/Ibl — 3TO OJHOCTAAMUIIHbIE KOATY/IAIIIOHHbIE
aHa/IM3bl, OCHOBaHHbIe Ha AUTB.26:27

B FVIII- n FIX-geniytHOI m1a3Me MOTHOCTBIO OTCYTCTBYET
coorBercTBeHHO FVIII n FIX, T.e. ero copepxanne < 1 ME/pn
IIPY HOPMaJIbHBIX YPOBHAX APYIMX (PaKTOPOB CBEPTHIBAHMSL. !
Yposenb (akTOpOB CBEPTHIBAHNS B HOPMA/IbHO ITy/IMPOBAHHOI
I/Ia3Me CYIIeCTBEHHO Pas/IM4aeTCs B PasHbIX My/ax,> 12 mosTomMy
B LIeJIAX HEIIPEPBIBHOCTY ¥ OTC/IEXKMBAEMOCTH ObLIA CO3aHa
crcreMa MeXxayHaponHsix eguaui (ME).3133 YposHu dakropa
YKa3bIBAIOT B MEXK/IYHAPOJIHBIX EIMHUIIAX, HA MJI WJIM Ha JIeL-
nutp (ME/nn). Ecm ucnonbayercsa ME/f1, To pesy/nbTaTsl He
ABJIAKTCA B3aMO3aMEHAEMbIMH C IIPOLIEHTHBIM COfIEp>KaHNeM
(%) HOpMasIbHOJ ITyIMPOBAHHON I/Ta3MblL.>*

Vicrionb3oBaHMe OJHOTO PasBeJeHN TeCTUPYEMOIi IIa3Mbl
IPUBOAMUT K HETOUHOCTY aHA/IM3a IIPY Ha/IMIUM HEKOTOPBIX
MHTUOVTOPOB, BK/IIOYAs BOTYaHOYHBIE aHTUKOATY/IAHTHI (BA),3
crenymyecKyie BBICOKOpearnpyloliye MHIOUTopsI K GakTopy;
a TaK>Ke B IPUCYTCTBUM HEKOTOPBIX AaHTUKOATY/IALMOHHBIX
IIpenaparos.

MeTon KanmuOpoOBKY aHa/IM3a MOXKET HOBIVATD Ha KaueCTBO
pesynbraTos.’7-38 [Ipy aHaM3e ncCIefyeMbIX 00pasI[oB Malu-
€HTOB CO CPeJHEeTSDKENOI NN TsKENoN hopMoit reModuinm
HeoOXOoAMMa pacIIMpeHHas WIN OTAe/IbHAsI KamnOpOBOYHAs
KpuBas. HempueMieMo IpocTo pofjieBaTh KanuopoBOYHYIO
KPUBYIO METOIOM 9KCTPAIO/ALY, 6e3 aHaIn3a JOIOTHN-
TEJIbHBIX Pa3BeleHNUIT KamuOPOBOYHOI I/Ia3Mbl.

B HEKOTOPBIX C/Ty4asax reHeTUYeCcK! ITOATBEeP KIEHHOI IETKOI
¢dhopmsl reMouINy A OZHOCTAVITHBII AHAIN3, TIPOBEEHHBII
C I1€/IbIO IAaTHOCTUKM, TIOKa3bIBAET HOPMA/IbHYIO AKTUBHOCTD



FVIIL, a XxpoMOreHHbI ¥ JBYCTaMIIHBII KJIOTTVHIOBBII aHa/IN3
TI0Ka3bIBAIOT CHVDKEHHYIO aKTMBHOCTD. 46 Takyke MOXeT ObITh
1 Ha0060POT.*04748 JT0 3HAUNT, YTO [/Ls1 BBLAB/ICHVISI BCEX JIETKIX
¢dopm remodpumu A He0OOXORMMO UCIIONB30BATH HOIbIIE, YeM
onuH Buj aHanu3sa aktuBHocTu FVIII.

Bcem manimeHnTaM co cHM>KeHHOV aKTUBHOCTBIO FVIII n
BO3MOYXHBIM JIVIaTHO30M IeMO(U/A A JOTDKeH OBITh BBIIIOTHEH
TIOJTHBIIT 06BeM Tab0PaTOPHBIX MCC/IEOBAHMIA, YTOODI MCKITIO-
unth BB. OcobenHO Ba>kHO oT/Myath BB HOpMaHzCKoro Tuma
ot 1érkort popmsl remodunu A, Tak Kak npu o6oux 3aboie-
BaHMAX ypOBeHb aHTNTeHa K VWF HOpMabHbIIL, 4TO 0OBIYHO
accoLuMpyeTcsl CO CHIYKEHHOI akTuBHOCTbI0 FVIIL4
XpomoreHnble ananmussl aktuBHoctu FIX craHoBsITCS 60tee
JOCTYIHBIMIL 54 11 B OHOM 13 MCCIE[OBAHNUIT cOOOMIIa-
eTCs, YTO B HEKOTOPBIX CTy4aAx reMobumin B pesymbraTel
xpoMoreHHoro aHanusa FIX MoryT koppenmposarbcs ¢
K/IVHMYECKOI KapTUHOIA JTy4llle, 4eM pe3y/IbTaThl OfHOCTA-
OUITHOTO aHanmm3a.>?

[l omvcaHmA reMoGYUINM VICTIONIB3YIOTCA TECTBI TeHepaluu
TPOMOVHA%>"7, HO OHU eIlé He OYeHb IINPOKO PACIIPOCTPAHEHBI.

PekomeHpgauums 3.2.10:

JInsa mabopaTopHOTO MICCIeA0BaHNA NAI[IEHTOB, OIleHNBA-
€MBIX B CBA3Y ¢ KIMHITYECKNM II0fI03peHIeM Ha TeMO(IIIIo
A, B Il epBOHAYA/IBHOM AMATHOCTIYEeCKOM 06cnenoBanuy BOT
PeKOMeHAyeT MCHOIb30BaTh 00a aHA/IN3a - OHOCTAAUITHBII
anann3 aktusHocTu FVIII n xpomorennsnii anam3s FVIIIL:C.
ITPYUMEYAHME: Heo6xomumo caenaTh 00a aHammsa, gaxe
€C/IN pe3ynbTaT OJHOrO U3 ABYX aHA/IM30B IIOKAKeT aKTIB-
HocTh FVIII B paMKax HOpManbHOTO AMaNa3oHa.

ITPYUMEYAHMUE: Ognocrammitabit anamus FVIII Tpe6yer
MCIOTb30BaHMA 1a3Mbl, AepunutHoi mo FVIII, c aktusHo-
crro FVIII ke 1 ME/n (<1%) 1 HOpMa/IbHBIMY Y POBHSMI
APYIuX GpaKTOpOB CBEPTHIBAHMNA, KOTOPBIE MOTYT HOBIUATD
Ha AYTB (pubpunoren, FII, FV, FIX, FX, FXI, FXII, npekan-
mukpens 1 BMK (BbICOKOMO/TEKY/ISAPHBIiT KHHIHOTEH)).

PekomeHpaunsa 3.2.11:

s mabopaTopHOro MCCIEKOBAHS AIIEHTOB, OIleHIBA-
€MBIX B CBA3M C KIMHNYECKMM MOI03PeHMeM Ha reMOpUInio
B, B nepBOHAYaTBHOI AMATHOCTIYECKOI Tpopaborke BOT
PeKoMeHAyeT MCIONb30BaTh OFHOCTaAMITHbI ananu3 FIX.
ITPUMEYAHME: Ha maHHBIII MOMEHT HET IOCTATOYHBIX
FAHHBIX /ISl TOTO, YTOOBI JaBATh PEKOMEHJAINN O PO
xpomMoreHHoro aHanusa FIX B nepsoHayaTbHOM AMarHo-
cTuYecKoM o6cnegoBannu remogunuu B.
IIPYMYMEYAHWE: Ogaocraguitabii ananus FIX Tpedyer
MCNIONTb30BaHNA IIa3Mbl, AeunutHoi no FIX, c akTuBHO-
croio FIX Hinke 1 ME/nn (<1%) v HOpMaTbHBIMU Y POBHAMMI
ApYrux (paKTOpPOB CBEPTHIBAHNSA, KOTOPbIe MOIYT OB/INATD HA
AYTB (¢pubpunoresn, FII, FV, FVIII, FX, FXI, FXII, npekan-
nukpens n BMK).

PekomeHpaunsa 3.2.12:

st KaJII/I6pOBKI/[ OJHOCTAJUITHBIX VIV XPOMOTEeHHBIX
aHam3sos FVIII/FIX ucnonb3yercs pedepencHas/craHgapTHas
I/Ia3Ma, 3aKyIaeMas M/ IPUTOTOB/IAEMAsl CAMOCTOATENbHO,

naBa 3: JlabopaTopHas ANarHOCTVKA 1 KOHTPOJIb

KOTOpasi JO/KHA MPOCHEKUBATHCA K OTHOMY M3 MeXK/yHa-
POIHBIX cTaHAapToB BO3, a pe3ynbTaThl JOHKHBI COOOIIATHCA
B MeXXAyHapogHbIx eguHnnax (ME).

ITPUMEYAHVE: Pesynsrarbl BODKHBI cOo0marbesa B ME/
v v ME/mn.

IIPIMEYAHME: B npuHnnne, NpoueHTHOE COiep>KaHue
ABAETCS NPUeMIeMOli egHILell U3MepeHNsA AKTUBHOCT,
TO/IBKO €C/IM AaHA/IN3 IPOBOJUTC C MICIIO/Ib30BaHNEM B Kaye-
cTBe pedpepeHTHOIT ITTa3Mbl HOPMATBbHOJI IyTUPOBAHHO
ITa3MBbl, aKTUBHOCTb KOTOPOIT He OTCIIeKMBAaeTCA 06paTHO
K OTHOMY I3 MeKAYHApOJTHBIX cTaHzapToB BO3.

PekomeHpauumsa 3.2.13:
o Ilpu ma6opaTopHOM MCCIIEZOBAHUMN IO NIOBOXY KIMHM-

YeCKOTo NOJ03peHNs Ha reMO(GUINIO C ICIOTb30BaHNEeM
opHocTaguiinpix aHam3os FVIII/FIX BOT pekomenpyer
AHAM3MPOBATD 3 Pa3IMYHBIX KOHIEHTPAIN Pa3BeeHI
00pasoB McCIexyeMOoil ITa3MBbl.

IIPYIMEYAHME: Pe3ynbpraTnl aHanu3a cepuu pasBeeHmnii
VICCTIE[yeMOJi M CTAHJAPTHOI I/Ia3Mbl HEOOXOMMO CPAaBHUBATD
METOJIOM IapajUIeIbHOro aHam3a. OHIM U3 CIOCO60B TaKol
OLIeHKM AB/ISIETCS MOKCYET K03 puumenta Bapnanyu (KB) 3
pesynbraroB npu nomouy ypasHenus KB = ([crangapTHOe
oTkioHeHue/ cpegnee] x 100). Ecnmu KB a1ux 3-x pesynbpraTos
MeHee 15%, Torza MO>KHO cO00LIaTh cpegHee apudMeTITIecKoe
3HayeHue 3-x pesynpraros. Ecnu KB Bpime 15% - pesynb-
TaThl HeOOXOIMO NIpoBepUTh. Hamryme naTonormyeckux
VMHTMOUTOPOB K KOHKPeTHBIM (PaKTOpaM CBEPTHIBAHVIA VN
BOTYAHOYHBIX AHTUKOATY/ITHTOB MO)KET IOB/IMATD Ha Pe3y/b-
TaTbl HEKOTOPBIX OfHOCTamMitHbIX aHanu3oB FVIII un FIX.
Hexoropble 1eKapcTBeHHbIE AHTHKOATY/IAHTBI TAK)Ke MOTYT
OKa3bIBaTh NOf00HOe NHTeppepupylomee BospeiicTBue. Bo
BCeX 9TUX CUTYaIVsAX aKTUBHOCTD (paKkTOpa B aHAIN3€ IOBbI-
HIaeTcA NpY NOBBIIIEHNN Pa3BefeHN IIa3Mbl. AKTUBHOCTD
(dakTopa saHMIKaeTCs, eCIU IIa3Ma pa3BefleHa MEeHbIIe, a
6o0Iee TOYHBIIT pe3y/IbTaT AaHAM3a AKTUBHOCTY OMYYaeTCs
TOIJa, KOIZA I/Ia3Ma pa3BefeHa 6onbiie. L4y

PekomeHpauusa 3.2.14:

o JInsa momynAuuii, B KOTOPBIX BCTPeYaeTcsA BOMTIaHOYHbIIN

AQHTUKOATY/ISHT, /LA IPOBE/leHM OfHOCTA/IMITHIX AHA/IN30B
FVIII/FIX BOT pekomenmyeT ncnonb3oBaTh pearenT AYTB,
HEYYBCTBUTENbHBIN K BOTYAHOYHOMY AHTUKOATY/LAHTY.

PekomeHpaunsa 3.2.15:
o JInsa Bcex omHocTamumitHbix aHann3oB FVIII/FIX musa xomn-

YyecTBeHHOTOo onpepneneHus akrtusHoctu FVIII/FIX B
HCCcIeyeMoOM 06pasiie JO/KHBI MICHOTb30BaThC TOIBKO
Te 3HAYeHNA BpeMeHN CBEPTbIBAHNA Pa3BeeHNii uccneny-
eMoro o6pasia, KOTOpble HAXOMATCA B PaMKax AMAana3oHa
KaInOGpoBOYHOIT KPUBOIL.

ITPYIMEYAHUE: IIpu ananuse ncciegyeMpix 006pasioB Mamm-
€HTOB CO CPeTHETDKENOI MIN TAKENT0I popMoii reMobIIINI
A nnu B Heo6xoguMa yIMHEHHAS VIV JOTIOTHUTETbHAS
KanubposouyHas Kpusasi. Henpuemnaemo mpocTo npope-
BaThb Ka}II/I6p0B0‘IHyIO KpI/IByI() METOaO0M 3Kcrpan0n;m1/m,
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

6e3 aHaNMM3a OMOTHUTETbHBIX pasBefennii pedepeHcHoit/
KaTnOpoBOYHOIT IITTa3MBI.

PekomeHpauus 3.2.16:

IIpu Bcex Bupmax anamasa FVIII u FIX B kaxxpyro aHannsupy-
eMYI0 MaPTIIO MICCTETyeMbIX 06pa3IoB JO/KeH BKII0YaThCA
o6paseln BHyTpeHHero KoHTpo/s KadectBa (BKK). Pesynbrarst
MOTYT BBIIaBAThCA C IeTBI0 IeYeHNA NMAIVIEHTOB TOMHKO
1ocjie NOATBEPKAeHNA TOT0, 4To pe3ynbratr BKK storo
MaTepuana HaXOAWTCA B paMKax IIeJIeBOTO /I JAHHOTO
MaTepmana JuanasoHa.

ITPUMEYAHME: Onmcanne TOro, KaK yCTaHaBIMBATh Iie/ieBble
muana3onsl A Matepuanos BKK u pa6orars ¢ pesynbra-
tamu BKK, Haxogammmuca BHe fuana3oHa, COAEP>KUTCA B
«PykoBopcree BOT mns ma6opatopumii».

PekomeHnpaunsa 3.2.17:

[Ins1 06pasoB BHYTPEHHET0 KOHTPO/LA KaYeCTBA C aKTUBHO-
ctpio FVIII/FIX B guamasone 50-150 ME/gn ko3¢ pumment
papuanyu (KB) Mexxay ananusamu fo/mkeH 6pITh MeHb1re 10%.
ITPVIMEYAHME: Hexoropble HayYHbIe MCCTIEOBAHIA IOKA-
3aJIi, YTO MCIIOIb30BaHMe COXPAHEHHOIT Kami6poBOYHOI
KpHBOIi acconympyercs ¢ 6onee Boicokum KB mexxpy ananm-
3aMi1, 4eM MCIIO/Ib30BaHMe HOBOJI KamOpoBOYHOI KPUBOIT,
reHepupyeMoii BMeCTe C aHa/IN30M 00pa310B Al IeHTOB.

KoHTponb nocne nHgysum FVIII/FIX

Boccranopnenne HuKe 0XKI/JaeéMOT0 YPOBHSA M/MM COKpa-
LIEHHDII IEPUOJ, IIOTYBbIBE/IEHN BBEJEHHDBIX KOHLIEHTPATOB
dakropa cBéprriBanms (KOC) MoxkeT ObITh pAHHUM MHVKA-
TOPOM Ha/IM4yA MHTUOMTOPOB.

Jns 06pasuos, copepxariux KOC FVIII wm FIX, pesynbrars
aHanu3oB akTuBHOCTY FVIII mmu FIX moryT pasnudyarbes B
3aBUCUMOCTHU OT TOTO, UCIIO/Ib3YETCS I OHOCTAUIAHBII UK
XPOMOTEHHBIN aHA/IN3, M MHOI/IA B 3aBUCUMOCTH OT OIpefie-
NEHHBIX PeareHTOB MIY HAOOPOB, VICIIONb3YEeMBbIX JI AHA/IN3A.
Ecny aHanusbl akTMBHOCTY (PAaKTOPa MCHOIb3YIOTCS /A
nopTBepKieHNA 3P PEeKTUBHOCTY JIeYeHNs VU JJI YTOY-
HEHUA JO3VPOBKY, HEOOXO/IVIMO MIMETD B BUJLY, YTO HEKOTOpBIE
TUIIbl aHA/IM30B He MOAXOMAT /Isl MOHMTOPUHIA ONPee/IEHHbIX
npenaparos.>8

VicnonbsoBaHme aHa/13a, KOTOPbI 3aMETHO 3aBbILIAET AKTUB-
HOCTB I10 CPABHEHMIO C OXKM/IAEMbBIMI Pe3y/IbTaTaMy TPUMEHEHMs
KOHILIEHTPATa, yKa3aHHbIMU B OTHOUIEHUM aKTUBHOCTU Ha
STUKETKE, MOXXET MPUBECTU K HEJJOCTATOYHOCTY T€PATIUM U
K/IMHUYECKOMY PUCKY.

Ha MomeHT HamycaHNA HacToAero «PyKoBoicTBa» HET IIOTHOTO
KOHCEHCYca I10 II0BOJIY OITYCTUMOIA CTENEHY A3/ Pe3yiib-
TaTOB PA3HbIX AHA/IM30B, He YXY/IIIAKOIEl Ie9eHNs TTalMeHTa;
TI0Ka JKe/laTe/IbHO M36eraTh MCI0/Ib30BaTh aHA/IM3bI, JAOIIIe
Pe3y/IbTaThl, OTIMYAlOlecs Ha 6omee yeM 25-30% oT 3a:B-
JIEHHOJI Ha 3TUKeTKe (h/IaKOHA aKTMBHOCTY KOHIIEHTPATa; B
N060M CiTydae, MOJOOHbIE AHATN3BI He CIIENyeT MCIIO/Tb30BaTh
6e3 yuéTa 9TUX pas3INdmit.

o Ilocre I/IH(l)y3I/II/I 11 MOHUTOPMHTA CUTYallM MOTYT IIPOBO-

AUTHCSL PYTUHHO IIpUMeHsieMble B 1abopaTopun aHaIu3bl
co6CTBEHHOII pa3pabOTKIL, IIPY YCTIOBUY, YTO MECTHAs CHCTeMa
BBIIIO/IHEH s aHa/M3a (MeTOf 1 pedepeHc/KanmubpaTop) BKIIIO-
YeHa B MHCTPYKIUM Ipou3sBoauTerna* JIto6oit MeCTHBIN aHaMN3
IODKeH MPOXOAUTD BepUUKAINIO Ha BOSMOXKHOCTD UCIIONb-
30BaHMA CO onpenenéHHbIM nnpuMenseMbiM KOC.00

B psize crareit cogep)XuTcsi 0630p ony6IMKOBaHHBIX JOKa-
3aTe/IbCTB, OTHOCAIIMXCS K MICIIONb30BAHMIO OIIpeleIEHHBIX
AHA/IM30B JI1 MOHUTOPUHTA onpefenéHHbIX KOC ¢ yimMHEHHBIM
nepronoM nonysbiBefenus (YIIIT) n HekoguduIMpoBaHHBIX
KDC.5860.61

OpnHocTannitHble aHAIN3bI, UCTIONIb3YeMble /11 MOHUTOPMHTA
opHoleno4eyHoit pekoMbyHanTHOI FVIII MOIeKy/bl T0HOK-
Tokor anb(a (Afstyla®), 3aHIDKAIOT OTHOCUTEIbHYIO aKTUBHOCTD
Ha 45%, B TO BpeMs KakK IIpJ XPOMOT€HHOM aHajIl3€e Pe3y/IbTaTbl
BOCCTAHAB/IMBAIOTCA JI0 OKUIA€MBIX®2, DTO IIPUBETIO K PeKOMEH-
JALy O MPeANOYTUTETbHOM MICIIONb30BAHIY XPOMOT€HHOTO
aHa/nM3a 1py onpepeneHny ypobHa aktusHocty FVIII mannm-
eHTa 11 06 YMHOXKEHIM Pe3y/IbTaToB OfHOCTAAMITHOTO aHaIM3a
Ha K03 duImeHT KOHBepcuy, paBHbL 2.9 Takoil MoaXox He
TIOJTHOCTBIO KOPPEKTUPYET pasnnune MeX/y peareHTaMu.%
HexoTopble sKcIiepThl OFHO3HAYHO He PEKOMEH/IYIOT IIpUMe-
HATDb aHA/IN3bI, U3BECTHbIE CBOMMI HECXOIHBIMU Pe3y/IbTaTaMI,
4TOOBI 3aT€M He YMHOXKATh II0/Ty4eHHbIe 3HaUeHNsT Ha KOPpeK-
TUPYIOIINIT KO3 PUIMEHT.®> YINThIBasA BOSMOXHYIO PasHUIY
MeXJy PasHbIMU IIAPTUAMHU PEAreHTOB, VICIIONIb3YEeMBIX M/
aHanm3a ¢axropa, 1000t TaKoil K03 UIMEeHT KOHBEPCUN
TOJDKEH IPOiiTY BepUPMKAIVIO IPUMEHUTETBHO K UCIIONb3Y-
eMOMY HOMepy IapTHUHL.

Cy1ecTByeT MHOTO OITyO/IMKOBAHHBIX MCCIE[OBAHNIT, CPABHI-
BAIOLIVX Pe3y/IbTaThl AHA/MN30B 06pasIos, copepxamux KOC,
BKmoyaA KonueHTparel FVIII n FIX yninaénnoro nepuopa
nonyBbIBefieHN:A. HecMoTps Ha 3To, Ha BpeMs HalMCAHUA
HacTosA1ero «PyKoBoficTBa» eCTh LIe/Iblil PAJ, peareHToB /s
OJTHOCTAIMITHBIX ¥ XPOMOT€HHBIX aHA/IN30B, KOTOPbIE €Il€ He
ObLIV M3y4eHbI Ha puMeHeHne ¢ HekoTopbiMu KO C. Unrarenam
pefyIaraeTcst 06paTnThcs K 6ubnmorpaduaeckuM NCTOYHNKAM
B Tabmmuax 3-2 (FVIII) u 3-3 (FIX), xoTopble 6bUIM MCIOIb-
30BaHbI IIPM COCTAB/IEHMM) HIKEYKa3aHHbIX PEeKOMEeH/ JallMil.

PekomeHpauus 3.2.18:
o JI/IA KOHTPONA 3aMeCTUTETHLHOI Tepannu, IPOBOJMON

npenapatramu KoHmeHTpatoB FVIII mnn FIX, BOT peko-
MeHpAyeT mabopaTopuam ucnonb3osars aHamms FVIII/FIX,
KOTOpasd NIpolljia BaluJaliI0 Ha IpIIMeHeHNe ¢ OIpee-
IEHHDBIM KOHIIEHTPATOM, MCIIOTb3yEeMbIM /LA IeYeHN .

IIpumevyanne: 9Ta peKOMEHJANA 0COOEHHO BaXKHA [I/IA
MomGUIIPOBaHHbBIX MONeKyIApHbIX popm FVIII u FIX.

PekomeHpgauusa 3.2.19:

o JI/IA KOHTPONA 3aMeCTUTETHLHOI Tepalnu, IPOBOJMON

npenaparamm Ia3MaTnyeckux Kounenrparos FVIIIL, BOT
PeKOMeH/IyeT MCIIOTb30BaTh OHOCTAAUITHBIN WM XPOMO-
rennbiii ananus FVIII, kanuOpoBaHHbI CTAHKAPTOM IIa3MBl,
NPOCIeXIBaeMbIM K MEXAYHapogHOMY cTangapty BO3.



naBa 3: JlabopaTopHas ANarHOCTVKA 1 KOHTPOJIb

TABJIMLA 3 - 2 [lybnukauum, cogepalyue JaHHble, OTHOCALWMECS K UCMONb30BAHMIO PA3/INYHbIX aHANI30B
FVIIl B npncyTCTBUN PEKOMOVHAHTHBIX U MOAMOULMPOBAHHBIX KOHLIEHTpaToB ¢akTopa Vil

Tun npenaparta

MonHouenoyeyHbIn
PEKOMOVHAHTHbIN

NBAO FVIII

NBA FVIll

JIBA FVIII, cnutbin ¢ Fc
¢dparmeHTom IgG1

FVIII c yceuéHHbIM
B-pomeHoM ¢ pparmeHTOM
canT-cneunduuHoro 40 kDa
NOANSTUNEH-TINKONA

N1BA FVIII ¢ cant-
cneundnyHbiM 60 Ka
MONVSTUSIEH-TTIKONIEM

MonHouenoyeyHbIn
PeKOMOMHaHTHbIN FVIII ¢ He
canT-cneumdruHon 20 kfla
nervnaunen

OpHouenoyeyHbl
pekombyHaHTHbIN FVIII

Pekom6yHaHTHbBIN JIBJ,
ceuHom FVIII

3aperucrpupoBaHHoe
naTeHToBaHHOe
Ha3BaHue

Advate®, Kogenate® FS,
Kovaltry®

NovoEight®

ReFacto AF®

Elocta®/Eloctate®

Esperoct®

Jivi®

Adynovate®/Adynovi®

Afstyla®

Obizur®

MexpyHapopHoe
HenaTeHTOBaHHOe
HaMMeHoOBaHue

OkToKor anbda

TypoKToKor anbda

MopokTokor anbda

S¢dMopoKTOKOr anbda

TypokTokor anbda neron

[NamokTokor anbda
nerosn

PypuokTokor anbda
neron

JloHOKTOKOT anbda

CycokToKor anbda

Bbu6nuorpadpusa

Church (2018)8¢, Kitchen (2016)¢7, Kitchen (2016)¢8,
Turecek (2016)5°

Viuff (2011)70

Kitchen (2016)68, Jacquemin (2018)71, Cauchie
(2013)72, Morfini (2003)73, Ingerslev (2004)74, Santoro
(2009)75

Powell (2012)76, McCue (2015)77, Sommer (2014)78,
Kitchen (2019)7°

Hillarp (2017)89, Pickering (2016)8, Persson (2019)82,
Ezban (2019)83, Hegemann (2019)84, Tiefenbacher
(2019)85

Church (2018)%¢, Gu (2014)8

Turecek (2016)69, Bulla (2017)87, Weber (2017)88

St Ledger (2018)%2, Bowyer (2017)%4

Turecek (2016)69, Vanguru (2018)8°

lNoscHeHue: Yka3aHbl Kak MeXxXAyHapoHble HenaTeHTOBaHHbIe HaMEHOBAHWA JIeKaPCTBEHHbIX MPenapaTtoB, Tak U X 3aperncTpnpoBaHHble NaTeHTOBAHHbIE HAa3BaHWA, TaK
KaK nocnefHne vaile ncnosnb3yrTca U y3HaBaeMbl B coobuiecTse.

Cokpatierus: JIB - JInwérHbin B-gomena; FVIII - paktop VIII; kOa - KunofansToH.

TABJIMLA 3 - 3 [lybnukauum, cogepalyue JaHHble, OTHOCAWMECS K UCMONb30BAHMIO Pa3/IMYHbIX aHANIN30B
FIX B npncyTCTBUN PEKOMOVHAHTHBIX UM MOANGULNPOBAHHBIX KOHLIEHTPATOB dpakTopa IX

Tvn npenapara

PekoMOVHAHTHbIN

PekombuHaHTHbIN FIX,
cnuTbin ¢ Fc dparmeHTom
1gG1

PekoMOVHaHTHbIN 6enok
cnnaHnA, ceAasbiBatowmi FIX
C anbbymmHOM

Pekom6uHaHTHbBIN FIX ¢
canT-HanpasneHHou 40 ka
nerunaumen

3aperncTtpmpoBaHHoe
nateHToBaHHOe
Ha3BaHue

He onpepenexo

Alprolix®

Idelvion®

Refixia®/Rebinyn®

MexpyHapopHoe
HenaTeHTOBaHHOe
HanMeHoBaHue

He onpepenexo

DdTpeHoHaKor anbda

AnbbyTpeneHOHaKor
anbda

HoHakor 6eTa neron

Bbu6nuorpadus

Wilmot (2014)%

Kershaw (2018) 54, Sommer (2014)91,
Bowyer (2019)92

Horn (2019)>1, Bowyer (2019)92

Bowyer (2016)52, Rosen (2016)%, Tiefenbacher
(2017)%4, Ezban (2019)5

losAcHeHue: YKa3aHbl Kak MeXxayHapoHble HenaTeHTOBaHHbIe HaMEHOBAHWA NIEKapPCTBEHHbIX MPenapaTtoB, Tak U X 3aperncTpnpoBaHHble NaTeHTOBaHHbIE Ha3BaHWUA, TaK
KaK nocsiegHne yaule ncnonb3yTca U y3HaBaeMbl B COO6I.L|ECTBE.

Cokpatuenus: FIX - paktop IX; IgG1 - ummyHornobynvH G1; k[la - KunogansToH.
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PykoBopactBo BOI no neyexuio remodunun, 3-e uspgaHune

PekomeHpgauumsa 3.2.20:

JIns KOHTPOIA 3aMeCTUTETbHO Tepanui, IIPOBOANMOIN
KOHIIeHTpaTaMu (aKTopa CBEPTHIBAHNA, COfePyKAIVMI
nonHopasMepHbiii pekom6unanTHslit FVIIL, BOT pekomenayet
MCIIONIb30BAaTh OHOCTAAMITHBIN VI/IM XpOMOTEHHBIN aHAIN3
FVIII, kanu6poBaHHbII CTAHAAPTOM IIa3MBI, IPOCIEKMBA-
eMbIM K MeXXJIYHapomHoMY cTaHgapTy BO3.

PekomeHpgauusa 3.2.21:

JI71s1 KOHTPO/IA 3aMeCTUTENbHOM Tepanuu, IPOoBOJIMOII
npenaparoM 3¢pMOpPOKTOKOT anbda (peKoMOMHAHTHBIN
FVIII, ciuTslii ¢ 4eT0oBeYeCKUM MMMYHOITOOymmHoM G1
[rFVIIIEc]; Elocta®/Eloctate®), BOT pekoMeHAyeT UCIIONB30-
BaHIe OTHOCTAgUITHOTO UK XpoMoreHHoro aHannsa FVIII,
KaInOGpOBaHHOTO CTAHAAPTOM IUIa3MBI, IIPOCIEKMBAEMbIM
K MeKAyHapogHoMy cTangapty BO3.

PekomeHpgauusa 3.2.22:

JJIA KOHTPO/IA 3aMeCTUTETbHON Tepannu, IPOoBOAUMOINI
IpenapaToM TypPOKTOKOr anbga meron (peKoMOMHAHTHBII
FVIII ¢ yceuénHbIM B-goMeHOM ¢ caiiT-crenypraHOI MOi-
STH/IeH-IIMKONbHOII rpynmoit 40-x/Ja [N8-GP]; Esperoct®),
B®T pexomenayer ucnonb3oBaHue XpOMOT€HHOTO aHAIN3a
FVIII unu ocuoBaunbiit Ha AYTB ogHocTagmitHbiin ananus
FVIII c BamuaupoBaHHbIMM peareHTaMu, BKII0Yas HEKOTOpble
peareHTHI € 37UIATOBOI KUCIOTOM B Ka4yeCTBe aKTMBATOPa
(Actin®, Actin® FS, SynthAFax™, DG Synth™) u pearentsi ¢
KpeMHueBbIM aKTuBaropoM (Pathromtin® SL, SynthASil™);
KannOpoBaHHbBIE CTAHJAPTOM IUIa3MbI, IPOCIEKNBAEMbIM
K MeKTyHapogHoMy cTrangapry BO3.

IIPUMEYAHME: Ognocrapuitnbie ananussl FVIII ¢ na6o-
pamu pearentoB APTT-SP™, STA-PTT Automate, nin
TriniCLOT™ APTT HS cymecTBeHHO 3aHIDKAIOT ICTITHHYIO
FVIII aktuBHOCTh N8-GP, 11 MX He cnefyeT Mcnonb30BaTh.

PekomeHpaunsa 3.2.23:

151 KOHTPO/IA 3aMeCTUTEIbHOI Tepanuu, IPoBOAMMOIL
NpenapaToM JaMOKTOKOT anbda 1meron (peKoMOMHAHTHBII
numénnsiit B-gomena FVIII ¢ caiiT-cnenuduaxoit 60
kJla pasBeTB/IEHHOI OMN3TUIEH-TTUKONbHOM IPyNNONi
[IBO-rFVIII]; Jivi®) BOI pekoMeHAyeT MCIOIb30BATh
xpomorenHsiit ananus FVIII nim ocHoBanusbiit Ha AYTB
ogHocTaguitHbli aHamu3 FVIII ¢ BamuaupoBaHHBIMU peareH-
TaMu, BKI0Yas pearent Actin® FSL (akTuBatop - snmnarosas
KICTOTa) M HEKOTOPbIe peareHThl C KpeMHMEBBIM aKTH-
BatopoM (Pathromtin ® SL, SynthASil™); xkanuéposanne
- CTAHJAPTOM IIZIa3Mbl, IPOCIEKMBAEMBIM K MEKAYHAPO/ -
HOMY cTaHzmapty BO3.

IIPUMEYAHME: Ognocragnitabie ananussl FVIII ¢
pearentoMm Actin® FS (akTuBaTOp - 9/1/1aroBast KMCIOTA)
wnu pearenToM C.K. Prest® (akTuBaTOp — Kao/lmH) cyiie-
CTBEHHO 3aBbIIIAIOT UCTUHHYIO aKTMBHOCTD FVIIL, n ux ne
cremyeT ucnonb3oBaTth. OpHocraguiiapie anamm3sbl FVIII ¢
pearentamu APTT-SP™ u STA®-PTT Automate cymecTBeHHO

3aHIDKAIOT NCTMHHYI0 aKTUBHOCTD FVIII, n ux He cnemyer
MCIONb30BaTh.

PekomeHpauusa 3.2.24:

JIJIg KOHTPO/IA 3aMeCTUTETbHON Tepannu, IPOBOANMON
MpenapaToM pypHOKTOKOT anb(a meron (morHopasMepHbIii
pexom6uHanTHbI FVIII ¢ caitT-HecnenmguunniM 20-k/Ja
nomusTiieH-rmkonem; Adynovate’/Adynovi®) BOTI peko-
MEeH/IyeT BBINOTHUTD GOIbIlle HAYYHBIX MCCIEe0BaHIIT
NPOBOAVMMBIX Ta00PATOPHBIX AHATN30B, YTOOBI COCTABUTD
000CHOBaHHbIE PeKOMEHIAINI OTHOCUTEIBHO Taboparop-
HOTO KOHTPOJIA.

ITPVIMEYAHME: B ny6nukanusax cofepKaTcs IPOTUBOpe-
YUBbIE CBeJeHN: 00 MICIONb30BaHM OHOCTAIVITHBIX VTN
xXpoMoreHHbIX aHanu30B FVIII pia 06pasnos, cogepamux
PYPMOKTOKOT ambda meromn.

PekomeHpgauusa 3.2.25:

JJIA KOHTPO/IA 3aMeCTUTETbHON Tepaninu, IPOoBOAUMOINI
NperapaToM TOHOKTOKOT aib(da (oFHOIenoYeHbIii peKoM-
o6unanTHsbiit FVIII [rVIII-SingleChain]; Afstyla®), BOT
PpeKoMeHIyeT MCOoNb30BaTh XpoMoreHHblii ananus FVIII,
Ka/IMOPOBAaHHBIN CTAHAAPTOM IUIA3MbI, IPOCIEKNBAEMBIM
K MeXTyHapogHoMy cTangapry BO3.

IIPUMEYAHIE: B 0630pe xapakTepUCTHK Ipemapara peKo-
MeH/IOBaH XpPOMOTeHHBIN aHanu3. TaM Takke yka3aHo, 4TO
pe3ynbrarhl ogHOCTaguiinoro anammu3a FVIII sanmxaror
ypoBeHnb akTuBHOCTH FVIII npnbnusurensHo Ha 45% mo
CPaBHEHMIO C pe3y/IbTaTaMM XPOMOT€HHOTO aHA/IN3a; VI IIpefi-
7araeTcs IpH MCNONb30BAHNN TOTHKO OFHOCTAUITHOTO
aHa/IM3a YMHOXATh Pe3ynbTar Ha K03 uienT, paBHbIi 2.

PekomeHpauns 3.2.26:

JJIA KOHTPO/IA 3aMeCTUTETbHON Tepanu, IPOoBOAUMOIN
mwrasMaruyecknmu kounenrparamu FIX, BOT pekomengyer
MCIO/Tb30BATh O[HOCTAAIIHbII MM XpOMOTeHHBII aHA/IN3
FIX, xannOpoBaHHBIII CTAHAAPTOM IIa3MBI, IPOCIEKIBA-
€MbIM K MeKIyHapoHoMy crangapry BO3.

PekomeHpauusa 3.2.27:

JI71s1 KOHTPONA 3aMeCTUTENbHOI Tepannu, IPOBOJIMOIL
KOHI[eHTpaTraMu ¢aKTopa CBEPTHIBAHMA KPOBU, COMlePrKa-
My HeMOAMUIIPOBaHHBIN pekoMOnHanTHbIN FIX, BOT
peKoMeHAyeT UCNONTb30BaTh OMHOCTAANITHbIN aHanmu3 FIX,
KaInOGpoBaHHBII CTAHAAPTOM I/Ia3Mbl, IPOCTEKNBAEMbIM
K MeXIYHapogHoMy cTaHgapty BO3.

ITPUMEYAHME: CornacHo cOO61IeHNAM, XPOMOT€HHbIE
anamusbl FIX 3aHmkaroT aktuBHOCTh FIX pekoMOuHaHT-
Horo koHneHTpara FIX.

PekomeHpauus 3.2.28:

i1 KOHTPOIA 3aMeCTUTEeIbHO Tepamnui, MPOBOANMOI
npenaparoM 3¢pTpeHoOHAKOr anbda (pekom6uHaHTHBI FIX,
CIIUTBII € YeTToBedyecKuM nMmmyHorno6ymmaom G1 [rFIXFc];



Alprolix®), BOT pexomenayet xpomorenHs1it anams FIX nim
ocHoBauHbIll Ha AYTB ogHocTaguitupiit anamus FIX ¢ Banu-
AVPOBAHHBIMY peareHTaMu. JTH peareHThl MOTYT BKITI0YATh
HEKOTOpbIe peareHThbl C AKTNBATOPOM - 31UIATOB Ol KMCTIOTOI
(Actin®, Actin ° FS, Actin® FSL), HeKoTOpbIe peareHThI C aKTH-
BaTropoM - KpemuueM (Pathromtin® SL, SynthASil™) u pearent
c akTuBaTopoM - nonmudenonom (Cephascreen®), Heo6xo0-
AVMa KamMOpoBKa CTAaHAAPTOM ITIa3MbI, TPOCTIE)KIBAEMbIM
K MeXIYHapogHoMy ctangapty BO3.

IIPMUIMEYAHMUE: Opnocraguitapie anamussl FIX ¢ ucnons3o-
BaHueM peareHToB STA-PTT Automate mmi ¢ KaOTMHOBBIM
aktuBaropoM (C.K. Prest®) cyljecTBeHHO 3aHIDKAIOT MICTHHYTO
akTuBHOCTD rFIXFc (Alprolix®) 1 He JO/KHBI MICTIONIB30-
BaTbCA.

PekomeHpauumsa 3.2.29:

o [l KOHTPO/A 3aMeCTUTENTbHOI TepPaI, IIPOBOAYIMOIA ITperna-

paToM anbOyTpeneHoHaKor anbgda (pexkom6unantHblit FIX,
CIIUTBIN C peKOMOVMHAHTHBIM Ye/I0BeYeCKNM aTbOyMIHOM
[rFIX- RFP]; Idelvion®), BOT pekomeHpmyeT NCIIONb30BATh
ocHoBaHHbIl1 HAa AYTB ogHocTaguitapii ananmus FIX ¢ Banu-
BMPOBAaHHBIMYU PeareHTaMy, BKII0Yas HEKOTOPbIe peareHThl
¢ KpemHMeBbIM akTuBaTopoM (Pathromtin® SL, SynthASil ™),
KanuOpoBaHHbIE CTAHAAPTOM IUIa3MBbl, HPOCTIEKNBAEMbIM K
MeXayHapogHoMy ctangapry BO3.

ITPYUMEYAHME: Opnocrapuitapie aHanu3sbl FIX ¢ pearenTom
Actin® FS (axTuBaTop - 3/1aroBas KicuoTa) Wi peareHToM
C.K. Prest® (akTBaTOp - KQO/INMH) CYLIECTBEHHO 3aHIDKAIOT
ncruaHy0 aktnBHOCTH rFIX-RFP (Idelvion®) u He mo/mxHbI
NCnonb30BaTbcAa. OMHOCTaAMITHbIE AHATN3BI C peareHTOM
SynthAFax™ (akTuBaTOp - 3/U1aroBas KMCI0Ta) WIN XpOMO-
reHHbple aHanmn3bl FIX cymecTBeHHO 3aBBIIIAIOT ICTUHHYIO
akTuBHOCTb rFIX-RFP (Idelvion®) u He JO/KHbI MICIIOIb30-
BaTbCA.

PekomeHpaunsa 3.2.30:

o JI/IA KOHTPONA 3aMeCTUTEIbHOI Tepannu, IPOBOJMOI

nmpenapaToM HOHaKor Geta meroin (pekomOnuanTHbrit FIX ¢
KoMnoHenToM 40-k[Ta nonmsTuneH-rmkonb [N9-GP]; Refixia®/
Rebinyn®) BOI' pekomeH/yeT MCIIONB30BAaTh XPOMOTE€HHBIIT
anamu3 FIX unu ocHoBanubiint Ha AYTB ogHocTaguitHbII
ananus FIX ¢ BammaupoBaHHBIMU peareHTaMu, BKII0Yas
pearent SynthAFax™ (akTiBaTOp - 97/1aroBas KMCIoTa) Min
Cephascreen® (akTuBarop — nommdgeHon), KaruépoBaHHbIE
CTAaHJAPTOM I/IA3MBbl, HPOCTIEKNBAEMbIM K MEKIYHAPOJ-
HOMY cTaHzgapty BO3.

IIPUMEYAHUE: BonpIMHCTBO OMHOCTAMMITHBIX AHATU30B
FIX cymecTBeHHO 3aBBIIAIOT MM 3aHIDKAKOT UCTUHHYIO
akTUBHOCTH akTopa npenapara FIX N9-GP u He go/mKHBI
MCHONb30BaThCsa. OMHOCTAIUITHbIE AHAIN3bI C MCIIOTH30-
BaHMeM peareHTta SynthAFax™ (akTuBarop - snmarosast
kucnora) win pearenta Cephascreen ° (akTuBarop - momm-
¢eHoN) MOAXOIAT IS KOHTPO/S TEPANUN, IIPOBOTUMON
npenaparom N9-GP.

naBa 3: JlabopaTopHas ANarHOCTVKA 1 KOHTPOJIb

Smuyuzymab

OMuIm3ymab — 9TO MHXMHUPUHIOBOE bricrenndudeckoe aHTH-
TeJI0, KOTOpOe CBsA3bIBaeT 00a denosedecknx daxropa FIX/FIXa
u FX/FXa u He perynmupyeTcs MexaHU3MaMMy, yIPaB/IAIIMA
FVIII, a pgetictByeT, kak MumeTuk FVIIL.?697

BHe 3aBICHMOCTH OT MCIIOIb3yeMbIX PeareHTOB IMULINM3YyMa0
cymecrseHHO cokpaiaer AYTB fjo pedepenTHOrO ypOBHS MWN
HIDKE; 9TO O3HAYAeT, YTO SMUIM3YMab BIMseT Ha Bce nabopa-
TOPHBIE TeCTHI I AaHA/IN3b], OCHOBaHHbIe Ha AYTB.%8-100
OMuImM3ymMab CyleCTBEHHO BIMsAeT HA XPOMOT'€HHbIE aHa/M3bI
FVIII ¢ ncnonb3osannem yenosedeckoro FIXa mmm FX, Ho He
OKa3bIBaeT B/IMAHNA, e/ cnonb3yercs Opranit F1Xa u FX.
Heo6xoanma MectHas Bepyudukarys HaOOpOB [/ XpOMOTeH-
HOTO aHa/mm3a, copeprauyx 6uramit FX n genoseveckmit F1Xa.%9
Vudopmanuio 1o IpuMeHeHNI0 SMUL3yMaba MO>KHO 13Me-
PATb U COOOLIATD B MI/MJI, MUCIIO/Nb3YsI MOAVM(ULINPOBAHHDII
OJfHOCTAJIMITHBIN aHA/IN3 C 60JIee CUIbHBIM Pa3BelleHNeM MCCIIe-
myemoro o6pasia (C HOMOIIbI0 aHAIUTUYECKOro 6ydepa) u
Ka/mOpoBaHme SMUIN3yMab-criennduaHbIMY KambpaTopami.?®

PekomeHpaunsa 3.2.31:

JI/1s manMeHToB, MPMHMMAOMIMX SMULIM3YMa0 1 HYK/a0-
I{IXCS B TOATBEPXKieHIN O>KIaeMbIX yPOBHeiT aMUIi3yMa0a,
BOT pexkoMeHyeT UCIOIb30BATh MOAM(UIIPOBAHHBII
OIHOCTAUITHbBIV aHAIN3, BKII0YasA JOMOTHUTEIbHBIN 3TAIl
NpeBapUTETbHOTO Pa3BefeHNs MCCIeNyeMOll IIa3Mbl
¥ KaMMOpPOBKY aHaIN3a IMULU3YMA0-criennpuaHbIMu
Kanubpatopamu.

IIPYIMEYAHVE: ¥V nanueHToB ¢ TsHKEMOI reMmodummeit A
MHIMOUTOPHOI U HemHINONTOPHOIT popMbl AUTB MoxkeT
OBITH HOPMAZIBHBIM /TN CYGHOPMAIbHBIM JaXKe IpH CyOTe-
pameBTHYECKUX YPOBHAX SMUIU3yMaba.

PekomeHpaunsa 3.2.32:

Ina onpenenenna aktusHocTu FVIII y nanmenTos c remo-
dunmeii A, npuHuMaromux sMuu3ymMa6, BOT pekomenmyer
HMCNONMb30BaTh XxpomorenHblii aHanu3 FVIII, comepsxammii
obrumit FX.

ITPMMEYAHIE: IIpucyTcTBue B OpraHn3Me sMuiusymMaba
B TepaleBTIYeCKIX [03aX BIMAET Ha TI000i XpOMOTeHHBIIT
anamus FVIII, copepxamuit yenosedeckuit FX. OmMumnusyma6
TaK)Ke MOKeT BIUATH Ha XpoMoreHHble aHanu3bl FVIII,
copepxkaiue yemoBedecknit FIXa u 6prumit FX, Ho 310 mporic-
XOJMT TONBKO P YPOBHAX SMUIIM3YMa0a, MPEeBOCXOMAINX
Te€, YTO OKUAAIOTCSA Y MALMEHTOB, IPMHUMAIOIINX PEKOMEH-
JyeMble JO3bI.

PekomeHpauusa 3.2.33:

Ins onpenenenus ypoBHeit unrn6éutopos Kk FVIII y manm-
€HTOB, MONTyYauuXx sMunusymad, BOI pekomeHgyer
MCIIOTb30BAaTh XPOMOTCHHBII JMATHOCTUYEeCKUIT Ha6op
FVIII, copgepxamuii 6prumii FX.

PekomeHpauunsa 3.2.34:

JI/14 ManyeHToB ¢ MOJ03PeHIeM Ha HellTPany3yIouie SMII-
3yma6 anTurena BOI pekoMeHpyeT U3MepeHye YpOBHeIl
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

sMunusyMaba npy noMouy MoguguIpoOBaHHOTO OTHO-
CTagUNITHOTO aHANIN3a, BKII0Yasl JOMOTHITETbHBIN 3Tan
NpeBapUTETbHOTO pa3BefeHN VICCIeRyeMOll MIa3MbI
¥ KaTMOPOBKY aHaIN3a SMULN3YMa0-crenumIHbIMU
KambpaTopamu.

IIPVIMEYAHME: IIpy Hanu4uu AjIs 3TOT0 TAaKXKe MOXKHO
JCIONTb30BaTh BaTNAVIPOBAHHbIE AHATN3bI Ha aHTUTENa K
npernapary.

TecmupoeaHue Ha UH2U6UmOpr
» Hambornee gacto Bcrpevaromuecs QyHKIMOHAIbHbIE MHIOU-

TOPBI TEMOCTA32a — 3TO BOTYAHOYHBIE AHTMKOATY/IAHTBI, KOTOPbIE
He HalpaB/ieHbl KOHKPETHO IPOTUB (haKTOPOB CBEPTHIBAHNSA
U IPUCYTCTBYUE KOTOPBIX JO/DKHO OBITh MCKIIIOUEHO IO TeCTH-
POBaHMsI Ha HA/IM4Me NHIUOUTOPOB K KOHKPETHOMY (aKTopy.
Pesynbrarel anamza AYTB cMecy aHam3upyeMol 1 HOpMa/IbHOI
IUTa3Mbl ObIBAET TPYAHO MHTEPIIPETUPOBATD, 0COOEHHO IOTOMY,
4TO IPY MPUOOPETEHHOI reMODINY M3HAYAIBHO BO3MOXKHA
nonHasg Koppekunsa AUTB gake npyu HanMuMM aAKTUBHOTO
crierduyanoro antu-FVIII anturena. Ecnmu antu-FVIII antuteno
IIPUCYTCTBYeT, TO pu nHKybanuu AYTB y granHoit cMecn
YOIVHAETCA.

BonpmmucTBo narnburopos FVIII, nosBusmmxcs y manu-
eHTOB ¢ reMouVell A OC/Ie IPOBeeHNs 3aMeCTUTEIbHO
Tepanuiu, CIERYIOT XapaKTepHOI 3aKOHOMEPHOCTH: 3HaYeHNe
AYTB y cMecy 11a3Mbl TaLieHTa 1 HOPMa/IbHOI Iy/IMPOBaHHOI
II7Ia3MBI - IPOMEXYTOYHOE, T.€., OHO HAXOIAMUTCA B IaIla30He
Mexy AYTB jaHHBIX IBYX BEIECTB, a 3aTeM YIIMHAETCA IpU
MHKYyOarmy cMecy rpy reMieparype 37°C B TedeHne 1-2 9acoB.
IMopTBEp>KAeHNEe TOTO, YTO MHIMONTOP HAIlpaB/IeH IIPOTUB
ompeneNéHHOro GpakTopa CBEPTHIBAHISA, TPeOyeT IPOBeeHIs
aHa/I3a Ha Ha/lM41e OIpefie/l€HHOrO MHIUOMUTOpA.

Iopcuét TiTpa MHIMONTOPA IENAIOT B TAGOPATOPUN, IIPEAIIOUTH-
Te/bHO 11py oMoty HuiiMereH-MopyuunpoBaHHOTo aHamsa
Beresna FVIII Ha mHrMOMTOPSL,! TaK KaK 3Ta MOGUQUKAL[Ms
Haét 6osee BBICOKYIO CIenNUIHOCTD U IYBCTBUTENBHOCTD,
yeM OOBIYHBIIT aHa/MN3 Berespa 101-109

Ha pesynbrarsl betespa-ananmsa nHIMOUTOPOB MOXKET BO3JIENi-
CTBOBATb MCIIO/Ib30BAHME PA3TNYHBIX PasBeleHNIl UCCTIENyeMOTo
o6pasia o CMelMBaHNs 9TUX PasBefeHNT C HOPMaJIbHOII
ITasMoit. 0

nsa naunenTtos, nonydaromuyx FVIII wmm FIX, npoMbiBKa He
MOHAZKOONUTCS, IPU YCIOBUM JMCIIONb30BAHNUS MOAU(UKALIIN
a”ammsa Huiimeren-berespa c HeliTpanusanyeir HarpeBoM,
kotopas nHaktusupyet FVIII/FIX B o6pasue u nmossosier
06HAPYXUTb MHIMONUTOP.0%111-113 10or0 He TpedyeTcs, ecnn
B MICCTIElyeMOM o6pasne FVIII/FIX <5 ME/p1, Tak Kak Takoit
HU3KUI YPOBEHD He IOB/IMAET 3HAYUTEbHO Ha MO/ICYETHI
TUTPA MHTUOUTOPA.

I onpepenenust FVIII Bo Bpemst aHamm3a Ha MHIMOUTOPHI 110
Mmerony Huitmeren-beTesa MOKHO MCIIONb30BATh pas/INyHbIe
Buabl a"Hanusa FVIIL.I4-118 [Tportokon «HannonanpHoM
nporpammsl CIIA no narnéuropam» Tpedyer UCIOIb30BATH
XPOMOTEHHBIIT aHAJIN3, eC/IU HAO/TIONAI0TCs IIOJIOKUTEeIbHbIE
pesybrarsl o unrnburopy FVIII aivke 2,0 BE.1%8 TTpy Hammanu
TIO/IO3PEeHM A Ha BOTYAHOYHBIN aHTUKOATY/IAHT, UM €C/IN

ob6paser] COEP)KUT TepalleBTIYeCKIie AHTUKOATY/ISIHTbI, TaKIe,
KakK rernapuH mwin npsimble nHrn6uropst FXa wiu Flla, nerne-
c006pa3HBIM MOXET OBITh IO TBEPIK/ICHNE TIPUCY TCTBUA
MHTUOUTOPA MIPY IIOMOIIY XPOMOT€HHOTO aHa/IN3a, U3Meps-
I0II[eTO MUHVMMAIbHYI0 OCTATOYHYIO aKTUBHOCTD (paKTOpa
(BMecTO O[HOCTAIMITHOTO aHA/IN3a).

KnmHuYecky 3HaYMMbIM CUUTAETCA TUTP MHIMOUTOpA > 0,6
BE/MH.Ug’lZO

Hexoropsle He-HelTpanusytomue anTu-FVIII anturena, e
obHapy>xeHHble aHa/M30M Hulimeren-beresza, MoryT 6bITH
K/IMHMYECKM 3HAYMMBbIMH, TaK KaK OHM MOTYT yCU/IMBATh
BoiBefenne FVIII, nx MO>XHO M3MepUTD C TOMOLbIO MIMMYHO-
¢dbepmentHoro anammsa (ELISA).121-128

PekomeHpgauumsa 3.2.35:

st onpepenenus Hanuuusa aHTU-FVIII mHrn6utopos B
o6pasue, cogepkamem FVIII akruBHoctpio 60mee 5 ME/
w1, BOT pekomeHpyeT nepep TeCTUPOBaHIeM BbIIeP>KIBATh
o6pasen npu 56°C B TeyeHne 30 MUHYT U eHTpUPYTUPOBATDH
€ro Ipy KOMHATHOI TeMIIepaType ¢ IeHTPOOEKHBIM YCKO-
pennem MuHnMyMm 1700 g B TedeHNe KAK MAHIIMYM 5 MIHYT.
IIPVIMEYAHME: KonnyecTBeHHOE OrpaHNYEHIe aHAIN3a
unrnburopa FVIII Huitmeren-bere3ga - mpu6nusureIbHo
0,6 BE/mmn.

IIPUMEYAHME: Ananmus narn6uropa FVIII Huiimeren-
Bere3ma Tpebyer ucnonb3oBaHus 6ydepusoBaHHOI
HOPMa/JIbHOJ NY/IMPOBAHHO I/Ia3Mbl B KaUyeCTBe MICTOY-
Huka FVIII, koropas misa npuroToBneHns KOHTPOIbHOMN
CMecCH 3aTeM CMeIINMBAeTCsA C PABHBIM 00bEMOM IITIa3MBlI,
medumurHoit o FVIIL

PekomeHpgauusa 3.2.36:

Il onpemenenusa Hamraysa aHTH-FIX mHrnéuropos B o6pasue,
copepkameM FIX aktuBHoCcTBIO 6011ee 5 ME/mn, BOT peko-
MEeHJIyeT Iepef TeCTPOBaHeM BbIlep)KMBATh 06pasel Ipu
56°C B Teuenne 30 MUHYT U LIeHTPUQPYTUPOBATH €TI0 MPH
KOMHATHOII TeMIlepaType C IeHTPOOeXKHBIM YCKOpeHeM
muHMMYM 1700 g B TeyeHMe KaK MUHUMYM 5 MUHYT.

PekomeHpaunsa 3.2.37:

Insa kommiecrBeHHoro onpenenenns aHTu-FVIII nuarn6n-
TopoB BOT pexomenpayer ucnonb3oBaTh aHanus Huiimeren
B Mmopudukanuu beresma.

ITPIMEYAHVE: Ananusst Beresga o6Hapy xuBaror HeiitTpa-
nusyromue anturena. Heppicokoe copepsxanue antu-FVIII
AHTHTeN AB/LAETCA He AB/AETCA HelITPaIu3yIolMM, COKpalaer
nepuop nonysbiseaennsa undysuit FVIII u ne ompegenaerca
anamsamu berespa.

IIPUMEYAHMUE: Mogudukaus Huiimeren onmcpiBaer
cienuduiecknit Merop 6ydepusanuyu HopMaaIbHOI
IyTMPOBAaHHO I/IA3Mbl; MOTYT IIOOMTH U IPyTHE METO/bI
6ydepusamum.



PekomeHpauusa 3.2.38:

JIna xomrdecTBeHHOTO onpefenenna HrnénTopos kK FVIII n
FIX BOT pexomMeHayeT MCIIONb30BATh /1A MOACYETA KOHIEH-
TPaIuii MHTNOMTOPa TONHKO pa3BefeHNe C MTHIMATbHOM
ocrarouHoi aktTuBHOCTHhIO FVIII/FIX ot 25% mo 75% ot
ypoBHaA akTuBHOCTU FVIII/FIX B KOHTPONIbHOI cCMecH.
IIPUMEYAHME: Hau6onee To4YHble pe3yIbTaThbl IO
WHIMONTOPAM MOTyYaloTCA, KOTIa MUHMMANIbHAA 0CTa-
toyHas akTuBHOCTD FVIII/FIX 61m3ka k 50% oT ypoBHA B
KOHTPObHO¥ CMeCH.

PekomeHpgauusa 3.2.39:

JIns xomyecrBenHoro onpenenenns antu-FVIII uarn6uropos
Hu3sKoro Tutpa (<2 BE/mn) BOT pekomeHayeT MCIONb30-
BaThb xpoMmoreHHb1it Huiimeren-bere3na ananus FVIII pna
M3MepeHNa MUHMMAIbHOI 0cTaToyHoli akTuBHocTu FVIIIL.
ITPUMEYAHMUE: Vicnonb3oBanue xpomoreHHoro Huiimeren-
beresna ananusa FVIII BMecTO OHOCTagUITHOTO aHAIN3A
FVIII o6ecnieunBaer 60/mee BPICOKYIO CIenMPUIHOCTD I
CHIDKAeT BO3MOKHYI0O BApMAaTUBHOCTD MI3MePEeHUA MUHH-
MainbHoI1 ocTatouHoit aktusHocTH FVIIL, yro MokeT mpuBecTn
K 3aHIDKEHUIO BIUIOTD [0 I0)KHO MOTIOKITETbHOTO Pe3y/ib-
TaTa 0 HAIYMY WHIMOMTOPA IIPU €T0 PeaTbHOM OTCYTCTBYIIL.

[eHHasa mepanus

CoracHo oTyéram mocje reuHol Tepammn (kak FVIIL, tak n
FIX) HaO/MI0[A0TCs pas/ndms MY pe3y/IbTaTaMi, IOTydeH-
HBIMM C IOMOIIBIO OFHOCTAMITHOTO 1 XPOMOT€HHOTO aHA/IM30B.
Pesynbrarsl OfHOCTaANITHBIX aHa/M30B akTuBHOCTY FVIII 66111
npubnusnuTenbHO B 1,65 pasa Bbire!'2 u B 1,5 pasa Bbiire,' 30 yem
pe3y/nbTaTbl XpPOMOT€HHBIX aHA/IM30B I0C/Ie ABYX Pa3/INYHbIX
tepanuit muméHusM B-gomena (JIBJ]) FVIIL 9To KoHTpa-
crupyet ¢ KDC-copepsxamum JIBJl FVIII, rie pesynbrars
XPOMOT€HHBIX aHA/IM30B BbIllle, YeM Pe3y/IbTaThbl OJJHOCTA-
IOUITHBIX aHAN30B.%87>

Y nmanmeHTOB, HOMYYMBIIMX F€HHYIO TEPANNIO M1aJJyaHCKUM
BapuaHTOoM FIX ¢ BbICOKOIT crienyipuyeckoii aKTUBHOCTBIO
FIX, pesynbraThl ofHOCTagMitHbIX aHann3oB FIX pasnnya-
JIVCh B 3aBMCUMOCTH OT UCIO/Ib30BAHHBIX PEAreHTOB, HO ObIIN
BbIlIE, YeM Pe3y/IbTaThl, IIOTy4eHHbIe IIyTEM XPOMOTE€HHBIX
aHa/m3oB FIX 131

PekomeHpaunsa 3.2.40:

s komnrdecTBeHHOro onpepenenna aktusHoctu FVIII y
TaIVIeHTOB MOC/Ie TeHHOl Tepamuu BOT pekomeHayeT mranb-
HeliIIe CCIef0BAHNA /1A ONpefeNeHNsA OTHOCUTETbHO
TOYHOCTH XPOMOTEHHBIX ¥ OFHOCTAVIIHBIX AaHATIU30B IPU
NMPOTHO3€ IeMOCTaTNYECKOII 3alUTHI.

IITPUMEYAHME: Ilo MHOTMM TpaHCTeHHBIM IpenaparaM
FVIII pe3ynbTarbl OFHOCTAJMITHOTO aHATIN3a IOCTOAHHO
noKa3pIBaloT akTuBHOCTHh FVIII npuénusurensHo B 1,6
pas Bblllle, YeM pe3yabTaThl XpOMOT€HHOT0 aHamm3a. JIna
TO4YHOTO onpenenenns akTuBHocTu FVIII y pennnnentos
MOXKeT IIOHAK0OUTHCA KOPPeIAnM:A KaK CO CIendriecKkoit
AKTMBHOCTBIO KaK INIA3MEHHOTO, TaK ¥ PeKOMOMHAHTHOTO
FVIII, u TakKe ¢ KIMHUYECKNM OTBETOM.

naBa 3: JlabopaTopHas ANarHOCTVKA 1 KOHTPOJIb

PekomeHpauusa 3.2.41:

JInd Konu4ecTBEHHOTrO onpenenenna aktupHoctu FIX y
NAIVIEHTOB NOoC/Ie reHHol Tepammy BOT pekomenpyer 6oree
I7TyGOKVIe ICCTIeZOBAHMS A/Is1 OTHOCUTENBHOI TOYHOCTH
XPOMOTE€HHBIX M OHOCTAAUITHBIX aHA/IN30B IPH NPOTHO3€
reMOCTaTUY€eCKON 3alINThI.

IIPYIMEYAHME: ITagyanckmit FIX (R338L) ncnonssyercs
ma renHoi Tepami FIX, moromy uro y Hero 60omee BbIcOKas
cnenudiryeckas aKTUBHOCTD, YeM y ecTrectBeHHoro FIX.
OpHocTaguitHble aHATNU3bl AKTUBHOCTU NMagyaHckoro FIX
CTaOMILHO JAIOT Pe3yNbTaThl B 1,6 pa3 BoIlIe, Y4eM XpOMO-
TeHHbIe aHANN3bI. [ TOYHOTro onpefeneHns aKTMBHOCTI
nagyanckoro FIX y penunueHToB Heo6XouMa KOpp ey
co crienudIraeckoi aKTMBHOCTHIO KaK IVIa3MEHHOT0, TaK U
pexomb6unanTHoro FIX.

KBannéwnumpoBaHHbI nepcoHan

[l noMyYeHNst TOYHBIX Pe3y/IbTATOB COTPYAHMK TabopaTopu,
3aHMMAIOIINIICS BOIIPOCAMI KOATY/ISILINY, ZO/DKEH XOPOIIO
pasbuparbcs B METOAAX aHA/IM30B.

B HEKOTOPBIX CTy4asix MOJIe3HO, YTOOBI COTPYAHMK TabOpaTopuim
HpOI_HéII IIOBBILICHIE KBaHI/I(l)I/IKaIH/H/I B ClIeNMa/IN3VIpPOBAaHHOM
IIeHTpe.

3.3 Mcnonb3oBaHMe HagneXawlero
obopyaoBaHMA 1 peareHToB
O6opypoBaHue

B cOOTBETCTBMM C OCHOBHBIMY TPe6OBAHIAMI TA6OPATOPHOE
obopynoBaHue JO/KHO BK/IIOYATh BOAAHYI0 6aHi0 Ha 37°C
0,5°C st 6BICTPOro OTTAaMBAHNS 3aMOPOXKEHHBIX 00pa31ioB
VY Py<HOTO BBIIIOJIHEHNS aHA/IM30B TI0ObIX 00PasIioB, ¢ KOTO-
PBIMIL He cpabOoTajl aBTOMATIYECKIIT AHATIN3, TAK)Ke HY>KHBI
Ka/MOpOBaHHbIe ABTOMATIYECKIIe IIMIIETKIL.

PacxonHble MaTepyaIbl U3 IIACTHUKA I CTEKIIA, MICIIOTIb3yeMble
JVLsT KOATy/IOMIOTMYECKOTO MCCTE[OBaHsA, He OKHBI MICIIONb-
30BaThCSI IIOBTOPHO.

ABTOMaTIYECKIIE KOATY/IOMETPBI 3HAYUUTEIBHO [IPEBOCXOIST
Py4HBIE METOBI, MICIIONIb3yeMble B HEKOTOPBIX IT0/IyaBTOMATAX,
y HuX 6ojiee BBICOKAsi TOYHOCTD, PEIePTyap U B HEKOTOPBIX
CITy4asx — aBTOMATHYECKOe OIpefie/IeH e IPeaHaTuTUIeCKIX
po6yeM.

Bei6op koazynomempos

ITpu BeI6OpE KOATY/IOMETPOB HEOOXOAVMO YINTHIBATD

HIDKeC/IeyIolyie BaKHbIe (paKTOPBL:

- TEeCTOBBIN penepTyap;

- 9KCIUTyaTalMOHHbIE TPeOOBAHS, BK/IIOYAs 00CTyXN-
BaHII€ U IeJICTBYS TPV BOSHUKHOBEHNUN HEVICIIPABHOCT;

- IIPOM3BOJUTEIBHOCTD;

- CPaBHMMOCTD Pe3y/IbTaTOB PabOThl OCHOBHOTO aHA/IN3a-
TOpa 1 TTI0OBIX pe3ePBHBIX METO/IOB;

- COBMECTMMOCTb C JICIIO/Ib3YeMbIMI B JAHHOM PeryioHe
IpoOMpKaMy [JIs aHA/IM3a KPOBY U KOHTEIHEPAMIIL [/Ls1
XpaHEeHN I1a3Mbl;

49
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

- 6e301acHOCTb.

Heob6xonnma nHpopMaiyst 06 SKCITyaTalMOHHBIX XapaKTe-
PUCTUKAX CUCTEMBI. ITY NHPOPMALIUIO MOKHO MOYEPITHYTh
U3 pas/IMYHbIX ICTOYHNMKOB, BK/IIOYasA ITyOIMKAIIUN 1 JaHHbIE
IIPOM3BOANTEIA, HO MOXKET ITIOHaJ0OUTHCA U KaKOM-n60 BUJ,
oleHKM Ha MecTe. CylllecTByeT JeTanbHasA MH(GOPMAIVA 110
BBIOOPY 1 OLieHKe aHa/IN3aTopoB.132133

PeareHTbl

Xopotiert MpaKkTHKOI ABJsIeTCs 0becIiedeH e HeIIPePhIBHOCTH
IIOCTaBOK BBIOPAHHOTO peareHTa, IIpy 9TOM Heo6xoauMo o6pa-
IIaTh BHMMaHIE Ha TOCTIeN0BaTeIbHOCTD UCIIOTb30BaHNUSA
MapTUIL U IIUTETbHOCTb CPOKA XpaHEHMA. TO IOCTIDKIIMO,
€C/IM TOCTABIIVK TIPU BO3MOYKHOCTH 3ape3epBIpPYeT 10 3aIIpoCy
nabopaTopuy BCIO MApPTHIO.

PasHble MapK1 peareHTa MOTYT UMeTDb Pa3HyI0 YYBCTBUTETBHOCTD
U He IODKHBI MICTIONb30BaThCA MAPpajlIeNbHO, 3 UCKTIOYeHNEM
CTy4aeB, KOTfia 9TO JeMaeTCs C OIpefe/IeHHO IebIo.

JI71s1 Bcex MEeTOROB JJOJDKeH OBITh ONpefeéH AMaa3oH
HOpMa/bHBbIX 3HadyeHuit. Ha aTy TeMy ony6n1uKoBaHO
«ITpakTnueckoe pyKoBOfCTBOY,! n ripu anammse AUTB Heo6-
XOIMMO YYUTBIBATb MeCTHbIE YC/IOBUs 3a00pa 1 06paboTKn
06pasros.

3.4 | Ob6ecneyeHune KayecTBa

Obecneuenne KayecTBa BK/IIOYAET BCe aCIEKTHI IIpoliecca
AMATHOCTHKY, HauMHas1 ¢ 3a60pa 06pasIioB, ceraparnit, aHanmusa
1 BHyTpeHHero KoHTposs KadectBa (BKK) mo npepgocras-
JIeHMs1 OTYéTa O MOJTyYeHHOM pe3y/bTaTe U 00ecredeHns
CBOEBPEMEHHOI JOCTABKY 3TOTO OTYETA COOTBETCTBYIOIEMY
KIVMHULIUACTY.

BHYTpeHHMI KOHTPOJIb KauecTBa

BHyTpeHHMIT KOHTPOJIb KadyeCcTBa UCIIONIb3yeTCs [ Y0CTO-
BepeHMsI B efUHOO0OPA3HOM BBIITOTTHEHUN CEPUU METOJOB 1
IpOLefyp B TeYeHNe OIPe/ie/IEHHOTO IePUOofa BpeMeH.
Meponpuarua BKK npennpuHuMaroTcs, 4To6b! yIOCTOBEPUTHCH,
YTO pe3y/IbTaThl 1ab60PATOPHBIX UCCIETOBAHNUIT JOCTATOYHO
HaJ&XKHBI, YTOOBI CIIOCOOCTBOBATD MPUHATHUIO KIVHIYECKIX
peleHnit, KOHTPOJIIO TePAlUN ¥ JMATrHOCTUPOBAHUIO TeMO-
CTaTUYeCKMX HapyLIeHN.

Ipaduueckoe oTobparkeHne pe3yIbTaToB KOHTPOJIS Ka4eCTBa,
HarpuMep, B popMe rpaduka JleBu-JI>keHHUHICa, 0O/IeryaeT
aHa/IM3 TeHJeHINIT M3MeHeHuA B pesynbraTax BKK.

BHelwwHAA oueHKa KayecTBa

BuewmHss onjeHka kadectBa (BOK) momoraer onpegnenutsb
CTeleHb COOTBETCTBIS Pe3y/IbTaTOB MECTHOII Taboparopun
U Pe3y/IbTaToB, MOMYIEeHHDIX B PYTUX I[eHTPaX.

MexgyHaponHas IporpaMMa BHEIIIHel OLleHKM KadyecTBa
BOI (MIIBOK - IEQAS) crierjanpHO pa3paboTaHa [is HYK
LIEHTPOB JIedeHNsI TeMODIINN 110 BCeMy MUpy. ITa cucTeMa
BKJ/II0YAeT aHa/IM3bl, HEOOXOQUMBbIE IS JUarHo3a U JIe4eHns

Kkoaryyomnaruit. [leranpHyto nH(OpManuio o6 sToit IporpaMme
MO>XHO nonyuntb B BOI, ona nposogurca copmectHo ¢ UK
NEQAS (HaumoHambHOI cmyx6071 Bermmko6putaHny o BHeIIHel
OlleHKe KayecTBa aHaIM30B Koary/sauuu Kposnu) B [llepdunpe,
Benmko6puranms. 34

JI71 BOCTVYKEeHMA BBICOKOTO YPOBHA HaJEKHOCTH TECTUPO-
BaHIA U YCIIEITHOTO YYacTVA B IPOrpaMMe BHEITHe T OIleHKN
KaJyecTBa JabOpaTOpysA JO/DKHA UMETb JOCTYII K Ka4eCTBeHHBIM
peareHTaM ¥ MeTOIMKAM 1 IOCTATOYHOE KOJINYEeCTBO TO/KHBIM
06pasoM 00y4eHHbIX COTPYAHUKOB.

PekomeHpauuns 3.4.1:

BOT HacTOsATETPHO PEKOMEH/YET KOATy/I0IOrMIecKIM 1a60o-
PATOpMAM MICHONB30BATH HPOTPAMMBbI 00ecIeYeH s Ka4eCTBa
IUISL BCeX TaGOPATOPHBIX CUCTEM, ITO 00ECIEYNT IPUBEPIKEH-
HOCTH Ka4eCTBY I Ha[[&KHOCTD TA00PaTOPHBIX MPOLERY P
aHA/IN3a KPOBM, & TAK)KE OTIETHOCTHI B IE/ISAX JUATHOCTUKI
¥ IeYeHU s TeMOQUITNN.

PekomeHpauunsa 3.4.2:

JI71s1 CKpMHMHIOBBIX TeCTOB remMocTasa BOI pexomenpyer
NPOBOAVITh BHYTPEHHIII KOHTPOIb Ka4eCTBa C KAK MUHIMYM
ABYM: YPOBHAMI KOHTPOIbHBIX 00pa3I[OB BHYTPEHHETO
KOHTPO/IA KauecTBa (06pasnbl HOPMATbHOI ¥ AHOMA/TbHOIT
IUTa3MBbI) /I BCeX MCCIeTyeMbIX HAPTUIl KAK MITHIMYM pa3
B CYTKIL.

PekomeHpauunsa 3.4.3:

BOT HacTOATENbHO PEKOMEHAYET KIMHIYEeCKIM TabopaTo-
PuAM pETYyIAPHO YIACTBOBATh BO BHEIITHMX OIICHKAX Ka4€CTBa
I10 KaJKJIOMY BUTY aHA/IN30B, ICIIOIb3YEMbIX B JMMAIrHOCTUKE
¥ TedeHuy reMopIInm.

IIPVIMEYAHME: Yyactue B oprannsoBaHHoit BOT
MexpyHapopgHoI1 mporpaMMe BHellIHell OLIEeHK! KayecTBa
(ICQAS) no3Bonser 1aGOpaToOpMsM COBEPUIEHCTBOBATH I
CTaHJAPTU3MPOBATH TaGOPATOPHOE TECTUPOBAHME B 00/IaCTI
reMouInim.
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Bce YTBep)KneHI/IH, ABNAOIINIECA PEKOMEHIANVAMMY, IPUHATHI
Ha OCHOBE KOHCEHCYCa U moMedenbl ab6peBuarypoii (34 -
«KOHCEHCYCHBIE PeKOMEHTAI[II»

4.1 | BeepeHue

o Tenermyeckas oleHKa reMOQVINU BaXKHA J/Is1 OIPefie/IeHIsI
610/IOrMYECKOI STUONOrMY 3a60/1eBaHMsI, IOCTAHOBKM IMarHO3a
B TPY/IHBIX CITy4asiX, IPOTHO3MPOBAHMA PJMCKAa BOSHUKHOBEHMA
MHTUOUTOPOB, BBISIB/IEHNSI )KEHIIVH-HOCUTEIbHNUL] U TIPOBe-
JieHVIsI TIPEHATA/IbHOI AMATHOCTYIKY, €CIIV TO 1ielecoobpasHo. !

o AHanu3 reHOTUIIA JO/DKEH IPeIaraTbCs BCeM INIIAM C FeMOo-
unmert v yieHaM MX ceMeli XKEHCKOTO 11071, HaXOfALIMMCS B
«TpyIIIe PUCKa».

o Crparerny reHeTMYeCKOro TeCTVPOBAHNA 3aBUCAT OT APAMETPOB
(eHOTHIIA, M3MEPEHHBIX B KOATY/IOJIOTMYECKOIT TabopaTopun
B JIOIIOJIHEHNE K KIMHIKO-Te€HeaIorn4eCKOMY MCCIe0BaHMIO.
B cBA3Y € 9TUM BayKHO IPEJNOCTABUTD IOyYeHHbIE TAHHbIE
B 1abOpaTOPUIO TeHETNYECKOTO TeCTUPOBaHMs. TOYHOCTD
MHTepIpeTanuu 00HapyXeHHOII(bIX) 00yCIoBINBaOL e (1X)
Bapmanyu (1) 3aBUCUT OT ITOAKPEIUIAIONINX JaHHBIX O (heHO-
TUTIE M CEMETHOM aHaMHe3e MalyeHTa. 2>

o IlpenBapuTenbHOE TeHETUYECKOE KOHCYIBTMPOBAHNE JIUI] C
reModuyeit ¥ WICHOB X ceMell — BaXKHOe TpeboBaHMe I
NIPOBEJIeHN s TeHeTUYeCKOTo TecTupoBaHuAa. OHO BKIOYaeT
HoJTy4eHne NHPOPMIPOBAHHOTO COIIACKS OT HALEHTA, €T0
POAMTENS VIV 3aKOHHOT'O OIIEKYHa, [/LS1 9TOr0 HeOOXOAMMO
KaK paspelieHNe Ha POBeJieHle TeCTUPOBAHNUSA, TaK 1 pa3b-
siCHeHMe, obecriednBaroliee OMTHOE IIOHMMaHe IPOLefyPbl
TEeCTMPOBAHN, €TI0 TI0/Ib3bl M OTPAHNYEHMIT, @ TAKXKE BO3MOXKHBIX
IIOC/IE[ICTBUI Pe3y/IbTaTOB TECTUPOBAHMA.O7

o Tenermyeckoe KOHCYNIBTHPOBaHME JOMDKHO obecreunTs nHGOp-
MMPOBAHMeE ¥ peKOMEHJAIMN O IIPOBeJeHNN IIPEeHaTaTIbHOM
puarnoctuku (ITHI), Begennn 6epeMeHHOCT U POLIOB Y
HOCUTEIbHUL TeMODIINM, @ TAKXKe O MIPEMMIUIAHTALVIOHHOM
renetnyeckon guarnoctuke (ITTIT). BaykHo 3HATh U cOOII0ATD
Kacaloleecs 9THUX IIPOLefypP COOTBETCTBYIOIee 3aKOHOATe/b-
CTBO CTPaHbl, B KOTOPOIi NIPEOCTABIAETCA JAHHAS YCIyTa.

o TeHerndeckoe TeCTUpPOBaHIE He BCeT/ia BbIIB/ISET 00YCIOB/IBA-
IOIITYI0 BaPUAIINIO, ACCOIMMPOBAHHYIO C PEHOTUIIOM TeMOPUIINIL.
IIpy reHeTHYeCKOM KOHCY/IbTMPOBAHUM 3TA BEPOATHOCTD

JOJDKHA OBITH JOBEEHA IO JINIA, HAIIPAB/IsAEeMOro Ha reHe-

tudeckoe tecTrpoBanye. (Cm. rmaBy 9 «OTenbHbIe aCIIeKThI

neyenns» — «Hocurenbauipl» — «leHeTnyeckoe KOHCYIbTU-
poBannme» — «IIcuxocoranbHas OAgEPKKa».)

o JlabopaTopuy reHeTYeCKOIl JUATHOCTHUKI JO/DKHBI CTPOTO
CJIeJ0BaTh IIPOTOKOJIAM U IIPOLIEAYPAM, /LS 4ero He0OXOAMMO
HIDKeC/Ieiyolee:

- 3HaHMA 1 POodecCcHOoHaIbHbIE HABBIKY B 00/1acTy 1a00-
PAaTOPHOrO reHeTUYECKOTO TeCTUPOBAHNIS;

- VICIIONIb30BaHUE HAJIEKALINX MCCIETOBATENbCKIAX
wratdopm;

- 3HaHMA 1 NPodecCroHaTbHbIe HABBIKY B 00/IaCTI MHTEP-
IIpeTaluy TeHeTNYeCKIX BapUaluil, BbIsIB/IEHHBIX B
CBsI3U C TeMOUIIMelt;

- UCIIO/Ib30BaHIE HA/IEXKAINX NHTEPIIPETALIVIOHHBIX
1w1athOpM /IS NCCIIE[OBAHISI BAPUALVIT;

- UCIIO/Ib30BaHIe Ha/IeXallell HOMEHK/IATYPbI JJIs
OIMCAHMSI BAPMALINIL 1 HAJUIOKAIINX KIaccuguka-
L[MOHHBIX CUCTEM JIs OIIPEfie/IeHNsI ITATOT€HHOCTI
BapUaLINIL;

- IpOLEAYpPHl BHYTPEHHETO KOHTPOJIS Ka4eCTBa;

- IIpU BO3MOXXHOCTH - YYaCTVE B IIEPUOSIIECKOI
AKKPeUTALINI;

- IIpU BO3MOXXHOCTH - Y9aCTHe B CUCTEMAX BHEIIHEl
onenku kauectsa (CBOK).

o llHTepuperaus pe3ynbTaTOB FeHETUYECKOTO TeCTUPOBAHNS
JO/DKHA IPOBOANTHCS CIIELVAIMCTAMU, UMEIOIVIMYU 3HAHVISI 1
npodeccroHaIbHbIE HABBIKU B 00/1aCTI TeHETUKI TeMOIIUIL.

o BaXHBIM yC/IOBUMEM NPeIOCTABICHNUS YCIYTHU TF€HETIYEeCKOIT
AVATHOCTUKY SIB/ISIETCS BO3MOXXHOCTD OOCY>KI€HWSI T€HEeTH -
YeCKUX Pe3y/IbTaTOB MEX/Y Ha3HAYMBIIVM aHA/IN3 BPAYOM U
BBITIO/IHMBIINM €T0 UCCTIEOBATENEM.

PekomeHpauuns 4.1.1:

o BOI pexkoMenpayet muiaM ¢ reMouineii IpoBeCTH TeHeTH-
YecKoe TeCTIPOBaHIe C Ie/bI0 ONpefeneHNs crenypuueckoit
006yCIoBIMBaONIEll TeHeTHYeCKOI BapUaI[UH, aCCOLMIPO-
BAHHOII C IMEIOIVMCH Y HUX 3a00/leBaHueM. |8y
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauwusa 4.1.2:

BOT pexomeHpyeT NpoBeeHNe TeHeTYeCKOTO TECTUPOBaHILA
OOINTaTHBIM HOCUTETbHULIAM TeMO(VINY U POICTBEHHULIAM
U1 ¢ reMO(IINelt U3 «TPYIIBI PUCKa» MM MTOTEHIMAaTbHBIM
HOCHUTEeTbHUIIAM TeMO(IINN C Ie/TbI0 ONpeNe/ieHIs Y HIUX
paHee BBIAB/IEHHO reHeTUYeCKOI Bapuanun B rene F8
win F9.

PekomeHpauwusa 4.1.3:

Jis1 >xeHINH ¢ peHOTUNNYeCKN HUSKMMY YPOBHAMM
dakropos koarymramun FVIII i FIX BOT pexomengyer
IIpOBefieHNe VICCIeOBAaHN A TeHeTNYeCKOli/SMUreHeTnde-
CKOJI OCHOBBI (DEHOTHIIA.

PekomeHpauuns 4.1.4:

T/ 06MIUraTHBIX HOCHTETBHIL TeMO(VINY U POXCTBEHHII]
L ¢ TeMOGIIINeNt U3 «TPYNIIBI PUCKa» VIN IOTEHIIATbHBIX
HocuTenbHNI reModumny BOT pekoMeHayeT BHMMATeTbHbII
c60p 1 aHA/IN3 CeMeiTHOII POJOCTOBHOI B MONIeP>KKY Ha3Ha-
YeH!A TeHeTMYeCKOTO TeCTUPOBAHMA.

PekomeHpauwus 4.1.5:

JLst MU ¢ Mo03peHeM Ha reMO(MINIO ¥ HOTeHI[MATbHBIX
HOCHTETbHUIL TeMO(IINM epes HalpaBIeHNeM Ha reHe-
T4ecKoe TecTupoBanyie BOI HacTOATEIbHO peKOMEHAyeET
npoBoOaUTh peHoTMIITIecKIT CKpyHUHT ypoBHeit FVIII wm
FIX, onpenenenne anturena ¢paxkropa Bure6panga (VWF)
u akTuBHocTH VWE.

PekomeHpauns 4.1.6:

Jns mun ¢ remoguneit, 06MMraTHBIX HOCUTETHHUILL TeMO-
ymyy, popcTBEHHNIN U3 «TPYIIIBI PUCKA» VIV JIVIIY C HUSKUM
ypoBHeM ¢paKkTopoB Koaryramun BOT HacToATeTbHO peKxo-
MeH/IyeT nepef MpeIoyKeHieM TeHeT4eCKOTo TeCTUPOBAHILA
TPOBOJINTD MOIPOOHOE TeHeTIYeCKOe KOHCYIBTUPOBaHINe.
ITPVIMEYAHME: IeHeTnyeckoe KOHCYTbTHPOBAHME JODKHO
BK/II0YaTh pasbsACHEHNEe 9KCIIePMMEHTaTbHBIX IIPEleNioB
Pe3ynbTaTOB MONEKY/IAPHOTO UCCIETOBAHNA B COOTBETCTBUM
C Ha/IMYMeM NMPAKTIYEeCKNX MOAXO0J0B.

ITPVIMEYAHME: IeHeTnyeckoe KOHCYTbTUPOBAHME JOTDKHO
BK/TIOYATh Pa3bACHEHNE BEPOATHOCTH CTyYalfHBIX 0OHapy-
JKeHui1 B reHax nomumo renos F8 mmu F9, ecnn ncnonbsyemas
MCCTIe0BaTeNbCKOlT TaopaTopueii MeTomonorusA (Hampumep,
cekBeHMpoBaHue crenymouero nokonexs [CCII]) cmoco6na
06HAPY)XMBATh TaKMe TeHeTIYecKie BapyaIum.
IIPUMEYAHME: IIpu Hanu4ny KOHCY/IbTaHTA-TeHEeTNKA
TeHeTHYecKoe KOHCYIbTHPOBaHNe JOLKHO OCYIIeCTBAAThCS
3TUM criequanncroM. IIpy oTcyTcTBUM KOHCYIbTaHTa-TeHe-
THIKa TeHeTU4eCKoe KOHCYNIbTIPOBaHMe JO/KHO IPOBOAUTHCA
MeIpaGoTHIKOM, 00TagaroNIM 3HAHIAMI B 00/TacTH TeHe-
TUKY TeMOVIN.

PekomeHpauwusa 4.1.7:
o Ilpu HanpaBIeHMM HA TeHETHYECKOE TECTIPOBAHIE TI00BIX

nanuedToB BOI HacTOATENIHbHO peKOMEH/yeT HONTYYUTh
nHpOPMUPOBaHHOE COTTIACKE OT MAIIEHTa, POTUTEI VI
3aKOHHOTO ONeKyHa. [na sToro Heo6XoaMO KakK paspe-
LIEHIIE HA IPOBENeHME TECTUPOBAHNA, TAK U Pa3bACHEHNE,
obecneunBaroliee MOTHOE NOHIMAaHIE IPOIEAYPBI TECTUPO-
BaHMs, €ro IONIb3bl M OTPAHMYEHMIT, A TAK)KE BO3SMOXKHBIX
NIOCTIEACTBMI Pe3ynbTaTOB TeCTMPOBaHNA.
IIPYUMEYAHME: B coOTBeTCTBMM C MECTHBIMM ITpaBHIAMI
M NPAKTUKON Bpady UM KOHCYIbTAHTY-T€HETUKY MOXKeT
noTpe6oBaThCA MOMyYeHNe I JOKYMEeHTaTbHAA PeTNCTPAIA
NICHbMEHHOTO NHYOPMUPOBAHHOTO COTTACHA.

4.2 | MNokasaHWA ANA reHeTNYECKOI OLLeHKM

o OOBIYHO reHeTUYECKOE TeCTUpOBaHNE Tpe6yeTc;{ BO BCEX

cnyvasax 3aboneBaHnA (IIpobaHaM) 11 eT0 KPOBHBIM POJICTBEH-
HUI[AM U3 «TPYIIIBI PUCKa».

B upieabHOM CiTy4ae BBI3BIBAIOLIYIO 3a60/IeBaHNe BapHAIINIO
CHayasIa HeoOXOMMO UAeHTUDHUINPOBATD y TPOOaH/IA WK
00JIUTaTHOI HOCUTENTbHUIIBL. 3aTeM MOXKHO IIPOBECTI CKPU-
HUHT Ha 9Ty BapMaIUIO Y BCEX OCTAIbHBIX TOTEHIVATbHBIX
HOCHUTEJIbHULL, YTOOBI TIOATBEPANTD VTN UCKIIOYNTD CTATYC
HOCHUTENbCTBA.

Ecnu HeT BO3MOXXHOCTM IPOTECTUPOBATh HI IPOOaH/Ia, HU
06/IMIaTHYI0 HOCUTENbHUILY, TeHeTU9ecKasl OljeHKa BCE paBHO
MOXKET OBbITD IIPOBefieHa J/IA MOTEeHIMATbHBIX HOCUTEIbHMLI;
OJIHAKO ec/u 00yCIOBIMBAOLast 3a00/IeBaHMe BapyaLyist He
0OHapy>keHa, B OTYETE JOIDKHO OBITh YETKO YIIOMAHYTO, YTO
HEBO3MOYXHOCTb OOHApY>KEeHNA TeHeTUYeCKOIl BapUaIiy Cylije-
CTBYIOIIMMM METOJaMI He UCK/TI0YaeT BO3MOXKHOTO Ha/INYMA
CTaTyca HOCUTENIbCTBA.

Y HocuTenbHNUL, reMO(MINI MOXKET OBITH IIVPOKMIL CIIEKTP
ypoBHeit pakTopa, mpumepHo y 30% yposenb <40 ME/mn.8 Y
JKeHIIVH U IeBOYEK C HI3KUM JIIY OTPAHIYHBIM YPOBHEM MOTYT
OBITh pas/IMYHble CUMITOMBI KPOBOTEUEHMIT, 0OBIYHO XapaK-
TEPHBIX JJIAA TETKOIT GOPMBI FeMO(UINIL, HO MOXKET BCTPEYaThCs
U reMapTpos, 1 6oJiee TAKENbIe CUMIITOMBI KpOBOTeYeHMA.>!0
IToMMMO reTepO3UTOTHOCTY BapHaliniL, 06yC/IOBIMBaloLIeil 3200-
JIeBaHUe, HUSKUIT YPOBEHb aKTUBHOCTY (PaKTOPa Y HOCUTEIbHMUI]
reMoGUINY MOXXET OOBACHATLCA APYTUMU SIINUTeHeTHYe-
CKMMU (aKTOPaMI, TAKUMM KaK MHAKTUBAIA X-XPOMOCOMBI
(MIXX)'L12, yiu rpymnmo KpoBu. '3

BepeMeHHBIM C IOATBEP>KAEHHBIM HOCUTETLCTBOM BapHaIi
reHa F8 vnn F9 MoxeT OBITb IPeJi/IOXKeHO HeMHBa3MBHOE
TeCTUpPOBaHUe I ONpefie/leH I 107Ia IIOAA, C TeM, YTOObI
IPOMH(POPMUPOBATD O HOC/IEAYOMINX BapMaHTaX BbIOOPa Jajb-
HellIlleit TpeHaTaIbHOI AMaTHOCTYKMY IJIOfia MY>KCKOTO IIOJIa.
9To memaeTcsA MeTOROM aHanu3a BHeketoyHoro [JHK mmozma
B I1a3Me MaTepi.!4-16

BceM oATBep>KAEHHBIM HOCUTETbHNUI[AM Bapualuy reHoB F8
i F9 ¢ I00M MY>KCKOTO MO/Ia MOXKET OBITH IIPeJIoXKeHa
IpeHaTaIbHasA AUATHOCTVKA METOJOM OMOIICUY BOPCUH XOPJMOHA
Ha PaHHNX CPOKaX WM METOJJOM aMHMOLIeHTe3a Ha IO3THUX



Ccpokax 6epeMeHHOCTH. DTO HeTaeTCs C Le/IbI0 BBIPabOTKM

TaKTUKM BelleHNA POJIOB WIN IJIA NpephIBaHNA bepeMeH-

HOCTH B CITy4ae, eC/Ii y IUIofia OO6Hapy>XKUTCcA reModumus.7-20

TeHeTI4eCKOe KOHCYIBTUPOBAHNUE JO/DKHO BKIIOYATh 00CYX-

meHue pucka npouenypst ITH]I mna 6epemeHHOCTH.

IlopTBEep>XIEHHBIM HOCUTETbHUIIAM Bapyanun reHos F8 nnn

F9 MoXeT OBbITD ITpeJIoyKeHa IPeVMIUIaHTallIOHHAA JJarHo-

CTMKa C I[eIbI0 BBIOOPa 9SMOPUOHA, KOTOPBIN He MIPUBENET K

POXXZIeHMIO MaIbuyKa ¢ reModunent.2-22

Ba’kHO 3HaTb U COOMIOATD 3aKOHOAATEbCTBO, PETYINpYIOlee

reHeTN4YecKoe KOHCY/IbTUPOBAHNE B CTPaHe, Ifie IPeoCTaBIA-

10TCS 9T YCITYTH.

Bb1/10 06HAPY>KEHO, YTO [/ OSIB/IEH s MHIMOUTOPOB Hanboee

CUJIBHBIM CPefiY BCeX TeHETNIeCKUX PUCK-()aKTOPOB ABIACTCA

XapaKTep BbI3bIBAIOINX 3a00/eBaHNe Bapyaluii Kak B rexe F8,

Tak 1 B TeHe F9. HyneBble Bapuanuu, T.e. BApUaluy, BbI3bI-

BaIOIIVIe TIOJTHOe OTCYTCTBME MPOTeNHa (KPYITHbIE Jie/eI,

IYTIMKAaLMY, MTHCEPLUY, MHBEPCUY, HOHCEHCHbIE My Tl U

BapyaLy CaifTa CIUIAlCKHra) Hanbojiee CUIbHO acCOLMUPY-

I0TCA C MHTMOUTOPaMI 10 CPaBHEHMIO C IPYTVIMY BapUalVAMU

(HeborbIIIIe flETTer It BHYTPY PAMKI CUMTBIBAHVISA, JYIUIMKALIIN,

MHCePINNU, MUCCEHCHBIe MyTanun). 23-33 OTBeT Ha MHAYKIINIO

nMmyHoTonepanTHocTy (VIVT) o mpeBapyUTe/IbHBIM OlleHKaM

TaK>Ke aCCOLMMPYETCs C BBI3BABLIMMI 3a00jIeBaHIe Bapua-

UUAMHA, IPUYEM IOC/IENHAA TPYIIIA JAaéT XOPOLINIL OTBET Ha

VINT 1o cpaBHEHMIO C HOCUTEIbHMIIAMIU HY/IEBBIX Bapyalyii.34

JI711 HEKOTOPBIX METOJOB FeHHOI MH)XXeHepun (Harpumep,

CyTIpeccyst HOHCEHCHOI MY Tal[UM 11 pelaKTUPOBaHIe TeHOMa)

MOXeT NMOHaJ00UThCS IpefiBapuTeIbHas MHPOPMALIVIS O

BBI3BaBILINX 3a00/IeBaHMe BapUaLVsX.

TeneTndeckast OLleHKa MOXKET OBITD IIPEIOKEHa B CIIEAy-

IOLINX CTyYasx:

- BCe CTyYay KIMHIYEeCKOTO MOI03peHNA Ha reMo(UInio
VU CTTy4Yay TeMoQUINU C HOATBEPXK/EHHBIM Tabopa-
TOPHBIM JI1aTHO30M;

- BCeM OOMMIaTHBIM HOCUTENbHULIAM /1A ONIpefie/leH s
MOJIEKY/IAPHON BapMaliy B Lie/IAX BO3MOXKHOTO B
OynyleM IpeHaTanTbHOrO JUArHo3a;

- BCeM POJCTBEHHMIIAM U3 TPYIIIbI PUCKA C L[eIbI0 OIIpe-
Ie/leHNs CTaTyca HOCUTEIbHUIIBI, YTO Ype3BbIUaliHO
BaYKHO JI/IS1 ONITMMAJIbHOTO IIPeHATaIbHOTO KOHCY/IbTH-
POBAHU U TECTUPOBAHSI T10 TIOKA3aHIM, OO C IIe/IbI0
IPEeTIOKUTD MPEUMIIZIAHTAIIIOHHOE TeHeTUYeCKoe
IMarHOCTUPOBAHME;

- BCeM XEHIIMHAM C CMITOMaMH (C HU3KMM YPOBHEM
FVIII win FIX) 6e3 ceMeliHOro aHaMHe3a;

- I IPOTHO3a PMCKa TOABICHNA MHIMOUTOPOB Y JIUIL C
remouneit;

- A mporHosa orsera Ha VINT;

- 1A YAOCTOBepeHUA B 000CHOBAaHHOCTY VICIIO/Ib30BaHMA
HEKOTOPbIX METOJIOB F€HHOJ TH)KEeHEPUIL.

o Cwm. raBy 3 «JlabopaTopHast [UAarHOCTVKA Y KOHTPOTIb».

PekomeHpauwus 4.2.1:
o [l MUI| C MOJO3peHNeM Ha reMO(UIINIO VTN JMaTHO-

CTUPOBAaHHOJ reMounei, IPOXOAAIINX reHeTHIecKoe

[naBa 4: [eHeTnYecKan oueHKa

TecTupoBanue, BOT pexoMeH/yeT reHOTHIINPOBATH HY/IEBOTO
nanyeHTa (mpo6aHyaa), YToOBI ONpeenTh 00yCTOBINBA-
IOLLYI0 TEHETUYECKYI0 BapHALINIO.

PekomeHpauus 4.2.2:

IIist OGMMraTHBIX HOCHTETHHIAL] TeMOIIIII I POCTBEHHMI]
6o/eoNIero Npo6ana U3 «IPYIIIbl PUCKA» MM MOTEH-
IMaNTbHBIX HOCHTETbHUIL reModumnu BOT pexomenayer
reHeTMYecKoe KOHCYTBTUPOBAHIIE 10 TIOBOJY PHCKa HOCH-
TeIbCTBA.

PekomeHpauuns 4.2.3:

Ins Bcex 06MUTaTHBIX HOCUTENbHUL, TeMOpunnm u
POICTBEHHMNII JINI] C reMO(IINeit M3 «IPYIIIBI PUCKa» VTN
TOTeHIMa/TbHBIX HOCUTeNbHUL reModymuu BOT pekomeH-
mayeT usMepeHue GeHOTUNNIECKUX YPOBHel (PaKTOpOB
KOATy/IALUN.

PekomeHpauus 4.2.4:

1 Bcex 06MUTraTHBIX HOCUTEIBHUI, reMopuIny u
POACTBeHHUIY i1 ¢ reMOIINEN U3 «TPYIIBI pucKa» BOT
PeKoOMeHAyeT NPefIoKITh FeHeTUYeCKoe TeCTupOBaHue
Ha paHee BbIABIECHHYIO FeHeTUYECKYI0O BApUAI[MIO B TeHe
F8 v F9.

PekomeHpauuns 4.2.5:

Tl >KeHIMH ¢ PeHOTUIIITYECKI HU3KUM YpOBHeM (aKTopa
koaryanyy FVIII wnn FIX BOT pekomeHayeT npemioKnTh
MICCIeOBaHe T€HETMYECKOVI/3MUTEeHE TIYECKOI OCHOBBI
denoTuma.

PekomeHpauuns 4.2.6:

st GepeMeHHBIX HOCUTENTHHUL Bapuanyy reHoB F8 mwim F9
C III07IOM MY>KcKoro nona BOT pekomeHmyeT mIpeIoKUTD
npeHatanbHyo guarnoctuky (ITHII) pnsa onpenenenns
HaI4usA y IIofa remMo .

IIPYMMEYAHME: IeneTnyeckoe KOHCYIbTUPOBaHNeE
BO/KHO BKIIOYATh pa3biAcHeHMe pucka npouenypol ITH]L
nst 6epeMEeHHOCTH.

IIPUMEYAHME: BaxHo 3HaTh M COOMIONATH Kacaroleecs
TaKMX NMPOLEYP COOTBETCTBYIONIee 3aKOHOKATENbCTBO
CTPaHbI, B KOTOPOII IPefOCTaBIAITCA 3TU YCIYT.

PekomeHpauunsa 4.2.7:

CeMbsIM, HKeTaIUINM IIOATOTOBUTHCS K POXKIEHUIO peOEHKa
¢ reMouIMel MK HKeTAOIMX PEePBAaTh GepPEeMEHHOCTD B
crydae remoduim y mropa, BOT pekoMeHayeT NpeIIoKUTh
npeHaranbHyo guarnoctuxy (ITH/I) meTomom 6uorncun
BOPCUH XOPMOHA VI AMHHMOI[EHTE3a.

IIPYUMEYAHME: BaxHo 3HATh U COOMIOATh 3aKOHOIA-
TEIbCTBO, perylnpymoliee Takie NPoOLegypbl B CTpaHe
NPeOCTaB/IeHN:A ITORO00HOI yCTyIn.
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ITPYUIMEYAHVE: ITH]I MokeT GBITh NpeaIoKeHa Ha pAaHHUX
CpoKax 6epeMeHHOCTH, a Ha IIO3HIX CPOKAX - METOJOM aMHM-
OIIeHTe3a C TeM, YTOOBI COCTABUTD TAKTUKY BeleHIA POJOB
pebenka c remodummeit.

PekomeHpauuns 4.2.8:

JIns muIL ¢ MOFO03peHNeM Ha TeMOQVIINI0 VTN JUATHOCTH-
poBaHHoIT remodunneit BOI pekoMmeHayeT mpoBegeHNe
TeHeTNYeCKOT0 TeCTUPOBAHN; MH(OPMAIVIA 0 TeHeTIYe-
CKOJI BapManUil MOXKeT CII0COOCTBOBATH IIPOTHO3MPOBAHIIO
PYCKa OsIB/IeHN ST MHIMOUTOPOB, OTBETA HA MHAYKI[IIO NMMY-
HotonepantHocT (VIVIT), crenenn tsokectu peHoTHIA, @
TaK)Ke oIpefe/IeHII0 BO3MOKHOCTY IIPUMEHEeHNA MeTOfl0B
TeHHOIl MH>KeHepHL.

4.3 | Crpaterua reHeTU4eckoro

TecTupoBaHUA N po6a HOOB

B mupe npumepHo y 30-45% MHaleHTOB C TsKEMON reMopu-
Vet A TIPVCYTCTBYeT HeOOBIMHBIIL THII CTPYKTYPHOI BapuaLium
(CB), xpynnas nusepcna [JHK, sapericTsyromras 22 maTpoH F8
(T.e. MHBepcys 22 MHTPOHA, Inv22).3536

IIpoucxoxnenne naBepcum 22 MHTpoHa F8 MOYTH UCKITIO-
YUTEIbHO — OT MY>KCKMX IIOJIOBBIX K/IETOK” B pe3y/bTaTe
TOMOJIOTMYeCKOI peKOMOVMHALINI KPYITHBIX MHBEPTHPOBAHHbIX
IIOBTOPSAIOLIMXCA IOCTIeoBaTeNnbHOCTel. 38 JInTeparypa cBusie-
TENIbCTBYET, YTO IOYTH BCE MaTepy MALMEHTOB ¢ Inv22 AB/AI0TCA
HocurenbHMIamMm3® u uro Inv22 apnsgercsa Hanbosee 4acTol B
Mupe IPUYVHOI TSDKENON reMopummy A 40-44

Bropas 4yacTo BcTpevarolascsa MHBEPCUs, ABIAIOLIIAACA
IPUYMHON IPUOIN3UTENBHO 2% MUPOBBIX C/TyYaeB (eHoTHIIa
TsDKEN0I reModumuy A — aTo nHBepcys 1 nHTpoHa F8 (Invl).*
OcTanbHbIe NAIVIEHTHI C TAXKENOM, CPeTHETKENOM 1 TETKOM
¢dopmoit remopumnu A (t.e. HeMHPOPMATUBHBIE 110 IPU3HAKY
pacmpocTpaHeHHBIX MHBepcuit F8), a TakKe BCe MaIlMeHTHI C
remo¢unert B 06sr4H0 nmeroT Manble Bapuanuu B F8 nn F9,
TaKIe KaK 3aMeHa OffHOrO HYK/IeOTN/a, HeOOoblilve MHCePLIUL,
RYIUIVKALIVN VTN ieTIeLniL, 1160 pexke - KpyIHble Bapualn
yycma kormi (BUYK).

Nudopmarms o Bapuanusax F8 u F9 cobpaHa B fOCTyIIHbIE
MeX/[yHapOyHble 6a3bl JAHHBIX, HALIPUMeP, 6a3bl, pa3paboTaHHbIe
IlenTpamu 110 KOHTpPOIIIO 1 podumakTuke 3abonesanmit (LIK3)
oy HasBaHueM «IIpoexr IIK3 o myTarysam npu remoduim
A» (CHAMP) u «IIpoekt 1IK3 o MyTarusm npu reMmobuinm
B» (CHBMP; http://www.cdc.gov/ncbddd/hemophilia/ champs.
html), ) u EBporeiickoit acconmariyeit reMOGWUINI 1 CBI3aHHBIX
3abonesanuii (EAHAD).

PekomeHpauuns 4.3.1:

Hns my>xunH-npo6angos BOT pekomMeHayeT NpOBOAUTD
TeHeTIeCKoe TeCTUPOBaHIe UCXOs 13 6a30BOro peHOTHIN-
YeCKOro ypoBHsA aKkTopa KOAryIsamum, KOTOPbIil yKa3bIBaeT
Ha CTelNeHb TAKeCTH HapylleHNA.

- ¥V nanuenToB ¢ TsDKéN0I remoduneii A (FVIII:C <1
ME/pn) nmu cpepHeTsHKEN0 Ppopmoii reMopummm
A ¢ HIDKHVM IOTPAaHMYHBIM YPOBHEM aKTUBHOCTI
daxropa (FVIIIL:C 1-3 ME/mt) B HepByIo o4epenb
crefyeT NpOBeCTH aHATN3 MHBEPCUM MHTPOHA 22 U
uHTpoHa 1 F8.

- ITanyeHTSsI € TSKEMTOI reModuIneii A, y KOTOPBIX He
OBIT0 OOHAPYIKEHO PACIPOCTPAHEHHBIX MHBEPCUIT
(T.e. MHBepcuit MHTPOHA 22 M MHTPOHA 1 F8), MOKHBI
NPOVITY CKPMHVHT ¥ XapaKTepN3alMI0 MATbIX Bapy-
anyii, BKII0YasA OHOHYK/ICOTH HbIE Bapyamn
(OHB) 1 Bapmanyy MaIbIX MHCEPIWIL, FYIUIMKALVII
VIN IeTeUN € MOKPBITHEM BaXKHBIX oOmacreii F8, B
TOM Y1IC/Ie 26 3K30HOB, TPAHMNI] 9K30HOB/MHTPOHOB
¥ HeTpaHCIMpyeMbIx o6macreii 5' v 3'. Ecmu u atn
TeCThI OKa)KYTCA HeMH(pOPMATHBHBIMY, TALMIEHTaM
clIefyeT caenaTh CKPMHMHT Ha BapUAIIO Y¥CIa KOt
(BYK), BKII04as1 KPYIHbIE KeTelyN, JYIUIMKAIVI VTN
CIIOKHbIe nepecTpoiiku F8.

- JIna manueHToB co cpegHeTsDKéNoi (FVIII:C 1-5 ME/
mn) win nérkoit (FVIIL:C 5-40 ME/n) popmoii remo-
¢unmun A cHavyana He06XOAVIMO IPOBECTY CKPUHMHT 1
XapaKTepHu3anuIio Manbix Bapuanuii (T.e. OHB 1 Manbix
VIHCePIVIL, JYIIMKALWIT VTN JTe/Ielyii) ¢ MOKPBITHEM
Ba)KHBIX oOmacreii F8, BKI04asa 26 5K30HOB, TPAaHUIIBI
9K30HOB/MHTPOHOB M HeTPaHCIMpPYyeMble 06macTu 5' u
3'. ECIM 9TH TeCThI BHOBb OKa)KYTCsI HeMH(POPMAaTUB-
HBIMM, IAIIVIEHTaM C/IelyeT BBIOTHUTH CKPMHVHT Ha
BYK F8.

- I Bcex ManyeHToB ¢ reModuneii B (1.e. manuenTos
¢ Tsokénoit [FIX:C <1 ME/mn], cpegnetsixénoit [FIX:C
1-5 ME/pn] u nérkoit [FIX:C 5-40 ME/mn] ¢popmoit
remogwnnu B) cHayama He06XOMMO BBIIOTHUTH
CKPUHVHT ¥ XapaKTepH3alyIo Ma/IbIX Bapuanuii (T.e.
OHB u ManbIX MHCEPIIL, FYIUIMKALVI VIV TeTelyii)
C IOKPBITHEM BaXKHbIX oOnacreiiof F9, Bknoyas 8
9K30HOB, I'PAHNIBI 9K30HOB/MIHTPOHOB Y1 HETPaHC/IN-
pyemble o6mactu 5' u 3'. Eciu 9TM TeCThI MO-TIPeXKHEMY
OK)KYTCsI HeMH(POPMATHBHBIMY, AMEHTaM ClIegyeT
BBINOTHUTH CKpuHUHT Ha BUK F9.

4.4 | MeTtogbl reHETUYECKON OLLEHKN

T'en F8 naxopuTcs Ha JyIMHHOM IIjiede XpomocoMbl X B Xq28. F8
coctasseT 187 1.1m.H. renomHoit [IHK u coctout us 26 sKk30HOB,
xopupyromwux MPHK pnunoii 9,0 T.m.1. B sperom nporenne
FVIII nacunTbiBaercs 2332 aMUHOKUCTIOT.

T'en F9 HaxopuTcs Ha JyIMHHOM IIjIede XpoMocoMbl X B Xq27. F9
cocrasysaeT 33 T.11.H. reHoMHou [JHK 1 coctout u3 8 sk30HOB.
Hmua MPHK F9 - 2,8 T.IL.H., OHa KOgUPYeT MpenpornpoTenH
13 461 aMMHOKMCIIOTBI, KOTOPBIN IIOC/IE ITOCTTPAHCIALIM -
OHHOII MOAM(UKALUY IPEeBPALIACTCS B 3PE/IbLil IPOTENH 13
415 aMUHOKHCIIOT.

[l 06HApY KEeHMA YaCTO BCTPEYAIOIIECs MHBEPCHH 22 MHTPOHA
F8 moryT 6bITD MICIIONIb30BAHbI Pa3/IITYHbIe METOAbI (HAIIpUMeED,
CaysepH-0/IOTTIHI, MHBEPTYPOBAaHHAA O/IMMepasHas elHasA



peakuyus U monuMepasHad IelTHasg peaKIys JIMHHBIX ppar-
MeHTOB [[TLIP]).3546-55 JTj151 06Hapy KeHMsI 4aCTO BCTPEYAIOIIericst
nHBepcnu 1 nHTpoHa F8 MOTyT OBITH UCIOIB30BAHBI METOMBI
mynnexcHoit ITITP% win nusepruposannoit ITIP.>° IToaxon n
JCTIONIb30BAHNE TOTO MM IHOTO METOJja 3aBUCAT OT Ha/IN4us
TeXHMYECKMX HaBBIKOB 11 PeCYpCoB. Bce pe3ynbTaThl 0/KHBI
OBITh IIOATBEPXK/IEHBI IOBTOPHBIM aHATUTUYECKIM TECTUPO-
BaHueM obpasua [JTHK.

B 3aBMCHMMOCTM OT MIMEIOLIMXCS PECYPCOB MOJHbII TeHeTUYeCKIi
ckpuHyHT F8 mmn F9 fenatot metomamu 1P 1 cekBennpopanus
110 CeHrepy /160 METOLIOM CEKBEHVPOBAHNI CTIEAYIOLIET0 IOKO-
nenus (CCII) gns onpeneneHnsa MICCEHCHBIX, HOHCEHCHBIX,
CaiiT-CIUIalICYHTOBBIX Bapyalyil, MaJIbIX U OOJIBIIVX Jie/Telini,
IYIUIMKALMI M MHCepLuIL. 4657-61 Ec/in pecypchbl OrpaHMYeHbl,
nepes cekBeHupoBaHueM 1o CeHrepy 1abopaTopuy MOTyT
IIPUMEHATh SKOHOMUYHBIN CKPMHMHI®? HallpuMep, reTepo-
AYTJIEKCHBIN aHa/IN3 C VICIIONb30BaHNEM KOH(POPMAIIVIOHHO
9yBCTBUTETBHOTO Tenb-amekTpodopesa (KUID).

ITpu BbI6Ope aHATUTIYIECKOTO METOMA Ta60PATOPUIL JOTDKHEI
3HATh O €ro YYBCTBUTENBHOCTY U CHEIMGMUIHOCTH, @ TAKOKe
0 BpeMeHU, HeOOXOAVIMOM [JIs1 CO3IaHNUs OTYETA C MHTEP-
IIpeTalyeil IONMy4YeHHbIX JaHHBIX. Bce pe3ynbTaThl JOMKHBI
MIOJTBEP>K/JATbCs IIOBTOPHBIM aHAJIMTUYECKMM TeCTUPOBa-
HueM obpasua JTHK.

IIpu aHanmM3e Bapuaiuit, 0OHapy>XeHHBIX METOJJOM CEeKBe-
HupoBaHuA o CeHrepy, Halnu4ye Bapualnyy JO/DKHO OBITH
TIOATBEPK/I€HO KaK B HalpapyieHnu 5' (IpsiMom), Tak u 3'
(o6paTHOM), 0COOEHHO Y TeTepO3UTOTHBIX HOCUTEIbHMAILI.
ITpn nposenenun I1LIP B crydae 0TCyTCTBMA yCUIEHNA B OIIpe-
TeNIEHHOM 5K30He /1M Ha HEITPEPbIBHOM OTpe3Ke B CIIIOLIHOIA
II0CTIEI0BATE/IbHOCTY MOYKHO II0/103peBaTh KPYIIHYIO Je/Ielii0
ITHK. 910 He06X0AMMO IOATBEPAUTD CTAH/[APTHBIMI METOAAMIA,
TakyMu Kak gap-I11P wim MeTogaMu, CHOCOOHBIMM BBIABUTD
mo3y reHa v BUK, TakuMu Kak My/IbTUIIIEKCHas aMIIIu-
KaIVs IMTYPOBaHHBIX 30HT0B (MAJI3) mm KomdecTBeHHas
TILIP o6nacTu fefenuu B pe>KuMe peanbHOro BpeMeHn.63-71
OO6pIuHbIe METOBI CeKBeHNPOBaHNs 110 CeHrepy HeoCTa-
TOYHO YyBCTBUTENBHBI A5l 0OHapyxenust BUK y HocurenpHuy.
Ecnu Bapuariyst, BbI3bIBaoLas 3a00/1eBanue, He 0OOHApYKeHa,
MO>KHO IIO[I03p€eBaTh KPYIHble AYTUIMKALUY MM MHCepLyn. VIx
MOXKHO OOHAPYXXUTH IIPJ IIOMOLIM TeX XK€ METOLOB, KOTOpBIe
VICTIONb3YIOTCA IJIA ONIpefie/IeH NI KPYIHbIX [elelnil, KakK
OIIMCAHO BBILIE.

Texumuecknit mopxon k ananusy BUK moxxeT 3aBuceTb oT
UMEIOLINXCs B TabopaTtopum pecypcoB. B saBucumoct ot
IIPAKTUYECKUX OTPAHIYEHMIT METOJ[a IIPefiCTaB/IeHHbIE Pe3Y/Ib-
TaThI TO/DKHBI COAEP>KATh OLIEHKY BEPOSITHON OLIMOKY, eCTn
3TO IIPUMEHUMO.

BrIcOKOIPOM3BOAMTENbHbIE METOMIBI CEKBEHMPOBAHMA, HAIIPUMeED,
CCII, MoryT 6BITH HCIIONB30BAHBI JIMIIb [OCIIE TOTO, KaK OyxeT
YCTAQHOBJIEHO, YTO TaKJe METOMBI CIIOCOOHBI OOHAPY>KUTD CTPYK-
TypHble Bapuanum.”’?

Bce pe3ynbTaThl FeHETIYECKOTO TeCTUPOBAHMA IO/DKHBI OATBEP-
XKJIATbCA He3aBMICUMMBIM TecTupoBaHueM obpasua JJHK. Ito
MOYKHO OCYIIECTBUTD MO0 MOBTOPEHNEM IepBOHAYaTbHOTO
aHa/IyM3a, 100 IPY IIOMOIIY PYTOTO METOJA, HAIIPYMep, CEKBe-
HuposaHus 1o CeHrepy 1 noAaTBep>kAeHN pesynbrara CCIL.

[naBa 4: [eHeTnYecKan oueHKa

« Bo Bpems npouenypsl 3ab6opa obpasiia A IpeHaTaTbHOTO

aHasm3a obpaser Ioka MOKET ObITh KOHTAMIHIPOBAH KPOBBIO
MaTepy, YTO MOXKeT IPMBECTHU K HeBepHOMY JuarHosy. [l
MIPOBEPKY HaMINYMsA KOHTAMUHAI[UM MaTePUHCKOI KPOBbIO
MOTYT OBITh MCIIO/IB30BAHBI PA3/INYHbIE METOJIBL, ITO 3aBUCHUT
OT HaIM4MA TEXHNYECKNX HaBLIKOB 1 pecypcos. Hampumep,
MOJKHO JICITO/Ib30BaTh MHOYKECTBEHHBIE ayTOCOMHBIE MapKEPhI
KOPOTKVX TaHJeMHbIX ToBTopoB (KTII).73-76

ITpu BEIOOpE aHATUTNYECKOTO METO/a Ta00PATOPUY TOTDKHBI
3HATb O €r0 YYBCTBUTEILHOCTH 1 CIIEIMUIHOCTI 1 O BPEMEHI,
HeoOXOIMMOM JI/IA CO3[JaHNU:A OTYeTa C MHTepIIpeTaIyelt Momy-
YEHHBIX IaHHbIX.

PekomeHpauunsa 4.4.1:
o JIns nmui ¢ TOKENOIE reMoIIINeNt A YUIM /IS JINLL CO CPeHe-

TSDKEMOI reModuineit A ¢ MUHUMATbHBIMY OCTATOYHBIMU
YPOBHAMM aKTUBHOCTY (paKTOpa Ha HIDKHeI TpaHNIIe Aiana-
3oHa (FVIIIL:C 1-3 ME/gin) BOI pekomeHpyeT TecTHpoOBaHme
WHBepCcHM MHTPoHa 22 F8 u muBepcun mHTpoHa 1 F8 B Kave-
CTB€ IePBOJ MMHI TeHeTUYeCKOTO TECTPOBaHMA.
IIPYUMEYAHME: [I)1s1 06Hapy>KeHNs MHBEPCUM MHTPOHA
22 F8 u maTpoHa 1 F8 MoryT 6BITH MCIIONTB30BaHbI Pa3HbIe
MEeTOfbI B 3aBUCUMOCTH OT IMEIOIIVIXCS TEXHIYECKIX HABBIKOB
U PeCcypcoB.

ITPVIMEYAHME: Bce pe3ynbTarbl JOKHBI HOATBEPKAATHCS
He3aBNMCHMBbIM aHATTUTIYECKNM TeCTPOBaHNMeM o6pasma

IHK.

PekomeHpaunsa 4.4.2:
o st mu ¢ TOKEMON remModiineit A, y KOTOPbIX He 00Ha-

PY>KeHbI 00BIYHbIE BapHAIIY MHBEPCUI MHTPOHA 22 MIN
uHTpOoHA 1 F8, BOI pekoMeH/yeT OMHBII CKPMHIHT Ba>KHbIX
o6macreii reHa F8, BKinrouast 26 9K30HOB, I'PAHMIIBI CIUIAT-
CHHTa, IPOMOTOP U HeTPAaHCIUpyeMble o6macTu 5' u 3'.
ITPUMEYAHME: Hanipumep, B 3aBMCUMOCTH OT MIMEIOIIMXCSA
pecypcoB nonHbI CKpMHUHT reHa F8 MokeT cocroaTp 3
nonnMepasHoit emHoit peakuuu (IIITP) u cekBeHnpoBaHms
1o CeHrepy WIN CeKBEHMPOBAHILA CIETYIONIEr0 IIOKOIEHILA
(CCII). Ecrn pecypcbl OrpaHideHsl, epey CeKBeHIMPOBaHIeM
o CeHrepy 1a60paTopyu MOTYT BbIOPAaTh SKOHOMIYHBII
METOJ CKpMHWHTA.

IIPUMEYAHME: IIpu Bp16Ope aHATUTIIECKOTO METOAA
maGopaTopuM KODKHBI OBITH MPONMH(POPMUPOBAHBI O €r0
YYBCTBUTEIPHOCTU U CIIe]_H/I(l)I/I'IHOCTI/I " 0 BpEMEHN, Heo0Xx0-
JMMOM JULA CO3/TaHM 0TYETa C MHTepIpeTanyeli HoTyYeHHbIX
TAHHBIX.

IIPVIMEYAHMUE: ITpu ananuse Bapuanuii, 0GHapyKeHHBIX
METOJOM CEKBCHNPOBAHUA IO CeHrepy, Haan4imne Bapm-
A JOIKHO 6])ITI) MNOATBEPKACHO KAaK B HAIIpaB/ICHUN
5' (mpsimom), Tak u 3' (06paTHOM), 0COOEHHO Y reTepo3n-
TOTHBIX HOCUTECIbHUII.

ITPVIMEYAHME: Bce pe3ynbTarbl JO/KHBI HOATBEPKAATHCSA
He3aBHMCHUMBIM aHATUTUYECKUM TeCTIPOBaHMeM o0pasua

ITHK.
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PekomeHpauuns 4.4.3:

I i ¢ remo¢umeii B BOT pekomenayeT momHbIi CKpu-
HIHT BOKHBIX 06macreii rena F9, BKrouas 8 9K30HOB, IpaHIIILbI
CIUTAliCMHTA, IIPOMOTOP U HeTpaHCIMpyemble o6macTu 5' m 3.
ITPUMEYAHME: Hanpumep, B 3aBUCHMMOCTH OT HATMYMS
PpecypcoB, HOMHbI CKPUHUHT reHa F9 MokeT BKIIOYaTh
nonMMepasHyIo uenHyio peakuuio (ITIIP) u cekBennposanme
no CeHrepy MM CEKBEHMPOBAHNE CTEAYOIIETo IIOKOMEHILA
(CCII). Ecnn pecypcbl OrpaHideHsl, epej CeKBEHIPOBAaHIEM
1o CeHrepy 1a6opaTopuy MOTyT BBIOPAaTh SKOHOMITIHBIN
METOJ CKPUHWHIA.

INPVIMEYAHME: IIpu Bo160Ope aHATUTIYECKOTO METOA
MabopaTOPNN FODKHBI OBITh HPONH(OPMIPOBAHBI O €r0
YYBCTBUTEIbHOCTU U ClIe]_[I/I(l)I/I‘IHOCTI/[ " 0 BpeEMeEHu, He00X0-
JMMOM JULA CO3JaHM 0TYETa C MHTepIpeTanyeli oIy YeHHbIX
TAHHBIX.

ITPMMEYAHME: IIpu ananmse Bapuanmii, 06HapyKeHHBIX
NPV IOMOLIY CeKBeHpoBaHusA 1o CeHrepy, Haliu4ye Bapu-
ANV JO/DKHO OBITH IOATBEPKAEHO B 000MX HaIlpaBIeHUAX:
5' (upsimoe) u 3' (06parHOe), 0COGEHHO Y reTepO3NIOTHBIX
HOCUTCIbHMUIIL.

ITPYIMEYAHVE: Bce pe3ynbTaTsl HOMKHBI OBITH HOATBEP-
JKTEHBI l'IyTéM HE3aBUCHMOI0 AaHATUTUYECKOTO TECTMPOBAHNA
o6pasna JTHK.

PekomeHpauwusa 4.4.4:

I man ¢ remodumeit A wim B, y KOTOpbIX aHamM3 MHBePCHIt
WIM OTTHOE CEKBEHNPOBaHIe r'eHa He 00HAPY KN Bapu-
anuii, BOI' pekoMeHayeT npoBecTy McCIef0OBaHIe Ha KPYIIHbIe
Aenenyiu VUIM BYTIMKALVIN.

IIPUMEYAHWE: Ananu3 papuanun yncina konuit (BUK)
MOXKeT POBOJMUTHCSA € MICHOTb30BaHNEeM Pa3TINMYHBIX BaIN-
BVPOBAaHHBIX METOOB B 3aBUCHMMOCTY OT MIMEIOLINIXCA B
nabopatopunu pecypcos. VIcXops 13 NpaKTMIeCKIX orpa-
HITYEHNII METOa, Pe3yIbTAThI JO/DKHBI IO BO3MOXKHOCTH
MPEeTOCTABIATHCS C OL[EHKON BEPOSTHOCTY OIMOKIA.
ITPVIMEYAHME: Bce pe3ynbTarbl JOKHBI HOATBEPKAATHCSA
He3aBUCUMBIM aHATUTHIECKUM TECTUPOBaHIEeM 00pasia

IHK.

PekomeHpauuns 4.4.5:

IIpn npoBegenny npeHaranbHoro recruposannsa BOT pexo-
MeHJyeT MPOBepPATH 00pasel IVIOfA HA KOHTAMUHAL[IIO
MaTepPUHCKOI KPOBBIO.

ITPYUMEYAHME: B 3aBMcMOCTH OT HAaIIMYMA TEXHUYECKIX
HaBBIKOB U PECYPCOB [I/IA TECTUPOBAaHNA HA KOHTAMITHAIVIIO
MAaTepUHCKOiT KPOBBIO MOTYT OBITH MCIIOTb30BAHbI Pas/IITIHbIE
meToppl. Hanpumep, MOXHO MCIIOTb30BaTh MHOKECTBEHHbBIE
AyTOCOMHBIe MapKEéPhI KOPOTKIUX TaHeMHBIX moBTOpoB (KTII).
IIPYUMEYAHVE: IIpu Bb16Ope aHATUTIUYECKOTO METOA
nMabopaTopuM KODKHBI OBITH MPOMH(POPMUPOBAHBEI O €T0
YYBCTBUTETBHOCTU U CIIeN(PUIHOCTH ¥ O BpeMeHMU, He00X0-
JAMMOM /L CO3JaHMA 0TYeTa C MHTepIpeTanyeli HoTyYeHHbIX
IAHHBIX.

4.5 | Knaccudpumkauma n onmcaHme

Bapunayumn

o «PexomeHpmanuy AMepUKaHCKOI KOJIJIETUM MeAMIIMHCKOM

rereTviku 1 reHomuku (AKMTI')» 6pu1n pa3paboTaHsl C Le/IbIo
NIpefOoCTaBIeHNA CTAHIaPTU3UPOBAHHON METOINONIOTUN U
TEPMIMHOJIOT NN Knaccmbmxaunm TeHEeTNMYEeCKNX Bapnam/n?[ npn
MeH/leNleBCKMX Hapyienusax.”” [Ipumenenne «Pexomenmaruii»
B 1a60PATOPUSAX HAET MEAVKAM IT0JIE3HYI0 NH(POPMALIO O
CTEIIEHN BEPOATHOCTY BIVAHNVA Bapyanym Ha q)yHKIH/HO rexa.b
Tenetuveckas AVAarHOCTMKA CYLIECTBEHHO 3aBVMCUT OT HAINYINA
TOYHDBIX U CTAHAAPTU3VPOBAHHbBIX ONVCAHUN U npenocTaB-
neHus nHGOpMAINY O reHeTH4ecKux Bapuanuax. C atoit
nenbio O61ecTBO Bapuaruii reHoma denoseka (OBI'Y) Benér
HOMEHK/IATYPHYIO CCTEMY Bapualyii IOCIeN0BaTeIbHOCTEN
(http://www.HGVS.org/ varnomen).”8 [IpegocrasieHme cOOT-
BETCTBYIOLIEl TPafiNLIMOHHO HOMEHK/IATyphl 1o F8 mn F9
MOJXET IIOMOYb MEVIKaM ITPOBOANTD CPAaBHEHME C IIPENBIAYIIVIMI
OTYETAMMI II0 IMageHTaM MM C KIIMHMYEeCKMMMI IreHeaIornye-
CKUIMI OTYETAMIU.

PekomeHpauunsa 4.5.1:
o B®T pexomeHpyeT MpOBOANTD KIacCUBIKAILNMIO BapHALIii B

COOTBETCTBUH C «PekoMeHganuaMy AMepUKaHCKOI KOIeTnu
MeTUIMHCKON reneTuku u renomuku (AKMTI)».

IIPVIMEYAHMIE: ClinGen - pecypc, puHaHCHPYeMBblit
HannonanbHbpIMY MHCTUTYTaMu 31paBooxpaHenua CIITA
¥ IOCBAIIEHHBIN CO3JaHNIO IIEHTPATbHOTO0 UCTOYHMKA /I
omnpepeneHNs KIMHIYECKOI peIeBaHTHOCTY T€HOB U Bapu-
auuit, cGopMUpPOBAT MEXKAYHAPONHBII SKCIIEPTHDIIT KOMUTET
no npumeHeHuio «Pexomenganuit AKMI» x Bapuanuam
reHoB F8 u F9, xoTopslil B cBOI0 04epedb NpU3BaH CO3ATh
007bIIIe peKOMEH/AINIT HETIOCPEICTBEHHO 10 TeMo prmnit.

PekomeHpaunsa 4.5.2:
« BOT peKOMeH,T_[yeT OIIMChIBATHh Bapuanum, I/lCl'lO)I])SY}I

HOMeHKJIaTypy OGmeCTBa Bapnaum‘/i T€HOMA Y€/JI10B€Ka
(OBTY).

4.6 | OTuéTbl C HTEepNpeTaymnen

pe3ynbraToB

o Knunanueckne na6opaT0prle OTYETHI OOJI>)KHBI BK/TIOYAaThb

nHQOPMAINIO, TO3BOJIAIYI0 KOPPEKTHYIO HCHTUPNKAIINIO
maryeHTa 1 06pasia, coob1aTh O BapyaIiiL C MCIOTb30BAHIEM
CTaHJAPTU3MPOBAHHOI HOMEHKIIATYPBI C pedepeHC-TeHOMOM,
yKa3bIBaTh OrpaHIYeHIA aHa/IM3a U COflePXKATh IHTEPIPETAINIO
00HapY>KeHHBIX Pe3y/IbTaToB B GOPMe, yIOB/IETBOPUTEILHOM
JUIs1 Ha3HAYMBIIIET'O MCCIeOBaHMe MeuKa. 67980

PekomeHpauuns 4.6.1:
o BOT pexomeHAyeT, YTOOBI OTYET C MHTEPIIPETAIVIENl pe3yIb-

TAaTOB BK/IKYaI:



- Vndopmanuio o manuenre, B oM uncie OO, gaty
poxpennsa, VIO meguka, Ha3HAYNBLIETO AHATIN3,
mary 3abopa o6pasiia, ;UarHo3, MICXOHBIN YPOBEHb
AKTMBHOCTY (paKTOpa M KIMHMKO-TeHeaornieckoe
MCCTIeTOBaHIIE;

- Omnmucanne ananusa(-oB), CCBUIKY Ha IUTEPATYPY
(ecrmu 3TO IPUMEHNMO), OTPAHNYEHNS TECTUPOBAHNS
U pedepeHTHYI0 TeHOMHYIO ITOCTIEA0BATETbHOCTD,
JICTIONIb30BAaHHYIO TPV aHANIN3E;

- Pesynbrarsl, Bknrovas Bapuanmio(u) JHK B coorBeT-
CTBUM C HOMEHK/IaTypoii O61iecTBa Bapuayii reHoMa
yenoBeka (OBI'Y) u knaccupukanmeir Bapuanmin
AMepUMKaHCKOI KOIeIMI MEeIMIIMHCKON TeHeTUKN U
renomuku (AKMT); a Takke

- VIHTepmpeTalnuio pe3yIbraToB TecTa B popmare,
NpUeM/IEMOM [JIs Ha3HAYMBUIETO VICCTIefOBaHNe
MeJMKa, IPY HaTMINM MIOKa3aHNI BKIIOYAIOIYI0
PeKOMeHAAINI 1O Ja/TbHeIIeMY TeCTUPOBaHMUIO,
pasbsACHeHMeE /I NAIVIEHTOB U YWICHOB MX ceMell
Ppe3y/IbTaTOB TeCTa ¥ 3HaYeHM: TeHeTUIeCKOTO
KOHCY/IbTUPOBaHMA.

PekomeHpauuns 4.6.2:

o ][I BcexX 0TYETOB C MIHTEpIIpeTaLyiell pe3yIbTaToB BCeM /MIIAM,

MPOXOJSAIINM reHeTIYeCKOe TeCTUPOBaHIe Ha TeMOIIINIO,
B®T pexoMeHAyeT, YTOObI HA3HAYMBILINIT MCCTIeOBAaHIIEe
MeIMK U JeAUINil OTYET MCCIeK0BATeNb P HEOOXOomu-
MOCTH OBUIV JOCTYIHBI /I 00CYKXeHNs MOTEHIMATbHBIX

(beﬂonmvmecxnx HOC}IC}ICTBI/Iﬁ YCTaQaHOB/I€HHOI'O T€HOTHUIIA.

4.7 | Crparerusa gencTBuin B ciyyasx, Korga
obGycnoBnuBatowan Bapnayma He
o6Hapy»KeHa

o IIpubmmsurensHo y 0,6% ManyeHTOB ¢ THKENOI reModumest
A ny2,9% manueHToB co CpeIHeTKEN0N Mu 1ErKoit Gpopmoit
reModunu A coBpeMeHHbIE METOJbI MIATHOCTUKY He BBISB-
JIAI0T TeHeTn4yecKol Bapuauyy B renomHon JHK F8, T.e., atn
MeTOfbI MICCIIEAYIOT BCe KOAMPYIOLLie U PETy/IATOPHbIe 06/1acTy
F8, 1o He r1y60KIe NHTPOHHbIE OCIeA0BATeNbHOCTIL.S
[TpubnusuTensHO y 1,1% maumeHToB CO CpeHEeTAKENON U
nérkoit popmoit remoduiny B HeT reHeTYecKoil Bapuanum B
renomHoit THK F9, nngentuduippyemoit CoBpeMeHHbIMI METO-
flaMI AMATHOCTYMKM, He BKIIOYAIONIMIMY CKPYHUHT ITy0OKMX
VIHTPOHHBIX ITOC/IEI0BaTe/IbHOCTE. &7

Ecnn y nanyeHToB ecTb Y€TKMII Auaruos remobuan A u He
0OHapy>)KeHO [ATOTeHHON Bapuauuy KOAMPYIOLWINX HOCIIe-
poBaTenbHOCTe F8, TO T1y6oKye MHTPOHHBIE Bapualmy,
BbI3bIBaloINe Ae()eKThI CIUIAVICUHIA, MOKHO OOHAPY>KUTD 1
aHAIMBMPOBATH ITYTEM CEeKBEHNPOBAHIS MHTPOHHBIX 00/IacTel
VU 11e/IEBOTO MAaCCOBOTO MapaJIIe/IbHOTO CEKBEHMPOBAHMA
(MIIC) Bcero F8; cunTaeTcs, YTO MMEHHO OHM BBI3bIBAIOT
60/BIIMHCTBO (PEHOTUIIOB TAKMX IaleHTOoB.8!-8¢ [iry6oKkue
MHTPOHHbIE Bapualuy HeOOXOAMMO MHTEPIIPETUPOBATD C

[naBa 4: [eHeTnYecKan oueHKa

OCTOPOXKHOCTBIO, 11 YKeaTelbHO MTPOBOAUTD PYHKIVOHATbHBII
aHa/IM3 STUX BapualMil 71 IeMOHCTPALMU X IATOT€HHOCTI.
ITnardopmbr CCII 6b1mu pa3paboTaHbI AJIA pa3INYHBIX 3a/jad.
B wactHOCTH, nardopma «My Life, Our Future» (https://www.
mylifeourfuture.org) mosBossieT genaTe OXHOBPEMEHHBI
aHaJIM3 BCeX MaJIBIX BapyaINii ¥ Hanboslee pacrpocTpaHeHHBIX
VIHBEpCUIi, BhI3bIBAIOIMX reModunio A u B72; nmnardpopma
«ThromboGenomics» (http://thrombo.cambridgednadia gnosis.
org.uk) mo3BosAeT aHaMM3MPOBATD 63 TeHA, ACCOLUMPYIOMINXCA
C TPOMOOTHYIECKIMI, KOATY/IALMOHHBIMY U TPOMOOLIMTapHBIMI
HapymeHnAMn®’; a miargopma «23-rennas manensb CCII mo
HACTIe[ICTBeHHbIM HapYIIEeHMAM KOATY/LALMY M KPOBOTEUEHMAM»
II03BOJIAET aHA/IM3MPOBATD 23 reHa, M3BECTHBIX KaK aCCOLM-
UpYIOMIMecs C HaceICTBeHHbIMM 3a060/IeBaHMAMY KPOBIL. S8
IIBe mocnenHMe IaT(GOPMBI JOTIONMHAIOT CKPMHIHT Bapuanuii
OTZe/IbHBIM TecTUpoBaHMeM MHBepcnit F8. CrieKTp aHanmusn-
PYeMBIX T€HOB MIMPOK, IO3TOMY [iBe IOCTIefHIe IIAaT()OpPMBI
0C06€eHHO TT0/Ie3HbI /151 0OHAPYIKEHIIST CKPBITBIX IIPUYIH KPOBO-
TOYMBOCTH Y TeX IAIJIeHTOB, KOTOPBIM He Ya/l0CTh IOCTABUTD
TOYHBII JUaTHO3.
Vicrionb3oBaHMe ITOTHOreHOMHOTO cekBeHnposanus (IIT'C)
MOXeT OBITh PACCMOTPEHO P KaKMX-/TMOO0 OrpaHIYeHNSIX
1A 06HApY>KeHWA CTPYKTYPHOU Bapuaui. I reHeanornde-
CKOTO MCCTIE[IOBAHISI MOXKET ObITh MICIIO/Ib30BAH aHAIN3 IPYILIT
CIIeIIeHNA MeX/y TeHHbIMM JIOKycamm. 8
Y HEeKOTOPBIX /NI C ATUNINYHBIM (PEHOTUIIOM MOYKHO PacCMO-
TpeTb CTIOKHbIE TeHOMHbIE IIepeCTAaHOBKY. DTO MAI[MEHTBI, Y
KOTOPBIX IT0fI03PEBAIOT KPYITHbIe FTeHOMHBIE Jie/lel[ iy, BK/II0Yas
F8 wnu F9 nenukom mnny yacTU4YHO. VIX cregyeT HanpaBiATh
K TeHEeTUKY JJIS OLIEHKU I1e/IeCO06PasHOCTU MPOBeieHUA
IIaHTe€HOMHOTO JIcclieffloBanysA. Hamnune cMHApOMa «Te€HHBIX
IOCTIEf{OBATENIBHOCTEI» MOKET OBITh TPOBEPEHO METOLOM LIMTO-
TeHeTIYeCKOTO MUKPOMaTPUYHOTO aHanmn3a.0-%3
JIJ14 ManeHToB C MOATBEPXX/AEHHBIM JUATHO30M reMo(uInu
A n orcyTcTBHEM OOHAPY>KEHHBIX 9K30HHBIX VI MHTPOHHbIX
[IATOTEHHBIX BapUaLMil MOXKeT ObITh IOKA3aHO OIIpefieieHne
crennduyecknx aucbanancos sxcrpeccnyt MukpoPHK, Bbimosn-
HsAeMoe 60 ITyTéM MUKPOMAaTPUYHOTO aHa/I/3a HeKOVPYIoIIelt
PHK, m60 mytém PHK-cexkBeHupoBanms (TpaHCKpUIITOMA Ha
ocHoBe MIIC). 910 MOXKeT ObITh IPUUMHOI ITofaBneHus F8 n
akcnpeccuy reMopuu A.%4-% OgHaKo onpefieneHe peanbHo
pomu mukpoPHK B marorenese remodumu A Tpebyet fanp-
HeJIIero MCcCiefoBaHMs.
3apogbIIeBBIIT I COMATIYECKIIT MO3ANIIN3M YCIIOXKHSIOT TI00YI0
TeHeTNYeCKYI0 OL[eHKY ITpy reMoumm.”»%8
B HEKOTOpBIX C/Ty4YasAX IpY TeCTMPOBAHUY Ha HaIM4ye CeMeltHO
BapMallMy y MaTepy Mal[eHTa ¢ TeMOouINell Bapuanms He
HOZIfaé TCA ONpeieNIeHNIo. B Takux cydyasx Heo6XOfMO paccMo-
TPeTh BO3MOYXHOCTb MO3aUIIU3Ma.
Y nmpobaHzioB ¢ reModumeit A ¢ HeolpeaeneHHBIM Iy TEM
HACTIe[IOBAHYISI W Y TPOOAH/I0B->KEHILMH C HU3KUM YPOBHEM
(akTOpa HEOOXOIMMO MCCIE[OBATh BO3MOXHOCTD HIDKECIe-
AYIOIMX BO3MOYXHbIX IMaTHO30B:
- 6onesnp pon Buiebpanna tuna 2N, ecn oLeHNBaICA
TonbKo Huskuii yposenb FVIIL:C npu ¢peHoTHIMIeCKOM
CKPMHUHTE;
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

- xombuHyMpoBauHbll feduuut FV u FVIII, BbI3BaHHBII!
IIaTOT€HHBIMM BapUalMAMM, 3a]IefICTBYIOIVIMI T€HbI
LMANI unu MCFD2 %

- ppyrue bl 60me3nu ¢pou Bunnebpanpga.lo0

Cw. rmaBy 3: «JIabopaTtopHast AMarHOCTUKA ¥ KOHTPOJIb».

Bynyun perieccuBHbIMM 3a00/I€BAHNMAMY, CBA3AHHBIMM C

X-xpomocomoit, reMobuisi A n B 6piBaeT y reMn3uroTHbIX

MY>KUJH, TOT/]a KaK y TeTepO3UTOTHBIX KEHIIVH (HOCUTETbHMUIY)

CUMITOMBI TeMouny 06bIYHO He MPOsAB/IAI0TCs. OFHAKO y

CUMIITOMATUYeCKIX HOCUTENbHIL] €CTb MHOTO CBU/JIETe/IbCTB

TOTO, YTO HeC/lTy4daiiHas U 9KCTPeMaIbHO CMell€HHasA NHAK-

TUBaIusA X-XpOMOCOMBI UTPAET ITIABHYIO POJIb B ITaTOTeHe3e

remodumun.!H101 Bonee TOro, sKcpeccusa reMopuInm y rete-

PO3WUTOTHBIX YKEHIIWH-HOCUTETbHIILL BBISBIBAETCA TOI as3oit

MHAKTMBALMOHHOTO CiBUTra B X-XpOMOCOME, UTO CEJIEKTUBHO

HIOflaB/IAeT HOPMAJIbHYIO ajienb F8.12

PekomeHpauwusa 4.7.1:

JIist mu ¢ 9€TKO HOATBEPKIEHHBIM IMATrHO30M reMo gy,
HO 6e3 00HapY>KeHHbIX MIMEIOLUIVIMUCS JUATHOCTUIECKUMU
MeTOJaMJ TeHeTYeCKOT0 TeCTUpOBaHu:A Bapuanuii F8 van
F9 BOT pekomMeHAyeT pacCMOTPETh Apyrie reHeTmyecKue
NpMYMHGI (HApuMep, ITyOOKye MHTPOHHbIE BapUAL{NI).
ITPYUMEYAHWE: OxxupaeTcs, YTO B HeganeKoM Oymyiiem
VIMEIOIINeCS METOBI TECTPOBAHNA YCOBEPIIEHCTBYIOTCS U
6yayT BKII0YATh CEKBEHVPOBaHNeE CIENYIONEro IIOKOIeHI
(CCII) 1 nonHoreHomHoe cexkBenuposaumue (IIT'C).
IIPUMEYAHME: Metopp1 CCII n IIT'C go/mKHbI Ipume-
HATHCSA TUIIB HOCTE TOT0, KaK Oy/IeT yCTAaHOB/IEHO, YTO METO
MOXKET ONpee/IUTh CTPYKTYpPHbIe BapUaLi.

PekomeHpauwusa 4.7.2:

[l poacTBeHHNI NI C TeMOQIIINeNt U3 «TPYIIIBI PUCKay, ¥
KOTOPBIX CTAHJAAPTHbIE METObI I€HeTIYeCKOI IMaTHOCTIKI
He BBIABIIN CeMeITHbIX BapUAIii, 0COOEHHO IS JKEeHIIVH C
ofHuM pe6énkoM ¢ remoduneii, BOT pekomeHpmyeT paccmo-
TPeTh U 0OCYAUTH NPU reHeTUIECKOM KOHCYIBTUPOBAHNN

BEPOATHOCTb MO3aMI[I3Ma.

PekomeHpauunsa 4.7.3:

Tt v, ¢ reMouneit A, y KOTOPBIX Iy Th HACTe[OBaHUS
He 5ICeH, M Y KOTOPBIX COBPeMeHHbIe METOBI AMATHOCTUKY
He 00HapY>XWIM MHBepcuy 1N Bapuanyy, BOT pekomen-
AyeT UCCIef0BaTh BO3MOXXHOCTD APYIMX MOTEHIVIATbHBIX
IMar€o30B, BKII04Yas 6one3us pox Bunre6panpa (BB) Tuma
2N, kom6uHuposanubiit geduuur FV u FVIII win apyrue
Tunsl bB.

PekomeHpauuns 4.7 .4:

HII}I CUMIITOMATNYCCKMX JKCHIIVH C (l)eHOTI/IHI/I'IeCKI/I HU3KIUM
ypoBHeM ¢akxropa koaryramyy FVIII win FIX, y koTopbix
o6Hapy>keHa TONbKO OHA MAaTOTeHHaA Bapuanua, BOT
PeKoOMeH/IyeT NpoBefieHNe CCIel0BaTeNbCKIX TECTOB Ha

MaTTEPH MHAKTUBATNN X-XPOMOCOMI)I, €C/IN 3TO BBIIIOI-

HIMO B MECTHBIX YCTIOBUAX.

4.8 | O6ecneuyeHue KayecTBa

o Ob6ecneuenue xkauectsa (OK), kak omucano B riase 3

«JTabopaTopHas AMarHOCTUKA U KOHTPO/Ib» — «ObecredeHne
KadecTBa» - 3TO 00006IIAONUINIT TEPMIH, MCIIOTb3YeMbIil
I/Is1 ONMCAHUS BCeX Mep, IPeAIPUHIMAaEMbIX it obecIre-
YeHVsI HaJIeXKHOCTH TAO0PATOPHBIX TECTOB I OTYETOB O HIUX.
B reHeTM4eCKOM TECTMPOBAHUM 3TO BK/IIOYAET BCE ITAIIDI
IIpoljecca AMarHOCTHUKY OT IIOTy4eHNs HYK/IEMHOBO KUCTOTHI
U TEeHETMYECKOTO aHa/IN3a 0 OIMMCAHNS U KIACCUPUKALIUI
obHapyxeHHOI(bIX) Bapuaruu(it), a TAKXKe CO3fjaHMe pasbsic-
HSIIOIIEr0 OTYETA /IS Bpaya, C/ie/IaBIIero Ha3HaYeHIe.
BuyTpennmit koHTponb kadectsa (BKK) Heobxommumo ocymect-
B/IATD PEry/sipHO A/t 0OecIiedeH st BaTufHOCTU TH06071(bIX)
obHapyKeHHOI(bIX) Bapuarum(ii).

TeneTn4ecknM 1ab0PATOPIUAM HACTOATENBHO PEKOMEH/YETCSI
y4actBoBarh B CrcTemax BHerHelt oneHku Kagectsa (CBOK),
4TOOBI YOEAUTBCS, YTO Ka4eCTBO OIpefie/le N, KIaccupuKaImm
U VHTEPIIPETALNN UX Pe3y/IbTaTOB COOTBETCTBYET TAKOBBIM,
Oy 49aeMbIM B APYTUX Ta00PATOPUAX. ITO MOKET ObITb OUIIN-
ambHast CBOK win HeouimanmpHbIl 06MeH 00pasamMu MexXgy
nmaboparopusamu. O¢puunansaas CBOK B o6macty reHOMUKY
IPefiOCTABIIAET s, HAIIpUMep, opranusaryeit «OljeHKa KadyecTBa
B reHoMuKe» (Genomics Quality Assessment (GenQA)), a B
0071aCcTV TeHEeTYEeCKOI OLleHKY reModuuny — bpuraHckoit
HaLIMOHA/TbHON cny>1<6017[ BHEIIIHEN OLIEHKM Ka4ecTBa I10 KOary-
msiuu kposu (UK. National External Quality Assessment
Service (UK NEQAS)).

JIabopaTopuy reHeTUYECKOIt AMATHOCTHKY JO/DKHBI IPOXOAUTD
[IEPUOANYIECKYI0 AKKPEAUTALINIO B YIIOMTHOMOYEHHBIX Opra-
HU3ALUAX, €C/IM TAKOBas MPeJOCTaB/IIeTCs. AKKpeRnTaIs
O3HAYaeT OLEHKY JTabopaTopuM MO IPU3HAHHBIM MEX/[yHa-
POAHBIM CTAHAPTAM B IIeJIsIX 00eCIiedeH st BEICOKOTO Ka4ecTBa
YCIIYT O T€HETIYeCKOIT JUAaTHOCTHUKE.

O6pasopanne Cerell reHeTHIECKUX 1a00PaTOPNIT, HPOBOMALINX
TeHETUYECKYIO OLIeHKY reMOIINM KaK BHYTPU CTPaH, TaK U
B PErMOHAX MIPa, CO3/JAéT BO3MOXXHOCTD JA€/IUTHCS OIBITOM 1
HAWIy4LUIMMU IPAKTUKAMIAL.

PekomeHpauunsa 4.8.1:
o BOI' peKOMeHI[yeT, ‘IT06I>I TCHETNYCCKNEC TMATHOCTMYCCKNE

11a60paT0pm/1 IpoxXoaiIn NeEpNoOANIECKY0 akKpeanTanno
B yTBep)K,IIéHHOﬁ Opranmsanum, Npmu HaINM4INN TaKOBOIJL.

PekomeHpauus 4.8.2:
o BO®T pexkomeHpyer 1abopaTopusM peryrsipHoe MPOBeaeHe

BHyTpPeHHero KoHTpoi: KadectBa (BKK) remermyecknx
AHA/IN30B C perncTpanuei pe3yIbTaToB.



PekomeHpauuns 4.8.3:

BOTI pexomeHpyeT, 4TOOBI 1a60paTOpUM YIACTBOBAIN B
Cucremax BHeurHei onenku kadecrsa (CBOK) o Bpimon-
HsIeMBIM Yy HUX FeHeTYeCKVM aHaIu3aM.

ITPMMEYAHME: Yyacrie 8 CBOK o6ecnieunBaeT TO4HOCTD
¥ HaJIe)KHOCTh QaHATIN30B. ITO MOXKHO CAe/IaTh KaK MyTEéM
yuyactusa B opunmansaoit CBOK, Tak n yepes Heodunm-
AIBbHBIIT 00MeH 00pasHaMn MeXAy 1abopaToprsamn.
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Kadepnpbl neguatpum n natonoruv, Muymranckuin yHmsepcutet, AHH-Ap6op, wrat Muyuran, CLUA

Kadepnpa negmatpum, YHuBepcuteT TOPOHTO, OTAENEHME remaTonorun/oHkonorum, aetckas 6onbHuua «Sick Children», TopoHTo, OHTapuo, KaHaga
Kyana-Jlymnyp, Manansusa

QakynbteT neanatpuy, MeanUMHCKAIN MHCTUTYT yHUBepcuTeTa MHamaHbl, MHgnaHanonug, wrat MHamana, CLUA

OtpeneHue koarynonoruu, Weddunacknin ueHtp remodunum n Tpom603a, Lepdunpckre knnHnyeckne 6onbHMLbI JloBeputenbHoro poHaa HaumoHanbHoM
cnyx6bl 3apaBooxpaHerus, Ledpduna, Benukobputanus

DakynbTeT MoNeKyIAPHOI MeAULMHDBI 1 remaTonoriy, ButsatepcpaHacknii yHusepcnTeT, HauroHanbHas MeauumMHckan nabopatopHas cny»6a, MoxanHecbypr,
IOAP

INCT do Sangue Hemocentro UNICAMP (LleHTp rematonorumn u remotepanuu), YHusepcuteT Kamnurac, Kamnunac, Can-Mayny, bpasnnusa

baHrkok, Tannang

OTaeneHvie reMoCcTaTUYECKUX HapyLLEeHW 1 Tepanuu, Jlabopatopusa reMocTasa 1 MeTabonmyeckux HapyLlueHuin, IHCTUTy T rematonorum v TpaHcysuonormu,
Bapuwasa, Monbwa

10 BcemuipHas depepauusa remodunum, MoHpeans, Ksebek, KaHaga
1 Kadeppa rematonoruu, XpucTMaHCKMn MeANLIMHCKIN Konnemx, Bennypy, hana

Bce YTBEPKACHNA, ABIAOINECA PEKOMEHIANNAMMI, NIPUHATDI
Ha OCHOB€ KOHCEHCYCA M MIOME€YECHDbI a66peBMaTyp017l -

I1a3Marudeckue win pekombunantaoie KOC, ato nydie, yem
xpuonpenymurtar u C3I1.

«KOHCEHCYCHbI€ PEKOMECHTALININ» o XoTa YpOBEHDb 6€30IacHOCTY TaKIX IIperrapaToB KpOBM ITIOBbI-

5.1 | BBepeHue

cuicst, BOT cunraeT, 94TO Ipemnaparsl BIOOpa [Jisl IeYeHIS
remodunny — 9310 KOC npoMbIiiieHHOTO TPOU3BOACTBA, IPK
M3TOTOB/IEHNY KOTOPBIX BBIMOMHAIOTCS TPeOOBaHMsI HafljIe-
Kalleit Ipon3BoacTBeHHOI npakTuky (HIIIT).2

Ji71s1 nieder s reMODIIIY MMEIOTCS DAy HbIe BUBI TeMOCTa-  * B 00LIMpHOM «Pykosodcmee BOI no ouernke KoHyenmpamos

TUYECKMX CPEICTB M FeMOCTAaTNYeCKNX mperaparos. npokuit
BBIOOP K/IACCOB U TUIIOB IIPENIApaToB [0 BCEMY MUPY OTpakaeT
pasBUTHE IIPENAPATOB MI/Is IedeHNUs TeMOMINY M Pas/INyNs B
pecypcax 1 BO3MOXXHOCTSX CUCTeM 3[paBOOXPAHEHNS Pa3IIIHbIX
CTpaH.

Konrenrparsl pakropa ceéproiBanns (KOC) sapmsorcs repa-
meit BbiGopa myist L ¢ reModuinelt, Tak Kak OHM BecbMa
6e3onacHbl 1 3G PEKTUBHBI /IS IeYeHNA U IPeJOTBpalLeHNsA
kpoBoTedeHuit. Ectpb gBa ocHoBHBIX THa KOC: Bupyc-nHak-
TMBUPOBAaHHbIE I/TA3MaTUYeCKIie IIPelaparhl, IOTydaeMble 13
I/Ia3MBbI JOHOPOB Y€/I0BEYECKOIl KPOBY; I peKOMOMHAHTHbBIE
IIperapaTsl, IPOU3BOAUMBIE C MICIIONb30BAHIEM FeHHO- MHXKe-
HEpPHbIX KJIETOK U PEKOMOMHAHTHOJ TeXHOIOT M.

HepnaBHo Havanach pa3paboTka npenaparoB HeaKTOPHOII
3aMeCTUTE/IbHOI Tepalny Tia sMunusymata. ITo mepe noss-
JIeHNSI TAKVX TIPEIapaToB B KIMHIYECKOJ IPAKTUKe CTAHOBUTCA
BO3MOXKHBIM a/IbTePHATMBHBII METOJ JIeYeHA.

Opnako BO MHOTMX pernoHax Mupa goctynHoctb KOC u
SMuUIM3yMada OrpaHIYeHa; B HEKOTOPBIX CTPaHaX MefUIIMH-
CKiMe pabOTHUKY YaCTO UCIIONb3YIOT AJIs JTedeHNs reMopuInm
Ipenaparbl KPOBY MECTHOTO ITPOM3BOJICTBA, TAKMe KaK KpUOo-
IPELUINTAT U CBeXXe3aMopoxxeHHast mwasma (C3IT). Opnako
3TH Iperaparbl Kpou MeHee addexrrBHbl, veM KOC, u MoryT
Cojlep)KaTh BUPYCHBIE U OaKTepnanbHble nmatoreHsr.b2 I1o
3TOJI IPUYMHE IJIA JTed4eHNs TeMO(IINY IPeIIOYTUTENbHO
10 BO3MOXXHOCTM VICIIOIb30BATh BUPYC-MHAKTUBIPOBAHHbBIE

paxmopa c6épmuviéanus» ONMCAHBI OCHOBHBIE ACIIEKTBI,
B/IMAIONLINE Ha KaueCTBO, 6€30M1acCHOCTD, 3P PeKTUBHOCTD,
NMIIeH3VPOBaHMe U Pery/IpoBaHue Ipernaparos GakTopa, a
TaK)Ke BaXKHbIE IPUHIUIIBI BBIOOPA IOAXOAAIINX IIPeNapaToB
JLA TedeHys reMo(uIn.>

BOT Taroke my6muKyeT 1 peryiapHo oOHOBIAeT cBoi «OHTalH-
PEerucTp KOHUEHTPATOB GpaKTOPOB CBEPTbIBAHNA KPOBI», B
KOTOPOM IepeunCaAI0TCA BCe CYIeCTBYIONINe B HacToAIlee
BpeMs IpenapaThl ¥ JAaHHBIE 110 UX IIPOU3BOACTBY.?

PekomeHpauwmsa 5.1.1:
o [lns neyenus manyeHToB ¢ reModunueii BOTI He oTmaéT npen-

MOYTEeHNA PEKOMOMHAHTHBIM IpenapaTaM o CPaBHEHUIO C
KOHIIEHTPaTaMy, IPOM3BOAMMBIMHU 3 I/IA3MbI.
ITPVYIMEYA HUE: Bei6op MeXXpy 9TUMMU KIacCaMy IIpenapaToB
HY>KHO JIelTaTh B COOTBETCTBUI C MECTHBIMI KPUTEPUAMM,
BK/TIOYAIOLIMMY JOCTYITHOCTD, CTOMMOCTD U NIPeI0oYTeH s
NALMeHTOB.

5.2 | Bbibop npenapata

 Ilpu BRIOGOpE IpemnapaTa ero Heo6XOAMMO OLIEHUBATD 110

OCHOBHBIM TpebOBaHMM, BKIIOUYas 0€30MaCHOCTD U Kade-
CTBO, YICTOTY, BUPYCHYIO MHAKTUBALUIO 11 9P (PeKTUBHOCTD.2



be3onacHOCTb N KauecTBo

Cospemennble masmatiyeckne KOC, mponssogumble B COOT-
BeTcTBUM co cTanapramu HIII, mMeroT upesBbIyaiiHO BBICOKME
oKasares 6e30MacHOCTI B OTHOLLIEHUM BYPYCOB C TUIIUIHOM
000/104KOI1, TAaKMX KaK BUPYC MMMyHORe(DUINTA YeTOBeKa
(BUY) n Bupyc renarura C (BI'C).

besomacHOCTD Iperapara AB/IAeTCA Pe3yNIbTaToOM KOMIIEKCHBIX

Mep U YCOBepLIEHCTBOBAHNIT B HECKO/IBKIX 00/IACTSIX, BKIIIOYasE:

- BbIOOD JJOHOPOB (MCKIIIOUEHNE JOHOPOB 13 TPYIII PUCKA);

- CKPMHMHT JOHOPCKOTO MaTepuasa, BK/I0Yas aHa/Iu3
HyKmenHOBBIX KricnoT (AHK);

- PsI TEXHOJIOTMYECKVX OIEPALNIT IT0 HAKTMBALVIN 1
yZaJIEHNIO BUPYCOB, @ IMEHHO 00paboTKa METOLOM
«PacTBOPUTENb/leTEPreHT» U TEPMOOOPABOTKA, @ TAKKe
HaHOGWIbTPALVIS LS YaTleHUs HEKOTOPBIX 6e3060710-
4eYHBIX BUPYCOB U [IPHOHOB;

- IOCTPErucTpanyoHHOe Hab/oeHe.2

B 97011 00/1aCTH IPOSO/DKAET HOSIBIIITHCS HOBasI MHPOPMALS,

H09TOMY JIMLIAM, TIPMHMMAIOLIMM pelieH s, He0OXOLMMO BCersa

OBbITh B Kypce COBPEeMEHHBIX HAyYHBIX peKOMEeHAALNIT Kaca-

tenbHO Bbi6opa KOC s mur ¢ remoduimer.

ITpu Bb160pe KOC, BhpabarbiBaeMbIX U3 I/Ia3Mbl, HEOOXOMMO

YYUTBIBATh Ka4eCTBO KaK IIa3Mbl, TAK 1 IIPOL[eCcca IPOu3-

BogcTBa. BOT' moguépkuBaeT BaXKHOCTD IIPOBENEHNS OLIEHKN

ouIManbHBIMY OPTaHM3ALMSIMI, OTBETCTBEHHBIMI 32 OXPAHY

U YKpeIUIeHMe 3[I0POBbsl HaceleHus (T.e. HAl[MOHAIbHBIMU

Pery/IsITOPHBIMY OpraHaMM, YIPEKAEHUAMMN WIM MUHUCTEP-

CTBaMII 34PaBOOXPAHEHIST), 3TO HEOOXOAMMO A/Ist 0becIiede st

KayecTBa, 6e30macHOCT 1 9P PEKTUBHOCTH [IPENAPATOB ISk

nedeHns reMo(uINy, MOMTy4aeMbIX U3 IIa3MbL.2

JlBa Bompoca TpebyroT 0c060ro BHUMAHUS:

- 4JCTOTA IIperapara;

- VMHAKTUBALVA/5MMMUHALNSA BUPYCOB.

Yucmoma

Yucrora KOC omnpepensaercs MpoLeHTHIM COflepKaHUeM Iiele-
BOro komnoHeHTa (t.e. pakropa VIII [FVIII] wm paxropa IX
[FIX]) 10 OTHOILIEHNIO K APYTMM COCTAB/ISIONIVIM IIperapara.
O61enpusHaHHOM KIaccuduKaluy Ipernaparos Ha OCHO-
BAaHIU VX YMCTOTHI He CYIIECTBYET, I MIMEIOIIVecsl Ha PbIHKe
KOC cunbHO 0T/IMYa0TCA IPYT OT APYTa IO CBOeit uncrore. Vx
“ cienm¢uaeckas akTMBHOCTD MOXKET BBIPXXATBCS B MEX/Y-
HapopnHbix eguHuax (ME) Ha Muuturpamum (Mr) v, Hapumep,
pna FVIII moxxet Bappuposarbes oT 10 go >100 ME/mr.4
Hexotopslie mpenapaTsl, 06/1aziast BLICOKOI MM OY€Hb BBICOKOI
YIICTOTOI Ha OJHOI CTaJuy MU3TOTOB/IEHNs], 3aTeM CTAOM/IU3M-
PYHOTCS anbOyMITHOM, KOTOPBIIT CHIDKAET X OKOHYATE/IbHYIO
4JCTOTY.

B penxux cnydaax KOC ¢ HM3K0I1 4MCTOTOM MOTYT IPUBECTI
K aJulepruyeckuM peakunam.>o [TanueHTam, HeOGHOKPATHO
VICIIBITBIBABIIIVIM 9TV peaKIMy P UCIIO/Ib30BAHNUM OIIpefe/IéH-
HOTO IIpernapaTa, MOXKeT IIOMOYb BBefleHNe aHTUTYICTAMIHHOTO
CpeficTBa HEIOCPECTBEHHO nepeft NH(y3yel KOHI[eHTpaTa MIn
nepexop Ha KO C ¢ 6071ee BBICOKOIT YMCTOTOIL.

Konnenrparsr ¢pakropa FVIIL, mponsBopymMble 13 IUTa3Mbl, MOTYT
cofiep>KaTh pas3mMyHoe Konn4ecTso dakropa Bunnebpanna

lnaBa 5: [emocTaTyeckme npenaparbl

(OB). IToaTomy, ecnu TaKo¥ KOHIIEHTPAT MCIONb3YeTCA I
neveHs 6onesun Buie6panpa (BB), a He remodunn A, BaxXHO
YCTaHOBUTH COflep>KaHMe B Ipemnapare pakTopa Bumebpanma
(vare Bcero OHO M3MepseTCA My TéM aHanusa akTuBHocTy OB).7
s nevenns pedunnra paxropa FIX npenapar, comepsranuit
TonbKo gakTop FIX, mogXomuT ydie, 4eM KOHI[EHTPAThI
nporpom6buHoBoro kommtekca (KIIK). B KIIK raxxe cogep-
KarcA ipyrue GaKTophl CBEPTHIBaHMA, TaKue Kak ¢akrop II,
VII u X, HEKOTOpbIe 113 KOTOPBIX CIIOCOOHBI aKTUBYMPOBATHCS
B IIpOIlecce M3TOTOB/ICHNS U MOTYT BbI3BaThb y MallMeHTa IIpefl-
PACIONOKEHHOCTD K TPOMO03IMO O/

Cospemennbie KIIK cunrarmorcs 60mee 6€30IacHbIMU, YeM
BBIITYCKABIIECs] paHee, 3TO ObUIO JOCTUTHYTO 3a CYET BKIIIO-
YeHIs B COCTAB MHIMOMTOPOB KOATY/IALINY, TAKMX KaK TellapyH,
aHTUTpOMOUH u npotenusl C, S u Z.8° HecMoTps Ha 9TO, IIpK
MHTEHCUBHOM JIedeHNM (HaIlpyMep, B IIepHOIIepallIOHHOM
epyozie) IpoTpoMOOTIIecKte PaKTOPBI CBEPTHIBAHISI MOTYT
HAKaIIMBaThCs B IIa3Me 1 MOBBILIATh PUCK TPOMO0aMOOIN-
YeCKUX OCTOKHEHNI.

Bupycnas 6esonacHocts KOC He 3aBUCUT OT MX YMCTOTBHI,
IIPU YCTIOBYM, YTO OBIIV IPEATIPUHATHI afileKBaTHbIE MEPBI 110
3/IMMMHALIVN BUPYCOB.

Wnakmusayus / snumuHayusa supycos
 Ocnosoit 6e3onacuoctu KOC, monmy4yaeMbIx U3 I1a3Mbl, sBIL-

eTCs TeXHONOTMYeCKasA MHAKTUBALUA BUPYCOB. 0

O6pryno0 npornecc nponssopcTea KOC BrioyaeT aBa B3an-
MOJIOIIO/THAIOIINX VIV OPTOTOHATBHO CHELM(pUIHBIX STAIa
CHIDKEHUA COflep>KaHNA BUPYCOB. DTU MePbI JOTDKHBI COOT-
BETCTBOBATD IIPaBIUJIaM, YCTAHOBIEHHBIM O(UIaIbHBIMMI
PerynATOPHBIMY OpraHaMIL.

O6paboTKa METOOM «PaCTBOPUTEND/IeTEPreHT» BBICOKO
a¢dexTHBHA MPOTUB BUPYCOB C TUMUFHOI 000TOUKOIL, TAKUX
Kak Bupyc rematuta B (BI'B), BI'C n BIY, Ho He neakTuBUpYyeT
BUPYCHI 0e3 TUIUHOI 000/I0YKY, TaKe KaK BUPYC rermaTuTa
A (BT'A) n yenoBedeckuit mapsosupyc B19.
Tepmoo6paboTka 06bI9HO 3(pPeKTHBHA IIPOTUB LINPOKOIO
Kpyra BUPYCOB C IMINHOI 000/104KOIt 111 6e3 Heé, BKITIYast
BT'A 1 yenosedecknit napsosupyc B19. OfHaxo cTeneHb MHAK-
TUBALMM 3aBUCHUT OT TeMIIEPaTypbl 1 BpeMeH! 00paboTKy, a
TaxoKe OT TUIIA CPefibl, B KOTOPOI MPONCXOANUT Harpes (CyXoit
VIV BJIAYKHOIA).

Tak Kak B HacTosilee BpeMs NMUMIHALNSA 6€3000/I04eIHBIX
BIPYCOB 60JIee CTIOKHA IIPY IIPOU3BOJCTBE, YeM yHaleHe
000104eYHBIX BUPYCOB,!! 1100011 poLiecc MHAKTUBAIN/
COKpallleH) s KOMMYIecTBa BYPYCOB B Mfease TOKeH MHAK-
TUBJPOBATH BUPYCHI KK C IMINAHON 000/I0YKOIL, TaK 1 Oe3
JIUINHOI 000/IOYKIL.

VIHakTuBaIysA npuoHoB B mrasMatndeckux KOC HeBo3MOXHa,
TaK Kak HeoOXOAMMbIe IIPOLeAYPbI AeHATYPUPYIOT PaKTOPBI
KOATYILAIN; TaKoKe He CYIIeCTBYeT HafiE&KHOTO TecTa JIA CKpH-
HUHTa BapuaHTHol1 6omesun Kpeitnipenspa-SIxoba (BBKSI). B
HacTosIIee BpeMs PUCK 3apakeHM depes IIa3MaTIdecKue
IpernapaTsl 00yC/IOBIEHHBIMY NIPMOHAMH 3a00/IeBAHNSIMMU
HMBeNMpPYeTCA VICK/TIOYeHIeM JOHOPOB 13 TPYIII PUCKa, JIefKope-
IyKIyielt JOHOPCKVX MaTepyajIoB 1 3TanamMiu GppaKIMOHNPOBaHILA
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

IUTa3MBI IIPY IPOVM3BOLCTBE, BK/IIOYAs IPELMIINTALINIO, XPOMa-
torpaduio u punprparyio. 1

PekomeHpauunsa 5.2.1:

s nux ¢ remodunueit BOI pekoMeHayeT cnonb3oBaHIe
NpenapaToB, KOTOPbIe ObIIM 0f00peHbI 0GUIVIATbHBIMU
PeryupyomuMn OpraHN3alsAMI, OTBEeTCTBEHHBIMH 3a
OXpaHYy U YKpeIUIeHIe 3T0POBbA HaCeleHN A, YINThIBAA MPH
9TOM Ka4eCTBO IIA3MBI (T.e. YMCTOTY Ipemapara) 1 Hporecc
MPOM3BOACTBA (T.e. MHAKTHBAINMIO/YTNMIUHALNIO BUPYCOB).
IIPUMEYAHME: IIpenaparsl U3 I1a3Mbl, CO3JjlaBaeMble
C AByMA 3TAallaMyl BUPYCHON PegyKIum, He 06:A3aTenbHO
JTyYIIIe TeX, YTO eTAI0TCA C OFHIM CHeNPIIIecKIM 3TaIoM
BHUPYCHOJ MHAKTHUBanym. Ecu ucnonb3yercs TOMbKO OFIH
3TaIl, IPENIOYTUTETHbHO, YTOObI B €r0 X0fj¢ MHAKTHBIIPOBa-
JIVICh BUPYCHI KaK C TMIMIZHBIMY 000TOYKaMM, TaK ¥ 6e3 HUX.
B HepaBHO MMIIeH3MPOBAHHBIX NIPENAPATaX 3a/IelICTBYIOT ABa
OPTOTOHATBHBIX 3TaNla MHAKTHBAIVI/3MMMITHAIINN BUPYCOB.
IIPMMEYAHME: CoBpeMeHHbIe KOHIIEHTPATBI IPOTPOM-
OMHOBOI0 KOMIIIEKCA CYMTAIOTCA Ootee 6e30IMacHbIMMI, YeM
paHee BBITYCKABIINeC: MPENaparhl, 3TO JOCTUTHYTO 61aro-
JapsA BKITIOYEHNIO B MIX COCTaB MHTMOUTOPOB KOATYIAIINII,
TaKNX KaK relnapyH, aHTUTpoM6uH u npotennsl C, Su Z.

d¢PeKTUBHOCTD

5.3

AxTuBHOCTD npenapara (610orndecKasi akTHBHOCTD C TOUKY
3peHNA KOHIIEHTPAIUN VI KOIMYeCTBA JIeKapCTBEHHOTO
CpefcTBa, HeOOXOAMMOrO AJIS JOCTVDKEHS OIIPEee/IEHHOTO
BO3JIENICTBIISA) U 3 PEKTUBHOCTD (CIOCOOHOCTD IeKapCTBEHHOTO
CpefiCTBa OKa3bIBaTh Ha MAIVIEHTOB JXe/TaeMoe TepaleBTIe-
CKO€E BO3JIEIICTBYE) TAKKE SBJISIOTCS BAKHBIMU CBOMICTBAMU
IUIsl PACCMOTPEHSI Py BBIOOpe Ipernapara.?

JJokazaHo, 4TO IIa3MaTHYeCKUe ¥ TPAJUIMIOHHbIE PEKOM-
6mnanTHble FVIII n FIX co cTaHZapTHBIM ITEPUOLOM
nonnyseiBeferst (CIIIT) nMeT OfMHAKOBO BBICOKYIO KIVHN-
4ecKyio 9 (PeKTUBHOCTb.?

PexombunanTHble KOC ¢ yIMHEHHBIM II€PNOLOM HOTYBbI-
Begenus (YIIIT) 6pu1m co3ganbl, 4TOOBI 0O6eceunTh Hoee
IIPOIO/DKUTENbHBII TepaneBTideckuit a¢dekr, vem KOC
CIIII. (Cm. Hmxe “ITpenapatsl ¢ yIIMHEHHBIM EPUOLOM
IIO/TyBBIBEI€HIsT .)

KoHueHTpaTbl pakTOpa CBEPTbIBaHMUA
(KOCQ)

OCHOBHOI1 BUJI JIEYeHN IPU TSKENOI TeMOPUINI - STO
3aMeCTHUTebHAA Tepanys C HOMOUIBIO TA3MaTUIeCKMUX VTN
pexoMm6uHaHTHBIX KPC. D111 IpenapaThl 06ecreynBaloT Hale-
JKallle BBICOKIE 103bI (PaKTOpa CBEPTHIBAHMS LA JIEYCHUA U
IpOPUIAKTUKY KPOBOTEIEHMIL.

Cw. Taxoke r1aBy 2 «KommiekcHoe edeHne reMopuinm», IaBy
6 «IIpodumaktrka npu remodumn», raBy 7 «JledeHne KpoBo-
Te4eHMI1 pa3NMYHOI TOKaMu3auuu» u rnaBy 9 «OrnenbHble
ACTEKTBHI IeYeHUs».

KOC FVIII

Bce mnasmaTnyeckue u pekoMOuHaHTHbIe Tpenapatsl FVIII,
VIMEIOIMECS Ha PhIHKE B HACTOsAILEE BPEMs, IIEPEYNC/IEHDI B
«OHJTalTH-PETUCTPE KOHUEHMPANO06 PaKmopa c6EPMbL6aHU».>
IMoppo6Has nH(pOpMALS O perraparam MPUBOJUTCS B JINCT-
Kax-BK/IaJblIIaX K yIIaKOBKaM.

Jo3suposka/npumeHerue

K®C FVIII nocTaBAw0Tcs B (rrakoHax ¢ 3asB/IEHHOI Ha TUKETKe
AKTUMBHOCTBIO IIpeIapara, BbipaxkeHHoit B ME, u Bapbupyto-
weiics mpubmisnuTenbHo 250-3000 ME Ha drakoH.
ITpy OTCYyTCTBUYM UHIMOUTOPOB KaXK/jast BBEI€HHAs BHY TPU-
BeHHO ME mmasmenHoro uwm pekom6unantaoro FVIII CIIIT
Ha KMJIOTPaMM Macchl Tefla nogHyuMaet yposenb FVIII B mnasme
npuMepHo Ha 2 ME/mn.'2 9to nmosbimene (TakKe Ha3pIBaeMoe
BOCCTAHOBJIEH)EM) 3aBJMCUT OT HECKOJIbKUX MHAMBILYaTbHbBIX
(baKTOPOB; CaMbI1 BaXKHBIN U3 HUX — 9TO MHIEKC MAaCChI Tela
(MMT). OHo BbIIe y marueHToB ¢ BoicokuM VIMT u Hike y
MMaryesToB ¢ uuskum MIMT.13
Tepuop nonyssisenenus FVIII CIIIT y B3pocbIx cocTaBseT
NpuMepHO 12 JacoB; y leTell MIAIIEero Bo3pacTa Iepuoy
IIOTyBBIBEJIEHNSA KOPOUYE, HO C BO3PACTOM OH yBEINYMBAETCS.
Ilis1 pacuéTa JO3UPOBKM HEOOXONMMO YMHOXUTD BeC Ialy-
€HTa B KIJIOTpaMMax Ha >xesaemblii yposenb FVIII 8 ME/nn,
a IO/TyYEeHHBI Pe3y/IbTaT 3aTeM YMHOXUTD Ha 0,5.
- IIpumep: 50 kr x 40 (>xemaemsiit yposens B ME/mn) x 0,5
= 1000 ME FVIIL
CwMm. rnaBy 7 «JleyeHue KpoBOTeYEHMIT pa3IMYHOI JTOKaIN-
3aly» U TabMuILy 7-2 ¢ IPaKTUIeCKUMM PeKOMEHIALMAMM
1o npuMmeHennio KOC npy pasinyHbIX TUIIAX TeMOPPArku.
K®C FVIII Heo6X0m1M0 BBOOUTDH MEJJIEHHO B TeYeHMe
HECKOJIbKIX MMHYT, KaK YKa3aHO B JIMCTKe-BK/Ia/ibllIe K YIIAKOBKE
npernapata.'* [IMKoBBIIl ypOBeHb aKTMBHOCTI (PAKTOPA Y IALN-
eHTa C/IefiyeT U3MepsThb depe3 15-30 MuHyT mocie nHdpysun,
4YTOOBI IPOBEPUTD OXKNU/AEMBII OT BBEEHHOII O3Bl YPOBEHb
akrtusHOoCTH FVIIL.12
ITauneHThl, KOTOPBIM JIENAIOT XUPYPrUYeCKIe ONePALN, UK
HAIVEHTBI C TAXENBIMY KPOBOTEUEHUAMY, HYKIAIOIMEC B
JacThIX MHPY3UAX, TAKOKe HYXKAAIOTCA B TaDOPaTOPHOM MOHM-
topunre yposHsa FVIII, Bkmo4yas nsMepenne MuMHMMATbHOTO
ocTaTo4HOro ypoBHs akTuBHoCTH FVIII, 4T068I 06/IErYnTh
pacuér nmocnenyromux nos. (Cm. rmasy 3 «J/labopaTopHas
AVMArHOCTMKA VI KOHTPOJIb» — « AHanm3bl pakTopa» u I71aBy 9
«OTenbHbIE ACIEKTHI JIeYeHNs» — « XUPYPIUIecKe Y MHbIe
MHBa3VBHBIE TIPOIEYPHI».)
B upeane BenuumHa nNocaefyoUMx 103 JOIKHA OCHOBbI-
BaTbCA Ha BpeMeHn nonysbisefenns FVIII u Ha nospiennn
YpOBH: (paKTOpa Y KOHKPETHOTO NalieHTa IPY MCIIONTb30BAHNY
KOHKpeTHOro npenapara. OfHaKo MHAMBU/Ya/IbHBII I€PUOJ
IIO/TyBBIBENEHMA Y NALMIEHTOB HEBO3MOXXHO CIIPOIHO3MPO-
BaTh TO/IIBKO HA OCHOBAHMUM TAaKMX XapPAKTE€PUCTUK IIaLEHTA,
KaK BO3PacT ¥ BeC TeJla; TaKoe OIpefieieHIie OObIYHO Hera-
€TCsl SMIVPUYECKH.
«PexoMeHjaIMM 10 MCCIefO0BaHMIO PapMaKOKMHETUKN
(PK) noBbix KOC FVIII» Bkmtoyaer ucrnonb3opanme 10-11
006pas1oB KPOBM, KOTOPbIE 3a0Mpar0TCs B TedeHre 32-48 4acos



(momonmHuTENPHBIE 3a60PHI B TeUeHMe Iepuofa Ko 96 4acoB
vnu fonee anA FVIIL YIIIT). OxpHako /1A MHAVBULYaTU3auu
TO3MPOBKU B 0ObIYHOIT pakTuKe npuemnemele OK mapa-
MeTPBI MOTYT ObITh CIIPOTHO3MPOBAHbI [0 MOMY/ISLIVIOHHBIM
mogernsiv OK, monepxuBaoiymM 6aieCOBCKOe OljeHUBaHIe
nHpuBUgyanbHolt @K Ha OCHOBaHMM OTPaHNYEHHOTO KOMM-
4ecTBa 06pasoB.!5

Cw. rnaBy 6 «IIpodumakTuka npu reMopuanu» u rmasy 7
«JleyeHne KpOBOTEUEHMII Pa3IMIHONM TOKATU3ALINI».

PekomeHpauunsa 5.3.1:

o [Ina nmu ¢ reModumeit, momyvaronyx Konuenrparsl FVIIL,

KOTOPBIM IIOKa3aHa ONTUMM3ANNA NpoduIakTuky, BOT
PeKOMeHAyeT MHANBIAYaIu3NPOBaHHbIN papMaKkoKIHe-
THYEeCKIII MOHMTOPYVHT.

o ITPVIMEYAHME: [Insa noprBep;KaeHnsA pacCINTAHHOI T03bI

NIMKOBBII yPOBEHb AKTMBHOCTN (PaKTOPa HY)KHO N3MePATH
gyepes 15-30 MuHyT nocne nHdysuu. Ilepuon nomrysoiBeneHns
M3 IUTa3MbI MOYKHO OIIpefenATh myTéM nomnoro ®PK-amamnsa
(10-11 o6pasuoB, 3a6npaeMbIx Ha NPOTDKEHIN 32-96 YaCOB)
WIU MYTEM 3a00pa OrpaHMYEeHHOTO KOMMYeCTBa 06pasnos
B COYETAHUN C OL[EHOYHBIM IIPOTHO3MPOBAaHIEM Ha OCHO-
BaHuu nonynanuonnoi K.

HenpepoiBras nHdysnsa KOC nossonser usberaTb MMKOBBIX U
MUHIMAJIbHBIX OCTATOYHBIX YPOBHEI M MO>KET OBITD IIPEAIOYTH-
TenbHa 11 607Iee yo0OHa B HEKOTOPBIX KIIMHIYECKUX CUTYAIIMAX
(HampuMep, IpU KPYIHBIX XUPYPIUUECKIX BMEIIaTeTbCTBAX
MU TSOKENBIX KPOBOTEYEHNUAX Y MALIIeHTOB ¢ HU3KOpea-
IUpyoMKUM HHrKb6uTopoM). OfHAKO IJIA 9TOrO TpebyeTcs
IpYMEHeHMe CIIeIMaTbHOTO YCTPOIICTBA /1A MH(Y3UIT U 3HAHUE
0 cTabuabHOCTY KOHKpeTHOro KOC BHYTpM yCTPOIICTBA OCTe
pasBepeHuA. 10

HermpepbiBHas MHQY3UA MOXKET IIO3BOIUTD CHU3UTD KIUPEHC
(axTopa, ero JO3MPOBKY U 001Iiee KOMMYECTBO UCIOTb3yeMbIX
KOHILIeHTpaToB (pakTopa.!” [loTeHIIMaNTbHO OHA MOXET OBITh
6071ee SKOHOMIYHOT /151 TALIVIEHTOB C TSDKEMOiT reMobuneri,
3TO 3aBUCKT OT 103, VICIIO/Ib3YEeMBIX IIPJ HETIpepbIBHON MH(Y31U
VIV TIPEPBIBUCTBIX OOMIOCHBIX MHPY3MAX. '8 OgHAKO [/IA Manu-
@HTOB ¢ JIErKoit popMort reMODUINY K HEIIPePBIBHON MH(Y3UN
HY>KHO OTHOCUTbBCS C OCTOPOXKHOCTDIO, TaK KaK 3TO aCCOLVM-
PYeTcs C IIOBBILIEHHBIM PYCKOM PasBUTUA MHIMOUTOPOB, %20
XOTs BKJIaJ] HEITPepbIBHOI MH(Y3UI B HOSB/IEHIE NHIUOUTOPOB
MOXXeT CKa)KaThCs 13-3a MPUCYTCTBUA P IETKOI reMo(punu
A TIaTOTeHHBIX BapMalMil BBICOKO CTEIIeH) PUCKa.

Jl03bI /11 HeltpepbIBHON MH(Y31M HEOOXOLVIMO YTOUHATD Ha
OCHOBe YaCThIX aHaNMM30B pakTopa (0OBIYHO eXKeTHEBHBIX)
U pacuéTa BBIBEJICHM A, YUUTHIBAsA, YTO BbIBefieHUe (haKTopa
MOJKET YCKOPUTbCS CPa3y MOCTIe XMPYPIUIecKuX BMeLIaTeIbCTB
WIN TIPU TSDKENTBIX KPOBOTEYEHNAX (HaIpuMep, Py ImoTepe
KpoBu >500 MJI); B TAKVX CIy4asAx A HoffepKanuA addex-
TUBHOTO YPOBHSA MOTYT HOTPe60BaTbCsA NOMOTHUTETbHbIE
6omocst KOC. Hekoroprie KOC neMOHCTPUPYIOT CTaOWIb-
HOCTb B TeUeHMe Iep1ofa o 12 4acoB 1ocie IpUroToBIeHNs
pacTBOpa; CIefloBaTeNIbHO, BO3MOYKHA HelIpepbIBHAA MHPY3UA
B Te4eHIe HeCKO/IbKIX YacoB.?!

lnaBa 5: [emocTaTyeckme npenaparbl

PekomeHpauunsa 5.3.2:

Jna manyueHTOB ¢ reModuINeli, TPMHNMAIOIINX KOHI[eH-
tparbl FVIII u Hy>X1aroluxcs B yCTOMYMBOI KOPPEeKII
TeMOCTa3a Ha NPOTSKEHIH IINTeTbHOI0 epUOoJa BpeMeH!
(Hampumep, mepronepaTNBHOE BefeHNe NALMEHTa WIN B
clydae TSDKEIOro KpOBOTeYeHNA y allMeHTa ¢ Hu3Kopea-
rupyromyM uarubéuropom) BOI pexomeHpyet paccMoTpeTn
BO3MOKHOCTD MICIIO/Tb30BaHNA HeNPePhIBHOI MHQY3MI.
INIPYUMEYAHMUE: MeTop HenpepbIBHOI MHQY3UM MOXKET
NPUBOANTD K CHIDKEHNIO 061ero KOMu4ecTBa MCIo/b-
3yeMbIX KOHIIEHTPATOB (paKTOpa CBEPTHIBAHNA U OBITH
60/mee SKOHOMITIHBIM /IS ITAIMEHTOB C TAKETOI reModu-
nueit. CTenneHb S3KOHOMMYHOCTH, OTHAKO, MOKET 3aBUCETh
OT /103, VICTIO/Ib3y€eMBbIX [I/Is1 HeNIPePbIBHOI M NP ePbIBICTON
6omrocHoi MHPY3UM.

ITPMMEYA HUE: HenipepoisHas nndysus TpeGyeT UCIONH30-
BaHMA CHeMa/TbHO NPelHa3HAYEeHHBIX /1A 3TOT0 YCTPOICTB
¥ 3HAHMIT O CTAOMIBHOCTH AEVICTBIA KOHKPETHOTO KOHIIeH-
TpaTa CBEPTHIBAHIA KPOBY BHYTPH YCTPOIICTBA AL MHy3mit
nocne paspefennsa. Kpome Toro, manmeHTs Hy XIal0TCA B
YacToif MpOBepKe MCIPABHOCTH YCTPOIICTBA 1A MHQY3 M.

KOC FIX

Bce nmasmarnyeckne u pekoMOuHaHTHBIe nperaparsl FIX,

JIOCTYIIHBIE Ha PbIHKE B HACTOALlee BpeMs, nepeuncnensl BOI' B

«OHnatin-pezucmpe KOHUEHMPAMos8 PaKmopa ceePMvL8anusi».

JeranpHas nHGOPMALNA 10 IIperapaTaM U3/I0XKeHa B JINCT-

KaxX-BK/IaJIbIIIaX K yTIAKOBKaM.

K®C FIX noppaspmendiorcs Ha ABa Kacca:

- UYmucreie KOC FIX, koTOpble MOTYT OBITD KaK IIa3-
MaTMYEeCKVMI, TaK I PeKOMOVHAHTHBIMI (HIDKE CM.
nudopmanuio o KOC FIX VIIIT);

- K®C FIX, Taxxe copepxarnue ¢axropsr II, VII, IX u
X, 13BeCTHbIE KaK KOHIL[EHTPATbI IIPOTPOMOMHOBOTO
xomiutekca (KIIK); B HacTosiIIIee BpeMsi OHM MCITONb3Y-
I0TCS PEJIKO.

Bcerpa, xoryia 3T0 BO3MOXHO, IPEANIOYTUTENBHO JIEYUTD

remodunio B89 uncteiMu koHjeHTpaTamu FIX, Tak kak oHM

IpefICTaB/AIT MeHbLii 110 cpasHeHuio ¢ KIIK puck BosHUKHO-

BeHA TPOMO03a ¥ AUCCEMUHUPOBAHHOTO BHY TPUCOCYAUCTOTO

CBEPTHIBaHIA, 0COOEHHO B HIDKETIEPEUNMCTIeHHbBIX CTyYasx:

- XMpYpru4ecKoe BMEUIATeNIbCTBO;

- 3aboseBaHue MeYeHY;

- MHTEHCUBHOE BBEJIEHIE, T.€. [UINTENbHAA Tepalls BbICO-
KMMU JO3aMI;

- TpoM603 B aHaAMHe3e I M3BEeCTHAs CK/IOHHOCTD K TPOM-
6O0TUYECKNM ABIEHAM;

- Iapa/uleibHOE UCIOIb30BaHMe IEKapCTB C TPOMOO-
TeHHbIM IIOTEHI[Ma/IOM, BK/II0Yast aHTU()UOPYHOMNTUKIA.

Cwm. rnaBy 9 «OTHenbHbIE ACHIEKTHI IEYEHUA» —

«Xupyprudeckue 1 NHbIe NHBa3WBHbIE IPOLETYPBI».

PekomeHpauunsa 5.3.3:

s neuenns gedunura FIX y manmuenTos ¢ remoduneit B
B®T pexkomenyer MCIONb30BaTh peNaparhl, COfepKalye
tonbko FIX, oTmaBas um npennoyTenne nepe KOHIEHTpaTaMI
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

nporpom6mHoBoro kommnekca (KIIK), koTopble comepsxar
TakxKe I Apyrue GpaKTopsl CBEPTHIBAHNS, 2 IMEHHO (PaKTOPbI
I1, VII u X, HeKOTOpbIe M3 HUX MOTYT AaKTUBUPOBAThCSA NP
NPOU3BOJCTBE U BbI3BATh Y NMAIIMEHTA NPePacnoNoKeH-
HOCTB K TPOMO03M60mmm.

ITPYIMEYAHME: ITo cpaBHEHMIO C TeM, YTO HAaOTIOAamOCh
npu npuMeHenyy 6onbmmx go3 KIIK craporo mokonenus,
y uncThIxX npenaparos FIX cHIKeH pucK BO3HUKHOBEHNA
TPOM603a MU AMCCEMITHIPOBAHHOTO BHY TPUCOCYAVCTOTO
CBEPTHIBAHNAL.

IIPUMEYAHMUE: CoBpemennsie KIIK cunrarrcs 6omee
6e30IacHBIMY, YeM BBIITyCKaBIecA paHee. ITO JOCTUTHYTO
My TEM BKIIOYEHNA B IX COCTaB MHIMOMTOPOB KOATY/IAINI,
TAaKMX KaK relapyH, aHTUTPoMOVH 1 iporennsl C, S u Z.
OpHaKo B CTy4aAX MHTEHCUBHOI Tepanuy (HanmpuMep, nepu-
OIlepanMIOHHBIII TEPUON) MPOTPOMOOTIYeCKI e PAKTOPDI
CBEPTHIBAHMA MOTYT HAKAIZIMBAThCA B IJIa3Me U IOBbI-
IIaTh PUCK TPOM603MOOMITIecKux ocnokuenmit. Ecmu pna
Hopmammsanym yposHeiit FIX KIIK npumMeHA0TCA B BBICOKIX
J03aX, He0OXOAMMO PaCCMOTPETh BO3MOKHOCTD MPOQIIaK-
TUKY TpoMOoO3a.

PekomeHpauunsa 5.3.4:

[Ina manyenToB ¢ reModuieit B, Hy>KIaromyxcs B IINTeTbHOM
BBICOKO/IO3HOI1 Tepanuu, peKOMEHJYeTCs JICTIONb30BaHMe
4MCThIX KOHIeHTpaToB FIX, a He KOHIIeHTPaTOB MPOTPOM-
6MHOBOTO KOMIUTEKCA.

PekomeHpauuns 5.3.5:

Jnsa nanueHToB ¢ reModueli B npu onepamn pekoMeH-
AyeTcsA UCIONIb30BaHMe YMCThIX KOHIeHTpaToB FIX, a He
KOHIIEHTPATOB TIPOTPOMOGIHOBOTO KOMIITEKCa.

PekomeHpauunsa 5.3.6:

Insa magueHToB ¢ remodunneit B, mmeronux saboneBanns
Te4YeH, MICMONb30BaHNe YICThIX KOHIeHTpaToB FIX mpenmnoy-
THTeNbHee KOHIEHTPATOB POTPOMOMHOBOTO KOMITEKCA.

PekomeHpauunsa 5.3.7:

Jns manueHTOB ¢ reModuneit B ¢ TpoM6030M B aHaMHese
VIV U3BECTHOI CKTOHHOCTBIO K TPOMOOTIYECKIM SABICHUAM
MCIO/Tb30BaHNe YICThIX KOHIeHTpaToB FIX nmpegnmourn-
TelIbHee KOHIIEHTPATOB IIPOTPOMOITHOBOr0 KOMIIIEKCA. L%y

PekomeHpauusa 5.3.8:

s manueHToB ¢ remodunneit B, mapannenbHo npuHu-
MAIOIINX JIEKapCTBA, U3BECTHbBIE CBOMIM TPOMOOTeHHBIM
MOTEHIVIATIOM, BK/II0Yasi aHTHUHUOPIMHOMINTUKHY, VICIIOIb-
30BaHIe YNCTHIX KOHIIeHTpaToB FIX nmpeanmouyrnrenpbHee
KOHI[EHTPATOB IIPOTPOMOITHOBOTO KOMIIIEKCA.

Jlosuposka/npumeHeHue
o K®C FIX mocTaBisoTcs BO GprrakoHaX ¢ MapKMPOBKOIT, Ha

KOTOPOIJi yKa3aHa aKTMBHOCTbD IIperapara C JuanasoHoM
npuMepHo 250-4000 ME Ha ¢rnaxos.

ITpu orcyrcTBUM MHIMOUTOPOB Kaxkaass ME miasmenHoro
mnu pekombunaanTHoro FIX CIIIT Ha Knmorpamm Macchl Teja,
BBe/IEHHAs BHYTPUBEHHO, IOgHMMAaeT yposeHb FIX B nmasme
npumepHo Ha 1 ME/p.12

ITepuop nonysbiBenenna FIX CIIII cocTaBnAeT mpuMepHO
18-24 vaca. «Pexomenmarun 1o ®K-nccnemoanmo KOC FIX»
BKJIIOYAET KaK MUHUMYM 8 aHa/IN30B KPOBY, 3a0MpaeMbIX B
TedeHMe 72 4acoB (JOIIOHNUTEIbHbIE 3a00Pbl KPOBYU B TeYeHNUE
nepuopa go 2 Hegenb - 1yt FIX YIIIT). OnHaxo B IOBCeIHEBHOI
IIpAaKTUKe /I MHABUyanusanym go3spl npremnembie PK mapa-
METPBI MOTYT OBITH CIIPOrHO3MPOBAHBI II0 MOIMY/ISIMIOHHBIM
mogesiv PK, moggepxuBaoiyM 6arieCOBCKOe OLjeHIBaHIe
nHauBKAyanbHoit OK Ha OCHOBaHMM OIpPaHNYEHHOTO KO-
4yecTBa 00pasioB.1

PekomeHpauunsa 5.3.9:
o Tns npunnmaromux KoHueHTpars! FIX manueHToB ¢ remodu-

nneit B, KoTopbIM MoKa3aHa onTUMU3ALUA NPOPIIAKTIUKI,
BOT pexomeHpyeT (papMaKOKMHETUIECKIIT MOHIMTOPYHT.
IIPMMEYAHME: [Insa npoBepKy pacCYMTAHHOM O3Bl
NUKOBBIII YPOBEHb AKTMBHOCTH (PAKTOPa HY)KHO U3MePATh
yepes 15-30 munyT nocime undysun. Ilepuon nonyssisegens
13 I/Ia3Mbl MOXKHO OIIPeJeNNTh KaK Iy TEM IIO/THOTO aHA/Iu3a
@K (10-11 3a60poB KpOBU 3a MEPUOJ IPOFO/HKUTETHHO-
CThIO B 1-2 Hefenn), TaK ¥ HA OTPAHMIEHHOM KOTTUIECTBE
COOpaHHBIX 00PA30B B COYETAHUN C OIfeHKAMI Ha OCHO-
BaHuu nonynAanuonHoi OK.

Hemopndunuposanusie pekom6bunantHsie KOC FIX (rFIX)
uUMeIoT 60see HU3KMIT K03 UIMEHT BOCCTAHOB/IEH, YeM
nnasmatudeckue KOC FIX, a mMeHHO: KaXkjast BBeIEHHAS
epuuanna FIX Ha KmjorpaMM Macchbl Tejla HOGHUMET aKTUB-
Hoctb FIX #a npumepno 0,8 ME/pn y Bspocnbix u Ha 0,7 ME/
Oy peteit Maapue 15 net.??
[t pacuéra 03MPOBKY HEOOXOAMMO YMHOXUTD BeC MaIi-
€HTa B KMJIOTPaMMax Ha Ke/laeMblii yposeHb FIX B ME/m.
- Ilpumep: Macca tenma 50 Kr X 40 (3Ke/raeMblil ypOBEeHb B
ME/pn) = 2000 ME masmennoro FIX.
- Hna rFIX mosa mogcuntsiBaercs kak 2000 ME + 0,8
(mnm 2000 ME x 1,25) = 2500 ME py1st B3pOC/IBbIX, U
2000 ME + 0,7 (mmm 2000 ME x 1,43) = 2860 ME gy1a
JeTen.
CwMm. rmaBy 7 «JleyeHue KpoBOTe4YeHMIT pa3IMYHOI JTOKaIN-
sanyy» u Tabmmuy 7-2 ¢ HpaKTMYeCKMMY PeKOMEHIALMAMN
1o npumeHeHn0 KOC npu pasinyHbIX TUIIAX TeMOPPArnu.
KOC FIX He06X0a1MO BBOAUTD MEIJIEHHO, B TEYEHIIE HECKOIBKIX
MUHYT, KaK YKa3aHO Ha JIMCTKe-BK/Iafbllle K rpenapary.'* [l
IIPOBEPKI 0XKMIAeMOJT aKTMBHOCTH BBeIEHHOI 103bl FIX HYy>kHO
3aMepATh y MALMEHTA NMKOBBIIT ypoBeHb FIX mpumepHo yepes
15-30 MunyT nocie nuysun.'2
Jns manueHToB, IPOXOAAIMX XUPYPriUuecKoe edeHne Vin
VICIBITBIBAIOIINX TsDKEIbIe KPOBOTEUEHNS, U TPeOYOIINX



qacThIX MHQY3UIL, He0OXOAUMO MabopaTopHOe HabIOfeH e
yposneli FIX, Bkmouas usMepeHye MUHIMalIbHOTO OCTaTOY-
Horo ypoBH:A akTuBHOCTY FIX 17141 pacuéra mocnenyommx 03.
(Cm. rnaBy 3 «JlabopaTopHas JUarHOCTUKA I KOHTPOJIb» —
«AHanussl paxkropar, u rmaBy 9 «OT/AenbHbIe ACIIeKTHI IeYeHMA»
- «Xupyprudeckye ¥ MHbIe NHBA3VMBHBIE TIPOLEYPHI». )
Ounmennple KOC FIX Takke MOTyT BBOZUTBCS METO[IOM
HerpepeiBHON nHQy3nu (kax u KOC FVIII).

ITpn nH}Y3MUAX Kak peKOMOMHAHTHOTO, TaK I INIAa3MEHHOTO
K®C FIX MOryT BO3HMKATD a//IepriuyecKyie peakiiy (IpuMepHoO
B 2%-4% cy4aes). OHM YaCTO aCCOLUMPYIOTCA C MHTMOUTO-
pamu k FIX.

MpenapaTbl ¢ yANMHEHHBIM NEPLOLOM
nonysbiBeAeHNA

MpuyuHel pazpabomku KOC ¢ yOnuHEHHbIM nepuooom
nonyavigedeHus (YI1I1)

Heo6x0IMOCTb Jie/aTh YacTble MHPY3NUU IPY UCTIOTb30BAHNI
KO®C CIIII ycunuBaeT 6peMs Tepanuu 1 9acTo MPUBOAUT K
HU3KOI IPUBEP>KEHHOCTHU PEXUMY podumakTukm.? IIpu
npodmnakryke ¢ momorsio KOC CIIIT rogosas 9acToTa KpoBO-
reuennit (I'IK) He Bceryja Hy/eBas, 1 MOPaXKEHMs CYCTaBOB BCE
’K€ MOTYT IIOABUTBCSA Y MOTIOABIX B3POC/IbIX AlJM€HTOB.242
ITpenaparsr YIIII 66111 paspaboTaHbl, YTOOBI CHUSUTD OpeMs
IpOoGUIAKTIYECKOI Tepanuu 1 yAepKUBaTh 60Jiee BHICOKIE
MMHIMaJIbHbIE OCTATOYHbIC YPOBHM aKTUBHOCTH (paKTOpa A/
JIy4ILeTro NpefoTBpaIleHN s KpOBOTeYEeHMIL.

MexaHuzmel yOsIuHeHUS nepuoda nosiy8vieedeHus

VYcrnenHpIMM MeTOJAMU YAIMHEHA T1ePUOJia OTyBbIBeIeH s
IIPETapaToB [IA JIeYeHUA reMOPIINIU ABJIAIOTCA TEXHOMOTUN
cnusaung u [ETwianmm.26

TexHOMOrMM CIMAHUA NIPEOTBPAILAIOT BHYTPUKIETOUHbIE

IyTY JeTpajialliiy SHEOLUTO3VPOBAHHBIX O€IKOB Yepes B3au-

MojleliCTBUe C HeoHaTanbHBIM Fc-perjenitopom.

ITETunAnmA cHIDKaeT B3aVIMOJEIICTBIE C PeLleNTOpaMy KIMpeHca.

Bce npenaparsi ¢ YIIII, gocTynHble Ha ppIHKE B HaCTOALIEE

BpeMs, IepPednCIeHbl 8 co3dantom BOI' «Ounnaiin-pesucmpe

KoHuenmpamos paxmopa céépmuisanus».’ Illonpobuas nHdop-

Maly 1o IperapaTaM COfIep>KUTCA B IMCTKAX-BK/IAbIIIAX K

YTIaKOBKaM.

Vudopmarust 0 pa3nndHbIX BUAAX PEKOMOMHAHTHBIX U

mMopuduuuposanubix popm FVIII u FIX 060061eHa B riase 3

«JTaboparopHast AMArHOCTVKA U KOHTPO/Ib» — Tabymist 3-2 1 3-3.

Pexomenpanuu BOI' o npemaparam YIIIT 6611 cTpyKTypH-

POBaHbI COOTBETCTBYIOMUM 06pa3oM:

- O6paranoch BHUMaHUe Ha OTCYTCTBHUE “TIPOOIIEM C
K/IMHIYECKOI! 6e30I1acCHOCTBIO , @ He Ha JOK/IMHIYeCKIe
HaO/TIOfieHYIs 3a VICTIBITAHVISIMU Ha )XVMBOTHBIX C HesiC-
HBIMU BBIBOJIAM.

- B®I npusHaét, 4TO OLleHKA KIMHNYECKUX U JOK/IN-
HIYecKuX Habmofernii nperaparos YIIII mpusena x
PACXOXK/IEHIIO MEX/Y PeryIsaTopaMu B 0Off06peHIn HeKo-
topbix [IEIMIMpOBaHHBIX ITperapaToB, YTO MOB/IMAIO Ha
VX JIMIIeH3MPOBaHMe B HEKOTOPBIX CTPAHAX B KayecTBe

lnaBa 5: [emocTaTyeckme npenaparbl

IIpeNapaToB /yiA NPOGIIAKTUKY U MeAUaTPUIECKOTO
IPUMEHEHIIA.

- Yro KacaeTcs a/IeprUIecKNX peaKIuii, TO OHU, XOTA I
penko, Haboa0TCs Ipy MHY3MUM NTI0OBIX TedeOHBIX
IIpeIapaToB, U TaKKe HAOMIONaMICh IPU IPUMEHEeHUN
CTIUTBIX 6e/KOoB.>7

- Yro kacaercs antu-I1ET anTHTEN, TO HET ONYyOIN-
KOBaHHBIX JIOKa3aTeJIbCTB TOTO, YTO OHY BIIMAIOT
Ha K/IMHIYECKYI0 6e30I1aCHOCTD /IS IALMEHTOB C
remo¢unneit.2s

PekomeHpgauumsa 5.3.10:

o [l manyueHTOB ¢ reModuaueil A wiu B HeT cBUAeTeNbCTB

1o Mpo6reMaM ¢ KTMHIYECKOIi 6e30MaCHOCTDIO IS MY C
reMoQuueit, KOTOpble MOOYAMIN 6B peKOMEHI0BATh Mpef-
MOYTeHIe KAKOT0-T100 OJHOr0 13 MPENapaToB C PasIMIHbIMI
MexaHusMamu geiictBus (Hanpumep, IIETnsums, cimsaue ¢
Fc-¢parmeHnToM, CIysaHMe € ATbOYMUHOM), ICIIONb3yeMBIMU
I YIIMHEHNA TePHOJia MOTyBbIBeeHIA KOHIIEHTPAaTOB
daxropa cBéprhIBaHNA.

O®apmakokuHemudyeckue caoticmea npenapamos YI1I1
o JIna npenapatos FVIII VIIII ygnunenne nepmopja momyBbl-

BeJleHVAA OTPaHNYMBAJIOCh yBeMndeHneM B 1,4 — 1,6 pasa (3To
IpuMepHO 19 4acoB) 1o cpaBHeHMIO ¢ npenaparamu FVIII
CIIII. Ipenaparst FIX VIIIT umeroT ropaspo 60IbIINiT HePIOf,
IIONTyBBIBeeHN, OT 3 10 6osiee 5 pa3 HOMbIIe, YeM Y Iperna-
paros FIX CIIII.

IIpononruposannoe nonysbiBefenne npenaparos YIIII osna-
qaeT, 4To 03y FVIII MOXXHO BBOANTD B OONBIIMHCTBE CTyYaeB
IOBaXK/IbI B HElE/I0 MM Kaxk/ible 3 IHA, a FIX - oguH pa3 B 7-14
THE.

Kmupenc npenaparos YIIII y HogpocTKOB 11 B3pOC/IBIX IIPAKTH-
YeCKM OffIHAKOB, TO XKe Hab/MI0fjanoch ¥ KacaTe/bHO IIperapaToB
CIIII, a y nereit mepuof NONyBbIBeeHNA Kopoue.?
IIpemnaparst FIX VIIII He npuBopsT K 60/Iee HU3KOMY BOCCTAHOB-
JIeHUI0 YpOBHA (PaKTOpa, 4TO HAOMIONANOCh CO CTaHAAPTHHIMU
npenaparamu rFIX. Hexoropsie npemapater FIX VIIII
[IeMOHCTPUPYIOT TOpasfo 6oree BBICOKOE BOCCTAHOBIIEHE,
IIPEZITIONIOKUTENBHO 33 CUeT SKCTPABACKY/IAPHOTO pacIpefie-
nenys MeHb1ueit mponopuyy FIX YIIIL.3031 CooTBeTCTBEHHO,
KJIMHIYecKas olleHKa 3 PeKTMBHOCTI TO/DKHA JOIOTHATD
ouenky OK nsmepenuii B asme.

Mopudukanys sTuX MoJIeKys IpuBe/a K BOSHUKHOBEHIIO BapH-
aIuit IpY U3MepPeHNN MX aKTUBHOCTY B OOBIYHBIX aHAIM3aX
koary/siiyn. Takum 06pasoM, MeiiKaM CIefyeT efiCTBOBATh B
COOTBETCTBUY C PeKOMEH/JAIMAMM KacaTelbHO ONTUMA/IbHBIX
aHa/IN30B M/ Tab0PaTOPHOTO KOHTPOJIA, COfEPKAIIVMICA B
TOKYMEHTaX PeruCTpalyy penapara peryiaTOPHbIMU Opra-
Hamu (CM. T1aBy 3 «J/IabopaTopHasA AMarHOCTUKA VI KOHTPOMIb»
- «AHanusel GaxkTopar.)

besonacHocme u s¢ppekmusHocme npenapamos YII1
o Bce saperucrpuposannbie npenapars! YIIII nmeror goka-

3aHHYIO 3(1)(1)6KTI/IBHOCTI) II0 IpeAOTBPAIll€HNIO 1 JIEIEHNIO
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

KpOBOTEY€EHNIA y feTell, IOAPOCTKOB U B3pocibiX. bonee 90%
KPOBOTeUeHNiT OBIIO YCIIENIHO IIPO/IeYeHO C IIOMOLBI0 OHOKPAT-
HOTO BBefIeHN, 2 9P (EeKTUBHOCTD MIPOPUIAKTUKI KPOBOTEYEHUIT
y Bcex npenapatoB YIIIT obecrieunBaet yposenb 'K <4-5.
TemocraTnyeckas 3¢ PeKTUBHOCTD OblIa IPOEMOHCTPYPOBaHA
IIpY IIPOBeeHNM PA3IMYHBIX MA/IbIX U KPYTIHBIX XUPYpruye-
CKUX BMEIIATENbCTB. 32

Cpenu paHee JIe4YeHHBIX JleTeil, IO[POCTKOB U B3POCIIbIX,
nonyyarouyx npenaparst FVIII/FIX YIIII, He Habmoganocs
HOBBIIIEHNA PYCKA TTOSABICHN HOBOTO MHIMOMTOPA; BCe KIIMHM-
JecKye MCC/IeJOBaHMA paHee Te4eHHBIX manuenTos (PJIIT)
[I0Ka3aj mb0 OTCYTCTBME Pa3BUTUS MHIMOUTOPOB, 160
OuYeHb HM3KNUE YPOBHU UX BO3HMKHOBEHMsI, KOTOPbIE OCTaBa-
JIUCh B PAMKaXx Pery/IATOPHbIX TpeOOBaHMIl [0 6€30I1aCHOCTH.
Panee Heneuennsle nanuenTs! (PHIT) npuanMany npemaparst
VIIII Kak B paMKax KnymHu4eckux uccnegosannmii PHII, Tak n
BHe JCCIeffoBaHmil. XOTA B TAKMX YCTOBUAX U OBV COOOIIIEHNA
0 BO3HVKHOBEHIY MIHIMOUTOPOB, He OBIIO OOHAPY>KEHO CYIile-
CTBEHHOJI PasHMUIIbI B YPOBHSIX Pa3BUTHsI MHIMONTOPOB IIpK
ucnonb3osaHuy npenaparto YIIII no cpaBHeHMIO C ITpemna-
paramu CIIIT. Opnako o PHII B 97011 0671acTN! 110KA €€ He
OIy6/IMKOBAHO ITOTHBIX JAHHBIX O 3aKOHYEHHOM K/IMHIYe-
CKOM UCCTIeJOBAaHNUI.

Mooxo0sl K cxeme npumeHeHuUs npenapamos Y[l
o Xora KOC YIIII yanuHAIT BpeMs JOCTVKEHNS NalyieHTaMI

MJHUMAaJIbHBIX OCTATOYHBIX YPOBHET, TPeOyeMbIX LS IIPefOT-

BpallleHMs CTIOHTAHHBIX KPOBOTEYEHMIA, 3TOT [TOKa3aTe/lb

CYLIeCTBEHHO Pa3/IMYaeTCsl Y Pa3HbIX IALMIEHTOB B 3aBYUCHU-

MOCTM OT BO3PAacTa, MacChl Te/la, TPYMIIbl KpoBY, ypoBHA OB,

(eHOTHIIA KPOBOTEUEHUIT, YPOBHS (DU3MIECKOI aKTUBHOCTH,

COCTOSHMA CyCTaBOB U NIPUBEPKEHHOCTH JIeueHno. B cBaAsn

C 9TUM HET KOHCEHCYyCa O CTAaHJAapTU3MPOBAHHOI YacTOTe

BeefeHnsa KOC VIIII u nevyeHnn nanyeHTOB, IOMYyYaIOIMX

npenapatsl YIIIT.2333

Kaxpplit U3 HIDKeC/IeAYIOIVX OAX0A0B [fOKa3asl CBOIO 9 dek-

TUBHOCTD B KIMHM4YeCcKux uccnenoBanmsax KOC YIIII:

- ®ukcnpoBaHHas ITaHOMepHast IpoutakTuka (puxcu-
PpOBaHHas 1032 11 MHTEPBaJl, HAIIpUMeD, Pa3s B HeJleNIO0 [/I
FIX, nBa pasa B Hegemo s FVIII);

- Vupusupyamusuposantas no @K npodunaxruka
(mo3a mmop6ypaeTcst MHAUBNUAYAIbHO AL JOCTYDKEHS
MIHMMA/IbHOTO OCTaTOYHOTO YPOBH:, BBOJUTCS Yepes
(dUKCMpOBaHHbIE MHTEPBA/IbI BpEMEHN);

- IlpodunakTuka, MHAMBUAYAINSUPOBAHHAS 110 (PEeHO-
TIITY (BapbUPYIOLINeCs JO3bI M MHTEPBaIBI HOAOMPAIOTCS
MH/IMBUIYaIbHO B 3aBMCMMOCTH OT 4aCTOThI KPOBOTe-
JeHuit 1 GpU3NIeCcKoil aKTUBHOCTH IIALMEHTa);

- IlpodunakTuka, MHAMBUAYAIBHO TOKOOPaHHAs 10 Ko3e/
KpaTHOCTH BBefleHVA (o3a 1/UIN KPaTHOCTD BBeICHNA
oA 0MpaeTCss MHAUBULYAIbHO B 3aBUCHMOCTH OT LieJie-
BOTO MMHMMA/IbHOTO OCTaTOYHOT'O YPOBHA U MHTEPBAsIa,
HarpuMep, 6ojiee BBICOKas 103a 1 60JIee AINTeIbHBIN
MHTEpBaJ).

IIpu nepeBoze 3amecTnTenbHOl Tepamuu ¢ ¢paxropa CIIIT Ha

¢axrop YIIIT KpaTHOCTb BBeEHMsI 103 OOBIYHO CHIDKAETCA C 3

po 2 pas B Hegemo fina FVIII u ¢ gByX pa3 B HefeMo 10 OHOTO
pasa xaxpble 7-10 gHeit giaa FIX.

Ilosuposka, ocHoBanHas Ha @K, mo3Bossier npoBoanTh 6oree
MHAMBUYIM3UPOBAHHYI0 IpOGIIakTHKY. PaspabarpiBaoTcs
METOJIBI IOMY/ISIIMOHHOM (papMaKOKMHETUKY, CIOCOOCTBY-
IolIIVe BHEIPEHMIO HIUBIAYaTU3VPOBAHHON IPO(UIaKTUKY
B K/IMHIYECKYIO IPAaKTHUKY. Ilocie cocTaBieHns MHAMBU/Tya Ib-
Horo OK-npoduis maryenTa MoXkeT OBITH OIpefe/ieHa 503a 1
KPaTHOCTD BBeIeHMA ITpeIapara, TpebyeMas I JOCTIDKEHVA
Ke/IaeéMOT'0 MIHMMA/IbHOTO OCTaTOYHOT'O YPOBHA aKTUBHOCTH
axropa. IleneBoit MUHMMAIbHBIN OCTaTOYHBI YPOBEHD
aKTUBHOCTHU (PaKTOpa HeOOXOAVMO NHAVNBNUYaTU3UPOBATDH
B COOTBETCTBUM C MOTPEOHOCTAMY KOHKPETHOTO MaI[MeHTa
C y4€TOM I1apaMeTpoOB U TUOKOCTH CYIeCTBYIOLEil CHCTEMBI
3/IpaBOOXPAHEHMA.

Cw. raBy 6 «IIpodumakTuxa mpy reModumm» — «IIpodumakika
(haKTOPOM C YUIMHEHHBIM [IEPHOTOM ITOTyBbIBECHN».

PekomeHpaunsa 5.3.11:

ITanueHTHI ¢ reMouIINeii, Nepeniefmne ¢ KOHIEHTPATOB
(dakropa cBEPTHIBAHNA CO CTAHAAPTHBIM IIEPIIOTOM ITOTYBbI-
BeeHIA Ha KOHIIEHTPATHI (aKTOpa C yIIMHEHHBIM NepUofioM
TIOTYBBIBEEHILA, 0OBITHO CHIDKAIOT KPATHOCTD BBEeHIA
BO3MpOBKY; ofHaKo npenapars ¢ YIIII Taxke MOXXKHO MCIIOTD-
30BaTh I yAep>KaHUA 6onee BBICOKIX MIHIMATbHBIX
OCTATOYHBIX YPOBHeIA € [eTbI0 ONITHMM3ALIN TPOPITAKTUKIL.
IIPUMEYAHME: Cxema npuMeHeHN s, OCHOBaHHas Ha
(dapmakokmHeTHKe COrTacHO pekoMeHpamyam 5.3.1 u 5.3.9,
Fa€T BO3MOXKHOCTD IIPOBOIUTD G0ee MHANBIYaTU3MPO-
BaHHYI0 NPOPUIAKTHUKY.

5.4 | MpenapaTbl WYHTUPYIOLWErO ANCTBUA

ITpenapaThl LIYHTUPYIOLETO [elICTBUA UCIONb3YIOTCA /A
JledeHns U IPOPUIAKTIKY KPOBOTEUEHMI! Y MAI[VIEHTOB C TeMO-
¢dumeit A wim B, y KOTOPBIX MOABUINCD ajyToaHTuTena K FVIII
wt FIX (MHrMOUTOPBI), KaK IPAaBUJIO, HEIITPANTU3YIOT ICICTBIE
BBozimMbIX KD C34 [l nocTioKeHNs reMocTasa B 9TVX Ipena-
paTax UCHONb3YIOTCA APyTUe MeXaHU3MbI JelICTBMA, TAaKUM
o06pazom 06xoauTcs HeobxoxuMocTh B 3aMerteHyy FVIII nn
FIX s meyeHust Wiy mpodUIaKTUKY KPOBOTEYEHNMIL.

PekoMOUHaHTHbIN akTUBMPOBaHHbIN ¢paKkTop Vila
(rFVIla)

PexoMOuHaHTHBII akTUBMpPOBaHHbIN (akTop VIIa (rFVIIa)
- 9TO Ipemapar IYHTUPYIOIIETo AefiCTBUSA, KOTOPBIIT CII0c06-
CTBYeT KOArylIALUN Iy TAMY, 3aBUCAUMMYU U He 3aBUCAIIMMU
oT TKaHeBoro ¢akropa.’> rFVIIa cBA3bIBaeTCsA C TKAHEBBIM
akTopom, uTo6bI akTMBUpOBaTh FX 1 FIX 1 Takum 06pasom
BHOBb 3aIIyCTUTD KacKaJj KOaryaanum.36-37



AKTUBMPOBAHHDIN KOHLEHTPAT NPOTPOMOGNHOBOro
kKomnnekca (aKrK)

AKTVMBUpPOBaHHBIIT KOHIIEHTPAT IPOTPOMOMHOBOTO KOMIIIEKCA
(aKIIK) ucrionbayercs i nedeHns Mal[IeHTOB ¢ reMoueit
A n yarn6uropamu; aKITK cofep>XUT B OCHOBHOM Heak-
tuBupoBanHbii FII (mporpom6bun), FIX, FX u B 0cHOBHOM
aKTVUBMPOBaHHbI FVII.38-40

CwM. r1aBy 8 «VIHTMOUTOPBI K PAKTOPY CBEPTHIBAHNA»,
comepikalryio 6ojee fieTaTbHYIO NHPOPMAIINIO O JTeYeHNN
KPOBOTEYEeHMI! Y MALIIEHTOB C MHIMOUTOPAMIL.

PekomeHpauna 5.4.1:

Tl v, ¢ remodynieit A ¥ MHIMOUTOpaMy, KOTOPBIM TpeOy-
eTcs1 Ie4eHMe OCTPhIX KPOBOTeYeH NI 1IN XUPYyprudeckoe
BMelIaTenbCcTBo, BOI pekoMeHAyeT MCIIONb30BaTh Ipemna-
PpaThl LIYHTUPYIOLIEro AeliCTBIA.

IIPMIMEYAHME: IIpenrapaThl IIyHTHPYIOLIETO AeVICTBUA
BKTIOYAIOT PeKOMOMHAHTHBIN aKTMBUPOBAHHbIN paKTOp
VIla unu akTMBUPOBaHHBII KOHIIEHTPAT HPOTPOMOIHO-
BOT'0 KOMIITIEKca.

PekomeHpauunsa 5.4.2:

ITapuenTam ¢ reMmodunneit B, mHrn6uTOpaMu 1 aHaMHe30M
aHapMIAKTUYeCKOIl peaKIMy Ha KOHIIEHTPaThl paKkTopa
cBépThIBaHUsA, cogepKaiye FIX, He06X0guM0O BBOTUTH
PEeKOMOMHAHTHBIN aKTUBUPOBaHHbII (pakTop VIla, Tak
KaK Helb3s JICIONb30BaTh AKTMBUPOBAaHHbBI KOHIIEHTPAT

MPOTPOMOGUHOBOTO KOMITIEKCA.

PekomeHpauunsa 5.4.3:

BOT pexomeH/yeT, YTOOBI A/IsI MALVIEHTOB C MHIMOUTOPHOI
reModuineit paccMaTpuBanach BO3MOKHOCTb PeryIsipHOIT
NpOQUIAKTHKH B e/IAX MPETOTBPALIEHISI KPOBOTEIEHIIL.

B mononHenne K IpenapaTaM IYHTUPYIOLIETO AeHCTBIUA 0SB-
nsieTcst He(hpaKTOPHAs Tepalys C IOMOLIBIO 3aMeHbI (HaIpuMep,
SMUIIM3YMal), OTKPbIBAIOIasl HOBbIE ITapa/iIMbl JIeYeHIs, B
TOM 4MCTIe ¥ MHTUOMTOPOB.

Cwm. 5.7 «HedaxTopHas 3aMeCTUTe/IbHAsI TEPANIST», HIDKE; I
rmaBy 6 «IIpodumaktyka npu remodummmn» — «I[Ipodumakruxa
C MCII0/Ib30BaHMeM HeaKTOPHOIT 3aMeCTHUTE/IbHOI Tepamni».

5.5 | Opyrve nnasmaTuyeckue npenaparbl

Kpnonpenunurat n C3I1 06bI1YHO He TPOXOAAT IPOLIEAYPhI
BUPYCHOIT MHAKTMUBanuu (Takue, Kak Harpes mwin obpaboTka
METOJJOM «PacTBOPUTEND/IeTEPreHT») I, CIIeIOBATEIbHO, 3aKIII0-
4aloT B ceOe MOBbIIIEHHBI PYUCK TIepefjaui BUPYCHBIX [IATOTEHOB,
3TOT PUCK 3HAUUTEJICH IIPY MTOBTOPAIOMINXCA MHPY3MAX. 14!
Opnaxo BOT pu3HaéT He06XOAMMOCTD MPOJO/DKEHIA MCIONb30-
BaHuA Kkpuonpernunurara u C3I1 B HeKOTOPBIX CTpaHAX, I7ie OHM
ABJIAIOTCA eIMHCTBEHHBIM JIOCTYIIHBIM BapMAHTOM JIe4eHMs. 2

lnaBa 5: [emocTaTyeckme npenaparbl

Jns MUHMMM3ALMK PUCKa Ilepefjaull BUPYCHBIX IIaTOT€HOB
He06XO[ MO IIpefIPUHUMATh HEKOTOPbIe feiicTBusA. OHM
BKJIIOYAIOT HIDKeCTIeyIollee:

- KapaHTMHU3ALVA [Ia3MBbl, II0KA JOHOP He IIPOIET
TeCTUPOBaHMe WIN [jaXKe IIOBTOPHOE TECTUPOBaHME
Ha anTuTena K B/Y, BI'C, a Takke Ha TOBEpXHOCTHBIE
aHTUTeHBI K BUpycy rematura B (HBsAg); ogHako aTy
IIPAKTUKY TPYAHO BHEPUTD B CTPaHAX C HU3KOI Hofeit
IIOCTOSIHHBIX JOHOPOB;

- AHK-tectupoBaHme 111 06Hapy>KeHMA BUPYCOB - TEXHO-
JIOTHSI, IOTEHIMAIBHO 60/lee Hy>KHAs [PV IIPOM3BOCTBE
Kpuonpenunurara, yeM KOC, Tak Kak IocnefHuin
IIPOXOZIMT 3TAIbl BUPYCHO MHAKTUBALININL. 2

Anneprudeckye peakIyy Jallje BCTPeYaTcs Hoce MHQY3uit

kpronpenumnunrara, yeM KOC.4! (ITo mpuMeHeHNIO aHTUTHCTA-

MIHHOI IpoQuIakTiky cM. “Be3omacHocTp 1 kauecTBO” BBIILE. )

PekomeHpauunsa 5.5.1:

Ina manyenTos ¢ remodimeit BOI HacTOATEIbHO peKo-
MeHJyeT NCIOIb30BaTh BUPYC-WHAKTUBIPOBAaHHbIE
TZIa3MaTH4YecKye NI peKOMOMHAHTHbIEe KOHIIEHTPAThI
daxropa cBEpTRIBaHNA, OHU NIPEANOYTHUTETbHEE KPHOIpe-
IUINTATA VIV CBE)Xe3aMOPO’KeHHOI IITa3MbI.

IIPVIMEYAHUE: BOT noapep)xuBaeTt Hpegno4YTITeIbHOE
ucnonb3osanne KOC no cpaBHEHNIO ¢ KpUONP U TATOM
i C3II u3-3a onmaceHmit o NOBOAY KaueCcTBa, 6e30IMacHOCTH
n 3¢ ¢exTuBHOCTH. OFHaK0 BOT npusHaéT, 4T0 B peabHOCTH
kpuonpenynurar u C3II Bcé emé mmpoxo ncnonb3yoTca B
TeX CTPAHAaX, Ifie OHM ABIIAIOTCA eUHCTBEHHBIMN TOCTYI-
HBIMI IT0 HATIIYIIO VIV CTOMMOCTYI BApMAHTAMU JIeYeHIIA.

CBexxe3aMmopoKeHHasA nna3ma (C3M)

Tak Kak CBe>Ke3aMOPOKeHHasI I/1a3Ma COIEP>KUT Bce (PaKTOPbI
KOAryJ/Isiyi, OHA HOT/A VCIIO/Ib3YeTCs IS Ted9eH st fedu-
LUTOB (PaKTOPOB KOATY/IALVIIL.

Ipn nmevernnu remodpummy A KpUOTIPELNITNTAT IIPEAIIOUTH -
tenbHee C3I1.4* Opnaxo Tak kak C3I1 1 KprocynepHaTaHTHas
wrasma copepyxar FIX (XOTs 1 B HU3KOI KOHIIEHTPALVI), OHI
MOTYT UCIIO/Ib30BAThCS ISt /iedeHus remoun B B cTpaHax,
rae masmatnyecknit KOC FIX HeocTymeH o ctouMocTn.

PekomeHpauuna 5.5.2:

JI/1s manueHTOB ¢ reMouIMell He PEKOMEHYeTCs UCIIOTb-
30BaHIe CBe)Ke3aMOP0>KeHHOI ITIa3Mbl 13-3a ONIaceHUI 1o
MOBOAY 6€30MacCHOCTH U KavyecTBa.

IIPMUMEYAHME: BOT, ogHako, NpU3HAET KaK MOKa emfé
Hen30eXXHYI0 peaTbHOCTb MPOJODKEHIIE e€ MCIIONb30BaHN B
HEKOTOPBIX CTPaHAX MUPA, I7le OHA AB/IAETCA eNMHCTBEHHBIM
MOCTYITHBIM 110 HATITYIIO M/TM CTOMMOCTH BAPMAHTOM Tepamnuim.

CyiiecTByeT BO3MO>KHOCTD IIPUMEHEHIsT HeKOTOPBIX GopM
BUPYIULMAHON 06paboTku yrmakoBok C3II (Bkmouas obpa-
6OTKy METOIOM «PaCTBOPUTEND/leTePreHT»). PekoMeHyercs
JUCII0/Ib30BaHNe 00pabOTaHHbIX YIIAKOBOK; OHAKO BUPY/IN-
1ujHas 06paboTKa MOXKET B HEKOTOPOII CTeIIeHM IIOBIMATD
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

Ha (aKTopbl KoarynAnyu. Kak mokaspiBaeT NpaKTuKa, Kpym-
HOMacIITabHOE IPUTOTOBJIEHNE 06PabOTAHHOI METOJOM
«pacTBOPUTENDb/NeTePTreHT» MyNMPOBAHHOI MJIa3Mbl TAK)Ke
CHIDKAeT COofiepyKaHle CaMbIX KPYITHBIX MY/IbTUMepPOB paKTopa
Bunnebpangat**5, yto BaxkHO Ipu nedeHuy bB, HO He nMeeT
3HAYeHMA IPY JIedeHUN reMopumu A.

Jo3zuposka/npumeHerue

Opnuu M C3II copepxnt 1 egnHMIy akTMBHOCTH (BaKTopa.
Kak npasuio, npu ucnonbsosanym Tonbko C3I1 BecbMa TpyaHO
moctuyb yposHeit FVIII, npespimarommux 30 ME/pm.

Yposuu FIX cBriiie 25 ME/fn To)Xe TPYZHOLOCTUKMMBIL.
IIpuemnema HayanbHas gosa C3II B 15-20 my/kr.4

Kpuonpeuunurar

Kpuompenunurar — 9T0 HepaCTBOPUMBI KOHLIEHTpPAT 0e/IKOB
TIIa3MBI C BBICOKMM MOJIEKY/IAPHBIM BECOM, KOTOPBIF OCaXK/a-
eTcs, KOT7ia 3aMOpO’KeHHAs TI7Ia3Ma MeI/IEHHO Pa3MOPaXKMBaeTCA
npu Temneparype 1-60°C.

Kpuonpenunurar coneput sHauutenbHoe konndectso FVIII
(oxomo 3-10 ME/mn), ¢paxropa Bunnebpaupa, pubpurorena n
FXIIL so B vém et Hu FIX, vy FXI. O6pasyrommiics mpy 3ToMm
CyIepHATaHT Ha3bIBAaeTCA KPMOCYTIepHATAaHTHOI TITa3MOT 1
cofiep>KuT fpyrue HaKToOpbl KOATY/IALMH, TaKye KaK PaKTOpbI
VIL IX, X n XI.

Vcnonmb3oBaHMe MPOIeyp BUPYCHON MHAKTUBAIVIN HACTOA-
TEJIbHO PeKOMEHIyeTcs, 1»43:46:47

BbI/10 0N1caHo MPOM3BOACTBO KPMONPELMINTATA U3 HEOOBIINX
ITY7I0B C BUPYCHOM IHAKTVBAIVe! (METOOM «PacTBOPUTEND/
[eTepreHT» ), XOTS 9TO IPEeJOXPaHseT TOIbKO OT BUPYCOB C
JIMIUTHONM 060/109KO0I.47

PekomeHpauunsa 5.5.3:

s manueHTOB ¢ reMoQuneit MCIONb30BaHME KPHOIIPe-
IMINTATa He PEKOMEHAYeTCsA 13-3a ONaCeHUIT 10 IIOBOAY
6e30macHOCTH 1 KayecTBa.

ITPUMEYAHME: Vicnonb3oBaHue KPMONPEUNNUTATA MOKET
GBITH OIIPABJAHO TOHKO B TEX CUTYALVAX, KOIIa KOHI[EHTPAThI
(daxTopa cBEpTHIBAaHUA HEOCTYIIHBI, TAK KaK HET [JOKa3aH-
HOTO IPeNMYIIecTBa ero UCNOo/Ib30BaHNA N0 CPABHEHMIO C
K®C. IIpu BO3MOXHOCTY HACTOATENbHO PEKOMEHIYeTCs
BUPYyCHas MHAKTMBAIMA.

Jo3suposka/npumeHerue

5.6

YIakoBKa KPMOIPELUIINTATa, U3TOTOBIEHHOTO U3 1 03Bl
C3II (200-250 mi1), MoxeT copiepkarh 70-80 epmuun FVIII B
06béMe 30-40 M.

Apyrune ¢papmakonornyeckmne
BO3MOHOCTU

B nononnenne k KOC cymiecTBYIOT ApyTie IpenapaTsl, AeiicTBIe
KOTOPBIX MOXKET OBITH BeCbMa II0JIE3HO B 3HAYUTEbHOM KO-
YyecTBe C/Iy4yaeB. DTO HIDKECTIeYIolle IpernapaThl:

- JleCMOIIPeCCUH;

- TpaHeKCaMOBas KUCIOTa;

- 9ICUIOH-aMMHOKanpoHoBas kucnota (JAKK).

Cw. Taxoke 17aBy 2 «KoMinekcHoe edeHne reMopumnm», raBy
7 «JledeHne KpOBOTEUEHUIT Pa3/MITIHON JIOKAIM3AIMN» 1 ITTABY
9 «OTenbHbIE ACIIEKTHI JIEYEHIS».

HOecmonpeccuH

Hecmonpeccus (1-me3aMmnHo-8-D-apruHuH-Ba3onpecCcrH)
ABJIAETCS CUHTETUYECKMM aHA/IOTOM Ba3oIPeCCHHa, KOTOPbI
noBblaer yposuu Gpakropos FVIII n OB B nnasme.*
JlecMomnpeccrH MOXeT OBITh IIPeIOYTUTETbHBIM METOLOM
JieveHist OONIBHBIX C IETKOI WU CPeHETSDKENON reModueit A,
korza ¢axkrop FVIII MOXXHO IOHSATH 0 HEOOXOMIMOTO TeparieB-
TUYECKOTO YPOBHSL, M30erast P 9TOM 3aTPaT ¥ OTEHIMATbHBIX
OIIACHOCTeN! MCIIOIb30BAHNS KOHLIEHTPATOB (JaKTOPOB CBEPTHI-
BaHUSI, B TOM YICTIE M pUCKa pasBuTus MHI1OuTopa K FVIIL48-51
Hecmorpeccur He BNMAET Ha ypoBHU PpakTopa FIX u 6ecro-
7ieseH [y nedenns reModumn B.

Peaxujum oTfenbHBIX NAllMEHTOB Ha JeCMOINPECCUH CUIBHO
oTnM4aTcs. Peakiysa Ha MHTPaHa3a/IbHbINA IeCMOIIPECCUH
pasydaeTcsi Gorblie 1, C/IeOBATeIbHO, MeHee IIpeficKasyema. 84
Hlecmomnpeccyt 0cobeHHO 3 eKTUBEH /I JIeUEHNS WL TIPef-
YIpeXXaeHVA KpOBOTeUeHNI Y HOCUTENbHNI] reMopumuu A.52
JecMonpeccyH He IMLeH3MPOBaH JI ICIIO/Ib30BAHMA TIPU
6epeMeHHOCTH, OIHAKO €T0 C OCTOPOXKHOCTBIO IPUMEHSIOT
171t GepeMeHHBIX HOCUTEIbHIUL, BO BPEMsI CXBATOK M POJIO-
pasperenus. Ero ucnonb3oBanus cnepyer usberats mpu
MIpesKIaMIICUM U SKJIAMIICUM M3-3a y>Ke BbICOKOTO YPOBHSA
¢akropa Bue6panya.’>>* (Cm. raBy 9 «OTze/IbHbIE aCTIEKThI
nedenus» — «HocuTenbHUIIBI». )

PemteHne 06 1CIIonb30BaHNUM [JeCMOIIPECCHHA HO/KHO ObITh
OCHOBAHO Ha CIEAYIOLMX (paKTOPaX: MCXOJHbIII YPOBEHDb aKTVB-
noctu FVIII y manyenTa, JOCTUTHY TOE IIOBBILIEHE YPOBHA I
HeoOXOMMast JUINTEeNbHOCTD JIEYeHVIS.

Jlosuposka/npumeHeHue

XOTs1 AeCMOIIPeCcCUH MO>KHO BBOAMTD IIOKOXKHO, €T0 0OBIYHO

IPUMEHSIOT B GOpMe BHY TPUBEHHOI MHQY3MM WM HA3a/IBHOTO

crpest. BaxHo BbIOpaTh IIPaBU/IbHBLI Hpenapar AeCMOIIPEeCCHHa,

TaK KaK HEKOTOPbI€ HM3KO/[030BbI€ IIPENapaThl UCTIONb3YIOTCS

IS APYTUX MEAMLIMHCKUX IiefIel.

TopxonaT HIbKeCIeAyIoLIe TpernapaThl:

- 4 MKT/MJI I BHYTPMBEHHOTO BBEJICHNS;

- 15 MKr/M1 /151 BHYTPMBEHHOTO U ITOJKOXHOTO BBE/IEHMS;

- 150 MKT Ha [l03y B IIpenaparax ¢ 03aTOpOM, HapuMep, B
Ha3a/JIbHOM CIIpee.

OpnoxparHas 103a B 0,3 MKI/KT Macchl Te/a, BBeEHHAA BHYTPH-

BEHHO /I TIO[IKOXKHO, MOXXET NOAHATb yposeHb FVIII B 3-6

pas. 4855

ITpy BHYTPMBEHHOM MCIIO/Ib30BAHUY IECMOIIPECCHH OOBIYHO

pasBopAT B Kak MUHUMYM 50-100 M7 p13monorngeckoro

pacTBOpa 1 BBOAT MeJJICHHO, TIOCPefiCTBOM MHDY3UN, B

tedeHne 20-30 MUHYT.

ITuKOBBII OTBET OOBIYHO HAO/IIORAETCS IIPUMEPHO Yepes 60

MUHYT IIOC/I€ BHYTPUBEHHOTO MU TTOAKOXKHOTO BBEECHM.



o Kak IIpaBNIIO, AETAM HE CIEAYET JaBaTb JECMOIIPECCHH Yalle

OJJHOTO pasa B CYTKI; /I B3POC/IBIX TPV BHUMATETHbHOM HabJIIo-
IleH!Y BO3MOKHA YaCTOTA BBEMIeHN JI03bI IBAXKIbI B ieHb. [Tpn
IIOC/IeAYIOMIMX BBEJIeHUAX [J03 OTBET Ha TepaIMIo CHIDKAeTCs
(Taxmn¢umakcus), a pUCK OCIOKHEHMI TTOBBILIAETCS; 110 TO
IIpUYMHE JIeCMOIIPECCHH, KaK IIPABUJIO, He CTIe[yeT UCIIOIb30-
BaTh JOJIblIE TPEX JHEN MOAPAT,.

Ecmu TpebyeTcs focTuyb 607ee BBICOKOTO YPOBHA (paKTOpa Ha
[UIATETbHBII TIEPUOJ, MOXKeT IoHafoburbcst KO C.56

BricTpoe BBefieHNe IeCMOIIPECCUHA MOKET BbI3BATh TaXMKAPAMIO,
TUIIEPEMILIO, TPEMOP U FUCKOM(OPT B abOMIHAIBHOI 06/1aCTI.
Jl71s1 B3pOCIIBIX aZleKBATHDBIM SIBJIAETCS IIPMMEHeHNe 110 OJHOI
OTMEPEHHOI! [J03e Ha3aIbHOTO CIIpesl eCMOIIPeccyHa KOHIIEeH-
Tpauueit 1,5 MKI/MJI B K&K yi0 HO3ZpIo. [l MalMeHToB C
Maccoii Tesra MeHee 40 KT IOCTaTOYHO OJJHOKPATHOI JJO3bI B
OJIHYy HO3/Ip10.°7>8

HekoTOpbIM IManmenTaM HeyFOOHO UCIIOMIb30BATh AeCMOIPECCHH
B hopMe Ha3aILHOTO CITIpesi, M OH MOXKeT ObITh MeHee 3 dex-
TUBHBIM, YeM JIeCMOIIPECCHH, BBOJVMBII IOIKOXKHO.

Tak Kak JIecCMOIIPeCCHH — aHTUANYPETIYECKOe CPEfICTBO, Y Mal-
€HTOB, IPVHMMAIOLINX GOTIBIIIOE KOTMYECTBO TMIOTOHNYECKIX
JKIJIKOCTeJl BHYTPUBEHHO M/IM [IepPOPAbHO, MOYKET BO3HUK-
HYTb 3a/lep>KKa XUAKOCTU B OpTaHU3Me, TUITOHATPUEMUS U
ke CYZOpOTH, UM HeoOXOAMMO OTpaHNYeHIe TOTpebIaeMoir
XKUIKOCTH B TIEPUOJ, IpUéMa lecMoIIpeccuta.”® 9To 0Co6eHHO
B&)KHO IPY JIEYeHUN Ha [JOMY HeOO/MbIINX KPOBOTEUEHWIT I B
IIepUOTIEPALIOHHOM IIepHojie, KOTAa BBOAUTCS 60MbIION 06BEM
nHOY3UIl — ManMeHTbl/yXa)XBaIOLIVe JINIA JOKHbI ObITh
IPOMHCTPYKTUPOBAHBI O HEOOXOAVMOCTI COKPAIIATh ITOCTY-
IUIeHJe B OPTaHU3M XUIKOCTU IOCTIe IpuéMa eCMOIpeccuHa.>
JeTaAM MIaziIero Bo3pacTa JecMOIPeCcCHH HY>KHO Ha3HadaTb
C OCTOPOYKHOCTDIO, 1 OH IIPOTMBOIIOKA3aH AeTAM 10 2 jieT. [l
JieTeil MyTa jIIero BO3PacTa B CTAI[VIOHAPHOM OT/ie/ieHVH (TTocre
ollepalyi) B TeUeHNe 24 4acoB MOCIe IpréMa JeCMOIIPeCCHHA
Heo6X0nMMO 136eraTb BHYTPMBEHHOTO BBEIEHNs IMIIOTOHN-
YeCKVX KUAKOCTEN V1 OOIINIL IIPIEM XKUFKOCTH JJO/DKEH OBITH
COKpaléH 1o 75% oT HOpMblL.> [leTsM Majjliero Bospacra
HeOOXOMO M3MePsITh OCMOJISIPHOCTD IIIa3Mbl U YPOBEHb
HATpYA 10 U MOC/Ie MpuéMa IeCMOIIPECCIHA, 0COOEHHO eCru
B TedyeHe 24 4acoB ObIIO IPUHSITO H0JIee OHOI JO3bI.48:59-61
[Tpu nedeHUN 1eCMOIIPECCHOM B3POC/IBIX B OOJIBIIMHCTBE
CITy4aeB He BO3HMKAET TUIIOHATPUEMMY, HO KaK Y fieTell, TaK 1 y
B3POC/IbIX YaCTO HAO/TIONAETCsI TUIIOTOHNIS, a Y JieTeil Myaire 2
JIeT MOBbILIEH PUCK CY[OPOL, BbI3bIBAEMbIX OTEKOM MO3Ta, IPON-
30IIEAIINM M3-3a 3a[jep>KKI KUAKOCTI/TUIIOHATpUeMun. 60162
Ipyrummy mo6ounbiMu s dekramu npuéma ecMonpeccuta
SIBJISIIOTCS TOIOBHAsA 6071b, IPVJIMBBIL, YCTAIOCTD U TAXMKAP/VS.
YuuTpiBas Ba30aKTUBHOE BO3/IeliCTBIE JeCMOIIPeCcCHHA Ha
COCYJibI, HEOOXOAMMO COOMIONATh OCTOPOXKHOCTD IIPY Ha3Ha-
YeHMN eTo MaLeHTaM C TUIIePTOHNEN, KOTopas He IOTHOCTBIO
KOHTPOIUPYeTCA Tepameil. YIIOMAHYThbIe TOOOYHbIE ABICHNA
Yallle BO3SHUKAIOT IIPY BHYTPMBEHHOM BBefleHMN. 0364

IMocrne nugysuit fecMonpeccuHa ObUIN 3apernCTpUPOBAHHBIE
cnydan Tpom6o3a (Bxmouast nHdpapkT Muokappa). [Tannenrom
C aHAMHE30M WJIM PUCKOM CepieYHO-COCYUCTBIX 3a00/IeBaHNI
IeCMOIIpeCcCUH He0OXOAMMO Ha3Ha4aTh C OCTOPOXKHOCTBI0.5
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PekomeHpauunsa 5.6.1:

JI/I manyeHToB ¢ IETKOI YTV CPeHeTsDKEN0IT POopMoli reMo-
¢unum A n HocutenbHuy reModmmy A BOT pexomenpyer
paccMaTpUBaTh JeCMONPECCUH KaK BapUAHT TeYeH M.
ITPYUMEYAHME: [lo Hayana TepaneBTNYeCKOTO MCIONIb30-
Banusa BOT pekoMeHayeT TeCTMpOBaHIe IeCMONPECCIHA I
oneHKN MHAMBHUAYanbHOro orsera FVIII. Pemenne o HasHa-
YeHMM JeCMONPECCIHA JOLKHO OCHOBBIBATHCS HA ICXOTHOM
yposHe aktTuBHOCTH FVIII, Ha MOCTUTHYTOM NOBBIMIEHIN
3TOTO YPOBHA M Ha Tpe6yeMoil IITeTbHOCTH TedeH .
IIPYIMEYAHME: B nerom Han6omnee 4acTo BCTPeYAroLy-
MMCA He)KeTTaTeTbHbIMM ABTEHUAMM ABIAIOTCA TAXUKAPAS,
TIPWINBLI, TPEMOP, AMCKOMGOPT B a6F0MIHATbHOI 06acTI
¥ TOTOBHAA 6071h, 0CO6EHHO NP 6BICTPOM BHYTPMBEHHOM
BBefleHNI. DTN He)KeNnaTenbHbIe ABTeHNA B OCHOBHOM CTa6o
BBIpa’KEHHbIE U IPeXOAIIIe, OHAKO MOTYT TaK)Ke BO3HIK-
HYTb I'MIOTOHMA W/YUIN TAXKENAA I'MIIOHATPIEMUA.
ITPYIMEYAHME: [ 6epeMeHHBIX BO BpeMsA CXBATOK M POIO-
paspemennsa BOI pekoMeHayeT NpUMEHATD AeCMOIPECCUH
C OCTOPOKHOCTDIO, A IIPU MPEIKTAMIICUM U K/TAMIICUI €TI0
crnenyet usberarb.

ITPYIMEYAHME: ITpu npuéme B Tevenue 6omee 3 aHeit MOmp:AR,
MO)KeT CHI3UTHCS TepaleBTIYecKuit oTBeT (Taxmdniakcs)
¥ IOBBIIIAETCA PUCK OCTOKHEHNII; IO 3TOV IPUYMHE, KOrja
TpeOyroTcsa 60/ee BbICOKUE YPOBHU (PaKTOpa B TeUeHUE
JUINTETHbHOTO ITEPHOfA, MOTYT IIOHAKOOMThCA KOHIEHTPATBHI
dakTopa CBEPTHIBAHUAL.

PekomeHpauunsa 5.6.2:

Il B3pocibix BOT pekomeHyeT 1ICHOMb30BaTh AeCMONPECCUH
He 6or1ee, 4eM 3 JHSA NOAPSN, M TOIHKO IPU BHUMATETbHOM
Habmromennn. Eciu gecMonpeccus npuHNMAacs TedeHne
OFHOTO JTHS, MOCTEAYIOasl YACTOTA BBEAeHNA JO3bI He
JO/DKHA IPEBBIIIATh OTHOTO Pa3a B CyTKM.
IIPYMUMEYAHVE: Han6onee 4acto BCTpedaeMble HeXena-
Te/IbHbIe ABICHN — 3TO KaK MPABIJIO TAXUKAP/YLA, IPUINBBI,
TpEMOp, AUCKOMPOPT B aG{OMIHAIbHOIT 007IaCTH 1 TOTOBHAS
60716, 0cO6eHHO Py OBICTPOM BBegeHNM MHQY3UN, OfHAKO
MOKeT BOSHMKHYTD VI TUIIOTOHMVA ¥/VIVI TMIIOHATPYEMMUA.
ITPYIMEYAHME: IIpu npuéme B TeveHie 6omee 3 gHeit HORPsA,
MO)KET CHU3HMTBCS TePANeBTIYeCKNil oTBeT (Taxnduiakcis),
a PUCK OC/IO)KHEHIII IOBBINIAETCA; 110 3TOI MPUYNHE, Korja
TpeOyroTCcs 6onee BbICOKME YPOBHM (paKTOpa B TeUeHME
JVINTETHHOTO IEePHO/A, MOTYT IIOHAKOOUTHCS KOHIIEHTPATHI
¢daxTopa cBEPTHIBAHMAL.

PekomeHpauunsa 5.6.3:

Ins geteit BOT pekoMeHIyeT UCIIOIb30BaTh He Goree 1 K03bI
JleCMOIIpeCcCHHA B IeHb B TedeHMe He Gonee 3 gHeit MOgpAL.
ITPUMEYAHMUE: B nerom Han6onee 4acTo BCTpeyaeMble
He)Xe/laTe/TbHbIe AABTEHNA — 3TO TaXUKapausA, NPUINBHI,
TpeMop, AUCKOM(OPT B a6OMIHATBHOII 00TACTI M TOTIOBHAS
6071, 0cOOeHHO IpU OBICTPOM BBegeHUY MH(Y3UU, OTHAKO
MOXKeT BOSHMKHYTD ¥ TUIIOTOHMA M/VUIV TUTIOHATPUEMU.

ITPYIMEYAHYE: ITpu npuéme B TeueHe 6omee 3 gHeit HORPS,
MOXKeT CHU3HMTBCS TepaNeBTIYeCKUIl 0TBeT (Taxnuduiakcus),
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

a PUCK OCTTO)KHEH NI OBBILIAETC; 110 9TON IMPIYNHE, KOIa
TpeOyIoTcs 60/Iee BbICOKUE YPOBHU (PaKTOpa B TeUeHUE
JUINTETLHOTO ITEPMOJA, MOTYT IOHAKOOMTHCA KOHIEHTPATBHI
¢dakropa cBépTHIBaHMUS.

PekomeHpauunsa 5.6.4:

o BOTI mpepynpexpaer, 4TO KeCMONPECCHH NPOTNUBOIOKAa3aH
JeTAM 10 2 7ieT U3-3a MOBBIIIEHHOTO PYICKA BOSHUKHOBEHM
CYJOpOr B pe3y/bTaTe BO3SHUKIIEH 3a/IePKKM >KMAKOCTI M/IN
TUIIOHATPUEMHL.

PekomeHpauuns 5.6.5:

o I/ MaVIeHTOB C PUCKOM CepAleTHO-COCYAVICTBIX 3a60re-
BaHUI1 Wwin TpoM60o3a BOT pekomeHnayeT ncnonb3oBaTh
JEeCMOIPECCHH C OCTOPOKHOCTBIO, YYUTBIBAA PUCK TPOM-
605M60/my 1 MHPApKTa MIOKapHa.

TpaHeKcamoBas Kucnota

o TpaHekcamoBast KMCIOTA — 3TO AaHTUPUOPUHONUTIYECKOE
CPenCTBO, KOHKYPEHTHO MHIMOMPYIOlee IIPOLiecC aKTUBALIN
IUTa3MMHOTeHa B I1asMyH. OHa Iofifiep)KMBaeT CTabMIbHOCTD
CTYCTKA U VICTIONIb3YeTCAA B Al bIOHKTMBHOI Tepanmy /1 IeYeHNA
HEKOTOPBIX BUIOB reMO(UIMIEeCKIX KPOBOTeYeHMIL.5

o IlpumeHeHMe MUIIb OSHO TPAHEKCAMOBON KUC/IOTHI HE SBJIA-
eTcs MpoUIAKTUKON TeMapTposa Ipu reModuamm. o>

 TpaHekcamoBas KMCIOTa 3P PEKTUBHA IIPY IeYeHNN TOBEPX-
HOCTHBIX KPOBOU3NIMUAHMI B MATKME TKAaHU ¥ CTTU3VICTHIE
00607104kt (HATIpUMep, KPOBOTEUEHNMIT B IIOIOCTH PTA, HOCOBBIX
KPOBOTEYEHWIT I MEHOpparuu). 66-68

o TpaHekcaMoBas KMC/IOTa 0COOEHHO HeOOXO/IMa B CTOMATO/IOTHI
TIpY XMPYPIUYECKIUX BMEIIaTeNbCTBAX M MOXKET MCTIOMb30BaThCA
T Te9eHN s KPOBOTeUeHN , BBI3bIBaeMbIX IIPOpPe3bIBaHIEM
WU BBITIAfleH1IeM 3Y00B.6769

o Cu. Taxoke rnaBy 2 «KoMIiekcHoe nedeHye reMoGuanm» u
rnaBy 7 «JleueHne KpOBOTEUEHMIA PA3IMYHON TOKA/IN3 AL .

Jo3suposka/npumeHerue

o TpaHeKkcaMOBYIO KICIOTY OOBIYHO IPUHIMAIOT IIEPOPAIBHO B
tabrerkax (25 mr/kr/gosa) 3-4 pasa B cyTku. E€ Takxke BBOAT
BHYTpuBeHHbIMU MHOY3usamu (10 Mr/kr/mosa) 2-3 pasa B
cytky. OHa TakKe JOCTYIIHa B pOpMe OIIONIaCKMBATEIA AL
HOJIOCTH PTa.

o Pefko MOXKeT BO3HIKATh PACCTPOIICTBO XKEMYHOIHO-KIIIEYHOTO
TpakTa (TOMIHOTA, PBOTA MM IOHOC) KaK M0O04YHBDIIT apdexT
IpréMa TPaHeKCaMOBOII KICTIOTDI, HO 9TV CUMIITOMBI OOBIYHO
IPOXOAT IIPJ CHIDKEHIM JO3MPOBKIL BHyTpuBennble nudysmn
TPaHeKCaMOBOII KVMCTIOTBI HEOOXOAIMO BBOGUTD ME/ICHHO,
TaK KaK ObICTpas MHBEKIA MOKET IIPUBECTH K TOTIOBOKPY-
JKEHUIO VI TUIIOTOHNM.

o [Ina geTelt Takke CYLIECTBYeT TpaHeKCaMOBas KICIOTa B popMe
cupomna. Eci oHa HeZOCTYIIHA, MOXKHO MEIKO PacTONIOYb
TabIeTKy ¥ Pa3BeCTy B YNCTOI BOJE A/l HAPY)KHOTO HaHe-
CeHIs Ha KPOBOTOYAIIe IIOBPEXIEHI CIM3UCTHIX 060/I0YeK.

 TpaHekcaMOBYIO KMCTIOTY OOBIYHO IIPOIICHIBAIOT Ha IIEPUOT, B
7 IHell oCTIe yAaneHs 3y6oB, 4YTOObI IPeOTBPATUTD TTOCTIe-
ollepalyioHHOe KPOBOTEYEHe.

o TpaHexcaMoBas KMCIOTa BBIBOAMUTCS IOYKAMM, M IPU Hapy-
ey GyHKIUM HOo4YeK eé 103y HeOOXOMMO CHIDKATh, YTOObI
He JIOIYCTUTh TOKCMYECKOTO HAaKOIUIEHM .

 licnonb3oBaHMe TPaHEKCAMOBOJ KMCTIOThI IPOTUBOIIOKa3aHO
IS IeYeHNsA TeMaTypUH, TaK KaK OHa MOYKeT IIPeIATCTBOBATDb
PpaccachblBaHMIO CTYCTKOB B MOUETOUHMKE U IPMBECTH K TSKENON
06CTPYKTUBHOI ypOIIaTUIL U MOKET BbI3BATh CTOMKYIO OTEPIO
MO0YeYHOI QYHKIINN.

« TpanekcaMoBas KIC/IOTa TaK)Ke IPOTMBOIIOKa3aHa TPy TOPa-
KaJIbHOJ XMPYPIUY, TAK KaK MOXKET IPUBECTY K ITOAB/IEHNIO
HepaccachlBAIOLINXCS TeMaTOM.

» TpaHekcaMOBYI0 KMCTIOTY IPMHMMAIOT KaK OTHEIbHO, TaK U CO
cTanfapTHbIMU fo3aMu KOC, BKI04as mpenaparsl ITyHTUPY-
fonero aeiictBus, Takue Kak aKITK u rFVIIa.70-72

» TpaHekcamMoBas KMC/IOTA TPOTMBOIIOKA3aHA AIMIEHTaM C FeMo-
¢unueit B, momyvatomum KIIK, Tak kak OHa IIOBBIIIAET PUCK
TpoMb0aMbonun.”

PekomeHpauuns 5.6.6:

o [Ina nmanuenTos ¢ remoduneit BOI pekomengyer aHTn M-
OpMHOINTUKM, 3TO 3¢ (PeKTUBHOE ATTBTePHATUBHOE CPENCTBO
MOXET MCIONb30BAThC KaK CAMOCTOATE/IBHO, TAK ¥ B KA4eCTBe
albIOBAHTHOII TePaNNi, 0COGEHHO MPU KOKHO-CITU3MCTHIX
KPOBOTeYeHUAX (HallpuMep, HOCOBBIX KPOBOTEYEHMAX,
OpPaIbHBIX U JKeTYKOYHO-KUIIEIHbIX KPOBOTEUEHUAX U
MeHOpparum), B XUPypru4ecKoil CrOMaTOMIOTNH, a TAKXKe
IpY MPOPe3pIBAHNMM ¥ BbINajieHIN 3y00B.

o IIPMMEYAHME: AHTI(UOpMHOTUTIKI MOXKHO UCIIONTb30BATh
€O CTAaHJAPTHBIMM K03aMI KOHI[EHTPATOB (paKTOpa CBEPTHI-
BaHIsA, BKII0Yas Mpenaparhbl LIYHTHPYIOIETO JeliCTBILA,
OJJHAKO VX He C/IeflyeT NCIOAb30BaTh C KOHIIEHTPaTaMuI
MPOTPOMOMHOBOrO KOMIIZIEKCA M3-3a MOBBIIMIEHHOTO PICKa
TPOM603MG oI

PekomeHpauunsa 5.6.7:

o Jlna manueHTos c remarypueii BOT pekomenayer He MCnonb-
30BaTh aHTH()UOPUHOMNTIKMY, TaK KAK OHM HPOTHUBOIOKA3AHBI
TaKMM IAIVMEHTaM B CBA3H C IOBBIIIEHHBIM PUCKOM 00CTPYK-
TUBHOM yponaTum.

PekomeHpauunsa 5.6.8:

o ]Iy manMeHTOoB ¢ MOYeYHOI HeOCTaTOYHOCThI0 BT pexko-
MeHJIyeT HOHI/I)KCHHYIO I[OSI/[pOBKy aHTI/I(i)I/I6p]/IHOHI/ITI/IKOB
U BHUMATeIbHOe HaGIoenne.

3I'ICI/IJ10H-aMI/|HOKaI1p0HOBa$I KNCNoTa

o OncunoH-amuHoKanpoHosas kucnora (SAKK) cxonHa ¢ TpaHek-
CaMOBOIT KUCTIOTOI1, HO UCIIONb3YeTCs OHA pexke 113-3a Oojiee
KOPOTKOTO IIep1OJja ITO/TYBbIBEICHIIs U3 I/Ta3Mbl, 60jIee HI3KOIX
AKTUBHOCTU U 60JIe€ BBICOKOI TOKCUIHOCTIL.®S

o Cwm. Taxke rmaBy 2 «KoMIiekcHoe jredeHe reMopuInm» u
r71aBy 7 «JledeHne KpOBOTeUEHUI! Pa3NMYHOI IOKA/IN3ALINN».



Jlosuposka/npumeHeHue

Bspocibie 06bryn0 npuanmaiot JAKK nepopanbro (100 mr/
Kr/[o3a o MakcumyMma 2 1/5o3a) wiv BHyTpuBeHHO (100 mr/
Kr/po3a o MakcumyMa 4 r/03a) Kax/ble 4-6 4acoB 10 MaKCH-
MyMa 24 r/CyTKu.

Ectb Takxe DAKK B dpopme cupomna 250 Mr/mir.
PaccTpoiicTBO JKemy09HO-KMIIEYHOTO TPAKTA — YACTOE OCTIOXK-
HeHe npu npuéme DAKK; cHIDKeHMe 103bI 4acTo oberdaer
3TOT HOOOYHBIN 9P DeKT.

MuonaTus — 3TO pefiKas HeXKe/laTe/lbHas PeaKIMs, aCCOLMN-
pyemas ¢ Tepameit DAKK (Ho He TpaHeKCaMOBOII KMCIOTOI)
1 0OBIYHO BO3HMKAIOIIAS [IOCTIe IPMMeHeHMs1 GO/IbIINX /103 B
TeYeHNE HECKOIbKUX HeJIeb.

Muomnarus, csasannas ¢ npuémom DAKK, acto 6onesHenHa
1 aCCOUMMUPYETCA C IOBBILIEHNEM YPOBHSA KPEaTUHMH-KI-
Hasbl U flake Muornobuunypueit. [Tpu npexpaiiennn npuéma
SAKK MOXHO 0>XI/IaTh ITOJIHOTO IPEKPAIIEHM s BBIILIEYTIOMs-
HYTBIX SBJICHUIA.

5.7 | Tepanua HepaKTOpPHbIMN

npenaparamm

3a ocenHKe MoMBeKa Tepanys reModuinu GoKycrpoBanach Ha
3aMeIleHNN HeJOCTAIOLIEro 6eIka CBEPTBIBAHNA KPOBI; OXHAKO
PEeKOMOVMHAHTHAs TEXHOMOTYLA B COYCTAHMNIA C YIy4IIeHIEM IOHN-
MaHIA OCHOB OMOXMMMYECKIX IIPOLIECCOB CBEPTHIBAHIA KPOBY
B HACTOsAIIee BPeMsI IPUBOFUT K CABUTY HapagurMbl ICUEHILA.

O6bACHeHNE N MeXaHN3Mbl aencreus

Bbutn paspaboTaHbl HOBbIE U IIEPCIIEKTMBHbIC IHHOBAIM-
OHHBIE BUJIbI TEPAINY C AJIbTePHATUBHBIMY Y TAMM JOCTABKI
(HampuMep, TIOJIKOKHBIMN); MULIEHAMM BO3JIEIICTBIA, TO3BOJNB-
MMM IIPeOJ0/IeTh OTPaHNYeHNA UMeIoIIelics 3aMeCTUTEeNbHOM
Teparmu GaKTOpOM CBEPTHIBAHMA (T.€. BHYTPUBEHHOE IIPUMe-
HeHue, KOPOTKMII IIepuOf, TIOTYBbIBEIeH A, PUCK BO3SHUKHOBEHIA
MHIUOUTOPOB) ¥ € CyliecTBeHHO yy4ireHHbIM DK mpoduenm,
KOTOPBIN CHIDKaeT OpeMs IpUMeHeHNs (HalpyuMep, 4acToTa
BBeJIeHNA O3Bl JOXOAUT 10 OFHOTO pasa B MeCAI]), YTO MOXKET
IIOBBICUTb IIPUBEPKEHHOCTD JICUEHUIO.

Tepanvm C MOMOLbIO 3aMeHbl

Tepamusa ¢ ToMOIIbIO 3aMeHbI OT/INYAETCA OT 3aMeCTUTE/TbHO
Tepanuy GpaKTOpOM TeM, YTO OHA OCHOBAHa Ha UCIOTb30BAaHNU
a/IbTepPHATUBHOTO FeMOCTAaTNIeCKOT0 areHTa BMecTo (hakTopa
cBéprhIBaHNMsL. MuMeTHK (haKTOpa SMULIM3YMA0 — TO IIepBoOe 1
€IMHCTBEHHOE /INIIeH3/POBAHHOE TEPAIIEBTNYECKOE CPEICTBO C
JCIIO/Ib30BAHIEM 3aMeHBI HA MOMEHT HAaCTOsILIel Ty O/IMKaLum.
OMunusymab — 3To XMepHoe bucrnenyduieckoe aHTUTEIO,
IeiicTBMEe KOTOPOTo HallpaBieHo NpoTus ¢pepmenta FIXa u
npodepmenTa FX, oHO MMuTHpyeT KopaKTOPHYIO QYHKIINIO
FVIII y maumeHToB ¢ MHIMOUTOPHOI 1 HEMHIMOUTOPHOI reMOo-
dunmeit A. Ovurmsymab csassiBaercs ¢ FIX, FIXa, FX n FXa;
OIHAKO MMeHHO ero apduHHOCTb K FIXa 1 FX crumynmmpyet
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akTyBamio FX, omocpenosannyio dpaxkropom FIXa, u dpopmu-
poBaHue TeHasbL.’47>

OCHOBHBIMM NTPEUMYILECTBAMI dMULM3YMaba ABIAIOTCA
TIOKOXKHOE BBeJleHle, NOJTUIl IepUOoJ I0/TyBbIBe/leH A,
BBICOKaA 9(PPEeKTUBHOCTD 110 NMPEOTBPAIIEHNI0 KPOBOTe-
YeHMIT U CHVDKEHME YacTOThI KPOBOTEUEHUI Y MAI[MeHTOB C
nuruburopamu K FVIII u 6e3 Hux.

Tak kak 3MI/II.U/[3YMa6 6noxuMmuecky ornmndaercsa or FVIIL,
0CTa€TCA ell[¢ MHOTO BOIIPOCOB O €T0 JOITOCPOYHOM BO3Jiell-
CTBUM Ha ITATOJIOTUIO CYCTABOB I UMMYHOTEHHOCTD Y IIAIlMeHTOB
6e3 MHrMOUTOPOB.

OMurmaymMab He IpefHa3HaYEH [/Is JIeYeHNsT OCTPBIX SMM30/0B
KpoBoTedeHit. ITpy iedenyy IpopbIBHBIX KpPOBOTEUeHMI! y Hal-
€HTOB, IPMHMMAIOIIVX SMUIINU3YMab, TpebyeTcsa 0CTOPOXKHOCTb,
TaK KaK y HECKO/IbKUX TaKMX IIAIJIeHTOB IIPJ COITY TCTBYIOIIEM
npumenennn aKITK?® passuack 1160 BeHO3HAsI TPOMO0IM-
607ust, 160 TPOMOOTIIECKAS MUKPOAHTMOIIATHS.

PekomeHpauunsa 5.7.1:
o [Insa manuenroB c reModuueit A u marn6uropom BOI pexo-

MEeHJyeT: perysipHas NpoQUIaKTIKA JODKHA IPOBOAUTHCS
€ IOMOIIBIO IMUII3YMaba.

IIPYUMEYAHMUE: [Ins nauueHTOB ¢ reMmodunneir A 6e3
vHrn6uTopa BOT pekoMeHAyeT: peryrsapHasa npodurak-
THKA MOKET POBOJUTHCS C IOMOLIBIO IMUIM3yMaba.

MpenapaTbl, BANAIOLWME Ha reMoCTas
o TemocTaTmdeckas cucreMa peryaupyer 6amaHCc MeXLY

Ipokoary/siHTaMu (Hanpumep, GakTopamy CBEPTHIBAHN) 1
€CTEeCTBEHHBIMI aHTUKOAry/IIHTaM (HaIpyMep, aHTUTPOM-
6MHOM, MHIMOUTOPOM Iy TI TKaHeBoro dakropa [UIITD] n
akTMBUpoBaHHBIM npoTerHoM C). Koarynonarun siBisiorcs
pesyabTaToM AeduinTa IPOKOAry/LIHTOB, TOI/A KaK eyt
€CTeCTBEHHBIX aHTUKOATY/ISIHTOB CO3/jaeT MOBBILICHHbII PUCK
TPOMOOTIYIECKIUX SIB/ICHMIL.

TpaanioHHO reMODIINIO JIEIV/TN Iy TEM 3aMelleHNs Hello-
CTaIOI[ero IPOKOAry/IITHTHOrO 6e/IKa My IperaparaMmu
LIYHTUPYIOLETo AeiicTBusA (B CIydasX Ha/JIN4ys MHTUON-
TOpOB). OIHAKO reMOCTa3 MOXKET OBITh BOCCTAHOBJIEH U Iy TEM
MHIUOMPOBAHNSA €CTeCTBEHHBIX aHTUKOATY/IIHTOB. DTO ObIIO
06OHapy»XeHO TPy HAOMIOEHNIX B €CTeCTBEHHBIX YC/IOBUSIX,
KOI7[a COBMECTHO€ Hac/leffoBaHue GakTOpPOB PUCKa TPOMOO-
by crroco6HO CMATYUTD KIMHIYECKNUIT PeHOTHI TKENTOoi
remoummi A. Kpome Toro, reHeparysi TpoMOMHa IOBBIIIA-
©TCs1 TIPU COBMECTHOM HAC/Ie[IOBaHMM FeMOMIINI 1 HEKOTOPBIX
¢dopm rpombodummy (Hanpumep, gepunut nporenna C).
DurycnpaH — 9TO TepaeBTUYECKIIT IPeIapaT, OCHOBAHHBbII
Ha PHK-nnrepdepeniym, koropas crennduyuHo HaljeneHa Ha
marpuunyio PHK anTiTpOoMOMHa 151 HOfaB/IeHNsI BBIPAOOTKY
AQHTUTPOMONHA B IedeHN.”” Y 3Tl Tepalui eCTb IPENMYIeCTBO
HOJKOXKHOTO IIPMMEHEHN s, YIIMHEHHOTO [IepUOyia AeiCTBIS;
KpOMe TOr0, 671arofiapsi CBoeMy MeXaHU3MY AeICTBII OH MOXeT
OBITb MCIIO/Ib30BAH /IS JIEUEHS TTALIMEHTOB ¢ reModueit A
7 B MHrMOUTOPHOI 1 HEMHIMONTOPHOI GOPMBIL.

Ilist mpeoTBpaleHns KpoBoTedeHnit Hanbornee 3¢ ek TIBHBIM
SBJISIETCS IOfjABJIeH)e aHTUTPOMOUHA Ha 75%. IIpopbiBHBIE

77



78

PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

KPOBOTEYEeHMA MOJKHO NIeunThb 3amemienreM FVIII/FIX nnn
IIpenapaTtaMy ITYHTUPYIOIETO AelICTBUA, HO HYKHO JMCIIONb30-
BaTb MeHbIINe JO3bl, YTOOBI MYHUMI3UPOBATh PUCK YPe3MEPHOIT
IIPOKOATY/IIHTHON aKTUBHOCTI.

Anrturena npotus VITTO- ewé opnu crocob BospeiicTBus,
M3y4daeMblll B KIMHNYECKMUX MCCIEeNOBaHMAX. B HacTosAIee
BpeMs uéT pazpaborTka pasnnyHbix anturen Kk UIITO,
BCe OHU CBA3BIBAIOTCA ¢ JoMeHoM K2 my ofHOBpeMeHHO C
NIIT®-gomenamu K1 n K2, Takum 06pasom npeporBpariast
nHrubuposanue FXa n FVIIa.”8 OTu BuAbI mpenapaToB
TaK>Ke MOYKHO BBOJUTD IIOJKO’KHO, OHM BOCCTAHAB/IMBAIOT
reMoCTas3 y nanueHTos ¢ remodumeit A u B nHrin6uropHoit u
HEVHIUOMTOPHOI (OPMBI, HO ITPOJIO/DKUTENBHOCTD UX AeiCTBUA
orpaHMYeHa MUIIEHb-OIIOCPEJOBAaHHBIM pacIipefielieHlieM
JIEKapCTBEHHOTO CPEACTBA. B Ie/AX MMHMMM3ALUM PUCKA
TpoMmb03a IpuMeHeHe GpuTycrupana TpedyeT BHUMATENTbHOTO
HabmofeHNst. B HacTosIIIIee BpeMst BeAyTCs [iBe IIPOrpaMMBl
KIMHNYeCKMX uccnenopanuit antu-NIITO, B gByxX apyrux
MIPOM3OLUIN TPOMOOTHYECKIEe OCTOXKHeHNA. V3-3a aTnX
He)Ke/IaTeIbHBIX ABJIEHNII OffHA X MOC/IEJHNUX JIBYX IPOrPaMM
6bl/1a IIpeKpalleHa, a Apyras MpUOCTAHOB/IEHA.

Cw. Taxoke 1aBy 2 «KoMrnekcHoe edeHne reMopunm», IaBy
6 «IIpodumakruka npu remodumnm», rasy 8 «IHIHOUTOPEI
K (phaxkTOpy cBEpTEIBaHMA» U T1aBY 9 «OT/Ie/IbHbIE aCTIeKThI
TIe4eHMI».
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8 (aKynbTeT KNMHUYeCKon MegunumnHbl - Meavatpua, JlyHackuin yHusepcnTeT, JlyHa, LLiseyua

9 Kadepnpa rematonornm/oHKONOrn, MeANLIMHCKNIA GaKynbTeT, MeANLIMHCKNNA LeHTp MuTTcbyprckoro yHnusepcuTeta, MnTtcbypr, wrat MNeHcunbeanus, CLUA
10 LleHTp remodunuu 1 Tpombo3a AHgkeno bbsaHumn BoHomu, Istituto di Ricovero e Cura a Carattere Scientifico Ca Granda Foundation, Maggiore Hospital

Policlinico, MunaH, Utanus; n Cobu, basenb, LLiseiiuapus
11 BcemuipHas depepauusa remodunum, MoHpeans, Ksebek, KaHaga
12 Kadeppa rematonoruu, XpucTMaHCKnin MeANLMHCKIN Konnemx, Bennypy, hana

B enase onucvisaemcs npogunakmuka 05 1y, ¢ 2emopunueti npu
omcymemeuu uHeubumopos k daxmopy VI unu IX. O npounax-
muke 0715 NAUUEHIMOB ¢ UHeUOUmMopamu cm. enasy 8 «Mneubumopot
K pakmopy c6épmoL8aHus».

Bce YTBEPKACHN A, ABIAIOMNECA PEKOMEHIANNAMMI, NIPUHATDI
Ha OCHOB€ KOHCEHCYCA M IOME€YCHDbI a66peBMaTyp0171 -
«KOHCEHCYCHbI€ PEKOMECHTALININ»

6.1 | BeepeHue

o IIpo¢mmaxruka npu reMopuny 3aKII09aETCS B PEryIspHOM
IPUMEHEHUM T€PANEBTUYECKMX IPENapaToB, Halle/ICHHOM Ha
HOfiiep>KaHe FeMOCTasa, YTOObI IIPeJoTBpalaTh KPOBOTeE-
YeHMsA, 0COOEHHO reMOpparuy CyCTaBoB, KOTOPbIE IPUBOAT
K aprponatun 1 naBanupusanym. [IpodumakTika fomKHa
IO3BO/IUTD IMLIAM C TeMOUIIVell BECTU 3[J0POBBII M AKTUBHBII
06pas XM3HY, BKTIOYAIOINIT y4acTue B OO/NBIIMHCTBE BUIOB
(bmsmqecxoﬂ ¥ COLMA/IbHON aKTUBHOCTHU (JloMa, B IIIKOJIE, Ha
pabore 1 B co0011eCTBe), TAK XKe, KaK ¥ JIMIaM 6e3 reMopuinmt.

o IIpodumakTnueckoe nedeHne KOHIEHTpaTaMn GakTopa cBEP-
teiBaHuA (KOC) cunraercs perynsapHoi 3aMeCTUTETbHO
Tepanuell. E€ oTIM4aoT 0T 3MM3041M4eCcKoil 3aMeCTUTe/IbHOI
Tepanui (TaK>Ke M3BECTHON KaK «/IedeHIe [0 TPeOOBAHUIO»),
KoTopas onpefienseTca Kak npuMeHeHne KOC rombko Bo BpeMs
KpOBOTeYeHMIt.! Snmsonmyeckas Tepanmns, BHe 3aBUCUMOCTHI
OT MCIIO/Ib3YeMBIX JI03, Oy Y4y BaXKHOIL [/Isl CHYDKEHUs 607
U MTHBATUU3UPYIOIETO BO3AENCTBUA OTAENIbHBIX KPOBOTE-
4eHMII, He MEHsAeT CYLIeCTBEHHO IpOQu/Ib KPOBOTEYEHMII 1,
CIIefoBaTe/IbHO, He MEeHsET eCTeCTBEHHOTO X07ia 3a00/1eBaHums,
BeJylIero BC/EICTBME KPOBOTEYEHNI K IIOBPEXEHIIO OIIOP-
HO-JIBUIaTe/IbHOTO alllapaTra U APYTUM OC/IOKHEHUSAM.

CrenoBaTeNbHO, UCIIOTb30BaHMe TPOGUIAKTUKY BCETAA
NpeANoYTUTeNbHee SNNU30AM4ecKOll Tepanun. B cTpaHax ¢
OrpaHMYEHHBIMM PeCypcaMyl CHCTEeMBbI 3ApaBOOXpaHeHNA U LA
IAllMeHTOB C OrpaHNYeHHbIM JocTynoM K KO C MoryT npume-
HATDHCS PeKMMBI MeHee MHTeHCUBHOI mpodunaktuku (CM.
6.9 «DUHaHCOBbIE ACIEKTHI IIPO(UIAKTIYECKOTO JICUEHN»).
OpHako neanbHON CUTYyalel /I BCeX CTPaH SABIAETCA
IIOJTHOE OTCYTCTBUE KPOBOTeUeHU (T.e. JOCTIDKeHNe “HyJTe-
BOTO” YPOBH: KPOBOTEYEHMIT).

C nosiB/IeHNeM IHHOBAI[VIOHHOI He(aKTOPHOII 3aMeCTUTeTbHON
Tepamnuy, Korja B O0NMbIINMHCTBE C/Iy4YaeB IperapaT MOXKHO
BBOJIUTH ITOAKOXXHO, IPOIIAKTIKA IT0-HOBOMY OIIpefieis-
eTCA KaK pery/sipHOe piMeHeHue (BHYTPUBEHHOE, TIOKOXKHOE
WM MHOE) TeMOCTAaTUYeCKOTo Iperapara/IperapaToB st
YIy4IIeHNA TeMocTasa U 9(pPeKTUBHOTO MPefOTBPaIleHIs
KPOBOTEYEHMUI1 Y JINIL C reMo (et

PekomeHpauus 6.1.1:

s manyeHToB ¢ reModveit A wnn B ¢ TsOk€mbIM GpeHOTHIIOM
(KOTOPBIIT MOXKET BKITIOYATH ¥ MAIIMIEHTOB CO CPEHETHKENON
remo¢unueii Tskénoro penoruna) BOT HacToATeNHHO peKo-
MeH/IyeT IpoBefieHNe NPO(PIIaKTUKN, B T000IT MOMEHT
JOCTATOYHOI /1A NpeAoTBpallleHNs KpoBoTedeHnii. OgHaKo
TIPY 5TOM TaKasAg NPO(IIAKTUKA JO/LKHA OBITh MHAMBU/Yya-
MM3UPOBaHA € y4€TOM peHOTUTIA KPOBOTEUEHMIT ITALIMIEHTA,
COCTOSIHUA €T0 CYCTaBOB, MHAMBU/YaIbHOIT papMaKoKIHe-
TUKY, CAMOOILICHKI M IPeANOYTeHNI] MMallMeHTa.
IIPVIMEYAHME: VinpguBuayannsanusa npopuiakTuku
O3Ha4aeT, YTO eC/IM NAMEeHTbI IPOJO/LKAIOT MICTIBITHIBATD
KPOBOTEYEHII:, TO PEXKIM UX POPIIAKTIKY JOTKEH ObITh
ycuieH (1o 1ose/KpaTHOCTY BBeeHNA MM 000MM MOKa3a-
TE/IAM) A/IA MPefOTBPalleHN s KPOBOTEeYEeHMIT.
ITPYUMEYAHME: [Ja>ke B cTpaHax ¢ BeChMa OTPaHNYE€HHBIMI
pecypcamm cucreMbl 3apaBooxpaHenns BOT Tem He meHee
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NPU3BIBAET VCIIONb30BATh MPO(PIIAKTHKY, a He SIN30Ide-
CKYI0 TepaIniio, HO IOHNMAeT, YTO PEKUM MPOOUIaAKTUKI
MO)KeT OBITh MeHee MHTEHCHBHBIM.

CM.: 6.9 «DyHAHCOBBIE ACTIEKTHI TPOMIIAKTUYECKOTO JICYEHA»
n 6.10 «ITpodunakTrika HUSKMMU JO3aMU /IS TTAI[IEHTOB C
OrpaHMYEHHBIM JOCTYIIOM K KD C».

3amecTutenbHasa Tepanua GakTopom co
CTaHA4QPTHbIM Nepunoaom nojsyebiBeAeHNA
o IIpodunakTuka TpagULMOHHO OIIPee/ANach KaK peryiapHble

BHyTpuBeHHbIe (BB) nH}pysun HepocTatomero ¢paxropa cBEp-
teiBauys VIII (FVIII) pst g ¢ remodunueit A u dpakropa IX
(FIX) mnst nmu ¢ remoduveit B, BBOfMMBble C 11€/bI0 TIOBBIIIEHNS
yposus FVIII/FIX pns npegoTspalieHns KpoBoTedeHnit.! 9To
TPaIUIMIOHHOE OIpefe/ieHNe OfYEPKUBATIO, YTO IpoduIaK-
THKa Halle/ieHa Ha IpefloTBpalleHne KpOBOU3MUAHMI B CYCTaBbI
1 COXpaHeHMe 30POBbs OIIOPHO-ABUTATeIbHOTO AIlIIapara.
3apadeit IpOPMIAKTUKY ABJAIOCH U3MEHeHNe (PeHOoTUIa
KPOBOTE@YEHUII y JINIIA C TAKETOM reModumeit (MCXOTHBII
yposenb FVIII/FIX <1 ME/m [1%]) Ha deHOTHUII, XapaKTepHbIIT
JULA CPeIHETsDKENON WM JIETKOI reMOMIINN, Ty TEM ITOCTOSH-
HOTO TIOoAepXaHus ypoBH: ¢akTopa Beite 1 ME/m (1%).4
9T0 6BIIO OCHOBAHO Ha HAOTIONEHNY O TOM, YTO JINI}A CO CPef-
HeTsDKEMO0I reMouINelt pefiKo UCIIBITHIBAIOT CIIOHTAHHBIE
KPOBOTe4YeHMA U (PYHKINU UX CYCTABOB COXPAHAIOTCH JIYYIIIe.
OpnHaKo pOC/IO HOHMMAHUe U MOABIIANIOCh BCE GOIbIIIe CBUTIE-
TeJIbCTB TOTO, YTO MMHMMAaJ/IbHble OCTATOYHbIE YPOBHI
akTBHOCTH aktopa B 1-3 ME/mn (1%-3%) He[OCTaTOUHBI /151
IIO/THOTO IIpefoTBPalleHNsA KPOBOTeUEeHNI! Y BCeX JINI] C TeMO-
umert, ¥ YTO IPYU TAKUX YPOBHAX CIYYAIOTCA KIMHIYECKIe
U CyOK/IMHMYEeCKIe KPOBOTEUEHN, BeAYIIe K IIOCTEIIEHHOMY
IIPOrpeccrpOBaHMIO 3a00JIeBaHMIT CYCTAaBOB Ha MPOTAKEHUN
JKU3HU.®

B 11e710M, 4eM BBIIIIe TOCTOSHHBII yPOBEHb aKTUBHOCTI (haKTOPa,
TeM MeHbllle KpoBoTeueHnI1. Ha xaxzplit 1% mnosbimenns
MCXOMIHOTO YpoBH:A (pakTopa (y nmui ¢ reModuinelr He Ha
mpo¢IaKTIKe) HabTI0OfjaeTCA CHIDKEHME YaCTOThI KPOBOTe-
4eHMIt, a mpy ucxopHoM yposse FVIIIL:C cbime 15 ME/mn (15%)
CIIOHTaHHBIE KPOBOTEUEHMs IIPAKTUIECKM He BCTpevaroTcs. &8
Cumraercs, 4To TaKoBa >ke cutyauus u ¢ yposHeM FIX:C, xora
3TOT BOIPOC ellié MeHee u3ydeH. CXOIHbIe JaHHbIE IMEIOTCA 1
II0 TALIMEeHTaM Ha MPO(IIAKTHUKE: OBIIO IPOIEMOHCTPUPOBAHO,
4TO YeM 60sIbllle TPOXOANT BpeMeHu ¢ yposHeM FVIII Hinke 1
ME/nn (1%), TeM BblliIe 4YaCTOTA MPOPBIBHBIX KPOBOTEUEHUIT.0

3amecTuTenbHas Tepanua ¢pakTopom YAJINHEHHOTO
nepuopa nosyebiBefeHNs

o Vcnonpsosanue KOC ¢ ynnmHEHHBIM IIEPUOIOM IIOTYBbIBE-

penus (YIIIT) cooTBeTCTBYET ONpee/eHIIo IPOPUIaKTUKA
TPaAMIMOHHBIM (PaKTOPOM, HO II03BOJIAET HOCTUYb OOJIbIIETO
pesy/braTa IpOGUIAKTUKY, YeM IPOCTO TIepeBOJ MAIVIeHTa 113
TSDKEIOT0 (PeHOTHUIIA B CPEHE TSDKEIBIIL.

9T0 0c06EHHO KacaeTcsi HeKOTOPbIX npemnaparos FIX YIIII,
KOTOpPBIe NO3BO/IAIOT NaleHTaM uMeTh ypoBHu FIX BHe
30HBI oKasarertert remodumu (>40 ME/m1 [40%]) B TeueHme

CYIIeCTBEHHBIX IIEPIOI0B BPeMeH, & MIHMMa/IbHbIe YPOBHA
nepex ciegyolieil nHQYysKeil — B IIpefieaX, XapaKTePHbIX /15
cpenpHeTsKénoit reMmodummn (5-40 ME/nn [5%-40%]).°

o B reuenne pecstmnernit npoduaktuka ¢ momougpio KOC 6pura
OCHOBHBIM METOJOM JIEIeHNsI TeMO(IINY, OIHAKO O1arogapst
pa3paboTKe HOBBIX IPENAPATOB CUTYALVsI MEHSIETCS.

HedakTropHasa 3amecTuTenbHasa Tepanus

» HedaxropHas 3aMecTuTeNbHAS TepAIINsl OT/IMYAETCS OT 3aMe-
CTUTENIBHOI Teparuit GaKTOPOM CBEPTHIBAHN TEM, ITO OHA
obecreunBaeT reMOCTa3, UCIOMb3YsI MEXAaHI3M, OT/INYAIOLINIICS
ot 3amemienuA FVIII/FIX. Ilepsbiii u - Ha Bpems r[y6m/n<aum/[
HacTosmero «PykoBofcTBa» - eIMHCTBEHHBIN TUIIEH3MPO-
BaHHBIII IIperrapar HeaKTOPHOI 3aMeCTUTENbHOI Tepannn
remodummu A — 910 aMuuu3yma6.! Imuumsymab cumynupyer
kodaxropHylo aktuBHOCTb FVIIL. OH BBOANTCA OKOXHO pas B
HeJIeITI0, A B HEKOTOPBIX C/TyYasAX €0 MOSKHO BBOJUTD €lLIE pexe -
pas B 2 Hepenut vin pas B 4 Hepenm.!! (Cm.: 6.5 «IIpodmmaktuka
HeaKTOPHBIM 3aMeCTUTEeTbHBIM IIPeIapaToM».)

OCHOBHble onpegeneHns U KoHuenuumn
npodunakTnkm c nomouybio KOC
o IIpodumaxTyka XapaKTepusyeTcs IO Ha4ary e€ IpYMeHeHUA

U 110 MHTEHCUBHOCTU. DT OIIpefie/IeHNsI KaCAI0TCS KaK reMo-
¢umun A, tak u B. (Cwm.: Tabmuirst 6-1 u 6-2.)

MNMocTtaHOBKa Ha NPOodUNaKTUKY: BPeEMA 1 NOAX0A

o+ Kak nokassiBaeT ImpaxkTiKa, BO3PACT Havama IPOGUIaKTUKI
CepbE3HO BIVIAET Ha JONTOCPOYHBIE KIVHIYECKUE Pe3yIbTaThL.

o ¥ nui ¢ remoduineri, paHO IIOCTAB/IEHHBIX Ha IPOdMIaK-
TUKY (T.e. Ha IEPBUYHYIO WM BTOPUYHYIO MPODIIAKTUKY),
caMble JTydllie JONTOCPOYHbIe pe3ynbrarsl .12 (Cm. Tabmuiy
6-1 c onpenenennsamu npodunakTuku.) bonee Toro, panHee
Hayajio MpoQUIAKTUKI TaKXKe CHIDKAeT PYCK 1 YaCTOTY BCTpe-
YaeMOCTH BHYTpudepenHbIx KpoBousmanuit (BUK), koToprrie
Jalle BCEro CIyJaloTCA y AeTell caMOoro MIAJIIero Bo3pacTa. '3

o JInuTenpHBle KOTOPTHBIE MCCIEJOBaHNS [TOKA3aIy, YTO
HeOO/IbIII0e KOMYIECTBO KPOBOMB/IMSIHIIL B CYCTABbI, MMEBIINX
MeCTO B paHHeM JIeTCTBe [0 Hadyaza MpoGIUIaKTUKY, MOTyT (y
HEKOTOPBIX IIALMIEHTOB) B KOHEYHOM CUYETe IIPUBECTH K TeMO-
¢dummyeckort aprpomnarym. 416

o Perynapras npodwmakTuka ¢ JOCTaTOYHBIMY JO3aMI, HadaTas
B paHHEM BO3pacTe, MOXKET, CJIEFOBATEeIbHO, CINTATbCS CTaH-
[apToOM JledeHns: reMOIINI, TI0Ka He CTaHeT JOCTYIIHBIM
aJIbTepHATUBHBII BIJ| JOITOCPOYHOI TepaIyy, TaKO KaK
TeHHasl Tepamnusl.

o CymecTBYIOT pasmIIHbIe MOAXOMbI K IIOCTAaHOBKE Ha TPaNIIN-
OHHYIO IIPOMIAKTUKY METOLOM 3aMeCTITeIbHOI BB Tepamum
¢daxropoM. [|Ba OCHOBHBIX MeTOJ2 (BBICOKOLO3HASI IIPOIIAK-
THKa ¥ HU3KOJ03HAS HAPACTAOMIAs IPOPIIAKTIKA) OT/INIAI0TCSI
B OCHOBHOM KpaTHOCTbI0 BBefeHus1 KOC, 1 MeHee — UCIIONb-
3yeMoi 103MPOBKOIL.17

o IIpodmnaxruka ¢ HapacTarwIeil KPATHOCTHIO BBEICHIISI, Haul-
HAIOLIASICS C MEHee MHTeHCUBHOI TpoGuIakTuKy (Hapumep,
nHQY3UM OFUH pa3 B HefleNI0), C MOCTIeAYIOL MM HapacTaHeM



naga 6: MNpodunaktnka npm remodunun

TABJINLA 6 -1 TpaguumoHHaa npodunakTnka pakropom npu remopunum A n B, onpegeneHus B 3aBucu-
MOCTU OT BPEMEHU MOCTaHOBKU Ha NPOGUNAKTUKY

MepBuyHan + PerynspHas HenpepbiBHas NpodrnakTMKa, HayaTas Npu OTCYTCTBUN LOKYMEHTUPOBAHHOIO 3a60-

npodunakTmka NeBaHuA CyCTaBOB, ONpeAenéHHOro NyTém Gu3nyeckoro ocmoTpa U/uim BU3yannsnpyoLmx
mccnegosaHmﬁ, 1 0O BTOPOro KINHNYeCKN ABHOIO CyCTaBHOIO KPOBOTEYEHUA N OCTUXEHNA
BO3pacTa 3 net

BropuuHasn « PerynsapHas HenpepbiBHasA NpodunakT1Ka, Hauatas nocne 2-x unn 6onee KPOBOU3NUAHUIA B
npodunakTnka CyCTaBbl, HO [JO HAaCTYMNNeHVs 3a60NeBaHsA CyCcTaBOB; 0ObIYHO B BO3pacTe OT 3 fieT

TpeTnuHan « PerynsapHas HenpepbiBHaA NpodunakTKa, Hauatas nocie HacTynneHns JOKYMEHTMPOBAHHOIO
npodunakTmka 3aboneBaHUA cycTaBoB. TpeTnyHasa NpodunakTMka o6bIYHO OTHOCUTCA K B3POC/bIM

TABJINLA 6 - 2 TpaguumoHHas npodunaktTuka GakTopomM CBEPTbIBAHMA CO CTaHAAPTHbLIM NeproaoM Nony-
BblBeleHMA, onpeaeneHns B 3aBUCUMOCTI OT UHTEHCUBHOCTU

NHTeHCcMBHOCTb NPOodUNakTuKmn Femodpunusa A Femodunusa B

Bblcokopo3Haa npodunaktmka* 25-40 ME FVIII/Kr kaxkable 2 gHA

(>4000 ME/Kr B rop)

40-60 ME FIX/kr nBa pa3a B Hefeno
(>4000 ME/Kr B rog)

CpepHepo3Hasa npodunaktnka 15-25 ME FVIII/Kr 3 gHa B Hegento

(1500-4000 ME/kr B roa)

20-40 ME FIX/kr oBa pa3a B Hegento
(2000-4000 ME/Kr B roa)

Hu3kopo3Haa npodunaktmka (c HapacTa-
HMEeM MHTEHCUBHOCTY JO3MPOBKU Npu
HeobxoanuMoCTH)?

10-15 ME FVIII/kr 2-3 aHA B Hegento
(1000-1500 ME/kr B roa)

10-15 ME FIX/Kr 2 gHA B Hepento
(1000-1500 ME/kr B roa)

A66pesuatypsl: FIX - daktop IX; FVIII - pakTop VIII; ME — mexxayHapogHas efuHNLA; Kr - KUIorpaMm.

2 HaszHavyaeTca TONbKO Kak Hayano 3amecTUTeNbHON Tepanuu, MO BO3MOXHOCTM - C AaNbHeNLWNM YTOYHEHnem anAa npeaoTspalleHna KpOBOTEUeHNI.

KpPaTHOCTH BBeJeHNs, TO3BOISIET JEeTAM M/IA/IIIETO BO3PACTa
U WIEHaM MX CeMell TOCTENeHHO afalITUPOBAThCs K OpeMeHn
npodunakTuku (Hanpumep, nH}pysuu B nepudepuitbe
BeHbI).!819 JleTell MTalero BO3pacTa, MOCTAB/IEHHBIX Ha
HU3KOJ03HYI0 IPO(UIAKTUKY C HapaCTaHMEeM, He0OXOAMO
BHUMATE/IbHO HaOMIOHATh. 3€Ch CTOUT CEPbEZHO PACCMOTPETD
BO3MOXXHOCTB OBICTPOrO HapacTaHUsI KPATHOCTU BBELEHUS
(nmmn6o m1a Bcex MalMeHTOB, MO0 B COOTBETCTBUN C CUMIITO-
MaMI KPOBOTEUYEHNIT), YTOOBI IPeJOTBPATUTh KPOBOTEYEHNUS
1 BJIEKOMbIe UMI 3a00/1eBaHM.

IMocTeneHHOe HapacTaHMe MHTEHCUBHOCTHU MPOPUIAKTUKI
oT 60j1ee HU3KOM K 60/1ee BHICOKOI MOYKET CII0COOCTBOBATh
IPUHATHIO CeMbETL PellleHNsI O PAaHHEM Hadajle IPOGUIAKTUKU
U YIY4LIIATD MIPUBEP)KEHHOCTb IPOPIUIAKTIKE. ITOT TIOAXOT,
TaKXe pexxe TpebyeT YCTaHOBKM YCTPOICTB LIEHTPATbHOTO
BeHo3Horo gocryna (YIIB]I). OgHako maneHThl Ha MeHee
MHTEHCUBHOI TPODIIAKTIKE HAXONATCA MOJ 60JIee BBICOKNM
PUCKOM KPOBOTEYEHNI, IOKa MHTeHCUBHOCTD IPO(UIaKTUKY
He OyzeT HOBbIIIeHa. 202!

Tt g ¢ remoduveit A Hadao MpOoUIAKTUKI C MAJIBIX 03
K®C FVIII MokeT MMeTb [OIOTHUTENbHOE (HEIOKa3aHHOE)
IPENMYILECTBO CHIDKEHNS PIUCKA TIOSABICHUS MHIMOUTOPOB, TaK
Kak 6ombiine 1 yacTtble 03bl FVIII Ha paHHeM 3Tarte accomu-
UPYIOTCS C OBBIIIEHUEM YPOBHS MOAB/ICHNS NHIMOUTOPOB.?2
OpHaKo [/ JINLL C TAXKETOT/ CpeHe TsDKENOol reModumeri,
MMEBIINX B PAaHHEM JIeTCTBE JKI3HEYTPOXKAIOI[yie KPOBOTEUEHN,

He MOZIXOAUT IIPOPIIAKTIKA C HApACTAIOIIel! JO3UPOBKOIL, NX
HY)KHO HEMEJIJICHHO CTaBUTb Ha BBICOKOJ03HYI0 IPO(IIAKTHKY.
Her 6071b111011 pa3HULBI B CIOCO6€ U BpeMeH! Hadaja mpodu-
nakTuky ¢ nomoupbio KOC co cTaHZapTHBIM NEPUOLOM
nonysbiBeferust (CIIIT) win yiInHEHHBIM IEPUOLOM TIOTIY-
BoiBefienus (YIIII). B o6oux cnydasx npoduIakTUKy HYXKHO
HAYMHATb PAHO CIIOCOOOM BBICOKAs [J03a/BbICOKAsA KPATHOCTD
BBefleHIs, MO0 CII0co60M C IIepBOHAYATLHO HI3KOI KPaTHO-
CTBIO BBeJIEHNA U e€ IOC/IeYIOIIM HapacTaHUEM.

IIpu ucnonpsopanum KPC VIIII g4 MHOrMX MaljeHTOB
6ymyT HOCTaTOYHBI MeHee YacTble MHQY3uu (Hampumep, pas B
HEJIENI), 3TO 0COOEHHO KacaeTcs MALMEHTOB C TAXKENO reMo-
¢dunmeit B, npyanmaromyx KPC FIX VIIIT. Tak kak KOC YIIIT
BCE e IIPYMEHAITCA BHY TPUBEHHO, VIX TPY/JHO BBOIUTD JAETAM
€aMoTo M/IaJiIIero BO3pacTa C IIOXMM BEHO3HBIM JOCTYIIOM.!”
Bompoc BpeMmeHH Havasa NpopUIaKTUKA HepaKTOPHBIMU
3aMeCTHTE/IbHBIMM IIpeNapaTaMy el HefJOCTaTOYHO U3YYeH.
Tak Kak aMUIU3yMab BBOLUTCA IMOAKOXHO, TPYLHOCTEN C
BEHO3HBIM JIOCTYIIOM He BO3HMKAeT. Takyio mpoduIakTuky
MO>KHO Ha4YMHATb B TO e BpeMs, 4To u npodunaktuky KOC,
WM, BO3MOXKHO, PaHblIle, XOTs JAHHBIE II0 9TOMY BOIIPOCY elé
BecbMa orpaHirdeHsl.>> HeobXofyMbl ja/ibHe e NCCIeTOBAHN
KacaTe/IbHO BpeMeH! Hadasia IPO(IIAKTUKY SIMULN3YMabOM
Y HOBOPOXK/IEHHbIX. >4

Cwm. Tabnuusl 6-1 u 6-2, Bblille, 1 r1aBy 3 «JlabopaTopHas
AMAarHOCTMKA M KOHTPO/Ib» — «TecTupoBaHue Ha MHTUOUTOPBI».
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PekomeHpauuns 6.1.2:

JInsa meguaTpudecKUX MAMEHTOB C THKEMOI reModumeit
A nmn B BOT pexoMeHpyeT paHHee HaYaI0 MPOPIIAKTUKY
KoHueHTpaTramu ¢akropa ceéproiBanns (FVIII/FIX co cran-
FAPTHBIM WM YAINHEHHBIM IEPHUOOM IOy BbIBEJeHIA)
win Apyrum(n) reMocrarndeckum(u) npenaparom(amun),
[0 HACTYIUIeHV 3a00/IeBaHMIT CYCTAaBOB M JIyYllIe BCEro B
BO3pacTe 0 3 1IeT, YTOObI NPegyNpPeaNTh CIOHTaHHbIE 1
NPOpPbIBHbIE KPOBOTEYEHN s, BKII0YasA IeMapTPO3bl, KOTOpbIe
MOTYT HPUBECTH K 3200/1eBaHIAM CYCTaBOB.

PekomeHpauus 6.1.3:

J/I MOAPOCTKOB M B3POCIBIX MAIMEHTOB C reModu-
7uell C MOATBEP)KAEHHBIMU NMOBPEKIEHUAMI CYCTaBOB I
orcyTcTBueM npodumnakTuku BOT pekomeHpyeT npemo-
CTaB/IeHNe TPETUIHON NPOPIIAKTUKI 1A CHVDKEHN S
KOTIYEeCTBA CTy4aeB reMapTpo3a, CIOHTAHHBIX ¥ POPbIBHBIX
KPOBOTEUEHIIA, a TAK)Ke 3aMeJllIeHN MPOrpeccupoBaHms

reMouIN4YecKoit apTponaTmim.

WNHTEHCMBHOCTb NPOGUNAKTUKM

XOTst MHTEHCUBHOCTD MPOQIIAKTUKI B 11€IOM OIIPeieNsieTCsI
KaK BBICOKOJO3HasI, CpeiHe03Hasl ¥ HI3KO/{03Has, HE00X0-
VMO TIOHJMATh, YTO MHTEHCUBHOCTD OLPEE/SIETCS pa3MepoM
J103bI 1 KPATHOCTBIO BBEMIEHNSI, U [IOJ, BBICOKOJ03HOI IpOdu-
JIAKTUKOJ OOBIYHO MMEETCs B BUY COUETaHNE BBICOKUX 03 1
BBICOKOJT KPaTHOCTH BBeJ€HMsI, TOT/Ia KaK II0J, HI3KOLO03HO
IpoNIaKTUKO 0OBIYHO MMeeTCsl B BULY codeTaHue bonee
HUBKUX [103 1 60JIee HIM3KOI KPATHOCTH BBEEHS, XOTS 9TO
U He BCer/ja TaK.

CM. 6.6 «DuKcUpOBaHHBIEe/HEMHANBUAYATU3UPO-
BaHHBIe peXXUMbl IPOGMIAKTUKN GaKTOPOM», HIDKE, I
6.7 «VIHAVBUyanu3pOBaHHbIE PEXXUMBI IIPOGIUIAKTUKA
dakropom», HIKe.

6.2 | Mpeumyuwectsa npodpunakTUKm

MpodunakTrka ¢ cnonb3oBaHNEM KOHLIEHTPATOB
¢dakTopa cBEpTbIBaHUA

Bce ¢popmel mpodunakTuky (BbICOKO-/CpefHe-/HU3KO-JO3HOI
pu oMoyt KOC nmn npodumakrika HehaKTOPHBIMI 3aMe-
CTUTEIbHBIMU IIpenapaTaMi, HallpuMep, SMULU3yMabom)
MMEIOT CyIeCTBEHHbIE IPENMYIIeCTBA 110 CPABHEHMIO C 9IU30-
oV4YecKoy tepanueii. TpaguumoHHasa BbICOKOLO3HASA WU
cpenHeno3HasA NPO(UIAKTIKA, HAYMHAeMas Ha PAHHIX CPOKaxX
JKU3HU, aCCOLMUPYETCS CO CHIDKeHMeM Oosee yeM Ha 90%
YaCTOTHI KPOBOMS/IMAHMI B CyCTaBbI, TOJOBOJ YaCTOTOI KPOBO-
uanusHnit B cycrassl (I'IKC) Hipke 3-x pas B Tof, a TaKkxe ¢
CYLIeCTBEHHDBIM CHIDKEHMEM CTelleHY IOpaykeH!s CyCTaBOB U
C/Iy4aeB IeTeHepaTIBHOTO 3a00/IeBaHus CyCTaBoB. 225

o Hqu)I/UIaKTI/IKa Tak>Ke obecrieunBaeT 3alUTY OT APYyTIUX

BUJIOB TeMO(QUINYECKIX KPOBOTEUEeHMIt, BKIIOYasA MPeJoTBpa-
IIeHIIe VM CYIIeCTBEHHOE CHYDKEHNe PUCKA BHY TPUYEPEITHBIX
KpOBOV3/IMAHMIL 3

Bonee monrocpoyHble MpeMMYIeCTBa BKIIOYAIOT CHIDKEHUE
XPOHIYECKNUX 60JIel B OTOPHO-/IBUTaTeIbHOM allapare; QyHK-
IMOHA/IbHBIX OTPAHNYEHNIT ¥ MHBATUANSALINI; HEOOXOAMMOCTI
B OPTOIEANYECKOIT XVPYPIUY, TOCIIUTATN3AINY M HEOTIOXKHOI
ITOMOIIV; KOMMYeCTBa JHeN rocnuranusanyim. Beé ato, npu
YIy4IIeHHOM Ka4eCTBe JKM3HU, TIOBBIIIAET CTelleHb Y9acTuA
(T.e. perynAapHOro IoceleHn:A) B 06pa3oBaTeNbHON, peKpea-
I[IOHHOI! U PO eCcCUOHATBHOI TeATeTbHOCTI.2

Beupy aTnx mpenMyiects BcemnpHas opraHusanus 3gpaso-
oxpanenns (BO3), Bcemnpnas depepanus remopummn (BOT)
U MHOTME HaIlIOHaJIbHbIe Y MeXIYHapOJIHbIe OpraHN3aIN
reMOGUINI YTBEPAV/IN PaHHIOK IIPOMIIAKTHIKY B KauyecTBe CTaH-
lapTa JTe4eHN JIA eTeil C TAKEMBIM peHOTUIIOM TeModummn?’
U PeKOMEHJIYIOT TI0XKV3HEHHOE IIPOIO/DKEHNe TPOQIIIaKTUKIA.
KpoMme aT0ro, B3pOC/IBIM MaLMEHTaM C TKENBIM GEeHOTUIIOM
reMOMWINY TOXe CIIelyeT HadaTh IIPOBeJieHIe ITPOPIIITaKTUKI
(ecrmy oHM e1jé He Ha MpOdUIAKTHKe).22

MpodunakTuka c ncnosb3oBaHnem HepakTOPHOM
3amecTUTeNbHON Tepanum
« B pAfEe KIMHUYIECKUX I/ICCHCJIOBaHI/Iﬂ HpO(I)I/ITIaKTI/IKa SMUIM-

3ymaboM obecrednia 0O4eHb HU3KYIO YaCTOTY KPOBOTEUEHUI
(romoBast yactora kpoBortedernit [[IK] 1,5) u cumkenne 'YK
II0 CpaBHEHME C TOI1, 4TO, TI0 C/I0OBaM IIAIIEHTOB, OblIa paHee,
Ha npodumaktuke ¢ ucrnonb3oanreM KOC.2 Heobxonumo
IIpOBefieHNe JaIbHENIINX MCCTIeOBAaHNUIT JOITOCPOYHBIX Pe3y/ib-
TATOB IPYMEHEHNUA SMUIM3yMaba. [JaHHbIe 10 UCIIONb30BAHNIO
ApYrMX HepaKTOPHBIX IIperapaToB B MIPOPUIAKTIKE B HACTO-
sAlee BpeMs elé 6ojee OrpaHNYEHbI.

PekomeHpauus 6.2.1:
o JIns1 maIyeHToB ¢ TOKENBIM GpenoTunom remogunuu A uiu B,

0co6eHHO 1 feTeit, BOT pekoMeHyeT peryIsapHyI0 JO/Iro-
CPOYHYIO IPOPUIAKTUKY B KaueCTBe CTAaHAaPTa IeYeHNS,
NO3BO/IAIOLIET0 MPEOTBPATUTH TeMapTPO3 Y IPyTiie CIIOH-
TaHHbIE ¥ IPOPbIBHbIE KPOBOTEYEHM:, COXPAHUTD 3[J0POBbe
OIIOPHO-ABUIATeTbHOTO aNNapaTa I HOBbICUTH Ka4eCTBO
skusHu. Ecmm mpodumakTika HeBo3MOXKHA — 0043aTeTbHBIM
BU/IOM JIEYEHU S OCTPBIX KPOBOTEUEHIIi ABNAETCS SMN30-
AIdecKasi Tepanus, HO OHa HeCMOCOOHa IIPeOTBPATUTD
MOBPEX/eHNA CYCTaBOB B IOITOCPOYHOIT IlepCleKTHBe.

IIPVIMEYAHME: B gonrocpoyHoii nepcreKTnse paHHAA I
peryrsapHasa npoQIIaKTHKA 1A feTell CHIDKAeT yPOBEeHb
reMapTpo3a I APYTrux reMopuiniyecKnx KpoBoTedeHUIT,
obecreynBaeT nydllee 350pOBbe U COCTOSHIIE CYCTABOB,
CHIDKAeT KOMYECTBO IOCeIeHIiT 60TbHUIIbI U TOCHUTAIN-
3anmii u B 6ygyleM MoXKeT IPefoTBPATUTh He0OX0IMMOCTD
OpTOINeANYeCKIX BMENIATeNIbCTB, BKII0Yasd XMPYprudecKue.



6.3

MpodunnakTnka npmn nomown pakropa
CO CTaHAAPTHbIM NEPMOAOM
nonyBbiBeAeHUNA

o Bce KOC CIIII (t.e. rasmarnyeckne 1 peKOMOMHAHTHbIE)

JIMEIOT BecbMa CXOfjHble papMaKOKMHeTHYeCKye CBOICTBA.

Kopotxuit nepuop nomysbiefienns KOC CIIIT Tpebyet yacTbx

IIPOKOJIOB BeH Ipu npodunakTuke (3-4 pasa B Hefe/I0 A

FVIII u 2-3 pasa B Hegeno s FIX), 94TO 4acTO IpUBOAUT

K HEOOXOIMMOCTY YCTAaHOBKU CHCTEM LIEHTPaTbHOTO BEHO3-

Horo poctyna (YIIB]I) oA meTelt Majliero Bo3pacra u K

CHIVDKEHUIO IPUBEP)XeHHOCTY IIPOPUIaKTIKE y fleTell CTap-

111eTO BO3PacTa/B3pOC/IbIX. 2

ITpu ucnonpvsosanuyu KOC CIIII TpyaHO JOCTHYD MUHUMATbHBIX

OCTAaTOYHBIX YPOBHE aKTMBHOCTU (haKTOPa, HAMHOTO ITPEBBI-

waroumx 1 ME/m (1%); mist aToro norpe6oBamiuch Obl 04eHb

JacTble MHPY3UM (BO3MOXHO eXXeTHEBHbIE), YTO HeXKeNaTeTbHO

VTV HeTIpMEeM/IEMO JI/Is1 MHOTYX ITAI[IeHTOB.

VInpuBUAyanbHbIe YPOBHY (aKTOpa y NI ¢ TeModUIneil Ha

IPOPUITAKTIKE ONIPENIeIAI0TCA HIDKECTeTYONIM:

- peXrMoM HpoduIakTUK (JO3MPOBKA U KPATHOCTH
BBeJIeHNIsI), Ha KOTOPOJI HAXOMSATCS MAlVIeHTb;

- UHAVBMAYaNbHON (apMaKoKMHeTHKol maryeHTos (PK),
ompepensoLiel noTpebneHne Gakropa (BOCCTaHOBIIEHIE
ypOBHA (aKTOpa U Mepyof, IIOTYBbIBEIeHNA/TIOTHOTO
BBIBEMIEHNA); U

- (apMaKOKMHETUYeCKUMI CBOVICTBAMM JCIIONb3yeMOT0
npenapata KOC. (Cum. Tabnuiy 6-3.)

PekomeHpauuns 6.3.1:

o [l manMeHToB ¢ THKEMBIM PpeHOTHIOM reModyuy A Win

B pexomeHpyeTcs npoduIakTUKa KOHIEHTpaTaMu paKTopa
CBEPTHIBAHIA (CO CTAHAAPTHBIM MM YIMHEHHBIM EPUOOM
TO/TYBBIBEJEHN) C JO3MPOBKOI M MHTEPBAIOM MEXY
BBeJeHMAMN (B 3aBICUMOCTH OT (papMaKOKMHETHIECKUX
(®K) mapamMeTpoB KOHI[eHTpaTa (PaKTOpa CBEPTHIBAHIA
KpPOBH), KOTOpPbI€e MO3BO/AIOT UM B 11000€e BpeMs UMeTh
YPOBeHb aKTMBHOCTHU (paKTOpa B KPOBU, JOCTATOYHDIN
A/ PeJOTBPalleHIsl TeMapTPOo3a, a TAK)Ke CIIOHTAHHbIX
¥ IPOPHIBHBIX KPOBOTEYEHNI, B 3aBUCUMOCTH OT UX
VHIVBUYaNbHBIX NOTPeOHOCTeIT, 00pa3a >KU3HM U CTEeNIeHNI
COXpaHHOCTH (GYHKINMIT OMOPHO-IBUTATETLHOTO aNlNapara.
ITPIMEYAHME: B npomnoM ypoBeHb MITHIMAaTbHOJ OCTa-
TOYHOI aKTUBHOCTU pakTopa B 1 ME/mn (1%) cunrancs
uenesbIM. Teneps, 3HasA, YTO IPU yPOBHE MMHMMA/IbHOI OCTa-
TOYHOJ aKTUBHOCTH (paKkTOpa B 1% y ManeHTOB COXpaHAeTCA
PUCK KPOBOTEYEeHMI1, 6ONBIIITHCTBO METUKOB IIPENI0qN-
TAIOT CTPEMUTDHCA K 6o7ee BBICOKIM YPOBHAM MIHIMATbHOI
0CTAaTOYHOI aKTUBHOCTHU (>3%-5% wnn Boiue). HegaBuue
VICCTIe[IOBAHIIA FOKA3BIBAIOT, YTO P TAKUX Gomee BhICOKIX
MHIHVMATbHBIX OCTATOYHBIX YPOBHAX CHIDKACTCA KO-
4ecTBO KpoBoTedeHNit. OHAKO [I/1A FOCTIDKeHN:A 6oee
BBICOKNX MITHMMA/TbHBIX OCTATOYHbIX YPOBHeEI MOTYT Tpe6o-
BaTbCs 6o7lee BHICOKME KO3l 1IN Ooree yacTbie MHQY3UU

naga 6: MNpodunaktnka npm remodunun

KOHIIEHTPAToB (aKTopa cBEpThIBaHNA. IloaTOMY Heo6x0-
AMMa MHAVBUAYATN3ANNA C y4ETOM aKTUBHOCTH, 06pasa
JKM3HY U papMaKOKIMHETVKI MAI[IEHTOB. iy

Bpems BBegeHus go3 KOC CIM

Bpewms BBefeHMs IPOQUIAKTIYECKIX /103 BEChbMa BaXKHO,
ocobenHo st Tpagunronaoro KOC ¢ 6oree KOpOTKUM
nepronoM nonysbisenenyA (T.e. g FVIII/FIX CIIIT). Ms-3a
KopoTkoro nepuopa nonysbisefienna KOC CIIII Tpaguum-
OHHas1 TPOIIAKTIKA JAéT CUHYCOUIHYIO KPUBYIO MMKOBBIX
Y MUHUMAaJIBHBIX OCTATOYHBIX YPOBHEIl aKTUBHOCTH (paKTOpa,
3TO COOTBETCTBYET IePMOfiaM BpeMeHH, KOT/ia TalieHTbI 6e30-
IIACHO 151 ce0sI MOTYT M/IM He MOTYT LIPOSIB/IATD OOJIBIIYIO
(UBNUIECKYI0 aKTVBHOCTb.

JTionu, KaK 1paBuio, 60/iee aKTUBHBI B THEBHOE BPEMS, II09TOMY
fu1s1 OO/IBIIMHCTBA MALYIEHTOB Pa3yMHO fienath nHdysnuu KOC
CIIII yTpom, a He Be4epOM.

PekomeHpauuns 6.3.2:

6.4

JIns manyMeHToB, NPUBEP>KEHHBIX IPONIICAHHOMY PEXIMY
npodIIAKTUKY, HO TeM He MeHee VICIITIBAIOIIVIX IPOPbIBHbIE
KpoBoTeueHys1, BOT' pexomMenayeT mHTEeHCHPUKAINIO IPODN-
JTAKTUKM C I3MepeHIeM MIHIMAIbHBIX OCTATOYHBIX YPOBHeI
U, IpY HeOOXOIMMOCTI, COOTBETCTBYIOIIEe OPTONENIecKoe
BMeNIaTeIbCTBO.

IIPVYIMEYAHUE: JI100bIX MAIMEHTOB, IEPECTABIINX OTBeE-
YaTh Ha a[IeKBaTHYI0 3aMeCTUTETbHYIO TePANIIo (PaKTOPOM,
nepeq, yCHIEHVEM Tepalii He00X0AIMO IPOBEPATDH HA NOAB-
7leHVe MHINOMTOPOB.

MpodunnakTnka pakropom c
YANMMHEHHbIM Neprnoaom
nonyBbiBeAeHUA

Hepnoctarku npodummakrukn ¢ ucronszoBannem KOC CIIII
npusenu K YIIIT K TOMy, 4TO He TaK IaBHO ObUIN pa3paboTaHBIL,
BHEPAITCA U Bee mmpe ucnonbsyrorca KOC YIIIL.

MNepuop nonyBbiBeAeHNA/NONHOIO BbiBEAEHMSA

Cymectsyromue ceityac KOC FVIII VIIII garoT ymepeHHOe
yBennyenue (B 1,4-1,6 pasa) BpeMeHU IIONTyBbIBeleHMs1/
monHoro BeiBefieHus 1o cpasHennto ¢ KOC FVIII CIIIT, mexay
pasnuunpiMu FVIIT YIIII HeT cyiiecTBeHHONM pasHULBI 10
@K mapamerpam. (3amernm, uro ogun FVIII VIIII Bcé emte
IIPOXOAUT KINHMYeCKue ucciueposanus [BIVV001], y vero
3-4-KkpaTHoe yI/IMHeHUe Iepyofia HOTyBbIBeeHns.) B oTmane
ot BocbMmoro dakropa KOC FIX VIIII uMeIoT CylLeCTBEHHO
601ee JONTNIT TepIOf, TOTyBbIBeeH s (B 3-5 pas JoJIblIIe) 110
cpaBHennto ¢ FIX CIIII. Opnako B otmmune ot FVIII YIIII,
pasmuanble KOC FIX VIIIT cymecTBEHHO pasHATCA 110 CBOMM
OK mapamerpam.®30-32
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Ho3upoBKa

o B Hacrosmee Bpems elé He OIpefieNeHo, YTO COCTABIIAET
BBICOKO-, Cpe/He- I HU3KOLO03HYIO0 IPO(IUIAKTUKY C MCIIONb30Ba-
nuem KOC VIIII, u cnepyer 1y nepecMOTpeTb 3TH OIpefie/ieHNns,
yunrsiBast, 4To ¢ KOC YIIII MOXXHO JoCTIYb ropasio 6oree
BBICOKMX YPOBHE MUHMMA/IbHOI OCTATOYHON aKTMBHOCTH
¢dakropa, 910 ocobenno kacaercst FIX YIIII. Kak npasuro,
YPOBHIU BOCCTaHOBJIeHMs aKTUBHOCTY (akropa y FVIII YIIII
ny FVIII CIIIT 63Ky, IO3TOMY U JIO3bl, UCIIOIb3yeMbl€ JI/IS
npodumakTuki, 6yayT cxopasiMu. Hekoropsle nperaparsr FIX
YIIII garoT 6071ee BEICOKOE BOCCTaHOBJIEHE O/1arofiapsi MeHb-
11eMy BHECOCYAMCTOMY pactpefienenuio, yeM y FIX CIIIT; ps
9TUX IPENapaToB BO3MOXXHO MCIIOJIb30BaHIeE O0Iee HU3KIX
no3 npu npodunaktuke.®3! CylecTByeT MpeAIIoIoKeHne O
TOM, 4TO PasHUIa BHeCOCyAucToro pacnpenenennsa FIX mexmy
pasmraasimu CIITT u VIITT KOC FIX MoxeT 6bITh BaXKHOI
1A 3amuTHOTO AeiicTBus atnx KO C.3334 Heo6XxomMMBbl faib-
HeiIlne UCCIefloBaHNsA 3TOTO BOIPOCa.

KpaTtHoCTb BBegeHus

o B uenom KOC VIIII nossossiet mmiam ¢ reMoumeit CHIDKATb
KO/IM4YeCTBO MHPY3MIT, HeOOXOVIMBIX [/ISI FOCTVDKEHSI TAKOTO
JKe YpoBH 3ammthl, 4to faét KOC CIIIT; mnbo nosposser
VIM IIOBBICUTD YPOBEHb MIHMMAa/IbHO OCTaTOYHON aKTUB-
HOCTM (aKTOPa M TeM CaMbIM IIOJIYYUTh TYYLIVIO 3ALIUTY OT
KPOBOTEUYEHWIT TPV TOM JKe KOMn4ecTBe NHQY3MIT; BOSMOXKHA
u KoMbuHanus o6oux nmoaxonos. Konnenrparsr FVIII YIIII
[I03BOJISIIOT YMEPEHHO CHU3UTD KPATHOCTD BBECHIISI MH(Y3MIt
JUIU YMEPEHHO IIOBBICUTD YPOBEHb MIHVIMA/IbHO OCTaTOYHOI!
AKTMBHOCTYM (pakTopa (HO BPSIf /N 1 TO, U APYTOE).

« Hexoropsie (Ho He Bce) KoHueHTpatel FIX YIIII mosBonsior

HalMeHTaM JieflaTb MHYSUM TOpasfio pexxe (HarmpuMmep, OfuH
pas B 7-14 mHeit) 1 Ipu 9TOM BCE XKe Yiep>KIBaTh yPOBEHb MUHN-
MasIbHON O0CTaTO4HOI akTUBHOCTU FIX B 210%-20%"°31:32:35
60 fenath NHQY3UN eXXeHeIeTbHO WM Yallle, U JOCTUIATh
MUHMMAa/IbHOTO OCTaTOYHOro ypoBHs akTuBHOCTU FIX B 20%,
30% wu, BO3MOXKHO, BbIllIe. ENVHCTBEHHO OTOBOPKOIL ABJIA-
€TCA TO, YTO pas3nuMyusa BHecOoCyaucToro pacupenenenns FIX
MOTYT OBITh Ba>KHBI JI/IA 3aI[UTHOTO JeiicTBusA FIX.360

Bpems BBegeHuns pos KOC YN

o« Yem [OJIbIIE IIEPVIOZ, ITIOTYBBIBENECHNA IIpETIapaTa, TEM MEHEE

KPUTHUYHBIM SIBJIAETCS BpeMst MHPY3M. ITO 0COOEHHO KacaeTcst
HeKOTOpbIX KoHLjeHTpaToB FIX YIIII. 3739 (Cm. Tabmuiyy 6-4.)

PekomeHpaunsa 6.4.1:

JIns manyeHToB C TSHKENBIM peHOoTHIOM reMoGUINu A Min
B, npuanmaromyx konnenTparsl FVIII wmn FIX VIIII, BOT
pexoMeHayeT NpOPIIAKTUKY KOHIleHTpaTaMmu ¢akTopa
céproiBanna YIIII B 0CTaTOYHBIX J03aX U C JOCTATOYHOI
KPaTHOCTHIO BBEEHNST, YTOObI IPETOTBPATUTH TeMAPTPO3BI,
a TaK)Ke CIIOHTaHHBIE ¥ IPOPHIBHbIE KPOBOTEYEHIIST, I YTOOBI
COXPAaHMUTH PYHKINI CYCTAaBOB.

TABJINLA 6 - 3 [lepemeHHble, BUAOLIME Ha YPOBEHb aKTUBHOCTY paKTopa (KacaeTcs KOHLEHTpaToB

dakTopa cBépTbiBaHMA CIIM 1 YIIM) y nuy ¢ remobunuen

MepemeHHble BnusHne Ha ypoBeHb aKTUBHOCTMN ¢paKTopa

Hanbonee BakHble

KpaTHOCTb BBEAeHUs2 + YOBO€HMe KpaTHOCTU BBefleHWs nHOY3mih (6e3 n3meHeHVs J03bl MHOY31K) AAET B cpefHem 5
neproaoB NosyBblIBEAEHNA JOMOIHATENIbHOTO MPUKPbLITUS

MonysbiBegeHne/ + YuBoeHMe nepuofa nonyBbiBeeHVs JaéT B CPeAHEM 5 NeprooB NoslyBbiBeAeHWs [OMNOSHUTENb-

KnupeHcb HOro NPUKPbITUA

HanmeHee BakHble

[o3unpoBKa + YpBoeHue fo3bl AAET 1 nepuog nonysbiBeAeHUs AOMOSIHUTENIbHOTO NMPUKPBITAA

BoccTtaHoBneHme » YgBOeHve BOCCTaHOBMeHUA AA€ET 1 nepwvopg nonyebiBeAeHNA OONONMHUTENIbHOIO NPUKPbITUA

lMosAcHeHue: HacTosAWas Tabnyua aganTpoBaHa No matepranam asTtopa Carcao (Kapkao) (2015 r.).29

A66peBuaTypbl: KOC - KoHLEeHTpaT dpakTopa cBépTbiBaHus; YTI - yanuHEHHbIN neprop nonysbiseaeHns; FIX - daxtop IX; CMIM - cTaHfapTHbI Neprog noysbiBefeHUA.

2 YacTble masnble go3bl KOC Kak npasuio ropasgo 6onee spdeKTUBHbI, Yem pefkiie 6onblume fo3bl. Hanbonee spdeKTUBHBIM peXMMOM NPOGUNAKTVKN C NCMONb30BaHEM
KOC CNM sBnaetca exeHeBHaA NPOPUNAKTUKa, Tak Kak OHa MO3BOJIAET NCMOJb30BaTb OTHOCKUTENBHO Masble A03bl KOC 1 Npu 5TOM yaepnBaTb BbICOKWI ypOBEHb
aKTUBHOCTM dakTopa. OfHAKO TaKOMY PeXuMy OblBaeT OUeHb TPYAHO CliefoBaTh, 0COGEHHO MONOAbIM MaLMeHTaM.

b I3BecTHble NepemMeHHble, BAMALLVE Ha BPeMA NosyBbliBeAeHNA/nonHoro BbisegeHus FVIII, BKntoyatoT rpynny Kposw (rpynna KpoBu | Unm nHas) 1 ypoBeHb akTUBHOCT
dakTopa poH BunnebpaHnpa; npnunHbl, 06ycnoBnvBaoLLvie UHANBUAYaNbHbIE dapMaKOKMHETNYECKIE pa3nnuna BbieaeHNA FIX MeHee n3BecTHbI. B 6onblinHCTBE Cnyyaes
VHAUBUAYaNbHOE BOCCTaHOBEHVE GpaKkTopa 1 MHAMBMAYabHbIM Nepuog NonyBbiIBeAEHNA yBEINUMBAIOTCA C BO3PAaCcTOM. BciecTBMeE STOrO NOXKUIBIM NaLMeHTam 41
noaAepxaHunaA TOro e ypoBHA MHUMAabHOW OCTaTOUHOW aKTUBHOCTY (pakTopa MOXET XBaTaTb MeHbLLel 103bl Ha MHPY3HIo.



6.5 | MpodunnakTnka HepaKTOPHbIM

3aMeCTuUTEeJIbHbIM NpenapaTtom

o TloscHenye: IMUIM3YMal — eAMHCTBEHHBII TUIEH3VPOBAHHBII
He(aKTOPHBII 3aMeCTUTE/IbHBIII IIperapaTt, JOCTYIHbI Ha
MOMEHT ITyO/IMKaLMJ 9TOTO U3JaHMA.

Pa3pa6oTka HOBBIX HepaKTOPHBIX FeMOCTATUYECKIUX CPEICTB
nedeHus remodumi TpebyeT epecMoTpa KOHLIEILMIT U OIIpe-
feneHuit TpodUIaKTUKIL. ITH HOBble HehaKTOPHbIE IIperapaThl
BKJIIOYAIOT sMu1m3yMab, mumetuk FVIIL, yxe ncnonbsyemsiii B
K/IMHIYeCKOM /iederny remoumu A,'° 1 ipyrue Bcé elie paspa-
6aTbIBaeMble CPENCTBA, BK/II0YAs BellleCTBa, MHIMOMpyIolue
eCTeCTBeHHbIE SHIOI€HHbIE aHTMKOATY/IIHTDI (AHTUTPOMONH,
MHIMOUTOP My TH TKaHeBoro ¢axropa [MITT®] u aktuBupo-
BaHHbIIT TpoTenH C).

OMunusymab un paspabarbiBaeMble HeaKTOPHbIE BellleCTBa
OT/IMYAIOTCA OT TPAAUIVOHHBIX BUIOB IPOPIIAKTUKY, TaK
KaK OHI He 3aMelal0T HeIOCTAIIIIL <ba1<Top CBEPTBHIBAHNA,
BBOJATCS IIOJIKOKHO, I B HEKOTOPBIX C/Ty4asx MOTYT BBOJUTbCSA
TOCTATOYHO pelKo — OfAMH pa3 B 2 win 4 Hexenu.!! Kpome
TOTO, 9TM IpeIlapaThl He MMEIOT IMKOBBIX I MMHUMA/IbHBIX
OCTAaTOYHBIX YPOBHEII 3aIUTbI, KOTOPble HAOIIONAIOTCS IPK
pexuMax MpoGUIaKTUKU GaKTOPOM.

Yoxe ObUIM IIPOBeIeHbI OOIIPHBIE KIMHIYECKIIE NCCTIeNI0-
BaHIS AMUIM3YMaba Cpefy ManeHToB ¢ reModumeit A, Kak ¢
MHIMOMTOpaMH, TaK U 6e3 OHBIX, 3T MCCIEFOBAHN JOKA3AIN
6€3011aCHOCTD 9TOTO IIPenapara 1 ero ClocoOHOCTD IIPefoTBpa-
IaTh KpoBoTedeHNst. 23240 (06 ncrmonp3oBaHny sMunusymada
JULA MALVIEHTOB C MHTUOMTOPaMI CM. I/1aBy 8 « IHTMOMTOPBI K
(axTopy cBEPTHIBAHNS».)

naga 6: MNpodunaktnka npm remodunun

OMuImayMab yxe o6/eryaeT oCTaHOBKY TAI[VIEHTOB Ha IIpogu-
JIAKTUKY B 60/lee paHHeM Bo3pacTe 11 6e3 HeOOXOLMMOCTH B
YCTPOJICTBE IIeHTPaIbHOTO BeHo3Horo foctyma (YIB]I). Sto
MOYKeT IPUBECTU K IlepeolieHKe ITepPBUYHON NPOPIIIAKTUKA
(cM. Tabnuiy 6-1), Tak KaK, BO3MOXHO, TPOPUIAKTUKY MOXKHO
OyzeT Ha4MHATb TOPA3/0 paHblile 0OBITHOr0. ITO MOXKET CHU3UTD
PMCK KpOBOTEUEHMIT, KOTOpbIe II0Ka BOSHUKAIOT Y JieTeil Miaj-
1rero Bodpacta (0T 6 1o 12 MecsileB) Ko Hayaja TPafULIMOHHO
npodumakTukm. 23041 Heo6X0oquMbl JaibHeIINe NCCTIeRo0-
BaHMsI 6€30IIaCHOCTY IPYMeHeH s SMULIM3yMaba Ijist feTeit
€aMoro M/IaJilIero Bo3pacra.?

HedaxTopHble mpemapaTsl fiealoT NpodUIaKTUKY MeHee
00peMeHUTENbHOIL, YTO MOXKET IIOBBICUTH NPUBEP)KEHHOCTD
U PacIpOCTPaHEHHOCTb NPOPUIAKTUKY CPey MTalllieHTOB,
KOTOpBIe IIOKa ellé He Ha MpodUIaKTuKe (BK/II0YAs JIAILL CO
cpenHeTsDKENoN reModuneit). 9To MO3BOMUT Hal[MleHTaM
607Ibllle y4aCTBOBATH B OOI[ECTBEHHBIX 1 CIIOPTUBHBIX MEPO-
NpUATKAX. BhlllleyKa3zaHHOE YyKe IOATBEPKJAeTCs pOCTOM
UCIIO/Ib30BAHNA SMUI3YMa0a.

Bce T n3MeHeHMA TPaHCHOPMUPYIOT KOHIEIIIINU THTEH-
cuBHOCTH TpodumakTuku. [Ipodumakruka, obecnednparomast
YPOBHM MMHUMAaJIbHOJ OCTATOYHON aKTUBHOCTY (aKTOpa B
1%-3%, y>Ke He CYMTAeTCsl BbICOKOIO3HOIA.3

PekomeHpauunsa 6.5.1:

V manueHToB ¢ THKENBIM PpeHoTnmoM remopunnu A 6e3
MHIMONTOPOB NMPOPIIAKTIKA SIMININ3yMaGOM pPeoT-
BpAlljaeT reMapTpo3, a TAK)Ke CHOHTAHHbIE U IIPOPBIBHbIE
KPOBOTEYEHNsI.
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TABJINLUA 6 - 4 [JokymeHTUpOBaHHble npenmyLiectsa KOC YTM

MpenmyulecTBa NOBbILEHUA YPOBHEN MUHUMAaNbHOM OCTa-
TOYHOW aKTMBHOCTU dpaKTOpa

ﬂpewmyu.lecrsa CHMNXXeHNA KpaTHOCTN BBeaeHnA I/IH¢y3l/II7I

+  MeHbLue noceweHnn KNMHUKA NI BUSUTOB mefncecTpbl .
aomowm npn NOCTaHOBKE NaLMeHTOB Ha I'IpO(bI/IHaKTVIKy, yTO
MOMET NpnBecTn K 6onee PaHHEMY Ha4dany I'IpO(I)I/IHaKTVIKVI

Bbonee a¢ppekTnBHaA Nnpodurnaktnka — bonee BbICOKMIN
YypOBeHb NPeAoTBPALLEHA KPOBOTEUEHNI (KaK KITIMHNYECKN
ABHbIX, TaK U CYOKIMHNYECKUX MUKPOKPOBOTEYEHWIA) NP
COXPaHEHUW CXOAHbBIX rPadUKOB BBeEHUA

«  MeHbLuiasa HeO6XOANMOCTb B CUCTEMAX LEEHTPANIbHOTO BEHO3- -
Horo goctyna (YL|B), UTo NprBOANT K SKOHOMWU CPEACTB U
CHVXKEHWI0 3a60/1eBaeMoCTu

B03MOXHOCTb 6OJIbLIEr0 YYaCTMA B 3aHATHAX CMOPTOM
(BO3MOXHOCTb 3aHATKI TEMM BAAMU CMIOPTa, KOTOPbIe
paHbLUe He PeKOMEHLO0BANNCb) 63 CepbE3HOrO MOBbILLEHUA
pYiCKa KPOBOTEUeHMA

+ MeHee obpemeHunTENbHbIE rPadUKK NHPY3UI (AHEN 1
BPEMeHV BBefeHNA J03):
K MeHblue nHy3nii no ytpam
K MeHbLue HGY3MKM B AHN PaboTbl/yUEbbl

+ bonbluee pacnpocTpaHeHvie NPOGUNaKTUKIN Cpesm Tex
MaLVEHTOB, KOTOPbIE A0 3TOTO €€ He MPUMEHANV

MoscHeHue: HacToALWan Tabnvua aganTMpoBaHa no matepuanam astopa Carcao (Kapkao) (2015 r.).2°
A66peBraTypbl: CFC - KoHLEHTpaT dpakTopa cBEPTbIBaHMA; YLIB, - yCTPOWCTBO LieHTpanbHOro BeHo3Horo aocTyna; YMI - yannHEHHBI NeproA NonyBbIBEAEHUS.
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TABJINLIA 6 - 5 [MpeumyLiecTBa 1 HegOCTaTKN GUKCUPOBAHHbIX “LIAGAOHHBIX” PEXNMOB NPOGUNIAKTVKI
KOoHUeHTpaTamn ¢paktopa CIMM

Pexxum

Bbicokas nosa/
BbICOKaA KpaT-
HOCTb BBejeHUA

CpepnHnas pnosa/
cpepHAA Kpart-
HOCTb BBejeHUA

Hwuskasa posa/
HU3KanA KpaT-
HOCTb BBefjeHuns

Mpenmyuwecrea

O6ecneumnBaeT, YToObl B CpefiHEM Y NaLMEHTOB C
remodunelt Bcerga 6bi1 M3MEPUMbIA YPOBEHb
FVIII/FIX; T.e. ypoBeHb, npeBbiwatowunii 1 ME/gn
(1%)

Ob6ecneurBaert, YTo NPaKTUYECKM BCE NaLNEHTbI
nonyyatoT JieYeHne, 4OCTaTOYHOE ANiA NpefoTBpa-
LEHMA NPaAKTUYECKM BCEX KPOBOTEUEHWI
O6ecneurBaeT HaumeHbLyto MKC 1 Haunyuwwre
[OJITOCPOYHbIE pe3ynbTaThl AfA CYyCTaBOB

[aét npenmyLLecTBO n1Lam C OYeHb BbICOKOW
AKTUBHOCTbIO

CHwkaeT MKC npubnusutenbHo Ha 90%, fo <1 B
ron

MeHee gopora, Yem BbICOKOAO3Has NpodunakTuka
U, CriefloBaTeNbHO, AOCTYMHa B 60JbLIEM KOoNnye-
CTBe CTpaH

Ob6ecneymBaeT KauecTBO »KU3HU U YPOBEHb
yyacTus 1 aKTUBHOCTY, COMOCTaB/Mble C pe3ysibTa-
TaMV BbICOKOZ03HOW NPOdUNaKTUKN

Mo>eT cTaTb HauJTyULWM peLleHnem ans
NOAPOCTKOB U B3POCIIbIX

HaumeHee goporoii n3 GruKcMpoBaHHbIX PeXNMOB
1, CnefoBaTeNbHO, JOCTYMNeEH B 60sblieM Konnye-
CTBe CTpaH

CHWKaeT KoNnyecTBO KpoBoTeueHu Ha ~80

nnm 6onee % No CPaBHEHWIO C SMMN30ANYECKON
Tepanuven n MoXeT nomoub goctuub MNKC npnbnu-
3UTeNbHO <3 B rog 20

Disadvantages

Mo>keT Bbi3blBaTb NPo6IeMbl C cCObMoAeHNEM
peXurma nieyeHns 1 ctatb HeyaoOHbIM AnA nauu-
€HTOB 113-3a MOBbILIEHHOW KPAaTHOCTV BBeAEeHNA
nHY3ni

Camoe BbICOKOE NoTpebieHre dakTopa U,
CfleloBaTeNbHO, Camas BbICOKasi CTOUMOCTb
MpuBognT K YacToMy ncnonb3osanHuio YLB/
vmnn ABO

BO3MOXHO n3nuLIHee neyeHre HEKOTOPbIX KL,
c 6onee NErkum GeHOTUMOM, YTO MOXKET Hera-
TUBHO CKa3aTbCA HA MPUBEPXKEHHOCTU NNEYEHNI0
He npeanbHo Ans cTpaH c orpaHNYeHHbIMK
pecypcamu

HekoTopble naumeHTbl MOMlyYaloT HeAoCTa-
TOYHOE NleYeHne

Heckonbko yxygluaeT JOroCpoYHble pe3ysib-
Tatbl gns OJA

[lonrocpoyHbI pe3ynbTaTt OT BO3AENCTBUA Ha
OJlA Heun3BeCTeH, CKOpee BCEro, OH XyXe, Yem
TOT, YTO JOCTUraeTca Npu cpefHe- U BblCOKO-
[O3HOM peXxmmax

MpumeyaHue: HacToAWwan Tabnuua afanTMpoBaHa Nno matepuanam astopa Carcao (Kapkao) (2015 r.).22

A66peBuaTypbl: T'YKC - rogoBas YacToTa KpOBOM3NUAHKI B cycTaBbl; ABO - apTeprioBeHo3Has Gpuctyna; YLIBJ - ycTpoicTBO LieHTpanbHoro BeHo3Horo goctyna; FIX, daktop

1X; FVIII, pakTop VIII; O[JA - onopHo-fBuratenbHbln annapart; CMM, cTanfapTHbI Neproa NonyBbiBeAEHUA.

o ITPMUMEYAHIE: BOI, TeM He MeHee, OTMEYaeT, YTO MIMEETCA
O4YeHb MAJIO JAHHBIX O JOITOBPEMEHHBIX Pe3y/IbTaTaxX TedeHIs

1A MAMEHTOB ITPY TAKOM IMOAXO0/J€, I PEKOMEHAYET cobu-

¢ukcupoBaHHOI 103071 (“LIrabmoOHHbIE”), M HA MHAUBUIYAIU-
3MPOBAHHBIE PEXXMUMBI TPOPUIAKTUKIA.

PaTh 3TH JaHHbIe. %Y

o Cwm. Takxe: rmaBy 5 «[eMocTaTiueckme npenapaTsi» 1 I7aBy 8

«VHrnOuTOPBI K HPaKTOPYy CBEPTHIBAHIY.

6.6 | OuKcupoBaHHble/He

nHonBnayannsnpoBaHHbIE€ peXXNMbl

npo¢unnakTMkm pakTopom

o MHorne pe>xxumbl HpopuIakTiky GakTopoM paspabarpiBa-
JIUCD M IPOABUTA/INCH PA3IMYHBIMU IPynIamMu. B ieom atn
PEXMMbI MO>KHO Pa3fie/lNTh Ha HEMHAUBU/Ya/IU3MPOBaHHbIE/C

«LllabnoHHbie» pexxnmbl NpodrnakTukm Gpaktopom

ann

Bbicoko003Has u cpedHed03Haa NpopuIakmuKa

o Buicokodosnas npoduIakTiiKa 0ObIYHO TpebyeT IpUMeHeH s
103 B 25-40 ME/kr, BBOAMMBIX 4epe3 IeHb WK 3 pa3a B Hefle/io
(mms xonuentparos FVIII CIIII) unu gBa pasa B Hefenio (Jist
konueHtparos FIX CIIIT), uto6sl 06ecriednTs 3aIuTy OT
CIIOHTAHHBIX U IIPOPBIBHBIX KpoBOoTedeHn 1. CpefHeno3Has
IpoduMIaKTHKa OT/INYAETCS OT BHICOKOJ03HOI B OCHOBHOM TeM,
4TO MCIIO/MB3YIOTCs Goree Hu3Kue o3bI (15-25 ME/Kr), HO Kak
IIPaBUJIO C TOM >Ke WJIM TIOYTHM TO¥ >Ke€ KPaTHOCTbIO BBEIEHNA
nudysuit. (Cm. Tabmuuet 6-2 1 6-5.)



naga 6: MNpodunaktnka npm remodunun

o BbICOKOO3HBIE PeXXIMBI Y AeTeil Jallle TPeOYIT IIpUMeHeH s
YILIBI. YcTpoiicTBa JalOT pOAUTENAM BO3MOKHOCTD JIEYUTD

Hu3ko003Hasa npogunakmuka
» HwusxoposHas npoduaakTrka O3HaYaeT IpOBeIeHe 3aMe-

fieTeit ¢ reMOuIMelT Ha TOMY, CHUMasi HEOOXOAMMOCTb 4aCTO
e3auTh B 60mpHMILY. OHM TaKXKe CO3JAI0T MeHbIIle CTpecca MpH
JIe4eHV IOHBIX MAIVIEHTOB, IIOTEHIVIa/IbHO IIOBbILIAs IPUBEP-
KeHHOCTD Tepamyy. OFHAaKO yCTaHOBKa AOpOra U AUCKOM(pOPTHa,
U IPUCYTCTBYET 3aMeTHAA YaCTOTa OC/IOXKHEHMI (Hampumep,
nHpexuum, TpoM603 U MexaHIIeCKOe IIOBPEKIeHIEe YCTPOIi-
CTBa), KOTOPbIE YaCTO MPUBOJAT K TOCIIATAIN3ALVIN Y 3aMeHe
VIB[I.2842 CregoBarensHo, YLIB]I HeoOXonmMo paccMaTpuBaTh
KaK BPeMEHHOE€ MPUCIIOCOO/IEHEe I MCIIOIb30BATh B TEYEHIE
MMHJMaJIbHO BO3MOYKHOTO IIePIOJA Iepes; IIepexo/joM Ha
MCTIONIb30BaHNe TeprdepUitHbIX BEH.

Ocnoxuennsm, BoisbiBaeMbiM YIIBJI, ctanu yaensTs 6onbiie
BHIUMAaHMs, ¥ IO9TOMY CTa/IM pesKe Ha3HAYaTh HeMeJlTTIeHHYIO
BBICOKOJJO3HYI0 TPOPWIAKTUKY AETAM MIIAJIIETO BO3PACTa.
Bcé 6orbliie meTeit MTa/iIIero BO3pacTa ¢ TSOKENBIM HeHOTUIIOM
reMO(VINY CTa/M TTOTYYaTh MPOPUIAKTUKY C HApaCTAIOMINM
PEeXXMMOM, HAYMHAIOLIYIOCS C OIHOTO pa3a B HeJleslio, a 3aTeM
KpaTHOCTD BBefleHNA MHQY3UIT IOCTeIIeHHO HapacTaeT He3a-
BJCHMO OT peHOTHUIIa KPOBOTeUeHMI1.22

JI7151 maleHToB, epeXXMBIINX XKU3HEYTpOoXKalollee KpOBO-
TeueHne, npodunakrtudeckue fo3sl KOC mmm HeakTOpHBIX
[PeNaparoB JO/DKHBI OBITH JOCTATOMHBIMY 151 IIPELOTBPALEHNS]
IabHENIINX KPOBOTEYEHNII; OfHAKO ONTVIMAJIbHbIE JO3BI I/IA
TOCTIVYKEHNS 3TOTO Pe3y/bTaTa eIl IPefiCTOUT ONpeNeNnTh.

PekomeHpauuns 6.6.1:

o JIna manueHTOB CO CPeRHETHKEN0I/ TaKEN0I reModunneit

A wim B, 0co6eHHO 1A MCHBITABIINX JKU3HEYTPO)Kalolee
KpOBoOTe4eHue (HanmpumMep, BHyTpIYepenHoe KpOBOUS/IIHIE
[BUK]), BOT pekomenmyer mpodnIakTHKy KOHIIEHTPATaMiI
FVIII wan FIX, mn6o HedakTopHYyI0 Tepanuio (Hanpumep,
aMuIN3yMab mpu reModuanu A), 3To CHOCOOCTBYET Ipeny-
MPEeXXAEHNIO IIOBTOPEHILA KI3HEYTPOKAIOIIIX KPOBOTEYeHIIIt.
9T0 0c00eHHO Ba’KHO B TeUeHNIe IePBbIX 3-6 MecALeB NOCIe
BYK, Tak Kak B 3TOT nepuop, Hanbornee BbICOK PUCK PEIVIANBOB.
ITPYIMEYAHME: Tak Kak IosiBIeHye UHIMOMTOPOB acCoIy-
MpPYeTCsA C MHTEHCUBHBIM BBefIeHIIeM, KOTOPOe IIPIMEeHAeTCH
npu nedenun BUK, rakum nmamyenTaMm Tpefyerca BHUMA-
TeTbHOEe KIMHIYeCKoe HaOMIoeHIe 32 OTBETOM Ha JIeYeHIe
¥ YacToe 1abopaTopHOe TeCTUPOBaHNe Ha MHTMONTOPBI.

PekomeHpauuns 6.6.2:

o [Ins manueHTOB ¢ reMOIIINeli M 3aTPyJHEHHBIM BEHO-

3HBIM JOCTYIIOM, OCTTOKHAIOINM perynapHble MHPY3UM
KOHI[eHTpaTa paKkTopa cBEpThIBaHM KpoBH, BOT pexo-
MEHJYeT YCTAHOBKY YCTPOIICTBA IeHTPATbHOIO BEHO3HOTO
mocryna (YIIBII), 4T06bI yHpoCcTUTh NPOGUIaAKTIIeCKIe
uH}Y3MM KOHIeHTpaTa paKTopa CBEPThIBAHIA KPoBU. [Ipyroit
FOCTYIHBIN B HACTOAIIEe BpeM:A BAPMAHT — 3TO MICIIOTbH30-
BaHMe SMUIM3yMaba, B GyayineM MOTyT ObITh pa3paboTaHbI
M ApyTHe NOAKOKHbIe HeaKTOPHBIE IPenapaThl.

CTUTENbHOI Tepamuy GakTopoM mbo pexe (06BIYHO ITO
npoduIakTUKa OfMH pa3 WM [iBa pasa B HEJeNI0), 1o ¢
JCIONb30BaHMeM 6onee HU3KMX [03, MO0 3TO KOMOMHALA
000MX METOJIOB.

B xoporo o6ecredeHHbIX CTpaHaX HI3KOZO3HAs MIpoduIak-
THKa — 3TO 0OBIYHO MPOIIAKTIKA C 60JIee PEfKIM BBEfeHIEM
006BIYHBIX 103. MeToy| 4acTo MCIIOIb3YeTCsl IPY Havdasie Ipodu-
JTaKTUKM, 3aT€M KPATHOCTb BBeJICHWIT YBEINIMBACTCS /LA
HOBBILIEHNUS CTEIEHM 3aIIUTDI OT KPOBOTEUEHMIL.

B HEKOTOPBIX IIEHTPaX KPATHOCTb BBEIEHMS YBEINYNBAIOT
TOJIDKO JI/Is1 TeX TALIIeHTOB, Y KOTOPBIX Ha MeHee MHTEHCHBHOII
npoduIaKTUKe COXPAHAIOTCS IPOPBIBHBIE KPOBOTEYEHNS
(moxxop MHAMBULYaTbHOTO YCU/ICHSA TePAIIMI B COOTBETCTBUM
¢ GeHOTUIIOM KPOBOTEUEHNI); B IPYTHUX LIEHTPAX IPENIOUuN-
TAIOT OBICTPO YBEMYMBATD KPATHOCTD BBEICHMS BBEIEHIII
BCeM IIALMEeHTaM [ YCUIeHNUS TPOQUIAKTUKI BHE 3aBUCH-
MOCTH OT hpeHOTHIIa KPOBOTEYEHWI! (IIOMXOf] YCU/IeHVA Tepalnn
He3aBICHMO OT (peHOTHIIA KPOBOTEUEHMIT), YTOOBI 00eCIIednTh
JIY9IIYIO 3aIIUTY OT KDOBOTEUEHMIL.

B cTpaHax ¢ orpaHMYeHHBIMHU pecypcaMiu HU3KOfJ03Has Ipodu-
JNIAKTHKA OOBIYHO 3aK/II0YAETCS B UCIIONb30BAHMY HOTIee HUBKIUX
n103. Takum 06pa3oM HAlMEHTDI B 9TUX CTPAaHAX BCe-TaKM HA4N-
HAIOT [10/1y4aTh NPO(MIAKTUKY, HO C MEHBIIVMI 3aTPaTaMNL.
Yro6bl CHUBUTD PACXOADI, JO3BI CBOAAT K MMHUMYMY IIpU
COXpaHeHMN KPaTHOCTY BBefleHNs MHY31mit. 204346

970 103BOJIAAET 06ECIIeYNTh 3aMECTUTE/IbHYIO TEPAIINIO C
rOIOBBIM IOTpebIeHNeM, 6/I1M3KOM K OTPe6/IeHNIO IIpK
SMU30ITIECKOM JIeYEeHN I, HO IIPU 9TOM YPOBEHD CIIOHTAHHbIX
KPOBOTEYEHMII TOPasfo HIDKE.

ITpenmy1iecTBa 1 HEAOCTATKY (PYKCUPOBAHHBIX “IIAOTIOHHBIX
pexxnmoB npodunaktuku dpakropom CIIIT nmpepcrasieHs! B
Tabme 6-5.

6.7 | MHanBmnayannsnpoBaHHble peXnuMbl

npodunakTMkn paktopom

o VIHAMBUAYaIM3MPOBAHHBIE PEXIMbI IPOPUIAKTIKY ITOROUpa-

I0TCsI B COOTBETCTBUM C HY>K/IaMM OT/e/IbHBIX ITALMIeHTOB; 9TO
O3HAYaeT, YTO MALMEHTHI HOJYYA0T IPOPUIAKTUKY B PEKIME,
VHAVBUYaTUSVPOBAHHOM /I MX HY)K/J, @ He B CTAH/[APTHOM
IJI BCeX pexxuMe. B neanbHO CUTYaAIUu 9TO MIO3BOJISIET
MIPEeJOCTAB/IATD “IIPaBUIbHBIN 00BEM MPOPIUIAKTUKY [JIs
KOHKDETHOTO IalyeHTa.” 910 1aéT BO3MOXKHOCTD Oonee addex-
TuBHO pacmpegenars KOC, Takum o6pa3oM npemnaparsl He
6ynyT “3pst pacxogoBaThcs” Ha MAIMEHTOB, KOTOPBIM He Tpeby-
eTcsl TaK MHOTO, U B HUX He OyeT OTKa3aHO TeM MallMeHTaM,
KOTOpbIM TpebyeTcs 6ombie. (CM. 6.9 PUHAHCOBbIE ACIEKTDI
IpOGUIAKTUYECKOTO JIeIeHNs, HIDKE.)

ITpodumakTuKy MO>KHO HHANBUAYAIN3UPOBATD Pas/IMIHBIMU
croco6amy. DTo OTHOCUTCSA Kak K reModunn A, Tak 1 B (cm.
TabmuIbl 6-2 1 6-6).

B ocHOBe MpuHINITA MHAMBUYATU3ALUY TPOGUIAKTUKA IS
KOHKPETHBIX ITALIMEHTOB JIOKNUT YIET pasninunit peHoTuIa
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TABJIULIA 6 - 6 [Moabop nHAVBUAYaNbHOM NPOUNAKTUKIA NCXOAA U3 MOTPEOHOCTEN NauneHTa

Mopxopn K nHaMBMAYanusaunmn Mpenmywecrea Hepocratkn

(DapmaKOKUHeTUKa + YunTbIBaeT, UTO Y NaLNEHTOB C remo- «  OT nauneHTOB NOTpebyeTcsa NPONTH XOTs

+ TpebyeT xoTA 6bl MUHMaNbHOMN
oueHkn OK y naymeHToB, a
3aTeM KoppeKLun [03bl/4acToTbl
nHdy3nin pakTopa, UToObI BbIBECTM
KaXk[I0oro naumeHTa Ha 3apaHee
onpefeneHHblli ypoBeHb OCTa-
TOYHOW aKTUBHOCTY daKTopa.

- Bo3moxHa npeaBapuTenbHas
oueHka mogenunposaHnem OK
(Hanpumep, WAPPS-Hemo)2 ¢
nomoLLbio 6aliecoBCKOro aHanm3a

KnuHunueckne acnekrbi (peHoTun .

KpOBOTEeUeHMA N pacnopagok
$un3nyYecKoin aKTUBHOCTM)

« [MoTpebyeTca BbIOPaTb HaYaNbHbIN
peXunm — ¢ NtoboI YacToTon
BBEAEHWSA — B XO[le€ KOTOPOTO 3a
nayueHTaMu BHUMaTENbHO Habto-
[aloT Ha NPefMeT KPOBOTEYEHMWIA.
[lo3a 1 yacToTa KOppeKTMpy-
l0TCA (B CTOPOHY MOBbILIEHUA VAN
MOHVIXKEHNA) B LIENAX NOLABIEHMNA
YpPE3MEPHOrO KIIMHNYECKOTO
KPOBOTEYEHNA Ha MUHUMATbHO
WHTEHCVMBHOCTMW NPOBOAMMON
npodunakTnKm.

dunuei B 3aBrcumocty ot OK
no-pasHomMy pacxogyetcs dakTop;
3TO BNUSAET Ha NOTPebHOCTY B
npodunakTuke.

YBA3bIBAET KONIMYECTBO MOJTyYaeMbIX
naumeHTom KOC c ero OK notpebHo-
CTbt0; 3TO 06ecrneynBaeT nosyyeHvie
KaXKAblM NaLMEHTOM JOCTaTOYHOro
obbema npenaparta s BbIxofa Ha
CXOfHble YpoBHU pakTopa.

He BbIHYy>Kj@aeT NaLMeHTOB MCMbl-
TblBaTb KPOBOTEUEHME, YTOObI
0603HaUNTb CBOIO NOTPEOHOCTL B
npodunakTuke.

MoxeT 06epHyTbCA 3HaUMTENbHON
SKOHOMMeEN B NoTpebneHun paktopa,
MOCKOJbKY MaLUeHTbl CTaHyT
nosy4aTb HaMeuyeHHble 06beMmbl,
HeobXoauMble AN BbIxofa Ha ornpe-
[leneHHble YPOBHY OCTaTOYHOM
AKTMBHOCTY dpaKTopa.

MNo3BonsaeT MHAMBMAYaNM3aLuo
NpodUNaKTNKM No Mepe CTapeHus,
COrnacHo BO3PaCTHbIM M3MeHe-
Huam OK naymenTa. OueHkn OK ¢
BO3PACTOM HY»KHO MOBTOPATb 48

[Mpn3HaeT, 4To NaumeHTbI C
reMopunrein — pasHble He TONbKO
no OK npodunio pacxogoBaHms
daKTopa, HO 1 N0 MHOTUM APYrUM
acnektam (MOpoKn HEN3BECTHbIM),
KOTOpble BNIVAIOT Ha pe3ynbTaThl
KpOBOTEYEHU 1 Ha cocToAaHne OJA
(onopHo-ABMraTenbHOro annapara).
Jlyuwwe yBaA3biBaeT 06bem npodunak-
TUKM C MOTPEOHOCTAMM NaLmneHTa:
Ha ypOBHe MonynsALmMmn 3To NoTeH-
LManbHO SKOHOMUT onpefenieHHoe
konunyectso KOC.

MoaxoauT Ana nepexoaHbix nepu-
O[10B B >KW3HW, HanNpumep, npu
HapallyBaHUM NPodUNaKTUKA B
PaHHEM [ETCTBE WS CHUXKEHUN
NpPodUNaKTUKN BO B3POC/IOM
BO3pacTe.

Mo3BonsAeT npuyyaTtb AeTel C camoro
paHHero Bo3pacTa K B/B UHbY31AM
npu HapaLlBaHU NPodGUNAKTUKNA.
Bo3MO>KHO, 5TO MO3BONUT N36EXKaTb
yctaHoBKM YLIB.

6bl MUHMMasbHY1O oLeHKY OK.

Ona nHtepnpetaunn OK pesynbratos
Heobxoauma Keanudburkaumsa
CocpefioToUEHa NCKNIOYMTENIBHO Ha
OIHOM MapameTpe KpOBOTEUEHNs

(DK, obycnosnmBatoLlas pacxogo-

BaHMe daKTopa) 1 UrHopupyeT gpyrue
pasnuuus mexxay nauveHTamu, BKiodas
YpOBeHb GpU3NYECKOW aKTUBHOCTY.
YTt0o6bI NOAAepKaTb 3aHATUA CMIOPTOM,
nyylue o6paLlate BHUMaHME Ha YPOBEHb
baKTopa BO Bpems TPEHMPOBOK, a He
TOJIbKO Ha YPOBHY OCTaTOYHOW aKTVB-
HOCTK daKTopa.

Y KOro-To 13 naumeHToB 3TO MOXeT
NPUBECTU K N36bITOUHOMY PacXofo-
BaHWIO: OHM MO 6bl ce65 XOpOoLLO
YyBCTBOBaTb 1 C 6onee HU3KNMM OCTa-
TOYHBIMU YPOBHSAM aKTMBHOCTU GpaKTOPa;
a 'y Apyrux nauneHToB fleuyeHne MOXeT
0Ka3aTbCsA HEAOCTAaTOUYHBIM (Hanpumep, y
OYeHb NOABUXHbBIX MaLNEHTOB), KOTOPbIM,
BO3MOKHO, HY>XHbl 60/1ee BbICOKME OCTa-
TOUHbIe YPOBHM daKTopa.

BbIHY[aeT NauneHToB JOXNAATbCA
KpOBOTEeUEeHMs, YTOObl MPOAEMOHCTPU-
poBaTb CBOW GpEHOTUM KPOBOTEUEHWUI 1
NoTPEOHOCTY B NPOPUIAKTUKE.

CrnbHO 3aBUCUT OT KpUTEPUEB
KPOBOTEUYEHMS, MO KOTOPbIM
KOPPeKTMPYIOT nedeHre. M xota ogHu
nauveHTbl CMOCO6HbI MePeHOCUTb
KaKoe-TO KOIMYeCTBO KPOBOU3NNAHUN
6e3 noBpexaeHus CyCcTaBoOB B
oTAaneHHol NepcrnexkT1Be, To apyrue
(0cobeHHO ManeHbKMe AeTN) ropasgo
6onee yA3BMMbI; Y TaKNX MNaLNEHTOB
JaXke OAHO W/ Manoe Konn4ecTso
KPOBOU3MVAHMUI CNOCOBHbI CO BpeMeHeM
NPUBECTU K MOPaXKeHIo CyCTaBOB.
CTaB/T NALMEHTOB NOJ Yrpo3y cepbes-
HOro KpoBoTeueHuA (Hanpumep, BYK),
noKa ugeT HapaLivBaHMe NPOoPUNAKTUKA.

» TpebyeT NnocTosiHHOM aganTauuv npodu-

NAKTUKW B 3aBUCMOCTI OT peXknma
d13NYECKON aKTUBHOCTY; 3TO MOXKET
0Ka3aTbCs C/IOXKHbIM MPU YacTON CMeHe
PEXNMOB GUNYECKON aKTUBHOCTM.

MosAcHeHue: Tabnuua aganTMpoBaHa no matepuanam astopa Kapkao (Carcao) (2015).29

A66peBmnatypbl: KDC — koHueHTpaT pakTopa cBepTbiBaHWs; YLIB]] - yCTPONCTBO LieHTpanbHOro BEHO3HOTo A0ocTyna; BUK - BHyTpuuepenHoe KpoBomsnvsHue; B/B
- BHyTpuBeHHO; O[JA — onopHo-ABuraTenbHbi annapat; OK - papmakokmHeTriKa.

a[locTynHo Ha caiiTe: http://www.wapps-hemo.org. 4



naga 6: MNpodunaktnka npm remodunun

TABJINLA 6 -7 DakTopbl, BNvAloLWMe Ha GeHOTUM KPOBOTEUEHNI 1 Ha Pa3nnuna B GeHOTHNE MeXIy

nauneHTamu

FeHeTYecKue pasnnunsa HereHeTtnueckue pasnuuma

« Temodunuueckune BapraHTbl

« YPOBHU ApYrviX NPOKOAryAHTHbIX Y aHTUKOArY/IAHTHbIX
6enkos

« BocnanutenbHble peakynn, KOTopble MOTyT NOBMNATb Ha
YyBCTBUTENIbHOCTb OpraHM3mMa K nopakeHuto CyCTaBoOB M13-3a
KpoBOoTeYeHnA

3a00/IeBaHMs 1 PA3INYNil MHAVBUYa/IbHOI (apMaKOKIHe-
TVKY (paKTOpa B OpraHu3Me MallVieHTa.

o IlpenmyecTBa 1 HEFOCTATKY (PUKCHPOBAHHOTO U MHAMBIU-
IyalIn3MPOBAHHOTO PEXXIMOB IIPOMIIAKTUKI [IPEfCTABIEHbI
B Tabnuie 6-5 (peXXMMBbI ¢ PUKCUPOBAHHOI 03MPOBKOIL) 1
Tabmuite 6-6 (MHAMBYUAYaTN3MPOBaHHBIE peXXnMbI). [Toxxanyit,
HII Of{YIH 13 PEXVIMOB He SIB/ISIETCSI ONTYMA/IbHBIM [IST BCEX
IIALVIEHTOB ¥ BCEX HAIMOHAIBHBIX 9KOHOMIIK.

o OcHoBormoaraomuas Lefb 10601 TPOQUIAKTIYeCKOl TepaTmm
BCeTfa OffHa JI T XKe: He JOITYCKaTh CIIOHTAHHBIX KPOBOTEUEHIIL.

o Cwm. rmaBy 11: «OneHKa pesynbTaToB».

MNepemeHHble, BAusAoWmMe Ha GpeHOTUN

KpOBOTEeUYEeHUIN

Y manmeHToB ¢ reModumeit HabmoxaeTcst 60bIIOE PasHO-
o6pasne GpeHOTUIIOB KPOBOTEUEHMIT; ITH PASTIINUNS MEXIY
PasHBIMM TAL[VIeHTaMI BUHBI JIasKe V1 CPEiVi JINIT C TKENMOI reMo-
bunest u CpaBHUMBIMU MICXOFHBIMM YPOBHsAMM (hakTopa.617:30

o (DeHOTHIT KPOBOTEUEHMIT — 9TO PE3y/IbTaT COBMECTHOTO BIIVIAHMA
MHAVMBYIYAIBHOTO FEHOTUIINYIECKOTO POQIIA MaleHTa
(BK/II0Yast TEHOTHII FeMOGUINI, TeHeTudecKye Mpodun Bcex
OCTA/IBHBIX T€MOCTATIYeCKIX (PAaKTOPOB U APYIUe TeHeTUYeCK e
IIPU3HAKM), COCTOAHNUA CYCTaBOB Vi MOBEEeHYeCKIX XapaKTe-
puctuk. (Cum. Tabmmiy 6-7.)

 bBbu1o 3amedeno, uto nmuiam ¢ remModunest, CTpafaoINM
OT MOBTOPAIOINXCA KPOBOTEYEHNIT B MOIOJIOM BO3PacTe U
TIOTYIMBIINM IIOBPEX/IEHNA CYCTaBOB (CYCTaBbI-MUIIEHN), B
Oyny1eM o0bI9HO TpebyeTcs ropaszno 6oblue dakTopa s
IIpefloTBpalleHNA KPOBOTEIEHNIL.

o Pasmruma Mexy marnyeHTaMu B paBHOBECHM MEKTY TO3UTYB-
HBIMM V1 HeTaTVBHBIMM PEryIATOPaMY KOATY/ ALY IPUBOJAT
K pasHulle B pUCKe KPOBOTEYEHMIL.*

« IloMmMoO 3TOTO, B TeUeHMe )KM3HU TTallleHTa MOXeT CyIIle-
CTBEHHO MEHATHCA YPOBEHDb aKTUBHOCTH. JleTu Myasiero
BO3pacTa aKTUBHBI TOCTOAHHO I HEeIIPeICKa3yeMo, a JeTH
CTapllero Bo3pacra U B3pOC/ible MOTYT ObITh FOpasfio MeHee

YpoBeHb ¢pr3MUECKON akTUBHOCTU U ee pacnopsaioK

OyHKUMOHasIbHble BO3MOXHOCTU U KOOPAUHALMSA
IBVIXXEHWN (T.e. cuna, rmbKoCTb, paBHOBECUE, YCTONYNBOCTD,
NOABUXHOCTb)

PuckoBaHHbI cTUNb NOBeAeHMA

TenocnoxeHue (1.e. COCTOAHME MyCKynaTypbl)

Hanunume/otcyTcTBre cHOPMUPOBABLLNXCA CYCTaBOB-MU-
LUEHEN UMW BblpPa)keHHOW remodunnyeckon aptTponaTum

YacTtoTa BO3HMKHOBEHUA TpaBM

AKTUBHBI, I IX aKTUBHOCTD MOJKET PETY/INPOBATbCA 3alljla-
HMPOBAHHBIMUI (1)]/[31/I‘IeCKI/IMI/I YHOPpAKHEHNAMU, KOTOPbIE PEXE
IIPUBOJAT K KPOBOTE€IEHNAM.

CrrenoBaTe/bHO, PeXXIM HPODIIAKTVKY NALIMEHTOB CO BpeMEHEeM
MOXXET HY)X/JaThCsl B MOAMUKALNY, 0COOEHHO Py M3MeHe-
HMAX YPOBHA aKTUBHOCTIL. 110 9TOI puinHe NpoduIakTUKy
MOXXHO VIHAVBUYaNN3NPOBATh B TEYEHVIE J)KM3HN ITALIVIEHTA.
MHJII/IBI/IHY&HI/IS&HI/IH MOXXET yINThIBATD 06pa3 JKMU3HU IIanu-
€HTOB; JIIOIM CUASAYero 06pasa )KM3HM MOTYT BbIOPATh /IS
ce0s1 BAPMAHT C MEHBIINM KOITNYECTBOM MHQY3MIL U, COOTBET-
CTBE€HHO, CHIDKEHHOM CTeTeHbI0 3alUTHhI, a 607166 AKTUBHBIM
MIofAM TpebyloTcs 6omee yacTble MHPY3UM 1 60jIee BHICOKMIT
YPOBEHbD 3aNThL. Bc€ 3TO BeET K yCUIeHNIO MHANBU/LYaTIN-
3annn HpO(bI/UIaKTI/IKI/I KakK /I pa3HbIX NALIVIEHTOB, TaK U /I
OJIHOTO MALVIeHTA 110 Mepe ero BO3PACTHDIX M3MEHEHMIL.

Bce BpinIeyKkazanHuble pakTOpbI CIOCOOCTBYIOT OOIBLION
BapMaTUBHOCTU KIMHNYECKUX q)eHOTI/IHOB cpenu nun, ¢
remoduineii. Ita BapMaTUBHOCTb COOCTBEHHOrO (peHOTUIIA
KPOBOTEYEHNIT MPOABIAETCA B LINPOKOM pasbpoce
BO3pacTa HACTYIUICHNs Y IeTell IIepBOro BHYTPUCYCTABHOTO
KPOBOTEYEHN, KOTOPBIV MOXKET OTIMYAThCA OT <1 roja o
OKOJIO 6 JIeT, Me[IMaHHBII BO3PACT COCTAB/IAET OKO/O 2 1eT.>”
CoracHO HeCKOJIbKMM MCCIeJOBAHISM, BO3PACT IIPY IIEPBOM
BHYTPMCYCTaBHOM KPOBOTEYEHNN IIPOTHO3MPYeT peHOoTHI
KPOBOTEYEHMIT [TAllMeHTa B IIOC/IEAYIOLIie TOIBL, 9TO OTPAXKAETCs
B 00'béMe exerofHoro norpedneHns GpakTopa CBEPTHIBAHNI 1
ypOBHe pa3BuUTHUA apTponaTyin. [TanyeHTsl, y KOTOPBIX IIepBoe
BHYTPUCYCTaBHOE KPOBOTEUEHME HACTYIINIO B G0jIee cTaplieM
BO3pacCTe, HYXXAAITCA B MEHBIIIEM KOIMNIECTBE IIPENIAPATOB 1
MeHbIlle CTPAJAIT OT apTponarum.>0->3
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

TABJIMLIA 6 - 8 bazoBble TpeboBaHUs AA
3¢ PeKTBHOM NPOGUNAKTUKN

+ HapexHble n 6ecnepeboiiHble NOCTaBKU CPeACTB NPodu-
NaKTUKM (KOHLEHTPaToB daKTopa CBEPTbIBAHWA U/Unv
HedaKTOPHbIX JIEKAPCTBEHHDBIX NMPenapaToB)

« [ocCTOsIHHbBIN NpodeCcCUOHaNbHBIM KOHTPOb (KNNHMYe-
CKUIA NN NabopaTopHbIin) NPOBOANMON MPOGUNAKTIKA 1
ee 30 deKTMBHOCTU

+ JleyeHne Ha Jomy, XenaTenbHO NPOBOAVMOE CaMUM NaLu-
€HTOM WJIN YXaXKMBAIOLLMM 33 HVM JILOM

+ [paBunbHOE NOHMMaHWE NALNEHTOM MOCOB
NpodUNaKkTUKN

- Hapnexaulee cobnofieHne NaLneHToOM pexmma
npodUNaKkTUKN

6.8 | CobniogeHune pexnma neyeHna n
06yueHMne nauneHTa/yxaknBawLero
nmua

o Hecmorps Ha Bce penmyiecTBa MpoQUIAKTIYeCKOr0 JIeYeHN,
CTIefloBaHNe TAKOMY TePAIEBTIIECKOMY PEXIMY TPAJULIIOHHO
BBbI3bIBAET 3HAYNUTE/IbHBIE CTIOKHOCTI. CHIDKEHHYIO IIpUBep-
JKEHHOCTb K TIPOPUIAKTIKE OOBACHAIOT MHOTUMIU IPUYNHAMI,
OCHOBHOI1 113 KOTOPBIX, CKOpee BCETO, SIB/IACTCA OpeMs 4acToro
BHyTpuBeHHOro BBefileHn:sA KOC. Takoil pe>xuM IpUBOINT K
3aTPYAHEHHOMY BEHOSHOMY IOCTYITy (0COO@HHO y MaIeHbKIX
TeTelt, HO elle I Y TIOXKMUJIBIX JIIOfIell CO 3HAaYUTENbHOI apTpoO-
marue 1, BO3MOXKHO, IPOIAAIOII MM BeHaMI) U BbI3bIBAET
COIIPOTHUBJIEHNE CO CTOPOHBI pebeHKa/CeMblt TPaJULIVIOHHOI
IpoduIaKTIKe, 3aHUMAIOLIEl MHOTO BPEeMEeHN.

E1je offHa IpMYMHA HETIOJTHOTO C/ISIOBAHIS PEXXUMY JTeUeHIs
3aKJ/IF0YAETCS B CaMOil IPUPOfie MPO(UIAKTUKA: OHA TPU3BaHA
IIpeOTBpAIIaTh FeMOpUINYeCKIe OCTTOKHEHS, OTCPOYEHHbIE
110 BpeMeHI. BO3MOXHO, YTO ManueHT/yXaKuBaolye I1La He
OCO3HAIOT OTJA/IEHHBIX TOC/IEACTBUI FeMO(UINY TIPY OTCYT-
CTBUM HPOPIIAKTUYECKOTO JIEYeHVS B ICTCTBE U He TIOHMMAIOT
rmocos npodunaktyky.> (Cu. raBy 2 «KoMIiekcHoe nedeHne
remodunn» — «Ilepexop U3 megMaTPUIECKON MEAUIITHCKOI
CHUCTEMBI BO B3POCIYIO».)

OcrabneHne MpUBEPKEHHOCTY POPUIAKTIYECKOMY JIeUeHIIO
MPUBOAUT K CHIDKEHUIO ero 3¢ PpeKTUBHOCTI. B KpaitHux
CIy4asix 3TO 3aKaHYMBAETCA IpeKpalljeHueM IpopUIaKTUKI
U CTaBUT TALJEHTA [I0f] 3HAYUTENIbHYIO YTPO3y KPOBOTEUEHIA.
IIpobreMa CHIKEHNS TIPUBEPXKEHHOCTM HAOTIOAeTCsl KaK B
obecIieyeHHBIX CTPaHAX, TAK U B CTPaHax ¢ 60ee OrpaHnYeH-
HBIMI PeCypcaMu.

IIpu ncnonpszosanuu KOC co craHfapTHBIM IEpUOIOM IIOTY-
BoiBegeHys (CIIIT) mpomyck wn 3amosanoe BBefeHe JO3bI
Ipemapara cpasy >ke MOBBIIIAeT PUCK KPOBOTEUEHNT; TAKUM
06pasoM IpOIYCK/3a103anoe BBe[ieHNe T03bl CTAHOBSTCSA
MIPUYMHOI 3HAYUTEIBHOTO KONMNYeCTBA IPOPBIBHBIX KPOBO-
tedennit.® [Ipu ncnonvzosannu KOC ¢ YIIII nocnencrus
IIPOITYIIEHHO 03Bl MOT'YT OBITDH JjaXKe Xy»Ke; OfHAKO Y TAKUX

IIpenapaToB ropasfo JUIMHHee [1epUoj, B TedeH1e KOTOPOTo
03a BCe-TaKy OyfieT 3a103/aIoii, a He POITyLIeHHOIL.

KO®C ¢ YIIII MOTyT ycunmBaTh IPUBEP>KEHHOCTD JI€4E€HMIO,
IIOCKO/IBKY BBOAATCS peske 1 B Gotee yro6HOe BpeMsi (BedepoM,
a He II0 YTpaM; B BBIXOZIHbIE, @ He B Oy/IHM). ITO 0COOEHHO OTHO-
CUTCA K HEKOTOPBIM KOHLleHTpaTaM cBepThiBanuA FIX ¢ YIIIL
OMunm3ymMab, KOTOPbIt MOXXHO BBOAUTD 1 pas B OfHY, iBe MIU
4 Heyenu, JOJDKEH ellle aKTUBHee CIOCOOCTBOBATD YTyYIIEHIIO
IPUBEPKEHHOCT K JIEYEHNIO (3TOT aCHEKT CIefyeT U3y UNTh).
BospelicTBMe [pYIMX NMpenapaToB HeaKTOPHOI Tepannun
Ha coO/TIofieHIIe peXXMMa JIeYeHNs — eC/I MIOCTIe JOKa3aHHO
s dekTuBHOCTY U 6€30IIACHOCTY OHY OYAYT HOCTYIIHBI [Is
MAIMeHTOB — TaK)Ke HYXK/IAeTCS B U3YYEHUIL.
ITpodunakTudeckas Tepanus TpedyeT yCUIit OT BCeX y4acT-
HIKOB IIpoIiecca. B ee ocHOBe /IeXXUT HellpepbIBHOE 00yUeHNue
1 KOHCY/IbTMPOBaHMe TallieHTa/ 1A, OCYIeCTBAIIIEr0
yxoz. KoMaHzia MefIVIKOB B IjeHTpe JIedeHNs TeMO(IINI UrpaeT
K/II04€BYIO pO/b, HACTABJIAA MAllME€HTa/er0 CeMbIO B BOIIPOCax
IpOGUIAKTIKY, MHQOPMUPYH O BXKHOCTH 3aTIOTTHEHUA OyMasK-
HOTO MJIY 971eKTPOHHOTO IHEBHMKA KPOBOTEUEHUI! C YKa3aHMeM
BBEJIEHHOTO (haKTOpa MM IPYTHX IIPEIapaToB, a TAKKe 00bACHAL
HeoOXOVIMOCTD CIefloBaTh I/IAHY JTeUeHN .

OCHOBHBIM 37IeMEHTOM TIPOGUIAKTUKY BCeT/ia ObIIo 0OyUYeHe
IaIYIeHTOB/CeMbl)t BHYTPMBEHHOMY BBEJJEHIIO IIPENapaToB y
cebs oMa; 9TO Ha3bIBaeTCA «IedeHNeM Ha loMy». (CM. IaBy
2 «KommnekcHoe nedeHne reModumn» — «JIedeHne Ha JOMy».)
PerynspHble 0CMOTpBI B IIeHTPe e4eHA TeMOpIINI Ha TIPOTH-
JKEHUU BCell >KM3HM BasKHBI J/I1 COBMECTHOTO aHa/I/3a IIaHa
IpoUIaKTIIeCKOTO IeYeHN A, B TOM YMCIe Vi TUIIA ITpelapara,
€T0 JI03bl, YaCTOTHI C COOTBETCTBYIONIEI KOPPEKIMelt 110 Becy
HalMeHTa, XapaKTepy KPOBOTEUEeHNIT M IPO4MX (PaKTOpOB.
BslnreniepeuncieHHbIe TPeOOBAHIIS AB/SIIOTCS 00513aTe/IbHBIMM
st abdexrnHOI npodumaktuku. [Ipoune TpeboBanms adpdek-
TUBHOI MPOGUIAKTUKY IPUBOJATCA B Tabmuie 6-8.

PekomeHpauuns 6.8.1:
o Ilpu tspKenom denorumne remobummu A win B y nanyenros,

HaXOIALIMXCS Ha mpodumakTiudeckoM nedennn, BOT peko-
MeHfiyeT 00y4aTh MaleHTOB/yXa)X MBAIOIIVX 38 HYMU JINI]
BOBpEM: U1 TOYHO PETUCTPUPOBATD SMM30/Ibl KPOBOTE€UEHN A
U [IpOBefieHHOe edeHe. Takye manyueHTsl O/DKHbI HaO/I0-
[aThCsl B LIEHTPAx jIedeH st reMo(pInm.

6.9 ®urHaHCcoBble acNeKTbl

Npo¢$unNakTUYeCcKoro nevyeHus

o Ilpenaparst KDC, kak mpaBusio, ObUIN 1 SABISAIOTCS JOCTA-

TOYHO JJOPOTMMI, ¥ OOBIYHO MIMEHHO Ha HUX IPUXOAUIOCH U
npuxoputcs 6oee 90% pacxonos B medeHun remodunu. Ha
OIIpefieIEHHOM MCTOPUYECKOM 3TaIle 3TO BBIPA3U/IOCh B TOM,
4TO B KPaTKOCPOYHOI! IIePCIIeKTVBe IPOGUIAKTIKA 00XOAUTCA
TOpasfio JOPOXKE SMU30AMIECKON 3aMECTUTEIHHON Tepannn
¢akTopom.

Ha croumMocTb IpoduIaKTHIecKOro JIeYeHs O4eHb BIIMAET CTOU-
MocTb KOC 11 MUHTEHCUBHOCTD (4acTOTA + [03a) €ro BBEIEHM.



B monrocpoyHoIll epcrnekTuBe YacTh PacXoj0B Ha PaHO
HaYaTyIo PeryIApPHYI0 MPOPUIAKTUKY MOXXHO KOMIIEHCUPO-
BaTh COKpallleHMeM MeIMLIMHCKIX PACXO/I0B Ha B3POC/IOTO
HaryeHTa 61arofapsi n1ydiieil COXpaHHOCTH CYCTaBOB, KOTOpast
CHIDKAeT TeMapTpO3bI U IpyTie reMo(IINYecKue KpOBOTCUEHIIA.
CriefoBaTeIbHO, € Te4eHMeM JIeT Oy/ieT MeHbIIle TTOCeleHNit
60/IbHUIIBI ¥ TOCIMTaMM3anuiL. IIoMrMo 3TOTO, CHIDKaeTCA
VLY CHUMAeTCs1 HeOOXOAMMOCTD TOPOTOCTOAIMX OPTOIEN-
YeCKVX OIlepalyil B OyyIiem.

V1, Ha060pOT, MpsAMBIe PaCXObI HA SIMM30MIECKYI0 TEPATINIO C
TeueHueM BpeMeH) BO3PACTaloT, T.K. MHOTOUNC/IeHHbIE CyCTaBHbIE
KPOBOU3/IUAHMA PaspyIIAIOT CYCTaBbl M yBEMYMBAIOT IOABEP-
YKEHHOCTb KPOBOTEUEHMAM. ITO 3a49aCTyI0 IPUBOAUT K OOMbIIIElT
noTpebHOCTH B rm3oandeckux nHdysnsax KOC u B oprorme-
IMYECKUX ONlepalyAX B IOCIEeNYIOIe TOMIbL.

OrcyTcTBUE TPO(PUIAKTIYECKOTO JIeYEeHNU Y MAIMeHTOB C TeMO-
umelt IpUBOAUT K JOMTOCPOYHBIM HEIIPAMBIM ITOTEPAM LA
caMoro yenoBeka 1 Ay o6mmectsa. Ciofla OTHOCATCA MPOITYCKU
B y4yebe 1 Ha paboTe, a TaK>Ke OrpaHIYeHHbIE BO3MOXXHOCTH
TPYAOYCTPOIICTBA B3POC/IBIX € TeMO(IIINYECKOI apTPOTIaTHelL.
Pa3paboTKa HOBBIX CPeACTB JIeYeHNsI Py reMoIIni, Bepo-
ATHee BCero, OyeT MMeTb 3HaYNTe/TbHble 9KOHOMUYeCKIe
HOCTIeCTBYA. VIcTopus NOKa3bIBaeT, YTO MOAB/IAIONIMEC HOBbIE
CpeficTBa OOBIYHO BHAYasIe CTOAT OPOKe, YeM YoKe CYILeCTBY-
IOLIJe «IIPEeIIeCTBYIONIIE TperapaThl».

OpHaKo IIpy 3TOM OHM YacTO BbI3bIBAIOT TaJieHMe LIeH Ha «IIpef-
IIeCTBYIOIYE TIperapaThl». ITO MOXKET IPUBECTHU K HOTbIIeMY
pacIpocTpaHeHNIo TpOMUIAKTUKY (1, BOSMOXKHO, BBICOKO-
TO3HON MpoPUIaKTUKM) «IpenuecTByomumm» KOC, roe
CHIDKEHHasI IjeHa COCOOHA CIe/IaTh TPaAULMOHHYIO Ipodu-
JTAaKTUKY 3HAUUTENBbHO 60JIee IpueMIeMOli 0 CTOMMOCT U
ropasgo ofiupHee.

Bornee Toro, Bo MHOIMX CTpaHaXx BBIIJIM HA CyLIeCTBEHHOE
cHkenue 1ieH Ha KOC 6/1aroapsi IpoBefieHNIo HallMOHATbHBIX
U PETMOHAIbHBIX TEHEPOB.>>

6.10 | MpodunnakTuka HU3KUMKN fO3aMK Y
NaLueHTOB C OrpaHNYEHHbIM
poctynom K KOC

« Bor yxe aBa fecATIIETIIA NPOPUIAKTUKA ABIACTCA CTAHAAPTOM
NedeHNst B Hanboree obecredeHHbIX pecypcamiyl CTpaHax, HO
PenKo POBOAUTCA B CTPAHAX C OTPAHMYEHHBIMI PecypcaMi,
TaK KaK IpeBblIIaeT GprHAHCOBbIE BOSMOXXHOCTH CTPAHBI IIPK
TPaJULIMIOHHO MCIIO/Ib3yeMbIX [03aX.>¢ PaJ mpoBeleHHbIX
B Havasie 2000-bIX TOHOB HAGIIOMATE/IbHbBIX MCC/IEOBAHNIT
NpOJIeMOHCTPUPOBAJ NMpeuMylllecCTBa HU3KOJO3HOI
mpoPMIaKTHUKIA (T.e. CHIDKEHME KPOBOTEUEHNIT U OOTIBIIYIO
COXPaHHOCTb CYCTaBOB 3JOPOBBIMU) IO CPABHEHUIO C
9MM30MYECKOIl 3aMeCTUTENbHOI Tepanueit GaKTopoM; Ipu
9TOM 6e3 paAMKaIbHOrO yBeIMdeHns cTouMocTi.2057 Kak
CrIefCcTBIE, OBUIO IPU3HAHO, YTO HUKOJO3HAS IPOGUIAKTIKA
TO>KE JIOJDKHA CTaThb MPEJIIOYTUTE/IbHBIM METOIOM JIeYeHN A
HAIMeHTOB JlJaJKe B CTPAaHaX C OTPaHMYEHHBIMY PecypcaMy Ha
3[IpaBOOXpaHEHNeE.

naga 6: MNpodunaktnka npm remodunun

o JleMOHCTpanusA IPENMYILeCTB PeKIMOB HUSKOO3HOI IIPOdM-

NAKTUKM HaJl STIM30NYEeCKIM JIeUeHIeM MOXET CTaTh BaYKHBIM
IIaroM B yOeXX/ieH! ! BOB/IEIeHHbBIX CTOPOH B CTPaHax € Orpa-
HUYEHHBIMY pecypcaMi B HeOOXOAMMOCTY ITOCTEIIEeHHOTO
THepeBojia MaLIeHTOB ¢ TeMOMIIIMEN C SIM30AMYeCKON Tepannu
Ha IPOUIAKTUKY. 20:43-46,58,59

KacarenbHO CTpaH ¢ OrpaHIYEHNAMN B CHCTeMe 3IpaBoOXpa-
HeHsI, KOTOpbIe, BO3MOYXHO, OYyT BBOFUTD MPOPUIAKTUKY
nocrerneHHo, BOT mpupepxuBaeTcs Mo3uLuy, 4tTo Hanbomee
Ba)KHO HAaUMHATh IPOMIIAKTHKY Y fleTell MIa/IIero Bo3pacTa.
[IpenoTBpaTB 0OpazoBaHye CYyCTaBOB-MUIIEHEN, MOXXHO
HOJTYYNUTD CYIIeCTBEHHBIE TONTOCPOYHBIE IUTIOCHI OT 30POBBIX
CYCTaBOB.

PekomeHpauums 6.10.1:
o JIyisl MALIVEHTOB C TsDKeNbIM peHoTuoM reModumu A nwim B B

CTpaHaX C OTPaHMYEHMAMHI B CUCTeMe 3fipaBooxpaHeHnsa BOT
BCe-TaKVl HACTOSTENIbHO PEKOMEHyeT IIpOBefieH e MpoduIaK-
TUYECKOTO JIedeHNA (fjaXKe eC/M efMHCTBEHHBIM BapMaHTOM
SIBJISIETCSI MICIIONIb30BaHMeE HU3KNUX 403 (pakTopa) mo cpas-
HEHUIO C MIM30ANYeCKUM TedeHneM GakTopoM. DTO ITO3BOIUT
YMEHBLINTD KOTNYECTBO TFEMAPTPO30B 1 TPOYMX CIIOHTAHHBIX 1
IPOPBIBHBIX KPOBOTEUEHMIt 1 6yfieT ClocOOCTBOBATD /Iy UILEMY
COXpaHeHNIO PYHKINYU CYCTaBOB.

6.11 | HoBble onpeaeneHnsa npodunakTukn

C mosiBeHyeM SMULM3yMaba 1, HOTEHLMATIBHO, APYINX Hedak-
TOPHBIX /IEKaPCTBEHHBIX NIPEIapaToB B OyAyIeM — BKIIOYast
KOC ¢ YIIIT (ocobenno ¢ YIIIT y FIX), Heo6X0aMbI HOBbIE
onpenenennst npodunakrukyu. CoBpeMeHHbIe ONpele/eH st
NpOGIIAKTUKY TO/DKHBI OXBATHIBATD IIMPOKUIT {UATIA30H T€MO-
CTATUYECKUX [IPENAPATOB C Pa3HBIMI MEXAHU3MAMU JIE/ICTBUSL
U CIIOCOOaMI BBEEHM.

BOT npepiaraer jatb HOBO€E onpefeneHne npoduIaKTuK,
VICXOJis1 M3 pe3y/IbTarTa, a He Ha OCHOBAHMI [J03 TepalleBTIde-
CKIIX CPEJICTB WIN BPEMEH Ha4ajia cxeMbl iedenst. Harpumep,
CTIeiyIolIiee: pery/spHOe IPYMEHEeH e TeMOCTATIIeCKOTO(-1X)
npernapara(-0B) C IIe/IbI0 IPeJOTBPAIleH s KPOBOTEUEHNIT Y
1L ¢ reMoIIIelt, TO3BOJISIIOIEee VM BECTH AKTUBHYIO XXV3Hb
U [OCTUTATh Ka4eCcTBa >KU3HU, COMIOCTABMMOTO C JIIOAbMU 6e3
reMobuInm.

6.12 | Bonpocbl AnA ganbHenwero Hay4yHoro

N3yuyeHuns

« B 6Y,E[yIH€M HpO(bI/I}IaKTI/IKa IIOCTaBUT HOBbI€ HEIIPOCTbIE

BOIIPOCHI, KOTOpBIe OTPeGYIOT HAYIHOTO M3YUEHVIs, B TOM UICTIE:

- Kak olleHnTh apmMakopmHammdeckuit addexT u papma-
KOKVHETVKY HOBBIX IIPEIIapaToB, YINUTHIBAS, YTO Y HUX
MOHUTOPMHT C/IO>KHEe, 4eM IIPOCTOe U3MepeHIe YPOBHel
FVIII nmn FIX;

- KK OLIeHUTb MHTEHCUBHOCTb IIPOQIIAKTIKI IMULIN-
3yMaboM 1, IOTEHIMATIbHO, [PYIMMY IIpeIapaTaMiu
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

IIYHTUPYIOIIETO JIeMICTBIUA, 0COOCHHO YYUTBIBAsA CYIIe-
CTBYIOLIVE CTIOKHOCTY C MOHUTOPMHIOM ITOZOOHBIX
IIperapaToB;

— KaK JIEeYUTb IIpOPbIBHbIE KPOBOTEUEHNA U IIPOBOAVITD

XNPpYyprudecKye BMENaTe/1bCTBa y IIallliI€HTOB, I10/Ty4a-
J10211070.€ HpO(i)I/IHaKTI/I‘{CCKOC JIe4YeHue 3MI/IHI/I3yMa6OM u,
BO3MOXXHO, IpyIrMN He(i)aKTOprIMM IIpenapaTaMu;

— KaK ay4diie OTC/IEXNBAaTb KpaTKOCPOYHbIE 1 [JOITO-

CpOYHbI€ KIMHNYECKNE PE3Y/IbTAThl I HE)KETaTE/IbHbIE
ABJIEHNA TaKMX HOBBIX IIPETIApaTOB, CBA3aHHbIE C HE
BO3HMKaBIIVIMI paHee pe3yabTaTaMI NI HEXelaTellb-
HbIMU ABJICHUAMU;

- KaK IIOAXOOUTD K ITOABJICHUIO I/IHFI/I6I/ITOPOB (Tpa,umum—

OHHO caMoI¥i 6OJIBIION yTpo3e P JIeYeHNU TeMO(IINI)
U K VX 97IMMVHALUN [TPY Ha/TMYUM OMULM3yMaba 1,
HOTEHIVIA/IbHO, IPYTHUX IIYHTUPYIOILUX IPEapaTos;

- KakK H0ﬂ06paTb HaI/I)'IY‘-IH.II/Iﬁ reMOCTaTUYeCKUii IIpemnapar

MM coYeTaHle IIpeNapaToB MHANBUTYA/IbHO A1
KayKaoro rnmaygmueHTa
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10 Kadepnpa rematonoruu, XpucTmaHcKnin MeANLUHCKI Konnegpx, Bennypy, hansa

DakynbTeT MoNeKyNAPHOI MeAULMHBI 1 remaTonoriy, ButsatepcpaHacknii yHusepcnTeT, HauroHanbHas MeauumMHckan nabopatopHas cny»6a, MoxanHec6bypr,

IOAP

BonbHuubl fas n Ceatoro ®ombl [loseputenbHoro ¢oHAa HaumoHanbHo cy6bl 3apaBooxpaHeHus, JIOHAoH, Benukobputanus
MakynbTeT cneymnanv3avipoBaHHON JETCKON 1 B3pocsion ctomatonoruu, LLkona ctomatonorum, AyonuHcknin Tounutu-Konnemx, lybnuHckas yHuBepcuteTckas

CcTOMaTonormnyeckan KnnHunKa, ,ﬂy6n|/|H, MpﬂaHﬂl/lﬂ

OTtgeneHve TpaBmatonorum n oproneguu, Koponesckas obLefocTynHan KnMHuyeckas 6onbHuua «Royal Freex, JlongoH, BenukobpurtaHus

Mexwuko, MeKkcnka

Kadepnpa rematonornmn/oHKonorum, MeanUNHCKIR Gakynstet, MeanumMHCKIN LueHTp MuTTcbyprckoro yHuBepcuteta, Muttcbypr, wrat MeHcunbBaHus, CLUA

KerntayH, lOAP

OTaeneHve reMocTaTMYeCKIX HapyLLeHni 1 Tepaniu, JlabopaTopus remocTasa n MeTabonmyecKknx HapyLweHui, VIHCTUTYT remaTonorim n TpaHcysuonoruu,

Bapuwaga, MNonbua
BcemuipHan depepauusa remodunun, MoHpeans, Ksebek, KaHaga

Bce YTBEPKACHNA, ABNAOINECA PEKOMEHIANNAMMI, NIPUHATDI

Ha OCHOBE KOHCEHCYCa U moMedenbl ab6peBuarypoii (84 -

«KOHCEHCYCHbI€ PEKOMEHJALININ»

7.1 | BBepeHue

e OCHOBHBIMU KIVMHIYECKUMMI IIpr3HaKaMm I‘eMO(bI/I)'II/II/I ABJIA-

I0TCSA J/TUTe/IbHbIe CIOHTAHHBIE U/MIV BBI3BaHHBIE TPAaBMOII
reMopparuu (KpoBoTe4eHA/KpoBousMuAHNA). Yare Bcero
KPOBOUB/IVSIHYS IIPOVCXOAST B PAa3/IM4HbIe OT/e/IbI OTIOP-
HO-JIBUTaTe/IbHOTO ammapara. [IpenMyIecTBeHHO - B KpyIHBbIe
CUHOBMAJIbHBIE COELMHEHN (T.€. B TO/IEHOCTOIHBIIL, KOTEHHBIIT,
JIOKTEBOJI CYCTaBbI), I YaCTO — B IJIEYEBOIT, 3aISICTHBII ¥ Ta30-
OeppeHHbI cycTaBbl. Takoke pacpocTpaHeHbl reMOGuInIecKye
KPOBOMB/IMSHNS B MATKIE MBILIEYHbIE U CIM3UCTbIE TKAHM, 1
MeHee paclpoCTpaHeHbl KPOBOUS/IUSHNUS B IPYTHe MATKIe
TKaHMU, B MO3T ¥ BO BHYTpeHHIe OpraHbl. be3 Hazyrexxaliero
JledeHNs TaKye BHYTPEHHME KPOBOTEUEHNS MOTYT BbI3BaTh
cepbe3Hble OCTIO>KHEHIS MIN JaXKe CTaTh )KU3HEYTPOXKAIOIVIMIL.
CYMIITOMBI KPOBOTEYEHNMs VI CKIOHHOCTD K HUM 3aBUCAT
OT CTeINeHM TsDKECTV TeMO(UINYU 1 OT YPOBHS aKTUBHOCTH
(axTopa CBepTHIBAHS Y TALIMEHTA.

JInia c nerkoit popmoit reModpuy He 00513aTeIBHO UCIIBITHI-
BAIOT AaHOMaJIbHbIE /MO0 IINTeIbHbIe KPOBOTEYEHNsI, KOTOPbIe
Tpe6yIOT 3aMeCTUTENbHOI Tepanuy (aKTOpaMit CBEPTHIBAHNL.
3aboreBaHne MOXXeT OOHAPY>KUTHCS IIPU CEPbE3HOIL TPaBMe
WJIV B XOJje XMPYPIUYeCKOIl oTeparyn. Y JIMI] C CpefHeTKeNON
reModuIeit MOTYT HePHORNYECKH IIPOUCXOANTD CIIOHTAHHBIE
KPOBOTEUEHN 1/VJIU JJIUTe/IbHbIe KPOBOTEUEHMA B CITydae
HE3HAYMTETbHBIX TPABM U IIPU XUPYPIUIECKNX BMellaTe/b-
crBax. (Cm. rmaBy 2 «KoMIiekcHOe siedeHe reMopunm»
- tabnuia 2-1. «CooTHOIIEeHE TsHXKECTU KPOBOTEUEHNIT U
ypoBHA (akTOpa CBEPTHIBAHNAN. )

ITo obuieMy IpaBuIy, OCHOBHBIM CPEICTBOM /ISl JIeUEHNUs
reMOpPpParn4eckoro SM130fa y MalieHTa C TSHKeol reModumest
ABJLICTCS He3aMeJIUTeIbHasA 3aMeCTUTe/IbHAsA TepaIis KOHIIeH-
Tparamu pakrTopa u peabynuranys. OfHAKO pasTuyHble TUIII
KPOBOTEUEHNI! 1 MX aHATOMI4eCKasi IOKa/IM3aLys MOTYT IOTpe-
60BaTb 60JIEe CIIeLaNN3MPOBAHHOTO JICYEHNS C IPUHATIEM
IIOTIOJTHATENIBHBIX Mep. B 9TOJI CBA3K 1P JIeYeHNM KPOBOTe-
YeHMII OLIpefle/IeHHO TOKa/IM3ALMI BaYKHO KOHCY/IBTUPOBAThCS
C COOTBETCTBYIOLMMI CIlelamicTaMy (MHPOPMaLs 1 peKo-
MEH/aLMy KAacaTe/IbHO KPOBOM3/IVSTHUI B MBIIIIIBI I OCTPBIX/
XPOHMYECKNX OC/IOKHEHNI, CB3aHHBIX C KPOBOM3IMAHMAMM
B pas/IM4HbIe OT/Ie/bl ONIOPHO-BUTATE/IbHOTO aIlIIapaTa - CM.
rnaBy 10 «ITopakeHMs OIIOPHO-/IBUTATEIbHOTO allllapaTa» —
«KpoBOM3NMUAHMSA B MBILIILIBI»).

B nedenyy reMopparnu KOHKpeTHOI JIOKaIM3aLyy CTaBUTCA
3ajlaya He TOJIbKO IIPOJIEYUTb KPOBOTEUEHNE, HO TAKXKe
IPENOTBPATUTD €TI0 PelMNB, OTPAaHIYNTD OCTIOKHEHN U
BOCCTAHOBIUTb TKAHD 11/V/IV (QYHKIINIO OPraHa 0 COCTOSHIS
mepef; KpOBOTEYEHUEM.

ITepBbiM HIaroM OyHeT HpaBUIbHO AUATHOCTUPOBATD MECTO
KPOBOTEUEHMs, YTO MOXKET IIOTPeOOBATb COYETAHNS KIVMHI-
JeCKOI1 OLIEHKU, Tab0paTOPHOro UCC/IeSOBaHMA I METOJIOB
BU3Ya/IU3aL U

B 60/1bIIMHCTBE C/TyYaeB MOMOIIY Ipy reModuIny ede6Hoe
BMeIIIATeIbCTBO MOXKET IIPE/IIeCTBOBATD JMATHOCTIYECKOMY
obcmegoBanmio nanuenta. lleb paHHero BMeIIaTeNnbCTBa
COCTOUT B OTpaHMYEHNN pasMepa KpPOBOTEUEHMs U B yMEHb-
IIEHUN eT0 IIOCIeNCTBIIN.

KonmdecTBo MCIOMb3yeMOro reMOoCTaTHYeCKOro perapaTa s
JIe4eHNUs] KPOBOTEUEHNS U IIPOJIO/DKIUTENBHOCTD €ro IpUMe-
HeHMA 3aBUCAT OT JIOKA/IM3ALMU U TAXKECTH KPOBOTEUEHIA.
Bce 6orblite manueHToB ¢ reModuneil A IOTy4aloT SMUIN-
3ymMab B KaueCTBe IPOQUIAKTUYECKOTO TedeH sl ITOT Iperapar
He IIpeflHa3HaueH [/ JIeYeHUs OCTPhIX FeMOPParndecKmx



SIM30/]0B WIN IPOPBIBHBIX KPOBOTEUEHNI! (KOIZIa KPOBOTE-
YeHe IPONCXOONUT Ha poHe MPODUIAKTUIECKOTO IeUeHNs B
HepMOT, MeXly BBEfIeHIEM J103).

I[Ipyt IpOPBIBHBIX KPOBOTEUEHNSIX [TAL[IEHTaM 6e3 MHIMONTOPA,
HOTYYaIOLIM SMULV3YMab, CTIefyeT Aenath nHPpy3suio pakropa
VIII (FVIII) B fo3ax, Ipy KOTOPBIX 0XKIIAeTCsI BOCCTAHOBIIEHE
remocrasa. Ha cerogHsANIIHMIT 1eHb Py VICHO/Ib30BaHMY TAKOTO
HOAXO/ia He COOOIIAI0Ch 0 CIy4asx TpoM003a Wi TpoMbOTH-
YeCKOJ MUKpPOAHTMONaTUM. !

ITaryeHTOB ¢ MHTUOUTOPHOI HOPMOIL reMOGUIII, IOy YAOIINX
IMUIU3YMa0, IPU BO3SHUMKHOBEHUN OCTPOrO KPOBOTEUEHMs
CTIefiyeT TeIUTh PeKOMOVHAHTHBIM aKTUBIPOBAHHBIM (PAaKTOPOM
Vlla (rFVIIa) B fo3ax, mpy KOTOPBIX OXKMAETCS BOCCTAHOBTIEHVE
remMocTasa. IIpu NpopbrIBHBIX KPOBOTEYEHNUAX Y MAIIVIEHTOB C
MHTMOUTOPaMM, IPUHUMAIOIINX IMULIU3YMa0, HY)KHO 130erarb
IIpMMeHEHNS aKTYBYPOBAHHOTO KOHI[EHTPaTa IPOTPOMOIHO-
Boro kommtekca (aPCC=aKIIK). Tam, rge npumenenus aKITK
n36eXaTh HeBO3MOXKHO, JAHHBII KOMIUIEKC MOTYT IIPUMEHSITh
B CHIDKEHHOI [103€ C BHUMATeIbHbIM HaO/MIOIEHIIEM 3a TEM,
4TOOBI Y IALMEeHTa He Pa3BIUICS TPOMOO3 1/un TpoMOOTH-
YyecKasg MUKPOAHTMOIATA.?

[Ta1eHTOB ¢ MHIMOUTOPHOI reMOdIINeil, He oMYy Yatomnx
IMULU3YMA0, CIefyeT IeINTh CTAHAAPTHBIMY [JO3aMU PEKOM-
6unantHoro rFVIIa mau aKITK.

[naBa 7: JleueHne KpoBOTEUEHWIA PA3NINYHON NOKann3aumnm

~- yBeIMYCEHNE CyCTaBa B o6beMe un pacTtyuiee oujylieHmne
TIOTEI/ICHNM KOXIN B MECTE Hall CyCTaBOM;

- HapacTawasa 60]'[]);

—- IHporpeccupyioniee yMeHblIeHNE 06béMa OBVDKEHNA
VI TPYAHOCTU B pa60Te KOHE€YHOCTN 110 CPaBHEHUIO C
MCXOTHBIM YPOBHEM.

HOTCPH 00béMa ABVDKEHNS IPU KPOBOMB3IMAHMAX B CYCTaB

3aTparmBaeT KakK CI‘I/I6aHI/I€, TaK 1 paSI‘I/I6aHI/I€.

3amecTutenbHas Tepanua ¢pakTtopamum
CBepTblBaHNA KPOBY

JledyeHue OCTPOro reMapTpO3a HAIIPABJIEHO HA He3aMe[Iu -
TETIbHYI0 OCTAaHOBKY KPOBOMS/IVSIHMA. B ujjeanbHOM cydae
npernapar BBOIUTCS, KaK TOIBKO MTALMEHT 3aII0f{03PWI KPOBOTe-
YeHIe U J{0 Hava/ia BBIPA)KEHHOTO OITyXaHs1, ToTepu GyHKIUM
CycTaBa WM BOSHUKHOBeHMs 604

Konnenrpar dakropa ceeproiBanns kposu (KOC) gomken
BBOIMTHCA 06€30T/IaraTe/IbHO B [03€, OCTATOYHOI /IS TOHATUS
aKTUBHOCTY (AaKTOPa O YPOBHSI, HO3BOJISIIOIIET0 OCTAHOBUTD
KkpoBotedeHue.>$ (Cm. Tabmuiyy 7-2.)

ITpu OCTPBIX COCTOSHMAX B OLleHKE KPOBOTEUEHVSI YIUThI-
BaIOTCsI KPOBOTEYEHMsI B aHaMHe3e, GU3UIECKUIT OCMOTP 1
oneHka 6omu. [IJis1 IpoBeeHys OLleHKY Ha paHHEM dTalle
reMapTpo3a M0/Ie3HbIM HHCTPYMEHTOM MOXET CTaTh Y/IbTPas-
BYKOBOE JCCIIEffOBAHNE. 5
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Ob6pa3soBartenbHas paboTta ¢ nayneHTom/
YXaXK/BaloLMM NIMLIOM
« bosnpias yacth I‘eMOCl)I/ITII/I‘{eCKI/IX KpOBOTe‘{eHI/Iﬂ C]Iy‘{aeTCH

e OTBeTOM IMafyMeHTa Ha jiedeHNe CTaHET YMEHbIICHNE 601
" OIlyXaHMA, a TAK)KE paclIpeHNe frana3oHa JBVOKEHNA B
TaHHOM CyCTaBe. HHH OLIEHKM OTBETA Ha JIEYE€HVIE IIPU OCTPOM

BHe IIeHTPOB JIeUeHsA FeMO(UIIN, TIOITOMY ITOCTOSHHAsA 06pa-
30BaTe/IbHasdA paboTa C MalMeHTOM/yXaXXBAIOIIMMIY TUIIAMU
SIBJIA€TCA HEOTheM/IEMOI! YacTbIO IeYeHI I TeMOppParni.
BakHO, 4TOOBI MefIpabOTHIKI TPOBOAVIN 0OPa30BaTeIbHYIO
paboTy C malMeHTaMy U YXa>KMBAIOLUIMMM 32 HUMU JTMLIAMU
TI0 CTIEAYIOIMM TeMaM: KaK paclio3HaBaTh 1 IEYUTb KPOBOTe-
YeHII; KaK 3a00TUTBCA 0 ceOe 11 0OKasbIBaTh cebe MeAMIIMHCKYIO
IIOMOII[b TIPU TAKOM 3a00/IeBaHNIL; KAKOBBI IIOTEHI[MATbHbIE
PUCKM KPOBOTEUEHNS M OCIOKHEHM, CBAA3aHHbIE C Pa3/INd-
HBIMU CUTYAlMAMM U Ha Pa3HbBIX 9TaIaX )XU3HM deroBeka (CM.
rnaBy 2 «KommiekcHoe nedeHne remogumn» — «JledeHne Ha
froMy» — «CaMOCTOATebHOE IeYeHNe».)

B o6pasoBarenbHYI0 paboTy ¢ Hal[eHTaMM/yXaXXKMBAIOLIVIMU
JIMLIAaMU CTIefyeT BKIIOYAaTh MHCTPYKTAXX 00 OrpaHMYeHMAX
[IPUMEHEHMs 11 O TIOTeHI[MAIbHBIX IOOOYHBIX JEICTBISAX TFeMO-
CTaTUYECKMX IIPEIapaToB ¥ O TOM, KOIZIa HY>KHO 00paIiaThes
K MeJJMKaM 3a peKOMeH/Ialluell U 3a JajbHellle MeiuIH-
CKOI1 IIOMOIIIBIO.

7.2 | KpoBsousnuaxusa B cyctaBsbl

o Hauano KpOBOM3INAHNA B CYyCTaB, II0 ONIBITY MAaJMIEHTOB,

3a4aCTYI0 OIIYIAeTCs OIarofaps MpeaBeCcTHIKAM («aype»?),
KOTOpbI€ OIMCHIBAIOTCA KaK IIOKA/IBIBAHNE VI CTECHEHNE BHYTPI
CyCcTaBa 1 IOABJIAIOTCA IO MaHI/I(i)eCTaI_U/H/I KIIMHMYECKUX
pusHakoB. KpoBonsymsiHme B CycTaB (reMapTpos) onpefers-
eTCsI KaK SIM30fI, XapaKTepPU3YIOLIIICs TI0OBIM COYeTaHIeM
HIDKEIepeYMCIEHHOr0:

reMapTpo3e peKOMeHJ[yeM [O/Ib30BaThCsI OLpee/IeHNsAMMI 13
Tabmupr 7-1.3

PekomeHpauwusa 7.2.1:

ITpu TsKeOM reMapTpo3e MaLyeHTaM ¢ reMoumeit [OLKHA
He3aMeINTeTbHO IPOBOAITHCS 3aMeCTUTEIbHAA Tepanus
NyTeM BHYTPUBEeHHO (-bIX) MHYy3uu(-1if) KOHLIEeHTpaTa
(dakrTopa cBepTHIBaHIIA 1O MPEKPAILeHIIsI KPOBOTEYEHM .

PekomeHpauwusa 7.2.2:

ITpu BHY TPHCYCTaBHBIX KPOBOVBTIAHNAX CPETHEN MM TETKO
CTelleH! MALMEHTaM HeOOXOMMO CAieIaTh 1 BHYTPUBEHHYIO
uH(pysuro KoHneHTpara ¢pakropa ceeproiBanysa. IIpn HeoO-
XOMMOCTH — B 3aBUCHMOCTH OT MICXOJa KPOBOU3IIHILA
- MHQY3HIO IOBTOPSAIOT O KIMHIYECKMM MOKA3aHIAM.

ITpu npopomKeHNM KpOBOTeYEHM B TeUeHNe CTIeHYIOmuX 6-12
4aCcoB HEOOXOAMMO ePeCMOTPETDb 1 IPUHATD IUIAH OL[eHKI,
B KOTOPBINI BXOAUT JajIbHEIIIas JUarHOCTUKA (T.e. aHA/IN3bI
aKTMBHOCTHU (aKTOpa) U/VIN NHTeHCU(PUKALINA 3aMeCTH-
Te/IbHOI Tepanuu GpaKTOPOM.

B 3aBUCHMMOCTY OT OTBETA Ha IIePBYIO 103y, flajiee - /I IOTHOI
HOpMa/IN3alyy - BO3SMOXXHO BBeJJeHMe ITOC/IeA Yo e (-1X)
103b1/[03 mpemnapara(-0B) yepes 12 4acoB IOC/Ie Ha4aIbHOI
Harpy304HOI F03bl Ipu TreMopuany A (ec/u UCIONb3yeTcs
npemnapar FVIII co cTaHZapTHBIM HEePUOJOM IIOTyBbIBEIeHNUA)
nnu depes 24 vaca npu remoduanu B (ecnu ncnonbsyercs
npenapat ¢akropa IX [FIX] co cTaHAapTHBIM IIepIOIOM IOy~
BoiBefeHn:A).” (CM. Tabmuiy 7-2.)
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

TABJIMUA 7 -1 OtBeT Ha neueHune. OnpegeneHus.

OTANYHBbIN

Xopowui

MonHoe ocBobOXAeHME OT 60NN /UK MONHOE NCHE3HOBEHVE NPY3HAKOB NPOAOJTKAIOLLEroca KPOBOMU3-
NNAHUA B TeYeHVe 8 YacoB Nocsie NepBoi NHOY3MKW; NPY STOM He NOTPeboBanoCh NPOBOANTb KaKyl-N16o
3aMecTuTeNbHYI0 Tepanuio GakTopoMm B TeYeHMe 72 YacoB C MOMEHTa Havara KpoBOTeUYEHN .

CylecTBeHHOE 0bneryeHvie 6011 1/unu perpecc NPrU3HaKoB KPOBOV3NUAHNUA B TeUeHne NpubnmnsutenbHo 8
YacoB C MOMEHTa OHOKpPaTHOMN UHY3UK; ofiHaKo noTpeboBanochk 6onee 1 03bl 3aMeCTUTENbHON Tepanuu

baKToOpOM B TeUeHUe 72 YacoB [0 MOJHOIO NpeKpaLleHra KPOBOTeUEHUS.

YmepeHHbIn +  YMepeHHoe CHVKeHve 601 /iy NOCTENEHHbIN perpecc NPU3HaKoB KPOBOM3NNAHUA B TeUeHve Npubnu-
3UTeNIbHO 8 YacoB Noce HavanbHON MHPY3UK; ofHaKo noTpeboBanock 6onee 1 MHPY3UN Ha MPOTAKEHM
cnepytoLyx 72 4acoB, a MOIHOTO NpeKpaLleHNA KPOBOTEYEHMA He HAaCTYNUO.

OTCcyTCTBYeT  + YnyulleHWI HEeT UK OHY MUHVMaNbHbI, UV COCTOAHME YXYALIaeTCA B TeueHne npnubnmsnTenbHo 8 Yacos

nocne HayasnbHom MHy3NK.

MoscHeHue: BollwenpriBeaéHHbIe OnpefieNieHs OTBETA Ha SledeHune Npu OCTPbIX FeMOPParvifAxX KacaloTCa CUTyaLm JIeUeHrs npenapaTamii CO CTaHAAPTHBIM NeproAoM
NosyBbIBEAEHUA Y NNL, C HEUHMMGUTOPHOM pOPMON remodunuu. ITv onpeaeneHrs MoryT notTpe6osaTb MoandUKaLMy AN NALMEHTOB C MHIMBUTOPHON GopMOi
remoduANK, NoyUAIoWMX NpenapaThl WYHTUPYIOLWEro AeiCTBIA B Ka4eCTBe reMOCTaTYeCcKoro NPUKPbITISA, @ TakKe Ans NaLieHTOB, MPUMEHSIOX KOHLIEHTPaTbI
$aKTOPOB C yANIMHEHHbIM NEeprogoM nonyBbiBefeHs. MoanduKaumm MoryT noTpe6oBaTbes 418 NCCIe[0BaHNIA, B KOTOPbIX NaLMEHTb anpruopy NoayyaloT MybTUAO3HbIE
MHOY31M KOHLIEHTPATOB GAKTOPOB CBEPTbIBAHNA A/1S KyNMPOBaHUA KPOBOU3IUAHMUI B CyCTaBbl/MbILULbI B PaMKaX NPOrpaMMbl PacLUMPEHHOTO 3MM30AMYECKOro fleYeHus.

Tabn1ua afganTypoBaHa 13 CToYHKKa: bnaHweT u ap. (Blanchette et al.) (2014).3

o Heo6xoauMOCTb HajbHeIIero BBeeH s JO3bl IPOIOHT -
posanubix FVIII mnn FIX (T.e. ¢ yIIMHEHHBIM IePUOIOM
HOJTYBBIBEfIEHN) TAKOKe 3aBUCUT OT ITePHMOJA HOMYBbIBECHILA
KOHKPETHOTO Ipernapara.

o Ilocre mepBOHaYaIbHOTO OTBETA Ha FeMOCTATHYECKOE JICYeHNe
(OT yMepeHHOTr0 JJ0 OTIMYHOT0) HOBOE KPOBOM3IMAHME OyfieT
K/IaccupUIMpPOBaHO Kak KPOBOTeUeHMe, eC/IV IPOM3OIIIET depes
72 4aca 1ocjie OKOHYaHIA JIeYeHNUS ICXOJHOTO KPOBOTEYeHN,
B OTHOIIEHUY KOTOPOTO MIPOBOAUIOCH JIedeHe.?

o CycraB-MuIIeHb (IOpaKeHHbII CYCTaB) — 9TO CYCTaB, B KOTOPDII
IIPOM3OLIIO TPY Mn GojIee CIIOHTAaHHBIX KPOBOU3IUAHNUI B
TedeHMe 6-THU MOC/Ief{OBATeIbHBIX MeCsIeB.>

o IIpu coxpaHeHUM CMIITOMOB ¥ IPU3HAKOB KPOBOTEYECHNUA,
HECMOTPs Ha 0OBIYHO [IeJICTBEHHbIE 1 JOCTATOYHbIE BMeLIaTe/b-
CTBa, HEOOXOAMMO PACCMOTPETD BapMAHT HAIMYNA MHTMOUTOPOB
WK a/IbTePHATUBHBIX JUAaTHO30B, TAKUX KaK: CEIITUYeCKUI
aprput win nepenoM. (CM. raBy 8 «VIHIMO6UTOPLI K hakTOpy
CBEpPTHIBAHSI».)

JleueHue 6onn

 Ocrpble reMapTpo3bl MOIYT COIPOBOXKAATHCS CUIBHOI HOTIBIO,
B JIeYeHVI KOTOPOI [/IABHBIMI 37IEMEHTAMM SIBIISIIOTCS OBICTPOE
BBeJleHIe KOHIIeHTpara (haKTopa I fieficTBeHHOoe 06e360BaHme.

o Ilpu remoduany npuMeHsIOTCs ClenyoLye 60neyTos-
IOLIVIe CPeACTBA: apaleTaMor/aeTaMnHOdeH, CeJIeKTUBHbIE
nHrn6uropsr LIOT-2 (HO He Apyrue HecTepOULHBIE IPOTH-
BoOBOCHanuTenbHble npenaparel (HIIBII)), Tpamamon nin
ommonzpL.® ! (Cum. rmaBy 2 «KomiiekcHoe ederne reModummm»
- «O6es6onmBanue».)

o MHoruM manyesHTaM MOXXeT II0Tpe6oBaThCsi 06e360/MBaHe
ONMOVIHBIMY HpemnapaTaMu. JIro60e IpuMeHeHe OO 0B
JIO/DKHO TIPOXOAUTB IO PyKOBOJICTBOM CIIEIMAICTa 1o 06e360-
JIMBAHUIO, TIOCKOJIbKY Jia)Ke JeVICTBUS C 6/1aruMy HaMepeHsAMM
MOTYT IPMBECTH K 3aBMCHMOCTH OT JIEKAPCTBEHHOTO IIperapaTa.

o [luTenbHOE IpUMEHEHE OTMONHBIX AHATBIETUKOB JIOTKHO
MPOXOMIUTD TIOJ] TI[ATETbHBIM HAGMIOIEHIIEM; OJJHAKO YKENATENbHO
€ero BooOiie 136erath Mo MPUYMHE XPOHMIECKOTO XapaKTepa
SMM300B KPOBOTEUEHMIA ¥ JINL] C TeMOUIINEN U U3-3a PUCKa
Pa3BUTHs 3aBUCUMOCTH OT IEKAPCTBEHHOTO CPEICTBA.

o CMm. rmaBy 2 «KoMmnekcHoe nedeHne reMopuanm»
- «O6e36onmBanme».

PekomeHpauna 7.2.3:

o Y 601bHBIX reModWINeli C TeMapTPO30M CHIa 6OEeBOTo
CHH[IPOMa OLIEHMBAETCS M OTCIEeXMBaeTcs cornmacHo «Illkare
oneHky 60m1 BO3» (BceMupHOIT OpraHM3anyu 3EpaBoox-
paHeHus).

PekomeHpauwusa 7.2.4:

o Ilpu 60/e3HEHHBIX FeMapPTPO3axX MAIMEHTHI ¢ TeMOuIMeNt
JO/DKHBI IOy YaTh 00Ty TONAIOMINE CPENCTBA B COOTBET-
CTBUM C MHTEHCUBHOCTHIO 60/1M.

PekomeHpauwua 7.2.5:

o JleyeHue cHIbHOI 60N y MaLfueHTa ¢ reModuIneit FOKHO
BK/IIOYATh OIIMOMHbIE ITPENapaThl NCXOAA M3 KTMHNYIECKUX
CHMIITOMOB ! IIPOJO/DKATHCA 1O TOTO MOMEHTA, KOITIa MAIMEHT
CMOXXET CIIOKOITHO ITePeHOCHTD HaIPy3KY WIN MAKCHMATbHO
UCIIONIb30BATh CYCTaB (e3 KaKiX-m100 6o/eBbIX Oy eHIT.

AA'bIOHKTI/IBHaﬂ TepanuAa

o OCHOBHBIM KOMIIOHEHTOM B CUMIITOMATI9€CKOM JIeUeHUY FeMap-
Tpo30B sBiA0TCA feiicTBus 1o cxeMe RICE (1o aHrmitckum
croBaM: «rest» - IIOKOIA, «ice» - JIef, «compression» - CoaBIn-
BaHuMe (KoMIpeccusi), «elevation» - IPUIIOFHATOE IOIOKEHIE).
ITpu remouIny IIpU TAKOM ITOZXOJiE OMOILIb IIOApPa3syMeBaeT
ettie 11 00e3/IBIDKVBaHMe. VI TOTIa 4acToO peKOMEeH LSt 3BY YT
kak «PRICE», BK/Ifo4ast KOHLEIIIINIO «3alUThl» (protection)



TpaBMMpPOBaHHOIT 30HBL. CaBNMBaHMe CMOCOOHO CHUBUTD PYICK
IIOBTOPHOTO KpoBOTe4eHM . OHAKO 3aTAKHOI TIOKOJ MOXKET
HETaTUBHO CKa3aTbCA Ha QYHKIIMU CYCTaBa U3-3a OCTA0MeHNA
MBI B cBsi3u ¢ 9TMM C/10BO «rest» (IOKoII) B abOpeBuarype
3aMeHdAeTcA Ha «optimal loading» (onTuManbHas Harpyska),
npespaias Hazpanue nogxopa B POLICE. Iloxxop mpusbiBaeT
Bpadvell HAXOANTD 6alaHC MeXY OKOeM, paHHell MMMOOu-
nu3anyeit M BeCOBOI HaIrPy3KOIl C 11e/1bI0 IPeJOTBPATUTD
He)XXe/laTe/IbHble OCTIOXKHEHsT, BBI3bIBaeMble 00e3/[BIDKIBAHMEM,
U B TO )K€ BpeMs MUHMMU3MPOBATh IOBTOPHbIE KPOBOTEUEHNS,
KOTOpbIe MOTYT IPMBECTY K CMHOBUTY Y TIOPasKeHNIO XpAIla. 12
BbI10 mposieMOHCTpUpPOBAHO, YTO MPUK/IA/bIBAaHNE /Ibjla CHIDKAET
ocTpyio 607b Ipu reMapTpose. OTHAKO BBICKa3bIBA/TICh MHEHII,
YTO CHIKEHVE TeMIlepaTypbl BHYTPY CYCTaBa MOXKET MeIIaTh
TIpOIIeccy KOATy/IALMY B OCTPOIt (hase MOBPeXIeHNA TKaHeL. 14
JIOITyCTMMBIM CYMTAETCSI MIPUKIIA/IbIBATD JIE €3 IPsIMOTro
KOHTAKTa C TOJI0N KOXKeil Ha MPOMEXYTKM 10 15-20 MUHYT
HEeIIOCPeJICTBEHHO BCKOpe Nocie KposousnuaHusA. OfHako
TaKoJ IIepMofi BpeMeHM) He JIOMKeH IPOJO/KAThCs Joblile 6
gacoB.!? (CM. raBy 2 «KommekcHoe nedeHne reMouUanm» —
«AJ'BIOHKTUBHAA Tepanmsi».)

IIpy BHYTPUCYCTaBHOM KpOBOTeUeHN Hanbosee yroOHbIM MOTI0-
JKEeHJeM O0ObIYHO ABJIAETCA MOMYCOTHYTOE, a TI06asd IOIbITKA
€ro M3MEHNTD 3a4aCTyI0 yCunuBaeT 607b.1°

B 3aBMCHMOCTH OT TOTO, B KAKOJ CYCTaB IIPOM30IIIIO KPOBOM3-
NUsHNE, IPUIOFHATOE MI0/I0KEeH)e TPAaBMUPOBAHHOTIO CYCTaBa
— IIpY YCTIOBUY YHOOCTBA ¥ IePEHOCUMOCTH — MOXET CII0C06-
CTBOBATb YMEHbILIEHNIO CBA3AHHOTO C TeMapTPO30M OIlyXaHu.!?
ITpyt KpOBOMSNIMSAHNY B Ta300eIpeHHbII, KOTEHHBIIT M/ TOJIe-
HOCTOIIHBIII CYCTaB PEKOMEHIYeTCs TTOKO, @ IpU KPOBOUSIMAHNM
B JIOKTEBOIA, I/IeYeBOi MM 3aTIACTHBIN CYyCTaB - IOAJEPKIBa-
I0LI[as1 TOBSA3KA. ITO IIO3BOMINT 00€3ABIDKNTD CYCTAB C TSDKETTBIM
KPOBOTeUYeHIeM JI0 TeX IOp, oKa 60/Ib He IPOIIIeT.

Kak TombKO 607Ib U OTeK HaUHYT CHa/jaTh, ITALIMEHT MOXKET
IIOMEHATD TI0JI0KeHMe TIOCTPaJJaBILIEro CYCTaBa C «IIOKOS» Ha
«(pYHKI[MOHMPOBaHME», OCTOPOXKHO U MOCTETIEHHO ITOBbIIIAs
€ro TOJBIYKHOCTb.

Iocie KpOBOU3NMSIHUI B Ta300eIpeHHBIIT, KOMEHHBII WIN
TOJIEHOCTOIIHBIN CYCTaB IallMieHTaM 3allpelleHo Harpy>KaThb
KOHEYHOCTB JIO TeX 10, 0K 06'beM ABIDKEHIS B CYCTaBe I €r0
(YHKIIMA He BOCCTAaHOBATCA [I0 YPOBHA, IIPEMIIIECTBOBABIIETO
KPOBOM3/IVSIHMIO, 11 [IOKA He TIPOIAYT OCTpasi 60/Ib 1 CUMIITOMBI
BOCHaeHNA. PekoMeH0BaHO 136eraTh BeCOBOI HATPY3KM Ha
KOHEYHOCTD B TeueHMe 1 Hefie; I0/b3ysCh CPeiCTBAMM OIIOPbI
Ipu xofbbe (HanpyuMep, KOCTbUIAMI, XOFYHKaMI1), TIOMOTaTh
TIOCTEIIEHHOMY YBENMYEHNI0 HaTPY3KN II0f PyKOBOACTBOM
nHcTpykTopa JIOK (KoTopblit BXOFUT B MHOTOIIPOGIIBHOYIO
KOMaH/y U 0071a/jaeT OIIBITOM BOCCTAHOB/IEHNSI OLIOPHO-J{BI-
raTeJIbHOTO allIIapaTa IMoCIe KpoBou3MAHM:A)."> Bomb Taroke
MOJKeT UCIO/Ib30BaThCA KaK OPUEHTHP B BOIPOCAaX BO30OHOB-
JIeHVSl HATPY3K!M Ha KOHEYHOCTb.

ITepeuncnenHble BCIIOMOraTebHbIe MEPOIIPUATIAA He IIPEKPATAT
KPOBOMS3/INMAHNUA B CYCTaBbI, HO CIIOCOOCTBYIOT JICYEHMIO U
CHIDKEHMIO CUMIITOMOB OOV ¥ BOCTIaleHus.”

Taxoxe cM. rmaBy 2 «KoMImekcHoe yedeHye reMogumnm» —
«AJ'BIOHKTUBHAS Tepanus».
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PekomeHpauunsa 7.2.6:

TemapTpo3 y HanyieHTOB ¢ reMOUIINIel TIeYNTCA Ha OCHOBE
noaxopa RICE (1okoii, nen, cxxaTie ¥ MPUIOZHSITOE MO0~
JKeHIIe) B IOIIOTTHEHNE K 3aMeCTUTEbHOI Tepanmnu (pakTopom
CBepTbIBAHMNA.

ITPUMEYAHME: BOT npusHaeT, YTO B HEKOTOPbIX PeriioHax
mupa nopxod, RICE MoxkeT OBITh eMHCTBEHHBIM BapIIaHTOM
I14 Havaja Ie4eHNs YUINM JKe HAIUTYYIIMM JOCTYITHBIM jIeYe-
HIEeM M3-3a OTCYTCTBUA JOCTATOYHBIX MOCTaBOK KO C mnn
APYIMX reMOCTaTUYeCKNX IpenapaTos.

PekomeHpauua 7.2.7:

IIpu remaprpose nanuenTam c remoduineii ciexyer usbe-
rarb BeCOBOII HATPY3KU [0 TeX IOP, 0K CUMITOMATIKA
HE y}ly‘[IIII/ITCﬂ HAaCTOJIBbKO, YTO IMAIIMECHT CMOXKET CIIOKOJTHO
HePEeHOCHTD BECOBYIO HATPY3KY (€3 3SHAUMTeTbHOI 6O/t

PekomeHpauuna 7.2.8:

V manueHToB ¢ reModuIMeii Hepuoy, MpUMEeHEeHNs ONIo-
UTHBIX 06€360MMBAONIX MPeNapaTos I KYyNUPOBaHM
601u [OMKeH 6BITH KaK MOKHO KOpode.

Jleue6Hana ¢uskynbTypa n peabunutayma

Jleuebnas ¢puskynprypa (JIOK) u peabummiraius npu nedeHnn
HAIMEHTOB ¢ reMoIINelt 03HAYAIOT YIPAXKHEHNA Ha Pa3BUTIE
TMOKOCTY U CUJIBL, IPOIPULIENITUBHOE/CEHCOMOTOPHOE TIepe-
obyueHue, yIpa)KHEHIS Ha PaBHOBeCKe U (PyHKI[VIOHATbHBII
TPEHVHT [/IsI BOCCTAHOBJICHUsI NIV COXPaHeHNA QYHKIII
CYCTaBOB M MBbIIII],. ¢

JI71s1 [OCTIDKeHMA 3HAYUTEILHOTO yCIlexa HeoOX0oAMMO CHaYaIa
IIPOBECTH TIIATENTbHYIO OLIEHKY OCTPOro KpOBOM3/INAHNA B
CyCTaB, IOC/Ie YeT0 Ha3HAUYNTh MHAUBUYaIN3POBAHHYIO
ne4e6Hy0 PUSKYIBTYPY, COOTBETCTBYIONIYIO KIMHIYECKOI
CUTYalyl KOHKPETHOTrO IalyeHTa.®

B npeane JI®K cnepyer npoBOgUTD 1OJ], COOTBETCTBYIOLIUM
IPUKPBITHEM 00 PaKTOPOM, 1160 TeMOCTATNYeCKIM TIpera-
parom. ITpu orcyTcTBUM reMocTaTnyeckoro npukpoitusa JIOK
HY>KHO IIPMMEHATb C OCTOPO’KHOCTBIO, IPOYMBIBAsI BBOLVIMbIE
yIIpa>KHEeHNUA.

B teuenne Bcex sanaTui JIOK BakHO BHMUMATEIBHO C/IEAUTH
3a COCTOSIHMEM IIOCTPA/IaBLIETO CYCTaBa [isd OLIEHKU HeoO-
XOAVIMOCTH JMICIIO/Ib30BaHMA FeéMOCTATUYeCKIX TIPeIIapaToB I
TIpelIOTBpallleH s IOBTOPHOTO KPOBOU3NMMAHMA. 17

B peabwinrannio JO/HKHBI BXOAUTH KaK aKTUBHBIE, TaK U
[IaCCHBHBbIE YIIPOKHEHIA HA BOCCTAHOB/IEHNE 00beMa IBIDKEHIIAL.
[TauuenTy cnemyeT MpOfO/KATh AKTUBHbIE YIPAKHEHNA 1 TPEHN-
POBKY IIPOIPULIEIIINHU [0 IIOTTHOTO BOCCTAHOBJ/IEHNUSA 00beMa
ABIDKEHMA U GYHKINY HA YPOBHE, IPEIIeCTBOBABIIEM KPOBO-
U3IIVISTHUIO, Y IO YICUe3HOBEHMA IPM3HAKOB OCTPOTO CUHOBNUTA. 18

PekomeHpauwusa 7.2.9:

IIpu remapTpo3e manueHTaM ¢ reModuaneii cregyer
npucrynarb K sanaruam JI®K mop npukpeituem ¢pakropa
CBePTBIBAaHMA CpPa3y Ke MOC/e MpeKpalieHu: 601eBoro
CHHJIpOMa.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauusa 7.2.10:

IIpu remapTpose y manueHToB ¢ reMounueii menb JIOK
COCTONT B BO3BpaleHny QYHKINN CyCTaBa Ha YPOBEHb,
TIpeAIIeCTBOBABIINIT KPOBON3TIAHMIO.

ApTpoueHTe3 (MyHKUMA cycTaBa)

AptporeHTes (yaaneHye KpOBY U3 CyCTaBa) MOXKET paccMa-

TPUBATDHCA /I MAOVEHTOB C FeMO(I)MHMeﬂ, VICIIBITBIBAIOII X

A/INTENbHDBIE U YXYNIIAOMMECA CUMIITOMBI KPOBOTE4I€HNIA,

BKJIIOYAs:

- HANpsDKeHHBIN 1 00JIe3HEHHbIN TeMapTpo3 6e3
NIPM3HAKOB YIyYlIeHNUA B Te4eHue 24 JacoB Ioc/e
IepBOHaYa/IbHON MHY3MM (9TO 0COOEHHO KacaeTcs
KPOBOM3/IVAHMIL B Ta300€pEHHBIIT CYCTaB U3-3a €T0
AHATOMUYECKUX 0COOEHHOCTEN ); YT

- K/IMHMYECKIMe IOR03PeHs Ha MHQEKIMIO/CeITYeCKMI
apTput.7-19.20

ITpu HempexpalaroIeMcs KPOBOUSIUAHNM BOIPEKY /IeKBATHO

3aMeCTHUTE/IbHOI Tepanuy pakTopoM B KauecTBe BO3MOXKHOII

IPUYMHBI HeOOXOAMMO paccMOTpeTh MHIMOUTOpDL. Hamane

MHIONTOPOB CTIEAYET OLIEHNTD [0 BBIITOTHEHVISI aPTOLICHTE3a.

IIpu mpoBeneHNN TOI IPOLIEAYPDI Y HALMEHTOB C MHIMOUTOPHOI

¢bopmoit reMoGIIIN /I TEMOCTATUYECKOTO IPUKPBITHS CIIEAYET

UCIIO/Ib30BATh IPYIVie COOTBETCTBYIOLINE FeMOCTATIYeCKIe

Iperaparbl, COI/TacHO HeobxommumocTi.” (cM. «JledeHre KpoBO-

TedeHNi» B InaBe 8 «/IHrMOUTOPBI K GaKTOPY CBEPTHIBAHIA»)

ApTpomenTes Bcersa IPOBOJUTCA B CYTYOO CTEPUIbHBIX YCIIO-

BUAX, ‘ITO6bI HE TONIYCTUTD 3aHECEHUA I/[H(l)eKLU/II/I B CyCTaB.

ITpy HanmM4My HOKAa3aHNUIT ApTPOLIEHTE3 IPOBOIANUTCS TONBKO

IIpY yCIoBMY NPUKPBITUS (pakTopoM. [Ipu 9T0M ypOBHM aKTHB-

HOCTH (aKTOpa JO/DKHBI COCTABIATH He MeHee 30-50 ME/mt u

YAEP>KUBATbCA B TedeHue 48-72 4acoB. APTPOLIEHTES HENb35

IIPOBOJMTD, €C/IN YCTIOBUA HE MO3BOJIAIOT 00€CIIeYNTh TaKoe

npuKpbITHe pakTopoM (MIV IKBMBATEHTHOE IIPUKPBITHE

APYTMMI FeMOCTaTHYeCKUMM IIperaparamu).?!

Jns mpolegypbl UCIONb3YeTCA UIJIA C IIMPOKUM IIPOCBETOM

(e meHee 16-ro kambOpa). [Toc/te BBITOMTHEH ST apTPOLIeHTe3a

cycTaB 00e3[BIDKMBAIOT C IOMOIIIbIO YMEPEHHOTO CaBINBaHA.

BecoByto HarpysKy Ha Takoii CycTaB HeOOXOIMMO OrpaHIYMBaTD

10 T€X IIOP, IIOKA OCTAaBIIAsACA B HEM KPOBb HE 6y;[eT II0I/10-

I[eHa, Y/IM TI0Ka OTCYTCTBUE OOJIM He TI03BOJIAT JIBYDKEHIE.

ITocne aprponenTesa obsizarenbHO HaunHatot JIOK u peabu-

JINTAONIO 110 BHMMATE/IbHBIM Ha6IIIOIIeHI/IeM.

CwM. Taxxe rimaBy 10 «IlopaskeHMs OIOPHO-ABUIATE/ILHOTO

anmaparar.

PekomeHnpauna 7.2.11:

IIpu o6pameHN NaLMEHTOB ¢ HSMHTUOUTOPHOII reModu-
JIMeit, MOy YaIoIUX 3aMeCTUTEIbHYIO Tepanuio GakTopoM,
€ Ka/I06aMM Ha KPOBOU3IAHIE B CYCTaB M HEIPOXOAALLYIO
60/1b, apTPOILIEHTE3 PEKOMEH/IOBAH TOTBKO IPI HATUINI
HAIPsDKEHHOTO 60/Ie3HEHHOTO reMapTPo3a WK MPH MOf0-
3peHUN Ha Haanune nHGeKnuu. PyTuHHOe mpoBemeHne
MYHKIUII He PeKOMEH/IYeTCs.

7.3

IIPYIMEYAHME: Bo MHOIMX MEIMIIMHCKUX YUPeXKTEHIAX
apTpOIeHTe3 He SIBIAIeTCA OOBIYHON MPAKTUKOI M3-3a
omaceHMit 3aHeCcTN MHGEKINIO B CYCTaB. 1y

KpoBonsnuaHuaA B LeHTpanbHyto
HEepPBHYI0 CUCTEMY M BHYTpUYepernHbie

JIro6b1e TpaBMBI TOIOBBI (IIOATBEPXKACHHBIE VTN ITOJ03PeBa-
eMble), 3HaYMTe/IbHbIe TOJIOBHBIE 00N (BK/IFOYasi TOJIOBHYIO
6071b, TIPOO/DKAIOIYIOCS] HECKOIBKO YACOB) 1, B HEKOTOPBIX
CTy4asX, COH/IVBOCTD O/DKHBI PACCMATPUBATLCA KaK BO3MOXKHDIE
BHYTpMUepeIHble KPOBOM3MMsIHNS. BHesamHas octpast 601
B CIIVTHE MOXXET OBITH CUMIITOMOM KPOBOWS/IMSHUS B CIIVH-
HOMOS3TOBOJ KaHal.

B cy4ae cepbe3HOI1 TpaBMBbI TOJIOBBI M/IV KIMHIYECKOTO MOfI0-
3peHMs Ha KpOBOM3/IUAHNE B IIeHTPAIbHYI0 HEPBHYIO CUCTEMY
/I BHYTpUYepeIHOe KPOBOU3IMAHME C/IEAyeT HeMeJIEHHO
nposecTy nevenve nudysnert KOC, He 1oXxuascp ganpHeii-
II€T0 PAa3BUTHS CUMIITOMOB, TA00PATOPHOTO aHA/IN3A MIN
PEHTIeHONIOTMYeCKOI OLIEHKN.

PekomeHpauuna 7.3.1:

IMaumentam ¢ remoduinesi Ipu NOKO3PEHIN Ha KPOBO3IN-
sAHME B IleHTPA/IbHYI0 HEPBHYIO CHCTEMY WIN C CUMIITOMaMU
KpPOBOTeYeHIsI HeOOXO{MMO Cpasy e MPOBOXUTD 3aMeCTH-
TEbHYIO TePAMII0 (PAKTOPOM, IO BBIIIOTHEHN S AUATHOCTHKI.

Heo6xopyMo He3aMe[JINTeIbHO BBIIIOTHUTh COOTBETCTBY-
IOI[YIO 3aMECTUTEIbHYIO Tepanuio GaKTOPOM CBEPThIBAHMUA
Cpasy ke II0CTIe Cepbe3HON TPABMbI M/IM TIOSB/IEHNS CYMIITOMOB,
JI0 TIpOBeJleHNA MI060r0 PYTOro BMeLIaTe/bCTBa, 1 TIOfifiep-
XKMBATh YPOBEeHb (PaKTOpa IO YCTAHOBICHUA NpUYMHEL [Ipn
HOATBEPKEHVI KPOBOV3/VIAHNSA IPOJO/IKATD YAEPKMBATDh
HeoOXonMMBbIil ypoBeHb (akTopa emte 10-14 gHeir.2223 (Cm.
Tabnuuy 7-2.)

TpebyeTcsa HeMeJIeHHOEe MeIMIIMHCKOE 00C/IeJoBaHue U
TOCIMTANIN3ALA, BK/II0YasA KOMIIBIOTEPHO® TOMOrpaduyeckoe
(KT) ckaHMpoOBaHMe U MATHUTHO-PE30HAHCHYIO TOMOTpaduio
(MPT) romoBHOro M03ra, a TaK)Ke CpOYHasI KOHCY/IbTalVA
y HeBpo7ora.242> Y nereil BOSMOYKEH BapUaHT yIbTPa3ByKO-
BOTO JICCIIEfJOBAHL.

PekomeHpauunsa 7.3.2:

ITamyenTam ¢ reMouIneil IpY NOAO3PEHNN HAa HOTEHIIN-
AIbHO JXM3HEYTpoXKalolliee KPOBOU3NIAHNE B IIEHTPATbHYIO
HEPBHYIO CCTEMY 3aMeCTHTe/IbHaA Tepanusa pakropom
NMPOBOAUTCA HeMEJIEHHO - 10 BbINOTHEH A JMArHOCTUKIY -
¥ IIPOJO/KAETCA A0 MpeKpalleHNsA KpPOBOTeYeHNA.
ITPVIMEYAHME: ITanmenTaM ¢ reModunneri, pomegum
NedyeHre KpOBOM3IUAHNA B IEHTPATbHYI0 HEPBHYIO CHCTEMY,
1A IPefOoTBPALeHNA PeliiBa PpeKOMEeHAyeTCd BTOPIMYHAA
npodunakTuka.



7.4

BHyTpuuepenHoe KpOBOTeUeHME MOXKET OBITh ITOKa3aHUEM
IUIs1 Ha3HAYeHVsI BTOPUYHOI IPOQUIaKTUKY (KPAaTKOCPOYHAsL
npoduiakTrKa Ha 3-6 MecseB 1160 Jjaxke IOXKM3HEHHO),
0CcO6EHHO KOTZIa PIUCYTCTBYET JOCTATOYHO BBICOKMII PUCK
peLanBa KpOBOU3IMAHMS (HAIIpUMeD, IpU Ha/TUIUN BUpYyCa
UMMyHofleduITa YenmoBeka [BIY]).2226:27

KpoBousnuaHua B o6nactu wen/
ropna

ITpr4mHOI KpOBOUS/IMAHMIL B 00/IACTH 1N MIIV FOPTIa MOYKET
CTaTb MeCTHas 11aTo/Iorus, TpaBMa VIIVI CUJIBHBIN Kallleb.
HpI/I3HaKaMI/I 3TUX KpOBOTe‘IeHI/Iﬁ[ MOFyT 6I)ITI) onyxaHI/[e nnm
6071b. Takoe cocTostHme TPEOYET CPOTHOI MEAMIIMHCKON TOMOLIYL,
HOCKOHbe MOXeT HpMBeCTI/[ K HapyIHeHI/IIO HpOXOIH/[MOCTI/I
AbIXaTe/IbHBIX Iy Tell. [Ipy He0OXOAMMOCTH CIIefyeT Cllerka
Hp]/IHOJIHHTb FO)IOBY IIanyueHTa, ‘IT06I)I CHU3UTDH O6CprKI_H/IIO
JObIXaTEe/IbHbIX HyTef/'I, BbISBaHHyIO KpOBOTe‘IeHI/ICM.

ITpy sHAUMTENbHOI TPaBMe MM CUMIITOMAaX KPOBOTE€UYEHMA B
obyacTy e 1 ropyia HeoOXOANMO He3aMeINTETBHO ITOffHSTh
ypOBeHb aKTUBHOCTU (aKTOpa HarueHTa ¢ momoinsio KOC,
HE HOHyCKaH BO3MOXHBIX 3a;1ep>i<e1< HPI/I OXNOAaHUN TIOJTHOM
puarsoctuku. (Cum. Tabnuuy 7-2.)

Tpebyercst HeMenIeHHAS TOCIINTAIN3ALNS U MEAUIIMHCKAsI
OIIEHKA CIIeIa/INCTOM-0TOIAPMHTO/IOTOM. 28

3amuTHble YpoBHM (HAKTOPA JO/DKHBI ITOAEPXKIBATHCS 1O
IIpeKpaljeHns: CUMITOMOB.28-30 (Cm. Tabmuiyy 7-2.)

PekomeHpauuna 7.4.1:

ITanuenTtam ¢ remoduneii pu KPOBOTeYeHUAX B 00/macT
LIEeN VIV TOP/Ia He3aMe/INTeIbHO IPOBOMTCA 3aMeCTH-
TeNbHas Tepanus (pakToOpoOM CBEPTHIBAHMS I BHINIOTHIETCS
OLleHKa HeOOGXOAMMOCTY MHTEHCUBHOI Tepanunu.

PekomeHpauunsa 7.4.2:

ITanuenTtam ¢ remoduneii Ipu KPOBOTEYEHUAX B 00/MacTH
LIeV JUIV TOP/Ia (BKII0YAsA TPAaBMY A3BIKA) 3AMECTUTETbHYIO
Tepamnuio GaKTOPOM CBePThIBAHNUSA CIEAYeT MPOJO/DKATD 10
MCYe3HOBEHNA CMMIITOMOB KPOBOTeYeHN .

151 IpepoTBpalleH s KPOBOM3/IMSAHMIL B POTOBOIL ITOJIOCTH Y
IHAL[MEHTOB C TSHKE/IBIM TOH3U/UTUTOM PEKOMEH/IyeTCs IIPOBOIUTD
npodumakTrky ¢ nomornpsio KOC, gecmomnpeccraa (([DDAVP]
— JUIs HALIMEHTOB C JIETKON M CPeIHEeTsDKeN0l reMo et
A) iy anTndUOPMHOMUTUKOB (TICUIOH-aMUHOKAIIPOHOBAs
kncnora [DAKK] n TpanekcamoBast KMCIOTa) B JOITOTTHEHIE
K 6aKTepHOIOrMYecKOMY IOCEBY U JIEYEHUI0 COOTBETCTBYIO-
LMY aHTUOMOTUKAMIL.

PekomeHpauunsa 7.4.3:

IIpu KpoBOTeYeHNAX B 00/IACTH LIEV VIV TOp/Ia y MaLu-
€HTOB ¢ reModuInell ¥ TOKaTN30BaHHBIM MH(PEKI[MOHHBIM
MPOI[eCCOM HeOOXOMO HAYMHATD IEYUTh KPOBOU3/IIAHIIE
aHTUDUOPIMHONUTIKAMIL, 2 MHQEKINIO — AHTHOMOTHKAaMML. 8y

7.5
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’KenypouHo-KuweyHble/O6pOWNHHDbIE
KpoBOTeYeHUsA

OcTpble KPOBOTEUEHNA U3 XKETYTOIHO-KUIIEIHOTO TPAKTa
(OKKT) MoryT nIposIBIATbCS KPOBABOII PBOTON, KDOBSIHUCTBIM
cTynoM (Hanu4ye HeM3MeHEHHOJ KPOBU B KaJle) MIM Me/IeHOII.
Y maiueHToB ¢ 3a00/1eBaHMAMIY II€YeHN IEPBBIM IIPM3HAKOM
xpoBoredeHus us JKKT moxxer cTarp neyeHOUHas sHIIe-
damomarus, mockonbpKy 60MbHAS [IeYEHDb IepecTaeT
CIIPaBIIATHCA C BBICOKOI O€IKOBOII Harpy3KOIi, BBI3BAHHOI
JKKT kpoBoTeyenuem.

JTro60i11 mpusHak KkposoredeHus us JXKKT u/unm octporo
KPOBOTEYEHsI B OPIOLIHOI MONOCTY TpedyeT HeMeIIeHHOI
MEJIUIIMHCKOI OIleHKM. Bce IMaIeHTs! ¢ KpOBOTEUEHNAMM 13
JKKT HyXpaoTcsa B ToCIUTaNM3anum

PekomeHpauuna 7.5.1:

IIpu >xenys0YHO-KMIIEYHbIX KPOBOTEYEHMAX y MAIIVIEHTOB C
reModuneit Hy>KHO He3aMeJ/INTETbHO IOBBICUTh YPOBEHb
aKTUBHOCTHU (PAKTOPA, a TAK)KE YCTAHOBUTH U MPOTEYNTH
NPUYMHY KPOBOTEYEHIIA.

Kposoreuenns n3 JKKT go/mKHbI 1e4nTbCA 3aMeCTUTETHHON
Tepanyeil paKTOPOM CBEPTHIBAHIS MAKCUMAJIBHO OBICTPO HOCTIE
TPaBMBI VI/M/IV Hada/Ia pAaHHUX CUMIITOMOB C I[e/IbI0 TIOTHATD
YPOBeHDb aKTUBHOCTH (paKTOpa B OpraHyu3Me MaryeHTa. YpoBHU
(akTOpa HOA/IEP>KUBAIOTCS 10 IIPEKPALeHNsI KPOBOTEUEHIS,
a ero 9TMOoNOrys ycraHasnusaeTcs.? 132 (Cum. tabnuiy 7-2.)

PekomeHpauuna 7.5.2:

ITanunenTtam ¢ remodummeit mpu kposoreyeHnsax n3 KKT
He00XO VMO IPONMCHIBATH AHTH(HIOPIMHOTUTUKIL.

AHTHQUOPUHOMUTHKY 3a4aCTYI0 ABIATCA 9P (HEKTUBHO
a'bIOHKTVBHOI Tepamnmeil KaK mpu reMouanm A, Tak ¥ Ipu
remModumiyu B. Y HeKOTOPBIX MaI[VIeHTOB BO3MOXKHO C OCTOPOJK-
HOCTBIO OfHOBPEMEHHO TIPUMEHATD aHTUDUOPUHOMUTUKY C
aKIIK wmu KoHLeHTpaToM nporpoM6buHoBoro Komirekca (KIIK).
ITpr4nHa BO3HMKHOBEHMA KPOBOTEUEHNUA JICINTCA COITTACHO
MTOKa3aHMAM.

Heo6x0a1Mo0 pery/sipHO KOHTPOIUPOBATh yPOBHI T€MOITIO-
6uHa 1 Ipy HeOOXOMMOCTI JIEINTh AHEMUIO VTN IIOK. [1pn
HajileHNY YpOBHel reMOITIoO0MHa SHIOCKOIIMYEeCKOe NCCIelo-
BaHIe IPOBOANTCA MO KIMHIYECKUM TTOKa3aHMAM Y T060ro
nanuenTa. [Ipu kpoBoteyeHun 13 XKKT npefnodTutebHBIM
METOJIOM UCCIIeJOBAHMA ABIACTCA 9HAOCKOMYECKIUIL.

Y HanyeHToB ¢ IPOrpeccUpyoInMy 3a00/1eBaHNAMY IIeYeH N
HeOOXOMMO KOHTPO/IMPOBATh yPOBeHb aMMMaKa. VM raxke
HY>KHO Ha4yaTb JIeYeHIe JIAKTY/I030¥1 M/IM aHaJIOTMYHbIM TIpera-
paTtoM /1A IpefoTBpalleHN:A KIMHNIeCKOil SHIIeaTonaTum.

PekomeHpauuna 7.5.3:

IIpu KenTygoYHO-KMIIEYHOM KPOBOTEYSHNI HAIVIEHTaM C
remoduIneil IOKa3aHO MPOBeeHNe SHAO0CKONMMYEeCKUX U
PEHITeHOMOTNYeCKIX BU3YaTN3MPYIOINX MCCIEKOBAHMII
VIS BBISAIBIEHNA BCeX YYACTKOB KDOBOTEYECHM .
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PekomeHpauunsa 7.5.4:

L] Hp]/[ )Ke)IyIIO‘IHO-KI/IHIe'-IHOM KPOBOTC'-ICHI/II/I y MAIIMECHTOB C
reMouIIeli JOMKEH PerynAapHO KOHTPOINPOBATHCA YPOBEHD
reMorno0uHa.

o Ocrpoe KpoBOTeYeHME B OPIOLIHON T010CTH (BK/IIOYast 3a0pro-
IIMHHOE) MOXKET IIPOSB/IATHCS GOJIBIO M B3YTIEM B )KUBOTE.
Takoe KpOBOTeUEHE MOTYT OIIMOOYHO IIPYUHSATD 3a Le/Ibli
psin MHEKIVOHHBIX VN XUPYPrideckux 3abonesanmuit. OHo
TaK)Xe MOXKET BBIIJISIZIETb KaK IapaluTIYecKast HeIPOXO/u-
MOCTb KUIIEYHMKA.

« DBpromable KpoBoTeUeHNs TPEOYIOT HEMEJIEHHOTO JIeIeHs
C L[e/IbIO0 OHATD YPOBHM aKTUBHOCTY (PAKTOPOB y HALM-
€HTa U YAEP>KMBATh UX [JO BIACHEHNS IPUYUHBI (3TUOMTOTUN
3a00/1eBaHMA).

o BoinmonHsteTcst KIMHIYECKast OLleHKA MALEHTa, KOTOPasi BKIIIO-
qaeT GpU3MKATbHbIIT OCMOTP, OLeHKY 60/IeBOrO CMHAPOMA, a
TaKKe cOOp aHaMHe3a, B TOM YIC/Ie ICTOPUY KPOBOTEYEHMIA.
Y3 n/wnu KomnboTepHas ToMOrpadusi MOIyT BBLIBUTD JIOKa-
JIM3aLYI0 U MACIITA0 KPOBOTEYEHNSI.

o IIpaBwibHas Tepamnus BbIpabaThIBAETCS B COTPYRAHIYECTBE C
y3KUM crenyanuctom.?$30 (Cm. tabmuuy 7-2.)

7.6 | MouyeuHble KpoBOTEUEHUA

« KpoBoreuyeHus B moykax (IoyeyHble KPOBOTEYEHN) MOTYT
IIPOMCXOAUTD CAMOIIPOU3BOIBLHO OO0 B Pe3y/IbTaTe TPaBMBL

o BbiiesieHne KPOBYU 113 MOYENCITYCKATEILHOIO KaHa/IA MOXET
ObITD EPBBIM IIPU3HAKOM paKa MOYEBOTO IY3bIPs, 0COOEHHO
y TIOXWJIBIX IAL[VIEHTOB.

o CUMIITOMBI MOTYT BK/IIOYaTh 60/Ib 11 B3[yTIE B )KUBOTE, CUJIbHBIE
60 B 60Ky U CIIMHE, TeMaTypuio (KpOBb B MOYe).

o IIpu nerkoit 6e360e3HEHHON reMaTypuM IALMEHTOB MOXHO
JIEYUTH CTPOTUM HOCTE/IbHBIM PEXUMOM U AKTUBHOI TU/pa-
tanueit (3 71/M? HOBEPXHOCTH Te/Ia B [IeHb) C 3aMeCTUTEIbHOI
Teparmuelt GpakTOPOM CBepTHIBaHMSA W 6e3 — B 3aBUCUMOCTHU
OT CYIIECTBYIOIINX BO3MOXKHOCTEN, B TeueHue 48 9acoB mpu
YCTIOBMY, YTO y HAI[MEHTA HET COITY TCTBYIOLIEl T0YeYHOI 1IN
ceple4HOIl HefIoCTaTOYHOCTY. Bo BpeMsA aKTUMBHOI IjpaTaym
cenyet n3berars npuMeHeHus fecmonpeccura (DDAVP).33

o JIro6ble TOYeYHbIe KPOBOTEUEHNU CIEIyeT JIEYNTD KaK
HEOT/IOXKHBIE.

PekomeHpauna 7.6.1:

. Hp]/l KpOBOTE€YE€EHUN U3 MOYEBBIBOAIINX HyTef/i y IMAIIMECHTOB
C I‘eMO(i)I/IIII/Ieﬁ HeO6XOI[I/IMO BBIACHUTD TOKAIN3ANNIO KPOBO-
T€YECHNA U HE3AMEJ/INTEIPHO MPOBECTYN 3aMECTUTENBHYIO
Tepannio (pakTopoM CBepTHIBAHNA KPOBU. iy

PekomeHpauusa 7.6.2:

o HPI/I IIOYC€YHbIX KPOBOTC‘ICHI/IHX IanMeHTaM C I‘eMO(I)I/I]II/Ieﬁ
AO/DKHA ITPOBOAUTDHCA al€KBAaTHASA I‘I/II[paTaHI/Ii[ ¥ HAa3HAYATbCA
HOCTEeNbHBIN Pe)KI/IM oo rlperamem/m KpOBOTE€4YE€HMA.

o ITpu 60mMe3HEHHOI MU CTOMKOI MaKPOCKOINIECKOI reMa-
TYPUM BOXXHO OCTEPEraThCsi IOSIBIEHIS CTYCTKOB U OOCTPYKIIMM
MOYEBBIBOJAIINX Iy Teir.3>3 V36erarite mpuMeHeHNA aHTUU-
OPMHONMMTIYECKNX TIPeraparoB.3

PekomeHpauunsa 7.6.3:
o IIpu moYeuyHBIX KPOBOTEYEHNAX NALMIEHTaM ¢ reModrineit
HeJIb34 JaBaTh aHTU(DMOPUHOTUTIYECKNIEe IIPeNapaThl.

PekomeHpauunsa 7.6.4:

o IIpu moyeyHBIX KPOBOTEUEHNAX Y MALVEHTOB € TeModu-
el 3aMeCTUTeNbHAsA Tepannsa PaKTOPOM CBePThIBAHNA
JO/DKHA IIPOBOAUTHCS 0 NpeKpallleHI s KPOBOTeYeH .

o Takux ManueHTOB CIefyeT HAIIPAB/IATh Ha KOHCY/IBTALIIO
K YPOJIOTY [IsI OLIeHKM BHYTPEHHel IPUIMHBI TeMaTypun
(MaKpocKonM4eckoit/MaKporeMaTypum VIV MUKPOCKOITIYe-
CKOII TeMaTypyn), €C/IVi OHa He TIPOXOUT, VU €C/Y CITyIaI0TCs
peuupussl. (Cm. Tabmmiry 7-2.)

7.7 | OdTanbmonornyeckmne
KPOBOU3NNAHUA

o KpoBomsmusinus B r1as (0 rasbMonIorndeckye) NponuCcxOpsT
PEIKO, €CIIV TObKO OHM HE CBA3aHBI C IIA3HOV TPaBMOM WJIN
nHpexuuerr.

o IrasHble KPOBOM3IMSAHNS TPEOYIOT HEMEJIEHHOTO JIEYeHNs C
11€J/IbIO IIOBBICUTDH ypOBeHb AKTUBHOCTI (baKTopa y IIangeHTa.
YpoBeHb pakTOpa NOALEP>KUBAETCS O BHISICHEHNS 9THOIOTIN
KPOBOTEYEHMS,  3aTeM ITPOBOIMTCSA COOTBETCTBYIONIEE /IeYeHNe
IIpY KOHCYZIBTUPOBAHMUM CO CIIENMaInCTOM.28-30

PekomeHpauuna 7.7.1:

o IIpu KpOBOM3NMSAHMM B I/Ia3 Y NALMEHTOB ¢ reModuineit
clIefyeT He3aMeJINTeTbHO IOBBICUTD YPOBEHb aKTHBHOCTH
(daxTopa cBepTHIBaHNS; MAIMEHT TAKXKeE TO/KEH ObITH 0CMO-
TpeH o TaTbMONIOTOM.

PekomeHpauna 7.7.2:

. HpI/I KpOBOM3INAHNN B ITa3 MaITVEHTDI € I‘eMO(bI/IJII/Ief/I JOIKHbBI
peryIapHo ocMaTpuBaThCA MeguKamu (pusudeckuit ocMoTp)
gepe3 KaxKablie 6-8 yacoB B XO04€ KpOBOU3INAHNA B I'/Ta3.

. HPI/IMC‘IaHI/Ie: ITo KIMHMYEeCKNM IMOKa3aHIAM MOKET Il06aB-
IATHCA TUMATHOCTUYECCKAA BI/ISya)IMS?lI.H/I}I.

PekomeHpauwusa 7.7.3:

. HPI/I KpPOBOM3INAHNN B I'Ta3 MAIMEHTDI C I‘eMO(l)I/IJII/Ieﬁ[
AO/KHBI ITONTYYaTh T€Y€HNE VI HAXOAUTDHCA IO Ha61110;(e-
HIEM 10 nperameHI/m KpOBOTE€YE€HMA.

o ITanmeHTa CIefyeT He3aMeTUTEIbHO HAIIPABUTD Ha OCMOTP
K o¢prampmorory. (Cum. Tabnuiy 7-2.)
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PekomeHpauunsa 7.8.3:
o Ilpu HenpexpamaomeMcs KPOBOTEYEHNI B POTOBOI HOMOCTI

7.8 | KpoBsousnusHue B poToByio NONOCTb

Hamnb6onee yacTo KpOBOTEYEHMSI B POTOBOI TOTOCTH BBI3BI-
BAIOTCA yja/ieHneM 3y6a, KpOBOTOYMBOCTLIO fleceH (HepenKo
13-3a HeCOOMIONIeH s TUTYEHBI TIOJIOCTI PTa) WIU TPABMOIL.
KpoBOTO4YMBOCTD IeceH yKasbIBaeT Ha HA/TMYNE BOCTIA/INTENb-
HOro 3a0071eBaHMsA fleceH (TMHTMBUTA). Y I C reMOouImelt
3TO COCTOSIHIE MOXKHO TIPEFOTBPATUTD U BbUIEUNTD. [IpranHoit
3a00/IeBaHs He AB/IAETCA HAC/Ie[ICTBEHHAsA KOATY/IONATIS KaK
TaKoBasl.

PaHHee HaIpaB/eHIe K CTOMATOJIOTy U COOTBETCTBYIOLIE Tapo-
JIOHTO/IOTMYECKOE JIeYeHIe ¥ PeKOMEHALNY IIOMOTYT CHUSUTh
KPOBOTOYMBOCTD IIOCTIE YUCTKMU 3YOOB, IPEJOTBPATUTD IPOrpec-
CUpOBaHNe MTAPOJOHTNUTA, YMEHbUINTDh BEPOSTHOCTD PaHHE!
mmotepu 3y6OB U PUCKOB, CBSI3aHHBIX C CICTEMHBIM BO3Jieli-
CTBJEM Ha BeChb OPraHU3M.

K gpyrum, MeHee pacripocTpaHeHHbBIM, TPUYMHAM KPOBOM3/IN-
SIHUIT B POTOBOII IOJIOCTY MOTYT OTHOCUTBCSA: CAMOCTOSITEIBHO
IpMYMHEHHbIE PaHEHN, BbIafieHe MOIOYHBIX 3y60B (y fieTeit),
HeJJaBHsIsI CTOMATOJIOTYeCKas oneparys 6e3 IprMeHeHs
COOTBETCTBYIOLINX FeMOCTATUYECKIX Mep.

ITpn cBoeBpeMeHHOM 0OHAPY)KEHIUN ¥ pAHHEM JIeYeHI! KPOBO-
Te4eHMsI, BOSHUKAIOII[VIE IOCTIe BBIIA IeHIsI MOTIOYHBIX 3Y0OB,
OBICTPO MPEKPAIAOTCS. BlIaXKHBII Map/eBblit TAMIIOH IIPYDKI-
MAIOT HeIIOCPECTBEHHO K 3yOHOI TyHKe, YAep>KUBas JaB/IeHIe
He MeHee 15-30 MunyT. Popurenam/yxakuBaoumm nuam
HY)>XHO PEeKOMEHJIOBATb, YTO €C/IM KPOBOTEUeHNe He TIpeKpa-
TUTCA B TeYeHME 6 9aCOB, TO OHM JO/KHBI CBA3aThCA CO CBOUM
LIEHTPOM JIeYeHN S TeMODVINA I/Is1 TOJTyYeHN s LOTIOTH-
TEeTbHO IIOMOIIIN.

11 manueHToB ¢ reMoIINell PeKOMEH/YeTCs IMETb TIATebHO
COCTABJICHHDII IUIaH IIPeoIePalIOHHONM FeéMOCTaTUYeCKO
IIOMOII! [0 BBIITOTTHEHNsI CTOMATOIOTMYECKUX OIIePaiNil Wi
MHBA3MBHBIX CTOMATOIOTMYECKIX IIPOLIEAYP C LIebI0 N30eXaTh
KPOBOU3IMSHMUI ITOCTIE OTIEPALIVIA.

PekomeHpauusa 7.8.1:

o HPI/I KPOBOTE€YECHUAX B POTOBOf/i IMO/TOCTN Y MALIVIEHTOB C

reModuneii cregyeT BHIABUTD TOKaTN3AINIO KPOBOW3IN-
SAHUA ¥, IO BO3MO>KHOCTH, 06eCIednTh NpAMoe JaBlIeHNe
HA 3Ty 30HY 1I/M/IN HaZIOKUTD IIBBI. LYY

PekomeHpauna 7.8.2:

o HPI/I KpPOBOTE€YECHUAX B pOTOBOI‘/'I IIOMOCTH! /I MAVIEHTOB C

I‘eMO(l)I’ITII/Ieﬁ MO/IKHBI B COOTBETCTBYIOIINX JO3aX NMPONMCHI-

BaThCA U IPUMEHATHCA aHTUPMOPUHOMNTIIECKIIEe TTPeNapaThbl.
KP)

Y naumenTos ¢ reModumeii B, momyyarommx Tepanio 60/1bImmMu
nosamu KITK, i y manumeHToB ¢ MHIMOMTOPHOI reMO(UIINelt,
nony4atouux aKIIK, anHTupubpuHOMNTUKY CIefyeT IpuMe-
HATb C OCTOPOXKHOCTDBI0.3>36

MaIMeHTaM ¢ reMoQIINeli JO/DKHA IPOBOAUTHCS 3aMeCTH-
Te/IbHasA Tepanysa GPaKTOPOM CBePThIBAHUA OTHOBPEMEHHO
C IOKa/IbHBIMY MepaMU, HaIIpUMep, Ha/IOKeHNeM IIBOB
VJIM MECTHBIM NPMMeHeHNeM afpeHaTNHa J/I1 OCTAaHOBKI
KPOBOTEYeHNA.

ITanmenTam ¢ [IUTeNbHBIM KPOBOTEUEHNEM B POTOBOI IIOTIOCTU

CIIeflyeT Ha paHHeM 9Talle 00paTUThCA 3a KOHCY/IbTalMel K

KOMaH/Ie CBOMX CIIELMa/NICTOB I10 JIEYEHNIO TeMOPUINN C

y4acTyeM CTOMATOJIOTa MM XUPYpPra-CTOMATOIOra/democT-

HO-/INL|EBOTO XMPYPra I/ ONIpeMle/IeHNA UCTOUYHMKA Vi CTENIEeHN

TSKEeCTU KPOBOTEUYEHMA.

IIpu BO3HUKHOBEHNM HEOXKM/IAHHOTO KPOBOTEUEHN MTOCTIe

TIIATe/IbHO CIUIAaHMPOBAHHOM MHBA3MBHOI CTOMATONIOTMYECKOI!

POy Pbl HEOOXOAMMO ITAPATIIENBHO C IeYeHeM KPOBOTEYEeHIL

B POTOBOII [IOJIOCTH BBIIIOTIHUTD TaG0PATOPHbIE AHATUSBI JIISL

YCTaHOBJIEHN:A €T0 BO3MOXKHBIX IPUYMH, HAIIPUMep, HaIN4unA

MHTUONTOpPA WM HapyIIeHNs GpyHKIUM TPOMOOLNTOB, BbI3BaH-

HOTO JIeKapCTBaMI.

Croiikne KpOBOTe4YeHNsI HEOOXOIMMO JIEUUTh IOITAIIHO C

IIOMOIIBIO MECTHBIX I/WM/IV CUCTEMHBIX Mep, Ky/ja BXOIAT:

- IpAMOE aBjieHMe Ha 30Hy KPOBOTEUEHM B/IaYKHBIM
Map/IeBbIM TAMIIOHOM, YE€P>K/BAEMbIM 110 MECTY He
MeHee 15-30 MunyT;

- MecCTHas aHeCTe3s afjpeHaTNHOM/3N1HepPUHOM,
CIIOCOOCTBYIOIAs IOKATLHOMY CYXKEHIIO COCYHOB;

- IUBBI /I YIUMBaHUA PaHbl;

- MeCTHOe IpMMeHeHIe TeMOCTaTU4eCKIX CPeNCTB,
HaIpUMep, OKCULIEIIONO03bI, TPOMOMHA, G1OPUHOBOTO
KJIesl ¥ TOMY HOfL06HOT0;

- TpUMeHeHVe OPaJIbHbIX VU MeCTHBIX aHTUPUOPUHOMN-
TUKOB, TAKUX KaK ONOJACKMBATE/b J/IS TIOTIOCTU PTa MM
macTa2%39;

- BBIOpAHHBII BAPUAHT CUCTEMHOTO JIeYeHNsI - HaIIpUMep,
3amectutenpHas repanus KOC, gecmomnpeccus, antudu-
OpPMHONMNTIYECKOE JIeYeHNE — IIPOBOANMOrO KOMaHIOl
MEeJMKOB, JIeYallNX TeMOQUINIO;

- KOHTPOJIb OCHOBHBIX (pM3MOJIOTMYECKIX TIOKa3aTeseil 1
JledeHNe aHeMIH, eC/IV TTIOTpebyeTCs.

ITo JocTIKEeHNY TeMOCTa3a CTPOroe CoOIeHNe OCIeoTepa-

LIMIOHHBIX Ha3HAYEeHMII CHU3UT PUCK PeLUABA KPOBOTEUEHM .

IMaunenTtam ¢ remouIneil JOHKHO OBITh PEKOMEHJOBAHO:

- JCIONIb30BATh CUCTEMHBIE V/MIN MECTHBIE aHTUUOPI-
HONUTUYECKNE CPe[iCTBA B TeUeHe 5-7 JHell;

- BO3[IeP>KMBATbCA OT 3aHATUI CIIOPTOM U OT MHTEH-
CMBHBIX (PUBMYECKUX YIIPaKHEHMIT 3-5 THeit;

- YHOTpeONIATH B MUY MATKYUE IPOAYKTHI U U36eraTh
AKTMBHOTO OIOTACKMBAHMA MONOCTU PTa B TeueHue 3-5
THET;

- BO3JepPXKaThCA OT KyPEeHU UIU COKPATUTDb €T0 XOT: OBl B
TedyeHue 24 4acoB;

- paccMOTpeTb BapMaHT UCIONb30BAHMA MATKOI
LMHBI 151 60JIee IINTeNbHO 3aIUThl PaHbL, IPU
HeOOXOIMMOCTM.
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Cwm. Taroke rmaBy 2 «KoMIuiekcHoe iedeHne reMoummm» —
«CTOMaTONOTMYECKUIT YXOf U JIeYeHNe».

7.9 | 3nucrakcnc

KpoBoTeueHne u3 HOCa (3MMCTAKCUC) MOXKET OBITh BBI3BAHO
TPABMOIT WM pasfpaXkeHNeM CIM3UCTON 060/I09KM HOCA.

Y nux ¢ reModuIMest MOTYT CTy4aTbCA YacThle Vi IIPOJOJIKI-
Te/IbHble KPOBOTEYEHM 13 HOCA: OT IPUYMHAIOLINX JIETKOe
HEYH0OCTBO [10 TSAKEBIX SIIM30/10B, TPEOYOIIX MEAMLIMHCKOI
HIOMOIIM B OO/IbHULIE WIIN YIPEXKJECHNY HEOTIOXKHOJ IIOMOIIIN.
3a4yacTyi0 3aMeCTUTE/IbHON Teparmu paKTopoM He Tpebyercs,
3a MICK/IIOYEHMEM CITy4aeB TAOKe/IbIX VI PeLVIAVBUPYIOLMINX
KpoBOTe4eHnit. 282

PekomeHpauwusa 7.9.1:

IIpu HOCOBOM KPOBOTeYeHU M MAI[MIEHTaM C reMo et
HY>KHO 00eCIe4uTh NPUNOFHATOE MONTO)KEeHIE TOTOBbI U
NPUKIAbIBATh XONOHbIe KOMIIpecchl K 30He Knccenpbaxa-
JIurtna.

PekomeHpauwusa 7.9.2:

IIpu HOCOBOM KPOBOTEYEHNM Y MAIMEHTOB C TeMOo el
clegyeT n3berarh TAMIIOHAJBI HOCA, TAK KaK ee IOCIeNyolee
yAalieHle MOKeT CHPOBOLIMPOBaTh KpoBoTedeHne. OxHako
Ha NPaKTUKe TAMIIOHA/Ia HOCA IIMIPOKO NpUMeHAeTCsA.

PekomeHpauunsa 7.9.3:

ITpu HOCOBBIX KPOBOTEYEHUSAX Y MAIMIEHTOB C reMoQieit
B JIOIIOTTHEHME K 3aMeCTUTENbHOIT Tepanuy (paKTOPOM CBep-
THIBAaHM MOXKHO MCIIOTIb30BAaTh Map/Ii0, IPOIMTAHHYIO
aHTU(DNOPUHOTUTIYECKIIM CPECTBOM.

ITpu ocTPOM HOCOBOM KPOBOTEUEHMY (IMMCTAKCHCE) TTALVIEHTY

HeoOXO0IMMO OKa3aTh CIeAYIOLIYIO IIePBYIO0 IIOMOIIIb:

- Bo nsbexxanue npornarbiBaHyA KpOBY 006ecIednTh
60bHOMY IIepejHee MOJI0KeHe TO/IOBbI (T.e. cllerka
HAKJIOHUTD TO/IOBY BIIepef], IIPVKaB HOZO0POIOK K
TPy/iy); TIOIPOCUTD ITAIMEHTa OCTOPOXKHO BBICMAPKMBATh
OTXOJAIME CTYCTKIN.

- IInoTHO NpMXXUMATh Map/IK, CMOYEHHYIO JIEASAHON
BOJION, K TIepefjHeMY OT/e/Ty HOCOBOII IIeperoposiku (30He
Kuccenbbaxa-J/IntTna) B Tederne 5-10 MUHYT.

- DByper HeMIIHUM NIPUMEHUTDb MECTHBbIIT aHTUGUOPIHO-
JIUTUK, CMOYMB B HEM MAPIIIO.

TammnoHnajja Hoca IPOTMBOIOKAa3aHa, TOCKOIbKY ITPU U3BJIe-

YEeHMM TAMIIOHOB MOBPEX/AETCSA COCYAMUCTAs SH/I0TeNNAIbHAS

BBICTUJIKA, YTO MOXKET YyTPOXKATh IreMoCTasy. [lelicTBeHHOIt

a/IbTEPHATUBON MOXKET CTaTh MPUXKUTAHMLE.

ITpyu HOCOBBIX KPOBOTEYEHMUAX — OCOOEHHO CBA3AHHBIX C

ayieprueit, ¢ MHQeKIuell BepXHUX IbIXaTeNbHbIX Ty Tell Mm

C CE30HHBIMI U3MEHEHUAMN — HA3HAYAKOTCA aHTUTUCTAMIHHbIE

MM TIPOTUBOOTEYHbIE IIPEIIapaThl COITIACHO MOKA3aHUAM.

ITpu HOCOBBIX KPOBOTEUEHMAX, BHISBAHHbIX MHEKIIMelT, Ha3Ha-

YAKOTCA AaHTMOMOTUKY IO ITOKA3aHMAM.

IIpy AAUTENbHBIX UK YACTO CAYYAIUINXCA KPOBOTEYEHUAX
HeoOXOIMMO OIleHMBATh BOSMOXKHYIO aHEMMIO Y TTAI[VIeHTa U
IIPOBOJIMTDH COOTBETCTBYIOIEE JIeYeHNeE.

ITarmeHTaM ¢ TSKEIBIMU Y TOBTOPAIOIIVIMIICA KPOBOTEUEHNUAMM

13 HOCA pEKOMEH/TYeTCs IIPOKOHCY/IbTPOBATLCA CO CIIelMaIm-

CTOM U BBITIIOTTHATD IPOGUIaKTIYeckye Mepbl. KOHCyIbTaIys

y OTOJIApMHTOJIOTa TI0Ka3aHa, €C/IJ HOCOBble KpOBOTEUYEHNs

CTOJIKME VY PeLUINBUPYIOINeE.

B TAXeNbIX MY TPYTHOU3NIEUNMBIX CTyYasaX MOXeT OBITh

IOKa3aHa TepaleBTUYecKasd OKKJII03MA apTepuaabHOTO

KPOBOCHAOXeHMA HOCA.

B npo¢umakTideckue Mepbl 10 CHIDKEHUIO PYCKa BOSHUKHO-

BEHM SIMCTaKCUCA BXOJAT:

- IOBBIIIEHNUE BTXXHOCTY BO3AyXa B Cpefie IpeObIBaHMs;

- HaHeceHNe rejeil (HaIIpuMep, BaseHa VI COTEBBIX
KalleJIb/Tesis) Ha CIMSKUCTYI0 000/I0YKY HOCa ISt COXpa-
HeHIA YBIaKHEHHOCTY UM IIpMMeHEHNe CONIEBbIX
Crpees;

- TIIpMMeHeHJ)e IIPOIMCAHHBIX JIEKAPCTBEHHbIX CPEICTB
- QHTUTMCTAMUHHBIX, IIPOTUBOOTEYHBIX CPEJCTB M aHTH-
OGUOTHKOB - COITIACHO YKa3aHMsM.

PekomeHpauunsa 7.9.4:

IIpu TPyAHO OCTAaHOBMMOM HOCOBOM KPOBOTEYEHMM Y AL~
€HTOB C reModuIMeli CIexyeT KOHTPOTMPOBATD SKU3HEHHO
Ba)KHbIe IPU3HAKU U YPOBEHb IeMOIIOOMHA 10 IpeKpa-
LIEeHNsI KPOBOTeYeH s (00bIYHO B TeueHne 24-48 4yacos.)

PekomeHpauunsa 7.9.5:

ITput HOBTOPSIOLIMXCS KPOBOTEYEHMSX 3 HOCA Y MAL[VIEHTA C
reModunuei He06X0aMO HeMeJ/IEHHO OTIPeeTNTh ¥ IeYNTh
BbISBIBAIOLIYIO IX IEPBIYHY O MaTonoruio. [IpornBooreyHbre
¥ QHTUTUCTAMUHHbBIE MPENAPATHI IOMOTAKT, €C/IN KPOBO-
Te4YeHNe CBSI3aHO C a/UIeprieil, a aHTUOMOTHKI ClegyeT
MPUMEHATD, €CII KPOBOTEYEHE CBA3aHO ¢ MHpEKIuerl.

7.10| PesaHble paHbl N ccaguHbl

Pe3aHble paHbl 11 CCAMHBI — 9TO BHEIIHVE KPOBOTEYEHNIS;
BBI3BIBATH VX MOXKET ITOBEPXHOCTHBII VIV ITyOOKUIT TOpe3
VLU K€ [JapalHa Ha IOBEPXHOCTY KOXI.

IToBepXHOCTHBIE Pe3aHble PAHBI JIeYaT METOLAMI IIEPBOIT
TTOMOII[!.

ITpu r1ry60KMX pe3aHbIX paHaX CHaYa/Ia IOBBIIIAIOT YPOBEHb
aKTUBHOCTY (paKTOpa y MalMeHTOB, a IOTOM — IIpJ He06X0-
AUMMOCTH — paHy 3amyBaioT.?$30 (Cm. Tabmuiy 7-2.)

PekomeHpgauusa 7.10.1:

JI/1s1 meveHMs pe3aHbIX PaH I CCAUH MAIVIEHTaM C IeMo-
¢unmeit npoBoguTCca 3aMecTUTeNTbHAS Tepanus pakTropom
CBepTBIBAHNSA, A paHa, IPU HeOOXOXMMOCTH, He3aMe/I/IN-
TEeBHO YIIMBAETCA MOCTe KOHCYIBTAINy ¢ MPO(UIbHBIMU
XMpypramu.



[naBa 7: JleueHne KpoBOTEUEHWIA PA3NINYHON NOKann3aumnm

TABJILA 7 - 2 CnoxunBLUAACA NpaKTMKa IeYeHnA: MMKOBbIe YPOBHU GaKTopa B N1a3Me 1 NPOoao/IKUTENb-
HOCTb BBEEHMA

Femodunus A Ffemodunusa B

Huskopgo3sHbil npoTtokKon BblCOKOA03HbIN npoToKon Huskopo3sHbIn npoTtokon BblCOKOA03HbIIA npoTtokon

MukoBbiii yposeHb  AnutenbHoctb  [ukoBbii yposeHb  [AnutenbHoctb  [MuKosbii ypoBeHb  [AnutenbHoctb  MMKOBbIN ypoBeHb  [ANMTENbHOCTH

Tun dakTopa neyeHusa dakTopa neyeHus ¢akTopa nevyeHns ¢akTopa neyeHus
KpoBOMN3NNAHNA ypoBenb (ME/gn) (aHwn) ypoBeHnb (ME/gn) (aHwM) ypoBeHb (ME/pgn) (aHn) yposenb (ME/gn) (aHn)
BHyTpucyctasHoe 10-20 1-22 40-60 1-22 10-20 1-22 40-60 1-22
B noBepxHOCTHYIO 10-20 2-3a 40-60 2-3a 10-20 2-3a 40-60 233
MblwLy / 6e3 HC

noBpeXaeHnn

(Kpome nofBe3poLL-
HO-MOACHUYHOW
MbILLLbI)

B noAB3A0LWHO-NMOACHNYHYIO MbILULY N rny60K|/|e MbiLLbI C HC nospexaeHnamm nnn 3HaUUTENbHON KposonoTepelh.

HavanbHas Tepanusa 20-40 1-2 80-100 1-2 15-30 1-2 60-80 1-2
Moppepxusatowian 10-20 3-5b 30-60 3-5b 10-20 3-5b 30-60 3-5b
BHyTpunuepenHoe

HavanbHas Tepanua 50-80 1-3 80-100 1-7 50-80 1-3 60-80 1-7
MNMopneprkmBatoLian 20-40 8-14 50 8-21 20-40 8-14 30 8-21

30-50 4-7 = = 30-50 4-7 - -

fopno n wes

HauanbHasa Tepanua 30-50 1-3 80-100 1-7 30-50 1-3 60-80 1-7
MoppepxusatoLan 10-20 4-7 50 8-14 10-20 4-7 30 8-14

)Keﬂy,l]OlIHO-KI/ILLIel«IHbIe

HavanbHas Tepanua 30-50 1-3 80-100 7-14 30-50 1-3 60-80 7-14
MNMopnepkuBatoLian 10-20 4-7 50 10-20 4-7 30

MoueuHoe 20-40 3-5 50 3-5 15-30 3-5 40 35
[ny6okue pe3aHble 20-40 5-7 50 5-7 15-30 5-7 40 5-7
paHbl

Xupypruyeckas onepauua (6onbluas)

MNpepgonepaunoHHo 60-80 80-100 50-70 60-80

MocneonepaunoHHO® 30-40 1-3 60-80 1-3 30-40 1-3 40-60 1-3
20-30 4-6 40-60 4-6 20-30 4-6 30-50 4-6
10-20 7-14 30-50 7-14 10-20 7-14 20-40 7-14

Xupypruyeckas onepauua (manas)
MNpenonepaunoHHo 40-80 50-80 40-80 50-80

MocneonepaumoHHod 20-50 1-5 30-80 1-5 20-50 1-5 30-80 1-5

MpumeyaHus: B Tabnuue yKasaHbl )enaTe/bHble MMKOBble ypoBHM GakTopa Npu 3amectuTensHomn Tepanun KOC. YpoBHM NoKasaHbl Ans Tepanvin KpOBOTEUEHUI Pa3IMYHON
JIOKaNM3aumm 1 OTPaXKaloT AMANa3oH B MUPOBOW KIIMHUYECKON NPAKTHKe B 3aBUCUMOCTYM OT MMEILLIXCS PECYPCOB. BaXXHO OTMETUTD, UTO Liefb IeUeHUs COCTONT B

3¢ PEKTUBHOIN OCTAaHOBKE KPOBOTEUEHMSA, 11 UTO 3Ta Lieslb AOMMKHA ObITb HEU3MEHHOW ANA Mo6or cTpaHbl. [Mpu HM3KUX ypoBHAX KOC B 3aMecTuTeNbHO Tepanu Tpebyetca
ropasgo 6onee npuctanbHoe HabnogeHne 3a 3GPEKTUBHOCTLIO OCTAHOBKYM KPOBOTEUEHWS, 11 MOTEHLIMANIbHO BbILLE LUAHCbI TOTO, YTO NOTPe6yeTcs JONONHUTEbHAA Tepanus
KOC ans BbixoAa Ha LieNeBo ypoBeHb B NIA3Me, a TaKKe /1A MOyYeHUA reMoCTaTUYeCKnX pe3ynbTaToB 1 NCXOAA ANA ONOPHO-ABUTaTeNbHON CUCTEMBI.

A66peBuaTypbl: KOC — KoHUeHTpaT dpakTopa cBepTbiBaHWA; HC — Helpo-cocyanCTbIN.
aMoxeT 6bITb AoNbLUE NPY HeJOCTaTOYHOM OTBETE Ha fleueHue.
b/Horga gonblue, yxe B KauecTse BTOpMUHON NpodunakTuki B xoge JIOK.

TpofoMKNTENBHOCTL NleYeHnA nojpasymeBaeT KONM4ecTBO nocsiefoBaTesibHbIX [IHen nocne onepauuu. Heobxoavmo yuunTbiBaTb TUN KOC v oTBeT Ha Hero co CTOPOHbDI
OpraHmM3sma naymeHTa.

d3aBucKT OT NpoLeAYPbI; KONMYECTBO [03 OyAET 3aBUCETb OT NEPUOAA NONYBbIBEAEHNA Y KOHKPETHOTO npumeHsemoro KOC.
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106 PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

o JInd ymaneHNs IBOB HY>KHO Y4eCTb HEOOXOVIMOCTb FeMOCTa-
TUYECKOTO TIPUKPBITYI, €CTTM PUCK KPOBOTEUEHNA OLIeHBACTCA
KaK BBICOKUIA.

7.11| KpoBousnuaHWA B MArKMe TKaHN

o KpoBomsnusnue B Msrkue TKaHu (reMaroma) MO>KeT IIPOU30MTU
B MBIIIILIBI, CBA3KI, CYXOXKIINSA WIN B OJKOKHOE IIPOCTPAHCTBO.

o OObIYHBIE TPAaBMBI MATKVX TKaHEll YaCTO BbI3bIBAIOTCS PACTSIKe-
HJEM WM epeHaIPsDKeHNEM, YAPOM, BbI3BABILNM yIUNO, WIN
U3/IMIIHe} Harpy3Koli Ha KaKyr-m60 4acTb Tea. CHMITOMBI
3aBJICAT OT JIOKA/IM3aLUM KPOBOTEUEHNA.

o IIpy 60/MbIIMHCTBE IOBEPXHOCTHBIX KPOBOM3/IUAHMIL B MATKME
TKaHI MOKHO 000ITICh 6e3 3aMeCTUTeIbHOI Tepanuu GpakTopoM
CBepThIBaHMA. 37leCh IIOMOTYT TYToe CXKaTue 1 JIef.

o OTKpbITBbIE KPOBOTEUEHMS B AaHATOMMYECKIX OT/e/IaX, KaK TO:
3a0pIOIIJHHOE IIPOCTPAHCTBO, MOIIOHKA, ATOVUIIbI ¥ MBIIIIIBI
6enpa - MOTYT IIPMBECTH K 3HAYUTE/IbHOJ KpoBomoTepe. [1pn
HOJ03PEHNM Ha TAKYIO CUTYALMIO TPEOYeTCA CPOYHO IPOBECTH
3aMeCTHUTE/IbHYIO TepaInio (JaKTOPOM CBEPTBHIBAHMNSA C LIE/IbIO
CHU3UTD KpOBOTedeHMe. Takxe IpUMeHAeTCs €N, U IIPOBO-
IUTCA aJybIOHKTUBHAA TePaIN J/Is yMeHbIIEeHNA 00N, OTeKa,
BOCIIA/ICHV 1 /IS 3aMefl/IeHNst OOMeHa BellleCTB B TKaHAX.!3

o CreiyeT OLIEHUTD TAKECTb KPOBOTEUEHA Y ITALIMEHTa U CTeTIeHb
BO3MOYKHOTO BOBJIEUEHNA IIepUQepIIecKuX HePBOB I COCYIOB.
VICKII04NTD BO3MO>KHYIO TPaBMY aHATOMIYECKNUX OT/ETIOB,
cofep>KallyX )KU3HEHHO Ba>KHbIe OpraHbl (HaIlpuMep, TO/I0Ba
w1 GPIOIIHAS TTOTOCTD).

o YdecTb HEOOXOAMMOCTD IIPONO/KUTEIBHON OLIEHKU COCTO-
SHMA, 9YTOOBI M36€XaTb KOMIIAPTMEHT-CUHApOMa (CUHApOMa
CHABIMBaHMA). 2829

o PerynsapHo KOHTPONIMPOBATh YPOBEHb 'eMOITIOOMHA 1 OCHOBHbIE
(busmonornyeckme oKasaTe/m o MpeKpalieHns KpoBOTeYeH A
/WY BOCCTAHOBJIEHUA QYHKIVIN.

o Cwm. taxke rmaBy 10 «ITopaskeHusa onopHO-ABUTaTEILHOIO
aInmapaTar.

7.12| CnoxuBlanaca npakTmkKa
3amectutenbHon Tepanumn KOC

o B Tabmuiie 7-2 IpuBOAATCSA XKeaTe/IbHble IMKOBbIE YPOBHM
¢axropa B m1asme. OHM OTPaXKAIOT AMATIA30H C/IOKVBLIEHICA B
€o0011IeCTBe IIPAKTIKIY, KOTOPasi BKII0Yanach B «PyKoBOACTBO
B®T» ¢ 2005 r. Ha mpoTs>keHnn 3TOro AMUTEIbHOTO EepHUOofa
peKOMeHIanuu IIOMOTaI/ HallpaBIsATh ledebHYI0 paborTy,
a TaKoKe Hay4YHBIe VICC/IeJOBaHNA, 0COOEHHO II0 TeMOCTa3y
[PV XUPYPIUYECKNX OIlEePALUsX; IIPY 9TOM O KaKuX-116o
po6eMax ¢ 6€30MacHOCTbIO He cO001Ianoch. JJaHHbIe IpaK-
TIYeCKIIe OAXO/bI TPEOYIOT fATbHEIIIETO M3y IeH s, C LIeIbI0
UX KPUTUYECKOII OIIEeHKH.
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107



108

NHrnéuntopsbl K pakTopy

CBepTbiBaHUA

Margaret V. Ragni' (Mapraper B. Parunm) | Erik Berntorp? (3puk bepHtopn) | Manuel Carcao?® (MaHyanb Kapkao) | Carmen
Escuriola Ettingshausen* (KapmeH 3ckypuona 3TTuHrcxaysen) | Augustas Nedzinskas? (Ayrycrac HepsuHckac) | Margareth
C. Ozelo® (Maprapert K. O3eno) | Enrique D. Preza Hernandez? (3upuke [l. lMpe3a dpHaHpec) | Andrew Selvaggi® (SHapio
Censapxu) | H. Marijke van den Berg? (X. Mapuiike BaH Aep Bbepr) | Glenn F. Pierce'® (TnexH @. Muapc) | Alok Srivastava!

(Anok WpwuBacTaBa)

T Kadepnpa rematonornm/oHKoNOrMm, MeauLMHCKNI GakynbteT, MANLIMHCKIIA LieHTp MUTTCOyprckoro yHuBepcuteTa, MuTTcbypr, wrat MeHcunbeaHma, CLLA
2 lleHTp TPOM603a 1 remocTasa B Manbmé, JlyHackuin yHuBepcuteT, Manbmé, LLiseymna
3 Kadepnpa neguatpun, YHusepcmteT TOPOHTO, OTAENEHWE reMaTonornm/oHKonorm, aetckasa 6onbHmua «Sick Children», TopoHTo, OHTapwo, KaHaga

4 Lentp remodunun Peiin MainH, ®paHkdypT-MépdenbaeH, lfepmanus
5 Apérana, Jlutea

6 INCT do Sangue Hemocentro, YHunsepcutet Kamnunac, KamnuHac, Can-Mayny, bpasunua

Mexuko, Mekcuka

MenbbypH, ABCTpanus

9 ®oHp nccneposanua remodunuu PedNet, bapH, HuaepnaHgbl

10 BcemuipHas depepauusa remodunum, MoHpeans, Ksebek, KaHaga

7
8

1 Kadeppa rematonoruu, XpucTMaHCKMn MeANLIMHCKIN Konnemx, Bennypy, hana

Bce YTBEPKACHNA, ABIAOINECA PEKOMEHIANNAMMI, NIPUHATDI
Ha OCHOB€ KOHCE€HCYyCa M1 TOMEYEHDI a66peBMaTyp0171 -
«KOHCEHCYCHbI€ PEKOMECHTALININ»

B enase onucvieaemcs, kak 603HuKaem UH2UOUMOP — 00HO U3
Haubonee cepve3HbiX OCTIONHEHUTI 8 leueHul eemodunuu. 30eco
CO0epIHamcs 0CHOBHDLE OnpedesieHus U peKoMeHdayuy 0 npose-
OeHul CKpUHUH2A HA HATUYUEe UHEUOUMOPA, 0 MeCUpOBanuU u
newenuu. Bedenue navyuenmos ¢ uneubumopHoii goopmoti eemo-
Punuu A 06cyicoaemcs 0moenvHo om 6e0eHUT NAUUEHI 06 C
uHeubumoproti popmoti cemogunuu B uz-3a pastuipl 6 uacmome
NOSA6AEHUS U TledeH Ul OAHHDIX UHEUOUMOPOS.

Bce pexomendauu amotl enagol OMHOCUMENLHO UCHONb308AHUS
npenapamos UcxXo0Am U3 HAIUUUS KOHKPermHozo npenapama 6
onpedeneHHoli cmpare, pezuoHe UnU cucrmeme 30pasooXpaHeHUs.

8.1 | BeepeHue

o «/Hrnburopamm» B reMoMUINY ABJAIOTCS a/I0-aHTUTE/A
(nmmyHOrIOOYIMHE Ktacca IgG) k ax3oreHHOMY (hakTOpy CBep-
roBarust VIII (FVIII) wn IX (FIX), KoTOpble HEITpaInsyoT
JIe/ICTBYE BBEJIeHHbIX KOHLIEHTPATOB (paKTOpa CBEpPThIBAaHMA
(K®C).! IHrn6UTOpbI BBIAB/IAIOTCS M USMEPSIIOTCA C IOMOIIBIO
ananmsa beresna B mopnduxarun HuitmereH.

o IlomospeHns Ha HOsB/IEHNE HOBOTO MHTMONTOPA BOSHUKAIOT B
OTHOLIIEHNH JII000Tr0 MalMeHTa ¢ reMOguInest Ipy OTCY TCTBUM
K/IMHIUYECKOT'0 OTBeTa Ha 3aMeCcTUTeNnbHyIo Tepannio KOC,
0CO6EHHO eC/IM J10 9TOT0 OPTaHU3M PearnpoBal Ha JedeHne.
(cM. Hke 8.2 « CKpMHMHT Ha Ha/lM4uye MHIMOUTOPa»)

o VIHrn6uUTOpBI Yale BCTPEYAIOTCA Y IALMEHTOB C TSAXKeIo
(opmoit 3ab60eBaHNs, YeM Y MALMEHTOB CO CPeAHEeTsDKETION
U JIETKOI1; U 60JIee pacipocTpaHeHsl py reModumnu A, yem
mpy remoduann B. Y manueHToB ¢ MHrMOMTOPHOIT HopMOIt

C/I0YKHEee KOHTPO/IMPOBAaTb KPOBOTEUEHNs, YeM Y MAIIeHTOB
6e3 nurunburopos. Hanmune nurn6uropos k FVIII unn FIX
00yc/IaBIMBaeT MOBbILIEHHOE OpeMs 00/Ie3HI, B TOM YNCIIe U
yBeINYeHMe PUCKA IOPayKeHNTT OLIOPHO-IBUTATeIbHOTO alllla-
pata, 6011b, PpUsMIECKIIe OTPAHNYEHSA U CIOXKHOCTH B JIEYECHUIL.
Bce 9T0 MOXKeT IIOBNUATD Ha pusudeckoe GpyHKIMOHNPOBaHIEe
MALMEHTa, ero CIIOCOOHOCTI K (PUSMYECKON aKTUBHOCTU 1 Ha
KaueCTBO XKVU3HIL.

» Kpowme Toro, ummynHbIt oTBeT Ha npenapatsl FVIII n FIX nsyden
He JI0 KOHIIa; B OTCYTCTBIE [JOKa3aTe/IbCTB, B IeYeHNI HTOU-
TOPOB OCTAIOTCSA MOMEHTHI, 10 KOTOPBIM MHPOPMALNA - HOPOIL
HEeOJHO3HAYHas WM IPOTUBOpeUNBasd — ellle HAKAIUIMBAeTCA.

« Kpowme Toro, HapARy ¢ TeM, 4TO HOBbIe IIpeIapaThl ¥ CTpaTernu
TepaIuy U SMMMUHALIUY UHTYOMTOPOB MOAB/ISAIOTCA Y MOTYT
OKa3aTbCA 671aTOTBOPHBIMI, OT/Ja/IEHHbIE K/IMHIYeCKIe PE3Y/Ib-
TaTbl OCTAIOTCA HEM3BECTHBIMIUL.

o Mexny remo¢uneit A u remoduuert B cymecTBytor 3Haum-
Te/IbHbIE PAa3/IMYMsA B YACTOTE BO3HIKHOBEHI MIHTUOUTOPOB,
B JIX JIeUEHUN, B OTBeTe OPTraHM3Ma Ha MHAYKLNIO UMMYHHOI
tonepanTHOCTY (VIVT) U B MCIIO/Ib30BAaHNUM A/TbTePHATIBHBIX
reMOCTaTN4eCKIX IperapaToB. [1o 9Toil mpyidrHe MHIMOUTOPDI
mpu reMmopunu A paccMaTpUBAIOTCSA OT/ENIBHO OT MHTUOU-
TOpOB Ipu reMounuu B.

O6pasoBaTtenbHas paboTa ¢ nayeHTamu/

yXaxXKuBawowmmn nnyamm

o Ba)KHBIMU KOMIIOHEHTaMI B BeJIlCHUU ITALIMEHTOB C VIHIY-
6uTOopHON HOpMOIL reMOPUINY ABIAIOTCS MOCTOSHHAS
obpasoBarepHas paboTa U IICUXOIOrMYecKast IOATEePIKKa
AIVIEHTOB U YXa)KMBAOIIVX 32 HUMY WICHOB CEMbH, IIOCKOTIBKY
MHIMOUTOP — 3TO Cepbe3HOE OCTIOXKHEHME C KOMIITIEKCHOI 1
TPYHOI Ipypozoit. CoBepIIeHHO HeOOXOAMMO, YTOObI evallye
MeJMIHCKME paOOTHNKY, MALMEHTDI, yXa)K1MBaIOIIJe /INLA 1
KOMaH/ja LieHTpa JIeYeH Vsl TeMO(IIINN OfePXKUBAJIM APYT C



APYTOM XOPOIIYIO CBA3b B paMKaX Y€TKO CKOOPAMHNPOBaH-
HOTO IVTaHa OKa3aHUA MeIU/II.U/[HCKOf;I IIOMOIIN.

8.2 | CKpWHUWHr Ha Hanuune nHrMbuTopa

VIHrn61TOpbl M3MEPSIOTCA C IOMOIIbI0 aHanu3a betesna mmn
ananmaa betesna B Mopnduxaun Huitmeren. >3
ITono>XXnTeNbHBIM OTBETOM Ha Ha/ln4lie MHIMOUTOPA AB/IACTCA
tutp Beresga Benmuaunoii >0,6 eguuu beresga (BE) ast FVIII
u >0,3 BE mna FIX. 14

OlLieHKy Ha/lMuMs MHIMOUTOPA MOXKHO IIPOBOINTD BO BpeMs
3aMeCTUTEeIbHONM Tepanuy; TPy 3TOM aHaNIM3bI BHITTOTHA-
I0TCsA ¢ HarpesaHueM o6pasia.’ (Cu. rnaBy 3 «JlaboparopHas
AMATHOCTUKA M KOHTPOJIb» — «JlabopaTopHOe TecTupoBaHMe
Koarymanumn» — « TecTupoBaHue Ha MUHTMOUTOPDL».)
Huskopearnpyommym UHIMOUTOPOM ABJAETCA MHTUOUTOP B
tutpe <5,0 BE, a BBICOKOpearnpyouM MHIOMTOPOM CUUTa-
erca Tutp =5,0 BE.

Huskopearupyomniyie MHITMOUTOPBI UMEIOT TEHJEHIINIO OBITh
TpaH3UTOpHbIMU. COITIACHO OTIpefieNIeHNIO TPAH3UTOPHBII MHTH-
6uTOp — 9TO0 OOHAPYKEHHBIN MHTUOUTOP, YPOBEHb KOTOPOTO
TajiaeT HYDKe OTIPefIeTIAI0IIero MOPOroBOro 3HaYeHN A B TeYeHe
6 MecsilleB MOCTIe TIePBOHAYA/IBHON PerucTpanny 6e3 Kakoro-To
M3MEHEeHMs B PeXKMMe JIeUeHNUA ¥ HeCMOTPA Ha aHTUTEHHYIO
crumynAnmio ¢ nomouibio KOC.! Tlogospenne Ha MHTMOUTOP
HOZITBEPIKIAETCA IOBTOPHBIM 1Ta00PaTOPHBIM KOHTPOJIEM C
JOKYMEHTa/IbHBIM O(OPM/IEHNEM HEYOB/IETBOPUTEILHOTO
BOCCTAHOBJIEHN:A YPOBH: GaKTOpa 1/ COKPAILEHHOTO
IIepropa NONyBbIBeieHNs (f15) MPONO/KUTENbHOCTBIO MEHee

TABJINLUA 8 -1 [Moka3aHuA K NpoBeAeHNIO gunarHo-

CTUKWN Ha Hann4vmne I/IHFI/I6VITOpOB

+ MOC/e Havyana 3aMecTUTeNbHON Tepanun (I)aKTOpOM

+ MoCJSie NHTEHCUBHOTO BBeAeHUst GaKTopa, Hanpumep,
ee[lHeBHOro BBeieHNA B TeueHune 6onee 5 aHen’.1>

+ MNPV peumgmBax KPOBOTEUEHUI U KPOBOM3NAHNAX B
CyCTaBbl-MULLIEHY, HECMOTPA Ha afA€KBaTHYIO 3aMeCTu-
TenbHyto KOC7.12-14

+ MPU OTCYTCTBUW OTBETA Ha aAEKBATHYIO 3aMECTUTENbHYIO
Tepanuto KOC71214

+ NPV BOCCTAHOBJIEHWM YPOBHA BakTopa HUXKE 0XK1JAEMOrO
WA NPY YKOPOUEHMI Nepuoaa NonyBbiBEAEHUA Nocie
3amecTuTesibHon Tepanuu KOC712-14

*+ MPU HeJOCTaTOYHOM KJIMHMYECKOM 1an nabopatopHom
oTBeTe Ha 3aMecTUTenbHyto Tepanuio KOC °

+ nepepj Xupypruyeckum emeluatesnbctsom’ 71

+ rocne onepauuv Npu OTCyTCTBUM aeKBaTHOIO
NoBbILLEeHNA YPOBHA paKTopa B KPOBM B OTBET Ha 3aMeCTU-
TenbHyto Tepanuio KOC7: 1214

A66pesuaTypa: KOC - KoHLeHTpaT pakTopa CBepPTbIBaHMA.
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6 vacos npu remopumin A (ecmu ucnonbsyrorcsa KOC FVIII®
CO CTaHAAPTHBIM MePMOJOM IIOTYBBIBEIeHNA) U 9 YacoB IIpU
remodunn B (ecnu ucnonmpsytorca KPC FIXO co cranfapTHBIM
HIepMOOM ITOTyBbIBefIeHNA).”

Bricokopearupyiouue NHIMOUTOPBI, KaK IIPaBUIO, HOCST
IIOCTOSIHHBIN XapakTep. VIX ypoBeHb MOKeT YIacTb UM CTaTh
HeoIpeye/IsIeMbIM II0C/Ie IJINTETbHOTO IIepUO/ia, B TeYEHME
xotoporo KOC ne BBopmmcs. OpHako yepes 3-5 mgHelt nocue
B0306HOBIeHMs1 TpuMeneHnst KOC ypoBeHb MHIOMTOPOB
BHOBD BbIpacTaeT) (aHaAMHeCTUYeCcKast peakuus).8

[t obecrieveH st HaJIeXXAILEro JleYeH sl KpailHe BaKHO PaHHee
ob6Hapy>xeHye NHrMOUTOPOB. He MeHee [OTOBIHBI MTAIIMEHTOB C
MHTMOUTOPAMM BBIABIISIOTCS PYTUHHBIM CKPUHIHIOM Ha MHIH-
6uTopsl noce nepoHavanbHoro BBefenuss KOC. OcranbHble
CIy4a BBIABIIAIOTCA II0CTIe HEYJOB/IeTBOPUTEIbHON KIMHIYe-
CKOIT peaKIIny Ha 3aMecTuTenbHyIo Tepanuio KOC (t.e. korma
BOCCTAHOBJIeHUe (paKTOpa ¥/ epPUOJ TIOTyBbIBEIeHNA He
COOTBETCTBYIOT O)KMJAHVIAM) TIPY JIEYEHVM KPOBOTEUCHUIT NN
IpK UX IpoduIakTuke.’

TecTupoBaHue Ha HanU4YMe MHTMOUTOPA HOIDKHO IPOBO-
IUTBCA Mepefi KPYIHBIM XUPYPIUYecKIM BMENIaTeIbCTBOM U
II0C/Ie OIepalyy IpU OTCYTCTBUM a/feKBATHOTO IIOBBILIEHNS
YPOBHA (QaKTOpa B KPOBM B OTBET Ha 3aMeCTUTEIBHYIO TEPATINIO
KO C710.11; a Takke y m060r0 MALeHTa, IIepeCcTaBIIero OTBe-
YaTh Ha a[leKBaTHYI0 3aMecTUTeNbHyI0 Tepanuio KOC nocne
Heprofia, Koraa Takoi oteeT 6b1.71214 (Cm. Tabmyry 8-1.)
Oco6eHHO B)XHO BBINOJIHSATD PYTUHHBII CKPUHVHT Ha HATN4Me
MHIMOUTOPA B MOMEHTHI HaOOJIBIIETO PUCKA PA3BUTHUS UHTH-
6uTOpa, KaK MMHUMYM KaXX/jble 6-12 MecsIieB oc/ie Hadasa
3amecturenpHoi Teparmy KOC, a 3ateM - exxeropHo. Hekoropsle
BBICTYIIAIOT 32 60JIee YaCThIIT CKPUHIHT MHTMONTOPOBS, OFHAKO
3TOT BOIIPOC TI0Ka He MeeT OfIHO3HAUYHOT'O OTBETA 13-3a MAJIO-
YMC/IEHHOCTH IAHHBIX B IOJJIeP>KKY II0/Ib3bI TAKOTO ITOAXOfIA.
CKpUHMVHT [O/DKeH IPOBOAUTHCS J1s T0O0ro NanyenTa (Hesa-
BJICHIMO OT €T0 BO3pacTa U TsDKeCTU 3a00jIeBaHMs) ITOCTIe
MHTEHCHBHOII Tepanui (T.e. JOMbIle 5-T1 IOCTIef0BaTeTbHBIX
IHel)”!> 1 He O3/IHee 4-X HefleNb MOCIe ITOC/IeHel MHY3UIL.
TaxKe cM. najee 8.3 «Temodumms A u naruéurops! Kk FVIID»
- «Yacrota passuryst MHIMO6UTOpoB» u 8.4 «lemodumst B vt unrn-
6utopsl k FIX» - «HacToTa pa3sBUTIA MHTUOMTOPOB»; U ITIABY 3
«JIabopaTopHas IMArHOCTIKA U KOHTPOIb» — «J/labopaTopHoe
TeCTMPOBaHMe KOAry/siimm» — «TecTupoBaHe Ha MHTMOUTOPBI».

PekomeHpauuns 8.2.1:
. HaIH/IeHTaM C HEJaBHO IMMOCTAaB/ICHHBIM NVATHO30M «I'€MO-

bumna A» BOT pekoMeHayeT peryisipHOe IpoBeeHue
CKPUHIHTA NHTMONTOPOB He pe)ke OJHOTO pa3a KaKable 6
- 12 Mecsnes, a 3aTeM - 1 pas B rof.

IIPMUMEYAHME: B 1ienomMm Heo0X0mMMOCTh 60/1ee 4acToro
CKPMHMHIA ClIefiyeT PacCMaTPUBATh IIPU NOBTOPAIOIINXCS
KPOBOTEYEHIAX MM BOSHIKHOBEHIH CYyCTaBOB-MIIIEHel
BOIIPEKM CTAaHAAPTHOI 3aMeCTUTEeNbHOI Tepanun ¢pakTo-
paMu CBepPThIBAHMA.

IIPUMEYAHME: OT1o0ji peKkoMeHaannen ycuanBaeTcs
3Ha4YeHVe paHHell IUATHOCTUKY WHIMONTOPA y MallMieHTOB
C TSDKeTI0¥1 TeMOoyIIVIe Y TO3[Hell AMIaTHOCTUKIY BO B3POCTIOM
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

BO3pacTe y MAIMEHTOB C MeHee TKENBIM 3a060/IeBaHNeM B
CUTYaIVIAX MHTEHCUBHOI Tepanuy GpaKTOPOM CBepTHIBAHIIA
KPOBI, HAIIpMMep, OC/Ie XMPY PTrI4ecKoii onepanmim.

o ITPYIMEYAHME: Heo6x0auMO0CTh YacTOro 3a6opa KpoBu
paccMaTpuBanach B COMOCTABEHNM C BO3MOKHBIMI OCTOMKHe-
HUAMU B BHJle HEKOHTPOMMPYEMBbIX MIIU JKI3HEYTPOKAIOIINX
KPOBOTEe4YeHMIA.

PekomeHpauuns 8.2.2:

o [Ins manyeHTOB ¢ reModumeii A, MOTy4YaOIUX KOHIeH-
TpaT paKTOpa CBepThIBaHNA 607ee 5-TU THelt noppsan, BOT
npeIaraeT NPOBOANTD CKPMHUHT MHITIONITOPOB He MO3[{Hee
4 Hefenb C MOMEHTA MOCIENHEN MHPY3UU.

PekomeHpauuns 8.2.3:

o BOT nmpepnaraet mpoBOAMTH CKPMHIHT HAa HaJIW4Me MHIU-
6MTOPOB y MAINIEHTOB ¢ reModuneii A co C1aGbIM MIn
OTCYTCTBYIOIIVMM OTBETOM Ha a[JeKBaTHYIO 3aMeCTUTEIbHYIO
Tepanuio GPaKTOpOM CBEPTBIBAHILA, A TAKXKE B CTYYasAX CHIDKEH-
HOT'0 BOCCTAHOB/IEHNA YPOBHSA aKTUBHOCTH (haKTOpa WK
COKPAIleHHOTO NepHOJa NOTYBbIBEIeH OTHOCUTETbHO
0XKITaeMBIX TOKA3aTeNelt.

PekomeHpauuns 8.2.4:

o Tlanuenram c reMounveii A Mpy XUPYPIrIIeCKOM TedeHUN
BOT npepnaraet NpoBOAUTb CKPMHIHT Ha HaJINM4Me MHIK-
6uropa nepen onepaueit. IIpu BoisiBIeHNN MHIOUTOPA
TAKOMY NAIVIEHTY MO>KeT MOTPeGoBaThCs Tepanus, He COfep-
xamas FVIIL

PekomeHpauuns 8.2.5:

o ITammeHTaM C HeMAaBHO MOCTABIEHHBIM TMATHO30M «T€MO-
¢unusa B» BOT pekoMeHAyeT peryisapHoe HIpoBefeHNne
CKpMHIHIA NHTUOMTOPOB He peXxe OGHOTO pas3a KaKable 6
- 12 mecaues, a 3ateMm - 1 pas B rog.

o ITPUMEYAHME: B nenoMm He00X0AMMOCTD 60I€ee 4acTOro
CKPMHMHIA ClIeflyeT PacCMaTPUBATh PU MOBTOPAIOIIMXCS
KPOBOTEYEHUAX UM BOSHIMKHOBEHNI CYCTaBOB-MUIIEHell
BOIIPEKY aleKBATHOII 3aMeCTUTENbHOI Tepanuyt GaKTOpoOM.

o ITPIMEYAHMUE: YacToTa BO3HMKHOBEHNS UHTMOUTOPOB
npu remopunnu B ropasgo HiKe, yeMm npu remoGpuInu
A, I09TOMY OIBIT U JFOKa3aTeIbCTBA II0 3TOMY BOIIPOCY
OrpaHIYeHBbl.

o IPMMEYAHME: JT10li peKOMeHanMeil yCuanBaeTcsa
3Ha4YeHVe PaHHell JUATHOCTUKY MHIMOUTOPA y MAllMIEeHTOB
BO n36exaHMe HEKOHTPOINUPYEMbIX KPOBOTEUEHMIT M UX
ocnoxHenuit. Heo6xogmMocTh 4acToro 3a6opa KpoBHU paccMa-
TPUBaeTCAd B CONOCTABAEHNN C BO3MOKHBIMU OCTOKHEHUAMU
B BUJie HEKOHTPOIMPYEMbIX WIN KI3HEYIPOXKAIOIINMX KPOBO-
TeYeHUI.

PekomeHpauus 8.2.6:
o ITanmenrtam c remodunueit B, monydJarommx KOHIEHTPAT
dakTopa cBepThIBaHMs O0NIee 5-TH gHel moapsax, BOT

NpejIaraeT NpOBOANTD CKPUHIHT NHIMONTOPOB He MO3THee
4 Hepenb ¢ MOMEHTA MOCTegHel MHQY3UM.

PekomeHpauuns 8.2.7:

o BOT mpemmaraer mpoBOgNITh CKPMHIIHT HA HA/IYMe MHIMOM-
TOPOB ManyieHTaM ¢ reModuueii B npu orcyTcTBMM OTBETa
Ha aleKBaTHYIO 3aMeCTUTENTbHYIO Tepamiio (aKToOpoM CBep-
ThIBAHU, A TAKKE B cnyqaax CHVIKEHHOT'O BOCCTAHOB/ICHU A
ypOBHSA (paKTOpa MM COKPAL[eHHOTO IIepPHOJia OTyBbIBe-
JCHUA 110 CpaBHeHI/HO C OKMJJA€MbIMMU IIOKa3aTeIAMM

PekomeHpauuns 8.2.8:

o Ilpu pasBuTin y nanueHToB ¢ remoduimeii B anreprigeckoit
peaknuu Ha nedeHne ¢paxropom IX, BKIovas aHaQIIAKCIIO
win Hepormdeckuit cmHApoM, BOT pexomeHyeT mpoBo-
BUTDb CKPVHUHT [/ BbIABIEHUA BO3MOXKXHOTO HAaIMYM A
MHTIONTOpA.

PekomeHpauunsa 8.2.9:

o IIpu XxpynmHbIX XMPYpPrudecKux BMelIaTebCTBaX y MALMEHTOB
¢ TspKenoit remodunueit B BOT npepnaraer nepen onepa-
OUAMMU BBINOTHATD CKPUHVHI HA HAITNM4YNE I/IHI‘I/I6I/ITOPOB.

8.3 | lemodunua A n nuruéutops! K FVIII

leHeTMuecKne n BHewHMe GpaKTopbl prUcKa

o VIHru6GuTOpPHI Yallje BCTPEYAIOTCA IIPK THKENON hopMe reMo-
umnn A, 4eM Ipy CPeHETSKEION U JIETKOIL.

o IIpounmmu dakTopamu pucka Ayt pa3BUTHUA MHIMOUTOPA IIPU
reModuIny A ABAIOTCA Ha/lN4ue MHIUOUTOPA B CEMEITHOM
aHaMHe3e, YePHOKO)Kee apUKaHCKOe TPOUCXOKIEHNE, TTaTH -
HOaMepMKaHCKOe IIPOMCXOKIEHNe, TeHeTHIeCKIe Bapyaln
(Taxye KaK TUI MyTaLUy IV HOMMMOPQHbIe UMMYHOPETy-
JMpYIOLINe FeHbl), 3 TAK)Ke BLICOKOMHTEHCUBHOE BO3JIeliCTBIE
(akTopa (Hampyumep, UHTEHCUBHAS 3aMeCTUTE/IbHAS TePATIN
KOC npu Tsx€/10M MpousoleuieM paHee KpOBOT€YEeHNH,
KPOBOUS/IMAHWY B [IEHTPa/IbHYI0 HEPBHYIO CUCTEMY, XMPyprude-
CKOI1 OIlepaLy Win Ipy TpaBMe).6%10121420 (Cm. Tabmmiy 8-2.)

TABJINLA 8 - 2 NoTeHUManbHble PpakTopbl pUCKa
pa3BUTKA MHIMOMTOPOB

. Paca 91015

«  CeMmenHbIt aHaMHe3910.15

+ [eHoTMN, UMMyHOpPerynupyoLime reHpl%16:17,20.25

« CTeneHb TAXKeCTN reMopunmmns10.121419.25

+ VIHTEHCMBHOCTb 3amMecTuTeNIbHONM Tepanmm KPC9:12,14-16,18,.20

- Tun KOC61621

A66pesuaTypa: KOC - KoHLeHTpaT pakTopa cBepTbIBaHMA.



Tumn npenapara (1.e. mna3marnydeckye KOC FVIII ¢ pakTopom
Buutebpanya nnu 6e3 sero; wm pekombrHautHbie KOC FVIII)
MOXET CIIOCOOCTBOBATD PUCKY PasBUTHS MHIMOUTOPA Y IALU-
€HTOB Py reMoGUIUM A; OTHAKO 3TOT aCIEKT ellle He 0 KOHIIA
IOHMMAETCS Y OCTAETCSA HEOJHO3HAYHBIM ).616:21

YacToTa pa3BuTus UHIMOGUTOPOB

VIHru6uTopHble aHTUTeNIA PV TeMOpUINM A pasBUBAIOTCS y
paHee HeJleYeHbIX IAIMEHTOB C KyMY/IATUBHOI YaCTOTOl OKOJIO
30%!'622; 1py 9TOM y 79% TaKyX MAIMEHTOB MHIMONTOP IPOSIB-
JISIeTCS B TedeHue NepBbIX 20 fHeil BBefeHs (9KCIIO3UIINIT), a
y ocTaBIIMXCA 21% - B TeueHMe NePBHIX 75 [IHell BBefieHnA. >
JleHD BBefIeHNA OIpefenAeTCA Kak CyTKH (24 gaca), B TedeHMe
KOTOPBIX BBOAMJICA TIpenapar, cofiepskamumit FVIII/FIX.1.22
o1t maIeHToB C MHIMOUTOPAMI OT/INYAETCS B PA3HBIX MCCIIe-
[OBAHNAX; OHA MOXKET OBITh HeJJOyYTeHa B MICCIIe[OBAHVIIX,
I7le He BCE YYACTHMKU SABJIAIOTCS paHee HeJleYeHbIMU TalM-
entamu (PHII), u xorza He y BCceX Y4aCTHMKOB 3aKOHUMJICA
Hepuop, HaOmoeHsL.5

YacToTa BOSHMKHOBEHMS MHTMONTOPOB IIPK JIETKON U CPefi-
HeTsDKe/oN cTeneHy reModuuu A cocrasysieT 5%-10%, 4to
HYDKe YaCTOTBI TIPK TsDKeON reMoInm. OTU MHIMOUTOPEI
IIPeMMYILIeCTBEHHO BO3HMKAIOT B O0jIee cTapiieM BO3pacTe 1
3a4acTyIo ocje nHTeHcuBHOro Bospericteus FVIIL, nanpumep,
IIpY XMPYPIUYECKUX OIePALMAX VTN TAKEIbIX KPOBOMSIINA-
HISIX. 1223 B 6O/IBIIMHCTBE C/IyYaeB 9TO HU3KOpearupyrolye
MHTUOUTOPBL. BpICOKOpearnpyommne NHIMOUTOPbI Y TAKMX
MAIVIEHTOB BCTPEYAIOTCA pexxe.?*

Borbiast yacTb ciaydaeB reMopuany A CpefHeTsDKeNoNn u
71erkoit popMbl BbISBIBAETCSI MICCEHC-MYTaLlMsAIMMU, KOTOPBIE,
KaK IIPaBUJIO, ACCOLMUPYIOTCA C HU3KOI YaCTOTON pasBUTHUA
MHIMOUTOPOB, XOTs U ObIBaeT HE3HAYNTENIbHOE KOMNIECTBO
UCKITIOYEeHNI1. 2

Bbpems 6onesHn

Y meTeit 1 B3pOC/IBIX C HOCTOSTHHBIMY MHIMOnTOpamu K FVIII,
KaK IIPaBIJIO, BBIIIE YPOBEHDb TOCIUTAIN3ALINIA,> TOPOXKe CTOM-
MOCTb jIedeHu:A!® ¥ BbIllle yPOBEHb CMEPTHOCTY II0 CPAaBHEHNIO

naBa 8: UHrMbutopbl K GpakTopy CBEpPTbIBAHMUA

¢ manuenTamyu 6e3 MHrMO6UTOpoB.26 PazpaboTKa HOBBIX IIpeTa-
paToB He(aKTOPHOI Tepalnu MOKET CHU3UTD OpeMst 60/me3HN
B Oyzy1eMm.

YV maIueHToB ¢ JIETKOJ 1 CpefHeTsKenol popMoit reModumm
A ¢ vHrn6uTOopaMu 60/1e3Hb IPENMYIIeCTBEHHO IIPOSIB/IAETCS
KOYKHO-C/IM3UCTBIMY, YPOT€HUTATbHBIMU Y SKeTy/J0UHO-KMIIeY-
HBIMJ KPOBOTEUEHUAMMY, HATIOMIHAIOI MM TeMOPparndeckue
CUMIITOMBI Y TIAIIMEHTOB C IPHOOpeTeHHOIT reModunmert A
(n3-3a ayTonmmyHHBIX aHTUTeN K FVIII).!® CooTBeTCTBEHHO,
PUCK TSIKEIBIX OCTIOKHEHUI U Jake CMePTeIbHOTO UCXO0fa
1I0CTIe Cepbe3HbIX KPOBOTEUEHNI Y 9TUX IAIIIEeHTOB MOXKET
OBITD MO-TIpeXKHEMY 3HaUNTeTbHBIM. OTMeYaeTcs, 9TO YPOBEHb
CMEPTHOCTY CpeJiU AIleHTOB C JIETKOM 1 CpeHeTKeNoii
cTeneHbi0 reModumny A ¢ MHIMOUTOPaMH B IISITh pas3 BBILIE,
4eMy Y TaKUX JKe alMeHToB 6e3 MHIMOUTOpOB.26

HecMmoTps Ha HanmM4Me npenapaToB HeaKTOPHOIT 3aMe-
CTUTEIbHON TepaluMu [/ NALleHTOB C IOABUBUIMMUCS
MHIUOUTOpaMH, 06lee MHEHME OCTAETCSI CIEYIOLVIM: [Talfi-
€HTBI C MHIMOUTOPAMI JO/DKHBI TIOIIBITATHCST, €CTIV 9TO BO3MOXKHO,
npoittu VIVIT ¢ 1enbio anmuMmnHau MHrmonTopa.’

Hasnrune HeaKTOPHBIX BUIOB Tepanyy (HampyMep, SMUIU-
3ymaba), 3¢ (HeKTUBHO MpeAynpeXAAIIIX KPOBOTEYEHNUS Y
nmanueHToB ¢ naruburopamu K FVIIL, mocraBuio Bompocs! o
BO3MOYKHOM JICIIO/Ib30BAaHMM 3TUX IIPENapaToB 10, BO BpeMs,
nocne uay BMecto VIVIT. OnHako OflHO3HAYHOTO OTBETA Ha
3TOT BOIIPOC ITOKA HeT 10 IpMYMHEe HelOCTaTOYHOCTH IAHHBIX
TJIS €TO PeIleHM .

JleueHne KpoBOTEUEHMIN
o JleyeHue TeMOpparmv4ecKoro CMHapoMa Yy DalM€HTOB C MIHI M-

6uTopHOIT GOpPMOIL reMOPUINY FO/DKHO IIPOBOAUTHCS IIPU
KOHCY/IBTMPOBAHNI C LIEHTPOM JIeYeHIsI TeMODIIINY 1 OIIBITHBIM
B JIeYeHNM MHIMOUTOPOB IepcoHanoM.”?8 (Cm. Tabmuiy 8-3.)
ITpemapar #jst 1e4eHns BBIOMPAIOT, OPUEHTUPYSCh Ha TUTP
MHTUONTOPA, KIMHIYECKIIT OTBET Ha Iperapar, IOKa/I13aLio
U IIPUPOAY KPOBOTEUEHNsI72%, a TaK)Ke VICXOMS M3 Ha/IN4Ius
Ipenapara B CTpaHe.

TABJINLIA 8 - 3 JleueHue OCTPbIX KPOBOTEUEHWI Y NALMEHTOB C MHIMOUTOPHON dopmoin remodunun A

Ffemopunua A Huskopearupyiowue
MHrM6mMTOPbI

Mpenapat « FVIIR2

MoHuTopUHT + aHaNn3 NPOKOoaryaAaHTHOWN

akTmBHocTy dpakTopa VI (FVIII:C)

BbicoKopearnpyouie nHrm6uTopbl

rEVila unn aKMK334047.0 pan FVI1[39<

« Tpomb6osnactorpadus nnm Tect reHepaLmm TPoMO6UHa*6d

A66peBuaTypbl: aKlMK — akTYBMPOBaHHbIN KOHLEHTPAT NpoTpombrHoBoro Kommnnekca; FVIII - paktop VIII; FVIII:C — npokoarynaHTHas aktusHocTb FVIII; rFVIla -
PEKOMOUHAHTHBIN aKTMBMPOBaHHbIN dakTop VII.

a|-|0T[:)66yeT BBeAeHnA 60nee BbICOKUX 1 YacTbiX A03 Nnpn COKpalleHHOM nepurope nonysbiBefeHUA.

b[pu npodrnakTNyeckom NeyeHnn SMULM3yMabom naumeHTam cnepyet nderatb npumeHenns aKrK nnm ncnonb3oBaTh €ro C OCTOPOXKHOCTBIO B MOHVIXKEHHOM fj03e
13-3a pUCKa TPOMOOTUNYECKO MKpOaHrmonaTtim (NpegoctepexeHre B YepHoi pamke). Ocobyto 0CTOPOXHOCTb CieayeT TakKe NPOoABAATb Npu ncnonb3osaHum rkVilay
NaLVeHTOB Ha SMULM3YMabe NpW HaMuUK y HUX GaKTOPOB PUCKaA K TPOMOO06PA30BaHWIo, T.K. €CTb PUCK MHdAPKTa MMOKapAA UV SMOONN NIETKMX.

<Y naymeHToB C BblCOKOpearmpyownmm I/IHrI/I6I/ITOpaMI/I B HM3KOM TeKyLlem TuTpe I/IHFI/I6I/ITOpOB MOXHO paccmaTpuBaTb BO3MOXHOCTb npumeHeHua FVIII, npn ycnosun
BHMMATENIbHOrO MOHUTOPWHIa Ha nNpeameT aHamMHecTnyeckon peakymnn.

dTecT reHepaLyn TPOMOVIHa He ABJIAETCA BbICOKOTEXHOMOMMUYHBIM METOLLOM MOHMTOPMHTA 1 OTCYTCTBYeT B 60MbLUIMHCTBE TabopaTopuit, HO Celfvac BCe Yallie UCMonb3yeTca
L1 OLIEHKM peakuum.

1M1
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PekomeHpauuns 8.3.1:

ITpy BO3HMKHOBEHN OCTPOTO KPOBOTEUEHMA Y MAIVIEHTOB
c remodummeii A u marné6utopamu K pakropy VIII BOTI'
PeKOMEeH/IyeT BEIOMPATh Ie4eHne B 3aBYICHMOCTH OT BUja
MHTIONTOpPa: HU3KOPearnpyollero Wi BbICOKOpearnpy-
FOLIETO.

Bapuanmel mepanuu y nayueHmoe c
uHeu6umopamu K FVIll

3amecmumensHaa mepanua KOC

IIpu HM3KOpeATNPYIOINX MHIMOUTOPAX OCTPble KPOBOTE-
YeHsI IIPEAIOYTUTENbHEe JIEINTh 3aMeCTUTEbHOI Tepamnueit
K®C FVIII, ecnu ypaeTcsa [OCTUYDb U3MepsAEeMbIX YPOBHe
¢akropa.”2%30 Heob6x0p1M BHIMATEIbHBIT MOHIUTOPYHT K/IVHM-
4ecKoi1 9 PeKTUBHOCTI, OCKOJIBKY JIsL JOCTIDKEHIS FeMOCTa3a
MOTYT HOHAZOOUTHCSI IIOBBILIEHHbIE O3BI.
B oTcyTCcTBUE panyOHANTBHOTO U BaIMAVPOBAHHOTO pacyera
[O3BI IIperapaTa, AjIsl OIpefe/ieHns HeoOX0AMMOoro oobema
FVIII B kauecTBe Harpy304HOII JO3bI A1 HEMTPpAIN3aALUN
nHrnburopa’! ucnonpsyercs crenyouas Gopmyna:
- [macca Tema (kr) x 80 x [(1 - reMaTOKpUTHOE YUCTIO) X
tutp auturen (BE)]
K pacuerHoit Harpy3o4Hoii fo3e gobasstor emte 50 BE/kr
JUIsI BBIXOJA Ha M3MEPVMBIII YPOBEHb aKTUBHOCTH (pakTopa
VIIL3!
YposHnu dakropa VIII crenyer usmepsts depes 15 MuHyT nocie
3aBepIueHys 60TI0CHON MH(Y3MY; /IS BBIXOAA Ha [[e/IeBOIT
yPOBeHb HeoOXOMa KOPPEKIV [0 IPUYMHE 3HAYNTETbHOI
VMH/IMBULYyaIbHOI BapUAaTUBHOCTI. !
ITpu BBICOKOpeArMpyIOLIX MHIMONTOPAX /IS JIEYeHNSI KPOBOTe-
YeHWII IPYMEHSIOTCS IPENapaThl € IIYHTUPYOILIVM MEXaHU3MOM
meiicTByA (peKOMOMHAHTHBIN akTUBMpOBaHHbI pakTop VIla
[rFVIIa] min akTMBMPOBaHHBII KOHIIEHTPAT IIPOTPOMONHO-
Boro komiutekca [aKIIK]) mu6o ceunoit FVIIL

PekomeHpauunsa 8.3.2:

JInsa nedeHMA OCTPHIX KPOBOTEYEHNI Y NALIMIEHTOB C IeMo-
dunmeit A u unrnéuropamu BOT pexoMeHyeT NPUMEHATDH
koHueHTpar FVIII npu Hanmmymu HuU3Kopearnpyrouyx NHIM-
O6MTOPOB M MIYHTUPYIOLINII penapat (PeKoMOMHAHTHBIIT
¢daxrop VIIa [rFVIIa] win akTMBMPOBaHHBIT KOHIIEHTPAT
npoTpombuHOBOro kommrekca [aKIIK]) mpu Boicokopearn-
PYIOIIMX MHTHOGUTOPAX.

ITPYMEYAHIE: ¥V nanyeHToB, HOTyYaIINX He(aKTOPHOE
npoduIaKTuYecKoe TeueHre (Hampumep, sMunusymat), BOT
otpaer npepnoyrenue rFVIla nepen aKIIK B cBa3u ¢ puckom
TPOMOOTHYECKOII MUKPOAHTMONIATUI IPU COBMECTHOM
ucnonb3oannn aKIIK u smunusyma6a.

ITPYUMEYAHVE: Y nanueHToB, HOTYYaOLIX SMUIN3YMa0,
npu ucnonbsosanuu kounearpara FVIII BOT pexkomen-
AyeT MCONb30BaTh XpoMoreHHble aHamu3bl FVIII Ha ocHoBe
6prubero pearenta (0prumit FX B Habope peareHTOB) i
M3MepeHNsA MPOKOATyIAHTHOI aKTMBHOCTH (pakTopa VIII
B mnasme (FVIIL:C) u ypoBHeit TuTpa MHrHOUTOPA.

o ITPIMEYAHME: Oco6y10 OCTOPO>KHOCTH ClIefyeT HPOsIB-

naTh B npuMeHennn rFVIla y manueHToB, momy4aommux
SMUIM3YMa6 1 MMeroIIX GaKTOPhI PICKa K BOSHUKHOBEHIIO
TpoM603a (HanpuMep, BeHO3HasI TPOMO03MO0INIA B aHAMHe3e,
OXIPpeHNe, KypeHie, XpoHIrdecKie MHQeKnu, BocnaneHne).
9TO0 CBA3aHO C PUCKOM OCTporo nHpapKTa MIoKapaa 6e3
nognréma ST-cermenta (MIM6nST) 11 1erogHoin sMOOIMIL.

14 HallMeHTOB, Y KOTOPBIX TUTPbI BBICOKOPEArNpPYIOIVX MHIU-
6UTOPOB yIIa/my 1O HEOIPEie/AeMOro I/ HUSKOTO YPOBHS, B
HEOT/IO’KHBIX CUTYAIMAX MOXKET MCIIOIb30BAThCA CTAHJAPTHAA
samecrutenbHas repanua KOC FVIII mpogo/mxuTenbHOCTbIO
70 3-5 JHeN C YKOPOYEHHBIM IIEPUOLOM MEXTY BBEEHUAMU
U3-3a COKPALIEHHOTO MIePMOfia IIOMYBbIBEEH A U O HOABICHNA
aHAMHeCTHYecKoil peakuym. [Ipy BOSHUKHOBEHNY aHAMHECTH -
4ecKoil peakuuy npopommkars nederne KOC FVIII, kak nmpasuio,
yxe Hea(p(HeKTUBHO”2?, ClIefyeT UCIIONb30BATh LIYHTHUPYIOLIe
npemnaparsl. 9T0 IOZYEePKUBaeT HeOOXOAMMOCTb BHIMATEIIb-
HOro MoHuTopuHra ¢axropa VIIL

BmecTo ¢axTopa it npodUIaKTUKY TeMOPParnii y maru-
eHToB ¢ nHrrb6uropom K FVIII ceituac Bce yalle UCIOIb3yeTCs
aMunu3yMa6.3233 9tor npenapar s dexTUBeH i npedom-
épauserus KpoBoTedeHnit (IpoUIAKTUKN) Y HALIIEHTOB C
uHrK6uTOpHON Popmoit remodumm A. OHAKO OH He ITOKa3aH
LA /leveHus KpoBoTedeHnit. Takum 06pasoM, «IIpOPBIBHbIE»
KPOBOTEUeHNA cIenyeT ednThb ¢ nomomubo KOC FVIII (ipn
HUSKOPEArupyoIUX HHIMOUTOPaX), KaK YKa3aHO BBILIE, WIN
C TIOMOIIBIO TEMOCTATUYECKNX IIPEIapaToB ¢ IYHTUPYIOLIM
MeXaHU3MOM JeJicTBUA (IIpM BBICOKOPeArnpykomux NHIMOM-
TOpax), KaK YKa3aHo Hipke. K TpaiMIMOHHBIM ITYHTUPYOLINM
npenaparaMm otHocATcA rFVIIa n aKIIK, npogemoncTpupo-
BaB1Ive 9(pPeKTUBHOCTD U [ NPOUIAKTUKY, 3435 1 it
7ie4eHNsA KpOBOTEYEH M.

TpGaUUUOHHble eeMocmamud4yeckue npenapamel C
WyHMUpYWUM MexaHu3mom delicmeus
o JledeHe IIYHTUPYIOLMMI [IPEIIaPATaMyt OOBIYHO COCTOUT U3

onHori fo3bl aKIIK mmn gByx o3 rFVIIa. B nedennu kpoBousim-
sIHUS B cycTaB fiBe 1036l rFVIIa (90-270 MKI/KT) COIOCTaBUMBI
1o cBoelt a¢pdexTuBHOCTH ¢ ofHOI Ko3oit aKIIK (75-85 en/
KT).36 CTOUT OTMETHUTD, YTO HEKOTOPHIE MALVEHTHI JTyYIle
OTBEYaIOT Ha OJJVH IIpenapaT, YeM Ha APYroii, 4TO yKasblBaeT
Ha He0OXOAMMOCTD MHUBYUAYAIN3MPOBAHHOTO IedeH s, 30-360
(Cwm. Tabuiy 8-3.)

OpnHako 1py HeY0B/IeTBOPUTETIbHOM I'eMOCTa3e C VICIIO/Ib30Ba-
HueM npenaparos rFVIIa wm aKIIK no oraenbHOCTH, BO3MOXHO
UX 4epefioBaHue Kax/jsle 6 4acoB.’738 (Cm. Tabnuiyy 8-4.)
Coueranne/nocne0BaTebHOE eYeHNe LYHTUPYOIMMI IIpera-
paTaMu JO/DKHO MCIIOIb30BAThCA TOIbKO B LIEHTPAX JIeYeHN ],
MMEIOILIVX OOJIBIION OIBIT BefeHNsI [IALVIEHTOB C MHIMOUTOPHOI
remMouIMelt; TaK)Ke HeOOXOAMM BHUMATE/IbHBIIT MOHUTOPUHT
Ha IpeAMeT BO3MOXHOTO TPOM6O03a I ANCCEMUHMPOBAHHOTO
BHYTPUCOCYAVCTOTO CBEPTbIBAHMA.

Cunraetcs, uto npumeHenne aKIIK BbI3bIBaeT aHaAMHECTHYECKYIO
peaKIIo IpUOM3UTENbHO y 30% MAlMEeHTOB ¢ MHIMOUTOpaMu
k FVIII B cBasu c npucyrcreuem FVIII B cocTabe aKIIK.



TABJIMLUA 8 - 4 TepanuA c nocnefoBaTesibHbIM
yepepoBaHMeM LYHTMpPYOLWMX npenapaTos: rFVila n
aKrKs37

6:00 90 mKr/kr rFVila
9:00 50 E/kr aKIK
12:00 90 mKr/kr rFVila
15:00 50 E/kr aKInK
18:00 90 mKr/kr rFVila
21:00 50 E/kr aKIK
24:00 90 mKr/kr rFVila
3:00 50 E/kr aKrK
6:00 90 mKr/kr rFVlla

A66peBuaTypbl: aKlMK - akTMBMPOBaHHbI KOHLEHTPAT NPOTPOMOUHOBOIO
komnnekca; rFVila - pekombuHaHTHbIN dakTop Vlla.

o IlIpenaparsl rFVIIa mnm aKIIK MoryT ucnonb3osaTbea i
JledeHns KpOBOTEUEeHNIT IPY MHIMOUTOPHOI reModumin A u
B. 3nech BrIspIBaeT onacenns ucnonbsopanue aKIIK, comep-
skamgero FIX, y manmenTos ¢ uurné6uropamu K ¢pakropy FIX,
y KOTOPBIX IIPOsABUIACH aHapUIaKTHIeCcKast peakiys Ha FIX.
OnHako aTa mpo6/ieMa He 3aTparuBaeT NalMeHTOB C IHTUOM-
topamu K ¢pakropy FVIIL

ITpenocrepexxenne: Y NalyeHTOB, MOMYYAIOLIMX SMULIM3YMa0,
npu BBefennu aKITK BoaMo>xHO pasBuTIe TpoMOO3a MU
TpoMOOTUYIeCKOI MUKpoaHTrronaTum.’40 B csi3u ¢ aTUM
Heob6xoxumo nsberars npumenenus aKIIK y mannenTos Ha
aMunmsymabe. OTO He PacCIpOCTPaHAETCA Ha MALMEHTOB, He
pearupyromux Ha rFVIIa, umu ecim met focryna k rFVIla; mpn
aToM fo3a aKIIK He momxHa npesbiaTs 50 ME/KT, a cymMmMapHO
- He 6omee 100 ME/Kr B geHb.

PekomeHpauus 8.3.3:

o IIpu pasBUTHY OCTPOrO KPOBOTEUEHN y MALMEHTOB C TeMo-
dunmeit A u HU3KopearnpyomyumMu nHrnéuropamu BOT
PeKOMeH/IyeT MCIIO/Ib30BaHMe IpenapaTa C CofiepsKaHueM
FVIII, a npu cra6om remoctarnyeckom orBete BOI' pekomen-
nyet npumeHenne rFVIIa wim aKIIK. IIpu BO3SHMKHOBeHUN
OCTPBIX KPOBOTEUEHUII Y MAIMEeHTOB, HAXOAAIMXC Ha
npodMIaKTIYeCKOM TedeHNy sMuisymMabom, BOTI Bpicka-
3pIBaeTcA 3a MNpeanoYTuTenbHoe nmpumenenne rFVIla mo
cpaBHenmio ¢ aKIIK Bo ns6exanue prcka TpoMOOTITIeCKOIT
MUKPOAHTHONATUM.

ITPYIMEYAHME: Oco0yi0 0CTOPOKHOCTD CIERYeT MPOB-
nATh npu ucnonbsosanyu rFVIla y mammuenrtos, mony4yarommx
SMMIM3YMa6, IpU HATMYUHN Y HUX (PaKTOPOB PUCKA BO3HUK-
HOBeHIA TpoM603a (HanpuMep, BeHO3Hast TPoM603MO0mN
B aHaMHe3e, OKMPeHIe, KypeHte, XpoHndecKas MH}peK,
BOCIa/eHue) U3-3a pucka ocrporo VIM6OnST u nerouHoit
sM6omnm.

IIPMMEYAHME: BOT pexoMeHayeT UCIONIb30BAaTh XPOMO-
rexHHble aHanu3bl FVIII Ha ocHOBe ObIubero peareHTa (Obramit

MMaga 8: Hrmbutopbl K GakTopy cBepTbIBaHUA

FX B Habope peareHTOB) U1 M3MePEHIs IPOKOATY/LIHTHOI
akTuBHocTH paxropa VIII B mrasme (FVIIL:C) u ypoBHeit
TUTPA UHTUGUTOPA.

PekomeHpauuns 8.3.4:
o Ilpm pasBuUTHUM OCTPOro KPOBOTE€UYEHN Y NAIIEHTOB,

NOMTYYAIOIINX SMUIN3YyMal u MMeomux reMopuinio A ¢
BbICOKOpearupyromymy uarn6uropamu K FVIIL, BOT Bpicka-
3pIBaeTcAd 3a MpeAnoYTUTenbHoe ncnonbsopanne rFVila mo
cpaBHeHmIo ¢ aKITK Bo n36exxanue pucka TpoMOOTIIIECKOI
MUKPOaHTHONATIIL.

ITPYMEYAHME: Oco6yio 0CTOPO>KHOCTD CIEeRyeT MPOsIB-
nATh npu ucnonb3osanuu rFVIla y mannuenTos, nomyvaromux
SMUIU3YMa6, IpM HAMITINN Y HIX GakTOpOB pHCKa BO3HNUK-
HOBeHUsI TpoM0O03a (HanmpuMep, BeHO3Hast TPOMG03MO0Ist
B aHAMHe3e, OKMPeHNe, KypeHne, XpoHmdeckas mHdexms,
BOCIIaJIeHNI€) M3-3a PIICKA apTepUaNbHOI TPoM603M6 oy,
Hamnpumep, ocrporo VIM6nST u nerounoit sm6omuu.
ITPUMEYAHME: BOT pekoMeHayeT MCIIOTb30BATh XPOMO-
rennbie anannssl FVIII Ha ocHOBe Gbrubero pearenra (Gpramit
FX B HaGope peareHTOB) /11 N3MepPeHsI MPOKOATYISITHTHOI
aktuBHOCTH (pakTopa VIII B mnasme (FVIIIL:C) u ypoBHeit
TUTpa MHTUGHUTOPA.

Smuyuzymab
o Vicrionb3yemslil B KadeCTBe 3aMeHbI (paKTOpa Ipernapar —

3MULM3YMA0 — 3T0 OrcIerIHOe MOHOK/IOHA/IBHOE AHTHTEJIO,
koropoe nmutupyer peiicrsue FVIIL Ilpenapar 6bu1 muiieH-
3MPOBaH ISl MPOPUIAKTIKY KPOBOTEUEHMIT Y MALIMIEHTOB C
remoduinert A Kak ¢ Hanmu4mueM MHIMOUTOPOB, TaK U 6e3 HUX.
ITarreHTaM, y KOTOPBIX Ha (hoHe Iprema sMuImsymaba cmyda-
I0TCS IPOPbIBHBIE KPOBOTEUESHNIS], IIOKA3aHO MM30AMIECKOe
nedenne ¢ momonipbo KOC FVIII min remocTarnyeckux areHTOB
C WIYHTHUPYIOLIMM MEXaH/M3MOM JeMCTBIs (KaK OMICAHO BBILIE).
B xogie 3-eit pa3pl HECKOMBKMUX KIMHIYECKIX NCCIEOBAHMI 1
OIIBITOM IIOCTPETrVCTPALVIOHHOTO IIPUMEHEeHNsI ObIIa JOKa3aHa
3¢ deKxTMBHOCTD MPOQUIAKTNYECKOTO IPUMEHEHNS SMULIU3Y-
Maba y B3pOCIIBIX 1 fieTelt ¢ MHrmburopamm.>41-43 Ivmuunsymab
BBOJIMTCSA IOKOXKHOM MHbeKIel 1 pas B 1, 2 win 4 Hemeny, a,
3HAYNUT, OpeMst IPO(IIAKTIYECKOTO TeYeHIIS TAKIM IIPErapaToM
rOpasfio HIDKe, YeM Y IIYHTUPYIOIMX areHTOB. DMUIM3yMab
CHIDKAET KJIVHIYECKe IIPOSIB/IEHVISI 60/Ie3HI, OC/IOKHEHVISI 1
TOCIIUTA/INM3ALUY U SIBJIETCA SKOHOMIYECKY OIIPABIaHHbBIM. !
IIpodmmakTdeckoe IpruMeHeHe SMULU3yMa0a BKIIOYAeT
MHAYKIVOHHBIN epnof, (B fo3se 3,0 MI/KI/Heiens B Te4eHue
4 Henenb TOJKOXKHBIMM MHDbeKIMAMMI. [lasiee cxeMa ImpueMa
BBIIVISIANT Kak 1,5 MI/Kr/Hemesst, 1160 MpUMEeHsIIOTCS aibTep-
HaTMBHBIE CXeMBbI JIeYeHMSI: 3 MI/KT Of{VH pa3 B 2 Hele/u VN
6 MI/KT OfiMH pa3 B 4 Heperm.*1-44

ITockonbky B ogHOCTagmitHOM aHanuse FVIII amuiysymab ncka-
JKaeT M3MepsIeMYIO IIPOKOAry/IHTHYI0 aKTUBHOCTD (akTopa
FVIII (FVIIIL:C) n uarn6uropst k FVIIL, To mist o6Hapys>xeHmst
nuruburopos k FVIII npumensior crernmduaeckuit Xxpomo-
TeHHDbIIT aHa/IN3 C OBIYBMIMI peareHTaMu. 4546
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PekomeHpauuns 8.3.5:

o Y manueHToB ¢ MHIMO6UTOpHOIN opmoir remodynum A,
MOy YaOUIX SMIIN3yMa0, /1A MOHUTOPIHTA YPOBHEH
uaTN6NTOpa BOI' pekoMeHyeT NCNOMb30BaTh XPOMOTeHHbIE
ananu3sel FVIII Ha ocHOBe 6brubero pearenra (6pr4mii FX B
HaGope peareHToR)

o BumMarenbHoe HabmoOfeHMe 32 KIVMHNYECKIM OTBETOM Ha
sMMUIU3yMab 1 TabOPaTOPHBINI MOHUTOPUHT YPOBHSA TUTPA
MHIMOUTOPA PEKOMEHYeTCs IIPOBOUTD C IIOMOIIBIO XPOMO-
TeHHOTo aHa/m3a beTesaa ¢ mpuMeHeHneM ObIYbMIX PEareHTOB.

o Oco0yI0 OCTOPOXXHOCTD CIIeAYeT NMPOABIIATD B IPYMEHEHNN
rFVIla y manyeHToB, HOMyYaoX SMUIN3YMab U UMEIOIIIX
(dbakTOpBI prCKa K BOSHMKHOBEHMIO TpoM6b03a (Hampumep,
BEHO3HasA TPOMO03MOO/INA B aHAMHe3e, OKMPEeHNe, KyPeHue,
XpoHMYecKye MHPEeKIUN VIN BOoClajeHne). ITO CBA3aHO
C IOTEeHIIMaIbHBIM PUCKOM ocTporo nHdapkra IM6nST n
JIeroYHo sM6 oM.+

PekomeHpauuns 8.3.6:

o B®TI pexomeHayeT BecTV BHIMATeTbHOE KITMHIYECKOe HabmIo-
JieHIe 3a MAIVIeHTaMy ¢ MHr6MTopHOIT PpopMoii reMo i
A, oMyJaIIMu SMUIN3yMa, Ha MpeAMeT BO3HUKHOBEHM
TpoM603a, He>KeMaTeTbHBIX PeaKINii 1 TPOMOOTIIeCKOl
MUKPOAHTHOATHM.

o ITPIMEYAHME: Oco6y10 OCTOPO>KHOCTH ClIefyeT HPOsIB-
naTh B ipuMenennu rFVIla y nanyenTos, momyJarommux
SMUNN3YMab 1 MMeIomuX GaKTOPbI PUCKa K BOSHIKHO-
BEHIIO TPOMO03a (Hanpumep, BeHO3Hast TPoM009MO 0N B
aHaMHese, OKMPeHNe, KypeHne, XpoHmdecKne mHpeKmnm,
BocCHaneHue). IT0 CBA3aHO ¢ pucKoM octporo VIM6nST u
JTIETOYHOI SM60mmm.

PekomeHpauuns 8.3.7:

o B cBsA3M ¢ TeM, 4YTO IMUIN3YMal UCIONB3YeTCA C IENbI0
NIpegoTBPAleHII, a He [I/IA TeYeHNs OCTPhIX KPOBOTe-
YeHMI1 y MAIVIEeHTOB C MHIMONTOPHOI remoduneii A, BOT
PEKOMEeHAYyeT 1eYNTh OCTpble KPOBOTE€YEHNA C IOMOIIbIO
3aMeCTUTEeNbHOI Tepanmuy (paKkToOpoM CBEPTBIBAHUA.

PekomeHpauuns 8.3.8:

o IIpu OCTPOM KPOBOTEYEHNUN Y MALEHTOB C MHIMOUTOPHOII
remodneii A BOT pekoMeHayeT NCIOTb30BAaTh 3aMeCTH-
TeNbHYIO Tepanuio pakTopoM cBepTbiBaHMsA, BKII0Yas FVIII
y MAMeHTOB C HU3KOPearnpyomumM nHrnéuropamu. BOT
BBICKAa3bIBAEeTCA 3a MPEANOYTUTeNbHOE Mcnonb3osanue rFVIla
no cpaBHeHnI0 ¢ aKIIK y nmamueHTOB ¢ BbICOKOpEarupyo-
myvu naruburopamu x FVIII us-3a pucka rpoM6oTiaeckoit
MMKpPOAHTMONATHI.

o IIPUMEYAHME: Oco6y10 0CTOPOXHOCTb ClIeAyeT MPOsB-
naTh B npuMeHennn rFVIla y nanuenTos, nomyyarommx
SMULN3yMab 1 MMeImNX (PaKTOPbI PUCKA K BOSHIKHO-
BeHNI0 TpoMO03a (Hanpumep, BeHO3HAsI TPOMO03IMO OIS
B aHAMHe3e, O)KIIPeHNe, Ky peHue, XpOHIrIecKue THQ ek,

BocnaneHue). IT0 CBA3aHO ¢ pucKoM octporo VIM6nST u
TIeTOYHO¥ 5MO oMM,

PekomeHpauunsa 8.3.9:
o IIpu ocTpoM KpOBOTeYeHNN Y TALMIEHTOB C MHIMOUTOPHOI

dopmoit remopynu A, nonydamomux sMunu3ymaé, BOT
BBICKA3bIBAEeTCA 34 MPEAIIOYTUTENHLHOE JICIOb30BaHNe
rFVIIa no cpaBHenuio ¢ aKIIK u3-3a pucka rpom6oTiye-
CKOJ MMKPOQHIMOTIATHII.

IIPVIMEYAHME: BOT npemnaraer cnegoBaTh MpegynpesK-
JEeHNAM B YePHOII paMKe OTHOCUTETbHO SMUIN3yMaba, a
TaK)Ke COXpaHATh OIUTETbHOCTD IO Mepe MOCTYIICHIA
HOBOII pakTIIecKoit MHpOpMan M.

ITPYYMEYAHME: Oco6yio 0CTOPO>KHOCTD CIEeRyeT IPOsIB-
naTh B ipuMenennu rFVIla y nanyeHToB, momyJyarmmux
SMHMIM3YMa0 1 MMeIomuX GaKTOpPhI PUCKAa K BOSHUKHO-
BEeHMIO TpoMO03a (HanmpyumMep, BEHO3HYI0 TPoM603MO 00
B aHAMHe3e, OKMPeHNe, KypeHue, XpoHImIecKie mHQeKnum,
BOCHAZIeHMe). ITO CBsA3AHO ¢ pICKoM octporo VIM6uST u
JIerO4YHOIT 3M60mi. Puck TpoM6006pa3oBaHILA MOXKET COXpa-
HATBCA 10 6 MeCAIeB, B TeUeHNe KOTOPBIX B ITa3Me KPOBM
MOTYT Y/lep)KIBaThCA YPOBHU SMUIIM3yMaba.

lMpenapamel 8 KIUHUYECKUX UCC/IE008AHUSX
o rFVIla ¢ ynnuHeHHDBIM NIEPUOIOM IOTYBBIBENEHNA MOXET

UTPaTh ONpee/IeHHYIO POJIb B KYIIMPOBAHUN KPOBOTEYEHMIT
y MALMEeHTOB ¢ MHIMOUTOPHOI reMOIIINelt, XOTS U3ydeHne
IIPOBOAVJIOCH in Vitro 1 HaXOAUTCS Ha paHHel! (ase KIMHN-
YeCKUX MCCIeNOBaHMII, 4849

ITpemnraparsl HeaKTOPHOI Tepanuy, Takue Kak GuTycrpan
(sxcniepnmenTanbHbii areHT ¢ PHK-unTepdepenmueri, Hate-
JIEHHOI1 Ha aHTUTpoMOUH (Masas uHTepdepupyomas PHK-AT
[siRNA-AT]))%0 u mHrMOUTOPBI Iy TH TKaHEBOTO (aKTopa
(aHTHTENIA IPOTUB MHTMONTOPA IYTU TKaHEBOrO daKTopa
[arTr-VIITT®])5!, B HACTOSIIIMIT MOMEHT IIPOXOJST K/IMHIYECKIEe
MCCIe{OBAHMA 110 IPOPUIAKTIIKE KPOBOTEUEHIII Y AI[IEHTOB
¢ nuarnéuropamu. He oxxupaercs, 4To 9TH Impenaparst 6ynyT
3¢ PeKTUBHBI /IS AN30AMIECKOTO JIeUeHIsI KPOBOTEUEHMIL.

Xupypruuyeckue 1 nHble HBa3UBHbIe Npoueaypbl

° Hepe}l IIpOBENEHMEM XMPYPINIECKNX U MHBIX MIHBA3MIBHbIX

IPOLIEAYP Y BCEX MAIIMEHTOB C reMOMIINell PEKOMEHYeTCs
IIPOBOAYTSH 1a60PATOPHOE MCCIeROBaHNe Ha Ha/IU4Ve MHT -
6UTOpa BHE 3aBUCUMOCTH OT CTEIIEHN TsDKECTH 3a60/IeBaHIA.
Iepen xupypruyecKum BMeIIaTeIbCTBOM y NMALVIEHTOB C IHI M-
6uTOpHOI POopMOIT reMOPUINY JOTDKHBI 00eCIIedBaThCs
0co6bIe MepBI IPEFOCTOPOKHOCTI: IPUKPBITIIE HAKTOPOM,
Tepanus MPenapaToM IYHTUPYIOLIETO NEMCTBUA U IIOCIENY-
Iollee HaO/TIofIeH e, KOTOpble 00513aTe/IbHO HYXHO OIIPee/NTD
U CIUTAaHMPOBATD 3apaHee.

Heob6xonnmo BHMMATEIbHOE HAOMIONEHNE 3a KIIMHIYECKIM
OTBETOM Ha TEPAINIO IPelapaTaMy IIYHTUPYIOIIETO NEICTBIA,
0COOEHHO C TOUKM 3peHNs 0e30IaCHOCTH, T.€. Ha IIPeMET TPOM-
6032 MV KOATY/IOATIUN [IOTPeO/IeHNS.

ITocrte TOCTIDKEHISI TeMOCTA3a 11 €T0 yAepyKaHIsI Ha BBIOPAaHHOM
peXuMe e4eHns B TedeHue 3-5 qHell, fanee BO3MOXHO



IIOCTeNleHHOe CHIKeHMe BBEJIeH sl 9THX ITPeIapaToB Ha IIPOT-
skeHuu 1-3 Hefenb. OHAKO CIefyeT yYUTHIBATD, YTO HO3bI
u TpadMK UX YMEHBIIEHN JO/DKHBI Ha3HAYaThCA KaKIOMY
MalMeHTy UHAVBUAYaTbHO, IOCKOIBKY IallMeHThI 110-Pas-
HOMY OTBEYAIOT Ha Tepallio NIYHTUPYIOUMH ITpernapaTaMu.
Emé ogHMM BapuaHTOM ABJAETCSA HeIPepbIBHAS BHYTPU-
BeHHas1 MHQY3WsL MHAMBU/YATbHO TOF0OPAHHOI JO3BI B XOfie
olepaluy MIN MHBAa3UBHBIX IpoIenyp. B atoM crydae Heo6xo0-
IMMO eXKeJHEBHO PaCcCYMTBIBATD KIMPEHC C COOTBETCTBYIOMIEN
KOppeKIMe 036152

KoM6uHMpOBaHHOE/TIOC/IEf0BaTeIbHOE TIPYIMEHEeH e IIperna-
PaToB IIYHTUPYIOIIETO AeiICTBIUA CIeyeT pacCMaTpUBaTh
y HaIlIeHTOB CO CTabbIM OTBETOM Ha OffUH LTYHTUPYIOIUIT
npemnapar. [TocrenoBaTebHOE IpUMeHeHNe (T.e. YepeoBaHIe
rFVIIa n aKIIK xakzaple 3 yaca) IpoeMOHCTPUPOBaso boree
BBICOKYIO 9(pPeKTMBHOCTD TI0 CPaBHEHMUIO C Teparnueil OTHUM
HIYHTUPYIOLIVM IIpelapaToM. TO TaKXKe II03BOJIsIeT CHUSUTD
cymMapHyIo cyTounylo o3y aKIIK,3”3 noTennnanbHo yMeHbIIas
PUCK pa3BUTHSI TPOMO03a. PeXXMMBI TOC/IEIOBATENIBHOTO IPUMe-
HeHMsA I0/DKHBI MICIIONIb30BaThCs TONIBKO B LIeHTpax Je4eHMs,
MMEIOIVX OOJIBIIION OIBIT BefieHNsI [IALIMEHTOB C MHIMOUTOPHO
reMouIMelt; TaK)Ke He0OXOIMM BHUMATEbHBII MOHUTOPUHT
Ha IIpefMeT BO3HUKHOBEHMsI TPOMO03a I AMCCEMIHUPOBAH-
HOTO BHYTPUCOCYAMCTOTrO cBepThiBaHMA. (CM. Tabmumiry 8-4.)

PekomeHpauns 8.3.10:

o Ilpu mposegeHMy XUPypruyecKoro BMenIaTeIbCTBa MIn

VHBAa3UBHOJ IIPOLeXYPHI MAaIMIeHTaM ¢ reModymmeit A u
HU3Kopearupyrounmy uarnéuropamu K FVIII BOT npena-
raeT BBOIUTH 00/1ee BBICOKIE I OojIee 4acThbie, YeM 0OBIYHO,
no3b1 FVIII n3-3a kopoTkoro nepuoga nonysbisegenns FVIII.
IIPUMEYAHME: BOT Takke mpu3HaeT B KaueCTBe MHOTO
BapUaHTa HeMPePHIBHYI0 MHQPY3II0 MHAVBUAYATbHO ITOJ0-
6pannoii go3er FVIIL

PekomeHpaunsa 8.3.11:

o Y nmanueHTOB ¢ reModuineii A ¥ BBICOKOPearupyommMn

uarnéuropamu k FVIII npu nposeneHny X1upyprudeckoro
BMelIaTenbCTBA JIM MHBAa3MBHOI npouenypsl BOT pexo-
MEHJyeT Tepaniio IpenapaToM MYHTUPYIOLIETO AeliCTBUA
(rFVIIa win aKIIK) o ycMoTpeHmo evaniero MegpadoTHIKA.
B cy4ae Heygauu MOHOTEpaNy OFHIM IIpeNapaToM UIYHTH-
pYHOLIero AeiicTBUA, ZPYTUM TepaneBTUYeCKUM IMOAX0K0M
OyaeT mocnexoBaTeIbHOE MPUMEHEHNE ITUX IPEIapaToB,
T.e. rFVIIa B uepenoBanuu c aKIIK. Taxxxe BOI pekomen-
JyeT BHUMAaTeIbHOE KIMHIIeCKOe HA0TI0ieHe Ha IIPeMeT
BO3HUKHOBEHMA TPoMO603a.

PekomeHpaunsa 8.3.12:

o IIpm xpynHoii onepanuy MIK MHBAa3MBHOM Npoueaype

y MaIMieHTOB C MHIMOMTOPHOI reModuaneii A, momryda-
FOIVIX SMUIM3YMa0, IPY HU3KOPEATNPYIOIMX MHIMOMTOpax
B®T pexomeHayeT ucnonb30BaHMe IIpeniapara C cogep-
sxaHueM FVIIL. YV manueHTOB ¢ BBICOKOpPearnpyomuMu
unrnéuropamu BOT BbicKa3bIBaeTCs 3a MPEIIOYTUTENTBHOE
npumenenue rFVIla no cpasaennio ¢ aKIIK nmo npuunne

MMaga 8: Hrmbutopbl K GakTopy cBepTbIBaHUA

pucka TpoMOoTHYeCcKOIT MUKpoaHrnonaruyu. BOT He gaer
peKoMeHIanMii 0 KOHKPEeTHOI J03€e, YaCTOTe M/ PO 0I-
SKUTETbHOCTH TEPATNN B CBA3Y C HEIOCTATOYHOCTDIO TAHHBIX.
ITPYIMEYAHME: Oco6yi0 0CTOPO>KHOCTD CIEeRyeT MPOsIB-
nATh npu ucnonbsosanyu rFVIla y mammuenros, mony4arommx
SMMIM3YMa6, IpU HATIMYNYN Y HUX (aKTOPOB PICKA BO3HUK-
HOBeHIA TpoM603a (HanmpuMep, BeHO3Has TPoM603MO0mNsa
B aHAMHe3e, OKMPeHNe, KypeHe, XpoHmdecKas MHQeK,
BOCIaJleHNe) U3-3a pucKa ocTporo VIM6OnST u nerouHoix
amM6ommm.

PekomeHpauus 8.3.13:

ITpu He60NBIION ONepan Iy VI/IM MIHBAa3UBHOI IpoLegype y
NAIMeHTOB C MHTMOMTOPHOII reModneli A, MOTyYalomux
smuum3yma6, BOI pekomeHayer m160 NpOBORUTD 3aMeCTH-
TeTbHYIO TePaNNIo HU3KOJ 703011 (PaKTOpa CBePTHIBAHNA,
m60 He IPOBOANTH 3aMeCTUTENbHOI Tepami.
ITPYYMEYAHME: Oco6yi0 0CTOPO>KHOCTD CIEeRyeT IPOsIB-
nATh npu ucnonb3osanuu rFVIla y mannuenTos, nomyvaromux
SMUIU3YMa6, IpM HAMITINN Y HIX GakTOPOB pHCKa BO3HMUK-
HOBeHUsI TpoM003a (HanmpuMep, BeHO3Hast TPOMG03MO0IIsE
B aHAMHe3e, OKMPeHNe, KypeHne, XpoHmdeckas mHdexms,
BOCIIa/ieHue) n3-3a pucka ocrporo VIM6uST u nerounoit
am6ommm.

PekomeHpauusa 8.3.14:

IIpu KpynHBIX onlepauysAX VUIM MHBAa3UBHBIX IPOLEAYPax y
MAIVIEHTOB C MHIMONTOPHOIT reModuIneli A, HOTyJarOUX
smunm3ymad, BOI pekomenayeT BHMMaTeIbHOE KIMHITYe-
CKoe HaOIof[eH e Ha IIPeMeT BOSHUKHOBEHI TPoMb03a,
KOAry/IONaTHH IOTPeOIeH s WIN TPOMOOTIIIECKOIT MUKPO-
AHTMONIATUMN.

PekomeHpaunsa 8.3.15:

V manmeHTOB ¢ MHrNOUTOPHOIT reModunneit A, monyda-
IOIIMX TePAIIIO MPenapaTaMy MIYHTHPYIOLIEro AeiiCTBUS,
BOT pexoMeHAyeT IPOBOXUTD KIMHIYECKOE HAOTIOeHIIe 1
paccMOTpeTh BO3MOKHOCTH TAG0OPATOPHOTO MOHUTOPIHTA C
MOMOLIBI0 AHA/IM3A TeHepanuy TPOMOIHA U KPYTUX KOary-
JALVOHHBIX TECTOB; OJJHAKO, YTOOBI PEKOMEHJOBATH TAKIe
nmabopaTopHbIe NCCIENOBAHA, HEOOXOIIMO UMETH GOIbIITe
JAHHBIX.

MHAyKLI,I/IFI I/IMMyHHOI‘/'I TONNePAHTHOCTU

ONMMMMHALNA UHTUOMTOPA C HOMOLIBIO MHAYKLIMI UMMYHHOJ
TOJIEPAHTHOCTYU IPOXOAUT ycnemHo y 70-80% manueHTos ¢
TSDKeTION reModuert A.53-55

Ortsert Ha VT y manueHToB €O CpeTHETKENON/IETKOi CTETIeHbIO
reModumuu A MOXeT OKasaTbCs Xyxe.”!7

PekomeHpauus 8.3.16:

ITanyenTaM ¢ reModuueit A, y KOTOPBIX chOpMIPOBATNCH
yCTOIYMBbIe HU3KOpearupyiouye mHrnoutops:, BOT npex-
7araeT pacCMOTpeThb IPOBefleHNe MHAYKIIUN MMMYHHO
tonepantHoctu (VINT).
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

o Ycnex VIVT onpepensercsa Kak yCTONYMBBIN OTPUIIATEIbHBIN

iTp Betessia B codeTaHNy ¢ HOPMAIbHOI (hapMaKOKMHETHKOTL,
BKJIIOYasA BOCCTAHOBJIeHNE GaKTopa >66% ¥ Mepuoj MOy-
BBIBefleHNA >6 yacoB A ctangapTHeix KOC FVIII. TTocne
ycrersoro nposefeHyst VIVT BO3MO>KHO Hadaso 1 BO306-
HOBJIeHVe TpodumakTudeckoro nevenus FVIIL

CymecTByert o61ee MHeHMe, 4To VT npusHaerca HeygadHoO
IIpY HECIIOCOOHOCTM JOOUTHCS YCIIELTHOT TONMEePAHTHOCTH
opraHmsMa B Te4eHue 2-3 jieT nocie Havana pexxuma VIT.?7

PekomeHpauns 8.3.17:
o ITanmentam c remoduaueii A M yCTOYMBBIMYU MHIMOUTO-

paMMu, y KOTOPBIX MHAYKIIVA IMMYHHOJ TOTEPAaHTHOCTH He
FOCTHUITA ycIexa, uin KoropsiM VIMT HuKorga He mpoBoau-
mack, BOT pekomengyer npoyiakTuky sMunusymabom B
KavecTBe MPefIoYTHTETHbHOTO TepaneBTIYeCcKOTo mpenapara
110 CPABHEHMIO € MPO(IIIAKTIKON NpenapaTaMy ITyHTHPYIO-
mero peitcrBus (rFVIIa win aKIIK), mockonsky smunmsyma6
3¢ dexTUBHEE IpEeFOTBpaLIaeT KPOBOTEYEHNA U NPOIIE B
NpUMeHEeHNN, TaK KaK ero BBOJAT IOJKOKHO C HefleTbHOI
KPaTHOCTBHIO. L8y

Bonpoc o Bpemenn Havana VIVIT - aTo guckyTupyemas Tema.
Hannble peructpos 3a 1990-b1e n 2000-bie TOfIbI YKa3bIBAIOT
Ha TO, 4TO IpoleHT ycremnoctu VIVIT Bblle, KOIma ee HaUM-
Ha/IN y HalMi€eHTOB C HU3KUMM TUTPaMM UHTUOuTOpOB (<10
BE). I1o aT0i1 IpU4YnHe B KIMHNYECKOI IPAKTUKE TIPUHSIIN
BBDKUIATENIbHYIO IIONMUTUKY B OTHOIIeHuu Havana VIMT po
TeX II0p, OKa TUTPbI MHIMOUTOPA He yIafyT A0 ypoBHA <10
BE. Opnako B nocegHee BpeMsA Bpauy cTany HaunHath VIUT
cpasy nocje o6HapyXeHIs MHIMOUTOpa BHE 3aBUCUMOCTH OT
€ro TUTPA, IIPU ITOM OTMeYaeTcst Xopouasi 3PpPeKTUBHOCTD.5
OntumanpHell pexxum nposenenus VIVIT (mpemapat mnu
[03a) BCe ellle He OIpefie/ieH. B MeX/[yHapOIHOM MCCIIefio-
BaHuu VIVIT He ObIIO BBLABIEHO pasHULIbl B 3G HeKTUBHOCTI
MEXJy PeXKMMOM C HU3KOII J03011/HusKoit yacroroit (50 ME/
KT 3 pasa B HeJle/i0) U PeXKMMOM C BBICOKOI 03011/ BBICOKOII
wactoroit (200 ME/kr exxerHeBHO). OfHAKO IPYMEHEHE PeKIMa
HU3KOI [03bI/HU3KOI 9acTOThI TPe6OBaIo 6OIbllle BpeMeHM
IJIA IOCTVDKEHM S TOJIPAaHTHOCTH, 11 B T€4eHIe 3TOTO Teprofa
IIPOMCXOAUIO 6O/IblIIe KPOBOTEUYEHWIT, 0COOEHHO B IIEpBbIe 3-6
mecstes VIVT. To 9107t mpuynHe faHHOE UCCIESOBaHMe OBUTO
IIpeKpalleHo JOCPOYHO,” C MIOCEYIOUIM IPEIIOYTEHNEM CO
CTOPOHBI Bpauell pexKuMa BBICOKOJ 103bI/BBICOKOI YaCTOTHI.
Ecmm Bo Bpemsa VIMT y nanyeHTOB 4acTO MPOUCXOAAT KPOBOTe-
YeHIsI, TO BO3MOXKHO HasHadeHe MPpOoQIIAKTUKI [TperapaTamMu
mrynTupyomero peiictsus (rFVIla, aKITIK) niy aMuisymabom.
ITpodunaxrirdeckas Tepamns SMULM3YMabOM IIPOEMOHCTPUPO-
BaJIa 3HAYMTEIBHO OOIbILee CHYDKEHNe YaCTOThI KPOBOTEUEeHMI,
4eM IPpOoMIaKTHKA IperapaTaMit ITYHTUPYIOIIETo AeiicTBysA. >
Hagsepnoe, Mo>xHO oTcpounts VINT win Boobiije OT Hee OTKa-
3aThCA PV HATMYUY TPOPUIIAKTUKY SMULU3YMAOOM, yUUThIBAs
OueHb HM3KUI IPOLIEHT KPOBOTEYEHUI TPpU IPUMEHEHUY 3TOTO
Ipenapara, HO II0JIEMMKa I10 9TOMY BOIIPOCY ellle IIPOJ0/Ka-
eTCs1, ¥ JTAHHBIX COBCEM MaJio. (CM. Bblllle « BapraHThI Tepannn
y manyeHnToB ¢ unrnburopamu K FVIID» - «9munnsyma6»)

o CYH.ICCTBYCT MaJio JaHHbIX 00 MCIIONIb30BaHUN IIpernapaToB

(hakTopa ¢ IpOIEHHBIM IIePHOJIOM MOTYBbIBEAEHNUA VN BCIIO-
MoraTe/IbHBIX HeaKTOPHBIX IIPeNapaToB /I IPOBeeHNA
VINT. IlpenBapuTenbHble TaHHbIE U3 HEOOMbIINX CePUIT CTydaeB
mu 06CcepBaIMIOHHBIX UCCTIE[OBAaHNIT TeMOHCTPUPYIOT, YTO ¥
HEKOTOPBIX MTAIMEHTOB C MHIMONTOpaMy IIPUMeHeHNe TIPOIOHT -
posanHbIx KOC okasanoch a¢deKkTMBHBIM, BKIIOYas MAL[VIEHTOB
C BBICOKOP€ArNpYOLNMI MHIMOUTOpaMu 1 TeX, Y Koro INT ¢
nomobio KOC co cTaHAapTHBIM [IepHOJIOM TTOTYBbIBEeHNUS
OKa3aslach HeyJaqHOlL, MY KOMY OHAa HUKOI/IA He TPOBOJMIAC;
3T IIperapaThl TAaKXKe MOTYT COKPATUTh IPOJO/KUTENLHOCTD
VINT.1759.60 [laHHbIe HEOOIBIION CePUM MCCIeOBAHMIT YKa3bl-
BAIOT Ha TO, 4To pexxuM FVIII 100 ME/kr Tpu pasa B Hefle/o
Ha ¢oHe MPOPUIAKTUKI IMULU3YMAOOM SIBIIsieTCsT 6e30-
IIACHBIM VI IPUBOAUT K CHYDKEHUIO TUTpa MHI1buTopa.s! [
HOATBEPK/IeHIS TaKMX HaOTIofieHIT HeoOXOMMO IIPOBefieHIe
607lee KPYIHbBIX PaHIOMM3UPOBAHHBIX UCCTETOBAHMIL.

B cBs3u ¢ TeM, uto mpoBefenye VINT tpebyer dacTsix nubysuit
(BIIIOTD 50 OHOTO pa3a B ieHb), 0OBIYHO HEOOXOAUM XOPOLINIT
BEHO3HBbII JOCTYIL. Y Ma/leHbKUX JieTell TOHKVe BeHbI /UK
II7IOXOJ BEHO3HBIiT OCTYII, II03TOMY, KaK IpaBuio, i VINT
TpeOyeTcs yCTaHaBIMBATb YCTPONCTBO LIEHTPaTbHOTO BEHO3-
Horo poctyna (YIB]I). Ognaxo npuMenenne YIIBJl moxxeT
IPUBOJUTD K OCTIOXHEHMAM, TAKUM KaK MHPEKIUU 1/ UK
Tpom603. ITo 9101 IpUUMHEe SMUIN3YMA0, KOTOPBIIT BBOLUTCS
TIOJIKOXKHO U He TpeOyeT BEHO3HOTO JOCTYIIA, PACCMATPMBAETCA
B KavecTBe 6ojIee IIPOCTOrO BapyuaHTa, yeM crangaptHas VINT.
OH Taxoke MOYKeT IMTO3BO/IUTD CHU3NUTD JJ03Y/9acTOTY MHPY3WIT
K®C FVIII, ecnn ero npumeHATs Bo Bpemsa VIVIT nnn BMecTo
VMWT, X0TA 3TO He JOKa3aHO. ITO MO-TIIPEeKHEMY OCTAeTCs
CIIOPHBIM, T.K. HET JAHHBIX 110 PUCKY Pa3BUTHA MHTMOUTOpA ITPH
HOTpe6OoBaBIIENICA SMU30MYECKOIT 3aMeCTUTETbHON Teparum
K®C Bo BpeM: IPOPLIBHBIX KPOBOTEYEHNMIT HAa TPODITAKTIKE
SMUIU3YMaOOM.

HensBecTHO, KOTIa HY>)KHO HAYMHATD TEPATINIO SMULU3YMAOOM:
1o, B TedeHue, nociue uay BMecto VIMT.®2 [Ina oTBeTa Ha 3TOT
BOIIPOC NTOTpebyeTcsA MPOBECTU KIMHIYECKIe UCCTIeOBaHMA.
ITo 6MOXUMMUYECKOI IPUPOJE IMULIN3YMAO OTINIAETCS OT
FVIIL, u ocTaércs elje MHOTO BOIIPOCOB B OTHOILIEHNM €T0
OT/I0’K€HHOTO BO3/IeJICTBISA Ha IIATOJIOTMIO CYCTABOB, @ TAKXKe
MMMYHOT€HHOCTY 11 9P (eKTUBHOCTH 3aTPaT B OTHOIICHNUN
nanueHToB 6e3 NHIUOUTOPOB.

o Xors ObI1 IIPpOsABJIEH MTHTEPEC K MCIIO0Ib30BAHIIO MIMMYHOCYIIpEC-

COpPOB 11 MMMYHOMOAY/IATOPOB Yy ITIALIVIEHTOB C I/IHI‘I/I6I/ITOPHO]7I
I‘eMO(i)I/UH/IeI?[, POJIb 3TUX BELIIECTB ITIO0Ka €Ille He OIIpee/ieHa
13-3a OTCYTCTBYMA KOHCEHCYCA 110 JTaHHbIM BEII€CTBaM IIpN
JIEYECHUN MMAINEHTOB C I/IHI‘I/I6I/ITOpaMI/I. H€O6XO,E[I/IMO IIpoBe-
AE€HUE KIIMHNYECKUX UCTIBITAHUIA.

Mpodunaktuka pakropom VIl nocne nHaykumn
I/IMMyHHOI?I TONIEPAHTHOCTU
o Tlocrne ycnemHo nposenennoit VIVT y mammueHToB ¢ MHIMOU-

TOpHOII popMOIE reMopuNML A ClIeyeT HAYMHATD TPOPUIAKTUKY
daxropom VIII, conpoBoxiasi ee BHUMATETbHBIM MOHUTO-
PMHIOM KIMHUYECKOTO OTBETa.



ITo kpaiineit MeHe oy KO C ¢ mpojineHHBIM [IepMOJOM IIOTTY-
BpiBefenusA — rFVIIIFc — mpouen oenKy TonmeporeHHoro
HOTeHIMaa B IPpefoTBpaleHny GOpMIPOBAHNS HHTMOUTOPA
U CO3/JaHMA UMMYHHOJI TONIEPaHTHOCTH. B HAaCTOAIIT MOMEHT
MMEIOTCS OTpaHMYEeHHbIe JAHHBIE O BO3/IeICTBIY IIPeIIapaToB
IIPOJIOHTMIPOBAHHOTO JIEVICTBILA.58:00:63

CmeHa npenaparta

HecMoTps Ha pasHNILY BO MHEHVAX OTHOCUTETBHO Pa3BUTIA
MHIUOUTOPOB IIPY [IepeBOfie MALMIeHTOB Ha PYroil Iperapar
KO®C (B TOM umcie u penkme cOOOLUEHNS O KIMHUIECKNX
CTy4asx), JAHHbIE KPYITHBIX MICCIEJOBAHNUIT He COflepyKaT JoKa-
3aTeNbCTB, MOATBEPKAAIOLINX YBEIMYEHMEe TAKOTO PUCKa. 6460

PekomeHpgauusa 8.3.18:

IIpu nepexope nmamyueHTa ¢ reModuineil A Ha ZPyroi TUI
wiu 6penp npenapara ¢pakropa BOT He oTgaer npegmno-
YTeHMsI BBIOOPY KaKOro-mu0o KOHKPeTHOTO BUJIA IIPenapara,
NOCKONBbKY MMemomuecs pakTudeckue JaHHbIE TOBOPAT O
TOM, YTO CMEHa NpenapaTa He MOBBIIIAET PUCK Pa3BUTHA
MHTHOUTOPA.

IIPUIMEYAHME: BOT npusbiBaeT BBIOUpPATh Npenapar Ha
OCHOBE €r0 MOTEeHIMATbHBIX NPENMYIIEeCTB, KaK TO: 6oree
MPOCTOE BBEfIeHIE, 6€30IaCHOCTD, 3()(PeKTUBHOCTD M TNIHbIE
NpefnoYTeH .

IIPYUMEYAHME: BOT nopaep>knBaeT NpOCHeKTHBHBIN
c6Op IAHHBIX IO MOABICHUI0 MHINONTOPA NP UCIOTB30-
BaHUY PAa3TNIHbIX IPENAPATOB, 0COOEHHO 0 ¥ IOC/Ie CMEHBI
npemapara.

PekomeHpaunsa 8.3.19:

Ilpu Ts0Keno0it reModpunuu A MHIMOUTOPHOI POPMBI /I
yMeHbIIleHU:A 3MU3070B KpoBoTedeHnsa BOI pekomenayer
npoQduIaKTIYecKoe TedeH e NalieHTOB PeNIoYTUTeIbHee
C MOMOULIBI0 AMNUIM3YyMaba, YeM C TOMOLIBIO IIPenapaToB
LIYHTUPYIOIIETO eiiCTBIA, IOCKONBKY, 0 BCeil BUAMMOCTH,
VI 3224 NPOoQUIAKTUKY SMUIU3YMA6 MPEBOCXOUT LIYHTH-
pyIollue Ipenaparsl.

8.4 | lemodunua B n nHrnbutopsi K FIX

FeHeTUuyecKne 1 BHewwHMe GaKTOpbl pUCcKa

Vurn6urops! K paxropy IX mouTH UCKTIOYNTEIHHO BCTPEYAIOTCS
JIMIIb Y HAIMEHTOB C TSHKeNoi popmoit remoduneit B u ouensb
PEMKO - y MALMEHTOB C 60JIee JIETKOI CTeleHbIo reMopunm.®’
Y nmanyeHToB ¢ TsKenol reModuieii B MHrn6muTOpHI BCTpeya-
I0TCS PEJIKO U €C/IY Pa3sBUBAIOTCS, TO B OCHOBHOM Y IIAL[VIEHTOB
C Hy/IeBOIT Bapualueri, KOrja OpraHu3M COBCeM He BbIpabaThl-
BaeT COOCTBEHHOro akTopa CBepThIBaHU:A. B 60/IbIIMHCTBE
C/Iy4aeB 3TO CBA3AHO C KPYIIHO Je/leleit, CIIBUIOM paMKI
U HOHCEHC-MyTauysamun.57-68 ITpu remodminn B He n3BecTHO
0 KaKoIf-1160 IpefpacIoNoXXeHHOCTI K Pa3BUTHIO UHTUOU-
TOpa, OCHOBAHHOII Ha IPOUCXOXKIEHUM POJia.

naBa 8: UHrMbutopbl K GpakTopy CBEpPTbIBAHMUA

Cunraercs, 4TO BOSHIKHOBEHIE MHTUONTOPA PV TeMOpIIINI
B He casano ¢ tinom KOC dakropa IX. O cryyasx pasButus
MHIUOUTOPA COOOIIAeTCs KaK [PV IIPUMEeHEeHNN [Ia3MaTde-
CKUX IIperaparos, Tak 1 pekombuHanTHbIX KOC FIX.

YacToTa pa3BuTus UHIMOGUTOPOB

ITpu reMopymyt B MHIMOUTOP y IALIMEHTOB NOSBIIIETCA HEYacTo;
KyMY/ATUBHAA 4aCTOTa COCTABIIAET 710 5%.%%70

PasButne nHrn6mropa k FIX cunraercst caMbIM TsDKeTbIM
OCJIOXKHEHeM Y MAIIeHToB ¢ reMo¢umert B e Tonbko ns-3a
yTpaThl OTBETA Ha 3aMeCTUTeNbHYIO Tepamnio pakropom FIX,
HO ellle ¥ B CBSI3M C PUCKOM aHaQIIAKTIYECKON PeaKny 1
HepOTNIECKOTO CHHAPOMa.®”

ITpu remodumnu B MHIMOUTOPDI BBISIBISIOTCS TaK XKe, KaK U
py remoyin A. VIHTMOUTOPSI IIPeNMYILeCTBEHHO pa3ByBa-
I0TCS B epuof nocyie 9-11 (MegyiaHHOe YMCIIO) JHeVl BBeIeHNs
(akcrrosummit) u o 20 SKCIIO3UINIT; KaK MIPAaBMUIO O HACTY-
IUIEHNA 2-X JIETHETO Bo3pacTa.!s

Crparerun nedenust vHI1OuTOpoB K FIX aHa/mor4aHbI 1edeHno
nurn6nropos K FVIIL; oHY HeocpecTBEHHO HAIPAB/IEHbI HA
KOHTPOJIb TeMOCTa3a I JIMMIHALIIIO MHTMOUTOPA.

B cBs131 C TSXKECTBIO OCTIOKHEHMIT PEKOMEHYeTCs1, YTOOBI
manueHTsl ¢ reMoGuUInert B HaXoaMIMCh 110 BHUMATEeIbHBIM
HaO/TIOIeHVIeM VI IIPOXO/VIIN CKPYHVHT Ha MHTMONTOPBI KaXK/ible
6-12 MecslleB C MOMEHTA Havajla 3aMeCTUTEIbHOI Tepanuet
K®C, a BocnencTBum — eXeromHo.

Bbpems 6onesHn

AHaghunakmuyeckas peakyus Ha FIX

B 11e710M cumTaeTcs, 4TO C BOSHMKHOBEHMEM MHTMOMTOPOB OpeMs
60e3nu npu remopunuy B ananornaHo 6peMenn 60mesHI
npu remodumu A. OpHaxo npu remodumnu B ono Taxxe
MOXXET CBA3BIBATLCA C ajyieprudeckoii peakuueri Ha KOC FIX.
Anadmnakcys Bo3HMKaeT y 50% HaleHTOB C MHIMOMTOPHO
remoduneit B,20 u yame y manueHToOB C Hy/JIeBbIMU MyTa-
myamu. [Togo6Has peakumsa MOXeT CTaTh HEePBbIM CUMIITOMOM
pasButus nHrnburopa x FIX.67

HepaBHO 11arHOCTMpPOBaHHBIE MALIMEHTHI C TSDKE/ION reMo-
¢unnit B — ocobeHHO 13 ceMeit, Ifie eCTb CIy4Yau TsHKeIoln
reMo¢dunmnu B MHIMOUTOPHOI GOPMBI 1/VUIN TeHeTUYeCKIe
BapMalyy, pefpacioiaramlie K pa3BUTUI0 NHIMOUTOPa
— JJOJDKHBI TIOJTy4aTh JiedeH)e B MeIMITHCKOM YUpeXIeHNN
mu GONbHUIIE, Te CMOTYT CIIPABUTBCS C TAXKENON a/lIepru-
4eCKOJ peakumeli Ha neppoHadanbuble 10-20 Beefennit KOC
FIX u re ecTb 060pygoBaHue i SKCTPEHHO MOMOLIM IPK
aHadutakcnu.” Peakumy MOTYT IIPOMU3OITH U TIO3XKe, HO TOIZIA
OHU MOTYT OBITh MeHee TsKeMbIMIL 207!

PekomeHpauus 8.4.1:

Ecnu npu nevennu ¢paxropom IX y manmenta c remodumnmeit
B Bo3nukaer anagpunakcus, To BOI' pekoMeHAyeT BBINONI-
HUTDb CKPVHMHT Ha Hamn4ue maruéuropa k FIX, mockonpky
anmeprmyeckas peaKiysa MOKeT CTaTh MePBbIM MIPI3HAKOM
PpasBUTHA MHTUOUTOPA.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauuns 8.4.2:

ITpu Hamuuy B ceMeIHOM aHaAMHe3e MalieHTa ¢ reModu-
mueit B uHrn6nTopos min pakTopoB prucKa K UX pa3BUTHIO,
BOT pexoMeHayeT IPOBOAUTH HAYaIbHbIe MHPY3UHU NIOT
Ha0/II0eHNeM B MeIMIMHCKIX YIPeKASHIAX YIU 60/b-
HUIIAX, CHOCOOHBIX CHPABUTBCA C TAOKETIBIMM A/UTEPIIIeCKUMM
peaKnmaMuL.

PekomeHpauuns 8.4.3:

ITpu BO3HUKHOBeHMH Y AIMEHTOB ¢ remoduneit B anadu-
JaKCUM B OTBeT Ha Tepamuio ¢pakropom IX BOT pekomeHgyer
IpOBefleHNe CKPMHIHTA Ha HePPOTHIECKNII CUHIPOM,
IOCKO/IBKY OH Yallfe BCTPeYaeTCs y HAIVIEeHTOB C MHIuOu-
topoM K FIX npu annepruyeckoii peakuyn Ha FIX.

PekomeHpauunsa 8.4.4:

ITanuentam ¢ MHTMOMTOPHOIT reModuINeit B 1 amrepriraeckoit
peakuueit/aHadunakcueit Ha Tepanuio pakropom IX BOT
PeKoMeHJyeT iedeHe OCTPhIX KPOBOTEYEHMIT C HOMOIIbIO
rFVIla, opnako BOT Brictynaer nporus npumenenns aKIIK,
IIOCKONBKY OH cofepxuT FIX 1 Mo>keT cnpoBonypoBaTh
yXypAlleHye aniepruiecKoi peaKkim.

IIPUMEYAHME: Yrto KacaeTcsa NalieHTOB ¢ MHIMOMTOPHOIT
remodunneii B ¢ anmepruyeckoii peaknueii Ha Tepanuio
daxropom IX, BOT' coobiaeT 0 HeFOCTATOYHOM KOTIYECTBE
JAHHBIX, YTOOBI PEeKOMEH0BATh UM JeCEeHCUOMTN3AIIIIO C
MOMOLIBI0 HeGOIBIINX, MOBTOpAtomuxca fo3 FIX sHyTpu-
BEHHBIM TN NOJAKOKHBIM BBEleHIEM, U IPU3HAET, YTO Y
HEKOTOPBIX NAIMEHTOB TAKOI IOXO0J MOXKeT yCyTyOUTh
a/UIeprudecKyo peakmiio 1IN BeI3BaTh aHaMIaKCcuIo.
Ecnmu gecencubmnmsanus k paxropy IX Bcé sxe 6yaer mposo-
BUTBCH, TO 3TO JO/DKHBDI IeNaTh ICKTIOYNTETbHO CIIEeNUaTNCTBI,
coOMIOKadg 0OCTOPOKHOCTD I 06ecIedYnB BHUMATE/TbHbII
MOHMTOPMHT.

PekomeHpauns 8.4.5:

ITo manyenTam ¢ MHrHOUTOPHOI popMmoit remopunuu B u
aHa¢pumakcueii kK pakropy IX pekomenmanusa BOT cocrout
B CIeAyIOIIeM: I/LA Te4eHNA IpenapaTaMy ¢ IYHTUPYIOMMUM
MeXaHM3MOM JeJiCTBMA MpeJIoYTUTeNbHee UCI0Nb30BaTh
rFVIla, yem aKIIK, nockonpky aKIIK copepxxut FIX 11 moxxer
BBI3BATh VWIN YCYTYOUTD a//IePIUYECKYI0 PeaKIIiIo.

JNleyeHue KpoBOTEUEHUIA

JledeHre KpOBOTEUEHMII Y MTAIMEHTOB C MHTMOUTOPHOIT HhOpMOIt
remMouny B J0MKHO TPOBOAUTLCA ¢ KOHCYIBTUPOBAHNEM B
LIeHTpe JIe4eHUA TeMODV/IVMN U C OIBITHBIM B JIEYeHUM MHTU-
61TOpPOB IEPCOHATOM. 28

Jleuenue uHrKHOUTOPHO Popmbl reModunnu B mogbupa-
eTcA MalMeHTaM MHAVBYUAYanbHO.% IIpenapaT s nedeHns
BBIOMPAIOT, OPMEHTHUPYACH HA TUTP MHIUOUTOPA, KIMHIYe-
CKIIT OTBET Ha IperapaT, peakIuu Ha MpefbIAyLe MHPYSUL,
JIOKA/IM3aLMIO ¥ IPUPOAY KPOBOTEUEeHNA 2%, a TaKKe UCXOMA
U3 Ha/IM4YUA MperapaTa B CTPaHe.

PekomeHpauuns 8.4.6:

IIpy BOSHMKHOBEHMY OCTPOTO KPOBOTEYECHNIA Y MAIMEHTOB C
uHTH6MTOpHOI popmoii remopunuu B pekomenmanya BOT
COCTOUT B BEIOOpE TTeyeHNA B 3aBMCIMOCTH OT BU/Ia MHTH-
6MTOpa: HUSKOPEarnpyoIIero M BbICOKOPearnpymouiero,
a TaK>Ke OT HA/IMYMsA/OTCYTCTBUSA a//IEPTUYEeCKIX PeaKIuii
B aHaMHe3e 6onbHOTO. [

Bapuanmel mepanuu y nayueHmoe c
uHeu6umopamu K FIX

3amecmumensHaa mepanua KOC

ITpy HUSKOpearnpymoINX MHIMONTOPAX MOXXHO IIPOBOANUTH
3aMecTuTenbHyIo Tepanyio KOC, npu ycrnosum goCTaTO4HOI
HelTpann3aluy MHIMOUTOpa Il KOHTPO/IsI KPOBOTEYEHMIL.
B cBsi3u ¢ TeM, 4TO a/IeprudecKue peakumu u aHaduIakcus
MOTYT IIPOMU3OMTH Y BIUIOTH 10 50% ManneHTOB ¢ MHI16u-
TOpHOIT popmoit remoduny B2, BaKHENIINM 97IeMEHTOM
SABJIAETCSA BHMMATE/IbHOE HAOIOEHIE.

PekomeHpauunsa 8.4.7:

IMTanentam ¢ remodunueit B 1 HU3KOpearnpyoOIUMM MHIU-
6utopamu Kk pakropy FIX pnsa neuenns BOT pekomengyer
KCNONb30BaTh Mpenaparsl ¢ cogep>xannem FIX npu ycnosun,
4YTO He BO3HUKAeT a/lepriudyeckoii peakunum Ha FIX.

Y mauyenToB ¢ reModuviest B 1 BBICOKOpearnpyommmm nHruou-
TOpaMI WK Y HALMEHTOB C HUBKOPeArNPYIOILMMI MHIMONTOPaMIL
IIpY PasBUTUM A/UIEPIUYeCKOIT peaKiiu 1iu aHapuIaKCuu s
KyIVMPOBaHNA KPOBOTEYEHNIT BO3MOKHO IPYMEHEHNE ITpenapara
rFVIIa c mynTupyrommm MexaHusmom aeiicteus. Copepaummiics
B aKIIK ¢akrop FIX MOxeT cipoBOLMpPOBaTh WM yCYyIyOUTD
QJUIePINYecKyo Wi aHaUIaKTIIeCKyIo peakuuio. 1o artot
npuynHe crnenyet usberats npumenenus aKIIK y manmenTos
C reMoq)I/mI/IeIZ B. Tem He MeHee, IpU OTCYTCTBUK ogo6HOM
peaxuyn aKITK npopeMoHCcTprpoBa conoctaBumyo sddex-
TUBHOCTb B OCTAaHOBKE OCTPOTrO KPOBOTE4eHM.>

PekomeHpauuns 8.4.8:

IIpu pasBUTHM OCTPOro KPOBOTEYEHNA Y NAI[IEHTOB C reMOo-
¢unmeit B ¢ Beicokopearnpyrommu marnéuropamu k FIX
B®T Bbicka3pIBaeTcs 3a MPeSNIOYTITENbHOE VICIIONb30BaHIIe
rFVIIa no cpasuennto c aKIIK, nockonbky B cocras aKIIK
Bxoput FIX, 1 9T0 MOXKeT BBISBATh WIN YCYIyOUTD aiep-
THYECKYT0 PeaKIiIo.

TpaduyuoHHble 2eMocmamudeckue Npenapamei

WyHMUpYIOWUM MexaHu3mMom 0elicmaus

AJIbTepHATUBHBIMIU I€MOCTATUYECKUMI IIpeapaTaMu Jijis
IIpeJOTBpall e’ CHOHTAaHHBIX V/IV TPaBMaTNYECKUX KPOBO-
TedeHni (T.e. /st TpOQUIAKTUYECKOTO IeYeHsI) Y Al IeHTOB
¢ uHrubnropHoit remoumeit B spmsiorcs rFVIIa wi - npu
OTCYTCTBMM aJUIePIUYeCKOil/aHadMUIaKTUUeCKO PeaKIMu K
¢axropy FIX - mpemapar aKIIK.3447:60.72.73



o IIpodunakTiyeckoe nedeHne y MaIMEeHTOB C MHIMOMTOpaMu
C IOMOIBIO ITYHTUPYIOWIMX IIPENapaToB He AB/AETCA TaKUM
e 9 eKTVBHBIM WM TAKUM XKe YIOOHBIM, KaK CTaHIapTHasI
npodumaktuka GakTopoM y manueHToB 6e3 MHrnoUTopoB.7>
J1a nocTv>KeHMsA reMoCTasa Ipy Tepanuy LyHTUPYIOUMA
IpenapaTaMy CTAaHJAPTHBIM IOJXOJ0M ABJIAETCA JIedeHue
npemaparom rFVIIa. B o6mem ciaygae aKITK MoxxeT OBBICUTD

naBa 8: UHrMbutopbl K GpakTopy CBEpPTbIBAHMUA

o rFVIla ¢ ynmHeHHBIM EPUOSIOM ITONTYBbIBE/IEHN s, TPOJIEMOH-

CTPMPOBABLINII TeMOCTa3 in vitro,*s HaxXoauUTCs Ha paHHelt dase
KIMHMYECKUX UCCIeOBAaHNII IO TIPeOTBPAIeHII0 KPOBOTe-
4eHMIT y IaIjueHToB ¢ reModuneit B u ¢ unrunburopamm.* dror
IIperapaT MO>KeT CHM3UTD YaCTOTY BBEJIeHNA 103, 1 IIPK JJOKa-
3aHHOIT 6esonacHOCTH 11 3 PEKTIBHOCTH €r0 MOTYT OZOOPUTD
K MICIIO/Ib30BaHNI0. 4

pucK pa3BuTus aHadumakcun n3-3a Hamaus B HéM FIX, u mo

3TOM IIpM9IMHE €ro NpMMEHEeHNA ClIenyeT usberatb npn UHTUOM- VIH,U,yKU‘Vlﬂ MMMyHHOﬁ TOHepaHTHOCTM

o Oumbit nposenenust VT y maientos c remo¢uneit B orpa-
HUYEH, TaK KaK MHIMOUTOPBI IPK 3TOM Buje reMobuinm
BCTPEYAIOTCA PeaKo. IIpMHINMIIBI /IeueH s aHA/IOTUYHbI JIeYEHNIO
UHII6MTOPOB 1py reMoumnn A. OfHAKO YPOBEHD YCIELIHOCTI
HIDKe, 0COOEHHO y TALMEeHTOB C a/UIEPIUYecKoll peakumii Ha
FIX. Takum manyeHnTam nepey NONbITKOM nposegenys VAT
CHAYa/Ia MOXKET OHA00UTHCS leceHCuOMnusaLys K GpakTopy
IX, xots1 06 ahdexTrBHOCTH 11K E30IIACHOCTH TAKOTO HOXO0fa
MMEETCS MaJIO JAHHBIX.

TopHOII reModumuu B (cm. Beiwe). O6a npemnapata s dexTuBHO
KynupyoT 90% cKe/leTHO-MbIIIEYHbIX KDOBOTEYEHMIT M MOTYT
IIPUMEHSATbBCS 151 OOMBIION U Majoit mpodymakTukm.3472 (Cm.
Tabmmy 8-5.)

o VI3-32 OTCYTCTBIMS HaJ@KHBIX TA00PATOPHBIX TECTOB /Il MOHM-
TOPMHTA Tepaluy IpernapaTaMy IYHTUPYIOILIETo TeiCTBIA
PpeKOMeH/IyeTcsl BeCTU BHUMATETbHBII MOHUTOPVHT YPOBHSA
reMOIIOOMHa, KPOBOIIOTEPH, 3a>KMBJIEHNsI PaHbI M K/IMHMYe-
CKOTO OTBeTa Ha JIeYeHNe C yYeTOM Pe3y/IbTaTOB, O KOTOPBIX
COOOIIAIOT MALMEHTBI, I CyOBEeKTUBHOI OL[eHKY, KOTOPYIO . .
N — o Y IaIMeHTOB ¢ MHIMOUTOPHOII reModuveil B, mMerorux

B aHAMHe3e TsDKeJIble a//IepriuyecKyie peakiym Ha GakTop

FIX, MOXeT pa3BUTbCS HePPOTUUECKIUIT CUHPOM, KOTOPBI
PekomeHpauuns 8.4.9:

o Y manueHTOB ¢ MHIMOUTOPHOI reModuneit B, momyya-
OINX TePaNNio MpenapaTaMi NIyHTHPYIOUIETo AeiiCTBYS,
B®I pekoMeHAayeT IPOBOANTH KIMHNYECKOe HAOMIONeHIe 1
PaccMOTpeTh BO3MOKHOCTD TAGOPATOPHOTO MOHUTOPIHTA C
TOMOIIBI0 AHA/IN3A TeHepanuy TPoMOITHA M IPYTHUX KOary-
TANVOHHBIX TECTOB; OHAKO, YTOOBI peKOMEH/IOBATH TaKe
maboparopHbie NCCIER0BAHN, HEOOXOAMMO METh GOIbIIe
JAHHBIX.

MOKET OKa3aThCsl HeOOPATUMBIM. Y HEKOTOPBIX MALMEHTOB
HeppOTUIECKIIT CHHAPOM MOXKET BO3HUKHYTD IIPJ IIPOBe-
mernu VIVT. BHMMaTeIbHBIII MOHUTOPUHT HEOOXOAUM Hake
1o okoHvyaHuy VT, mockonbky HeppoTHIeCKUit CUHAPOM
MOYKET OKa3aTbCs MepCUCTUPYIOLIVIM.

o Maro fgoxasarenbHOM MHGOPMALMU O TOM, KOTTa ¥ CTOUT /TN
HaunHaTh VIMT y manyenToB ¢ remodummeit B mocie BbIAB-
neHus uHruburopa. TeMm He MeHee, y HEKOTOPBIX MAIVIEHTOB
6bUT HAYaT KypPC JIEYeHNUs C BBICOKOII 103011/ BBICOKOI 4aCTOTOI
BBezieHnA FIX 10 JOCTYDKEHMSA TONIEPAaHTHOCTY, T.€. KOTIa TUTP
MHTMOMTOPA YCTONYMBO OTPULIATE/NBHbII, 2 BOCCTAHOBJICHIE
AKTUBHOCTY (PaKTOpa M IepHOf, TOTYBbIBEIeHN s HOPMaIN-
3yeTcs. OHAaKO [JOKa3aTe/lIbCTBA, MOATBEPK A0l e TAKO
IIOAXOJI, OTCYTCTBYIOT, ¥ OH 6a3MpyeTCs Ha OIIbITE JIeYeHUs

lpenapamel 8 KNIUHUYECKUX UCC/Ie008AHUSX

o Ilo HecKONbKMM HOBBIM ITpenaparaM HedaKTOPHOI Teparm
- BKIodast urycnpan (Manas unrepdepupyromas PHK-AT3
[siRNA-AT3])% u anturena k VITTT®5174 - cefiyac mpoBOASTCS

K/IMHMYeCKIe UCCIeOBaHNA MPO(UIAKTUKI KPOBOTeYeHMIT y
IHALMeHTOB C MHIMONTOpHOI reModuueit B. [lanHble mpenapars!
MOTYT 00ecIeqnTb MeHee MHBA3VUBHbII IIyTh /MU CHUSUTD
YaCTOTY BBeIEHMs 103, 1 IIPY I0OKa3aHHOI 6€30M1acHOCTU 1

MHrubuTopa y 60/1bHbIX TeModumeii A. BaxxHo mpoBoanTh
KJIMHIYECKIIT ¥ TabOPaTOPHBIII MOHUTOPHHT, 0COOEHHO Ha
IpefiMeT PasBUTHA AlIEPIUYeCKUX peaKiuil u Hedpporude-
CKOTO CHHZIpOMa.

3} eKTUBHOCTH OHM MOTYT OBITH OOOPEHBI K MICIIONIb30BAHMIO.

TABJIULIA 8 - 5 JleueHue oCTPbIX KPOBOTEUEHWI Y NMALMEHTOB C MHIMOUTOPHON remodunuen B

Ffemodunua B Huskopearupyiowjme uHrm6muTopbl BbicoKopearupytouue MUHrM6uTopbl

Mpenapat « FIX20a « rFVlla nnun akKnKz27»

MoHuTOpPUHF » FIX aHanu3 npokoarynaHTHoOWn
akTMBHOCTU dakTopa (FIX:C)

« Tpomb6osnacTtorpadus Uy TeCT reHepaLuy TPOMGUHA 46

A66peBuaTypbl: aKIMK- akTMBUPOBaHHBIN KOHLEHTPAT NPOTPOoMOrHOBOro Komnnekca; FIX - dakTtop IX; rFVIla - pekoMOUHAHTHbIV aKTUBMPOBaHHbIN dakTop VII.
a[loTpebyeT BBeAEHMA 6Onee BbICOKUNX 1 YaCTbiX 403 NPU COKPaLLEeHHOM Nepuroge nosyBbiBefeHuUs.

b Heo6x0AMMO NPOoABAATL 0COOYI0 OCTOPOXXHOCTb, MOCKOMbKY Y NaLMEHTOB C MHrMbrTopamu K FIX nMeeTca BbICOKMIA PUCK BO3HUKHOBEHWA annepriyeckon peakuum nim
HedpoTMUeCKOro cMHAPOMa Ha npenapatbl ¢ cofepxarunem FIX, Hanpumep, Ha aKlK. OaHako, Korfa y nauvieHTa yxe UMeeTca anepruyeckan peakumna unm HeppoTuyeckmia
CUHAPOM Ha npenapatbl ¢ conepxaHnem FIX, npumerenus aKMNK cnepyet nsberatb U3-3a copepalyerocs B Hem FIX.

¢ TecT reHepaumn TPOMGMHA He ABNAETCA BbICOKOTEXHONOMMUYHBIM METOAOM MOHUTOPUHIA U OTCYTCTBYET B 60/IbLIMHCTBE 1abOpaTopuii, HO ceiyac BCe yalle UCMosb3yeTcs
L5 OLEHKM peakuunm.
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V3-3a Ma/IOUMCIIEHHOCTH JAHHBIX, O POJIM MMMYHOCYTIIIpeC-
CUBHBIX [IPENApATOB Y [AIIMEHTOB C MHIMOUTOPHOI reMoumert
B usBectHO HemHoro. 1o 3Toit IpUyYMHe HET e[MHOTO MHEHUs
OTHOCHUTE/ILHO UX IPUMEHEHN!A Y TAKUX MallMeHTOB.

PekomeHpauus 8.4.10:

ITo manyienTaMm ¢ remodunmeii B uarnéuropHoit popmer BOT
He MOYKET JJaTh peKOMEeHJAaINIiI OTHOCUTETbHO MHTYKINN
VIMMYHHOJ1 TOTTIEPAaHTHOCTH M3-3a OTPAHNYEHHOTO ONBITA
nposenenus VIVIT npu remodumm B.

ITPUMEYAHME: IIpn nonpitke nposenenna UINT y nanu-
€HTOB ¢ MHrMOMTOpHOI reModueii B Heo6xomumo cnenoBaTh
BBICOKOJO3HBIM IIPOTOKOTAM 3aMeCTUTETbHON Tepanmmmn
AQHATIOTMYHO peKoMeHpanuAM mida remopumm A. ITpu sTom
Heo0XOJIIMO Cepbe3HO PACCMOTPETh IPYMeHeHNe IMMYHO-
cynpeccun. Crefyer 3aMeTHTb, YTO PY BbicOKog03HOI VIIT
MOXKeT YBeTINTBCA PUCK HepPOTHIECKOTO CHHAPOMA.

MNpodunakrtnka FIX nocne nHAyKunM MMMyHHOI
TOJNIePaHTHOCTN

ITocrne ycnenHo npoBeieHHOI ToNepy3aluy MIMMYHHOTO OTBETa
y MaLMeHTOB ¢ MHIMOUTOpHOI reModumeit B (Tonepusaris
onpefensAeTcs KaK BO3BpaT K YCTONYMBO OTPUILIATEIbHOMY
TUTPY MHIUOUTOPA) HeOOXOAMMO HauMHATD HPOPIUIAKTIYECKOe
nedyenue FIX ¢ BHUMAaTeNbHbIM HaOMIOEHEM 3a KIMHMYe-
CKVM OTBETOM.’

Xupypruueckue u HBa3nBHble Npoueaypbl

Ilepen npoBesieHMeM XMPYPIUYECKUX VI MHBIX MHBA3MBHBIX
IIpOLefyp V MalueHToB ¢ reModuneit B pekomennyercs
IIPOBECT AMATHOCTYUKY HA/IM4MsI MHIMOUTOpA. B OTHOIeHNN
[ALMEHTOB C MHIMOUTOPHOI reModunneit B fomkHs! mpen-
IIPUHMMATBLCS 0COOBIE MEPBI IIPETOCTOPOXKHOCTH — KaK 9TO
OIMCAHO B pasfene «JledeHe KPOBOTEUEHNIT» — BK/IIOYas
MOHMTOPMHT Ha IIpeMeT a/UIEPrIUIecKIX peakumii u Hedhpo-
TUYECKOTO CMHJPOMA.

Y HaryeHTOB ¢ HU3KOPearnpyoIIMI MHIMOUTOPAMIL MOYXKET
OBITh pacCMOTpPEH BapMaHT NPUKPbITHA cTangapTHbIMI KOC
FIX npu ycrmoBum BbIXOfIa Ha IOCTaTOYHO BbICOKNE YPOBHIL.
[MTanneHTaM ¢ BBICOKOPEArupyIOIUMI NHIUONTOPAMU NN
HalyeHTaM, MMEBLIVYM B aHaMHe3e ajJieprudeckye peakunun
Ha KOC FIX, pexoMeHyeTCs Tepals IpenapaToM UIyHTH-
pyrowero peiicteus rFVIIa. Ilpy 5TOM HY>KHO IIOHMMATh PUCK
BO3HMKHOBEHIA a/l7IeEPrUIecKoll pPeaKIuy WU ee yXy/AIeHns
y MalJeHTOB C ajulepruyeckumy peakiuamy Ha FIX B cBasu ¢
TeM, uTo B cocTtaB aKIIK Bxomut FIX.

IIpu Hey0BIETBOPUTEIBHOM T€MOCTA3€ C UCIIO/Ib30BAHMEM
npenaparoB rFVIla win aKIIK no oTzrenbHOCTH, BO3MOXKHO
ux yepepoBanye®”. [Tpu 3ToM HY>KHO YUUTBIBATh, YTO JAHHBII
PeXIM OCHOBAH Ha He6GO/IBIIOM 00CEepPBALIIOHHOM UCCTIE0-
BaHUM, @ TAKKE IOHMMATh, YTO CYLIECTBYET PUCK a/L/IEPTIYeCKOi
peaxkuyy unm ee ycunenus npu ucnonbsosannu aKIIK ns-sa
copepxamierocsa B HeM FIX.

Heo6xopuM BHMMATE/IbHBII IePYONEPATHBHBI MOHUTOPIHT
KIMHINYECKOTO OTBETA Ha TEPAINIO IIPerapaToM IYHTUPYIOIIEro
JieVICTBYST, 0COOEHHO Ha IpegMeT TpoMb03a M KOary/omaTum

norpebnenus. (Cu. Bblle pekoMeHzanuio 8.4.9 1o KInHnYe-
CKOMY MOHUTOPUHTIY T€panui pernaparamy IyHTUPYIOLIero
TeICTBUA.)

ITocrie {OCTIDKEH Vs TeMOCTa3a U 70 y/iepXKaHusI Ha BBIOPAaHHOM
peXuMe IIpernapaToM UIYHTUPYIOLIETO [JeiiCTBUS B TedeHue
3-5 [Heil, Jasee MOKHO IIOCTENEHHO CHUYKATh €r0 BBeMleHe
Ha IIPOTSDKEHNY OTHOV Hefle/IN VI [OJIbIILE.

PekomeHpaunsa 8.4.11:

IIpu npoBegeHUN XUPYPTrUIECKOIO BMellaTeNbCTBA Y
NAIMeHTOB ¢ reModumeii B 1 HU3Kopearnpy oMy NHIK-
6uropamn K FIX BOT He BbICKa3bIBaeT NPEAIOYTEHN B
OTHOIIIEHNM THUIIAa NpuMeHAeMoro npenapara FIX, ognako
pexoMeHpyeT 60/mee YacToe BBefleHNE B CBA3Y C KOPOTKIM
nepuonoM nonysbisenenns FIX.

PekomeHpaunsa 8.4.12:

IIpu npoBegeHUN XUPYPTrUIECKOTO BMeIIaTeNbCTBA Y
NanyeHToB ¢ remodimeit B u marn6uropamu x FIX BOT
BBICKa3bIBAETCA 34 IPEAIOYTUTEIbHOE MICIIOTb30BaHME
rFVIla no cpasuennio ¢ aKIIK, nockonbky aKIIK comepsxur
FIX 1 MoXeT BbI3BAaTh aN/IePIUYECKYI0 PEaKIII0 UM YCYyTy-
6uTH ee.

PekomeHpaunsa 8.4.13:

IIpu npoBegeHN XMPYPrudecKoro BMellaTeTbCTBa Y Mamn-
eHTOB ¢ remoduneit B u marn6uropamu k FIX, nmeromux
amreprmyeckyro peakuuio Ha FIX, BOI BbickasbiBaeTcd 3a
NpenoYTUTENbHOE Ncnonb3opanue rFVIla no cpapHennio
c aKIIK, nockonbky aKIIK cogepxxut FIX 1 mokeT BbI3BaTh
AIePrUYeCcKy 0 PeaKINIo WIN yCyryOuTs ee.

PekomeHpaunsa 8.4.14:

IIpu xMpyprumyeckoMm BMelIaTeIbCTBE VI MHBA3MBHON
Npolexype y MallMeHTOB C MHIMOUTOPHOII reModunneir B
BO®TI pexomeHayeT NpOBOAUTh BHUMATEIbHbIN KIMHIYE-
CKIIT MOHUTOPYUHT Ha IPefMeT TPOoMO03a MIN KOATyTIOMaTII
MOTpeOIeHus.

CMeHa npenapara

HecmoTps Ha pasHMIly BO MHEHMAX OTHOCUTEILHO Pa3BUTHUA
MHTMOUTOPOB IIPY MepeBofie MAIIEHTOB ¢ reModuueit B Ha
npyroit npernapatr KOC FIX (B ToM uncie n pegkme coob-
IIeHNA O KIMHUYeCKUX C/Iy4Yasix), He JJOCTaeT JOKa3aTe/lbCTB,
MIOATBEPK/AIOIMX TAKOI PUCK.%

PekomeHpauus 8.4.15:

IIpu nepexope manyeHTa ¢ remodunueit B Ha gpyroit Tun
unu 6penp npenapara ¢pakropa BOT He oTgaer mpegmo-
YTeHM: BBIOOPY KaKOro-m160 KOHKPETHOTO BUJIA Ipenapara,
MOCKOTBKY MMeloIyecsa GpakTudecKie JaHHbIe TOBOPAT O
TOM, YTO CMEHa NpelnapaTa He HOBbIIIAET PUCK PasBUTU
uHrN6uTopa. OFHAKO IO ITOMY BOIIPOCY NMOKA He XBaTaeT
CTPOTUX KOHTPOTMPYeMbIX UccefoBanmii.Gy
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OTaeneHve reMoCTaTMYeCKIX HapyLLeHNi 1 Tepaniu, JlabopaTopus remocTasa n MeTabonmyecknx HapyLweHui, VIHCTUTYT remaTonorim n TpaHcysuonoruu,

Bapuwaga, MNonbuwa

BonbHuubl fas n Ceatoro ®ombl [loseputenbHoro ¢oHaa HaumoHanbHowm cyx6bl 3apaBooxpaHeHus, JIOHAoH, Benukobputanus

LleHTp nccnenoBaHyA onbiTa U pe3ynbTaToB fledeHuns ViccnepaoBatenibCcKoro noapasnaeneHmns no BoOnpocam AeTCKOro 340poBbs, 3a60n1eBaHuii 1 orpaHnYeHunin
Xn3sHegeatenbHoctn (ORCHID) n petckan 6onbHuLa «Great Ormond Street», JloHaoH, BennkobputaHus

DakynbTeT MofeKyNAPHOI MeAUUMHDBI 1 remaTonoriy, ButsatepcpaHacknii yHusepcnTeT, HaumoHanbHas MeauumHckas nabopatopHas ciy6a, MoxanHecbypr,

IOAP

O6LecTBO UCcCnefoBaHM 1 pa3paboTok «kEmpowering Minds», Hoto-Jenu, NHansa

Kadepnpa rematonorny/oHKonornmn, MeAULMHCKNIA GaKkynbTeT, MeAULIMHCKIN LeHTp MuTTcOyprckoro yHnsepcuteTa, MunTtcbypr, wrat MeHcmnbeanng, CLUA

AmmaH, MoppaHna
JloHzoH, BenukobputaHus
YeHHan, Hana

10 BcemuipHas depepauusa remodunum, MoHpeans, Ksebek, KaHaga

1 Kadeppa rematonoruu, XpucTMaHCKin MeANLMHCKIN Konnemx, Bennypy, hana

Bce YTBEPKACHN A, ABIAOMNECA PEKOMEHIANNAMMI, NIPUHATDI

Ha OCHOB€ KOHCE€HCYyCa M1 TOMEYEHDI a66peBMaTyp017l -

«KOHCEHCYCHbI€ PEKOMECHTALININ»

9.1 | BeepeHue

e Ha IIPOTAXKEHNN JKU3HY INIA C I‘eMO(I)I/UH/[ef/'I " X CEMbII MOTy

VCIIBITHIBATD PasHble IPOO/IEMBI, CBsI3aHHBIE CO 30POBbEM,
remoduelt v nederneM. Ciofa OTHOCSTCS TaKXKe KPOBOTe-
YeHMs Y HAPYLIEHNS B PEIPOLYKTUBHOI cpepe, KOTOPbIe MOTYT
JICIIBITBIBATDb HOCUTE/IbHUIBI, OCO6bIe Tpe6OBaHI/IH K ITpOBE-
AEHNIO XMPYPIMIECKNX BMEIIATE/TBCTB M MHBIX MMHBA3VIBHBIX
IpOLENYP, HCUXOCOLMAbHbIE BOIPOCHI U PAJL COITY TCTBYIOIMX
3a00/1eBaHmIT, 00YC/IOBIEHHBIX 00Pa30M XKIM3HY 11 CTapeHVeM,
a TaKoKe Apyrue npo6bieMsl.

o Ilopoit faHHbBIE COCTOSAHMS TPEOYIOT CIIOKHOTO JIEYEHN, a

[I0TOMY HEeOOXOZMMO, 4T0ObI 00pa3oBaTeNbHast paboTa, HALPaB-
JIeHHasi Ha IpefjoTBpallleHye 1/WIY IPaBUIbHOE JIedeHIe
Ipo6ieM, OCBeljaeMbIX B JaHHOJ I7IaBe, CTalla OCHOBHBIM 1
IIOCTOAHHDBIM 3JIEMEHTOM B COTPYIHUYIECTBE MEXKIY INIIAMU C
reModuIviert/deHaMu UX ceMelt M MHOTOIIPO(UIbHOI KOMaHI0
eYalUX X MEOVMIVMHCKNX CIICIMAINCTOB.

9.2 | HocutenbHuubl

» CambIMu TsDKenbIMu popMamu reModuiny, Kak IpaBuio,

6oreroT MY>XYMHBIL, a )KEHIIVH TPagUIIMIOHHO OIIPENE/IAI0T KaK
«HOCUTE/IbHUIL».

° 33.‘{21CTY}0 HOCUTEIbHUIIDI HE TIPOAB/IAIOT CMMIITOMOB l"eMO(l)I/UII/H/I,

IIOCKOJIbKY XOTS Y HUX M €CThb aHOMa/IbHbi reH F§ nnm F9 Ha
OpHOI 13 X-XPOMOCOM, HO B JIpyroii X-XpOMOCOME COIEPIKUTCS

HOpManbHbI reH F8 unu F9, KOTOPBIIL, Kak MpaBuio, pabo-
TaeT HOPMaJIbHO U IIPOU3BOAUT YPOBHM (paKTOpa Ha HIDKHEN
IpaHulie HOPMa/IbHOTO JIMaNa3oHa.

Y onpenenéHHOro NpoLeHTa HOCUTENbHNIL, YPOBEHb aKTVB-
Hoctu ¢akropa VIII (FVIII) win dakropa IX (FIX) sBusercs
HUSKVM U3-3a JIAMOHM3ALUY (CTy4ailHOTO MOfaB/IeHNs OFHOI
13 1ByX X-XpOMOCOM; TaK)Ke 3TO Ha3blBa€TCA «MHAKTUBaIyeil
X-XpOMOCOMBI»), YTO MOXKET BbI3BATb JIETKYI0, CPeHETs-
JKENTyI0 U JaXKe B PeIKMX CITYYasix TsoKemylo reMogumio. [1pu
Ha/IMYUU CUMIITOMOB JKEHIIMHAM MOXXeT ObITb TOCTaB/IeH
AMATHO3 «IeMOIIINS» C OIIpefie/IeHHOl CTeIIeHbIO TSXeCTH,
TaKOKe KaK U MY>KYIMHAM C reMOQuIneit.

HacnepoBaHune I'EMOCI)I/IJWII/I
o JKeHmmH c naroreHHbIM BapyaHTOM reHa F8 i F9 Ha3bIBaIOT

obmuratHeIMK HocuTenbHuamu remodummn. O6amurarHbie

HOCHUTE/IbHUIIBI TeHa TeMO(INI MOTYT OBITD BBISB/ICHBI IIPI

aHa/IM3e CEMEITHOTO aHaMHe3a KacaTelbHO TeMO(IINIL.

B xaTeropuio 06/1UraTHBIX HOCUTEIbHIL] BXOJAT:

- BCe OMOJIOrMYeCKIe JOUepH OTLIa C reMOo(uInert;

- mobas 6uonornyeckas Math pebeHKa ¢ reMopuneit, y
KOTOPOII €CTh XOTs1 ObI OAMH [IPYTOIL WieH CEMbI C FeMO-
¢dunmeii (t.e. eé Opar, ey 110 MaTEPUHCKON TMHUY, A,
IJIEMSTHHYK WIM IBOIOPOJHBII OpaT) MV WiIeH CeMbH C
y>Ke U3BECTHBIM CTaTyCOM HOCUTEIbHUIIBI (T.€. €€ MaTb,
cectpa, 6abyIIKa 10 MaTepPUHCKOI IMHIM, TETSI, IIEMSIH-
HILA WM IBOIOPOJHAS CECTPA);

- mo6as 6uornorndeckasi MaTh ABYX U Ootee feTeit ¢
reMouneit.

e Bumncno MMOTEHIMA/ZTbHbIX HOCUTEIbHUIL] BXOIAT:

- mobas 6uonorndeckas fo4b, CeCTpa, MaTh, 6adyIka Mo
Marepu, TeTsl, IUIeMsIHHULA VIV IBOIOPOJIHASI CECTpa
HOCUTEIbHUILIBI TeMOGUINN;
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

- Ouonormyeckasi MaTh pe6eH1<a C I‘eMO(I)I/IHI/IeI?I B Ci1y4ae
OTCYTCTBUA B ceMeifHOM aHaMHe3e I‘eMO(i)I/ITII/II/I nmm ee
HOCUTE/IbHUII.

YpoBHU PpaKTOpa Y HOCUTENIbHUL,

Hocurenbuunam ¢ yposuamu FVIII/FIX B mpesienax HopMasb-
HOTO iMalla30Ha 3aMeCTUTeIbHas Tepanus GakKTopoM He
noHazo06uTcst Hukorga. OXHAKO HEKOTOPble HOCUTETbHMULIBI C
ypoBHeM (haKTOpa B HIDKHEM ITIpefiesie HOpPMaIbHOTO IMaIla30Ha
(t.e. HyKe 50 ME/[1) MCIIBITBIBAIOT IIPOG/IEMBI CO CBEPTHI-
BaHMEM KPOBY aHAJIOTMYHO MY>K4YMHAM C JIETKOJ CTEIeHbIO
remoduiny (HapuMep, reMOpparuu mocie yaaneHus 3yoa,
XUPYPIUYECKOI OLepaLi MM TPABMbI), @ TAKXe crierudu-
4eCKI1 KeHCKIe IIPOO/IeMBI, TaKye KaK IPOLO/DKUTEIbHBIE MIIN
00M/IbHbIE MEHCTPYa/IbHbIE KPOBOTEUEHNSL. !

HocurenbHuipl, 1eMOHCTpUPYIOIIME TEHAEHIINIO K KPOBOTe-
YeHsIM BBIIIle, YeM MOYKHO OBbIJIO ITPefIIoIaraTb Ha OCHOBAHUM
UX ypoBHs (HAKTOPa, TaK >Ke KaK ¥ MY>XIMHbBI MOTYT MMEThb
BTOPOIT KOATy/IALMOHHBI Ae(eKT, HalpyUMep, Bapyaluio reHa
daxropa o Bunnebpanga (VWF) nu Hac/iencTBeHHBII
fedeKT TPOMOOLIUTOB.

PekomeHpauunsa 9.2.1:

HOCMTeHI)HI/III I‘eMo(l)I/UII/II/I HCO6X011]/IMO IIOCTAaBUTDH HA yqu
ypoBHa daxTopa.

PekomeHpauunsa 9.2.2:

Hocurensuuil reModuiny ¢ HUSKuMu ypoBHaMu paxkropa
JO/DKHBI ITOTTy4aTh Ie4eHNe M HAOMI0aThCA TaK JKe, KaK 1
MY>KYIHBI € reModIIneii.

OnpepeneHne ypoBHsa ¢paKkTopa y HocuTenbHUL

Bcem 6/1M3KMM pOACTBEHHMIIAM (MaTepH, cecTpe WK Jodepn)
nuLa ¢ reMoIINelt O/DKHBI OBITh U3MepPeHbI YPOBHU (pakTopa,
0COOEHHO TIepef IPOBefieHreM /TI0001 MHBa3UBHOII IIpolLie-
ILyPbl, POJIAMM MJIM CPasy e IHOC/Ie MPOsBIeHN aHOMA/IbHbIX
CUMIITOMOB KPOBOTOYMBOCTM. 2

Y noreHIMaNbHBIX HOCUTEIbHULL JUATHO3 T10 BO3MOXXHOCTH
CIenyeT IOATBEPKAATh FeHe THYEeCKMUM aHA/IM30M, IOCKOJIbKY
UX YpOBHM (paKTOpa MOryT mpessbimarh 50 ME/mr.34

Y HEKOTOPBIX HOCUTETBHMLL IIPY ONIpefie/ieHn) YpoBHA dakropa
MOTYT OBITD BbIAB/IEHBI 3HAYEHMA, CONOCTABMMbIE C yMEPEHHOII
WU JaXke TsDKeNOoN reModuinelt, BOSHUKINeEI 13-3a JIalfoHa-
mu3aryn.’ (Cu. r1aBy 2 «KoMIekcHoe siedeHye reMoGunm»
— Tabnmuua 2-1.)

PekomeHpauus 9.2.3:

¥V Bcex NOTeHIMATBHBIX U OGMNTaTHBIX HOCUTETbHMIL TeMO-
¢unum gomxeH 6p1Th onpeneren yposenb FVIII/FIX ¢ menbio
YCTaHOBIIEHNS MICXOJHOTO YPOBHSI epef MacIITaOHbIMMU
MpOLefy paMM, OTlePALYIIMI MU GepeMeHHOCThIO.

CuMNTOMbI KPOBOTOUNBOCTU

Cpeny cUMIITOMATIYECKIX HOCUTE/IbHNUL, Hanbojiee 9acTo

BCTPEYaoTCA CIeyIoIINe IPOABIeHn :

- MeHopparus (06M/IbHbIE MEHCTPYa/IbHbIe KPOBOTEUEHIS);

- pmucMeHopest (6o/e3HeHHbIe MEHCTPyasIbHble
KPOBOTEYeHN);

- IIOC/IePOJOBbIe KPOBOTEUEHS;

- IepyMeHONay3anbHble KPOBOTeUeHNUA (aHOMaTbHbIE
KpOBOTeYeHN B TeYeHe IIEPeXOLHOT0 Ieprofia
IIpeMeHOTIay3bl);

- aHOMaJIbHbIe HECIIPOBOLIVIPOBAHHbIE KPOBOTEUEHI,

a TaK)Ke I10C/Ie TPABMBI VIV IIOCIIe MEUIIVTHCKOTO
BMeIlIaTe/IbCTBA (HAIIpuMep, [0C/Ie YAa/IeHs 3y6a 1
orepanyn).

TopMoOHasIbHAS TePAIINSI IOMOTAET IEYUTh OOV/IbHbIE

MeHCTpya/nbHbIe KpOBOTeUeHNA.%” B ToM uicrie ncronb3ay-

I0TCS1 TaKyie BapUaHThL:

- JIeKapCTBeHHBbIE POPMBI /sl IIEPOPAIBHOTO, TIOAKOXK-
HOTO JWIM TPaHC/IepMaJIbHOTO IIPMMEHEHN, COfleprKalie
3CTPOreH/IIpOrecTepOH/IPOreCTH;

- BHYTPUMATOYHBIE CIIVPAJIN, COflepyKallye IeBOHOpPTe-
crpen (BMC).

ITepopanpHbIi preM aHTUGUOPUHOMNTIKOB, HALIPUMeEP,

TPaHeKCaMOBOJ KMUC/IOTHI (15-25 Mr/Kr Kaxkble 6-8 4acoB)

TaK)Ke MOYKET OKa3aThCsI 1[e/IeCOO0OPA3HBIM B JIEYEHI TSDKETBIX

MEHCTpPYa/lbHbIX KPOBOTEUIEHMI. 8

leHeTnueckoe KOHCy/bTpOBaHNe

[eneTnyeckoe KOHCYIbTUPOBAHME — 3TO KpaliHe BayKHbII, HO
VI CJIOXKHBIN 97IEMEHT B KOMIUIEKCHON TTOMOIIY JIUIIaM/CeMbSIM
C reMO(bI/UIquCKI/[M IVIaTHO30M WJIV T€M, Y KOTO TaKOW PUCK
cyuiecTByet.”

Xotg 06beM 1 [OCTYITHOCTD TaKMX YCIYT OTIMYAIOTCA B pa3HbIX

CTpaHaX10 " MEXIY OTAEIbHBIMU LIEHTPAMM JIEIEHNA T€MO-

¢unym,'! Ho, KaK NMPaBUIO, B KOMIUIEKCHOE TeHETUYeCKOe

KOHCY/IbTMPOBaHNE BXOUT Cefyolee’:

- c6op 1 aHa/IN3 CeMelTHOro aHaMHe3a 1 ICTOPMIt 60/1e3HN
IUIS OLLEHKM IIAHCOB IOABJIEHN 3a00/IeBaHIS;

- PpasbsACHEHNS, KacaloLlMecs HaC/lIeJOBaHN A, TEHETH -
YECKOI'0 TECTPOBAHNA, IEIEHNA, HpOCl)I/UIaKTI/IKI/[ n
MMEIOLINXCSL PeCYPCOB;

- KOHCY/IbTUPOBAHIE C II€/IbI0 IOIePKaTh OCO3HAHHBIIA
BI)I60p U aJJalITalliI0 K PUCKY W/IN MEAMLIVIHCKOMY
JMArHO3Y.

Tenermaeckoe KOHCY/IPTVPOBAaHME NO/DKHO YIUTHIBATD CYLIECTBY-

IOlJE Y YETIOBEKA OIIBIT M BOCHIPUATHE, PABHO KaK COLMATIbHbIE,

KY/IbTYpPHBIE U1 PeIUTMO3Hble (PAaKTOPBI M 0OCTOATENbCTBA,

KOTOPpbIE€ MOT'YT IIOBIMATD Ha PELIEHNA VI BApMAHTDI BbI60pa,

CBSI3aHHbBIE C TEHETUYECKUM CTATyCOM.

lenetnueckue KOHCY/IbTAaHTBI ITPM3BAHBbI IIOMOYb KaK 06/n-

TaTHBIM, TaK U IIOTECHIIVA/IbHBIM HOCUTE/IbHNIIAM I‘CMOCl)I/UII/H/I

TIOHATD CBOM KOATY/IONIATNYIECKNE VI TEHETUYIECKIME PUCKN U

AJANITPOBATHCA K MEIVIVHCKNM, IICUXOJIOTYECKNM, CeMeTHbIM

" peNIpONYKTUBHBIM IIPOABJIEHNAM N BOSIIeIu/[CTBI/I}IM CBO€TO

TeHeTNYecKoro craryca.’



e OcHoBHas POIb rEHETMYECKNX KOHCY/IbTAaHTOB COCTOUT B TOM,
4TOOBI OOBACHUTD TIOAM €CTECTBEHHOEC TEYECHUE 60}IC3HI/I,
CCI)OPMI/IPOBaTb X T€HEATIOTNYE€CKOE ,E[peBO/pOI[OCTIOBHYIO,
BBIIIOTHUTD OLIEHKY PVICKa HAC/IEJOBaHMA I‘eMO(i)I/UII/H/I, co,uer?[—
CTBOBATb I€HETUIECKOMY TE€CTNPOBAHNIO, IOMOYb OCMBICIINTD
" CBA3aTh BOCANMHO IF€HETUYIECKYIO I/IH(i)OpMaI_H/IIO, a TaKXKe
O6C}7JII/ITI> COOTBETCTBYIOIME PEIPOAYKTMBHDBIE BapI/IaHTI)I.9

« B YCIOBMAX OTPAHNMYEHHOI'0 JOCTYIIA K HpO(bCCCMOHaHbHO
TIOATOTOBJ/ICHHBIM I'€HETMYECKMIM KOHCY/IbTaHTaM OTBETCTBEH-
HOCTD 3a IpE€NOCTaB/IEHNIE Ba)KHOV TeHeTNYeCKOI I/II—I(l)OpMaI_U/II/I2
qacTo 6epyT Ha cebs LOEHTPBI T€9€HUA I‘eMO(bI/ITH/H/I U 4YJI€HbI
KOMaHbI KOMIIJIEKCHOT'O JIEY€HM, a UMEHHO: Bpa4ill, Meice-
CTpbI /v COTPYAHMKIN HCI/IXOCOHI/IaTIbHOﬁl CTIy)K6bI.9

I'Icmxocoumaanaﬂ nogaepkKa

o PerynapHoe mpoBefeHNe IICUXOCOMANTBHON OLIEHKI U KOHCYIb-
TUPOBAHNS IO/DKHO OBITh MHTETPUPOBAHO B MEUIITHCKOE
COIIPOBOXKZIEHNIE U KOMIUIEKCHOE OOCTY KMBaHIE KEHIIMH-HO-
cuTenpHUL. MOKeT TOTPe60BaThCs HAIIPABUTD HOCUTEIbHIULLY
K CIELMa/INCTaM IICUXOCOLMaIbHOrO npoduist (Hanpumep, K
TICUXOJIOTY) J/ISl la/TbHETIIIel! TIOAIeP)KKI B CBA3M C IICHXOJIO-
IMYeCKVIMU VIV SMOLMOHATIBHBIMI IPO6JIeMaMy, KOTOpbIe
MOTYT BO3HUKHYTD B IIPOIiecce TeHeTYeCKOT0 KOHCYIBTUPO-
BaHUA VIV Ha PAa3HbIX )KM3HEHHBIX JTallaxX.

o COTpPYRHMYECTBO CIIELMAIICTOB II0 IICHXOCOLMAaIbHOI paboTe
U TEHETIYECKMX KOHCY/IBTAaHTOB CIIOCOOHO PaCIIMpPUTD OOLIYIO
OKa3bIBaeMYIO TTaIIeHTKaM IIOMOIIb.

o HocurenpHNIIBI MOTYT UCTIBITHIBATD LETIBIi PA SMOLOHATBHBIX
U TICMIXOJIOTMIECKVX BO3/IeJICTBII, BK/IIOYas YYBCTBO BYHBI,
cKOpOb 11 caMoOMUeBaHe, CBSI3aHHbIE C PEIPOAYKTVBHBIM
BBIOOPOM WJIM €r0 IIOCTIECTBIUMI, HATIPUMED, C Iiepeadert
TeHeTIIecKoit Bapuarym.'? B ceMbe 3TV YyBCTBa MOTYT Iepexo-
IUTD U3 TIOKOJICHNA B TIOKO/IEHNE; VX TAaK)Ke MOTYT MCIIBITBIBATh
6a0yIIKM-HOCUTEbHULIBI ¥ OTL{BI C TeModuineir. 2

o BaxHO, 4TOOBI L{eHTPBI JIedeHNsI TeMODIINY U MeIVILIVH -
cKkue paboTHUKY (0COOEHHO reHeTUYeCKue KOHCY/IbTaHThI
U KJIMHUYeCKIe TeHeTVKN ), CeMbM U IaIlIeHTCKIIe OpTaHM-
3aIMV IOHMMAJIVL, 9TO OIIBIT HOCUTEIbCTBA reMO(MINI MOXKET
MEHSATDHCS B 3aBUCUMOCTHI OT KM3HEHHOTO 9Talla, M YTO TeHe-
TUYECKOE 1/W/IN TICUXOCOLaNIbHOe KOHCY/IbTUPOBAHME MOKET
[IOHAZOOUTHCS He OfMH pas.!2

» Heob6xopmo BHEIPUTD KOMIUIEKCHOE TeHETHYeCKOe KOHCY/Ib-
TMPOBaHNe, BKI0OYaA OPUIMATbHO OPraHN30BAaHHYIO CHCTEMY
00pasoBaTenbHOI PabOTHI, BefjeHNsI, HAOMIOeHS U LOJITO-
BPEMEHHOJ IICUXO0COLMaIbHO NOAREPKKM HOCUTENbHUIL. 10

leHeTnueckoe TeCcTpoOBaHuMe

o Jenmermueckoe TeCTI/IpOBaHI/Ie IIOMOTIa€eT BbIABUTDb HOCUTEIbHNIL]
n OCyIJ_[eCTBI/ITI) npeHaTaanyIO ,III/[aI‘HOCTI/IKy. I1o Bo3MOXXHOCTI
HOCHUTEJIbHMIIAM OOJI>KHBI npe;maraTb HpOIu/[TI/I O(l)I/[LH/[aIII)HOe
TE€HEeTNYECKOe TeCTI/IpOBaHI/Ie, Korga OHI JIOCTI/[I‘HYT JOCTAaTOYHO
3peJIoro BO3pacTa, 4ToOBI IIOHMMATh [IOC/IECTBIS JAHHOTO
AMarsosa u gath nHGopMmpoBaHHOE cormacue. '3

o BaxxHo 3HaTH 1 COOIIOATH COOTBETCTBYIOI[EE 3aKOHO/ATEb-
CTBO, pery/upyolliee reHeTIIeCKOoe TeCTIPOBaHNe U IIPOLIeAYPbI
npeHaTaanoﬁ OVATrHOCTUKN B CTpaHe OKa3aHMA HOHO6HI)IX YCHYT.

o CwM. Takxke I71aBy 4 «[eHeTrueckas oleHKa».

maBa 9: OTgenbHble acneKTbl neveHna

PekomeHpauuns 9.2.4:

o HocurenpHnumam reMoQpuinyu JOMKHO OBITH NPEII0KEHO
KOHCY/IBTHPOBaHMe, BKII0Yalouiee MHGOPMALMIO O penpo-
JIyI(TI/IBHbIX MOCNEeACTBUAX U BapI/IaHTaX BbIﬁOpa.

lMpeHaTanbHaA AnarHOCTUKa

o IlpenaranbHas [MArHOCTMKA OOBIYHO IPeIAraeTCst Ayst COfel-
CTBUSA PENPOAYKTUBHOMY IVIAHMPOBAHMIO I OI[€HKE PICKa.
Omnpepenenne Hamu4ysi reMOQUINY Y 3aPOJBIIIA MY>XCKOTO
II0/Ta IOMOTAeT POANUTE/IAM U MepabOTHIKAM IIPUHATD HE00-
XOAVIMBIE PELIeHNS IO BEefIeHII0 OepeMEHHOCTI, HAIIPUMeD, O
KecapeBOM CEYeHNUM IIPY POfAX IUIOfA C TSDKETION reMoQuinert,
4TOOBI YMEHBUINTD BHY TpudepenHble kKposousmnsaunsa (BUK),
7 06 aHecTe3NM AJIsI MaTepy BO BpeMs poopaspertenus. (Cu.
raBy 4 «[eHeTndyecKast OLjeHKa».)

MnaHupoBaHne 6epeMeHHOCTU N OPOAOBOIA
MeANLNHCKON NOMOLLN

B OpI‘aHI/[saLU/IIO Me)II/ILH/[HCKOf/[ IIOMOIIN BCEM 6epeMeHHhIM HOCHU-
TEIbHMUIAM JO/IDKHO BXOIUTDHb TECHOE COprﬂHI/I‘IeCTBO Me)K,E[y'
I‘pyHHOf/[ I10 JICYECHUIO I‘eMO(l)I/I]II/H/I n aKymepaMM. Ba)KHO METHh
‘IeTKI/Hu/I II/1aH pOIIOB, C KOTOprM 3HAKOMAT HOCI/ITC}IbHI/Iuy u
KOTOPI)II7[ 3aIIChIBAECTCA B €€ Me,E[I/IIII/IHCKYIO KapTy.

YposHu ¢hakmopa 8o 8pems bepeMeHHOCMU

» Bo Bpems 6epemennocty yposuu FVIII y HocuTeIbHNI] MOTYT
CYILIECTBEHHO BBIPACTH BIIOTh /IO TIO/THOM HOpMa/IM3alyuy Ha
nospHux cpokax. Ognako yposuu FIX, xak paBuo, cyuie-
CTBEHHO He MEHAITCA. 4

o Jla>xe Ipu ypOBHAX GaKTOPOB B TPETbeM TPUMECTpPe BbIlle
50 ME/n1 HOCUTENbHUIIBI MOTYT MICIIBITHIBATh AaHOMA/IbHbIE
KPOBOT€4YeHMS BO BpeMs popoB. Ilo 3Toit npuymHe BaKHO
3apaHee IO/Iy4UTh aHAMHE3 KPOBOTOUYMBOCTI HOCUTENID-
HIILIBI ¥ IMETD €€ OLIEHKY IT0 IIKajie KpOBOTEYEHMIA, CEMEITHBIN
aHaMHe3 KPOBOTEUeHMI, a TakoKe MHPOPMALIUIO O e€ KPOBOTe-
YeHUU IIpY NOCTIefHNX pofax. CenaTh 3TO HY>KHO JIO POJOB, !>
a, eC/IY BO3MOXKHO, TO 1 10 O0epeMEeHHOCTI.

PekomeHpauunsa 9.2.5:

o B TperbeM TpuMecTpe GepeMeHHOCT HOCUTETbHUIIAM I'eMO-
(unnn gomKeH GbITh MPOBEJEH AHAIN3 YPOBHEIl AKTUBHOCTH
FVIII/FIX pns oneHKN pucKa KpOBOTEYEH BO BpeM: POfioB
U B IOCTIEPOOBOII EPUO,.

POAbI n pogopaspewieHne

o ¥V HOCHTeIbHNUI] TeMO(UINY HET IPOTUBOIOKA3aHUII K pern-
OHAJIbHOM (9MMAYpPaIbHO) aHECTE3UN IPY YCIIOBUM, YTO
MX KOATY/IALMOHHBI CKPMHVHT B HOPME, @ YPOBEHb COOT-
BeTCTBYyIOIIero pakropa mpespiraer 50 ME/ i nnn nogHaT
Boiie 50 ME/pt ¢ moMolbio mpoIaKTHYeCcKOro aedeHns. 0
AHecTesNIo TO/DKEH BBITOMHATh KOMIIETEHTHBIN aHEeCTe3M -
0JIOT C YYEeTOM IIapaMeTPOB KOATY/IALMI Y HOCUTENbHUIIBI 1
ee ypoBHeil GpakTopa, a TaKXKe, e/ 9TO TPeOYeTCs1, C OpraHu-
3aleil Tepamny [0 COOTBETCTBYIOLEMY IPaduKy.
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ITpu HeOOXOAMMOCTY JO/DKHA IIPOBOAUTHCS 3aMeCTUTEIbHAS
TepanA GaKTOpOM A NoAfiepKaHyA ypoBHeli Bbime 50 ME/mr
BO BpeM: CXBAaTOK I POflOpa3pellens. YPOBeHb TO/DKeH MOfifiep-
JKMBATbCSl B HOPMAJIbHOM JjMalla30He He MeHee 3-X JHelt
II0C/Ie BaTMHA/IbHBIX POJIOB I He MeHee 5 JiHell ITocie Keca-
peBa cedeHus.'o17 ITyTb pogopaspelieHns y HOCUTENbHULL C
IogoM 6e3 TeMopUINM JOMKEH COOTBETCTBOBATD aKyIlIep-
CKIM IIOKa3aHMAM. B ciryyasx, Korja oxujaeTcs poxieHne
MJIafIeHIIa C TSDKeol TeModuImeii's, HeKOoTOpbIe CIIelaMCThI
IIpeJyIaraioT IPOBOJNTD POIbl Yepe3 KecapeBo CeueHe C Le/bI0
IIpeflOTBPATUTDh BHYTPUUEPENTHOE KPOBOU3NIMAHME.
PoxxpieHne MIajieH1eB, Y KOTOPBIX TeMOGIINA TTOATBEepXKIeHa
VIV TIPEIIOTIAraeTcsi, ZO/DKHO ObITh OPraHM30BAHO aTpaBMa-
TUYHO, BHE 3aBUCUMOCTY OT Iy TU POfOpaspeleH A (BarnHambHO
VI Yepe3 KecapeBo cedeHne), /A CHVDKeHNUA pUcKa TeMoppa-
IMYECKUX OCIOKHEeHNIL. 14

Heo6xonumo usberars npuMeHeHus MIUIILOB M BaKyyM-9KC-
TPAKLMMU IIPY BaTMHAIbHBIX POJAX, PABHO KaK 1 MHBA3MBHBIX
IIpOLeAyp B OTHOIIEHNN TI/Iofia (TaKUX Kak 3a60p KpOBU 13
IIpefi/IeKallieil TOIOBKM IIJIOfA VM 3aKpellIeH) e BHYTPEeHHMX
37IeKTPOJOB Ha TOJIOBKe IIofa).

Cw. r1aBy 7 «JledeHye KpOBOTEUEHMIT Pas/IMYHOI JTOKAIM3ALIMI»
- Tabymua 7-2 KacatenbHO 3aMecTuTenbHolt Teparin KOC npu
GOTBIINX 1 MaJIBIX XMPYPIUUECKUX ONEPALIVSIX.

PekomeHpauunsa 9.2.6:

BepemeHHbIe HOCUTETBHIIIBI TeMOQIIINI JODKHBI POXKATh
B GO/IBHMIIAX C JOCTYIOM K CHeIanmucTaM reMmodiimde-
CKOro npous, rje CMOryT OIIepaTUBHO CIPABUTHCA C
OCTIO>KHEHIAMY BO BpeMs CXBATOK M IIPY POJXOPA3peIleHN,
oGecneunBas 6e30MaCHOCTDb MaTepy U peGeHKa.

PekomeHpaunsa 9.2.7:

B®T He pekoMeHyeT NPUMMEHATh MHCTPYMEHTAIbHOE
POAOBCIIOMOXKeHME Y GepeMeHHBIX HOCUTETbHUI] FeMO-

bmmn.

MocnepopoBoe MmeanLMHCKOe 06CnyKnBaHue

ITocne pomos y Hocutenbuuy yposuu FVIII u dakTopa
Bunne6panaa (VWF) mocratodHo 6bICTPO naiatoT,® KaK IpaBuio,
BO3BpalllasCh K UCXOOHBIM YPOBHAM B TedeHne 7-10 nHeit, a
MHOTIZIa U paHblue.?

B mocneponoBoit nepuos BaXXHO KOHTPOIMPOBATh U yIep-
JKMBATh yPOBHM (PaKTOPOB 13-3a MOBBIIIEHHOIO PUCKa
HEPBUYHOTO ¥ BTOPMYHOTO II0C/IEPOJOBOrO KPOBOTEUEHMS Y
HOocuTenbHNIL.2! Tepamnueii mepBost TMHNM B IeYeHNN® TOCTIe-
POIOBOTO KPOBOTEUEHM S AB/IAETCA 3aMECTUTE/IbHAS TEPATIUs
¢daxTopoM, aHTUPUOPMHOMNTUKY (TPaHEeKCaMOBasi KICTIOTa)
U TOPMOHA/IbHAS TEPATINSL.

ITpodnmakTI4ecKyio FOPMOHATIBHYIO TEPAIII0 MOKHO HAUMHATD
Cpasy IOC/Ie POJIOB U IIPOJO/KATD B TEYEHNME OJHOTO MeCAIa
Y OTHENbHBIX HOCUTENbHULI, IPEAIOI0KUTEIBHO MMEIOIUX
IIOBBILIEHHBI PUCK KPOBOTEYEHMI.

VHorpa npy reMoumy A B IIOCIEPOZIOBOM MEPHOJiE TIPYMEHSI-
ercs gecmonpeccut (DDAVP).5 (Cwm. riaBy 5 «[emocTaTideckme

IpemnapaTbl» — «Ipyrue papMaKonorndeckye BOSMOXKXHOCTI»
- «JlecMorpeccuH».)

Y HOCUTENIBbHNUI] C PUCKOM HMO3[JHUX ITOC/IEPOJOBBIX KPOBO-
TeYeHMIT Tiepe] BBIINICKOI U3 POioMa ClIefyeT IIPOBepUTh
yPOBeHb reMornobnHa.?

OTcpoveHHbIe KPOBOTEUEHVA BO3MOXKHBI BIUIOTH 710 35 mHeit
rocie popoB. HocutenpHMIIBI ZO/DKHBI OBITH IPONHPOPMI-
POBaHBI O TAKOM PUCKe ¥ OCMOTPEHBI Yepe3 2 Hefle/ Iocye
pornos. Lleecoo6pasHbIM IpeCTaBIIAETCS HAOMIOAeH e [iIs
KOHTPOJIA TIOC/IEPOIOBBIX KPOBOTEUESHMIT Ha TIPOTKEHNN
IIpuMepHO 1-2 mecsA1es.??

PekomeHpauunsa 9.2.8:

Heo6xopnmMo c1eguTh 3a MOABIEHNEM NEePBUYHBIX U
BTOPMYHBIX NOCIEPOJOBBIX KPOBOTEYEHIT Y HOCHTENbHILL
reMoIINN 1 IPU MX BO3HNKHOBEHNY IIPOBOIUTDH HaJIIe-
JKalllee TeMOCTaTI4eCKoe Ie4eHNe,

JlabopaTopHas ANarHoCcTUKa y HOBOPOXKAEHHbIX

11 orteHKM ypOoBHelt paKkTopa CBEPTHIBAHMSA C IIE/IbI0 PAHHETO
BBISIBJIEHVISI U JIEYeHNS TeMOpIIny CriefiyeT 6paTh Ha aHa/IN3
IIYIIOBMHHYIO KPOBb Y BCeX HOBOPOXX/IEHHBIX Ma/Ib4MKOB,
MaTrepsiMi KOTOPBIX SIB/ISTIOTCS HOCUTEIbHUIIBI reMOo(uInm.
CoOTBETCTBYIONNII CIIEIVIAJINCT M3 KOMAH/bl JIe4€HNA TeMO-
Iy O/DKEeH COOOINTD PORMTEIISAM Pe3y/IbTaThl AHATN30B.
OO6bIYHO Y HOBOPOXK/JEHHBIX /I HEJJOHOIIEHHBIX M/Ia/[€HIIEB
6e3 remodummn yposuu FVIII mpu poxpeHnn HaXOsATCs B
PaMKax HOPMa/IbHOTO B3POC/IOTO JMala30Ha UM C/IETKa IIOBbI-
1reHsl. [To 9Toit pu4nHe 6OMBIINHCTBO CIy4aeB reMoguinm
A MOYXHO JVaTHOCTUPOBATD IIPY POXKIeHMN (32 MCKITI0Ye-
HIIEM JIETKOI TeMOGuMu A, TIpy KOTOPOI Pe3y/IbTaT aHammsa
FVIII monagaeTt B HYOKHUIL IIpefie/l HOPMAIbHOTO AMAaIa3oHa,
[I03TOMY aHA/IN3 TPEOYeTCs IIOBTOPUTB, KOTAA MIA/IeHITy OyaeT
TIpUMepHO 6 MecAIeB).

B otnnune ot FVIIL, yposun FIX y HOBOPOKIEeHHBIX 6e3
reMO(IINI 3HAYNTEIBHO HIDKE HOPMAJIbHBIX YPOBHEIT, a y He0-
HOILIEHHBIX M/IJIeHIIeB e emle Hipke.?? [lo aToit npuynne
B HEOHATA/IbHOM ITep1Ofie OOBIYHO YAaeTCsl JUarHOCTNPOBATD
TSDKEJTYIO ¥ CPeHeTsDKENYIo cTeneny remoduinu B, ogHako
y M/IaJieHIIeB C JIErKOil CTeleHblo 3a00/IeBanus morpebdyercs
IIOBTOPUTD CKPMHMHT B BO3pacTe 3-6 MecALeB.

PekomeHpauunsa 9.2.9:

MiageHIaM My>KCKOTO I1071a, POAUBIINMCA Y YCTAaHOB-
JIEHHOJI Y/IM MOTEHINIATbHOI HOCUTETHbHULBI TeMo i,
Heo0XOMMO CleflaTh aHA/IN3 MYIIOBUHHOI KPOBM Ha aKTH-
BHPOBAHHOE YaCTIYHOE TpoMbomnacTinHoBoe Bpems (AUTB)
WIN Ha ONpefie/ieHIe YPOBHell aKTUBHOCTH (PaKTOPOB.

BepeHune nauneHTOK C BblKugbiwem

BBIKMABIII O3HAYAET CAMOIIPON3BO/IBHBIIL A00PT MU HOTEPIO
6epemeHHOCTH 710 20 Hefe/b recTaru?425 B CBA3Y C IIOJTHBIM WIN
HeTIO/IHBIM M3THAHNEM IIPOYKTOB 3a4aTis M3 MaTKI 13-3a OCTa-
HOBKM Pa3BUTH SMOPIOHA MIN 113-3a CMEPTH IVIOfIa B MaTKe.?



o Tlocre mocTaHOBKY [MarHo3a 06 OCTAHOBKE IeCTali 110 IIPUYIHE
CMepTI SMOPUOHA WM TIOfA WM 13-32 HAYaBIIeroCst BBIKM-
ZIbIIIIA aKyILIep IPOBOAUT XUPYPIUUECKYIO 3BAKYalNIO IIPOJYKTOB
3a4aTyA U3 MaTKIM WIN JKJeT €€ CIIOHTAHHOTO OITOPO>KHEHUA.
Y MalMeHTOK ¢ CyIleCcTBYIOLell TeMOCTaTUYecKOll aHOMa-
7ueNt — TaKol KaK HacleICTBEHHAs KoaryynonaTus — npu
CaMOIIPOM3BOILHOM ab0pTe XMPYprudecKoe JedeHue ABIA-
eTCsI IIPEeAIIOYTUTENBHBIM. 2 B 9TUX CUTYALMSIX HEOOXOAMMO
aJleKBaTHOE TeMOCTATNYeCKOe JIeYeHVe COTIACHO PeKOMEH-
TOBaHHBIM IIpeNOIePaliOHHbIM IPOTOKOMaM. (CM. HiDke 9.5
«XMpypruyeckye BMeIlaTeIbCTBa 1 MHBa3MBHbIE IPOLIEYPbI»
u r71aBy 7 «JledyeHye KpOBOTeUEHNI Pa3NMYHOI TOKATM3ALNI»
- tTabnuua 7-2 kacarenpbHO 3aMectuTenbHoit Tepanuy KOC npn
GOJBIINX 1 MaJIBIX XMPYPIUIECKIUX ONePALIVIX)

ITocko/mbKy KpOBOTeUeH e [Py OepeMEeHHOCTI IOYTH BCeT/a
CBA3BIBAIOT C AKYLIEPCKMM KPOBOT€UYEHMEM, 3TO O3HAYaeT
IIOTPeOHOCTD B HaJJIeXKall[eM aKylIepckoM nedeHun. [Ipu
BO3HMKHOBEHMI KPOBOTEeUYEHNsI OepeMeHHOI HOCUTENbHULIE
TaK)Ke MOXKET TIOHAI0OUThCA HajiIeXKalllee FeMOCTaTUIeCKOe
JIevYeHue.

TemocTaTuyecKoe iedeHne BKIIYaeT B ce0s 3aMeCTUTETbHYIO
TepaINIo HeJOCTAOMNM (PaKTOPOM CBEPTHIBAHNUA WV APYTIE
METO/IbI JIEYEHMI COITIACHO IIPOTOKOJIAM JIeYeH I TeMOpparu-
JeCKIX OCTOXKHEHMI! Y MAIlMeHTOB C TeMO(IIIHEN.

9.3 | O6pesaHue

O6pesaHnue — 3TO IMPOKO PaCIPOCTPaHEHHAS XUPYpPridecKas
Ipouenypa, KOTopyo npouriy 1o 30% My>KCKOTO HaceleHus
IITAHEeThI. 2627

K MeguIMHCKMM IpenmyliecTBaM 0Ope3aHusa OTHOCUTCH
CHIDKEHNe PUCKa 3a00/IeBaHMIL, TlepefjaBaeMbIX IIOJIOBbIM ITyTeM,
pUCKa paKa IeHuca ¥ pycKa paka IIeifKi MaTKy Y CeKCyalTbHBIX
HapTHepII 0Ope3aHHbIX MY)XXUIMH.28

B npuHATbIe MeAMIMHCKME IIOKa3aHMUsA K 00pe3aHnIo BXOIAT
crenytoniye: Gpumos, mapadumMos, peLuANBUPYIOLIIL OaTaHUT U
peunanBKUpyomuit 6aaHonocTut.?’2° Cpemy HeMeAUIMHCKIX
IPVYVH Y TIOKa3aHUIT MOTYT OBbITb COLMATIbHbIE, KY/IbTyPHbIE,
TUYHBIE VITM PETTUTMO3HBIE.

ITpu remodmmy obpe3anue CBA3BIBACTCS C PAOM OCIOKHEHNIE,
BKJII0Yas JJINTENbHOE KPOBOTeUeHMe, MHQEKIMIO, [INTe/TbHOE
3a@)XMBJIEHME KOXKI/POCT 3a00/1eBaeMOCTH, TaHTPEHY, BUPYC
nmMMyHopeduimra yenoseka (BVIY) un nnpuunposanue rema-
TUTOM 13-3a MIPYMEHEHNA 3apPa)KEeHHBIX IIPeNapaToB KPOBI
JULA JIeYeHNs KPOBOTEUEHMIA, PUCK Pa3BUTUA UHIMOUTOPOB y
HOBOPOXKIEHHBIX, ICUXOCOLMANTbHYIO TPABMY M PUCK CMep-
TEJIbHOTO McXxopa.2%30

K x/mo4eBbIM MOMEHTaM, KOTOpPbIe HY>KHO YYUTBIBATDh IPK
oOpe3aHnn y ManueHToB ¢ reMo(uneil, OTHOCATCSA TaKue
UMHAVBUYanbHbIE XapaKTePUCTUKY MallMeHTa, KaK Pa3BUTHe
MHTMOUTOPA, BEHO3HBII JOCTYII M YXOf, 32 PAHOIL, a TAKXKe
KBa/MMUKALYA U PeCypPChbl 60IbHUIIBI/LIEHTpA IedeHNs. Y Malu-
€HTOB 00:3aTe/IbHO HAYHETCsA KPOBOTEUEeHMe IIPU CHATUM IIBOB,
KOTOPOE€ OJDKHO IIPOBOJUTHCA C 3aMECTUTENBHON Tepanuen
¢dakropom ceepThiBanus. (CM. rmaBy 7 «JleueHne KpoBore-
YeHMIT Pas/IMYHON JIOKaIU3aLun» — TabnuIa 7-2 KacaTe/IbHO

maBa 9: OTgenbHble acneKTbl neveHna

3amecTuTenbHoit Tepanuyt KOC npy 60mbImx 1 MasIbIX XUPYp-
TUYeCKUX Ollepalux.)

Heo6xoyMo IpoBecTH OL[eHKY COOTHOIIECHN
«PUCK-TIOJIb3a» 1 OOCYAUTD €e C CeMbell 1 IIPOUNMU YXaXKI-
BAIOLIVIMM JIMIIAMIL.

PekomeHpauunsa 9.3.1:

Y manmeHTOB ¢ TeMo el IPonexyphl 06pe3aHNsA FOHKHEBI
BBINIOTHATHCSA INIAHOBO ONBITHBIM XMPYPTOM ¥ TeMaTONIOTH-
YeCKOJI KOMaH/ 0l B PacHo/IaraiolieM pecypcaMu eHTpe
TeMaTOIOTIYEeCKOTO TeYeHN T, ITie IMeeTCA JOCTYN K KOHIeH-
TpaTaM BaKTOpa CBepThIBAHIIA.

PekomeHpauunsa 9.3.2:

V manueHTOB ¢ reMogunnelr yposeHb paKkTopa B IIa3mMe
KpOBU HeoO0xoaumMo nogHATH 1o 80-100 ME/n1 Henocpen-
CTBEHHO MepeyT IPOIey PO,

PekomeHpauunsa 9.3.3:

V nanuenToB ¢ remoduneii npu o6pesaHnu cIegyer BO
BpeMsI ollepalyy OCYIeCTBUTH Ky TEPU3ALIIO0 BCEX KPOBO-
TOYAIIX COCY/IOB.

PekomeHpaunsa 9.3.4:

IIpu BoImOMHEHN 0Ope3aHM: y MALMEHTOB C reModuneit
B®I pekomeHpyeT UCIIONH30BATh B Ka4eCTBE A/ bIOHKTUBHOM
Tepanuy MeCTHOREICTBY o1l puOpMHOBBII KIeii-rep-
METHK, IPMMEHSS - IPU HATNYNMM - IPenapat, MU3TOTOBIEHHBII
COIIACHO CTPOTVIM NPOLEeAYyPaM CHIDKEHUSA BUPYCHON
HArpy3Kiu/MHAKTIBAaLMM BUPYCOB C IeIbI0 MUHMMU3IPOBATh
PYCK nepegayy ¢ KPOBBIO NATOT€HHBIX MUKPOOPTaHN3MOB.

PekomeHpauusa 9.3.5:

ITpu BHIMOTHEHNY 0Ope3aHNs y MallMeHTOB C reModuneit
BOT pekoMeHAyeT BBICTPAaNBATh 3aMECTUTETLHYIO TEPAIII0
dakxTopoM cBepTHIBaHNA B COOTBETCTBUY C KTMHIYECKIM
TedeHMeM BBILICYIIOMAHYTOiT mpouexypsl. IIpu Heo6xomu-
MOCTH IPOJOKEHNA 3aMeCTUTENbHOI Tepaniy (paKTopoM
CBEPTBHIBAHILA Iepejt Hell CTaBUTCA Iellb YAeP>KUBATh YPOBEHb
¢daxropos Brinre 50 ME/gn nepssie 3 gus u Bbiire 30 ME/mn
B nocnepyoine 4-8 gHeit. 8y

PekomeHpauus 9.3.6:

YV manyeHToB ¢ reMo et mocne o6pesaHA NPy HATIYNN
HEKOHTPOTIPYeMOT0 KPOBOTEYEHNA CO CTAa6BIM OTBETOM Ha
3aMeCTUTETbHYIO TEePAIINIO M Ha MeCTHbIe KPOBOOCTaHAB/IIBA-
IOlIIVie MePBI CTIefyeT IOBTOPUTD ONpefieleHIe MHIMONTOopa.

PekomeHpauunsa 9.3.7:

V nanyeHTOB ¢ reModunnei nocie o6pesaHns cIexyeT
YAQIATb HepacCachIBAIOIIMEC HUTH UIBOB (€CIN IPIMeHsI-
mich) yepe3 10-14 gHeil HOC/Ie XMPYPIUIECKOI ONepaI;
Hens6e)XHoe B TAKIX CTy4aAaX KpOBOTEeUeHMe ClIeffyeT TeYnTh
C IOMOIIBIO 3aMeCTUTENbHOI Tepany GaKTopoM.
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PekomeHpauunsa 9.3.8:

IIpu HEKOHTPOIUPYEMOM KPOBOTEYEHUN MOCIE OOpe-
3aHMA Y MALMIEHTOB ¢ reMouInell crefyeT paccCMOTpeTh
BCe BO3MO)XHbIE IIPUYNHBI, B TOM 4IIC/Ie KPOBOTEYEHNE U3
COCyA0B, fepunut pakTopa cBepTHIBAHNA ¥ AHOMAINN
TPOMOOILIITOB.

PekomeHpauunsa 9.3.9:

IIpu HeKOHTPOMNPYEeMOM KPOBOTEYEHNN IOCTIE O0pe3aHus y
HAIVeHTOB ¢ reMOduINeli ciexyeT IpUMEHATh A BIOHKTUBHYIO
M MOAeP>KUBAIOIIYIO TePAINI0, BKII0Yas NepeTuBaHue 1
MeCTHbIe KpPOBOOCTaHAB/INMBAOIIINE MePbI, HAIIPUMep, VICIIONb-
30BaHIIe MECTHOJEIICTBYIOIINX CPeliCTB.

9.4 | BakumHauma

BakumHaryis npoTus nHQEKIMOHHBIX 3a00/IeBaHNUIT Ype3BbI-

YajfHO BaXKHA [/ IIPEOTBpaleHns 3aboneBaemocty. JInmna ¢

reMouIVeil JO/DKHBI IOy INTh BCe IPUBUBKY, PEKOMEH0-

BaHHbIE /I VX BO3PACTHOI TPYIIIIBL.

CI0)KHOCTM € BaKIMHALMEll BOSHUKAIOT OTHOCUTE/IbHO:

- crocoba BaKIIHUPOBAHNS;

- BakLMHALNY [AIMEHTOB CO CHVDKEHHBIM UMMYHUTETOM
(nanpumep, BUY-nHOUIMPOBaHHBIX).

JIropsM ¢ ocmabeHHbBIM UMMYHUTETOM MOTYT ObITH IIPOTHBO-

[IOKa3aHbl BAKLIMHBI, COleprKalliie XIBOII BUPYC.

Hert cBujieTe/IbCTB TOTO, YTO BAKIMHALVS IPUBOANUT K PA3BUTHIO

nHruburopa.’!

PekomeHpauunsa 9.4.1:

JeTaM 1 B3pocabIM ¢ reModunneil JOKHA IPOBOAUTHCA
TaKasd ke INITAHOBasA BaKI[IHALM, YTO U BCEMY HacCeTIeHMIO.
Ho npu 3T0M /17151 HUX NIPEANIOYTUTENTbHEE NOTKOKHBIN Iy Th
BBeJIeHIIA BAaKIIMIHBI IO CPABHEHNIO C BHY TPUMBbINICYHBIM
¥ BHYTPUKO)XHBIM, IIOCKO/IbKY OH TaKOJ K€ Ha/J[eXKHbIil 1
3¢ G eKTUBHBII, KaK ABa IIOCTEIHNX, U IIPU 3TOM He Tpebyer
uHysun pakropa cBepTHIBAHMA.

ITPYUIMEYAHME: Ilpu MCKTI0YMTENTbHO BHY TPUMBIIIEYHOM
crnoco6e BaKIHAIY HeOOXOMIMO BBECTH 103y KOHIICH-
Tpara paKkTOpa CBepPTHIBAHIA I JICHOTH30BATh HAMMEHbIINIT
Kanmuo6p ursl (kamuobp 25-27).

ITPYUMEYAHME: [IonoMHUTENbHO, 32 5 MIHYT A0 BBEeIeHNA
BaKIMHBI K MECTY MHDEKINI IPUKIAaZbIBAETCA OXTAXK/Ia-
IOIIIIA TAKeT, a MOC/Ie He MeHee YeM Ha 10 MIHYT MecTo
BaKIIMHALMMU NPIGKMMAETCS € IeTbI0 CHUSUTH KPOBOTe-
YeHle Y1 OT€YHOCTD.

PekomeHpauunsa 9.4.2:

V mereit 1 B3pOCnbIX ¢ reModuIneit, WHGUIIPOBAHHBIX
BUpycOM MMMyHOAepunnTa yenosexka (BVIY), BOI peko-
MeHAYyeT IPOBOAVITH CTAHAAPTHYIO IMMYHU3ALMIO, BKITI0OYAs
NPOTUBOITHEBMOKOKKOBYIO ¥ IPOTIBOTIPUIIIIO3HYIO BaKIIN-
HAIVIO 1 NPUBMBKY NPOTUB rematuta A u B.

PekomeHpauunsa 9.4.3:
o Y pmereii u B3pOCubIX ¢ reModuaneil, MHGUIMPOBAHHBIX

BIIY, BOT pexomeHayet n3beraTb MCIoNb30BAHIA BaKIMH
C >KUBBIM BUPYCOM (TaKMX KaK BaKI[JIHBI IPOTHUB BeTPIHO
OCIIBI, JKENTON TUXOPaJKN, POTaBUPYCa; ePOpanbHas IONMNO-
MIETNTHAA BaKI[IHA I KOMOIHIPOBAaHHAA TPEXKOMIIOHEHTHAS
BaKIIMHA IPOTUB KOpy, naporura u KpacHyxu [KIIK]).

9.5 | Xupypruyeckue BmellaTenbCcTBa 1

WHBa3MUBHble Npoueaypbl

Xupyprudeckie BMelIaTe/lIbCTBAa MOTYT IOHaJOOUThCA KakK
B CBA3Y C reMOMIINYECKUMY OCTIOKHEHUAMMY, TaK ¥ 10 He
CBSI3aHHBIM C reModuInelt npuunHaM. B nanHoM paspene
00CYXIAI0TCs BOLIPOCHI IIEPBOOYEPETHOI BaXKHOCTY IIPY IIPOBe-
JIeHVMU XMPYPrUYeCKMX OIepPalil y MaI[IeHTOB C reMOopuIIeit.
ITo cpaBHEHUIO C OOBIYHBIMY MAlMEHTAMM, XUPYPIUdecKue
BMeIIIaTe/IbCTBA Y MALMEHTOB ¢ reModuneil TpeOyoT HOoI-
HUTETLHOTO IJTAHMPOBAHMA ¥ B3aMMOJIEHICTBIA ¢ KOMaH/0M
MEUIIMHCKNX CIIeIMaNNCTOB.

Y 3a1ellCTBOBAHHOTO AHECTE3IO/IOr JO/DKEH OBITD OIBIT PAbOThI
C TAI[eHTaMM C KOATy/TOMaTHAMMI.

Jns1 mpoBeneHNs HelipoaKCUalbHOI aHecTe3un Tpeby-
10TCs ypoBHNU ¢akTopa Bbiie 50 ME/m1, 4To6b! 136exaTb
KPOBOTEYEHMU:A 1 00eCHeYNTb OTCYTCTBIE HEBPOJIOTMYECKIX
OCTIO>XHEHMIL. >

B pacniicanmy oneparyu JO/KHBI CTABUTLCA Ha HAYasIo Heflenn
U B HA4YasIo IHA JI/I ONTUMAaIbHOM TOJIeP>KKI CO CTOPOHBI
naboparopun 1 6aHKa KPOBY IIPY BOSHUKHOBEHMM TaKOil
HeOoOXOIMMOCTI.

HocrarouHoe komndyectBo KOC (1 npenaparos MyHTUPY-
IOIIETO eVICTBYUA /I HALVIEHTOB C MHIMOUTOPaMU) JOJDKHO
OBITD JOCTYIIHO KaK [ CAMOI1 XMPYPrIYECKOJ1 Olepaliun, TaK
U JI71A TIOfifiepyKaHNUA afleKBaTHOTO IIPUKPBITHA TTOCTIe OTIepaIlny
B TeYeHJe BpeMeHM, HeOOXOIVMMOTO /ISl 3a)KVMBJICHUA W/ N
peabwmnranuy (0 MaUMeHTaX C UHIMOUTOPAMU CM. I7IaBy 8
«VIHrn6uTOpHI K hakTOpy CBEpTHIBAaHMA» — «XMPYPrUIecKue
Y MIHBA3MBHBIE IIPOLIEIyPbI»).

IIpu orcyrcrBun KOC nnm npenapaTosB LIYHTUPYIOIIETO
HelicTBYA HeoOXOMMa afieKBaTHasA HOJ/iep>KKa KOMIIOHEH-
TaMM IIa3MbI CO CTOPOHBI 6aHKa KPOBIL.

J03BI ¥ IPOJOIKUTENBHOCTD NPUKPHITUA € ToMoIb0 KOC
VIV THOTO TeMOCTATMIeCKOTO IPUKPBITHA 3aBUCAT OT BUJjA
BBIIIO/IHAEMOI Xupyprudeckoii orepanyy (Cwm. riaBy 7 «/ledeHne
KPOBOTEUEHMI PAs/INIHOI IOKaIM3anNu» — Tabma 7-2 Kaca-
TeNbHO 3aMecTuTenbHOI Teparmy KPC mpy 60/bImx 1 MasIbIx
XUPYPrUYecKMX onepanmsix.)

A dexTUBHOCTD reMoCTasa Ipy XMPYPrudecKnx BMela-
TEeNbCTBAX MOYKHO OIIEHUTb B COOTBETCTBUY C KPUTEPUAMI,
paspaboraHHbIMM KoMuTeTOM 110 HayKe ¥ CTaHJapTU3aALUN
MexyHapogHOro 001ecTBa 0 TPoMO03aM U reMocTasy (CM.
tabmmiy 9-1).33

Bonpoc o nevennn ¢ nomompbro KOC unnm 1pyrux remocra-
TUYECKIUX IPEIapaToB ClefyeT PACCMOTPETD IO IPOBeeHN:A
MHBA3UBHBIX [aTHOCTIIECKNX MTPOLEYP, TAKUX KaK CIIMHHO-
MO3ToBas MyHKI[NA, OIIpefie/ieHIe Ta30B apTepyanbHO KPOBI
Wy I06ast SHOCKOINS CO B3ATUEM OMOIICUIL.



maBa 9: OTgenbHble acneKTbl neveHna

TABJINLUA 9 -1 OnpegeneHve ageKBaTHOCTM remocTasa Ana XMpypruyeckux BMeluatenbcTsss

KpoBonoTeps Bo Bpems 1 Noce onepawuuy aHanornyHa kposonotepe (4o 10%) y nauneHToB 6e3 remodunmm.
+ Het Heo6xoarMoCTY B 4OMONTHUTENBHbBIX (BHEMMaHOBbIX) Ao3ax FVIII/FIX/wyHTupyowmx npenapaTos u
- [loTpeboBaBluMeCA NepennBaHa KOMMIOHEHTOB KPOBY aHaNIOTUHbI TEM, YTO BbIMOJIHAIOTCA NaLeHTam 6e3

KpoBonoTeps Bo Bpems 1/vnv nocsie onepaumn HEMHOTO Bbille TOI, UTO OXKMAAETCA Y nauuneHToB 6e3 remodpunum
(Ha 10% - 25% BblLLe OXMAaemon), O4HAKO 3afelICTBOBAHHbIN XMPYPr/aHeCTe3nOoNOor OLEHMBAET ee KaK KNHW-

+ Het Heo6xoarMoCTI B AOMONTHUTENbBHbIX (BHEMMaHoBbIX) o3ax FVIII/FIX/wyHTupyowmx npenapaTtos u
« [oTpeboBaBluMecsa NepennBaHna KOMMOHEHTOB KPOBY aHaNIOrMYHbI TEM, YTO BbIMOJIHAIOTCA NaUyeHTam 6e3

KpoBonoTeps Bo Bpems 1/unv nocsie onepauun Bbllle TOK, YTO OXKMAAeTcs Y nauneHToB 6e3 remodunuu (Ha

« Heobxopgumbl fononHuTenbHble (BHennaHosble) fo3bl FVII/FIX/wyHTupyowmnx npenapaTos uam
+ TpebyeTcs NoBbILEHHOE NepenmBaHne KOMMOHEHTOB KPOBHU (IO 2-KpPaTHOrO MOBbILIEHNA) MO CPaBHEHUIO C

3HaunTeNnbHasA KPOBOMNOTePs BO Bpems U/Wiv Nocsie onepauun CyLecTBEHHO Bbllle TOW, YTO OXKMAAeTCA y nauu-

OTnnyHoO
remopunmn.
Xopouwo
YeCKUN He3HaUnTesbHY!H.
remopunmn.
YnoBnetBop.
25%-50%); TpebyeTca AONONHUTENIbHOE JIeUeHMe.
npeanonarasLWMcA.
Heyp./
OTcyTcT.

eHToB 6e3 remodunum (>50%); TpebyeT BMeLLaTeNbCTBA Y He OOBACHAETCA HUKAKUMU APYTUMU XUPYPrndecKnmm/

MEeAVLNHCKMY Npobiemamu, Kpome remopunmnm.

+ HeoXngaHHasa runoteH3na Uan HesaniaHNPOBaHHbLIN NepeBog nauneHTa B MNT B CBA3M C KpOBOTEUYEHNEM NN

+ 3HauuTenbHOE yBennyeHrie NoTpeboBaBLLNXCA NepPesIMBaHNN KOMMOHEHTOB KPOBY (>2-KpaTHOro) Mo CpaB-
HeHVIo C NpeanosaraBLUUMCS.

MNosicHeHwve: Ecnu nprMeHUMO, MOMUMO OLIEHOYHOTO MOACYETa KPOBOMOTEPU BO BPEMSA XMPYPrMYECKOoii onepaLmi, Afis OLEHKM onepaLoHHO KPOBOMOTEPU MOXHO
1Cnonb3oBaTh laHHble 06 ypoBHe remornobuHa Ao 1 nocse onepaumu, a Takxke MHGOpMaLmio 0 KoNMyecTBe BBeEHHbIX 403 IPUTPOLUTAPHOIN Macchl. OnepaLoHHbIN
remocTas JO/KeH OLeHMBaTb 3aeCTBOBAHHBIN XMPYPT U/UNV aHeCTE3MONOT; AaHHbIe JOMKHbI ObITb JOKYMEHTaNIbHO 0hOPMEHbI He NO3AHee 72 YacoB NoC/e onepaumu.
Xupypruyeckre BMeLLaTeNnbCcTBa NOAPA3AeNAoTCA Ha 6onblune 1 manble. XMpypruyeckoe BMELLATeNbCTBO onpeaenaeTca Kak bonblioe, ecnv TpebyeT nofaep KKy remocTtasa
Ha NpoTsXeHun 6onee 5-Tn aHen nogpag.

A66peBuatypsi: FIX - pakTop IX; FVIII - dakTop VIII; AT - nanata nHTEHCWBHON Tepanuu.

o JlecmorpeccuH MOXKeT HOLOMTH /IS TeMOCTATIYeCKOl ITOMOII

o IIpu HeobxopumocTu — mnu B orcyrcreue KOC - gecmo-

IIpY XMPYPIUYECKNX BMEIIaTeNbCTBAX 1 IIPOYMX IHBA3VBHBIX
IPOLeypPax y MALMEHTOB C JIETKOil reMo(uIieit A, OTBEYaIOIIX
Ha filecMorpeccrH (6e3 MegUIMHCKUX IPOTUBOIIOKA3aHMIL),
IIPY HE3HAYMTENbHBIX KPOBOTEYEHMAX MM TP OTlepanuax.>
K orpanndennsam B mpuMeHEHNM JeCMOIPECCHHA OTHOCATCA:
3ajiep)KKa XUIKOCTHU B OpTaHM3Me, TUITOHATPUEMMA U TaXu-
¢dwrakcusa. O HaCTYIUIEHNY TaXMUIAKCUY CBUJIETEIbCTBYET
COCTOAHNE, KOT/[a IPY BBEIeHNN HEOHOKPATHLIX 7103 IeCMO-
IpeccyHa ¢ KOpOTKMMI IepepbiBamy (12-24 yacos) HabmozaeTcs
npubnusnuTenbHo 30%-oe MazieHNe B OTBETHOM YPOBHE aKTUB-
noctu FVIII, HaunHasA co BTOPoii 1031 U jajiee Ipy epephiBax
B 24 yaca. [lo npuynHe BO3MOKHOI Taxmbmnaxcmm IeCcMo-
IIPECCUH MOXXET OBITDh Hele/leCO0OpPasHbIM [JIs MAlMEHTOB,
KOTOPBIM He0OXO/IVIMO HOJIep)KaHye aleKBaTHOTO reMOCTasa
B TeueHe OoJlee J/IMTeIbHBIX IIePIOJIOB BpeMeH, HallpuMep,
1oc7e GOMBIINX XUPYPrUYECKUX oreparnmii.®

B03MO0>XHO, 4TO KOMOMHMPOBaHHOE IIPYMEHEHNE JIeCMOIIpec-
cuHa u KoHueHTpara FVIII momoxeT mpeosionieTb HeCKONbKO
HEeJI0CTaTKOB OT/IeNIbHOTO IIPMMEHEHN 3TUX IPETapaToB, OFHAKO
B HACTOsIII[ee BpeMsI He XBaTaeT OIbITA Y 3HAHMIT 06 addex-
TMBHOCTH ¥ 6€30I1aCHOCTYI KOMOMHMPOBAHHOI Tepanuu.>®

IIPeCcCH ¥ aHTUDUOPMHOMUTUKY (TpaHeKcaMOBast KUCIOTa
WM aMUHOKAIIPOHOBAs KIMC/IOTA) ABJIAIOTCS TepaleBTiye-
CKMMI BO3MOXXHOCTSIMY IS T€MOCTATUYeCKOJ TIOMOLLM TIpU
[IePBUYHOI 3aMeCTUTeIbHOI Tepanuu.’ VI3 antndubpuno-
JINTUKOB TPaHEKCaMOBas KUCIOTA AeCTBYeT 3 deKTuBHee
U Iydlle nepeHocuTcs nanuenTamMn. OHa Takke 0COOEHHO
[Ie/ICTBEHHA U YMECTHA B C/Iy4ae C/IM3UCTBIX KPOBOTEYEHMIL.
Cwm. rmaBy 5 «IeMocTaTiyecKye npenaparsl» — «[Ipyrue papma-
KOJIOTMYECKYIE BO3MOXXHOCTI» — «J[€CMOIIPecCuH». ).
Heo6X0a1M0 IpOBOANTD JUAaTHOCTUKY MHTMOMTOPOB Iiepes
XMPYPIUYECKUM BMEILIaTeTbCTBOM 1 IIOCIIe ONlepaliy Ipn
OTCYTCTBUU aJIeKBaTHOTO OTBETA Ha Tepanuio. (CM. I7aBy 8
«VIHrMO6MUTOPBI K GaKTOPY CBEPTBIBAHUA» - «XUPyPrUUecKue
U MHbIE MIHBA3JBHbIE IIPOLIE/YPbI»)

PekomeHpauunsa 9.5.1:
o ¥V mammenToB ¢ reModunneii A win B fomkeH 6bITh 6ecripensar-

CTBEHHBII JOCTYI K 3KCTPEHHBIM ¥ INTAHOBBIM XVIPYPIU4ecKIM
npouexypam (a TakKe K OLleHKe 110 IIOBOJY Lierecoobpas-
HOCTHU MX MPOBEEHN:) B LIe/IAX Yy YIIeHN COCTOSHIA
3[I0POBb: WIN IOBBIIICHN Ka4eCcTBa KU3HM.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauunsa 9.5.2:

o BOT pekoMeHyeT OCYLIeCTBIATh BeleHle NallJIeHTOB C
remodumiesi, HyXJAIOMMXCA B XMPYPIIUIecKoil onepanun, B
I[eHTPaX KOMIUTEKCHOTO JIedeHI s TeMO I, 1160 KOHCYTb-
TUPYACH C TAKMMM LeHTPaMIL.

PekomeHpauunsa 9.5.3:

o IIpm mokasaHMAX K XMpPYPIrUIECKOii ONepaliy IMalyieHTaM C
reModuneli JOLKHO NPefOCTABIATHCA JOCTATOTHOE KO-
YeCTBO KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHILA KaK BO BpeMs
caMoii onepanum, TaK U /s NOAJep>KaHNA aJeKBaTHOTO
NPUKPBITHA IOCTIE ONePAM B TeYeHIe IePUOofa, HeoO-
XOJYIMOTO [UIsl BOCCTAHOB/ICHNA 1/ VTN PeaGyInTammm.

PekomeHpauunsa 9.5.4:

o BOT pexkomeHyeT, 4TOOBI B IIEHTPAX, I/ie MAlMeHTaM C TeMO-
¢dunneit mposogaTCA XUpyprudeckue onepaiim, uMenach
ajleKBaTHasI 1a6opaTopHas MOAJeP>KKa /sl HaJ[e)KHOTO
MOHUTOPIHTA yPOBHeit pakTopa CBepTHIBAHILA B IepPHOIIe-
PaTUBHOM IlepuoJIe.

PekomeHpauunsa 9.5.5:

o Ilpu npoBemeHNUM XUPYpPruyecKnx onepanmii y naueHToB
c nerkoit remodunneit A BOT pekomeHayeT gecMOnpeccuH
B Ka4eCTBe FeMOCTaTU4eCKOT0 CPeCTBA, eC/IN MalleHT
JIeMOHCTPUPYET XOPOLINIi TePaNeBTUYeCKIII OTBET Ha MPoOy
JecMOIIPeCcCIHA Iepef onepanueit.

o ITPMUIMEYAHME: lecmonpeccuH He peKOMEHYeTCs A
NoJifiep;KaHIA TeMOCTa3a BO BpeMsl XUPYPIU4ecKoii onepamym
y MaI[MeHTOB C IeTKoi1 reMoQuIneil A Ipu HeYAOBIETBOPU-
TeTbHOM OTBeTe Ha IeCMOINPecCHH (KacaTelbHO MOgbeMa
ypoBHeii akTusHocTu FVIII B i1asMe) Mau mpy Haamanm
Yy HUX IPOTMBONOKA3aHUIT K feCMONIPecCUHY (Hampumep,
cepbe3HbIe CepIeTHO-COCYANCThIE 3a00TeBaHMA).

o ITPUIMEYAHUE: V3-3a pucka TaxumIakCuu fecCMOTpPeCCHH
HeTIb3: JaBaTh fo/bLIe 3-5 THeit, 3a MICKITIOYeHNEeM CTy4aeB,
KOIZia BO3MOKEeH TIIATeTbHbIII MOHMTOPYHT NAMEeHTa I
€ro IepeBoJ; Ha KOHI[EHTPAT pakTopa cBepThIBAaHUA IPH
BO3HUKHOBeHNN Taxudurakcun. Ilo sToii npuynHe, ecnn
OoKMaeMas MPOJO/LKITETbHOCTD TedeHNd IpeBbIaeT 3-5
IHelI (HampuMep, MOC/Ie 6ONbIION XUPYPIIUIecKoll onepanun),
MepabOTHMKY C CAMOTO HaYyada MOTYT PEeLINTh COBCEM He
MCIOTb30BATh IeCMOIPECCHH.

o IIPMUMEYAHME: lecMonpeccuH ABIAeTCA NpenapaToM
NepBOro BBIOOPA /I MAIMIEHTOB C JIETKoil reModuineii A,
NO03BO/IAA U36erarhb pacxogos Ha KO C 1 9KCIO3MIIMI KOHIIEH-
tpatoB FVIII, a, cregosatenbHo, 11 HOTEHIMATbHOTO PUCKa
PasBUTUA MHTUOUTOPA, KOTOPBIII PacTeT IO Mepe yBeIu-
YeHA KOTMYeCTBA THell BBeJeHNA.

o ITPIMEYAHME: YuursiBas moTpe6HOCTD B TIIATETBHOM
MOHUTOPIHTIE, TAKIX MAIMEHTOB JO/KHA BeCTH KOMaH/a
ONBITHBIX T€MATOTOTMYECKIX CIIeIIaTNCTOB.

PekomeHpauunsa 9.5.6:

o IIpu npoBegeHNy XNpyprryecKux onepamyii y maueHToB ¢
remModuImeli Hy>KHO pacCMOTPETh BO3MOXKHOCTD IIPYMEHEeH N
AaHTNPUOPVHONNTUKOB Y MECTHOREIICTBYIOINX reMOCTa-
TUYECKNX CPECTB B CIyYae, eI BO3HUKHET NOTPeOHOCTD
B JONOTTHUTEBHBIX IIpenapaTax MOMIMO 3aMeCTUTETbHOM
Tepanuu GakTopoMm.

PekomeHpauwusa 9.5.7:

o B cocras onjeHKHM 10 U ITOCIIEe XMPYPIMYECKOIl onepaummn y
BCeX MAIVIEHTOB ¢ reModirneii A 1 B JO/KHbBI BXOIUTD CKpH-
HVHT Ha MHTMOUTOPHI U TECT HA MHTUOMTOPHI.

PekomeHpauuna 9.5.8:

o B®TI BrickaspiBaeTcAa NPOTUB HeliPOaKCHUANbHON aHeCTe3UN
TIPU NIPOBeJeHNN XIPYPrYecKIX oNepanuii y MayeHTOB C
remounueit. Ecnu HeitpoakcuanbpHas aHecTe31sI He0OxouMa,
TO BBINIO/THATD €€ HY>KHO MCK/TIOYUTEIbHO IOf a/leKBaTHbIM
NPUKPBITHEM (PAKTOPOM CBEPTHIBAHILA, IOCKOIbKY He YCTaHOB-
JIeHO, HACKOTIbKO HelfpoaKCHanbHble MPOoLefypbI 6e30MacHbI
IS HAINEeHTOB ¢ reModimeit.

o TPUMEYAHIE: CienyeTr OTMETUTD, YTO B HEKOTOPbIX
IleHTpaX HelipoaKcuanbHasA aHeCTe3NA JONyCTUMa Ioclie
BOCCTAaHOBJICHIS TeMOCTa3a y MalyieHTa ¢ reModuueii, B
TO BpeM:A KaK B IPYTUX IIeHTpaX 3Ta IPoLeaypa He peKo-
MEeHJIyeTCs, ¥ IPeAIoYTeHIe OTHAeTCA 001Ielf aHeCTe3nN.

PekomeHpaunsa 9.5.9:

o TIlanmeHTsI ¢ nerkoit remogumeii A, a Tak>Ke Bce MalyieHThI
¢ remoduneii, BiepBbIe MOMTyYalolyie MHTEHCUBHYIO 3aMe-
CTHUTEIBHYIO Tepanuio (aKToOpoM, IO BEPTAITCA 0COO0MY
PpuCKy pasBuTHA HHIMGUTOPA. IT0 9TON MPIYIHE OHYU JOTKHBI
TPOJITY MOBTOPHBII CKPMHIHT Ha Ha/TW4IMe MHTUOUTOpa B
TedyeHue 4-12 Heflenb MOCIE ONepanuiL.

PekomeHpauums 9.5.10:

o BOI BpicKaspIBaeTCA NPOTUB MPUMEHEHN KOHIIEHTpaTa
nporpom6unoBoro kommnekca (KITIK) mpu Heo6xopumocTu
MHTEHCHBHOJ 3aMeCTUTEeTbHOI Tepanuy y XUpyprudeckux
MaIVeHTOB ¢ reModuaueii B. 910 06bACHACTCA pUCKOM
HakomneHus ¢pakropos cBeprbiBanys I, VII u X, 4To MoXKeT
OBITH CBA3aHO C MOBBIIIEHHBIM PUCKOM TPOMOOTIYECKIX
OCTIO>KHEHIA.

PekomeHpaumna 9.5.11:

o BOT pexkomeHayeT NIPOBOAUTD 3aMECTUTENbHYIO TEPATINIO
Ha NPOTsLKEHNUN He MeHee 3 JHell IpM Ma/lbIX XMpypruye-
CKMX BMeIIaTeTbCTBAX M He MeHee 7-10 mHeit mpy 60mbIInx
XMPYPIUIECKIUX ONlepaANAX.

PekomeHpaunsa 9.5.12:

o BOT BpIcKaspIBaeTCA NPOTUB PYTMHHOIO NPOBeEAeHNA
MeIMKaMeHTO3HOII TPOMOONPO(IIAKTUKY Y TALUEHTOB C
remodumeii A u B mpu npoBegeHi 60bIIINX OMepaIiii.



9.6 | Monosas chepa

JInta ¢ reMoguelt ClioCOOHbI BECTI COBEPIIEHHO HOPMAJIbHYIO
II07I0BYI0 >K13Hb.37 XOTA CEKCya/lbHOE 3[J0POBbeE, KaK IIPaBUIIO,
HEJOCTaTOYHO OLIEHMBAIOT B OOBIYHOI IIPAKTIMKE OKA3aHMUs
MEJMLMHCKOI TOMOLIY JINL[AM C TeMOpuINeit, HelaBHIe UCCIie-
JOBaHM TIOKA3aJIM, YTO CJIOKHOCTH B IIOJIOBOY XKM3HU Y 9TUX
JIIOfiel OTMEYAI0TCs 3HAUYUTEILHO Yallle 0 CPaBHEHMIO C Hace-
JIEHIEM B 1IeJIOM.38

TemoummaecKite OCTTOXKHEHMI MOTYT COIIPOBOXKAATHCS CEKCY-
a/IbHOIT iYCYHKIIMeElT, HAIIPUMEP, OTCYTCTBYEM TMONTO0 W
nMnoTteHuuert. bomp, 60s13Hb 607 WM TPIEM 06€360/IMBAIOIIIX
MOTYT IOB/IUATD Ha CeKCYa/lbHOE BIeUeHMe, a FeMOpuIndecKas
apTpoInaTusA MOXeT HaK/IabIBaTh (PU3UYECKUE OTPaHIIeHI
Ha TI07I0BOJ aKT.

Moot BO3pacT, KPOBOU3IUAHNUSA B CYCTABBI U MX COCTOSHIE
— BCe 9TO MIOHIDKAET YPOBEHDb CEKCYaIbHOTO 3OPOBbS; IPK
3TOM IJIOXO€ CEKCYa/TIbHOE 3[J0POBbe B 3HAYNTE/IBHOI CTEIIeH!
KOPpeIUpYeT € YXy/ALIeHIeM 06111er0 COCTOSHNA 3[0POBbs. >
JInua c remodunnert COOOLIAIOT O TOM, YTO CKOBAHHOCTD B
CyCTaBax B/IMAET Ha UX IIOTIOBYIO XM3Hb (53%), YTO OHU UCIIBI-
TBIBAIOT 00JIb B CyCTaBaX BO BpeMs MOTI0BOro akTa (53%), u
YTO He MIMEIOT a/jeKBaTHON MH()OPMUPOBAHHOCTH O CEKCY-
a7IbHOM aKTUBHOCTU.>

VHor/a B pesy/bTare MOJIOBOTO aKTa MOXKET IIPOM3O0ITHU KPOBO-
U3/IMsAHME B MBIIIIIBI (HAIPUMEP, B IIOf{B3[OLIHO-IIOACHUYHYIO),
4TO TpeOyeT aKTUBHOTO JIEYE€HNS VJIN Y3KOHAIIPAB/IEHHOTO
KOHCY/IbTPOBAHNUA [/ COKpallleHNs peluanBoB.40 (cM. I1aBy
10 «ITopaskeH1s OIOPHO-/IBUTATETBHOTO AMIIapaTa»)

Ha nonoByo cdepy Takyke MOTYT HOBIUATD OCIOKHEHIS,
BBI3BaHHBIE BYPYCHBIMM 3a00/IeBAHVAMY, TAKMMM KaK XPOHM-
gecknit BupycHblit rematut C (BI'C) u BUY-nHpekius. 40
BospacTHble 60/1€3HN, HAIIPUMep, TUMIEPTEHVS WM CaXapHBII
nuabeT, ToXKe MOTYT IIPMBECTH K IpobjieMaM B OJI0BOII cdepe,
PaBHO KaK I OIpefie/IeHHbIe JIeKapCTBEHHBIE IPeTapaThl, Ha3Ha-
YeHHBIE J/I Tepaluy COITyTCTBYIOLINX 3a00/IeBaHMIL.

B HEKOTOPBIX C/Ty4asx MOXKET IOMOYb II€POPA/IbHBIIL IIPHeM
MHTUO6UTOPOB pocdoamacTepassl 5-ro Tumna (cungeHadu,
tafamadun). O6parute BHUMAaHNUE, YTO JAHHBIE TeKapCTBEHHBIE
CpefcTBa He3HAYMTEeIbHO MHTUOUPYIOT arperaruio TpoMoo-
L[UTOB B Ta0OPAaTOPHBIX YCIOBMAX (in Vitro) 1 MOTyT BBI3BAaTh
HOCOBOE KPOBOTEUEHIIE 113-3a CY)KEHISI IPOCBETOB COCYIOB
C/IMSUCTON HOCA.

IMomyMo GMU3UIECKOTO BIMAHNUSA Ha [IOTOBYIO XU3Hb, TMLA C
reMouIneit MOTYT UCIIBITBIBATb TAKXKe IIPOOIEMBI COLIMAIb-
HOTO I IICUXOJIOTMYECKOT0 XapaKTepa B OTHOLIEHNUY CBOETO
CEeKCYaJIbHOTO 3[j0pOBbs. OnaceHnss BO3MOXXHBIX KPOBOTe-
YeHUIT 13-3a CeKCYaTbHOI aKTUBHOCTH, OTCYTCTBIE BIEYEHNA,
po6IeMbl C BOCIIPUATIEM CBOETO Tela, CTPax ObITh OTBEP-
>KeHHBIM, II0O0YHOE [IefICTBIE IeKapCTB, 60/Ib U YCTAIOCTh
- BCe 9T0, 10 MH(OPMALIUY OT JIUIL] C rFeMO(UINeil, BAUAET Ha
UX CEKCya/bHYIO XKM3Hb. 4

KynbTypHble HOPMBI MOTYT UTPATh PO/Ib B PELIEHUN YeJIO-
BeKa, 00CY’>XIaTh MM He 00CY>XKAATD MPOO/IeMbI CEKCYaTbHOTO
3[l0POBbs CO CBOMM JJOKTOPOM. HeKOTOPBIM JIIOSIM HEKOM-
(opTHO HOXHMMATD 9Ty TeMY, I03TOMY BCe Me[ULIMHCKIE
CHeIMaTNCTH B KOMaH/[e KOMIUIEKCHOTO JIe4eHN [JO/DKHBI

maBa 9: OTgenbHble acneKTbl neveHna

BIIajieTh MHGOpPMAIMElT M YMeTb BOBJIeYb MAIMeHTOB B PasTOBOP
00 MX CeKCyaIbHOM 3[J0pOBbe 11 Ka4eCTBe XM3HN. ITOT IIOfXO]
CIefyeT BHEPUTD B CTAHIAPTHYIO IIPAKTUKY OKa3aHMA MefU-
IIMHCKON ITOMOII[I, 40

TemaTocniepmus (ompepienAeTcA KaK BUAUMOE IIPUCYTCTBUE
KPOBU B CIlepMe) He ABJIAETCA PEIKOCTDIO Y MY>KUMH C FeMO-
umelt ¥ MHOTZIa MOXKET BBI3bIBATh CEPbe3HYI0 03a00YeHHOCTD
Y HUX U X TTApTHEPIIL.

TemaTtocniepmust pefKo ObIBaeT CBsI3aHa C Cepbe3HbIMU Hapy-
IIeHVAMMY, TeM He MeHee IIOCKOIbKY 3a Hell MOXKeT CKPBIBATbCA
6ortee cepbe3Hast TATOTIOTHSL, TAKVE CIyYau TPeOYIOT Aa/IbHeli-
1IeT0 VCCIENI0OBaHMA.

PekomeHpauunsa 9.6.1:
o Y B3pOCIBIX MALMEHTOB ¢ reModuINneii B paMKaX CTaH-

IAPTHOTO MeOOCTyKMBAHNSA CTe[yeT TIPOBOIUTD OIEHKY
TIPO6TeM CeKCyaTbHOTO 3TOPOBDS ISl PEIEHNs BO3MOXHBIX
TIOCTEICTBMIA, BO3HUKAMOIINX N0 TIPUYNHE BO3PACTa, KPOBO-
VI3TUAHMIL B CYCTaBbI, CYCTABHBIX 60/Ieil ¥ CKOBAHHOCTH,
MBIIIEYHbBIX KPOBOUSMAHMIT (HAIPUMEP, B OB3[OUIHO-TI0-
SICHUMHYIO MBIIIITY), KOTOPbIe MHOT/[a MOTYT BO3HUKATh BO
BpeM: NOTOBOTO aKTa.

PekomeHpauunsa 9.6.2:
o B oTHOmEeHNM MAIIMEHTOB ¢ reMOIINeN ¥ COMYTCTBYIO-

MK 3a60/1eBaHNAMY, KOIa reModuInYecKue 0CI0KHEHUS
CONPOBOXXAAITCA HAPYLIEHNAMY ITOTOBOM PpyHKIm, BOT
PpeKoMeH/yeT, YTOOBI MeTMIITHCKIEe PAOOTHUKM B IleHTPaxX
JedeHNA reMoIUINI KOMIUIEKCHO ¥ IIOC/IeOBATeIbHO
TPYIMEH T MHOTOACeKTHBII IICUXOCOIVIAIbHBIIN IIOAXO]T,
BK/THOYAKOINI OTKPBITHIN Pa3roBop O MON0BOI chepe u
KavyecTBe KU3HIL.

9.7 | McuxocoumanbHble BONPOChHI

o Toxenas I‘eMO(bI/U'II/IH CBsA3aHa C cepbesﬂoﬂ TICUXOJIOTYECKOIL U

5KOHOMMYECKOI1 Harpy3Koil, KOTOPYIO MCIIBITHIBAIOT JIIOfM C T€MO-
dumeit v yxaskuBarolye 3a HuMu . 4! Ilcuxonorndeckas u
colyanbHas MOffiepXKKa ABIAITCA BXHBIMY KOMIIOHEHTaMMI
KOMIUIEKCHOI IIOMOLIY IIPY FeMO(UINH, TOCKOIbKY 3TO 3260-
JIeBaHe MOYKET B/IMSTD Ha MHOTME aCIIeKThI IIOBCEJHEBHOI I
CeMeTHOI JKU3HIL,*2
TIcuxoconmanbHast IIOMOIIb — 9TO BaYKHBIN aCIIeKT OKa3aHMA
Me[IMLIMHCKUX YCAYT TUIAM M CeMbsIM, Y KOTOPbIX IMarHO-
CTUpOBaHa reMOGUINS U KOTOPBIE UCIIBITHIBAIOT CBS3aHHbIE
¢ 60/IE3HBIO CIIOKHOCTH.
STy HOMOIIb OKa3bIBAET COLMA/IBHBII PAOOTHMK LIEHTpa JTeYeHNsI
reMOQUINY U/UN APYTHE CIIeINaTNCThI B COCTaBe KOMaHIbI
KOMIIJIEKCHOTO JIeueHMsl. B 0CHOBHBIE 00A3aHHOCTI BXOIAT
crepyomue:
- IlpemocraBisaTh MaKCHMaIbHO BO3MOXKHBII 00bEM

nudopmannu 060 Beex chepax edeHns, 3aTpa-

IMBas pa3/uHble aCIeKThI )KM3HNU ¢ reModumert

- hU3MIeCKUIL, ICHXOIOTNYECK T, SMOLVOHATBHBII 1
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9KOHOMMYECKUIT; B 0ObACHEHNSIX MICIIO/IB30BATh TEPMU-
HOJIOTHIO, IOHATHYIO MallYieHTaM/dIeHaM X CeMeli.

- IlpenocTaB/siTh NCUXOCOLMAIBHYIO OfEPIKKY 1
KOHCY/IBTAL[UJ TTALIMEHTAM, VX POSUTENSAM Y JPYTUM
4leHaM ceMbH (BK/IIO4asi 6paTbeB 1 cectep 6e3
remModunn).

- BsaumopeiicTBOBaTh U HAIIPSIMYIO OOILATHCS C IETHMI,
6oneromymy reModuIIeit, IO BOIIPOCAM VX JTedeHNsI,
He TOJIbKO PasroBapyBaTh C MX POAUTE/SIMIAL.

- OuenuBaTh COOMOfEHIE PeXXIIMA JIedeH s (IPUBePIKeH-

PekomeHpauunsa 9.7.3:
o BOT pexomenpayer, 4T0ObI HalMeHTaM ¢ reModuneii B

IEHTPaX Te4eHN TeMOQVINN M B MANVEHTCKNX OpPraHn3a-
IUAX OBIIN IPeI0KeHbI COOTBETCTBYIOIINE IIPOrPaMMBbl,
NOMOTaloIIe 6IaroOTyYHO CIIPABIATHCSA C BO3PACTHBIMI
VM3MeHEeHVAMM IIPY CTapeHuH opraHnsma. [Ina aroro Heo6-
XOIMMO OlleHNBATh BO3PACTHbIE I3MEHEHN y Nal[MieHTOB,
TIPOBOJUTD OIIEHKY M IIPeNyNpe)KIeHNe COIMy TCTBYIOIIX 3a60-
HeBaHMi M GYHKIIOHATHHBIX HAPYIIeHNT, KOTHUTUBHBIX
¥ 5MOIIVIOHATTbHBIX CIIOCOOHOCTEI, BHIABIATD JeNPEeCCHIO I

HOCTb) ¥ IOJHUMATD CBSI3aHHBIE C STUM BOIIPOCHL.

- IlomoraTp manyeHTaM HOHMMATh U PelLIaTh IPOOIeMbI I
CTIO>KHOCTH, CBA3aHHbIE € y4eboit nmm paboTolt.

- TlooupATp BEICTpayBaHyue NalVIEHTAMY 1 YIeHaMM
MX ceMeli OAep>KMBAIOIIVIX COLMA/IbHBIX CBA3eN
(HampyMep, cosfaBas TPYIIIBI MOAIEP>KKIU MU BKITIO-
YasACh B YKe CYILEeCTBYIOLINE IIPY CBOEM LieHTpe JIeueHNs
reMoGUINY U B aLMEHTCKON OpraHU3aIn).

- CorpysHMYATD C MALMEHTCKON OpraHM3anmes s
BefleHMsI 00pa3oBaTe/IbHOM PabOTHI € MAIMEHTAMU, UX
CeMbsIMU U Me[ipaOOTHMKAMY, @ TAKXKe [Is1 aJBOKALIUY B
TOfIeP>KKY MeAMIITHCKOT TIOMOIIYN TIPY TFeMOPUINN.

- Ilpy OTCyTCTBUM COLMATBHBIX PAGOTHUKOB
3aJIeliCTBOBATh B OKa3aHMMU IIOMOLIM YUpeXX/leHN 37pa-
BOOXpaHEHNA Ha MeCTax.

- Iloppmep>xMBaTh HaMepeHNe NalYIeHTOB, YIEHOB UX
ceMeil 1 yXaKUBAIOIIVX JINI] 00CYX/aTh CIOKHOCTIH
" 1Ipo6IeMBI, CBsI3aHHbIE C ICUXITYECKIM 3[0POBbEM,
HaIpUMeD, JeIPeccuio U TPEeBOXKHOCTD.

- PacnosnaBaTb TpeBOXKHbIE CMIITOMBI BHITOPAHUA U
merpeccui (T.K. 9TV COCTOSIHMS 9aCTO BCTPEYAIOTCS IIPU
XPOHUYECKMX 3a00/IeBaHISIX), JaBaTh PEKOMEH/JALINI I
YKa3bIBaTb Ha PeCypChl, KOTOpbIe IIOMOTYT CIIPABUTbCS C

HAIIpaBIATh Ha IEYEHNE, A TAKIKE YCUINBATh COIA/IbHbBIE
CBA3U MAITMECHTOB.

9.8 | ConytcTBylowume 3a6onesaHuns

o PocT mpomomKUTENTbHOCTH YXI3HY UL ¢ reModuuert — 6aro-
Japs cepbe3HOMY IPOrpeccy B reModuIMuecKo oMoy,
BKJII0YasA JOCTYII K HafIeXKHBIM U 9()(eKTVBHBIM KOHIIEHTPaTaM
(bakTopa cBepTHIBAHVS — B TO YK€ BpeMsI IIOCTABII Psifi HOBBIX
CIIOKHBIX 3afiad. Bee 6ormbliie miofieit ¢ reModuneit JOXXUBAIOT
JI0 MOSABJIEHM BO3PACTHBIX O0/Ie3Hell CeplieYHO-COCYAUCTON
CHUCTeMBI, 0OOMeHa Bell[eCTB, OoYeK, paKa/37T0KaueCTBEHHBIX
HOBOOOpa3oBaHMIL.*?

o B pesynbrare B IjeHTpax nedeHnsA reMoGuInm Bee Jaiie Tpeby-
I0TCS y3KUe CIeLMaINCThl, B yCTyraX KOTOPBIX paHbllle PeKo
BO3HMKa/Ia HEOOXOAVIMOCTb, @ IMEHHO: KaPAOJIOTH, SHTOKPH-
HOJIOTU ¥ OHKOJIOTI. %4

« Kak mpaBuio, conyTcTByoliye 3a00/1eBaHNA Y IIOXKIBIX
HAIMEeHTOB C FeMOIIINelT CIIelyeT JTeUUTh, KOHCYIBTUPYACD C
COOTBETCTBYIOIMMM CHEVAIMCTaMy, KaK 9TO Je/laeTcs y /UL
TOTrO >Ke BodpacTa 6e3 remoduinu. OfHaKO Py 9TOM JTedeHne
crefyeT KOppeKTHpOBaTh, eCIU PUCK KPOBOTeUEeHMIT BO3pacTaeT
U3-3a IpYMeHeH)s MHBA3UBHBIX IIPOLIeAyP WM TeKapCTBEHHbIX
IIperapaToB, CIOCOOHDIX BBI3BIBATH KPOBOTEUEHN . *

STUMU COCTOSHUSIMMU.
- MoTuBMpOBaTh NALMIEHTOB Ha y4acTe B IJIOJOTBOPHOM
U IPMHOCALLEN Y/IOB/IETBOPEHME [IEATENbHOCTY loMa 1
Ha pabore.
o« CMm. Humxe 9.9 «MeguIMHCKME aCIEeKThl CTAPEHUA» —
«[IcuxoconuanbHble ACTIEKTHI CTAPEHNA».

Pak/3nokauecTBeHHble HOBOO6pa3OBaHV|ﬂ

o C BO3pacTOM yBeIM4MBaeTCA PUCK BOSHUKHOBEHMA PAaKOBBIX
3aboneBaHuil. ITO TaK)Ke BEPHO 1 B OTHOIICHNN NAIVIEHTOB
¢ remogunueit.*

o JI3BecTHO U JOKYMEHTANIBHO HOTBEPK/IEHO, YTO CPEM TTOKIITBIX
IALVIEHTOB ¢ TeMO(uINell Bblille yPOBEHb PaCIPOCTPAHEHNs
CBA3AHHBIX C BYPYCaMU 37I0Ka4eCTBEHHbIX OITyXO/ell, BhISBaHHBIX
unuiposannem BVY (Hanpumep, HeXOKKIMHCKast muMpoMa,
6a3aIbHOK/IETOYHAs KapLMHOMa, capkoMa Karomum) n BI'C
(HanpuMep, renaToLe/UIIONAPHAs KapLHOMa).46-48

o Hesacno, BmuseT mu reMmoduins Ha 9aCTOTY BCTPEYaeMOCTHU
APYTUX BUJOB paKa y JIUI ¢ reMOUINelt, ¥ HeACHO, BINAET
7 TeMOGUIINA Ha KIVHIYECKOe PasBUTHUE 3I0KaueCTBEHHOI
oIy X0y, 49-51

PekomeHpauunsa 9.7.1:

o B pamkax KoMIrekcHoro nedeHrs remogumm BOT pekomen-
AyeT OKa3aHMe MCUXO0TOTMYEeCKOI M CONMATbHOI MOAREePsKKI
TaIMIeHTaM C TsDKeIol reModuineii; B cTydae OTCYTCTBUA
TICHXOJIOTOB VIV COUMANbHBIX paOOTHIKOB ClefyeT 3afieii-
CTBOBATh B OKa3aHNMM IOMOIIIY MECTHbIE YUPEKIeH M
3/[PaBOOXpaHEHIII.

PekomeHpaunsa 9.7.2:

o BOT pexoMmeH/yeT, YTOODI IIeHTPHI TedeHUsI reMOdInn
MOMOTIa/I MAIIEeHTaM U UX CeMbAM ¢ 0Obenuuenrem i  » Cy/id 110 HOCIENHUM aHATUTUYECKUM JTaHHBIM, YPOBEHb CMEPT-

HOCTH OT paKa Cpefiyt NI} ¢ reMOpuIMelt IPAKTIIeCKI TaKOI XKe,

4TO U CPefIV HaCeTeHNA B IIeNoM°? (3a MICKITIoUeHeM CMEPTHOCTHI

OT TelaToLe/UII/IPHON KapIITHOMBI M3-3a MHPUIMPOBaH-

HOCTY XpPOHMYECKVM TeTIaTUTOM).

BXO)K/IeHMeM B I'PYIIIbI/KPYT COLMATbHONM NOAAEPKKI 1
NPUBETCTBOBA/IN UX YYaCTHE B paboTe CBOEI MaIMeHTCKOI
OpraHM3aIIIL.



o Crnenyromue GaKTOPBI yBeNNINBAIOT PUCK KPOBOTEYCHUI Y
nm1 ¢ reModuvert u pakom*:

- JCIONIb30BaHMe NHBA3MBHBIX JUATHOCTUYECKNX U Tepa-
MEeBTUYECKVX TIPOLEYP;

- TPOMOOLNTOIEHNsI, BbI3BaHHAsI XMMMOTEPATINeit 11/ VI
panguoTepanueri.

o Ilo 9T0J mpUYMHe reMOCTaTHUYEeCKOE TedeH e TO/KHO obecre-
YYBATHCS He TONBKO 3MU30AUIECKN BO BpeMsI MHBA3WBHBIX
IIPOLIeAYP, HO TaKoKe ¥ B BUIe HOCTOAHHON MPOQUIAKTUKIA B
CITy4Yasx TAKeIol TPOMOOLMTOIIEHNY, BBISBAaHHOI XMMIOTe-
panueit u/uam paguoTepanmeit.

o JloCcTOBEPHO He M3BECTHO, KaKOe KOJIMYECTBO TPOMOOIIUTOB
SIB/IsIeTCsL O€30IacCHBIM LA TALMEHTOB C reModuinelt U 310Ka-
4eCTBEHHOI! OITyXo/Ibi0. HekoTopble creluamcTbl peKOMeHYI0T
paccMaTpuBaTh TPOPUIAKTUKY C 3aMelleHreM JeUInT-
HOTO (aKTOpa CBEPTHIBAHNS [IPY YPOBHE TPOMOOLINTOB HIDKE
30x10%/1 HapsARY C NedeHreM TPOMOOLNTONeHNH,** XOTs B
IpeNBIYIINX UCCIeOBAHNAX MIPefyIaraaoch HAYMHATD IPOPU-
NIAKTUKY IIPY [aleHN1 YPOBHsI TpoMOOLIMTOB Hibke 50x10°/1
B CBA3M C PUCKOM KPOBOUS/IUAHWIL B IIEHTPATbHYI0 HEPBHYIO
cucremy (IJHC) u fpyrux cepbe3HbIX KpOBOTeYeHUIL.> (cM.
r7aBy 7 «JIedeH1e KpOBOTEUEHMIT Pa3TMIHON JTOKaIM3aLINI»
— Tabnuua 7-2)

o TlockorbKy cama o cebe TpOMOOLMTONIEHNS He JaeT aHTUTPOM-
6otmdaeckoro adekTa, CIeayeT pacCMOTPETb HEOOXOAMMOCTD
AHTUTPOMOOTUIECKOI TPOPUIAKTUKY IIPY TUIAX 3/I0Kade-
CTBEHHBIX OITyXOJIell, KOTOPbIE CBA3BIBAIOT C BEICOKVM PUCKOM
TpoMbo3a.#

o ITanmenram c reModuyest IIpy TOCTAaHOBKE PAKOBOTO AMAarHo3a,
KOTOPBIIT B 001Iell TIOIY/IALUMY CBA3BIBAIOT C IOBBIIICHHBIM
PYCKOM Pa3BUTHUA BeHO3HOI TpoMboambomuu (BTI), mpodu-
JTAKTVKA TPOMO03IMOO/INY MOXKET He TIOHA/[OOUTHCSI, TaK KaK
npu gedunnre pakTopa CBEpThIBAHNUS MALMEHThl OTHOCK-
TEeJIbHO 3aIIMIIEeHbI OT pasBuTuA BT3.5354

PekomeHpauunsa 9.8.1:

o Y namyenToB ¢ remodumeit BOI' pekomMengyeT npoBegeHue
COOTBETCTBYIOIIETO X BO3PACTy CKPMHIMHTA HA HATIT4Ie
OHKO/TOTMYEeCKNX 3a60/IeBaHmIL.

PekomeHpauunsa 9.8.2:

¢ Bo BpeMA MVIATHOCTUKN U TIEYCHUA 3/IOKAYE€CTBECHHbBIX
OIyXo/eli y manueHToB ¢ remodumeir BOI' pekomen-
AyeT BbINIOTHEHNE aHeKBaTHOﬁ[ 3aMeCTUTENbHOM Tepannmn
(daxTopoM, HACKOIBKO 3TOrO TPedyeT MUHUMM3ALUS PUCKA
KPOBOTEYEeHMIA.

PekomeHpauunsa 9.8.3:

o Ecmu y manueHToB ¢ reModuiIneii XuMMOTEPANN VTN
paguoTepanua CONPOBOXKAAETCS TAKENON U IINTETbHOI
TpomMbonuToneHueii, BOT pekoMeHAyeT HepePHIBHYIO
NpopMIAKTUIECKYI0 3aMECTUTETBHYIO TePAINIO.

maBa 9: OTgenbHble acneKTbl neveHna

PekomeHpauuns 9.8.4:

o IIpoTnmBooOmyXx0IeBasa Tepanys s MAIEHTOB ¢ reModu-
Vel ¥ PAaKOBBIM IMATHO30M JIO/DKHA OBITh TAKOJi JKe, 4YTO
PeKOMEeH/I0BaHa /LA HaceNleHN B LIe/IOM.

PekomeHpauunsa 9.8.5:

o ¥V nmanmeHToB C HEMHIMOMTOPHOI reModuINeit M PaKOBBIM
puarHosom BOI pekomeHayeT NpMHMMATD pelieHN O
npodurakTuKe BEHO3HON TPOM603MOOIUM HA OCHOBE
VHIVMBH/ya/TbHOI OLeHK! PICKa KPOBOTEYEH s M TPoMOo-
o0pa3oBaHIA y KOHKPeTHOTro nanyeHTa. Takas npodmmakTuka
y AIMIeHTOB, MOTYYAI0IINX KOHIIEHTPAThI PaKTOPa, JO/DKHA
BECTUCh IO CTPOIMM KOHTPO/IEM C TEM, YTOOBI YAEp>KUBaTh
ypoBHM (paKTOpa HIDKE IMANa30HA, B KOTOPOM HOABIAETCA
puck paspurusa BTO.

o ITPUIMEYAHWE: MenukameHTO3Has TPOMOONIPOPUIAKTUKA
y HAIVIEeHTOB C HeMHINONTOPHOI reModuines 1 paKOBBIM
AVATHO30M JO/DKHA CTIEOBATD TeM >Ke PeKOMEH/AIVIAM, YTO I
VIS BCETO HAaceNIeHVs IIPY YCIOBUY IPOBECHILA HaIeXKaleit
3aMeCTUTEeNbHOI Tepanyuyu GaKTOPOM I C yIeTOM TOTO, 4YTO
3aMeleHne (pakTopa 10 BBICOKUX yPOBHeIH, P eBhIINAIOIIX
HOPpMY, ABIACTCA NOTCHUNATbHBIM PMICKOM BO3HUKHOBEHWA

BTD.

OcTpoe HapyLeHe MO3roBOro KpoBoobpaleHus/

VIHCYNbT

o TlanmeHTsI € reModuINelt IPefPACIOIOKEHBI K TeMOpparnde-
CKJIM VHCY/IbTaM — CAMOMY Cepbe3HOMY BU/Y KPOBOU3TUAHUIT
y 9TOII TPYIIIIbI HACE/IEHNU; OfHAKO COO0IaeTCs TaKxKe 11 00
MIIeMIYeCKIX/TPOMOOTIYECKIX MHCYIBTaX.>>% (cM. T71aBy 7
«JledeH1te KPOBOTEYEHNMIT PA3/INYHON JTOKAIM3ALNI» — TAOMILA
7-2)

Oubpunnauyna npeacepauin

o Hexnamaunas pubpmursnus npepgceppuit (PIT) — aTo cambrit
PacIpOCTPaHEHHbIN TUII ApUTMIM, KOTOPYIO CBA3BIBAIOT CO
3HAYNMTEbHBIM YBE/IMYEHIEM PUCKA IMOO/INYIECKOTO MHCYIIBTA.
Yacrora 3T0r0 3a0071€BaHMs B 0011l OMYIALINN C BO3PACTOM
TIOBBIIIAETCS, HAYMHAACH OT <0,1% y manueHTOB MOIOXe 55
7eT, 10 3% y manyeHToB B BO3pacTe 65 - 69 neT 1 BIUIOTh [0
9% y nanuenTos crapuie 80 net.>’->

o Pesynbrarbl HeaBHIIX MCCIIE[OBAHNII TOKA3BIBAIOT, YTO 3a00/IeBa-
eMoCTb (puOpU/IIALIeIt IIpeficepANil Y MAlNeHTOB ¢ reMOumest
AHAJIOTMYHA YPOBHIO, 3aPErMCTPUPOBAHHOMY /IS KX POBEC-
HUKOB B 00111elT ITomy s, 5

» Her ocHOBaHMII OMararh, 4TO y MAIVIEHTOB C reModuImest 1
bubpunnALMeit IpefcepAuil CyecTBYeT 3aluTa 0T TPOM60-
9MOOIIMYECKIX OC/IOKHEHUIL.

o JledeHMe HeK/IaIIaHHOI GUOPUIIALUY NIPENCEPAUIl BKITIO-
JaeT CTpaTermy puTMOBOXIIEHN A, TaKM€ KaK KapamoBepCna
NN a6HHIlI/[H; OJHAKO NaHHbI€ CTpATETVN HE BCETa CHUMAIOT
HeoOXOMMOCTDb aHTUKOATY/LIHTHOI Tepammu.>*

o Kywactuio B oTO0pe manneHToB ¢ reMoQpuneil, IMeIuX
BBICOKYIO BEPOSITHOCTD YCIIELIIHO Kap/{MOBEPCUI, JOIDKEH
IIPUBJIEKATHCS KAPAMOJIOT LeHTPa JIedeHs reMopumn.
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OKKJIIO3UA YIIIKa IeBOTO TIPeficepiA MOKET CTaTh BAPMAHTOM
JledeHVIst IS Mal[IeHTOB C HeK/IallaHHON GrOpIsLmeit mpen-
CepyVit U1 BBICOKUM PUCKOM KPOBOTEUEHUIT 11 Kapyt0aM60/n. o1
Y manyeHToB 6€3 reMOpparn4eckoro ayaresa pelieHue o
AQHTUKOATYTIAHTHOM JIedeHVUN pyu GUOPUIIIALNY Tpencepanit
NIPMHMMAETCs 4Yepe3 COOTHeCeHNe pUCKa BO3SHUKHOBEHMS
MHCY/IbTA Y KOHKPETHOTO MalJeHTa (CYMTaeTcsA Mo IMKae
CHA,DS,VASc) ¢ orjeHMBaeMBIM PUCKOM KPOBOTEUEHNs 13-32
IIPOBOAMMOY aHTUKOATY/IAHTHOI Tepamyy (PUCK KpOBOTEUEHNA
B CBSI3M C aHTMKOATY/ITHTHOI Tepanueit npy Gpuopuuisimm
npeacepauii Jist 001eil IOMy/ISIUM PaCCYNTBIBAETCS IO
mkane HAS-BLED).54

Kaxue-m160 maHHBIe, OATBEPXKJAIOIIYIE VY OLIPOBEprarolie
rumnotesy, yto mkana CHA»DS,-VASc u mxana HAS-BLED
O[IMHAKOBO NIPMMEHVMBI 1 Y HAI[MIEHTOB C reMopuIne,
OTCYTCTBYIOT.>450

PykoBopicTBa 110 TedeHNIo GuOPUIALINY TIpeACepAuil  maly-
€HTOB ¢ reMo(uIneil, OCHOBaHHbBIE Ha I0Ka3aTe/IbHOI Oa3e,
OTCYTCTBYIOT.

PekomeHpauuns 9.8.6:

ITanuenTOB c reModuMell ¥ HeKIanaHHo GuOpIILAIMeI
Npecepaii JO/DKHBI T€INTh MEUIVHCKIE TPYIIIbI, COCTO-
SANIE U3 OTBITHBIX FeMATONOTOB U Kap/IMONOTOB.

PekomeHpaunsa 9.8.7:

B®T pexomeHayeT OKa3bIlBaTh KIMHNYECKYIO IOMOIID
TAIVIEHTAM C TSOKeOM WIN CPeHeTsHKeNno reModumeit u
bubpumnAnMelt npegcepanii, yYnTHIBasA UCXOJHbIE YPOBHI
FVIII/FIX u pucK MHCY/IbTa Yepe3 COOTHeCEeHMe PUCKa
MHCY/IbTa Y KOHKPETHOTO MaIjieHTa (PacCYNThIBAETCA IO
mkane CHA»DS»-VASc) ¢ 0neHKoIT prcKa KPOBOTEYEH
13-3a IPOBOAUMMOIO AaHTUKOATYIAHTHOrO nedenus. Ilpu
9TOM OT AHTMKOATY/IAHTHOI Tepanmmy BO3/IePKIUBAIOTCA, eClIN
PMCK MHCY/IbTa NPU3HAETCA HIDKE PUCKAa KPOBOTEYEHMA.

PekomeHpauunsa 9.8.8:

IManuenTam ¢ remodummeit u GubpuIIAIIeiT Mpexcepami
IIpY BBICOKOM PUICKe KpOBOTedeHMiT 1 TpoM603M6b0mun BOT
PeKOMeH/yeT BbIMOTHATDH OKK/IIO3UIO YIIKA IEBOTO Ipef-
cepausi, 0CO0EHHO eC/y OITOBPeMeHHasl 3aMeCTUTeTbHA
tepanus geuUTHBIM (aKTOPOM CBEPTHIBAHU He IPef-
CTaBIIA€TCA BO3MOKHOIA.

ITPUMEYAHME: [Jo BbIOTHEHN A OKKIIO3MI YIIKA IEBOTO
npeacepausi MaMeHThI ¢ reModuneit u GpuOpuIALIEN
NpefCepANIi JOKHBI IPOIITH UHAVBUAYATBHYIO OL[EHKY
PpUcKa KpoBOTeYeHUs U TPoMO03MO 0L caMa IpoLeaypa
MPOBOAUTCA B KOHCY/IBTALUH C KAPUOTOTOM.

PekomeHpauunsa 9.8.9:

B oTHOILIeHNM MAIMEHTOB C reMounanes, y KOTOPbIX
PYCK BOSHUKHOBEHNA MHCY/IbTa (B CBA3H C HEK/TAIAHHOII
pubpuIIALeit IpecepAuil) BBICOKWII MU ePeBelIBaeT
PUCK reMopparn4eckux ocnoxHenuii, BOI' pekomenpyer

THIaTeIbHOE M3yYeHMe BO3MOKHOCTY IPUMEeHEeHN
AHTHUKOATY/ISHTOB.

ITPYIMEYAHVIE: Bo160p MeXXay mepopaTbHbIMU AaHTHKOA-
rynsaatamu npsamoro aeiictsus (IIIIOAK) u anTaronucramu
putamnua K (ABK) 3aBUCHT OT MeCTHBIX IIPOTOKO/IOB TeYeHN,
HaIN4YMs AHTUTOTOB A1 MpeKpalieHna aHTUKOATy AN
¥ BO3MOXKHOCTY NOJIeP>KaHMA aJJeKBAaTHBIX OCTaTOYHBIX
ypoBHei1 ieGUIUTHOTO paKkTOpa CBEepTHIBAHNUA.
IIPYUIMEYAHME: HecMOTps Ha OTpaHNMYEHHOCTD JOKa-
3aTeNbHOIT 6a3bI MO TAKMM Ha3HAYEHNAM Yy HAI[IEHTOB C
reMogueii, 60TbIIMHCTBO SKCIEPTOB IpeIaraeT nopaep-
JKMBAaTh OCTATOYHYIO AKTMBHOCTH AeduiurHoro ¢pakTopa
CBEPTBHIBAHNA C YYeTOM MHAMBUAYATbHBIX 0COOeHHOCTEl
nanyeHTa Ha ypoBHe >15-30 ME/p1 npu mpoBeeHMM aHTUKO-
ary/ISTHTHOJI Tepanyy B CBA3M ¢ GUOPIIIALNEI Ipecepamii.
IIPVIMEYAHME: IIocKkonbKy TepaneBTUYeCKNI1 OTBET Ha
IIITIOAK u ABK MoxeT 6bITh pasHbIM, peLIeHNs] ITO IIPOBe-
JAEeHMIO AHTUKOATY/IAHTHOI Tepanuu JO/KHbI MCXOAUTD 13
VHIMBYUYaTbHOTO MOAX0AA K HAlMeHTy M MPUHUMATbCS
COBMECTHO C KapJIMO/IOTOM.

PekomeHpgauus 9.8.10:
o ITanmenTaMm ¢ MHrMO6MTOPHOI reModuINeil aHTUTPOMOO-

TUYeCKas Tepanus, KaK NPaByIo, IPOTHBOIOKa3aHa.

o HCO6XOI[I/IMI)I [OMNOTHNUTENbHDIE MICCIIEAOBAHNA /I YTYIIIEHNA

HOHMMaHMA 6e30MaCHOCTY AHTUTPOMOOTUYECKON TepaIum y
HAIMeHTOB, HAXOAAIMXCA Ha JIeYeHUY SMUIU3YMaboM, TIpu
remodunnu A, ocnoskHeHHoI nHIMO6UTOpamu K FVIIL

BeHo3Has Tpomb603mbonna/Tpom603
o Cunraercs, uto fe¢punut pakTopa CBEpTHIBAHNS 3alLlNIaeT

[ALMEHTOB ¢ reMOuINel OT pasBUTUS BEHO3HOI TPOMOO-
ambomuu (BTI).

CnonranHaa BTO HeTunmyHa 114 MalyeHToB ¢ reMopumer,
B TOM YNCIe U JJIS1 JINLL C HACTIeICTBEHHOI TpOoMOObuINelt.
OnHako BMeCTe ¢ TeM CO00IIIanoch o cnydaax BT, cBasaHHbIX
C XUPYPIUYeCKUMU BMeIIaTeNbCTBAMI (HaIIpuMep, TIpY TIOTHOM
SHJIOTIPOTEe3VNPOBAHIY KOTIEHHOTO VIV Ta300epeHHOr0 CyCTaBa,
1160 Ipy 6ONBIIOM XUPYPrIIeCKOM BMEIIATENbCTBE HA OpraHax
OPIOLIHOII ITOTIOCTY U3-32 OHKOJIOTMYECKOTO 3a60/IeBaHNA).
Bbl10 BRIIBMHYTO IPEAIIONOXKeH)e, YTO B TaKOM KIMHMIYe-
CKOJT CUTYalluM eCcTeCTBeHHas 3amuta or BT 6pi1a ocmabieHa
BBefieHMeM OOTIBIINX /J03 KOHIIEHTPATOB IeUIINTHOTO aKTopa
CBEPTbIBaHNA.0% 64

VIHTeHCHBHAsA 3aMeCTUTe/NbHASA TEPAINA C IOMOIbIO KOHIIEH-
Tpata nporpom6uHoBoro komiuiekca (KIIK) y maruenTos ¢
remodunueii B cmocoOHa mpuBecTy K HAKOIIEHNIO (PaKTOPOB
ceepThiBanuA 11, VII X, 94T0 MOKeT CBA3BIBATHCA C IIOBBI-
LIEHHBIM PUCKOM pa3Butua BT3.6

VIHTeHCMBHAsA Tepamnus C IIOMOLIbIO IIPeIapaToB IYHTUPYIO-
II[ETO [IeMICTBISI MOXKET OBITh TAK)Ke CBsI3aHA C IOBBIIIIEHHBIM
puckoM pazsutus BT2.546

OnHOBpeMeHHOe IIpJIMeHeH e IMULINM3yMaba 11 aKTUBUPOBAH-
HOTO KOHI[eHTpara npotpobmuuoBoro komiekca (aKITK)
TaK>Ke MOXXeT NMIPUBECTU K TPOMOOTUIECKIM OCTIOKHEHMAM,



BK/Mo4ast BT u TpoMOOTHYECKYI0 MUKPOAHTMOIATIIO.% (CM.
rnaBy 8 «V/IHIMOUTOPHI K GaKTOPY CBEPTHIBAHNIA»)

B Hacrosee BpeMsi HeT Hay4HO 06OCHOBAHHOT'O KOHCEH-
cyca o ToM, Kak neuntb BT3O y manueHToB ¢ remodunmeii.
BbicKa3pIBa/IoCh MPEIONIOKEHME, YTO MOYKHO BBOAUTD aHTHUKO-
ary/IAHTBI B TePANIEBTIYIECKIIX [J03aX, €C/TU YPOBHY HeUIMTHBIX
($haKTOpOB CBepTHIBAHNUA YAep>KUBatoTcA Bbiire 30 ME/mn*t nmn
Boime 15 ME/mn.>4

TeMocTaTHyeckui OTBET Ha Ipernapar IyHTUPYIOLIETO IefiCTBIA
3a4acTylo HenpepckasyeM. 1o aToit mpudnne aHTUTPOMOOTH-
YyecKye CPefiCTBA JO/KHbI IPUMEHATHCA TOIBKO Y IALMEHTOB
¢ reModMIMelT U BLICOKOPearnpyoIlMI UHIMOUTOpaM,
Y KOTOPBIX TIOBBIIIIEH PUCK PasBUTUS TPOMO030B. B penxux
CIy4asiX PUCK OCTABIEHHOTO 0e3 JiedeHsI TPOMO03a MOXKeET
IepeBeCUTDb PUCK TeMOPparndecKux OClI0KHeHMIA, U, CIIefj0-
BaTeNTbHO, 000CHOBATH NMPYMEHEHNE aHTUTPOMOOTUIECKIX
npemnaparos. (B oTHOLIEHNN NTALMEHTOB ¢ MHTUOUTOPAMH CM.
rnaBy 8 «V/IHIMOUTOPHI K GaKTOPY CBEPTHIBAHNA».)

PekomeHpaunsa 9.8.11:

o Ilpu npoBemeHNN XUpPypPru4ecKoro BMelIaTeIbCTBa y

MAIIEHTOB C TeMOQIINeif, MIMEIOINX BBICOKIIT PICK BO3HIUK-
HOBEHNs BEeHO3HOIT TpoM003MO 0y (HanmpyMep, py KPYIMHOI
opTOoNeaNYecKOi XUPYPru4ecKoii onepanum, KpymHoi
oIepanuy Ha OpraHax GPIONIHOI IIOTIOCTY B OHKOIOTHIN VMTH
IIPYU A/INTETBHOI MMMOOMIN3aIuy NOCIe onepanyn), BOT
PEeKOMEHAyeT OLeHNBATh WHAMBUAYATbHBIN PICK BO3SHNK-
HoBenuss BT y manmenta.

PekomeHpaunsa 9.8.12:

o B®TI pekomeHpayeT paccMOTpeTh NpMMeHEHMEe MeXaHMYeCKIX

Cnoco60B TPOMOONIPOGIIAKTUKY Y HAIEHTOB C reModu-
JIVeit, MOy YAIOLINX XUPYPIUIeCcKoe Tede e, CBI3aHHOe C
BBICOKVIM PHCKOM BE€HO3HOII TPOM003MO O/ U reMopparu-
YEeCKMMMI OCIOKHECHNAMMN.

IIPMUMEYAHMUE: B ornuune oT MeZMKaMEeHTO3HO
TPOMOONIPOPIIAKTIKY, MeXaHIYeCKE CIIOCOOBI TPOMGO-
NpOoPUIAKTUKY He CBSI3aHBI C PUCKOM reMOpparm4ecKmx
OCTIOKHEHTIIL.

PekomeHpaunsa 9.8.13:

o [l manyeHTOB ¢ reModuIneil, y KOTOPbIX COOTHOIIEHE

pUCKa KPOBOTEYEHUIT B CPABHEHNN C PUCKOM Pa3BUTUS
BEHO3HOIT TPOM609MO0/INY CKIA/[bIBAETCS B O3y MEN-
KaMeHTO3HoIt TpoMbonpodmiaktuku, BOT pekomenayer Ty
JKe Te4eOHYI0 IPAKTUKY, YTO U /I 0011el HOmy/ AUy, Ipu
YCIOBMM IPOBEieH:A aleKBaTHOI 3aMeCTUTeTbHOI Tepanuim.
IIPUMEYAHME: Pemiennio o0 npoBefeHNN aHTUKOATY-
JITHTHOJ TePAIy y MAIieHTa ¢ reMoQuinesi Bceraa Jo/DKHA
MpeJIIeCTBOBATH OL[€HKA CYI[eCTBYIOLINX Y HeT0 MHAVBULY-
ATBHBIX PUCKOB KPOBOTEYEeHM M TPOMO03a. Y HEKOTOPBIX
MAIMEHTOB ¢ reMoQIIINeli PUCK HEKOHTPOITUPYeMOro KPOBO-
TeYeHIsI MOXKET IePeBECUTH IUTIOCHI OT AHTHKOATY/ISIINIM.

maBa 9: OTgenbHble acneKTbl neveHna

PekomeHpauus 9.8.14:

Y nanueHTOB ¢ remodunneit 6e3 nHrn6uropos BOT
PEKOMEHIyeT MCIOIb30BaTh NPOPUIAKTIIECKNE JO3bI
AHTHMKOATYISHTOB, TONHKO ITOC/Te 06ecIeyeH st TeMOCTATI-
YeCKOT0 KOHTPO/IA € IIOMOIIBIO a/leKBAaTHOI 3aMeCTUTEeTbHO
Tepanmei.

ITPUMEYAHME: AHTUKOATryIsAHTHI HENb3A NIPUMEHATD,
€C/IN PUCK HEKOHTPOIIPYEeMOT0 KPOBOTEYEHM: IPEB30IieT
TUTIOCBI OT AaHTUKOATYIIAINIL.

ITPYUMEYAHME: OTa pekoMeHganu: He OTHOCUTCA K ITaLiN-
€HTaM C MHTOMTOPHOIT reModuIeii, KOTOPBIM, KaK IIPaBIIIO,
AHTUKOATYIAHTHI IPOTHBOIOKA3aHbI.

PekomeHpaunsa 9.8.15:

ITpu ocTpom smu3oe BeHO3HOI TPOMOO0IMO O Y AIMEHTOB
c remounneii 6e3 narnéuropos BOI' pekomenpyer npume-
HeHJe BbICOKOMHTEHCHBHOMN aHTUKOATY/IsAHTHOMN Tepanmuu
C MMHUMAJIbHOI NPOJO/LKUTETbHOCTBIO MO IPUKPHITHEM
3aMeCTUTEIbHOI Tepanuy (aKTOPOM CBePTHIBAHUA U IIOT
NPUCTATHHBIM KIMHIYECKNM Y Ta0OPaTOPHBIM KOHTPOIEM.
IIPUMEYAHME: OTa pekoMeHAansa He IpMMeHNMa K
MaMeHTaM ¢ MHIMOUTOPHOIT reModuineii, KOTOPHIM, KaK
NPaBU/I0, AaHTUKOATYIAHTBI IPOTHBOIOKA3aHBbI.

Heo6X0p1MBb! JOTIO/THUTE/bHbIE MCCIEFOBAHNS IS YTy dLIeH s
HOHMMaHMs 6€30MaCHOCTI AaHTUTPOMOOTUYECKOIT TepaIn y
[ALMEeHTOB, HAXO[AIIMXCS HA JIeYeHNN SMUL3YMaOOM IIpn
remo¢unu A, ocno>kHeHHo MHIMO6UTopamu K FVIIL

MeTabonnueckni CUHEPOM

MeTabonudecKuit CMHAPOM CBA3BIBAIOT C OXKMPEHIEM U TUIIO-
puHamueit. O6a COCTOSHMS PaCIpOCTPAHEHBI CPefiy [ALMEHTOB
¢ reMouMelt CTapIIero BO3pacra 13-3a TsDKeol reMopuin-
4JecKoJi apTponarum. 3

B pasBuThIx cTpanax oxupenne (Hpekc Maccol Tena [VIMT]
>30 Kr/M2) sIBJISI€TCS OHOI M3 CaMbIX Cepbe3HBIX IIPO6TIEM CO
3/J0POBbEM KaK CPeJiyl BCEI'O HACe/IeHM, TaK U CPeJy TaLn-
eHTOB ¢ reModueir.5” Takxe pacTeT 1 KONYECTBO MALMEHTOB
¢ reModuinert, MMeIomUX M30BITOYHBI Bec.58

Oxxnpenne BiusieT Ha GU3NYECKYIO aKTUBHOCTD U Y AeTelt, % u
yB3poc/bIX.”? VI X0Ts1 MccIefoBatmii, rie 6bl pacCMaTpyUBaIoOCh
B/IVSIHYE OKMPEHNS Ha IAIMeHTOB ¢ reModuneil, HeMHOTO,
HO eCTb CBU/IETE/IbCTBA, YTO M30bITOUHBII BEC OKa3bIBaeT
CylLleCTBEHHOE BO3/IeVICTBIE Ha 00beM ABIDKEHNS B CyCTaBax
HIDKHMX KOHEYHOCTE, Ha UX QYHKIMOHA/IbHbIE BO3MOXHOCTI,
a TaK)Ke Ha CyCTaBHYIO 60JIb 11, BO3MOXKHO, CM/IBHO B/IMSIET Ha
ob1ee Ka4ecTBO XMU3HIM. 172

JIiHuit BeC ¥ OXKMPeHME MOTYT II0-Pa3HOMY BIAMATDH Ha
JaCTOTY KPOBOTEUEHMIT: y HEKOTOPBIX IAIIMIEHTOB C M30bI-
TOYHBIM BECOM/O>KMPEHMEM KPOBOTEUEHNUS CIyYalOTCA PeXe,
OJIHAaKO 3TO MOXKET OBITh CBSI3AHO CO CHVKEHHBIMI YPOBHAMM
(b13MIecKolt aKTUBHOCTH; C IPYTOil CTOPOHBI, TPy reMOGIInm
y HAIMEeHTOB C OXXMpeHneM HaOMI0jaeTCst TeHeHIVS K YBeTn-
YEeHII0 KPOBOVB/IMAHMIL B CYCTABbI [10 CPABHEHMIO C OO/IbHBIMI
remouneit 6e3 oxyperns.’
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o Y manmeHTOB ¢ reMouUINel, CTPaJAIOIINX OXKUPEHNEM,
3aTPYJAHEH BEHO3HBII JOCTYIL. A 5TO MOYKET MeIlaTh VIM CaMo-
CTOSITEILHO MTPOBOAYUTD MHPY3MH, TAKUM 00pasoM yXy/last
CllefloBaHUe PeXXUMY IpOopIIaKTUIeCKoro nedeHns.” [lpu
HEIIOJTHOM COO/TIOfieHNN IIPOQIUIAKTHYECKOr0 PeXIMa KO-
4eCTBO CYCTaBHBIX KPOBOUSIUAHNIT MOXKET YBETMIUTHCSA, YTO
B UTOTE YCU/TUT FeMODUINIEeCKYI0 apTPOIIATIIO I OCTEOAPTPUT
y TAIMeHTOB ¢ reModuIneit u oXupeHnem.”

o Ilpu remoduny y naryeHToB ¢ N36BITOYHBIM BECOM JIIN OXKUPe-
HIEM II0-MTHOMY BOCCTaHaBIMBaeTCA aKTUBHOCTD (aKTopa.
Tax, y meTeit ¢ oxmpeHneM HabmogaeMoe MeViaHHOe 3HaYeHIIe
BoccTaHoBenus ¢pakropa FVIII coctaBuio (2,65) mo cpas-
HEHUIO co 3HayeHNeM (1,94) y meTeit HOpManbHOTO Beca.”+”s

o I HEKOTOPBIX TTAIIIEHTOB C OXKMPEHJeM MOXKeT 0Ka3aTbCs
3¢ PeKTUBHBIM HO3MPpOBaHIe IpenapaTa 1o 6e3>K1poBoit
Macce Tela; 3TO OHOBPEMEHHO CHIDKAEeT CTOMMOCTD JIeYeHN,
IIOCKOJIbKY PacCUMTHIBAaeTCA 10 Macce Tema. OfHaKo 1A ycTa-
HOBJICHMI OIITYMAJIbHOI JO3MPOBKMU Y KaXKJOTO ITallfieHTa
Heo6X0f[1IMO IIPOBeCTH GpapMaKOKMHETIIeCKe VICCIIeOBaHMA,
BKJTI0Yas OIIEHKY OCTaTOYHBIX I IIMKOBBIX YPOBHEII, a TaKKe
ypoOBHeit haKTOpa B JOIIOTHUTETbHbIE MOMEHTBI BpeMeHI.

» Heobxopumo, 4T06BI 1jeHTPBI JIedeHnsT TeMODIINN TIpefiia-
rajy BceM MalieHTaM BO3MOYKHOCTb KOHTPOJIA 32 BECOM JIIA
YKpeIIeHnA 350poBbs. ITO HO/DKHO BKITIOYATh CIeAyIolee:

- UHQOPMUPOBaHNE POJUTENIEN O IPaBUILHOM MUTaHNN
IUIA [leTelt, a TaK)Ke B3POCIIBIX ¢ reModuner;

- IporpaMMbI KOHTPOJIA 32 BECOM;

- ICUXONOTHYecKas MOJiepiKKa;

- IporpaMmbl QUSMYECKNUX YIPaKHEeHUIT (XKe/IaTeNbHO
o; KoHTposeM crenuamicta JIOK us rjenTpa nedeHns
reMobuInn);

- JIeKapCTBeHHasd Tepamus;

- GapmarpuyecKas Xupyprus;

- COTPYFHMYECTBO C MeApabOTHUKAMM/XMPYpPraMu, CIeIV-
ATUBUPYIOIMIUMICA Ha OKUPEHNH, VTV HallpaBJIeHNe
MAaLMEeHTOB K TAaKUM CIeIVaTuCTaM.

 bBapmarpnueckas Xupyprus Mo>keT ObITb IIPOBefieHa Mali-
eHTaM ¢ reMouIIeil Ipu MOPOUSHOM OXKMpPeHUI.”s

PekomeHpgauus 9.8.16:
o Y manmeHToB ¢ reModuineii cregyer peryisapHo U3MepATh
POCT ¥ BeC 11 HaOMI0geHNA 32 MHAEKCOM MacChI Tela.

PekomeHpaunsa 9.8.17:

o ITanuenToB ¢ reModueit U M30BITOYHBIM BECOM VLN OXKMpe-
HIUEM CTe[[yeT HANPaB/IATH 3a TOMyYeHNeM PeKOMEH/aIuit
10 IIMTAHUIO U/ VN IO KOHTPOIIO 32 BECOM.

PekomeHpauna 9.8.18:

o ITanmenTtaMm c reModuaneit 1 OXUpeHNeM 3aMeCTUTETbHAS
tepanus ¢paxropamu FVIII wnu FIX fomkHa npoBoguThCs
Ha OCHOBe 0e3)KIPOBOIl MAaCChI Te/a IIOC/Te OL[eHKN MHAVBHU-
AyanbHOIT hapMaKOKMHETHKH.

CaxapHblii guaber

« OO6 ypoBHe pacIpoCTpaHeHMs CaxapHOTO fuabeTa y Jnil ¢
remo¢ueit n3BecTHO Mano. OfHAKO BBLICHEHO, YTO IIPOLIEHT
TaKMX OOIBHBIX CPely HMOIY/IALMN C TeMO(UIINelt BbILIe, YeM
Cpenyt OOBIYHOTO Hace/eHys. 3

 HasHaveHHBI /1 IeYeHNA MHCYNIH MOXXHO BBOJIUTD MOJKOXHO,
He BBI3bIBAsI KPOBOTEUEHNIL, ¥ 0€3 3aMeCTUTeIbHOI Teparnmn
¢dakropom.’?

o Ilospimennniit Bec/VIMT y manyenTa sAB/I€TCA OGHUM U3
OCHOBHBIX (PaKTOPOB PICKA PasBUTISI HE TOJIBKO CaXapHOTO
nuabeTa, HO 1 aTePOCKIIEPO3a, CepAeIHO-COCYANCTHIX 3a007Te-
BaHMII U JaJIbHENIIEr0 IOBPEXKAEHNMS CYCTaBOB C apTPOIIATHEIL.
Io aT0it IpUYMHE PeKOMEHYeTCst PpusydecKast aKTMBHOCTD 1
nedeOHast GM3KY/IbTYpA C Lie/IbI0 IPEFOTBPATUTD Aa/IbHElIIIIee
YXYJILIEHNE COCTOSHMA CYCTaBOB. 43

PekomeHpgauus 9.8.19:
o ITammeHThI € TeMOdMINEN JOMKHBI IPOXOANTD TAKOI JKe
CKPMHMHT Ha Ha/ImuMe Auaéera, KaK i HaceTIeHIe B LIe/IOM.

PekomeHpaunsa 9.8.20:

o B meyenumn mumabera Y MAMEeHTOB C reModmnMeﬁ TOKHBI
NPpUMEHATHCA T€ )K€ CTpaTerum, 410 u y BCEro HaCeIeHM.
Ha3zunaueHHBIN oA IeYCeHUA I/IHCYIII/IH MOKHO BBOJIUTDH
IIOAKOKHO, YTO HE€ BbI3bIBACT KpOBOTe‘leHMf;I " He Tpe6yeT
3aMeCTUTENbHOI Tepanuy GaKTOPOM.

3aboneBaHusa nouek

o Ilo cpaBHeHMIO C 061IelT TOMYIALMEl! Y JIUL ¢ TreMOoduIIeit
OTMevaeTcsl MOBbIIIEHHA YacToTa 3abomeBanmii modex. Kpome
TOTO, BEPOSITHOCTb CMEPTH, BBISBAHHOI OTKA30M II0Y€K, ¥
MALMEHTOB ¢ reMo(uImelt mouTy B 50 pas Bblllle, YeM y Hace-
JIEHUS B 1eIoM. 4

 Bospacrarougas yacToTa 3a00/1eBaHNUIT TOYEK IPYU reMOIIIN
y manyeHToB 6osiee CTapIIero BO3pacTa, BEpOATHO, CBsA3aHA C
CoYeTaHMeM HeCKOIbKIX COMTYTCTBYIOMINX (paKTOPOB prcKa: 4445
- IIOXXWJION BO3PAacT;

- IPUHAIIEKHOCTDb K He6eIOMY HacCe/leHUIO;

- TUIepTeH3Nus;

- IOYeYHble KPOBOTEUEHNs B aHAMHe3€e I reMaTypus,
BO3MOXXHO, B Pe3y/IbTaTe IOBPEeX/IeHNUA CTPYKTYPbI
IOYeK;

- BUMY-undexuns u KOMOMHUPOBAHHAsA AHTHPETPOBH-
pYyCHas Teparus;

- IpUMeHeHMe aHTU(PUOPUHOMUTNIECKNX AMUHOKICIIOT.

o Ilo aTOI MIpUYMHE CpeAn MALNEHTOB ¢ TeMO(UINell MOXeT
pacTu moTpe6HOCTD B Aranuse.

o BbI60p MEXNy IIepUTOHEeaTbHBIM JUA/TN30M Vi T€MOANATN30M
y HAaLMEHTOB, HYXX/JAIOIINXCsA B 3aMECTUTE/IbHON ITOYeYHOI
Tepamui, 3aBICUT OT MHAMBUYaIbHBIX 0COOEHHOCTeI! ITalu-
eHTa (HampuMep, y MalMeHTOB ¢ LUPPO3OM U/MIM aCL{UTOM
MMeeTCs HOBBIIIEHHDI PUCK NHPUIUPOBAHY).

o B Teopun neputoHeanbHbI AMANN3, TP KOTOPOM IPUKPBITHE
(akTOopoM TpebyeTcs ML BO BpeMst yCTAHOBKMU KaTeTepa, Ipei-
noutuTenbHee remoauanusa. C [pyroit CTOpOHbI, IPOBEECHIE



IIEPUTOHEATIBHOTO MAJIV3a CBA3AHO C BBICOKVIM PUCKOM IEPUTO-
HeaJIbHbIX MH(EKIINIT, 0COOEHHO Y MAIMeHTOB, MHOUIMPOBAHHBIX
BupycoMm remnaruta C u BUY. Takum 06pasom, 3a4acTyro BbIOU-
paloT TreMoAMann3, IpUMeHss rellapyH U OHOKPATHYIO 03y
KOC o u mocre Kax/joit polepybl. 4+

o IIpu BrIGOpe remMonmanusa 06s3aTe/IbHa yCTAHOBKA YCTPOIL-
CTBa LIeHTPaJIbHOTO BEHO3HOTO fjocTyna. Ilepes BHepeHneM
3TOTO YCTPOICTBA YPOBHM (HaKTOpPa O/DKHBI OBITH B AUATIA30He
80-100 ME/ny1, a 3aTeM nopsiep)XKuBaThCA B Ipefenax ot 50 1o
70 ME/nn B TedeHne 3-X JHeI MOC/Ie YyCTAaHOBKI.4>77

OcTteonopos

o DbbI10 BBIABIIEHO, YTO MUHEpaIbHAA ITIOTHOCTD KOCTHON TKaH!
(MIIK) y nmui ¢ remodunneit Hyoke. [ToBblIeHHOE YMCIIO
CYCTaBOB C apTponaruell, IoTeps CyCTaBHON IO/IBM>KHOCTH
7 aTpoUS MBI, IPUBOJAIIAS K TUITOAVHAMNY, CHVDKAIOT
nokasarenb MIIK.7879

 HescHo, Tpebyercsi u peryIsipHO KOHTPOIMPOBATh KOCTHYIO
Maccy y MalueHToB ¢ reModuInest; BO3SMOXHO, 9TO ObUIO Obl
L1eneco00pasHo Jie/aTh JIA MaLIeHTOB C BBICOKVM PYCKOM VTN
C HECKONIbKMMU (PaKTOpaMM PUCKA.

o Cpeny MONOABIX NALMEHTOB HYYKHO TIOOIPATD YIPAaXKHEHMA C
HarpysKoii ¥ 3aHATHA NOAXOAAIMMI BUJAMU CIIOPTa, KOTOPbIE
cr10co6CTBYIOT GOPMIPOBAHNIO 1 TIOfAEPYKAHIIO XOPOILLIeit II/I0T-
HOCTY KOCTHOJI TKaHV IIPY YCTIOBMM, YTO COCTOSIHYE CYCTAaBOB
IalMeHTa 9TO N03BOJIsAET. B TaKOM Ciydae KocTHas Macca Oyner
HabMpaThCs, a PUCK [JA/IbHENIIIEro 0CTEONOPO3a - CHIDKATHCS.

o Ilnmessie go6aBkm ¢ KanbuyeM 1 ButaMmuaoM [I wm 6mcdoc-
(OHATBI CIeAyeT pacCMOTPETD IS ALMEHTOB C BbIAB/ICHHO
OCTeOIIeHNelT; TTepe] HadyaIoM JUIMTeIbHON Teparmu 6ucgoc-
(oHaTaMy MALMEHT JO/DKEH MPOIITI OLIEHKY y CToMaTo/ora. 8081

HereHepaTtuBHOEe 3aboneBaHue CyCTaBOB

o Paspymenne cyctaBoB IporpeccupyeT IOUYTHU C IMHEHOM
3aBJICYMOCTBIO OT BO3PACcTa He TONBKO Y TTAIMEHTOB C TSKETOM
reMouIMell, HO 1 B CPeIHETSDKENBIX CTydasx.

o Cnoco6cTByROIMMI 06CTOSITENBCTBAMY BBICTYIIAIOT OCTEO-
TIOPO3 I OCTEOTIEHVIS, MAJIOTIOBVKHbIN o6pa3 SKVI3HU, JIVIITHUI
Bec 11 OXXupeHne.*

o B CBA3M C IOBBILIEHHOI! YaCTOTO CYCTAaBHBIX 3a00/IeBaHMIT HE0O-
XOMMBI CTPaTerny, HalpaB/IeHHbIe Ha UX IIPeAyIpeXieHNe.
BropuyHas npoduiakTiKa CHIDKAeT YaCTOTY KPOBOTEUEeHMIL,
onHako ee 93¢ PeKTMBHOCTD B YAYUIICHNN OPTOIEANIECKO
(yHKIMM He ObIIA Y€TKO YCTAHOB/IEHA. 45

o Cwm. Taxxe rnaBy 10 «IlopaskeHMs OIIOPHO-ABUTATEILHOTO
ammaparar.

PekomeHpaunsa 9.8.21:

Y Bcex manueHToB ¢ reModueii cregyer NOOIPATH Pery-
NsApHbIe 3aHATHS PU3NIECKOIT AKTMBHOCTHIO U aJeKBaTHOE
noTpedIeHne Kanapuys u ButamMmuHa J1.

o IIPUIMEYAHMUE: IIpu 3a60oneBaHuAX 1 TpaBMax OMOP-
HO-JABUTATETHHOIO ANIApPaTa y MAMEHTOB ¢ reMOopuIneit
momkHa npooauthesa JIOK u peadbunmnranusa nox Habro-
menuem crenquanucra JIOK, nmeroutero onsit paboTsI B
o6macTu reMopuIIIL.

maBa 9: OTgenbHble acneKTbl neveHna

PekomeHpaunsa 9.8.22:

o IlammenTaM ¢ reMouINeii Ipy 0CTEONOPO3e, HU3SKOTPAB-
MAaTUYIHbBIX l'[epeJIOMaX VI/IN MIOBBINNIEHHOM pncxe Hepe)’IOMOB
IIOKAa3aHO JIeYeHNe I/IH]II/IBI/[]IyaIIbHO l'[OJIOﬁpaHHI)IMI/I HPOTI/I-
BOOCTCOHOPOTI/I‘ICCKHMI/I npenapaTaMM.

9.9 | MeauuUNHCKMe acneKTbl CTapeHns

 Cwm. Taxke Bolme IyHKT 9.8 «ComyTcTByoMIMe 3a60/IeBaHIs»,
I7ie CopepKUTCs MHGOPMALNS O PaKe/3/I0KaIeCTBEHHbIX 00pa-
30BaHIX, OCTPOM HapYIIEHN) MO3TOBOrO KpOBOOOpalieHus/
MHCY/IbTe, GUOPM/UIALIUNY NTPEfCepAyii, BEHO3HOM TPOMOO-
aMbomuu/TpomMb0o3e, MeTabOMNIECKOM CHHIPOME, CAXapHOM
nuabere, 3a60/1€BaHNY TTOYEK U AereHepaTHBHOM 3a6oe-
BaHIY CyCTaBOB.

o BaxHO, 4TO6BI ¢ MALMEHTaMM CTAPIIEr0 BO3PACTA PETY/ISIPHO
IIPOBOAWIACh 06pa3oBaTenbHas paboTa 1 KOHCYIbTUPOBaHNE
0 HeOOXOAMMOCTH COObIIATh KOMaH/e TeMO(UINIeCKOTO
JIedeHIsI O BOSHUKAIOIIMX IPo6IeMax co 3[,0pOBbeM L TIONY-
YeHVsT HaJlTeXXallero JIeIeHNs.

o TloxmmbiM marjueHTaM ¢ reMouUIelt HeOOXORMM TaKO JKe
JOCTYII K MEAMIIMHCKOMY IIPOCBELLEHNIO I K CTPaTerusiM npodu-
JIAKTUKMY, YTO ¥ nLaM 6e3 reMO(UINy, [I/Is CHVDKEHISI PUCKa
BO3PACTHOIT 3a60/1EBA€MOCTH W/IN €€ BIIVISTHIISL

» KomaHpa neyeHns reMoGuiny JO/HKHA HEIOCPE[CTBEHHO
y4acTBOBAaTh B PYKOBOACTBE ACIEKTAMII OKa3aHVsI MEAMIIH-
CKOI IOMOLIY TOKVJIBIM JTIOJSIM 1 B PEIIeHI! BO3HIUKAIOIINX
371€Ch CJIOKHOCTeIT, a Tak)Ke 00ecrednBaTh TeCHOEe KOHCY/Ib-
THPOBAHIE U COIIACOBAHIIE [IAHOB JIEIEHI.

o TlanmeHTaM C JIETKOIT CTENEHbIO reMOUINM, BO3MOXKHO,
oTpebyeTcst yienuTb 0coboe BHIUMaHIe, IIPOBOMS /Il HUX
crieluann3npoBaHHble 0Opa3oBaTeIbHble MEPOIPUATIS IS
Pas3bsCHEHVSI OTEHIVATbHbIX IIPO0O/IeM, CBSI3aHHBIX C T€MO-
bunmert u mpounmu 3a60MeBaHNAMNA.

PekomeHpaumna 9.9.1:

o BOT pexoMeHpyeT, YTOOBI OXKWIBIM MAI[MIEeHTaM ¢ FeMOpU-
Ten npenoCTaABIANCA TaKoJ >Ke AOCTYII K MEAVITMTHCKOMY
MMPOCBEUIEHNIO N HpO(l)I/IIIaKTI’I‘IeCKI/IM CTpATErvsAM C IebI0
CHIDKEHMA PYICKA WIN BOSI[eﬁICTBMH BO3PpaCTHBIX 3aboie-
BaHI/Iﬁ, YTO 1 BCEMY HACCTIEHNIO.

PekomeHpauunsa 9.9.2:

o BOI pexkoMeHayeT, 4TOOBI KOMaHAA TeYeHNA TeMOPIINN
OBIIa HEITOCPEICTBEHHO BOB/IeYeHAa B PYKOBOACTBO aCIeK-
TaMM OKa3aHusA Me}IMI{I/IHCKOﬁ IMOMOIIN IMOKVIBIM THOIAM
U B pellleHe BO3HIKAIOLINX 3/1eCh CIOXKHOCTEIT, a TAKXKe
obecneunBana 6bI TeCHOe KOHCY/IBTHPOBAHYE VI COITIACO-
BaHIE IUIAHOB I€YCHM A.

MnepTteH3nAa

o Kak moxaspIBaroT MCCIefoBanus, y mni ¢ remoduneit (o
CPaBHEHMIO C 00IIell IOy IsLVel) TOBBIIIEHO CPefHee apTe-
puaabHOe ZaBjIeHNe, B JBa pasa 6oJIbllle [IAHCOB Pa3BUTHS
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

TUIIePTEH3WU 1 YBEeMMYEHO MOTpeb/IeHre aHTUTUIIEPTEH3UBHBIX
Iperaparos.$283

o TunepreHsust accolMupyeTcs ¢ 06BIYHBIMIU (HaKTOPaMIU PUCKa,
TaKMMIU KaK IIOXXIJION BO3PACT, CaXapHbIi AraberT, Jucin-
nupemus, nosbiieHHbnt VIMT n oxupenne. Tem He MeHee
IIPMYMHBI TOBBIIIEHHOI PACTIPOCTPAaHEHHOCTY TUIIePTEH3UN
y TIAIMEHTOB ¢ reMOQUINell OCTAI0TCA HeACHBIMM. 3485

o ITumepreH3Ns ABIAETCA XOPOIIO YCTAHOBIEHHBIM (PaKTOPOM
PpUCKa PasBUTIS CEPAeYHO-COCYAVUCTBIX 3a00/IeBaHMit, 60Ie3Hel
IIOYEK U BHYTPUUEPEITHOTO KPOBOU3IMUAHNSA; BCE 3TU COCTO-
SIHUST MOTYT BBISBIBATh OOJIBIIINE CTIOKHOCTI B OPraHMU3aLIN
Jle4eHsI alMieHTOB ¢ reModuyent.s

o BBujy HOBBIIIEHHOTO PUCKA KPOBOTEYEHMIA, IIpY TUIEPTEeH3UN
MAIVIEHTHI C TeMOVIINeT JO/DKHBI OTy4YaTh COOTBETCTBY-
IolIlee JIeYeHNe U IPOXOJNTD PETY/IAPHYI0 IPOBEPKY HaB/ICHN.

o IIpy oTcyTcTBUM APYTMX PAKTOPOB PUCKA PA3BUTHA CepHed-
HO-COCYAMCTBIX 3a60/IeBaHUIT HEOOXOAVIMO TIO/IIePXKIBATD
CTIeflyIole apaMeTphl: CUCTONMYECKOe apTepyaIbHOE /laB/leHMe
<130 MM p. CT. ¥ AMACTONNYECKOE apTepuaIbHOe JJaBJIeHN e
<80 MM Pp. CT.

PekomeHpauunsa 9.9.3:

o BO®I pexomeHpyeT, YTOOBI BceM MalieHTaM ¢ reMo et
B paMKaX CTaHJAPTHOTO JIeYeHsI PeTyIsIPHO IPOBOANIOCH
u3MepeHye apTepUaTbHOTO JaBIeHILA.

o ITPUMEYAHME: [JanHasA peKOMeHJanusA OCHOBAaHA Ha
JAHHBIX, YKa3bIBAIOIIMX HA YBeMITYeHHOE PACIPOCTPaHeHIe
apTepHaNbHOI I'MIEPTEH3NH CPefy NANNEHTOB ¢ reMopu-
el BHE 3aBMCHMOCTY OT MX BO3PAacTa IO CPAaBHEHUIO C
MY>KYIMHAMM B 0011eil IOMy/LALNINL.

PekomeHpauunsa 9.9.4:

o [Ina manuenTtos ¢ remodimeit BOI' pekomengyer nmpume-
HATD Te Ke MeTObI IeYeHN A apTepuanbHOI rUnepTeH3 N,
YTO M I 001IeNl MOy AN,

o IIPUMEYAHME: ITanueHTOB ¢ reModuneii, y KOTOPBIX
AVATHOCTVIPOBaHAa TMIIEPTEH3M A, MOTYT 1€4UTh B IIEeHTpe
NedeHNs reMOQVIINI YTV IePEeHANIPABIATD B YIPeKAeHI
NepBIYHOI METVIIIHCKOI MOMOIIY, B 3aBICUMOCTY OT IIPIH-
IMIIOB MOCTPOEHNA MECTHOII CIICTeMbI 3ipaBOOXpaHeHNA U
NIPUHATON B Hell NPaKTUKIL.

AtepocKnepoTtnyeckas 6onesHb cepgua

o lIMeroTcst fOKa3aTe/IbCTBA, YTO Y JIUIL C TeMO(UINelt aTepo-
CK/IEpO3 Pa3BUBAETCS C TAKOII K€ YaCTOTON, YTO U B 00IIelt
nomyAnun. 8687

o OpHAKO YPOBHU CMEPTHOCTH OT CEPAEYHO-COCYAUCTHIX 3a60-
JIEBAaHUI CPeJY MAIVIEHTOB C reMoq)Mnmeﬁ[ HIDKE 10 CPaBHEHUIO
¢ ob1elt monyJsimert (CKopee BCero u3-3a CHIDKEHHOI reHe-
panuy TpoMOIMHa B MeCTe pa3pbiBa aTePOCKIEPOTUIECKOIL
671Ky ) 87:88

o HewusBectHo, mpuBefeT M pacTylijee UCIOMb30BaHMe IPOQIIaK-
TNYECKOI'O JICUeHI A y TIOKWJIBIX JINII C I‘CMOd)I/UH/[eI“/I K YBC}II/I‘{GHI/IIO
CMEepPTHOCTHU OT CEPAEYHO-COCYAUCTHIX 3a001eBaHmiL.5

oV JIHIj C TSKETION, CPEeHETSKENON 1 IETKOI reMO(IInelt MoXeT
PasBUTHCS MIeMUdYecKas 60/Ie38HD CepAlia C SIBHOI KIMHITIECKOI

KapTUHOIL. B Takux cTy4asx JODKHO IIPOBOAUTHCA MHAMBU/YA-
NU3VPOBaHHOE JledeHne, Tpebyrolee TeCHOTO COTPYAHUYECTBA
MeX/y KOMaHJIOi JIe4eHUsA reMODIINI U KapAMOTOTaMIA.

o Ilpunstue pemennsi 06 aHTUTPOMOOTIUIECKOI TepaNnu y
TAIMeHTa C BPOXKJEHHOM KPOBOTOYMBOCTBIO IIPENCTABIISET
0cobyIo cloKHOCTh. HefraBHee mcciefoBaHe yCTaHOBIUIIO,
9TO aHTUTPOMOOTIYECKIE U IPOTUBOCBEPTHIBAIOLIYE [IPEIIa-
PpaThl HOBBINIAIOT PUCK TAXKEIOT0 KPOBOTEUEHM Y TAIMIeHTOB
¢ remo¢uueit (OTHOLIEHVEe IIAaHCOB = 3,5).90

o ITpu paccMOTpeHNM BO3MOXKHOCTM aHTUTPOMOOTIYECKOI
Tepamlny y MAIVIeHTOB C TeMO(UINe ClIefyeT OLIeHUTD CIefy-
IOLIMiE aCIIeKThI%:

- (eHOTUI KPOBOTEYEHNA Y HAIL[EHTA;

- VHTEHCUBHOCTb aHTUTPOMOOTIYECKOIT TePATINIL;

- UIMTENIbHOCTD 3aIUIaHVPOBAHHOI TepaINL;

- XapaKTEePUCTUKU aHTUTPOMOOTUYECKOTO IIpernapara.

o MenuuuHckue pabOTHUKM, BeTyIIVe MAI[VIEHTOB C TeMO(UINel,
IOJDKHBI MHGOPMIPOBATH VX O PUCKAX BO3HUKHOBEHMS CEpHed-
HO-COCYAUCTBIX 3a00/I€BaHMIT I MOTUBMPOBATD Ha CHIDKEHNE
3TUX PUCKOB (KypeHIe, OKupeHue, Gpusndeckie yupaxHeHNA)
VUIM Ha VIX ONTUMU3ALNIO (TUIIepTEeH3Ns, TUTlepIuIgeMus). 5

PekomeHpauunsa 9.9.5:

o ITamueHTsI C reModuIINelT JO/LKHBI HPOXOAVITH Te JKe CKPU-
HUHIU 1 JIEYE€HNE€ B OTHOILIECHN I/IHIII/IBI/IJIyaJIbeIX (l)aKTOPOB
PYICKa pasBUTHA CEPAEIHO-COCYAVICTBIX 3a00/1eBaHMIL, YTO
1 BCE HacelleHue.

PekomeHpauunsa 9.9.6:

o Ilpu cepaedHO-COCYAUCTHIX 3a00/I€eBAaHNUAX MALMEHTHI C
reModuINeit JO/HKHBI IIOTYYaTh PeryasspHOe Moy K-
BaHuIe, auanrmponam—me K Ux MH]II/IBI/I}IyaHbHOﬁ cvnyauvm
IpY KOHCYIBTUPOBAHNN C KapAIOIOIOM.

PekomeHpauunsa 9.9.7:

o ITanuenram c HeuHruGUTOpPHOI Ppopmoit remodimnu, y
KOTOPBIX AMATHOCTUPOBAHBI CEPAEeYHO-COCYAICTbIE 3260-
nesannsA, BOT pexomeHyeT IPOBOAUTD TAKOE JKe IeYeHIIe,
YTO U B 001I1eIl HOMY/IALNM, 32 MCK/TIOYeHIeM HeoGX0MOoit
BOIOTHUTETHLHOI KOPPEKIUN HAPYIIEeHUI FeMOCTa3a C
MOMOIIBI0 KOHIIEHTPaTa paKkTopa CBepTHIBAaHUS.

o ITPUMEYAHME: Pemennio o crpaTernu redeHns cepaed-
HO-COCYIMCTBIX 3a007eBaHNII y MAIMIEHTOB ¢ reModuineit
BCer/a JO/DKHA MPeIIeCTBOBATD OLIEHKA PUCKA KPOBOTeYeHMIT
¥ pUCKa TPOMO00OPA30BAHILS, @ TAKXKE TAKECTU KaPIHOIO-
IMYECKOro 3a00/TeBaHMsT; JAHHAS CTPATETNs OCYIeCTBIACTC
IpU KOHCY/IBTUPOBAHNIY C KAPAIOTOIOM.

PekomeHpauunsa 9.9.8:

« Yy IMAalIMCHTOB C I‘eMO(l)I/UII/leﬁ n BbICOKOpeaI‘I/IPyIO]J.U/IMI/I
unrnéuropamu BOT pekoMeHyeT OrpaHUYNBATH MPUMe-
HEHIE aHTI/ITpOMGOTI/I‘IeCKI/IX CpencTB, Ha3HaA4YaA VX TOIbKO
TEM IMMAIIMMCHTAM, y KOr0 pUCK HEJIEYEHOTO TPOM603a npeBbI-
mraeT puckK OCTOKHEHU npu KpOBOTEYECHUN.



ITPYIMEYAHVIE: O1a peKkoMeHAAsI OCHOBaHAa Ha HaOmIo-
JAeHUM TOTO, YTO FeMOCTATIYeCKNIT OTBET Ha NMpenaparbl
C IIYHTUPYIOIWIMM MEeXaHU3MOM [IeiiCTBU 3a4aCTYIO
HelpelcKasyeM.

IIPVIMEYAHWE: [Ins my4iiero moHMMaHNsA 6€30MacHOCTH
AHTUTPOMOOTIYECKOI TePANNH Y HAIMIEHTOB, IIOTYYaOIIIX
SMUIM3yMa6, HeOGXOIMBI JONOTHUTENbHbIE MCCTIENO0-
BaHUAL.

PekomeHpauunsa 9.9.9:

YunTpiBad BecbMa OrpaHMYEeHHOE KOMIMIECTBO JAHHBIX,
OIyOMMKOBAaHHBIX 110 AaHTUTPOMOOTIIYECKON Tepanum y
TanyeHToB ¢ reModumeitr, BOI pekomeHayeT TaTeIbHO
OIIeHUBATh PUCK KPOBOTEeYeHMIT ¥ 06pa3oBaHNsa TPOMOOB
Yy KOHKPETHOTO IaliieHTa.

ITPYIMEYAHME: Bpicka3aHo IpefIoyKeHe, YTO OCTATOYHBIN
YPOBeHb HegoCTaroero GakTopa CBepTHIBAHNA CTIeTyeT
NoAgepKnBaTh B pa3mepe >15-30 ME/nn B Xxope nBoITHOI
AHTUTPOMOOTIYECKOI Tepanuu 1 B pasmepe >1-5 ME/mn
NPU AHTUTPOMOOTIIECKOIT TePATINN OFHUM IIPenapaToM.
TeM He MeHee TaKTUKa JTeYeHNA TO/DKHA MHAVBUTYaTN3N-
POBaTbCA /1A KOHKPETHOTO MAIlIeHTA.

ITPVIMEYAHME: Pemenmne o npuMeHeHUN aHTUTPOMOOTH-
YeCKOJI Tepamyy y MafMeHTa ¢ reModuneli Bcerna JOHKHO
NPMHIMATECA € yYaCcTHEeM KapAuonora.

PekomeHpaunsa 9.9.10:

V4urpiBas OrpaHNMYEeHHOCTD OIYO/IMKOBAHHBIX JAHHBIX O
MaMeHTaX ¢ reMoQUINel, IPOIIegIINX YPECKOKHOE KOPO-
HapHoe BMematenscTBo (UKB), BOT pexkomenpyer TiarensHo
OILIEHNBATh PUCK KPOBOTEYEHNIT 11 00pa3oBaHMs TPOMOOB y
KOHKPETHOTIO ITaIlJMieHTa.

IMPUMEYAHME: Caenano npeyioxeHe, YT00bI Mpu mpoBe-
mexnu YKB y naineHToB ¢ HeMHIMOUTOPHOI reModuneit
He0o0X0IMO NOAePKIBATh YPOBEHDb HeOCTAIoNIero pakropa
CBepThIBaHMA Ha MMKOBOM ypoBHe B 80-100 ME/mn B Teyenne
BCETO BPeMeHM, TOKA IPUMEHIOTCSA TepaneBTIYecKe 03bl
AHTUTPOMOOIUTAPHBIX CPeACTB. TeM He MeHee TaKTHKA
NeYeHNs JO/DKHA MHAMBUAYaTU3MPOBAThCA I KOHKPeT-
HOTO MAI[MeHTA.

IIPYYMEYAHMVE: Penienne o npoBexeHNN aHTUTPOMOO-
TIYECKOI TepaINi 110 TAKOMY ITOKa3aHMIO BCera JO/DKHO
NMPUHIMATBCSA C yYaCTHEM Kapionora.

PekomeHpaunsa 9.9.11:

V4urbiBas OrpaHNMYEeHHOCTD OIYOIMKOBAHHBIX JAHHBIX O
nanyeHTax ¢ reMoguineii, KOTOPbIM BBIIIOTHEHO A0PTO-
KopoHapHoe myHTupoBaHue (AKII), BOT pekomeHxyet
TIaTeTbHO OLEHUBATh PMCK KPOBOTEYEHMUII 1 006pa3oBaHms
TPOMGOB y KOHKPETHOTO Ial{MeHTa.

ITPYUIMEYAHME: Bpicka3ano npepioxeHue, 4To y NalyieHTOB
¢ HenHTNONUTOPHOIT remodunueit mpu nposegernu AKIIL, xax
M IpU APYTUX GONBIINX XUPYPrUYeCKUX BMENIaTeIbCTBAX,
HeIOCTAIIT PaKTOp CBepThIBAHMS CIEAyeT HOAAEP)KIBATD
Ha NUKoBoM ypoBHe B 80-100 ME/n 0, Bo BpeMs 11 Hocie
AKIII go Tex mop, NoKa paHa He 3aKIBET B JJOCTATOYHOI

maBa 9: OTgenbHble acneKTbl neveHna

cTeneHu. TeM He MeHee TAKTMKA TeYeHNA JO/DKHA MHAVIBY-
Ayanu3upOBATHCA JJIs1 KOHKPETHOTO ITAallMieHTa.
IIPUIMEYAHME: Pentenue o npoBefeHNN aHTUTPOMOO-
TUYECKOIi Tepanmiy 10 TAKOMY NMOKa3aHMIO BCera JOLKHO
NPMHUMATBCA C yYaCTHEM KapAMoaora.

PekomeHpaunsa 9.9.12:

YuuThIBasA OrpaHNMYeHHOCTD Oy O/IMKOBAHHBIX JAHHBIX O
NanMeHTax ¢ reModuneit 1 MHGaAPKTOM MUOKap/a ¢ HONb-
émom ST-cermeHTa, KOTOPBIM He IIOAXOANT PaHHEE YPECKOKHOE
KOPOHapHOe BMelaTenbCcTBO, BOI pekoMeHayeT TIaTeTbHO
OIIEHNBATH PYUCK KPOBOTEUEHMIT ¥ CTETIeHb TAKeCTH Kapiu-
O7I0TMYeCKOT0 3a60/TeBaHN:A Y KOHKPETHOTO MAI[IeHTa.
ITPYIMEYAHVE: ITpuvenenuie puOpUHOMMTIIYECKOIT TepaNiy
MO>KHO PacCMaTPMBATh TOMBKO IOCIE MOTHO KOPPeKIINI
TeMOCTa3a ¢ MOMOIIBI0 3aMeCTUTENTbHOI Tepanuy GaKTopoM
CBepThIBAHMA.

IIPVIMEYAHVE: Pemenne o nposegenny GpuoépmHonu-
TIYECKOM Tepalnu 10 TAKOMY MOKa3aHIIO BCeINia JODKHO
NPMHIMATHCA B KOHCYTBTAIUN C KaPOTIOTOM.

PekomeHpaunsa 9.9.13:

ITpu nokasaHNAX K 3aMeHe CepAeYHOro KIanaHa y ManyueHTa
c reModuneii B mepByIo ouepenb KO/DKEH paccMaTpu-
BATHCS OMONMOTMYECKMIT MPOTE3 KIANMAHA, YTOOBI N30€eXKaTh
NOTPeOHOCTY B AaHTHKOATY/IALNI HeoIpeIe/IeHHO POOT-
JKUTETbHOCTI.

lunepxonecmepu+Hemus

Coob1raeTcst, 9TO CpefiHIe YPOBHY XO/IeCTepPIHA Y TAI[EHTOB
¢ reModuIMell HIDKe, 4eM B 0011elt Tomymarui.’! Y HOXKMIbIX
IAI[EHTOB C reMO(UINeli, NMEIOLINX PUCK CePAEUHO-COCYANU-
CTBIX 3a00/IEBaHUIA, C/IEAYET U3MEPSITh YPOBHI XO/IECTEPUHA
(o6mmit xonecrepus, ¢ppaxkuyu JITIBIT n JITTHIT).

ITpu BBICOKMX YPOBHSX XOJIECTepIHA II0Ka3aHo nedeHne. Kak
IIpaBUJIO, COOTHOIIEHNe 0b11ero xonecrepuHa k JITIBII He
TOJKHO IIPEBIIIATD 8.

PekomeHpaunsa 9.9.14:

V manuenToB ¢ reModuneii TeYeHe InmepxonrecTepuHeMmmn
TaKoe >Ke, KaK I B 00111ell MOy IANUN.

lMcnxocoymanbHblie acneKTbl CTa peHunA

Y MOXWMIBIX MALMEHTOB C TeModunelt 60o/le3HeHHasA, NHBA-
JIMAN3UPYIOLIAsl apTPOIATISI MOYKET IOB/IVSTH Ha Ka4eCTBO
JKV3HY ¥ TIPUBECTH K TTOTEPE CAMOCTOSITETbHOCTIL.?
TTo>xuIble ManmeHThl MOTYT CTOIKHYTHCS C HEOXKMIAHHBIMM
9MOLMOHATIHBIMY IIPO6/IeMaMIt M3-32 BOCIIOMIHAHNI O Tiepe-
JKITOM B MOJIOf{bI€ TO/{bl HETATVBHOM OIIBITE, CBSI3AHHOM C
remodunneit (Hapumep, rocnuTanu3anun).s

Jl1s1 yydiiieHyist KauecTBa >KU3HM 1 COXPAHEHNUsI CAMOCTOSATENb-
HOCTH CTIefiyeT OCYIIeCTBUTD IIPUCIIOCOONTETbHBIE IBMEHEH s
moMa 1 Ha paboTe, a TaK)Ke IIPUMEHITh COOTBETCTBYIOIIVE
MeTOAVKY 06€300/TMBaHMSL.
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e AkTuUBHasA IIcuxoconnaabHasd MoAAep KKa JO/IKHA obecrieyn-
BaTbCA COUMA/IbHBIM pa6OTHI/IKOM, Me]lCGCTpOI?[ I‘eMO(i)I/IHI/I‘leCKOI‘O
l'IpO(i)I/I}'IH, JIe9allliM BpaioM VI/ VTV TICUXOTIOTOM.

o E)KCI‘OHHBHZ OCMOTp ITaliM€HTa B EHTPE I€IE€HNA reMoq)Mm/m
JaeT XOpOouy0 BO3MOXXHOCTD /1 OLI€HKN MEHAIOIINXCA C
BO3pacTOM HOTpe6HOCT€I7[ TTajeHTa " IIPpUHATNA COOTBETCTBY-
OINX MEp. Cne,uyeT HaIIpaBJ/IATDH ITIALIMEHTOB 3a MMO/TyY€HNEM
COOTBETCTBYIOIMX YyCIIYT ¥ pECypCOB Ha OCHOBE BBISIBJIEHHOM
H€O6XOI[I/IMOCTI/[ U IO COITTAaCOBAaHUIO C MMAlIVIEHTOM.

PekomeHpauus 9.9.15:

o B cBA3M ¢ Tem, YTO B3pOCIbIe MAIMEHTHI ¢ TeMOIIIeI 0
Mepe CTapeHUs MOTyT Iepe;KMBaTh MHOIOYMC/IeHHbIE U3Me-
HEHNA TNYHOTO Y COUMATIbHOTO I1aHa, BOT pekomenayer
AKTIBHO IPOBOJMTH IICIIXOCOIMATbHYIO OLIEHKY M OKa3bIBaTh
NOJIeP>KKy Nal[MieHTaM IPY NOABIEHUN Y HUX Pa3IMIHbIX
HYX]I.

OueHka kayecmea Xu3Hu
o Y mmiy ¢ reMouIert MOIyT BO3HUKATb pasHble IICUXOCOLNU-

AJIbHbIE Hp06HeMI)I, BIIMAKOIINE HA X CaMO‘IyBCTBI/Ie. OI_[eHKa

Ka4yecTBa >KM3HM CIIOCOOHA:

- BBIABUTD, KaAK CaM ITaLIMM€HT BOCHp]/IHI/IMaeT COCTOsIHUE
CBOETO 3[I0POBbsI 1 IIOTPeOHOCTH;

- cobparhb JOKa3aTeIbCTBA Ha OCHOBE BBIABIEHHON KITMHM-
YECKOJ KapTUHBI, YTO MOXKET YIyYIINTh Ka4eCTBO
NIe9eHN;

- CIIYXXMNTb MHCTPYMEHTOM ObICTPOTO CKPMHIHTA JLS
BBIABJICHMA OTAE/IbHBIX ITAJVIEHTOB MJIN prHH, KOTOPI)IM
HeobxopyMa 6ojiee TOAPOOHAs OLleHKa TOTPeOHOCTEN B
OTHOIIIEHUN SHOPOBI)H VI Ka4yeCTBa XXM3HU,

- BBIABUTH MHAVBIUYa/IbHbIE U 001YIe TOTPEOHOCTN
[IALMEHTOB, 0003HAYNB IPOOE/bl B 3HAHUSAX 1/ VN
06pasoBare/bHOI paboTe, YTOOBI CIOCOOCTBOBATD YIy4-
HIEHNIO CAMOTIOMOIIIIA.

o Cwm. taxxe rnasy 11 «OueHKa pe3ybTaToB.
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Bce YTBEPKACHNA, ABIAOINECA PEKOMEHIANNAMMI, NIPUHATDI
Ha OCHOB€ KOHCE€HCYyCa M1 IOMEYEHDI a66peBMaTyp0171 -
«KOHCEHCYCHbI€ PEKOMECHTALININ»

10.1 | BBepgeHue

o XapakTepHbIM IIPU3HAKOM IreMO(UINA ABIAIOTCA OCTpble  °
KpoBoTedeHns, 6omee 80% 13 KOTOPBIX IIPOMCXO/SAT B OIpe-
JeleHHble CycTaBbl (HanboIee 9acTo - B TOJICHOCTOIIHBII,
KOJIEHHBI U TIOKTEBOII; 9aCTO — B Ta306e11peHan7[, 0 (5 (:10) 7
U 3AIICTHBIN) U B 0C000 TIOABEP)KEHHbIE MBIIIIBI (ITOfB3/{OLLI-
HO-TIOACHIIHYIO U MKPOHOXHYI0). "> CTIOHTaHHbIe KPOBOTEUEHIA
MOI‘yT HpOI/ICXOJH/[TI) B 3aBUCMMOCTU OT TAXECTU 3a60HeBaHI/IH
(cm. rmaBy 2 «KomIuiekcHoe edeHne reMogumm» — Tabnuma

KaK KOMIIaPTMEHT-CUHIPOM U IICEBIOOMIYXOIN. (CM. HIKe
«3amecTuTeNnbHas Tepanus GaKToOpoM CBepThIBaHMs» 1 10.5
«IIceBpoomyxonm»)

CraHgapTOM MeAMIIMHCKON MOMOIIY CYUTAeTCs Ipodu-
JAKTUYECKOe JieueHNe, HallpaB/IeHHOe Ha IIpe/loTBpallleHe
reMOpPparnyecKix aN13070B U IPOBOAYIMOE B PaMKaX JOCTYIIHBIX
pecypcos.*

Ycrenrnoe nedeHue i OCTVDKEHNA TOTHOTO (QYHKIIMOHAID-
HOTO BOCCTAHOBJICHNA, KaK IIPaBUJIO, TpebOyeT coueTaHus
3aMeCTUTE/IbHOI Tepanuy KOHLEHTPaToM (aKTopa CBepThI-
BaHuA (KOC) mnu apyrumu cpefcTBaMy reMOCTaTUYeCKOTO
IPUKPBITYA (HATIpUMep, IIperrapaTaMy C IIYHTUPYIOIM MeXa-
HI3MOM JIeICTBYA y TALMEHTOB C MHTUOUTOpaMM) C TedeOHOI
(UBKYIBTYPOIL.

2-1), a IpOpBIBHbBIE KPOBOTEUEHN - B 3aBUCHMOCTH OT IIOZIXO/IA, Ob6pa3oBartenbHas paboTta ¢ nayueHTom/
BBIOPAHHOTO B IIPOGMIAKTUYECKOM JIeYeHNN. YXaXXMBaIOLMNM NLIOM

o Y pereil ¢ TsKenoit reMouINell TepBoe KPOBOMU3IIMSHIIE B .
CyCTaB WIM MBIIIIY, B OCHOBHOM, IIPOUCXOJMNT, KOT/Ia OHM Ha4yM-
HAIOT II0/I3aTh WM XOANTH (0OBIYHO B Bo3pacte oT 1 1o 2 n1eT),
HO MHOIJIA 9TO CTy4aeTcsi B 60/Iee O3HEM sICEIbHOM Bo3pacTe.?

o Penupusupyromiye KpOBOU3IMAHNA B CYCTaB BbI3bIBAIOT B
HEM IIporpeccupyiollee IopakeHye, BOZHIKAOIee B pe3y/lb-
TaTe CKOIJIEHM KPOBY B CYCTaBHOII ITOJIOCTY U BOCIIa/IeHNA
CMHOBMAJIBHO 000/I0YKM. DTO BENET K TAKUM OCIOKHEHVIAM,
KaK XPOHIYECKIII CHHOBUT ¥ reMOIINIecKast apTponarst.!-2
VIHpopmaryis 0 CyCTaBHBIX KPOBOM3/IVSTHISIX 1 PEKOMEH/ALINN
II0 3TOJI TeMe IPUBefleHbI B I11aBe 7 «/ledyeHne KpOBOTeYeHMII
Pas3IMYHOI IOKAIM3aLu» 1 B Tabmure 7-2.

o HepocraToyHoe jle4eHMe KPOBOU3IMAHNI B MBILIIY MOXKET
IIPUBECT K €€ KOHTPAKTYPeE - 9TO 0COOEHHO KacaeTCst IBYCY-

CTABHBIX MBIIII] (HAIPUMEP, MKPOHOKHBIX U TIOSICHIIHBIX) :

- 3aYaCTYIO0 B T€YEHUE MEPBBIX JeCATUNCTUI XKU3HM. 2

MoryT pasBuThbcs 1 607ee cepbe3Hble OC/IOKHEHN, TaKue

KparitHe Ba)XHO, YTOOBI C ALNEHTOM Beach 06pasoBaTe/bHast
pabora Mo BOIIPOCaM, KacaoIINMCS OOPHO-ABUTATEILHOTO
ammaparta. 371ecb OCBEIIAITCS CAICAYIOLINEe TeMbL: 3T0POBbe
MBILIII] ¥ CYCTABOB, PACIIO3HABAHIIE 11 JIeYeHIe KPOBOM3/IMIHMIL
B MBIIII[BI M/IM CYCTABbI, JIe4eHNe 60/IeBOTO CUHAPOMA, Opa-
>KEHIA OIIOPHO-IBUIATENIbHOrO aNapaTa 1 BaxXHOCTh JIOK u
peabumuraryn. Heo6xoammo, 4T06bI B Ie4eHNN KPOBOUSIIN-
SIHMSAL U €70 TTOC/IENCTBUI IIPUMEHSIICS MY/ITUVCLIUIINHAPHBII
nopxop.® (Cm. rnaBy 2 «KomiekcHoe yedeHye reMoGunm».)

10.2 | CuHoBUT

OcTpblil reMapTpPO3 BbI3bIBAET BOCIIATIEH)E CUHOBUATbHOM
06071049KY, ee TUIEePEMUIO 1 PBIXIOCTh. Ha jiedeHne BO3HUK-
IIIET0 OCTPOTO CHHOBUTA MOXKET ITOTPEOOBATHCSI HECKOIBKO
HeJenb. 267
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

o HeaddekxTuBHOE NeYeHMe OCTPOrO CMHOBUTA IPUBOJUT K

HOBTOPSIIOIIMMCSI TeMapTpo3aM 11 6eCCHMITOMHBIM KPOBOTe-
4yeHnAM 2 B 0TBeT Ha 3TO BO3HMKAET XPOHMYECKOe BOCIIaIeH e
U TUIIEPTPOQA CUHOBMATIBHON 000I0UKI, & CYyCTaB CTaHO-
BUTCsI TIOfIBEPyKEH Jla/IbHEM MM KpOoBOTedeHAM. [lopodHbIii
KPYT — KPOBOU3/IUAHME, IOTePs NOABUKHOCTU B CYCTaBe U
nocsefyllee BOCIageHe — B KOHEYHOM UTOTe IIPUBOAUT
K HeOOpaTHMBbIM IIOPKEHVSIM XPsiliia’-8 1 KOCTell, a TakKe K
HapyuIeHNo GYHKINU CYCTaBOB.®

Ecnu aHHBIN poljecc MPOJ0IKAeTCs CBbIlIe 3 MecAIleB, TO
OH 0003HayaeTCsA KaK XpOHNYECKIIT CHHOBMT.

Heob6xopumo perynsapHoe IpoBeeHNe OLleHKM o MOMEHTa
IIOJTHOTO BOCCTAHOBJIEHNs COCTOSIHMA CYCTaBa Y CUHOBUATILHOM
00607I09KY € IOATBEP)KAEHIEM TOTO, YTO B CYCTaBe He OCTAaI0Ch
KPOBM M/W/M CBA3aHHOTO C Helo cuHoBuTa.” PU3MKaabHOE
ob6crefioBaHMe M3MEeHeHMIT CycTaBa (HalpuMep, OKPY)XHOCTD
CyCTaBa, MBIIIE€YHAs CUJIA, CYyCTaBHOI BBIIIOT, IO JBVKEHMIA
B CycTaBe, 60JIb COITIACHO BU3yaTbHOJ aHAJIOTOBOII IIIKasIe)
c/leflyeT BBIIOJIHATD IIPU BCeX IVIAHOBBIX OCMOTPAX B XOfie
HaoOmogerns. (Cm. raBy 11 «Onenka pesynbratos».) OnHaKo
BO MHOTYIX C/Ty4asX CMHOBMa/IbHAA 000/T0YKa TaK U He BO3Bpa-
jaeTcsl K CBOEMY MCXOJHOMY COCTOSTHUIO.

C yueToM TOro, 4TO KIMHNYEeCKIe IIPOABIeHNs He BCerya
aJIeKBaTHO OTPAXKAIOT peajibHYI0 CUTYALMIO, PEKOMEHyeTCs
IIpOBefieHMe YIbTPa3ByKOBOII OLieHKN.>10 MarHUTHO-Pe30HaHCHas
tromorpadua (MPT), XoTa u ABIAeTCA ceifyac 307I0ThIM CTaH-
[ApTOM JIJIs1 BUSYa/IU3aLNH, [IPELCTAB/IsIeT COOOI JOPOTYIO
TEXHOJIOTMIO 11 J/IUTE/IbHYIO 10 BpeMeH! IIPOLefypy, KOTOpas K
TOMY >Ke He IOZIXOIUT JIA fleTell CaMOro MJIa/iIiero Bo3pacra.®

PekomeHpgauumsa 10.2.1:
o Y mux c remodunneit BOI pekoMeHyeT NpoBeeHNe pery-

NAPHOI GU3NIECKOI OLEHKN COCTOSHIIS CMHOBMATIbHO
060/10YKI ITOC/Te KAXKTOTO KPOBOUSIVSHIS, PEAIOYTHTeIbHEe
C IpHB/IeYeHNeM NOAXOMAIIMX METOT0B BU3YaTIN3aLII, TAKIX
KaK y/IbTPa3BYK (II0 Mepe BO3MOXKHOCTN), 0 TeX IO, MOKa
cuTyanus He 6yaeT B3sATa IO KOHTPO/Ib, IIOCKOIBKY LA
BbISIBTIEHIS PAHHET0 CHHOBUTA HEAOCTATOYHO IMIIb OHON
KIMHIIeCKOIT OL[eHKIL.

JleueHne XPOHN4YECKOro CMHOBUTa

o JleueHnue XPOHMYIECKOTO CMHOBMTA NIPU3BAHO ITIOXABUTD

AKTUBALMIO KJIETOK CUHOBUAIBHOM 060IOUKN U CHUSUTH
BOCIIaJIeHIe BO M30eXaHNe MOPasKeHMII CyCTaBa I COXPAHEHNsI
ero ¢pynkiym.!H12

KoHcepBaTuBHOE /1edeHMe BKIOYAET MPOPUIAKTUKY B
TedeHue 6-8 Hefenb (151 nu1y 6e3 perysapHoil mpoduiak-
tvkn), JIOK u cenextususie nHrnonTopst L11OI-2 115t CHIDKeHUSI
BoCHaneHus. 314

PekomeHnpauna 10.2.2:

o TTanuenram c reModunei 1 XpOHMYECKUM CHHOBUTOM P

OTCYTCTBMM JOCTYHA K peryaspHoit npopunakruke BOT
pexoMeHayeT KOHCepBaTUBHOE JIeYeHIe, BKII0YaAa KPaTKo-
CPOYHYI0 IPOQIIAKTUKY B TedeHNe 6-8 Hefeb I KOHTPO/LA
KposoTtedenuii, JIOK s ykpenneHus Mplii 1 yTydIIeH U

yHKIMM cycTaBOB, a TAK)Ke CeTeKTUBHbIE MTHTUOUTOPBI
ITOT-2 pist yMeHbLIeHNs 60U M BOCIIATeHNS.
IIPYUMEYAHME: I®K ¢ mHAMBUAYaNTbHO IOCTAaBIeHHBIMI
LeNAMI U YIPAKHEHVAMI, IIOF00paHHBIMI Ha OCHOBAHNI
dyHKIIOHATEHOTO YPOBHA NallIeHTa, CIefyeT HAYMHATh
MeJIIeHHO, NIOCTeNeHHO NOBbIIIasA 3a/laHN C BECOBOII
Harpys3Koii.

ITPYIMEYAHE: ¥V namyeHToB € OCTPOIi 60IbIO U perya-
BUPYIOIIVMY KPOBOTeYEeHIAMY MpUMeHeHe QUKCHPYOIIIX
YCTPOIICTB MOXKET CTa6MIM3MPOBATh MOPAXKEHHBIIT CYyCTaB U
OrpaHNMYNTD ABIDKeHNe. OHAKO 3/Iech TpebyeTca 0CTOPOXK-
HOCTb, IIOCKONIBKY J/TUTETbHAA MIMMOOMIN3anus ocnabnaer
mprmnpl. 1o 3T0J mpiryiHe M3oMeTpuYecKye ynpa;KHeH!
PeKOMeHyeTCA BHIOTHATD Jake Py HoeHuu GpuKcupy-
IOLIETO YCTPOJCTBA.

IIPUMEYAHME: IIpu oTCyTCTBMY OTBETa Ha KOHCEpBa-
TUBHbIE BMeIIaTeTbCTBA YPOBEHb TeYeHIIsI MOBBIIIAETCS
¥ HAaNIPaB/IAETCA HEMOCPEICTBEHHO Ha CMHOBUT; IPU 3TOM
MeIIMHCKOe BMelIaTe/IbCTBO IIPOBOAYT MECTHBDII CIIeI -
A/INCT 110 ONIOPHO-ABUTATETbHOI CHCTEMe.

PekomeHpgauumsa 10.2.3:
o ITanueHTOB Cc reModuaNell NPU XPOHNIECKOM CHHOBIITE

(MposBIAIOIMIEMCS TNIID MITHIMYMOM 60N M TOTepeil B
o6peme nBIOKeHNs1) BOI pekoMeHayeT HAaNPaBIsTh HA
KOHCYNIbTAalMIO K ONBITHOMY CHEIMA/INCTY IO ONIOPHO-JBU-
raTeTbHOMY aNlapary B IeHTpe TedeHn reMo .

JleyeHue cuHosuma memoodamu JIOK
B TeueHue Bceil mporpaMMbl peabuNINTAUN PeKOMEH/YeTCA

nposoauTb JIOK!>16 1oy, pyKOBOICTBOM LIEHTpa JIeYeHNI TeMO-
by Ipy TOM yIpaXKHEHMsI TOCTENIEHHO YCUIMBAIOTCS
IO BbIXOJa Ha IIOJTHYIO BECOBYIO HATPY3KY 11 OKOHYATeTbHOE
¢dyukmonanpHoe BocctaHoBneHne. Ciofia MOTYT BXOAUTD
eXeJIHEeBHbIE YIIPAKHEHNA TI0 YKPEeIUIEHNIO MBIIII] X BOCCTA-
HOBJICHNIO 00'beMa JIBVDKEHNS B cycTase.!”

(DYyHKIMOHA/IBHBII TPEHNHT MOYKHO HAauVHATD, OTTA/IKMBAACH OT
IIPAKTIYECKNX LieTIell, MHAMBUAYA/IbHbIX Y K&XK/IOTO NalyeHTa. 8
Pukcupyomue ycCTpoicTBa MOT'YT OKa3aTbCs MONMEe3HBIMU
IIsL CTabMIM3anyy MOPaXKeHHOTO CYCTaBa ¥ OTPAHMYEHIIST
JABVDKEHMIST, YTOOBI IPEJOTBPATUTD PELM/MBbI KPOBOM3/IMSHII
U yleM/IeHie CHOBMAIbHOI 00071049k 1ipu ByKeHun. ¥ (Cum.
raBy 7 «JleyeHue KpOBOTEUEHMI PA3IMYHOI IOKAIU3ALMN» —
«JleuebHast GUBKYNIbTYpa 11 peabUINTALI>.)

B XxpoHM4ecKnx cmyJasax, Korja OpraHi3M IepecTaeT OTBevYaThb Ha
KOHCEPBATVBHbIE MEPBI, MOXET ObITh TOKa3aHA CHHOBIKTOMIsI/
CUHOBMOPTES3.

CuHosakmomus/CuHosuopme3s
o CUHOBIKTOMMIO C/IEYeT PACCMOTPETD B CTyYae XPOHNYECKOTO

[EPCUCTHUPYIOLIETO CHHOBUTA C YaCTHIMU PELVANBUPYIOLIIMI
KPOBOM3IVSHVUSIMI, KOTOPBIE HE ITOTy4aeTCsi KOHTPOIUPO-
BaTh [O-JPYroMY.

7151 BBITIO/THEHNSE IPOLIEAYPBI CYIECTBYET HECKOIBKO CIIOCO0O0B:
XMMIYeCKast VIM PaMON30TONHAS BHY TPUCYCTABHAS IHbEKIINS
(cnHOBHOpTES), APTPOCKONMYECKAsT CHHOBIKTOMIS /TN OTKPBITAsT
XUpyprudeckas CMHOBIKTOMMA. 2021



Hexupyprideckast CHHOBIKTOMISI BCETTa JO/DKHA OBITh [IEPBBIM
MEeTOZIOM BBI6OpA [/ BCeX MAI[IeHTOB.

PanmocHOBIKTOMIIA TTOKa3aHa TPV CUHOBUTE (IOATBEP)KICHHOM
KIVHIYEeCKY VM € TOMOMIBIO IIOPTATUBHOTO amnmapara Y311),
BbI3BaBIIeM 2 1y 60/iee KPOBOM3/IMSHUIL B OTIpefie/IeHHbII
CyCTaB 3a IOC/IeTHME 6 MecAlleB, HECMOTPA Ha aJleKBaTHYIO
Tepamnuio.’

PaaoCHOBIKTOMMSI C IIPUMEHEHMEeM YUCTOro 6eTa-usiy-
qatens (pocop-32, urtpuit-90, pennii-186 nmm penuii-188)
BBICOK09((DEeKTUBHA, IMeeT HEMHOTO OOO0YHBIX 9 PeKTOB
U MOXET YIIOKUTHCS B OHY aMOY/IaTOPHYIO IPOLieRypy.222-30
Br160p paionsoTona 1 ero f03a 3aBUCAT OT CYCTaBa, B KOTOPBIIT
BBINO/IHAETCS IHBEKLIVS, COCTOSIHUSI CYHOBHAIBHOI 000/IOUKM
B 9TOM CyCTaBe U OT MMEIOIIVXCA B HAIMYIUY PA/IUOM30TOIIOB.
Ileper pafnoCHHOBIKTOMUEN HEOOXOAMMO ITPOBeCTI IIPodu-
JTAKTHKY; KaK IIPaBIUIO, ofHOI 10361 KPC Ha OIHY MHBEKIINIO
PajyoN30TOIIOB OBIBAET JOCTATOYHO.

ITo BO3MOXXHOCTHU peKOMEH/YeTCA OTHOBPEMEHHOE BHYTPH-
CycTaBHOE BBEJIHVE CTEPONIOB.>!

ITocrte mpoleRypsl CYyCTaB TO/DKEH HAXOAUTHCA B TIOKOE He
MeHee 24-48 4acoB*2; ¢ 3TOI 11e/1bI0 VICTIONb3YIOT INHY WIN
Apyroe MMMOOMIN3NPYIOLee YCTPOIICTBO; @ 3aTeM MOXKHO
Ha4MHATh PeabMINTaIINIO.

Peabumitanys mocie pagnoCHOBIKTOMIY MeHee MHTEHCUBHA,
94eM ITOC/Ie XMPYPrUdecKoll CMHOBSKTOMMIM; TeM He MeHee OHa
Heo6x0o71Ma, 4TO6BI ITOMOYb MAlMeHTaM BOCCTAHOBUTD CIUILY,
IPOTIPHOLIETIIINIO ¥ QYHKIMOHATbHOE UCIIOMb30BaHMe CyCTaBa. !5
Llerrecoo6pasHoOlT MOXKET OKa3aThCsi MHAMBHAYAIbHAS peadu-
NUTAIMOHHAsA MPOTpaMMa, COCTaB/IeHHas He MeHee 4eM Ha 3
Heper.26 Cpasy [oc/ie paiyiOCHHOBIKTOMMIY CIefyeT n3berarsb
VHTEHCUBHBIX yIIPa)KHEHUI U BeCOBOJT Harpy3Ki.>?

Llenb /iedeHNst COCTOUT B TOM, YTOOBI YMEHBIINTD CUHOBUT
U 9aCTOTY KPOBOMSIIVSIHII, OITOCPEOBAHHO CHIKAsI OOIIb.
JleyeHre He OKa3bIBaeT BO3JIe/ICTBIA Ha JeTeHepaTUBHEIE
u3MeHeHus B cycrase. [Tocsie ocmabmennst 601 1 CHYDKEHS
KPOBOUS/IVAHNIT NAI[VIEHTBI Yepe3 COOTBETCTBYIONIYIO peabum-
TAIMI0 MOTYT BOCCTAHOBUTH (pyHKIMI0. Bosb 06b14HO criasiaeT
B TedyeHue 1-3 Heenpb 1mocae MHbeKIn. 3132

MuHVMa IbHBII MHTEPBA MEK/TY IIOBTOPAMI TedeGHOII IpoLie-
IypHI Ha OfHOM CyCTaBe COCTaBJIAeT 6 MecAleB.!

IIpn oTCyTCTBUM PafiON30TONOB MOXXHO PacCMOTPETh
XUMIYECKIiT CHHOBMOPTE3, VICIONb3YA pUPAMITUIIVH WU OKCH-
TeTPALMK/IVHA TUPOXTOPUS. XUMITIECKIIT CHHOBMOPTE3 MOXKET
OBITb 60/I€3HEHHBIM, II09TOMY CK/IEPOTU3MPYIOLAs MHBEKIVs
JO/DKHA COYETAaThCA C BHYTPUCYCTABHOI MECTHOI aHeCTe3uel
JUIs1 MMHMMM3ALUY 607N ¥ C JOTIONHNUTEIbHBIM IIepOpPaIbHBIM
IIPUEMOM aHaJIbTeTUKOB (COBMECTHOE IIPYIMEeHeHNe alleTaMI-
HodeHa/TapaleTaMosa ¢ KaKuM-T160 OIMONA0M) ITo Mepe
HeobxommMmMocTy.34-36

MoryT norpe60BaThcst YacTble MHbEKINN; KaK [IPABUIIO, He0O-
XOIVMO NPOBOAUTD MH'BEKIIUYU OIMH Pa3 B HEMIeI0 B TeUeHNe
5-6 HefieIb 10 TIOTHOTO BOCCTAHOB/ICHVA KOHTPOJIA HaJ TIPOSIB-
JIEHMAMM CUHOBHUTA.34-36

PekomeHpgauusa 10.2.4:

o ITammenram c reModuneli 1 HENPOXOAAIUM XPOHMYECKUM

cuHoBuTOM BOTI pexomenmyer nmpoBeeHne HeXMpy prudecKo

naBa 10: MopakeHns ONOPHO-ABUIaTENBHOIO annapara

CMHOBIKTOMIM (B Ka4eCTBe TePAINy IePBOJl TITHIN) METOXOM
PafyIoN30TONHO CMHOBIKTOMMM C MCIIONTb30BaHMEM YICTOTO
6eta-usnyyuarens (¢pocdop-32, urTpnii-90, pennii-186 min
pennii-188). Ha ogHy 703y M30TOIOB CliefyeT MPUMEHSTh
opny po3y KOC.

ITPYIMEYAHE: Bei6op paguon30TOIa U €ro J03a 3aBUCAT
OT CYCTaBa, B KOTOPbIil BHINOTHACTCS IHBEKINA, M OT JIMEI0-
LIXCA B HATYMY Pagiou30TOMOB.

ITPUMEYAHME: Heo6xopymMa MMMOOMIN3AINS CyCTaBa KakK
MUHMMYM Ha 24 4aca, ocje 4ero HAYMHAIOT NOCTeNIeHHYI0
peabIINTALIO 1A BOCCTAHOBICHIA CYIBI ¥ QYHKIINI.
ITPYUMEYAHME: IIpu oTCy TCTBUY PafyION30TOIOB a/IbTep-
HAaTMBHBIM METOJOM JIe4YeHUA ABNAETCA XMMMIEeCKUII
CIHOBMOPTe3, B KOTOPOM MCIONb3yeTCA pudaMINIVH VI
OKCHTEeTPAaIMKIMHA THAPOXIOPUS (MIHbEKIMN BHITOTHAIOTCA
OJIMH pa3 B HeJlelI0 B TedeHe 5-6 Helenb) B COMPOBOXKAEHII
opHoi1 K03l KOC npu Kaxxmoii medye6HOI Iponexype, ¢
MeCTHOI1 aHecTe3Mell 1 epopanbHbIM IPIIEMOM aHa/Ibre-
TUKOB.

B ciyyasx, Korzja XpOHITYeCKIIl CHOBUT He TIOAAeTCs JIeYEHIIO
PaIlMOCHHOBIKTOMIUEN!, MO>KET IPOBOANTDCS N30MpaTenbHas
3M00/M3a1MsA KPOBEHOCHBIX COCY/IOB, IUTAOIINX CHHOBMA/IbHYIO
060m104Ky. JJaHHasA poLiefypa JO/DKHA BBIIOTHATDCSA TOMBKO B
CIeLVa/IN3VPOBAHHBIX [IEHTPaX MeIMIMHCKOI BU3yann3anun.>’
BapuaHT XMPypru4ecKkoil CMHOBOKTOMMM MOXKHO PaccMO-
TpeTb, KOIla APyTyie MeHee MHBAa3UBHbIE IIPOLIEyPbI OKa3a/liCh
HeaPGeKTUBHBIMU, WK IIPYU HEOOXOAUMOCTH IIPOBEEeHUs
TOTIOIHUTE/IbHOI MPOoLeyPhl C IIOMOIIbIO apTPOCKONNM3?,
HaIpyMep, IIPK YAaJIeHNY 0CTeo(dUTa II0 IepefHeMy Kpalo
CYCTaBHOII TOBEPXHOCTY 60/IbIIeOepIIOBOIT KOCTI B TOJIe-
HOCTOITHOM CyCTaBe.

ApTpockonuyeckas CHHOBIKTOMYA IPEANIOYTUTENbHEE, YeM
OTKpbITasA CMHOBIKTOMMA.>

ITpyu HeOOXORVIMOCTY IIPOBEIEHNA XUPYPIUIECKOI CHHOBIK-
Tomuu (OTKPBITOI MM apTPOCKONMYECKOIT) CTIefyeT 06ecednTsb
6oree [IMTENPHOE IPOPUIAKTIHYECKOE IIPUKPBITHE - C IOMOIIIBIO
KOC nnu gpyrumu cOOTBETCTBYIOIMMM F€MOCTATUIECKIMMU
IpenapaTamMi - JOCTATOYHOE [/ BBIIIOTHEHNA POy Pbl 1
HIOCTIEOTIePALIVIOHHOI peabyIMTal .

PekomeHpgauumsa 10.2.5:
. Ha].H/Ie]-lTaM C I‘eMO(l)I/IJII/Ief;I " XpOHNYIECKNM CMHOBUTOM,

KOTOPBIif lepecTan MOaBaThC:A KOHCEPBATHMBHOMY /TeYeHIIO,
BOI pexkoMeHyeT XUPYPIIYecKyI0 CHHOBIKTOMMUIO (TIpefnoy-
TUTeTbHee apTPOCKOMITYECKYI0, a He OTKPBITYI0), KOTOPYIO
MO’KeT BBIIOTHATh TOMHKO ONbITHASA KOMaHAA CIeI[MaIn-
CTOB B IleHTpe Te4eHus reMoyummm. 4y

CM. Takxe rnaBy 7 «JledeHue KpOBOTEUEHMIT PA3IUMIHON
JoKamusanum» — Tabauna 7-2, ruaBy 8 «VIHIrMOUTOPHI K
(dakropy cBeprhiBaHMs» — «lemodunus A/remounst B»
- «Xupyprudeckue 1 MHBa3UBHBIE IPOLEAYPBI» U IJIABY 9
«OTHe/bHBIE ACTIEKTHI JIEYeHMsI» — « XUPYPrUYecKye U NHBA-
3UBHBIE IIPOLIETYPbI».
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10.3 | Temodpununuyeckas aptponatus

o Temodummyeckas apTponaTyia MOXeT BOSHUKHYTb B Pe3yJib-

TaTe eAVHMYHOTO VIV IIOBTOPSAIOUINXCA KPOBOU3IMAHMIL.
Kak mpaBuio, MOCTeNIeHHO pa3BUBasACh OT FeMapTpo3a K
XPOHIYECKOMY CUHOBUTY 1 OOLIMPHBIM 3PO3MUAM CYCTaBHBIX
IIOBEPXHOCTEI, OHAa B UTOTe 3aBePIIAeTCS MOC/IeTHNM TallOM
JeCTPYKLIMM CYCTaBa - XPOHIIECKOI TeMO(UINYecKolt apTpora-
THelL, " KOTOpast YacTo IPOABIIAETCA B XOie BTOPOTO eCATINIeTIA
SKM3HI, 0COOEHHO eC/u MPOoPUIaKTIIeCKOe JIeueHe Hefjo-
CTYIIHO MIM HeafIeKBaTHO.

KpoBousnusaHMs B MBILILBI MOTYT MIPUBECTH K AedOopMaLim
CycTaBa 1 KOHTPAKTYpe, 0COOEHHO [Py KPOBOM3IUAHUAX B
MOSICHUYHYIO WM UKPOHOXXHYI0 Mbibl. Croiikie cruba-
TeIbHble KOHTPAKTYPBhI IIPUBOJAT K ITOTEPe IMOBIKHOCTH I
3HAYMTENbHOMY HapylleHnu QyHKINN, U, C/IefJOBATEIbHO, UX
HOsABJIEHVIE HY>KHO IIPeJOTBPATUTb.

Ycunenne apTpoIaTuy 3a4acTyI0 COIPOBOXKAALTCS COKpallje-
HIeM 06beMa JIBVDKEHMA B CYCTaBe U CHIDKEHIEM er0 OIyXaHII.
3TO BBI3BIBACTCS MPOTPeCcCUpPYIOLIUM PrOPO30M CHUHOBIU-
QJIbHOIT 000JIOUKY ¥ CYCTAaBHOI KaIcybL. I1pyu momHoit yTpaTe
HOfIBVDKHOCTH B CycTaBe (aHKMI03€e) 60/Ib MOXKET OCTTabHYTh
UM VICIE3HYTb.

PeHTreHONMOIMYeCKIIe METOADI [IA1 OLIEHKI XPOHIIECKOII FeMO-
¢unmmdeckoit apTponaTuy BEIOMPAIOTCA COIIACHO CTA/JUN B
IIpOrpeccupyIolieM Te4eHn! 3a00IeBaHNmA.

MPT 1eniecoo6pas3Ho UCIIOMB30BATD [IIsI OLIEHKM HavyaTbHOI
apTPONATUY 1 I/ BUSYaIM3aLMy PAaHHYX U3MEHEHNUI B MATKIX
TKaHAX U KOCTHO-XPAIIEBbIX CTPYKTypax.41-43
YIbpTpa3ByKOBO€ UCCIIEOBaHMe TIOMOTaeT OLeHUTD IIaTOIOTUIO
B MATKMX TKAH:IX U 110 Tlepudepnu Xpslla Ha paHHel CTafun
reMOQUINYeCcKOil apTponaTum.

OO6bI4Hast peHTIeHOrpaMMa HeYYBCTBIUTEIbHA K PAHHUM M3MeHe-
HIAM 1 UCTIONB3YeTCA J/IA OLIeHKY apTPOIATIYeCKIX N3MeHeHUI
Ha MO3JHUX CTaauUsX, 446

Cu. rnaBy 11 «O1ieHKa pe3ynbTaToB.

JleyeHune xpoHUUYecKoi remopunyecKon
apTponartum

Llenb ne4yeHnsA COCTOUT B TOM, YTOOBI YMEHBIIUTD YaCTOTY

reMapTpO30B, YIy4YIINTh GYHKI[VIOHMPOBaHNUE CYCTABOB, OC/IA-

6uTh 60/Ib ¥ TOMOYb HALMEHTY IIPOO/KUTD MU BO3OOHOBUTD

BBIIIO/IHEHVE OOBIYHBIX /I [IOBCESHEBHOI YKIU3HY [eiICTBUIL.

BapuaHTbI Te4eHNst XPOHIYECKOI TeMO(pUINIeCKOil apTPoO-

IaTUY 3aBUCAT OT MHOTUX (aKTOPOB, B TOM 4MCTIE:

- CTajjuy B IIaTOMOTMYECKOM IIPOLIECCE;

- CUMIITOMOB IaL[EHTa;

- BO3pacTa IMallMeHTa;

- BJIVAHUA Ha CTUIb )KM3HM NALIMEeHTa ¥ Ha ero QyHKINO-
Ha/IbHbIE BO3MOXXHOCTM;

- MMEIOIUXCS PECYPCOB.

bonesoii cuuppoM cregyeT KOHTPOIMPOBATH C IOMOILBIO

COOTBETCTBYIOIMX aHA/IbTETUKOB.

Cw. rmaBy 2 «KoMIiekcHoe siedeHne reMouamnm»

- «O6e36ommBaHME».

JleuebHas ¢usKynemypa npu 2emoguiuyeckou
apmponamuu

JIOK, HanpaBieHHasA Ha COXpaHEHUe CYJIBI MBIIIL U QYHK-
LIMOHA/IbHBIX BO3MOKHOCTEIA, AAB/IAETCA OFHMUM M3 BaXKHBIX
KOMIIOHEHTOB B JIEUeHVY XPOHUYECKON reMODUINIecKo
apTpomaTuim.

MurencusHocTd JIOK nocreneHHO HapalBaloOT 1 afallTH-
PYIOT B COOTBETCTBUU C IPOPUIAKTIYECKUM IIPUKPBITHEM;
JIOK y manueHTOB ¢ OTpaHNMYEHHBIM JOCTYIIOM K 3aMeCTH-
tenbHOI Tepanuy KOC nomkHa ObITh MeHee HTEHCUBHOIL.
ITpu orpaHMYeHNAX B pecypcax u B gocryne K pakropy JIOK
6e3 IpUKpbITHS HAKTOPOM MOKET IIPOBOANTHCS IIPY YCTIOBUM
ee KOOPIMHUPOBAHYIA ONIBITHOJ KOMaH/0il MHOTOIIPO(UIBHBIX
CIeLMa/IICTOB, KOMIIETEHTHbIX B 00/IACTH JIEYEHsT OIOPHO-/{BI-
raTe/IbHOTO ammapara.?’

ITpodunaxTirdeckoe IPUKPITHE B MHTEPMUTTUPYIOIIEM PeKIIMe
MOXXeT ITOHAJ00UThCSI, €C/IV IPOPBIBHOE KPOBOTEUEHNME ITPOU-
3oiiet B pesynbraTe 3aHATHit JIOK.1¢ [Ipoune Bupbl 1edeHus,
TaKue Kak Gr3nonornsa Gpuandeckux yIpakKHeHNIt, MaHyaTbHasg
Tepanus, 91eKTpoTepanus U ITUAPOTePAINs UCIONb3YIOTCA B
pononHeHne K JIOK.48

PekomeHpaunsa 10.3.1:

B nenax npegynpexxaeHus u 1e4eHIs XpOHNIeCKol reModu-
JIYeCcKoii apTponarym y i ¢ remodivmeii BOT pexomenpyer
coYeTaHMe PerynApHOIl 3aMeCTUTETbHOI Tepanum, Halnpas-
JIEHHOI Ha CHIDKEeHMe YacTOThl KpOBON3MAHmii, ¢ JIOK,
TIPU3BAHHON COXPAHUTD CHTY MBIIIIL ¥ (PYHKIIVIOHAIbHBIE
B03MOKHOCTH. JIOK MOXHO IPOBOAMTD KaK C IPUKPbITIEM
(dakropom, Tak 1 6e3 TAKOBOT0, B 3aBICHMOCTH OT €TI0 JOCTYII-
HOCTY M OT OTBETa MaIyenTa Ha neverne. [

ITpoune MeTORbI KOHCEPBATUBHOTO JIeUeHNA BK/TIOYAIOT:
- 3TaIHOe IMIICOBAHUe AJIsA KoppeKuyu gedopManmit®d;
- TpaKIVOHHbIE BBITATMBAIOIYE YCTPOIICTBA;

- (uKcupyrolue yCTpOICTBA U OPTOIIeAIYecKIie
IIPUCIIOCOOIeHNA /IS MOAfIeP>KKU 60/Ie3HEHHBIX MU
HeCTabM/IbHBIX CYyCTaBOB!%;

- BCIIOMOTaTe/IbHbIE CPEfICTBA /I XObOBI U YCTPOIi-
CTBa MHAVBYU/YaIbHOTO IIepeMelleHNA /I CHYDKeHS
HaTpy3KN Ha OIIOpPHbIE CYCTaBbI;

- IpPUCIOCOOUTENTbHbIE U3MEHEHMA B IOMe, B LIIKOJIe U Ha
paboTe, MO3BOJIAIOLINE YYACTBOBATh B OOIeCTBEHHOI
XKVMI3HU U1 B TPYJOBOJI IEATEIBHOCTH, a TAKXKe obJerya-
IolIe TIOBCEHEBHYIO OBITOBYIO aKTVBHOCTD.

PekomeHpaumna 10.3.2:

JIna npoUIaKTHKY ¥ TeYeHNA OCTMOKHEHIT TP apTPOTIATIN
cycTaBoB y mui| ¢ remodunueii BOT pekomeHngyer nmpume-
HeHJe HeXMPYPIUIecKNX Mep, TAKNX KaK PUKCupyone
YCTPOIICTBA, OpTONEeAdecKie NPICIOCOOIeHN, YCTPOIi-
CTBa MHAVBIYAaTbHOTO IlepeMellleHN A, a TAK)Ke ITalHoe
TUIICOBaHIe U TPAKIVIOHHbIE BBITATHBAIOIINE YCTPOIICTBA
A1 HOMOIIY B KOPPEKIMI crubaTenbHbIX KOHTPAKTYP.



Takas paboTa MoXKeT IPOBOAMTDHCS KaK IOJ, IPUKPBITHEM
¢daxropa, Tak u 6e3 Hero.

XupypeuquKue emewamersiecmaea

Xupyprudeckoe BMeLIaTeIbCTBO MOXKET HOTPe6OBATbCS IIPK
HeadPeKTUBHOCTI KOHCEPBATHBHbBIX MepP B YOBIETBOPH-
Te/IbHOM KYIVPOBaHMM OO/ U B yIydIieHNN QYHKIIUIN.
Xupyprudeckie IpoLefypsl 3aBUCAT OT KOHKPETHOI CUTY-
aIyy M MOTYT BKJTIOYATh:

- CHMHOBIKTOMMIO 1 IeOPU/IMEHT CyCTaBa 110 IOKa3aHmsAMS;

- apTPOCKOIINIO [Is1 BBICBOOOXKIEHNSI OT BHY TPUCY-
CTaBHBIX CIIaeK U KOPPEKLUH YIeM/IEHNs, 0COOEHHO B
TOJIEHOCTOITHOM J1 IOKTEBOM CyCTaBax’';

- BBICBOOOXK/IeHIIe BHECYCTABHBIX MATKMX TKaHel L
Nle4eHMA KOHTPAKTyp>?;

- OCTeOTOMMIO J/IsI MCIIPAB/IeHNsI YITIOBOI HedopMariny;

- amnmapaThl BHeIIHelT (GpuKcalmy /s UCIIPaBIeHUs
medopmannn’s;

- 9HJIOIPOTE3NPOBaHNUE CYcTaBa (KOTEHHOTO0, Ta300eapeH-
HOTO, T/IEYeBOTO, TOKTEBOTO VMM TOJIEHOCTOITHOTO);

- PEe3eKINI0 CYCTaBHOII TOJIOBKY Ty4eBOI KOCTH ¥
OT/IeTIbHBIX MALMEHTOB C ApTPOMATIEl TIedeTy4eBOTO
cycraBa’;

- apTpopes mpu 00e3HEHHOIT apTPONATII TOTIEHOCTOI -
HOTO CyCTaBa.

JIns mpoBeileHNA ¥ IS OBBILIEHNA MIAHCOB YCIEITHOTO

MCXOza M060iT XUPYPIUYecKOlt IPOLeLyPbl 00513aTeNbHO HE0H-

XOZIVIMBI afieKBaTHbIE PECYPCHI, B TOM 4MCiIe IPpOodUIaKTIKA

(manpumep, focrarouHoe cHabxerne KOC) n mocneonepa-

LMOHHAsI peabyInTars. 658

PekomeHpaunsa 10.3.3:

ITanmenTaM ¢ reModuIneii 1 XpOHIIYecKoi1 reModumnrye-
CKOIf apTponaTneii, y KOTOPbIX KOHCEPBAaTIBHbIMI METONAMU
7le4eHN: He YAT0Ch JOOMThCS YAOBIETBOPUTENIHHOTO KYIII-
posanus 6omu u ynydirenns GyHkuuu, BOI pexomengyer
KOHCY/IBTHPOBaHMe Y CHel[MaTN3NPOBAHHOIO OPTONeAa 110
BapUAHTaM XVMPYPIrUIecKOro BMEIIaTeNbCTBa, Kyfa MOTYT
BXOJIMTH:
- CHHOBIKTOMUS U KeOPUIMEHT CyCTaBa;
- apTpOCKOnus IS BBICBOOOKAEHUS OT BHYTPICY-
CTaBHBIX CIIaeK Y KOPPEKINN yIeMIeHN;
- BBICBOOOXX/IeHVIe BHECYCTABHBIX MATKUX TKaHeIl i
NedeHNs KOHTPAKTYp;
- OCTeOTOMUS I MCHPABIEHNs YITTOBOI1 fedopman;
- apTpofes (rOIeHOCTOIHOIO CYCTaBa);
- 3aMeHa CycTaBa IPM TePMUHAIbHOI CTagVIN apTPUTA.
IIPYUMEYAHME: [I511 noBbILIEHNA IIAHCOB YCIEIIHOTO
NpoBefeHNsI TI000I1 XUPYPrudecKoil onepannn Heo6xo-
AUMO pacIoiaraTh afileKBaTHbIMU PecypcaMy, BKII0Yas
moctaroyHblif 060beM KOC mm gpyrnx reMocraTmaecKux
npenaparos (HampuMep, NpenapaToB MIYHTUPYIOLLETO
IeIiCTBYS /IS HAIMEHTOB C MHIMOMTOPAMI), @ TAK)KE BO3MOXK-
HOCTbD IIOCTIEONIEPAIMIOHHBIX YCIYT O PeaduInTamim.

naBa 10: MopakeHns ONOPHO-ABUIaTENBHOIO annapara

Cwm. Takxe 171aBy 7 «JledeHne KpOBOTEUEHIIT Pas/IIIHOI TOKa-
nusaryn» — «KpoBOM3IMAHMA B CyCTaB» U TabuiLy 7-2; IaBy
8 «VIHrnbuTops! K hakTopy cBepThIBaHM» — «Temodumms A/
remouust By - «Xupyprudeckre u MHBasUBHbIE IPOLIENYPBI»;
n raBy 9 «OT/ie/IbHbIE ACIIEKTHI JIedeHNs» — «XUpYyprudeckue
Ul MHBA3UBHBIE IPOLIEAYPbI».

10.4 | KpoBOU3NNAHNA B MbILLLIbI

KpoBousmisHye MoXkeT IPOM30ITH B TI0OYI0 MBILIITY Tejla 1 3a4a-

CTYIO ABJIACTCS PE3Y/IBTATOM TPABM W/IM PE3KOIO PaCTSKEHMA.

Mbl1IeyHOE KpOBOM3/IMAHNE ONIPefie/AeTCA KaK SIM30[, KPOBO-

U3MAHUA B MBIIIILY, YCTAaHOBJICHHbI KIIMHUYECKH M/WIN C

IOMOLIIBIO BU3Ya/TU3MPYIOLVX MccIefoBanmit. Kak npasuio, oHo

BBI3bIBaeT OO/Ib 1/M/IM OTEK M HapyleHue GpyHKIMM, HalIpuMep,

XPOMOTY 13-3a KPOBOU3IMAHNA B MKPOHOXKHYIO MBIIIITY.>

PaHHee BbIAB/IEHNE U IPABUIbHOE JIeYeHNE KPOBOM3IIN-

SHUIT B MBIILIIBI BaKHBI 1A IPeNOTBpAllleHNs HeoOpaTIMbIX

KOHTPAKTYP, IIOBTOPEHMsA KPOBOTEYEHUIT ¥ OC/IEMYIOLIETO

BO3MOXXHOTO 00pa3oBaHu IICEBOOITYX0/Ieit.5

K cumnToMaM KpOBOM3IMAHMA B MBIIILY OTHOCATCA:

- cKkoMOPT B MBIIIILE ¥ CTPeMIIeH)e YAeP>KIUBATh
KOHEYHOCTD B yJO0OHOM ITO/IO>KEHNN;

- CuIbHasA 60/Ib NPV AKTYBHOM C)KATUM VTN PACTSKEHUN
NOCTpa/iaBILEN MbIIILIBI;

- HAIPSDKEHHOCTDb 11 60JIe3HEHHOCTD IIPY Ia/IbIalN;

- OmyXaHIe.

I[Tpy KpOBOUBMMAHNUAX B MbILIEYHbIE YYACTKH, I7ie BO3HM-

KalOT HepBHO-COCYAMCTBIE ITOpaKeHN: (Halpumep, B

TPYIIIBI ITyOOKUX MBIIII-CrubaTesIell B KOHeYHOCTSAX), Heob-

XO/IMMO He3aMe[/INTe/IbHO IIPOBOANTD JIeUeHNe, YTOObI

IpeJOTBPaTUTh HeOOpaTIMble HOBPEXKIEHNUA U YTPATy

¢dysxuym. K TakuM rpynmnaM oTHOCATCA:

- TOAB3IOLIHO-NOACHIYHAS MbIIIIA (PUCK ITapaanda
6ef;peHHOTO HepBa);

- IOBEpPXHOCTHBII 1 ITTyOOKMI CJIOM 3a/fHENl TPYIIIbI MBILIL]
rojieHn (PUCK HOBPEXIEHNU:A 3aJHET0 60/IbIIe6epIi0BOro
HepBa I ITTyOOKOro Majio0epIioBOro HepBa);

- rpynmna crubaresneit MBI IpeAIiedbs (PUCK HIIeMuye-
CKOIt KOHTPaKTypbl PobKMaHa).

KpoBousnusHye MoXeT IPOM30ITH 11 B 60/lee TOBEPXHOCTHBIE

MBIIILIBI, TaKVe KaK OVIIeNChI, MbIIILbI 3aJHeil IIOBEPXHOCTI

6eppa, 4eThIpeXI/IaBble 1 ATOJVYHbIE MBIIIIIbL.

ITosB/IAI0TCSA HOBBIE (DaKThI, TOBOPSIIINE O [e1eCO0OPasSHOCTH

npumeHenys Y3V onopHo-pBurarenbHoro anmapara (Y311 OITA)

JUIA Pa3/M4eHNs KPOBOM3/IUAHMIL B MBIIILIBI OT IPYTUX PEruo-

HaJIbHBIX 00/IEBBIX CUHAPOMOB.%162 OTHAKO eC/IM MALMEeHT TN

Bpay [0fj03peBaeT KPOBOUS/IUAHNE B MBIIIIY WV 3aTPyAHA-

€TCs ONIPEe/INTD, IIPUCYTCTBYET OHO M/IM HET, FeMOCTaTN4ecKoe

JNled4eHne PeKOMEHYeTCs IPOBOAUTD He3aMe/INTe/IbHO, O

BBITIO/IHEHVS TIOAITBEPKIAIOIVX MCCIeOBAHMIL M He TOXKU-

JasiCh VX Pe3y/IbTaTOB.
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3amecTutenbHaa Tepanua GakTopom CBepTbiBaHUA

OcraByieHHOE 6e3 JiedeHNsT KPOBOTEYeHIE MOXKET IIPUBECTH
K BO3HVMKHOBEHVIO KOMIIAPTMEHT-CUH/poMa (IIpy KpOBOMU3-
NVISTHUM B T1yOOKYIO MBILIIY B 3aMKHYTOM (aciarbHOM
by 1Ispe) ¢ BTOPUYHBIM IIOBPEX/EHNEM HEPBHO-COCYICTOTO
ITy9Ka U CBA30K, KOHTPaKType MbIIII] 1 HeKpo3sy. Kpome Toro,
TPaBMIPOBAHHAS MbILIIA 6€3 HO/DKHOI peabyINTaly MOXKeT
0Ka3aTb BTOPMYHOE BO3/IeJiICTBME HA IIPU/IETaOLIMe CYyCTaBbL.%
CaMBIM ONITVMa/IbHBIM aIIPOOMPOBAHHBIM METOOM HOCTIDKEHIS
HAWTYYIINX Pe3yNIbTaTOB ABACTCA HEMeNJIeHHOe TedeHe
KpOBOM3/IMAHNA B MbIIIIy ¢ nomoipio KOC. B npeane ato HyxHO
ienaTh, KaK TONbKO IAIVIeHT IIOYYBCTBYET MepBble IPU3HAKN
pyickoM$opTa MK Cpasy IOC/Ie TPaBMbl, YTOOBI IIOHATD
ypoBeHb (haKTOpa B OPraHM3Me M OCTAaHOBUTH KPOBOTEUEHIIE.
3aMeCTUTeNbHYIO Tepariio (akTOPOM ClIefyeT IIPOJ0/DKATh,
II0Ka He IPeKpaTATCS CUMIITOMBI U IIPU3HAKM KPOBOTEUEHI,
KaK IIPaBU/IO, Ha MPOTKEHUN 5-7 JHEN WU JOJbIIe, eCn
CUMIITOMBI YKa3bIBaIOT Ha PENANB KPOBOTEUECHNA MM Ha
yXy/IIeHIe HepBHO-COCYVICTBIX CHMIITOMOB.%4-¢¢ (CM. Tr1aBy 7
«JledeH1te KPOBOTEYEHNMIT PA3INYHOI JTOKAIM3ALNI» — TAOIILA
7-2.)

3ayacTyio TpebyITCs HeOTHOKpaTHble MHQY3UM, 0COOEHHO IpK
BO3MO>XHOM PYICKe BO3HVKHOBEHMS KOMIIAPTMEHT-CUH/[POMa
/WM TIPY HeOOXOAMMOCTH PACIIMPEHHON peabumTarm.>57
Cwm. r1aBy 8 «V/Hru6uTOpHI K PaKTOpy CBEPTHIBAHMS» IS
JledeHnsi KpOBOTEYEHNIT y MAIMEHTOB C MHIMONTOPaMIL.

PekomeHpgauua 10.4.1:

Bcem manueHnTaM ¢ reMo et npu KpoBOU3NNUAHNAX B
MBIIIIIBI JO/DKHA He3aMeINTETbHO IIPOBOAUTHCS 3aMeCTH-
TenbHasA Tepanus GaKTOPOM CBEPTHIBAHMS, U IIPY HATMYUU
MOKa3aHMII TAKyIe MAIMEHTHI O/DKHBI OCTaBaThCs MOJ, HAGI0-
JeHNeM Ha MpefMeT BOSHIMKHOBEHN HEPBHO-COCYAMCTBIX
OC/I0KHEHMNII, CBA3aHHBIX C KPOBOTEYEHIIEM.

KnunHnyeckun MOHUTOPUWHI N TaKTUKa J1e4yeHnA

Ba>kHO MOCTOSTHHO HAO/MTIOATH 3a MALMEHTOM Ha IIpefMeT
BO3MOXXHOT'O BOSHUKHOBEHIISI KOMIIAPTMEHT-CHH/POMA, KOTOPBIIT
MOXXET IPOSIB/IATHCS CIeAYOIUMY CUMIITOMAMIL: HapacTa-
1o11ast 607Ib, TOTePsi YyBCTBUTEIBHOCTH, IIOTePst QYHKIIUN U
I/IOX0€ KPOBOCHA0XKeHe AUCTAIbHOTO y4acTKa. [Ipy Hamranu
COMHEHII CTIefiyeT U3MePUTD JJaB/IeHie BHYTPU KOMIAPTMEHTA.
BoseBoit CHHAPOM HY>KHO OLIEHMBATb YaCTO U PEry/IsApHO,
ITIOCKO/IBKY OH KOCBEHHO yKa3bIBaeT Ha CTEIICHDb IaB/ICHIS
BHYTpPU KOMIAPTMEHTA.
OcTpble KPOBOMSUHIAS B MBIIIIIBI MOTYT HOTPEOOBATH YCU/ICHNS
IpoTOKO/Ia 06e300/IMBaAHI A/ KyIMPOBaHMs 00N, (CM. I/IaBy
2 «KomrtexcHoe nedenne remopummn» — «O6e3bonnBanme»)
ITpy oCTpBIX KPOBOUS/IMSAHMAX B MBIIIITY B JOIIOTTHEHNUE K 3aMe-
CTUTEIbHON TEPATINI (baKTopOM VIJIN K IPYTOM HaJIeXalen
reMOCTATIYeCKOIl Tepalny Bpadyu MOTYT IPUMEHUTD CIeAy-
IolIyie Mepbl A bBIOHKTUBHOTO JICYEHVIS:
- TpaBMMpPOBaHHOII MblIIIIle 00eCIeINBACTCS TIOKOIT;
- ITo BO3MOXXHOCTH HOCTPAABIINII YIACTOK IIPUIIOL-
HUMAIOT: 9TO MOYXKET CITOCOOCTBOBATH CHUYKEHUIO
pa3BMBILErocsa 0TeKa;*8

- Ilo mokazaHMAM IOCTpasiaBlIas KOHEYHOCTD IIVHU-
pyeTcA B KOMPOPTHOM IHOJIOKEHUN C TIOCTeAYIOIIM
IIMHMPOBaHMeM B GYHKIIMOHATHBHOM MOTOXKEHNH TTPU
yMeHblIeHnn 6071m.

- Jlnst obmerdenust 60/ MbILIIY OOK/IaIbIBAIOT OX/TAXK-
TAIOIIVIMU TTaKeTaMU MU TTaKeTaMU CO JIbIOM Ha 15-20
MUHYT Kaxk/iple 4-6 qyacoB. Hemnb3s mpuKiIa/ibIBaTh e[,
HETIOCPECTBEHHO K TOJION KOXe.

o Cwm. Takxe Hivke «JIOK n peabumnranus npy KpoBOUSIINSI-

HUAX B MbILILIbI».

PekomeHpaunsa 10.4.2:
o Ilpu KpOBOM3NIUAHNY B MBILILY Y TI000T0 MalMIeHTa C

remo¢mnueii BOI pekomeHyeT IpoBeneHue yImy6neHHO
KIMHIT9EeCKOI OIIeHKI, TPaJaliIio i MOHMTOPUHT 60/1eBOro
CHHJIpOMa COITIACHO IIKaie oneHKy 60omu BO3, mockonbky
6071 TPV MBIIIETHOM KPOBOM3ILAHII MOXKET OBITh PpAHHIM
yKasaHMeM Ha 00paTnMoe MOBpeKaeHNe HepBHO-COCY-
CTOTO IyYKa M TKAHEI.

ITPYUMEYAHME: CymjecTByeT MHOTO Pa3mMYHbIX MIKA LA
oneHKn 60711, OHAKO NMPeAIoYTITeTbHee ICIIOTb30BaTh
NMPOCTYIO ¥ YHUBEPCAThHYIO NIKATy OIeHKM 6o, paspa-
6oranHyio BO3. JTa mKama no3BossaeT eJMHOOOpa3HO
BBINOTTHATH OIIEHKY 007IH y /i1 ¢ TeMOuIIeii 1 reHepHpoBaTh
UTOTOBBIE JaHHbIE, COIIOCTABMMBIE C 0OIIeTOMy/IAIMIOHHBIMIL.
ITocnenHee npeacTaBIAETCA BaKHBIM IS IPOJBIDKEHNS B
BOIIPOCAX JIeYeHNA ¥ MCCTEAOBAHNA TeMOpIInm.

KomnapTmeHT-cnHapom
. HepBHO-COCyJII/ICTaH HEJOCTATOYHOCTDb — 3TO HEOT/IOXKHOE

COCTOsIHIE CKETeTHO-MBIIIEYHOTO [IPOMCXOKIEHNS, Tpeby-
I0lllee HeITOCPEACTBEHHOTO I HEIIPEPHIBHOTO HAOMIONEHNS 1
MOHUTOPVHTA Ha IIpeAMeT Heo6XoanMoCTy BaciiOTOMMIIL.
ITpodunakTideckoe redeHne C [ebio MOSHITHS U TIOAAep-
JKaHMsI YPOBHEN aKTUBHOCTY (HAKTOPa C/IefAyeT IPOBOJUTD B
TeyeHue 5-7 mHeN win Josblie (B 3aBUCUMOCTY OT CUMIITOMA-
TuK). OFHOBPEMEHHO C 3TUM HeO0O6X0AMMO BhIToNHATh JIPK
un pea6I/UH/[TaI_U/[IO IS BOCCTaHOB/IEHM MICXOTHOM MBIIIIETHON
¢byHKuMN.%7! (cM. r1aBy 7 «JledeHne KpOBOTEYEHNMIT pasINIHON
JIOKaM3anum» — Tabnuia 7-2)

IIpn K1MHMYECKON KapTUHE, BbI3bIBAIOLIEl IIOJO3PEeHNA Ha
KOMITaPTMEHT-CUHAPOM, TPeOYeTCsl U3MEPUTD AaB/IeHe BHY TPH
KoMmapTMeHTa. [1py moATBepXKeHNN ArarHo3a GacumoToOMsI
TOJKHA TIPOBOAMTHCSA He O3 Hee 12 9acoB ¢ MOMEHTA BO3HMK-
HOBEHIS1 KOMIIAPTMEHT-CUH/pOMa.”2 74 TTo3mHsIst paciimoToMust
IIPOTMBOIIOKA3aHa, TAK KaK COIIPOBOXKAAETCA OCTIOKHEHUAMNI
B OYeHb OOJIBIIIOM YIC/Te CTyqaeB.”

PanHsist pacumoToOMIsI ZEMOHCTPUPYET yIydlleHre Pe3y/ib-
TaTVBHOCTY JIe4eHN s, B TOM 4YMCJ/Ie yMEHbIIIeHNe CTeIleHN
MIOpaYKeHAA MBIIIL U HepBOB. [Ipy HacTyIIeHnN MOTOPHOTO
HEBPO/IOTMYECKOro feuiuTa GacuyoTOMS INIIDb B PEKIX
C/Iy4dasAx MPUBOAUT K TIOTHOMY BOCCTAHOB/IEHUIO BBI3[[OPOB-
JICHUIO Tal[MieHTa.

IIpy coMHeHMAX OTHOCUTENBHO JOCTATOYHOCTY TeMOCTaTIye-
CKOTO OTBETA y /NI C reMOUINelt — 9TO MOKET HAaOTIORAThCs ¥
IIAI[VIEHTOB C BBICOKOPEATHPYOLIVIMI MHIMONTOPAMY — MOXKET



ObITH OIIpaB/aH O0JIee INTEIbHbILI TIePUOJ] HAOTIOEHIS C LE/IbI0
n30€eXaTh NOTEHI[MAIbHON (AaCMOTOMUY U PUCKA HEKOHTPO-
NMPyeMOoro KpoBOTe4eHMs 110C/Ie JAHHOI ITponefiypbl. OfHaKo
n06ast OTCPOYKA B IIPOBefieHNN (aclitOTOMIUM IPY AUATHOCTI -
POBaHHOM KOMITaPTMEHT-CUH/IPOME MOKET IIOMEIIaTh JOCTNYb
OIITMMAJIbHBIX PE3y/IbTATOB B MBIIIIEYHOM BOCCTAaHOB/IEHUH U
B JIa/IbHeIIIeM ITPUBECTH K moTepe QyHKImm.”s

PekomeHpauusa 10.4.3:

o ¥V mamueHTOB ¢ reMo(uINeii MbIIIeYHbIe KPOBOM3 M AHNA
C KAPTUHOI KOMIIAPTMEHT-CHHEPOMA 1 HEPBHO-COCY/N-
CTBIX HapyILleHNiI TpeOyIoT NpoBefeHNs pacuymoromnn He
nosgHee 12 4acoB ¢ MOMEHTAa BOSHMKHOBEHNA CMMITOMOB,
50 HACTYTIEHNA HeOOPaTIMBIX ITOPasKeHNI, BBI3BAaHHBIX
HEKpO30M TKaHeii.

JIOK 1 peabunutaumsa npy KPOBOU3NNAHUAX B
MbliLWLUbl
o Cpasy nocre rc4yesHoBeHnA 60 crenyeT HaunHath JIOK, mocre-
IIeHHO HapallMBas ee [/l IOTHOTO BOCCTAHOBIEHM S ITIVHBI,
cyel 1 QYHKIUY MBIIbL 573 JIOK n peabummuranuio ciegyet
HAYMHATb II0J; PYKOBOACTBOM Vi HAO/MIOleHNEM CIIelINa/IICTa
JIOK, onbITHOTO B /Ie4eHVM TeMO(WINY, YUUTHIBASA ClIeAyIOlIee:
- obecredeHne COOTBETCTBYIOLIEN IPODIIAKTIIECKOI
saruThl Bo Bpems 3austuil JIOK u peabmnuranueri.
B cuTyanuax orpaHMYEHHOCTH PeCypCcoB U TMMUTH-
poBanHoro Hamuuus ¢paxropa JIOK 6es npukpbITus
(haKTOpOM MOXKET IPOBOANTLCA B XOfie peabyInTaloH-
HOTO IIepMOofia, €C/IM TAKOe JIeueHte KypupyeT OIbITHAS
MHoOronpoduIbHasA KOMaH/ja, KOMIEeTEeHTHAsA B BOIIPOCax
OIIOPHO-/IBUTATE/IbHOTO anmapaTa;*’
- TIIpYMeHEeHMe 3TAIIHOTO TMIICOBAHNA UM IIVHMPOBAHNUA
IIpU HeOOXOMIMOCTY KOPPEKIINU KOHTPAKTYP;
- UCIIO/Ib30BaHIe MOfIIeP>KUBAIOIINX PUKCATOPOB IPU
IIOpa’keHN HEPBOB;
- PeryIsApHYIO OLieHKY IallieHTa Ha TIpefMeT 60/ BO
Bpems sansaTnit JIOK, MockonbKy 60/Ib MO>KET CBUfETENb-
CTBOBAaTb O TIOBTOPHOM KPOBOTeYeHUN.””

KpOBOI/I3J1I/IﬂHI/|e B NoAB3A0LWHO-NOACHUYHYIO

MbILLLY

o KpoBomsnusaHus B NOAB3LOIIHO-TIOSICHMYHDBIE MBIIII]bI
IIOTEHI[MAIbHO CIIOCOOHBI MPUBECTN K MTOPAXKEHNIO OIIOP-
HO-/IBUTaTeIbHOTO amnmapara. [1o 3Toit mpuymHe paHO HavyaTas
addexTrBHAA 3aMeCTUTeNbHAS TepamusA GaKTOPOM WM ApyTast
MIOAXO/ALIASA TeMOCTaT4ecKas Tepanus SABJAITCA KpaliHe
BA)KHBIMU JI/I1 MUHMMM3ALUN U IIPEJOTBPAILLeHNA OC/IOXK-
HEHNII, CBA3aHHbIX C KPOBOTEUEHMEM.%

o TlopB3/OIIHO-IOSACHIYHAS TeMOP ATy IPOSB/ACTCA 0COObIM
06pa3oM, KOTOPBII MHOTTIA MOXKET BBOJMUTD B 320y jeHue.%
CHMITOMBI MOTYT BK/TIOYATh 00N BHU3Y KMBOTA, B ITAXy /WM B
HOSACHMIIE, COIPOBOKHAOIIECS HEBO3MOKHOCTDIO BHIIPAMUTBCA
VTN BCTATh U3 CUAAYETO TIOJIOXKEHN; 60/Ib B Ta300epeHHOM
CycTaBe BOSHMKAET ITpU pasTibaHuL, HO He IPU BpalleHnn.*
CHUMIITOMBI KPOBOM3IUAHMA B IMOJB3/IOIIHO-IOSICHUIHYIO

naBa 10: MopakeHns ONOPHO-ABUIaTENBHOIO annapara

MBIIIILY MOTYT COBHAJIaTh C CMMIITOMaMM OCTPOTO aIlleH M-
LT, B TOM 4KCTIe U HamraveM cumnroma [llerkuna-brombepra
(6071€3HEHHOCTD NIPY BHE3AITHOM OC/Iab/IeHNN JaBIeHust).
STy reMOpparuio Takyke MO>KHO IIPUHATD 32 KPOBOMU3IUAHIE
B Ta300epeHHbIN CYCTaB.

B cpenneit yacTu 6efjpa MOXeT IIPUCYTCTBOBATH MTAPaCTe3NA
VTN VIHBIE IPU3HAKYU KOMITpeccuy 6efpeHHOTO HepBa, TaKie
KaK yTpara KOJIeHHOTO pedriekca, c1aboCThb YeThIpeXIIaBoil
MBIIIIIBI ¥ B KOHEYHOM UTOTE MbIIIeYHasA aTpou.’
Bo3MO>KHO, YTO MallMeHTaM C KPOBOU3MAHMEM B ITOAB3IOMI-
HO-TIOSICHUYHYIO MBIIIIY TIOTPeOyeTCs TOCIMTANTN3AIA I
HaOMIOfIeHIsT ¥ KYIIMPOBaHMs GO

MoskeT 6BITH IPOMMCAH CTPOTUI MOCTENBHBIN PEXUM.
INepenBioKeHNIT HA KOCTBULIX CTIEAYyeT 130erarh, Tak Kak Ipn
9TOM MBIIIEYHbIE COKPAIEHNsI CIIOCOOHBI YCUIUTD 6OTIb 1
KpoBOTe4eHne.04-66

Ienecoobpa3Ho MOATBEPANUTD JUATHO3 ¥ KOHTPOIMPOBATD
BBI3[IOPOB/IEHNE TAL[VIEHTa C IIOMOIIbIO BU3YaTU3UPYIOINX HCCTIe-
moBaHMit (YIbTpasByKoBoIt AuarHocTukoit, KT-ckannpoBanmem®
i MPT78),64-66

@usnyeckas aKTUBHOCTD JJO/DKHA OBITh OTpaHMYEeHa 0 TeX
10D, II0Ka 60/Ib He HPOJifieT, a pasrubanye B Ta300epeHHOM
cycTaBe He yIydInTcs. [l BOCCTaHOB/I€HMA TIOJTHOTO Pas3Ty-
GaHus B Ta300€IpeHHOM CYCTaBe, IIO/THOLIEHHOI MOABIDKHOCTI
7 QYHKI[UMY, a TaKXe C I[e/bI0 IPeJOTBPAIeHNA TIOBTOPHOTO
KpOBOTeUeHMs KpaiiHe BaKHO BBIIIONHATD porpammy JIOK
10J], BHMMAaTeIbHBIM HaO/ogeHeM. 64-66

ITpy coxpaHeHMM CTOMKOTO OCTATOYHOT'O HelfpOMBILIEYHOTO
meduiuTa MOKET IIOTPeOOBAThCA HOMOTHUTENbHAS TTOfifIePYKKa
B BUJIe OPTe30B, OCOOEHHO /151 IPefOTBpallle s CruOaHus B
KOJIEHHOM CYCTaBe 113-3a CTTA00CTH YeThIPEXITIAaBOI MBIIIILIbL.
CM. TaxoKe I7aBy 7 «J/ledueHne KpoBOTeUeHNMI PAa3INYHOI TOKa-
nusanu» — Tabmuua 7-2 v rasy 8 «VIHrnouTopsl K hakropy
CBEpPTHIBAHMA».

10.5 | Ncespoonyxonu

IlceBpoonyxonp ABNAETCA YHUKATbHBIM OCTIOXKHEHMEM, KOTOPOE
BCTpeYaeTcs Py reMOUINY U IOTEHIMAIbHO YIPOXKaeT
IoTepeit KOHEYHOCTY U KU3HI.

Ona BO3HUKaET 13-3a HEA[EKBATHO MIPO/IEY€HHBIX KPOBOUS3-
JIMAHUIL B MATKYME TKaHM, OObIYHO B MBIIIILY, IPY/IETAIOLIYI0
K KOCTU; IIPU 3TOM KOCTb TOXK€ MOXXET IO/IyYUTb BTOPUYHbIE
MIOPa>KEHMS.

bes jedeHNs IICEBIOOIYXO0/Ib MOXKET BBIPACTH 1O 6OIBILIOTO
pasMepa, OKa3blBas [ABJIEH)E Ha CMEXXHbIe HEPBHO-COCY/IN-
CThbIe CTPYKTYpbL. II0oTeHIIMaNbHO TaKas OIIyX0/b CIIOCOOHA
IIPUBECTU K NATONIOTMYECKUM II€PEIOMaM.

Ha Koxe HaJi OITyX0/IbI0 MOXKeT 06pa3oBaTbCs CBUILL.
IIceB00ITYXO0/MY MOYKHO OLIEHMBATD U IIOC/IE0BATEIbHO HAOI0-
[aThb 32 X Pa3BUTHUEM IIyTEM yIbTPa3ByKOBON BU3Ya/IM3aLIANL.
Bornee nogpo6HYIO 1 TOUHYIO OLIEHKY IICEBJJO0IYXO/IM MOXKET
matb KT-ckanuposanue n MPT.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpaunsa 10.5.1:

V manyeHToB ¢ reModuIneil, MMEIOIMX KPOBON3TUHIA
B MATKME TKaHU Y IPU3HAKN BO3MOKHOJ IICEBIOOIYXOIH,
B®T pekomeHayeT NPOBOAUTH KIMHNYECKYIO OLEHKY I
paanonornyeckoe NOATBEPKAEHME C IOMOLIBI0 PEHTTeHOIO-
I'MYeCKOr0, YIbTPa3ByKOBOTO J/II MATHUTHO-PE30HAHCHOTO
MCCIeROBaHNA, COOOPa3YACh C CUTYaLMell.
IIPYMUMEYAHME: Ynprpa3sByKoBoe MCCIeJOBaHMe Lierie-
C000pa3HO NPOBOAUTH AJISI MOCIEXOBATETBHOI OLEHKN
Pa3sBUTHUA NICEBJOONYX0NIN B MATKNX TKaHAX, a MPT maer
60r1ee mogpoO6HYI0 MHGOPMALNIO IIepef XMPY PrudecKuM
BMeIIaTeTbCTBOM.

ITPMUMEYAHME: MoryT 66176 mokazanbl KT-ckarnposanme
win KT-anrunorpadus, 0co6eHHo /151 601X IICEBIOOMY-
XO71eli /M B XOfie MpefonepaliOHHOr0 INIAHUPOBAHMUA.

JledeHne ICEBIOOITYXO/M 3aBUCHUT OT €€ TOKaTU3aINN, PasMepa,
CKOPOCTH POCTa ¥ BO3JIEVICTBUA HA CMEXKHbIE CTPYKTYPBHI.
BapuaHTaMy JIe4eHVSA ABIAIOTCA CIefyIONye: 3aMeCTUTe/IbHAsA
Tepanusa GaKTOPOM CBEPTHIBAHNS C BbIIIOTHEHVIEM MOHUTO-
pUHTa, acIIMpalys, obnydeHne, yaaaeHne Xupypriaeckm
IyTeM U XUpPyprudeckas abnAus.

ITpu He6ONMBIINX PaHHUX IICEBJOOMYXOMAX MOXXHO IIONIPO6O-
BaTb IIPOBECTI KOPOTKMIT Kypc (Ha 6-8 Helle/b) 3aMeCTUTebHOI
Tepanuy (paKTOPOM; IPY ITOM KOHTPOJIb IICEBJOOTYXOIN
MOYKHO BECTU IOCTIEOBATEIbHBIM YIbTPa3ByKOBBIM CKPU-
HUHTOM. Ec/u IceBj00ITyX0/b TeMOHCTPHPYET YMEHbIICHNE,
TO C/IeflyeT IIPOJOKATD 3aMeCTUTEbHYIO TepaInio GaKTopoM,
codeTas ee C IOBTOPHOIT YIbTPa3BYKOBOII OLIeHKOI Ha IPOT-
xeHnu 4-6 mMecsnes.”*80 (cM. T1aBy 7 «JledeHne KpOBOTEYeHMIT
PasIMYHOI IOKAMM3aum» — Tabmuua 7-2)

PekomeHpaumna 10.5.2:

ITpu BO3HMKHOBEHNN HEGOMBIINX NICEBIOOITYXO/Tell y ImaIu-
€HTOB ¢ TeModIIIell Ha paHHMX 3Tamnax (Ko GpopMUPOBAHUA
NICEBJOKANCY/IbI) B OTCYTCTBIE AOCTYIA K PeryaspHoil mpodu-
naktuke BOT pexoMeHpyeT mpoBefieHIe KOPOTKOTo Kypca (6-8
HeJleTb) 3aMeCTHTENbHOI Tepanuy (pakTopoM CBEPTHIBAHILA C
BO3MOKHBIM IIPOJIOTKEHIIEM Tepallli, eC/IM HOCTeJ0BaTeIbHO
BBINOTHsAEMbIE BO BpeMEHI YIbTPa3BYKOBbIE UCCIeJ0BaHIA
MOKa)KyT yMeHbIIeHMe omyxony. IIoBTopHYyIo OI[eHKY Heo6-
xopaumo 6yaeT mpoBecTy Yepes 4-6 MecsIeB.

JleyeHne nceBOONYXOJIel — 3TO CAOXKHBIN ITpoIecc,
CBsI3aHHBII C OOJIBLINM YMC/IOM IIOTEHLIMATIbHBIX OCIOXK-
HeHmit. TepaneBTUUECKMIMY BapUaHTAMI JIeYeHs SIB/IIOTCS
crIeayoLe: aMO0Mu3anys, o0ydeHne, YpecKoXKHbIe MeTOHBL,
XUPypriudecKoe yAaaeHye I 3allo/THeHyie OMePTBeBIIelt IT0MoCTI.?
Acriipariys IIceBgoOIy X0/ C MOCTEAYOMNM NHBEKIMOHHBIM
BBefieHMeM (prOPMHOBOrO Kiles-TepMeTHKa, SMOOIM3aINs apTe-
PUAIbHBIX COCYIOB WM TydeBasi Tepamys MOTYT BbUICUUTD
HEKOTOpble HeOOIbIIINe TTOpaKeHs1.81-82

151 MedeHNs KPYIHBIX OITYXO0JIel MOXeT IOHA/J001ThCs OIepa-
TUBHOE BMELIATeIbCTBO - KCIM3NA. TpebyeTcst UMeHHO YAaLATh
IICeBIOOIYXO/Ib C IICEBIOKAIICYIION, a He IPOCTO 9BAKYUPO-
BaTb FeMaTOMY.

o Xupyprudeckas pesekius 60IpIINX abLOMIHATbHBIX/

Ta30BbIX HceBnoonyxoneI?{ IIpeaCcTaBIAET 0C06YIO CIIOKHOCTb
B XUPYPIrM4€CKOM JICUECHUN FeMO(i)I/IIII/II/I " JOJDKHaA IIPOBO-
ONTbCA UCKITIOYUTE/IbHO XI/IprI‘I/I‘-IeCKOI?I 6pmran017[ C OIIITOM
JI€YEHUA IMTAaJVIEHTOB C I‘eMO(t)I/UII/Ieﬁ[. brito YCTAaHOBJ/IEHO, YTO
IpM SKCUM3NUN TaKNX 601pIINX OHYXOTIGI/UI uenecoo6pa3Ha
npeponepannonHasn 3M60HI/I3aI_H/IH.

PekomeHpgauumsa 10.5.3:
o IIpy HanW4My KPyNHBIX NICEBIOONYXOJIEl y MAIMEHTOB C

remodunmeit BOI' pekoMeHyeT yranaTh TaKue ICEBIOOIY-
XOTIN C TICEBJOKAIICY/IOI Iy TeM XMPYPIIIeCcKo SKCITM3N,
KOTOPYI0 MOKET BBIIIOTHATD TNIID XNpPyprdeckas 6puraga
C OIIBITOM JIeYEeHV MAIVEHTOB C reModunel Mo BO3MOX-
HOCTH B IIeHTpe JIedeHNA TeMOPUINI, C HOCTeNyOI M
BHIIMAaTeTbHbBIM MOHMTOPITHTOM 1 JOITOCPOYHOIT Mpodu-
TAKTHMKOII BO N36€e)KaHNe penyaNBa KPOBOTeYEeH.
ITPYMEYAHME: Kone6anus ypoBHA ¢paKTopa B IIepBbIi1 TOf
TOC/Te OTIePAIININ MOTYT IOBBICUTD BEPOATHOCTD PelINBa
KpoBoTedeHn. ITo 3Toit npirymHe BHUMAaTeTbHBI MOHITO-
PYHT 1 ONTHMATbHAA KOPPEKINA YPOBHell PaKTopa NMEI0T
HepBOCTeNeHHOoe 3HAUEeHIe.

CM. TakKe I71aBy 7 «JledeHne KpOBOTeUEHMIT Pa3IMIHON
JoKanusanum» — Tabauna 7-2, rnaBy 8 «VIHIrMOUTOPHI K
axropy cBeproiBaHuA» — «Iemodpunmmsa A/remodunns B»
- «XMUpypruyeckue ¥ MHBa3MBHbIE IIPOLYPbI» U I/IaBy 9:
«OTHenbHbIe aCIIeKThI JIeUeHNs» — «XUpyprudecKue 1 NHBa-
3VBHbIE ITPOLIESyPbI».

10.6 | Mepenombl

o Hecmortpst Ha BbICOKUIT YPOBeHb 3a00/1€BAEMOCTH OCTEOIIEHElT 11

0CTEOIIOPO30M, TIEPEIOMBI Y OOIBHBIX FeMO(uINelt TPOUCXOTAT
HEYacTo, 4YTO, BO3SMOXKHO, CBA3aHO C MEHbIIMMH IIepeMellle-
HIUSMU U C IOHV>KEHHOV MHTEHCUBHOCTDIO IeSITETbHOCTI.S3
OnHako y manueHTa ¢ reMo(UINIecKol apTpornaryeli MoXeT
CyIIeCTBOBATb PUCK IIEPETIOMOB OKOJIO CYCTaBa, B KOTOPOM
CYILECTBEHHO yTpadeH 00beM [JBIDKEHNS, @ TAKXKE B KOCTSIX C
OCTEONOPOTUYECKUMU TOPAKEHUAMM.

o JleueHne nepenoma TpebyeT He3aMeIIUTENbHOI 3aMeCTH-

Te/bHOII Teparuy GakTopoM.53-85 B yjeate marjueHTsl JODKHBI
HaXOJUTBCS Ha IPOIUIaKTUKe (HaIpJMep, BBICOKMMM JJ03aMI
K®C) ¢ ypousamu paxropa He MeHee 50 ME/ 1 B TeveHne, kax
MUHUMYM, OfHOI Hepenn. 18385 3areM MOXKHO MOAep>K1MBaTh
6oree HM3KHe YpOBHM (aKTOpa B TedeHNUe HocmeRyomyx 10-14
JiHelt, YTOOBI IPEOTBPATIUTD KPOBOUS/IMSIHIE B MATKIE TKAHIL,
IIOKa UeT cTabunmsanus nepenoma. (cM. rasy 7 «Jledenne
KPOBOTEUYEHWIT pas/INuHOI TOKaMu3anun» — Tabnuma 7-2)

PekomeHnpgauna 10.6.1:
o IIpu mepenome y mui c remodunueit BOT pekomeHpyeT He3a-

MEINTENbHO HAYMHATD TEPANINIO KOHIIEHTPAaTaMN (l)aKTOpa
CBEPTBIBAHNA WIN APYTUMHI I'€MOCTATUIECCKIIMH IIpenapa-
TaM 1 MPOJO/DKATh €€, yA€pK1BasA JOCTATOYHO BbICOKME



ypoBHU (paKTOpa C I[eNbI0 KOHTPOILA KPOBOUSMVAHUIL B XOfIe
OJHOI HeJeIN JIN JONbIIe, B 3aBMICMMOCTH OT BEPOATHOCTI
KPOBOMS3IIAHNIA, KOTOPasA ONpeenaeTcsa TOKann3anuei i
crabunmsanueri mepenoma. Ha npoTsskeHNN cleqyommx
10-14 gHeit MOXXHO CHUSUTD YPOBHU (PaKTOpa, MOJAeP>KIBa-
IOIMecs /i NPeJoTBPallleHNA KPOBOU3INAHNIA B MATKME
TKaHMU B X0fie CTabunmsanuy nepenoma. B casu c yrposoit
PasBUTHA KOMIIAPTMEHT-CHHIPOMa 0COGEeHHO BasKHO MPOBO-
BUTh KIMHINYECKNI MOHMTOPWHI.

Inan nevyenus cienyeT paspadarblBaTh Ay KaXKOIO KOHKPET-
HOTO IIepeloMa U IPY HeoOXOAMMOCTU XUPYPIrudecKux
BMeILIATe/IbCTB BK/IIOYATh B HETO COOTBETCTBYIOIIee POpu-
TaKTUYecKoe IPUKPHITHE.

ITo BO3MOXKHOCTH CliefiyeT 136eraTb HaToXKeHNs CIIIOLIHO
IVPKYAPHOI TUIICOBOI MOBA3KY ¥ IIPYMEHEHMA CTBOPYATHIX
TUIICOBBIX IIOBSA30K, 0COOEHHO Ha PaHHMX 3TallaX; 3[1€Ch Ipef-
HOYTHTEIbHEee TUIICOBbIe TOHTeThLS> O6sA3aTe/IbHO IIPOBefieHe
MOHUTOPYHTIA — OCOOEHHO IIpY NepeIoMax MpeAIieybs — BO
u30exaHMe TaKMX OC/IOKHEHNIT, KAK KOMITAPTMEHT-CYH/IPOM.
ITpy OTKPBITHIX/MHQUIMPOBAHHBIX IIePeNIOMaXx Ipefi/IaraeTcs
PaccMOTpeThb IpYMEHeH e AIIapaToB BHELIHe ! pukcannm. s
CregyeT 10 BOSMOXXHOCTM M30eraTh J/INTENbHON NMMOOM-
NM3AIUH, TaK KaK OHa MOXKeT IIPUBECTM K 3HAYUTETLHOMY
COKpaIL[eHNI0 00beMa IBIDKEHNS B CONPefe/IbHbIX CycTaBax.s>84
Kak TOIbKO IepeoM CTabuInsupyeTcs, HeOOXOAMMO Opra-
HusoBatb 3aHATUA JIOK ¢ 1enbo BoccraHoBIeHA 00 beMa
ABIVDKEHMs, CUIbI MBI 1 PyHKI[UM. >

PekomeHpauusa 10.6.2:

ITpu nepenomax y mui, ¢ remodunneit BOI BoickaspiBaeTcs
3a IpefnoYTUTENIbHOE IPIIMEHEeHMe TIOHTET, a He CIVIOITHOTO
THIICOBAaHMA BO U30eXaHNe pasBUTIA KOMIIAPTMEHT-CUH-
npoMa (0cO6eHHO Ha pAHHUX CTaJNAX), @ TPU OTKPBITBIX MIN
MHPUIMPOBAaHHBIX MepeToMaX NPeANOYTUTeIbHee IIPIMe-
HATH aNNapaThl BHEIIHel QUKCcaIuN.

PekomeHpauumsa 10.6.3:

IIpu nepenomax y nui ¢ remopumeit BOI pekomengyer
u36erarp [INTETbHOI MIMMOOGUIN3AINY U CINTAET I[eNecoo-
6pasnbivM HaunHATh JIOK 1 peabummraiiio oy KOHTponeM
CHeNaMICTa Cpasy e Mocae CTaOMIN3an neperoma ¢
IeNbI0 BOCCTAHOBIEHNA 060'beMa IBVDKEHIS, CHIThI MbIIIIIY
¥ GyHKIMM.

Cwm. TaxKe 171aBy 7 «JleueHue KpOBOTeYEHMI Pa3INYHON
NoKanmMsanumn» — rabnuua 7-2, roaBy 8 «VIHrMO6UTOPH K
(axropy cBeproiBaHus» — «lemodumms A/remodunus B»
- «Xupypruueckne ¥ MHBa3MBHbIE IPOLEYPbI» I I7IaBy 9
«OTHe/bHBIE ACTIEKTHI JIEYeHMsI» — «XUPYPrudecKyie i NHBaA-
3UBHBIE IIPOLIETYPbI».

10.7
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OpToneguyecKkasa xmpyprusa npm
remodunun

o Haunyumne pesynbraTbl OpTONEANYECKON XUPYPIUM ALY -

€HTBI C reMOduUINeit IONTYYaIOT P IPOBEJEeHIN OIepalit
B CIeIaIN3MPOBAHHBIX LIEHTPaX JeueHNs reMopuIny, e
KOMIIeTEHTHBIE MHOTOIIPO(I/IbHbIe KOMaH/Ibl MePabOTHIKOB
TOTOBBI JIYNTH ITVX MAIVIEHTOB COTTIACHO MHAUBUIYaTbHO
ofgo6paHHOI TakTHKe. >!!

ITraroOBOE XMPYPIUYECKOE BMEIIATEMbCTBO, IPOBOMVIMOE CPa3y B
HEeCKO/IBKIX JIOKa/IM3ALMAX 100 OfHOMOMEHTHO, 100 M03TaIl-
HBIMM IIPOLIefypaMit — 3TO Goriee 1eeco0OpasHblil Crocob s
BOCCTaHOBJICHVSI IOXOZKY 1 0011et QYHKIIMY, KOTOPBIIT TAKKe
ITO3BOJIACT PAIlMOHATBHO UCIIONb30BaTh 3aMECTUTENbHYIO
Tepanuio pakTopaMu®’ WM APYrIMI FeMOCTaTHIeCKIMI IIpera-
paramu. (cM. raBy 7 «J/ledeHne KpOBOTEUEHNUIT Pa3IMIHOI
JIOKamM3auuu — tabauna 7-2)

MoskeT 0Kas3aTbcsi 000CHOBAaHHBIM IIPMMeHEHIe MECTHO/IET -
CTBYIOIIVX CPeCTB [I/IA YCUIEHUA TIOKaTbHONM KOATY/IALINN.
MHbunpTpalyio paHbl MECTHBIMYU aHECTETUKAaMU (TUTHOKaWH/
NIMEOKaNH n/vny 6YIMBaKauH) B COYETAHNUMN C ajpeHATNHOM
1 GUOPMHOBBIM K/IeeM-TepMEeTUKOM/CIIpeeM 1ie/1ecoo6pasHo
TIPYMEHATD [/ KOHTPO/IA HOATEKAHNA KPOBHU BO BpeMsA XUpyp-
TMYECKMX BMEIIATeIbCTB C OOIIMPHBIM ONePaLMOHHBIM MOJIEM.
56,88,89

B moceoneparfoHHOM BefleHIM NALMEeHTOB ¢ reModumet
IIOMJMO BBITIOTHEHNS 3aMeCTUTE/IbHOI Tepanuu GakTopoM
(mpepmoYTUTENIbHEE HENIPEPbIBHASA MHQDY3MS) WIN IIPOBEeHI
Apyroit HpodIIaKTUKY HEOOXOAMMO BHIUMATEIbHO C/IEUTD 32
6071eBbIM CHHIPOMOM 11 3a4aCTYIO [JaBaTh IIOBBIIIEHHBIE O3B
aHaJIbIeTUYECKMX IIPENapaToB B O/IIDKaliIIeM II0C/Ieonepan-
OHHOM Ilepuope.>®

YpesBplyaliHO BayKeH XOPOUINIT KOHTAKT C KOMaHJHOI, TPOBO-
AsiLIeNt TOC/IeoNnepanoHHyo peabminrannio.’ 3Hanne
IOIPOGHOCTEI BBIIIOJTHEHHOI XMPYPrUdecKoli onepanuu u
CTaTyca CyCTaBOB B XOfi¢ OIlepanyy I03BOINT y4IIe CIIa-
HMPOBATbh COOTBETCTBYIOLIYIO IIPOTPaMMy peabyInTaliN.

B paMKax KOMIIJIEKCHOTO JIe4€HNA CTefyeT MPOBOANTD KaK
IIpefioNepalIOHHYI0, TaK U Ioceonepanyonnyto JIOK pia
TOCTVDKEHNUA ONTUMAIbHOTO Pe3y/IbTaTa C TOUYKU 3PEHUA
dyHxym. 3

PekomeHnpauna 10.7.1:

o IIpu opromegnyecKux Xupypruyeckux BMelraTeIbCTBax

y HanueHToB ¢ reModuineii (0cO6eHHO B CIydasx MOATe-
KaHN:A KPOBY NPY YIIMBAHII PAHbI, a TAK)Ke NP HATIYNK
MepTBOro IPOCTPAHCTBA Win nonaocreii) BOT npemnaraer
MCIIOIb30BAaTh CPEACTBA /I YyCUIEHN s MECTHOI Koary-
NAMY U MHQIIBTPAIIO PAHbI MECTHBIMI aHECTETHKAMI
(murHOKaMH/MNAOKAaVMH U/WIK OYIMBAKANH) C AAPeHATITHOM
¥ GUOPUHOBBIM K/IeeM WIH CIPeeM C LieTIbI0 KOHTPOJIS MOjTe-
KaHUA KPOBM BO BpeMs XMPYPrudecKnX BMELIaTeIbCTB C
OOLIMPHBIM ONEPANMOHHBIM MOIEM.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PekomeHpauna 10.7.2

ITpu opronenuyecKix XupyprudecKix onepamysax y NajeHTos
cremodpumeit BOI' pekomMeHgyeT MPOBOANTD 3aMeCTUTETHHYIO
Tepanuio paKTopoM, a Tak)Ke aKTMBHOE KyIIpOBaHIe 1
MOHITOPUHT 6071eBOTO CMHIPOMa C MPMMEHEHNEM IOBbI-
IIEHHBIX 103 AaHATBTeTHYECKNX MPENapaTos B OmmKaiimemM
NOC/IeoNePaliOHHOM IIepIofie.

PekomeHpgauua 10.7.3:

VY nanueHTOB ¢ reModuneii B HOCIe0NepayioOHHOM IIepuofie,
C/IegyoINM 3a OpToneanyecKoii onepanueii, BOI peko-
MEeHJyeT MPOBOAUTH IOCTENIEHHYI0 PeadINTALIIO O,
pyxoBopctBoM cnienuanucta JIOK, umeroniero onbIT BegeHmA
MAIMEHTOB C reMOIIneit.

CM. TakKe rnaBy 7 «JledeHne KpoBOTeUEHMIT Pa3IMIHON
JIOKanusanuu» — rabauua 7-2, r71aBy 8 «VIHrMO6UTOPBI K
daxropy cBeprhiBaHUA» — «leMopumma A/remodunus B»
- «Xupypru4eckne ¥ MHBasMBHBIE IPOLEyPhI» U IIaBy 9
«OTHenbHbIe aCTIEKThI JIeUeHNA» — «XUPyprudecKue u MHBA-
3VMIBHDBIE IIPOLIEJYPbI».

10.8 | 3ameHa cycTaBa

IToxasaHueM K 3aMeHe CyCTaBa ABJIACTCA BhIPOXKEHHASA TeMO(IIN-
4ecKas apTPOIATHsL, KOTOpPast, BBI3bIBasA O0/Ib 11 PyHKIMOHAIbHbIE
HapyLIeHN, He OTBe4aeT Ha KOHCePBATMBHOE WIV MHbIE Bapy-
QHTBI XMPYPIUIECKOTO JIeYeHNA.

3aMeHy cycTaBa ClefiyeT BLIIOIHATD UCKIIOYNTEIbHO B
IIPY3HAHHBIX L[EHTPAX JIeYeH Vst TeMOMIINY, IJie eCTDb OIbITHbIE
XMPYPIU-OPTOIEAbl I COOTBETCTBYIOIAsA TeMaTOIOIMYeCKast
HOfifiep>KKa U TabopaTopHas CIysx6a.

B nopf06HBIX LIeHTPax eCTh MHOTOIPOgUIbHAsA KOMAaH/IA, Ky/a
BXOZIUT MEJCeCTPa, COLMA/IbHBII PAOOTHUK 1 CIEI[VIA/IACT 110
JIOK, 3HaKOMBIe C TPeOOBAHMAMMY K JIEUEHUIO MAI[MEHTOB C
remModueit BO BpeMsi IPOBefeHNs apTPOIIIACTUKN.

lemocTas B xoge nepuvonepaumnoHHOro nepuoga

JI/151 yCIIeIHOr o IpOBeIeHNA XMPYPIUYeCKOro BMelllaTe/Ib-
CTBa KpajiHe Ba)XHO TI[aTelbHOE IOAep)KaHye TeMoCTasa.
KoHKpeTHbIe ypoBHY (paKTOPOB B I/Ia3Me BO BPeMs Pa3IMYHbIX
9TAIlOB XUPYPIUYECKOII OTlepaluy IPUBOAATCA B IIaBe 7
«JledeHne KpOBOTEUEHNIT PA3NTMYHOI IOKAIM3ALMN» — TaOMMIIa
7-2. B HEKOTOPBIX IIEHTpaX 3aMeCTUTeNbHas Tepanus GakTopoM
IIPOBOAMTCS IIyTeM HelpepbIBHOI NHPY3UM, 0COOEHHO B
TedeHMe NePBBIX 72 4acoB, IOCKOIbKY OHa obecriednBaeT Oonee
CTaOM/IbHBIN OCTATOYHBIT YPOBEHD 3aLUTHOTO (akTopa.”!
IIpuMeHeHMe B IepUOIEPATUBHOM IepHofie aHTUGUOPUHO-
JTUTUKOB U PMOPUHOBBIX TePMETHUKOB IIPOLEMOHCTPUPOBAIIO
93¢ eKTUBHOCTD B CHIDKeHNU KpoBomoTepu. OgHaKoO HET
COIVIACOBAHHOTO MHEHV HACUeT IPOJO/DKUTENBHOCTH ITOCTIe-
OIIepalIOHHOTO JIeYeHN .2

OO6BIYHO He BOSHMKAET HEOOXONMMOCTHU B TpoduIakTuKe
TpoM603a ITyOOKUX BEH y MAI[IEHTOB, KOTOPBIM BBIIOTHACTCA
apTPOIIACTHKA C IPUKPBITHEM (aKTOPOM, 32 VICKIIOUeHNEM
CITy4aeB, KOIZ]a B IIOC/IEOIIePAIIIOHHOM NepHOfie HOfIePKIBAIOTCH

OuYeHb BBICOKVE YPOBHMU ¢aKTopa B mnazMe.” (O BeHO3HOI
TPOMO09IMOOINY ¥ PEKOMEHAALIMSX OTHOCUTENBHO TPOMOO-
IpOoGMIAKTHUKY CM. TIaBy 9 «OT/enbHbIe aCIIeKTHI IeYeHNA»
- «Xupyprudeckue ¥ M’HBa3UBHbIE IPOIIEAYPbI».)

Xupypruueckne acnekTbl

B xomeHHOM cycTaBe 3a4acTyI0 HaO/MIOAETCS HepeiHe3a HMi/
MeIYia/IbHO-/TaTepaIbHbII AUCOAIAHC, 11 9TOTO CIIEAyeT OXKUIATD.
JHorza MoXeT HOTpe6OBaThCS UMIUIAHTAT, MHANBUYATbHO
M3TOTOBJICHHBII /1A MalyeHTa. YacTo BCTpevyarTcs 3HaUn-
Te/IbHas YITIOBast fiepopManys, HOABBIBUX HaIKOJIEHHIKA 1
3aJHMIT TIOABBIBMX 60/bLIe6EPIIOBOI KOCTH!. BCé 910 MOXKeT
OTpe60BaTh 3HAYNTEIBHOTO BHICBOOOXKIEHVISI MATKIX TKAHEIL.

o B HeKOTOpBIX C/TyyasX peKOMEHI0BalIach OJJHOBPEMEHHAs
3aMeHa 000MX KOJIeHHBIX CYcTaBOB. TakKe CTIefyeT pacCMaTpu-
BaTbh BO3MOXKHOCTD ITPOBEJEHNS JJOIIOTHUTE/IbHBIX IIPOLENYP
IIpY Ha/IM4YUY TTOKa3aHmit. 87

o IIpMHUMIIBI TPOBEEHNA 3aMeHbl KOJIEHHOTO CyCTaBa TaKue
JKe, 4TO U J/IA BCero HacesneHusA. Yalre Bcero NpuMeHA0TCA
3a/IHeCTaOM/IN3MPOBAHHBIE SHIOIIPOTESBI MLV SHJOIIPOTESBI C
HOXKKaMI ¥ O/I0OKaMM /IS 3aMelleHNs MMEIInXcst ieheKToB
KOCTHOV TKaHMU.

+ Bo Bcex cryyasix mpuMeHeHMs LieMEeHTHON (pUKCALNN CTIefyeT
JICIIONIb30BATh 1[€MEHT, HACBILEHHbI aHTUOMOTUKOM.

o YmmBaHMe paHbI I0/DKHO IIPOBOANTHCA TIATE/IBHO.

o OTHOCHTENBHO MCIIO/Ib30BAHMA IpeHaKa KOHCEHCYca HeT.

 Kacarenpno Hammy4mrero tuna $pukcanuy Ipy 3aMeHe Ta3o-
GefpeHHOro CycTaBa KOHCEHCyca HeT.%

MNocneonepauyroHHas neyebHas pu3KynbTypa

o JIDK cremyeT HauMHATD KaK MOXKHO paHblIIle, B jieasie B IeHb
IIpoBeieHNA Xupyprudeckoit onepanun. 3anatna JIOK gomxHbl
OBITH Halle/IeHbl HA BOCCTAHOBJIEHME (DYHKIVIT OpPraHn3Ma,
TaKMX KaK 00beM BVDKEHNS M MbILIEYHAsI CUIIA, TIPEX/e 4eM
MOXXHO OyZIeT IIepPeXOUTh K YCU/IEHNI0 PYHKI[MOHAIBHOTO
TPEHJHTIA U TIOBBILIEHNIO BBIHOC/IMBOCTI.

o [lna mpenynpexpeHnsa BOSHUKHOBEHIA CyCTaBHBIX CIIAeK KpajiiHe
He0oOXOAVMO PaHO HaYMHATb MOOVIM3AIINIO CYCTABOB I Liejie-
HAaIpaB/IeHHO paboTaThb HaJ BOCCTAHOBJIEHMEM JABVDKEHMA. S
Ha sToMm aTarte Taxxe He0OX0AMMO 0OpaIaTh BHUMAHIE HA
C/Iydan MeJJIEHHOTO 3a)KVMBJIEH) PaH U TKaHeN, a TaKXKe Ha
PVCKVI TOBTOPHBIX KpoBoTedeHu 1. OYHKI[MOHATbHAS peabum-
TaIs JO/KHA OBITH 11€/IbI0, HO TOBKO MIOC/IE BOCCTAHOBJIEH S
BCEX BO3MOXKHBIX (QYHKIIVIT OpraHn3Ma.

o OOBIYHO TYYIINMI CIIELATICTAMI 10 COCTaB/IeHNIO 6e30-
IaCHOII 1 BCeoObeMITIOLIelT aMOY/IaTOPHOIT IPOrpaMMbl ABJIAIOTCA
crierpanuctsl JIOK B neHTpe neveHus remodunm. Bosamoxxen
BapuaHT, Korga crrerpamict JIOK n3 neHTpa nevernst remodumnn
cBssbIBaeTcA co cnenuanuctom JIOK no mecty npoxmuBanus
[TalMeHTa, YTOOBI OPraHN30BaTh IIPOrPAMMY IIOCTOIIEPALIN-
OHHOTO JIeYeH s>’

PekomeHnpauna 10.8.1:

o V¥V manuenToB ¢ remodunneit BOI pekomeHnyeT 3aMeHy
CYCTaBOB TONBKO B CIy4ae BbIPA>KEHHOI reMoGyIndecKoit
apTpomnarum, KOTopas He OTBeYaeT Ha KOHCepBaTUBHOE VI
MHOE XUPYPIrUdecKoe TedeHe i IPU STOM BbISbIBaeT 00/Ib,



(dyHKIMOHAaTbHBIE HAPYIIEHN U YTPATy YYaCTHA B IIOBCEN-
HEBHOJ eI TeTbHOCTH.

o TIPMUMEYAHMVE: B nepnonepanioHHOM nepuoje aia
CHIDKEHUA KPOBOIOTEpY MOYKHO VCIIONTb30BaTh TPaHeKca-
MOBYIO KCTIOTY ¥ GUOPUHOBBIE TePMETHKI.

o ITPIMEYAHME: K 3ausatuam nede6Hoi1 GpU3KyIbTYpOIl B
upeane ClefyeT NPUCTYNATh B AeHb MPOBEEHNA ONepaniu,
HAYMHAsA C paHHel MOGVIN3AIN CYyCTaBa I C COOTBETCTBY-
OIIVM HapalBaHNeM YIPa>KHEHMIT /I BOCCTAHOBICHUA
JBIDKEHUSA U CHUTBI MBIIIII,

OcnoXHeHnA n [ONroCpoYHble aCneKTbl

o Ilo cpaBHeHMIO ¢ 001Iell TOMYIIALEN PV 3aMeHe KOIEHHOTO
CycTaBa y HAI[eHTOB C reMODIINell OTMe4aeTcsl TeHeHIVs
K MeHee 0/1aronpysTHbIM 6a/UaM B pyHKIMOHAIBHOI OLIeHKe
cycTaBa ¥ K 0OJIbIIEMY KO/IMYECTBY IIOCTOHEPALMOHHBIX OCTIOXK-
HeHMI1. 9TO B OCHOBHOM CBS3aHO C HaJIMUeM OC/IOKHAIOMIMX
(aKTOpOB ¥ IIOpaXKEHMEM CPa3y HECKOIbKUX CYyCTaBOB. %698

o Omnepaunio Ha KOJIEHe HeJIb3s1 CIMIIKOM JIOJITO OTK/Ia/[bIBATh,
TaK KaK IIpefjollepaliMOHHbII CTATyC CriuOaTeNbHO KOHTPaK-
TYPBI 3HAYNUTEIbHO BIMAET HA IIOC/IE0IEPALVIOHHbIE PE3Y/IbTATBI.
ITpu crubarenpHOI KOHTPAKTYpe B KoseHe 6orblite 25 IpajiycoB
CYyILLIeCTBYET IOBBILIIEHHBIN PUCK HEY/JOBIETBOPUTENIbHBIX
Ppe3y/lIbTaToB OllepalMi I Pa3sBUTHUA I10C/IEO0NEPALVIOHHBIX
crubarenpHbIX KOHTPAKTyp.*

o PerpocrexTuBHO YacTOTa pasBUTYs MH(EKIUNY ITOCIIe apTPO-
IUTAaCTUKY y HALMEHTOB ¢ reMoguinelt 6bl1a BbIle, 4eM B
o61eit monyinuy. OFHAKO 3a IIOCTIEfHME JeCATD JIeT YPOBEHb
pasBuTHsE MHGEKLMOHHBIX OCIOKHEeHWIT cHM3mICs. CerogHs
coobmaercs o 1ydpax, IPaKTUIECKN AHAJIOTMIHBIX JaCTOTe
B 00111e11 IOy M. >

o Y manyeHTos ¢ reMouIvei BbIllle PUCK [I03[IHee 3apa3nuThCs
BTOPMYHON MHPeKIyert. 00

o ¥V maumenTos ¢ BUY 1 BI'C moxeT 6bITh BbILIIe PUCK MHPMIN-
PpOBaHNUA NPOTE3MPOBAHHOTO CYCTABA.

o JIMTENBHOCTD CPOKa CITY)KObI KOTIEHHOTO MMIIITAHTATa MOXKET
OBbITH TAKOJ >Ke, YTO ¥ B OOIIell MOMy/IALNMA, X 3aBUCUT OT
ypOBHsI IIpodeccnoHanu3Ma KOMaH/bI JIe9eHNUs reMOIIny,
TUIIA IPYMEHEHHOTO VIMIIJIAHTATA U TAXKECTU CKETIeTHO-MBI-
II€YHBIX TIOPAKEHNI! B JAHHOM CycTaBe.>410!

o Cm. Takxe I7aBy 8 ««VIHrMOUTOPDI K GaKTOPY CBEPTHIBAHNUS»
- «lemopums A/remodunns B» - «Xupyprudeckue u nxsa-
3MBHbIE IPOLEAYPbI» U IT1aBY 9 «OT/eNbHbIE ACIIEKThI JIEeUEHN»
- «XMpyprudecKkue ¥ MHBasMBHbIE IIPOLIEYPbI».

10.9 | NcuxocoumanbHble NOCNEACTBUA NPY

NopakeHNAX ONOPHO-ABUraTeNIbHOrO
annapara

o HecMOTps Ha JOCTUTHYTHIN 3a ITOC/IE/IHIE TO/bI 3HAYMTE/IbHBIN
IPOTpecc B iedeHN reMOpUINI, TULIA ¢ TeMO(IIINeIt IT0-IIPesK-
HEMY MCIBITBIBAIOT IICUXOCOLMA/IbHbIE CTIO)KHOCTY U3-3a
reMOQUINYECKIX TIOPAXKEHMIT OIIOPHO-BUTATE/IBHOTO aIlla-
para. DT OCTIeACTBUS 0COOEHHO OLIYIAIOTCA TALMeHTaM,
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BBIPOCLIMMM [0 TIOSIBTIEHNSI TPOGIIAKTYECKOTO JIeYeH s MTN
Ke He IMEIOIIVMIY IOCTYTA K podutakTrke. 02
VlccnemoBanne ¢ ydacTyeM /NI, CO CPERHETAKENON 1 TAXKENON

I‘eMO(i)I/ITII/Ief;I BbIABUIIO, YTO IMALMEHTHI C 6onee Bpra)KeHHOI?I

apTpomaTie olyIanT 60lee HU3KOe KaueCTBO >KMU3HI,
0Cc00eHHO B Qp13NUECKOM JJoMeHe. 03

Ha ncuxocounanbHble OrpaHNYeHs], BBI3BaHHBIE TeMODI-
JIMYeCKON apTpoIaTueil, MOTYT HaK/IafbIBaTbCsA CIIeYIOIIVe
ycyry6siore MOMeHTBI:104

M3MEHEHNIE IIOXOOKI;
TIopa’XeH1e HECKOIbKNUX CYCTaBOB;
XpoHm4eckad 6011b.

IcuxoconmanbHOe BO3/le/ICTBIE BhIIIENePedMC/IEHHBIX
yCyry6nsmomux GpakTopoB MOXKET BBIPKAThCS depesos:

IIPOIYCKY y4eObl U paboTh;

OTPaHNMYEHN B 3aHATUAX CIIOPTOM;

MeHblllee yJacTye B COLMAIbHOM XKM3HM M/ WIN pacTylee
OIMHOYECTBO;

HeTaTVBHOE CaMOBOCIIPUATHE, CBA3AHHOE C BUJIOM
CBOETO TeJla, OLyIleHNeM MY>KeCTBEHHOCTI 1/ Mn
CaMOOILIEHKOI;

OTCYTCTBMeE OLIYILeHMs HOPMATbHOCTH;
OTpaHNYEHHYI0 PU3NIECKYIO ITMOKOCTD B CEKCYa/IbHBIX
MO3UINAX;

CIIO>KHOCTY B IMYHBIX OTHOIIEHUSX;

yTPpaTy >KM3HEHHOI po/u 1/1in e€ U3MeHeHue;
MIOBBILIEHHYIO YTOM/IA€MOCTD;

OTpMULATe/IbHbIE BAPMAHTHI a[JalITVBHOTO ITOBEIECHNUA.

y i ¢ I‘eMO(i)I/UII/IeI‘/)I 13-3a 3a007IeBaHIIs CyCTaBOB MHBA/INJ-
HOCTDb 3a9aCTYI0 BO3HMKAET B 6onee PaHHEM BO3pacTe, Y4€M B

O6H.Ie]7[ TIOIIYIALINN, I MOXKET 3aTPYIHATb HaJleXKHOE MCIIOI-

HEHNE MU TPYAOBBIX 00513aHHOCTEIT. DTO MOXKET BBIHYIUTD

TIIallMI€EHTOB K BBIXO/Yy Ha IIEHCUIO paHbIlle 3allJ/IaHNPOBAaHHOT O,

IIpUBOAUTD K BbIHy)K,]IeHHOI?I orepe BBITIO/THSIEMOA pomn mnmn

K CIBUTY BO BCEX aCIeKTaX )KM3HU U HETaTVBHO CKa3bIBaThCA
Ha MaTepyaJIbHOM ITO/I0KeHNM. |04
B pa3paboTke ICUXOCOIMATbHBIX BMELIATEIbCTB CIIEAyeT

Y4IUTbIBAaTb MHAUBUYa/IbHbIE 00CTOSATENbCTBA I HOTpe6HOCTI/I

KOHKPE€THOTIO /IN1a, B TOM 4MCjI€ IICUXNYECKNE, SMOLIMIOHAaIbHbIE,
ColMaabHbIE, O6pa30BaT€)’IbeI€ un KyanyprIe.lOS
CTpaTeI‘I/IH VHIVMBUAYATbHBIX IICMXOCOLVA/TbHBIX BMEIIATEIbCTB

MOXKeT ObITD HallelleHa Ha OKa3aHye IIOMOIIY MAllieHTaM B
ajlanTanyy K 601 1 K QyHKIMOHAIBHBIM OTPaHIYeHUAM 105
U Ha pa3BUTHE CTPATETNii IPEOIONeHNs TPYAHOCTEI, BKIII0Yas:

BbIABJIEHME/ paclio3HaBaHMe PaKTOPOB CTpecca I
CUJIBHBIX CTOPOH;

pasfeneHne 03ab0YeHHOCTY Ha COCTaBAmye (T.e.
IIOCTAHOBKA IieJIeil V1 IIPMOPUTETOB, a TAKKe POPMUPO-
BaHIe CTPATETNil A7 II00YEePESHOTO pellieHst IpobieM);
aHa/IN3 VIMEIOIINXCA BapUAHTOB;

HOMCK HeOOXOMMOIt MHPOpMALN;

yCUIeHVe CUCTeM MOfIIeP>KKIA;

HaBbIKM 3¢ PEKTUBHOTO 0OLIEHIsT;

HIepeoCMbIC/IeHe CUTYaIVN;

UCIIO/Ib30BaHVe METO/IOB OTBJICYeHN A BHUMAHIS;
[IpYMeHeHe aalTUBHBIX «sI- yCTAHOBOK» JI/IsI IPEOJi0-
JTIeHMS TPYRHOCTe. 100
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o IlcuxocolyanbHble BMENIATeIbCTBA OBBIIAIOT YCTONYMBOCTD
MaIlMeHTa, CIIOCOOCTBYA ero IMYHOCTHOI CaMopeann3alnn,
3¢ deKTUBHOCTY TedeHNs1, KOTHUTUBHO TMOKOCTH, XKM3He-
CTOMKOCTH, ONITUMM3MY ¥ YMEHMIO 3aIMII[aTh CBOY IHTEPEChI
(camoapBoKaum).

o IlapTHepckoe HACTaBHUYECTBO (II0 TUITY «PaBHbIl pABHOMY»)
U BO3MO>XKHOCTM TPYIIIIOBOrO 06y4YeHNs CIOCOOCTBYIOT
opMMpoBaHUIO MOAEPKKHU, CHYDKAIOT M3O0JIAIUIO, TIOBbI-
LIaI0T BOCIPUMMYMBOCTD K MHPOPMALMY U YCUTUBAIOT
JKI3HECTOMKOCTD. 107

PekomeHpgauumsa 10.9.1:

o JInsa manueHTOB ¢ reModuneii, UMEIOLIX XPOHUIECKIe
CKelleTHO-MblIIeYHbIe 601N Wi GpyHKIMOHATbHbIE Orpa-
HuveHus, BOI pekoMeHyeT IPOBOAUTD MHANBULYATHHO
OpraHM30BaHHbIE ICHX0CONATbHbIE BMEIIATETbCTBA [T
PaboTbI ¢ KOHKPETHBIMM IIOTPEGHOCTAMY KaXKJOTO YeTIoBeKa
C YYEeTOM CYLIeCTBYIOINX (PU3MIECKIX, IMOLVNOHATHHBIX,
COIMaIbHBIX, 00pa3oBaTeNbHbIX M KY/IbTYPHBIX 00CTOS-
TebCTB.

PekomeHpaunsa 10.9.2:

o [Ina manueHToB ¢ reModuneii, UMeOINX XpOHMYeCKIe
CKe/IeTHO-MbIIIeYHbIe 6011 ymi PyHKIMIOHAIbHbIE Orpa-
Hu4yeHusa, BOT pekoMeHayeT NpuMeHeHNe CTpaTerui
KOHKPETH3VPOBAHHBIX ¥ NTHAMBUAYATM3UPOBAHHBIX IICUXO-
couyanbHBIX OLlEHOK M BMeNIIaTeNbCTB, Halle/IeHHBIX Ha
yIydineHne KayecTBa ;ku3Hu. Crofga BKII0OYaeTCs NCUXO0COIN-
a/IbHOE KOHCY/IBTUPOBaHIe, KOHCYIBTalNI IO 06pa30BaHNIO
U TPYROYCTPOIICTBY, a TaK>Ke GMHAHCOBOE INIAHIPOBAHIIE.

PekomeHpauna 10.9.3:

o B pab6ore c manmenTamu ¢ reMoQuieit, MMEIOLIMMI XPOHM-
YecKie CKelIeTHO-MbILIeYHble 60/ 1N GpyHKIOHATbHbIE
orpanmyenus, BOT pekomennyer copeiictBoBarsh GopMupo-
BaHUIO CeTell MOAePKKI, IAPTHEPCKOMY HAaCTABHITYECTBY
(1Mo THIIY «paBHBIIT - pPABHOMY») M BO3MOXXHOCTAM I'PYIIIO-
BOTO0 00yYeHM C LIe/Ib0 IOMOYb MAIMeHTaM CIIPABIATHCS C
MOPa’KEHNAMIY OIIOPHO-BUTATETbHOTO ANIIApaTa, CHU3UTD
COIMIATIBHYIO M30/LALMIO ¥ MOBBICUTD VX )KM3HECTOMKOCTb.
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Bce YTBep)KneHI/IH, ABIAOIINIECA PEKOMEHIANVAMMY, IPUHATHI
Ha OCHOBE KOHCEHCYCa U moMedeHbl ab6peBuarypoii (84 -
«KOHCEHCYCHBIE PeKOMEHTAI[II»

11.1 | BeegeHne

OO beKTUBHBIE JOKa3aTe/IbHbIE JAHHbIE O KPATKOCPOYHBIX I
[OJITOBPEMEHHBIX Pe3y/IbTAaTaX PEKMMOB JIedeHIsI He0OX0-
IVIMBI I ONITUMU3ALVIN JIEYeHNA VI IPUHATIA 9KOHOMIYECKI
060CHOBAHHBIX KIIMHIYECKIX PeleHnit.!

Pesynbrar/mcxop — 9TO COCTOsIHME NAl[M€HTA, BbI3BAHHOE
3aboJieBaHMeM MIM MEIUIIMHCKUM BMelnaTenbcTBoM. OH
YCTaHAB/IMBAETCS METOflaMM K/IMHMYECKOI OL[eHKM, BKITI0YasI
JCIIO/Ib30BaHe HCTPYMEHTOB OLIEHKY OOIIETO ¥ CBS3aHHOTO
¢ 3a00/1eBaHMEM KadeCTBa KU3HM, 00YC/IOBIEHHOTO COCTOSI-
HueM 370poBbsi (HRQoL), 3HadeHnst pe3ynpraTos, cOOOIIAeMBbIX
naumenTamu (PCII), u maboparopHble aHa/M3BbI, BKII0Yas BU3Y-
ANIM3UPYIOLe METObI UCCAENOBAHNA.>7 DTN MHCTPYMEHTBI
M3MEPAIT MHOTME TIapaMeTphbl, B TOM 4YMC/Ie aKTVBHOCTD U
ydacTiue, cTpoeHme u GyHKIMM Oprannsma, 6pems sabore-
BaHMS U CyObEKTUBHOE COCTOSIHNE 3[JOPOBBSI, KaK OIMCAHO
HIDKe B 9TOJ T/IaBe.

Kak o6uine, Tak 1 CBsI3aHHbIE C reMO(IINeI MHCTPYMEHTBI
OLICHKM JIAI0T BO3MOXXHOCTD OIIeHUTb IPUPOLY PU3MIeCKUX
HeZOMOTaHMIl ¥ QYHKI[MOHAIbHBIX OTPAHMYEHMIT, @ TAKXKe
VX BO3JIE/ICTBYS Ha >KM3HB JIIOfell ¢ reModuneil 1 4ieHOB
X cemeit.!

Pocrt ncronb3oBaHus 9TUX MHCTPYMEHTOB IIO3BOMIUT CTAH/AP-
TU3UPOBATb OLIEHKY U JJaCT BO3SMOYKHOCTb CPaBHEHM I JJAHHBIX
MeX/ly TalMeHTaMM ¥ KoropTtamu.$-10

3apgaun oueHKu pe3ynbTaTtoB

° OI.[CHKa PE3YIPTATOB MOXXET VICIIONTb30BATDHCA JI/ISA Ha6]IIO,T_[6HI/IH

32 XO[0M 3a00/1eBaHIsA MALVIEHTA, L OTyYeH s MHGOpMALuiL,
HY>KHOII JI/IA OTIpefieNIeHNA TaKTUKM PYTVHHOTO TeYeH I, I

M3MepEHsI OTBETA Ha TePaINIo U IIsI OIIpefieieH st HeobXo-
ONMOCTU M3MEHEHIUA Tepam/m. OI_[eHKa pesyanaTOB TaK>Xe
MOXeET 6I)ITI> VICIIO/Ib30OBAaHAa IOJ/Id KOJIMYEeCTBEHHOI OL€EHKIN
SI[OPOBIJH I‘pyHHbI IIallVI€eHTOB, I/I3MepeHI/IH KauyeCTBa Meau-
I[THCKOII TIOMOIIH U Ji/Is 0O0CHOBAHNS IOy YeHNsI PeCyPCOB.
HOMI/IMO BbIHIeyHOMHHyTOI‘O, OL€HKa pesyanaTOB MOXXeT
OBbITD MCITONB30BAHA B NCCIEOBATEIbCKIUX LE/ISAX, HALIPUMED,
IUIA JOKYMEHTUPOBAHMSA €CTECTBEHHOIO Pa3BUTHA 601e3HN,
HpI/I TeCTI/IpOBaHI/H/I HOBBIX METOJOB Tepanm/{ nnmn CpaBHeHI/II/I
pa3;11/me1x BUJOB JICYECHNA.

ViccnepoBaHue pe3ynbTaToOB/MCXOH0B /I COCTOSAHMUA 3J0POBbs
MOXXET MCIIO/Ib30BAThCs /sl MHPOPMIPOBAHNA IIPYU IIPUHATUN
pelIeHnii O pacXofax Ha JIe9eHNe,

11.2 | OueHKa pe3ynbTaToB Npu remopunun

OueHKa pe3y/nbTaToB Ipy reMo(UINM FO/DKHA BKIIOYATh ABa
aCIeKTa: Pe3y/IbTaThl, OTHOCAIMECS K 3a00/IeBaHMIO, 11 Pe3Y/ib-
TaTbl, OTHOCSIIMECS K JIEYEHNIO.

PesybraTsl, OTHOCSIIMECS K 3a00/IeBaHNIO, CBsA3aHBI C 3 dek-

TUBHOCTBIO TeMOCTATUYECKOI TePalyy X BEIPAXKAIOTCS B

HIDKeTIepeUCTIeHHOM:

- 9acToTa KPOBOTEUEHMIT;

- KpaTKOCPOYHOE I JOITOBPEMEHHOEe BO3JIelCTBIE KPOBO-
TeYeHUIT Ha OIIOPHO-/{BUrATe/IbHbII AIIIaparT U pyrie
CHCTEeMbI OpraHM3Ma, BKIIOYas ICUXOCOLMaTbHOe
BO3[IeICTBIE reMODUINIL.

Pesynbrarsl, OTHOCSIIMECS K T€PANNY, CIefyeT HaOIIomaTh C

JMCIIO/Ib30BAHMEM ITPOCIEKTHBHOTO CUCTEMHOTO IUIAHA, C/IeyeT

BKJIIOYUTD CKPUHVHT U TECTUPOBaHNe NI, ¢ reModue,

[IPYHIMAIOINX KOHIeHTpaThl (akropa cBéproiBanus (KPC),

Ha 1osiBieHne MHrn6uTopoB. (Cm. r1aBy 8 «/IHIMOUTOPEI K

(akTOpPy CBEPTHIBAHNA».)
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

Jlpyrue, MeHee YacTble, OCIOKHEH 3aMeCTUTEIbHOI Tepanun
KO C BxoouaoT TpoM603 U amtepriudecke/anadumiakrude-
cxne peakiuin. (Cm. raBy 9 «OTenbHBIe aCIIEKThI JIEYeHUA». )

YacToTa KpoBOTEUEHN

YacroTa KpoBoTedeHNIT (0COOEHHO MBIIIEYHBIX I CYCTABHBIX)

M OTBET Ha TepaIINIO — 9TO CaMble BaKHbIe ITOKasaTeny apdex-

TUBHOCTY IeMOCTaTHYeCKOI TepaIny ¥ Iydlllie CypporaTHble

IIPEIMKTOPHI JOITOCPOYHBIX PE3YIbTATOB [IJI OTIOPHO-JBUTA-

TENIbHOTO alIlapara.

Bce KpoBOTeUEH A JO/DKHBI JOKYMEHTUPOBAThCs MaljyieHTaMu/

YXa)KMBAIOIMMY JIMLIAMU B PEKMIMe PeaIbHOTO BpeMEeHMU 110

Mepe ¥X BO3HUKHOBEHN, B PyKOIMCHBIX VN B 9/1EKTPOHHBIX

JTHEBHUKAX VI IPYTUX CUCTEMAX OTUYETHOCTH. DTU JTHEBHUKMU

TO/DKHBI TIepHOfdecK (Kak MUHVMYM pa3 B TOJI) aHa/TU3U-

POBaTbCA NeYallIM BPadoM C UCTIOb30BaHMeM CTaHAPTHOTO

npotokorna. (Cm. raBy 2 «KoMitekcHoe edeHe reMobuiim»

- «Jleyenne Ha oMy» — «CaMOCTOATEeNbHOE TeYeHNE».)

B gacTHOCTY, HEOOXOUMO JOKYMEHTUPOBATb KPOBOM3IIN-

AHUA B LIEHTpanbHYyIo HepBHYI0 cuctemy (IIHC) us-3a ux

ITOTEHIIMaTbHOTO BO3MIENICTBYA Ha PYHKIMM HEBPOJIOTUNU U

OIIOPHO-/IBUTATE/IbHOTO alIapaTa.

YuuThIBas NOTEHLMAIbHbIE TPYAHOCTY KIMHIYECKOTO OIIpefie-

JIeHMS KPOBOUS/IVISTHNUIL B CYCTABbI M MBILIIIBI M HEOOXOAMMOCTD

CUCTEMHOCTH B IOKyMEHTMPOBAHNIY 9TOTO BaYKHOTO IIOKa3a-

TessA, KomureT 1o Hayke ¥ cTaHfapTU3aLuy MexxayHapogHOTo

obuiecTBa 110 TPOMO03aM U reMOCTasy OIpee/nI KpUTepun,

KOTOPBIM HEOOXO/MMO CiIefoBaTs.!!

BHyTpucycTaBHOE KpOBOTEUEHME OIIPE/e/AeTC HEIIPMBbIYHBIM

olLIyIIeHNEeM B CyCTaBe “aypbl’, B COUETaHNUM C TI0OOBIM U3

HIDKeTIepeuncIeHHoro! l:

- yBeIMYMBaIOLEeCs OIlyXaHNe CycTaBa I pacTyliee
OlIyIlleHMe NOTENIEHNA KOXXI B MECTe HaJl CyCTaBOM;

- Hapacraomas 607b;

- TIIporpeccupylollee yMeHbIlIeH)e aMIUIATY/bI IBUKEHNA
KOHEYHOCTH WM TPYFHOCTI B pab0Te KOHEYHOCTH 110
CPABHEHUIO C VICXOJTHBIM COCTOSTHMEM.

Mbl1eyHOE KPOBOTEUEHME OIIPENIeIAETCA KaK CIy4ail KpoBO-

U3NVAHMA B MBILILY, OIIPefleNIEHHBIN KIMHWYECKU /U IpK

HIOMOLLY BU3Ya/IM3UPYIOLINX METOIOB UCCIIE[OBAHMS, OOBIYHO

COTIPOBOX/JAIOLINIICS OOTIBIO U/ VTN PacIIyXaHIeM ¥ CHIDKe-

HJIeM MOJIBYDKHOCTH 110 CPABHEHMNIO C OOBIYHBIM COCTOSIHIEM. !!

Y MnafieH1IeB U JleTell MIa/ilIero BO3pacTa MHAMKATOPOM

KPOBOMB/IMSHYS B MBIIIIY M/IV CYCTaB MOYKET OBITh IIPOCTO

HeXeJlaHNe JBUTaTh KOHEYHOCThIO. !

Boitu paspabotansl onpenenernst 9 ¢peKTMBHOCTI FeMOCTaTH-

YeCKOJI Tepanny CyCTaBHBIX U MBIIIEYHBIX KPOBOTEUEHMI, X

CIeflyeT UCIIONb30BaTh IIPY JOKYMEHTUPOBAHUY Pe3y/IbTaToB

nedennd. (CM. rmaBy 7 «J/ledeHre KpOBOTEUEHNIT PA3MITIHON

noKanusauu — Tabmuia 7-1».)

PekomeHpgauuma 11.2.1:

Mepyxkam, neqamym mui, ¢ remogumieit, BOI pekomennyer
BOKYMEHTHPOBATh BCe KPOBOTEYEHMA B PEXKIIMe PealbHOTO
BpeMeHH NalyieHTaMy/yXa>KMBaIoIMMI TNIIAMU, TP 3TOM
3alMCH NOJJIeKaT COBMECTHOMY aHa/IN3y He pexke 1 pasa

B rofm. HPI/I MOKYMEHTUPOBAHUN 00s13aTeIBHO YKa3bpIBaTh
BHYTPUCYCTAaBHbIE, BHYTPUMbINIEYHbIC KDOBOUINTUAHVA N
KPOBOU3NVAHNUA B IEHTPATbHYI0O HEPBHYIO CHICTEMY, a TAKIKe
CTENICHb BOCCTAHOB/IICHUA ITOC/I€ HUX. HTIH 9TOroO CiIeayer
NCIIONb30BaTh CTAaHJAPTHBIC KpUTEpUN, paspaﬁoTaHthe
Komurerom mo HayKe ! CTaHJaApTU3anumn Me)KI[yHaPOJIHOI‘O
06II.ICCTBa o TPOM6033M I reMocrasy.

OueHka 6onu npu remopunumn

ITpu remodunuy 6071 MOXXET OBIT OCTPOII (KaK IIPY OCTPOM
KPOBOTEYEHWN) VIV XPOHIYECKOIT (13-3a apTponaTun), mmobo
06a Busia 60N MOTYT MMETh MECTO OJLHOBPEMEHHO.
VIHTEeHCMBHOCTD CBsI3aHHOII ¢ reModunert 60/ MOXXHO OLjeHM-
BaTh IIPY HOMOIIM OJHOMEPHBIX UYMC/IOBBIX MM BU3Ya/lbHBIX
mkasn oueHkn'?, Takux «Illkama Bonra-beiikepa « FACES»»
13.14; yi1y1 IpY TIOMOIIM MHOTOMEPHBIX OIIPOCHMKOB I10 OLIEHKe
6071, Takux Kak «O61mmit orrpocHuK 60 MaxIwra» 15 wm
«Kpatkuit onpocHuK 1o onerke 6o (BPI)»,!617 mu6o mpn
IIOMOILY CIIeLMa/IbHBIX MHCTPYMEHTOB 110 3a00/I€BAHNIO,
Hanpumep, « MHOTOMEepPHBIT OIPOCHNUK 10 OO/ TP TeMo-
dwm (MHPQ)».

VIHTEHCUBHOCTD GO MOXKHO TaK)Ke OLeHUBATD C MCIIO/Ib30-
BaHJeM IOJIIKaJI, COfePKalMXCA B OIPOCHMKAX 110 Ka4eCTBY
JKM3HU, KaK 001X !8, TaK U cIieryaibHbIX 110 3a60/1eBaHmio!’,
a TAKoKe B CIlelMa/IbHbIX MHCTPYMEHTAX I10 OLIeHKe COCTOSHMUA
CyCTaBOB, Takix Kak «IlIkama )KI/mb6epa»20 u «IlIxana oeHKn
cocrosiuns cyctaBos npu remodumu (IIOCC - HJHS)».2!
Bonp nydie oneHMBaTh ¥ KYIMPOBaTh B PaMKaX KOMIIJIEKC-
HOTO TOJIX0/ja K OKa3aHMIO0 MENVIIMHCKON ITOMOII. 16

[omeHbl OLLeHKWN BINAHNA KPOBOTEUYEHNIN Ha
OMOpPHO-ABUraTesIbHYIO U fpYyrue CUcCTemMbl
opraHmsma

IIpu 3aboneBaHMAX, TOKOOHBIX reMOMUINYU, PEKOMEH/Y-
eTCsA OLIEHMBATDb Pe3y/IbTaThl B COOTBETCTBUM C JOMEHAMM
MexayHapogHOI Kmaccupukaumy GyHKIMOHNPOBAHNSA, Orpa-
HIYeHNIT )KUSHeeATeIbHOCT U 3[0poBbs (MK®) BeemupHoit
opraHusanumu sgpasooxpanenus (BO3).2223

B coorBercTtBun ¢ MK® olienka orpaHnyeHui XusHenesaTenb-
HOCTH U 3[0pOBbsA*2* fo/DKHa (POKYCHPOBATHCS HA BO3AEHCTBIU
3ab0/ieBaHMsA Ha CTPYKTYPbI U (PYHKUNM OPraHN3Ma, aKTUB-
HOCTb U y4YacTue.

Ha 3Ty ZOMeHBI MOTYT BO3[I€iICTBOBATb NH/VBUyaIbHbIE
KOHTEKCTOBbIe (PaKTOPBI, KOTOPBIE IIPEACTAB/AIOT 00CTOs-
Te/IbCTBA M IPOUCXOXK/eHMe MHAMBIAA 1 BK/TIOYAI0T (PaKTOPBI
Cpefibl U IMYHOCTHBIE PAKTOPBI.

DakTOpBI CpefIbl BKII0YAIOT PU3NYECKYIO, COLMANIBHYIO M1 OTHO-
LIEHYECKYIO CPeNly, B KOTOPOJ MHAMBUT, )XUBET U COBEpPIIAET
e>XKeIHeBHbIE IeMCTBUS.

JI4HOCTHBIE PaKTOPBI BKIIOYAIOT aCIIEKTHI, KOTOpbIe Heobs3a-
TE/IbHO ABJIAIOTCA COCTABHOI YaCTbIO COCTOSHMA UM CTAaTyca
30pOBbs MHVBN/IA, HALIPYMED, BO3PACT, IO/ ¥ IIPUHAIIEXK-
HOCTb K KOPEHHBIM HapOZJaM.

Cm. unmmocTpanuio 11-1 co cxemoii mopenn MK® u nncTpy-
MEHTOB /I OLIEHK! Pe3y/IbTaTOB 10 JOMEHAM.



nasa 11: OueHKa pe3ynbTaToB

3abonesaHue - Femopunusa

A
HAL/
PedHAL
Locc
FISH HAL /
PeHTreH h 4
CTpYKTYypbl U
byHKUMM 4—P»| AktusHocT [P Yuactue SF-36
opraHusma
Y3Uu A
PROBE
MPT
HAEMO-
l l QolL-A
daKropbl JIMYHOCTHbIE
cpeapbl daKkropbl

WINMKIOCTPALMA 11 -1 Mopgenb MexayHapogHom Knaccupukauum GyHKLUNOHUPOBaHWA 1 3gopoBba (MKO),
C JOMEH-COOTHECEHHBIMU NHCTPYMEeHTamm oueHkmn pesynbtaTtoB. COPM - KaHagckas oLeHKa BbIMOIHEHWA
pneatenbHocTy; FISH - LWkana ¢yHKUMoHanbHOM HesaBucumocTu npu remodumnmm; HAEMO-QoL-A - cooTHe-
CEHHbIN C reModUNNEN ONPOCHMK NO KauyecTBY XMN3HK AnA B3pocsibix; HAL — CMMCOK BUAOB aKTUBHOCTU NMpu
remodunnu; LLOCC - Lkana oueHKn cocToaHUA cycTaBoB npu remodunun; MPT- MarHUTHo-pe3oHaHcHas
Tomorpadus; PaedHAL - Cnucok BuaoB akTUBHOCTM AnA aeTen ¢ remodunuein; PROBE - OnpocHuK oueHKun
naLveHTaMm pe3ynbTaToB JieueHus, 6pemeHn 1 onbiTa; SF- 36 - ONPOCHMK COCTOAHUA 340POBbA «KpaTkas
¢dopma 13 36 NnyHKTOB»; Y3 — ynbTpa3ByKoBOe nUcciefoBaHue.

° KOHHCHHI/IH Ka4yeCcTBa )KXU3HUN (K)K) C/I0’KHA M BK/IIOYa€T MHOTO ° OrpaHW{eHa BO3MOXHOCTb MHCTPYMEHTOB II0 OIIpEe/ICHIIO

XapaKTePUCTUK COLMATBHOM, KY/IbTYPHOI, 9KOHOMUYECKOI 1
(busmuecKoit cpenbl MHANBU/R, & TAK)KE COCTOsIHME (usnde-
CKOTO U YLIEBHOTO 3[J0POBbs. 22

KauecTBo >x13HHI, 06YCTIOBIEHHOE COCTOSTHUEM 3IOPOBbA
(KJKOC3) - 9T0 CMHOHMM CaMOCTOSTE/IbHOI OLIEHKM COCTO-
SIHUS 300poBbs manyeHToM; nsMmepernst KXXOC3 o6brano
BKJ/IIOYAIOT acneKThl Mogeny MK®.2> Jly4diie ncronb3oBaTh
3TO He U30/IMPOBAHHO, @ B COYETAHMM C OL[EHKOI CTPYKTYp 1
(yHKIMIT OpraHM3Ma ¥ aKTUBHOCTIL.

XoTst 6O/IBIIMHCTBO MHCTPYMEHTOB OLIEHKY Pe3y/IbTaTOB
ObUIV Ba/IMAVMPOBAHBI [UIS €TEN CTapIlero BO3pacra,
CYIeCTBYeT HeXBaTKa Ba/MIMPOBAHHBIX OTHOCALIMXCS K
3a00/1eBaHMIO0 MHCTPYMEHTOB II0 OLIeHKE Pe3y/IbTaTOB s
IeTeil caMOro MJIAJILIEro BO3pacTa C TsHKENOI reModuiyeit
(T.e. mst meteit o 4 et). B 9T0M BO3pacTe y HMX OOBIYHO
Ha4yMHAETCS JONMTOCPOYHAS IPOPIIAKTHKA Vi IIAHCHI TOSIB-
JIeHsI MHTMOUTOPOB Hanbosiee BHICOKIL.

HeOO/IbIINX M3MEHEHMIT [I0C/Ie TePANeBTUYEeCKIX BMella-
TEJIbCTB 1A IeTell C XOPOLIMM COCTOSHMEM CYCTaBOB I HU3KOIA
JacTOTON KPOBOTEUEHMNIT; 3TOT BOIMPOC TpebyeT fambHermIer
popaboTKm.2

11.3| CTpyKTypbl 1 pyHKLUMN OpraHM3Ma

o CprKTypI)I OpraHmnsMma - 3T0 aHaTOMU4YECKINE CTPYKTYPbI I

YacTy TeJa, TaKye KaK OpTaHbl, KOHEYHOCTY M X COCTaBHbIE
yacTm.2224

DyHKIMM OpraHn3Ma - 3T0 Gpuanonorndeckue GyHKIUN
3TUX CUCTEM, HAIIpUMep, OMaNa30H JBYDKEHMIL, CUIA, YCTOM-
YMBOCTb CYCTaBOB.

ITpu reModuINyu 3TO OTHOCUTCS, HAIIPUMeP, K COCTOSHUIO
CYCTaBOB U OINpefe/I€HHBIX TPYIII MBIIIL, KOTOPbIe OLIeHNBA-
I0TCS KJIMHUYECKU 1 Pa/IIOTIOTNYeCKN.
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

Subject ID #: Name of Physiotherapist:
Assessment #: Date:
Time: yyyy /mm /dd
Hemophili int Health re 2.1 - Summ re Sh

Left Elbow | Right Elbow Left Knee Right Knee Left Ankle | Right Ankle
Swelling [] NE [ NE [] NE [ NE [] NE ] NE
Duration (swelling) [ NE [ NE [ NE [0 NE [0 NE [ NE
Muscle Atrophy [] NE O NE [ NE [ NE [ NE [] NE
Crepitus on motion O NEe ] NE [] NE ] NE [] NE ] NE
Flexion Loss [ NE [ NE [ NE [] NE [] NE [ NE
Extension Loss [ NE [ nNE [ NE [ NE [ Ne [ NE
Joint Pain [1 NE [0 nNe [ NE [1 NE [] NE [] NE
Strength O ne [ ne O ne O ne O ne O ne
Joint Total

Sum of Joint Totals

[ ]
[ ]

(] NE included in Gait items)

=L ]

Global Gait Score

HJHS Total Score

Swelling Crepitus on Motion

0 = No swelling 0 = None

1 = Mild 1= Mild

2 = Moderate 2 = Severe

3 = Severe
Flexion Loss

Duration Contralateral: Normative Tables:

0 = No swelling 0=<5° 0= within range

or < 6 months 1=5°-10° 1=1°-4°

1=>6 months 2=11°-20° 2=5°-10°
3=>20° 3=>10°

Muscle Atrophy

0 = None Extension loss (from hyperextension)

1 = Mild Contralateral: Normative tables:

2 = Severe 0=<5° 0= within range
1=5°-10° 1=1°-4°
2=11°-20° 2=5°-10°
3=>20° 3=>10°

Joint Pain

0 = No pain through active range of motion
1 = No pain through active range; only pain on
gentle overpressure or palpation

2 = Pain through active range

NE = Non-Evaluable

Strength (Using The Daniels & Worthingham's scale)
Within available ROM
0 = Holds test position against gravity with maximum resistance ( gr.5)
1 = Holds test position against gravity with moderate resistance
(but breaks with maximal resistance) ( gr.4)
2 = Holds test position with minimal resistance ( gr. 3+),
or holds test position against gravity ( gr.3)
3 = Able to partially complete ROM against gravity ( gr.3-/2+ ),
or able to move through ROM gravity eliminated (gr.2),
or through partial ROM gravity eliminated ( gr.2-)
4 = Trace ( gr.1) or no muscle contraction ( gr.0 )

NE = Non-evaluable

Global Gait (walking, stairs, running, hopping on 1 leg)
0 = All skills are within normal limits

1 = One skill is not within normal limits

2 = Two skills are not within normal limits

3 = Three skills are not within normal limits

4 = No skills are within normal limits

NE = Non-evaluable

NOTE: There is an accompanying instruction manual and worksheets that are required when administering the HJHS

General Comments:

Hemophilia Joint Health Score 2.1 , © The Hospital for Sick Children, Centre Hospitalier Universitaire Sainte Justine, the
Regents of the University of Colorado, Karolinska Hospital, University Medical Center Utrecht, 2009. Used under license by The

Hospital for Sick Children

WJITKIOCTPALMA 11 - 2 LliKana oueHKM coCTOAHUA CycTaBoB 2.1 — CBOAHbIN OLEHOYHbIN NNCT.42 [locTyneH
no ccoinke: http://www1.wfh.org/docs/en/Publications/ Assessment_Tools/HJHS_Summary_Score.pdf



PekomeHaOBaHHbIe M3MepPeHUs CTPYKTYpP 1
$YHKUMIA opraHn3ma npu remodunun

IITkaa oLeHKY cocToAHUA cycTaBoB Ipu remodumu (IIIOCC)
- Hanboslee U3yYeHHDII MHCTPYMEHT (PU3NIEeCKOTO 0CMOTpa
IJIs1 meTeil ¥ B3pOoCpIx.212728 (CuM. mwimocTpanyio 11-2.)
Papnonornyeckas mkana [TeTTepccoHa?® — caMblit pacpo-
CTpaHEHHBIIT BUJ| BU3YaIM3UPYIOIIEro U3MEPEHNUs CTPYKTYPbI
cycTaBoB. JTa IIKa/Ia He YyBCTBUTEIbHA K PAHHUM U3MeHe-
HUAM; TIO3TOMY JI/IA OLIEHKY apTPOIATUM ObIIN pa3paboTaHbI
6oree 4yBCTBUTEbHBIE MHCTPYMEHTHI. (CM. Tabmuiy 11-1.)
MarHutHo-pesoHaHcHas Tomorpadusa (MPT) — moxanyit, camblit
YYBCTBUTETbHBIN METOJ U3MEPEHUSA CTPYKTYPBI CYCTaBOB.
CylrecTByeT psf MIKaJl, IOMOTAIOIINX YMC/ICHHO OLIeHNUTD
apTponatuio npy oMoy MPT30:31 orHako aTOT coco6 Zopor,
3aHJMaeT MHOTO BPeMeHM ¥ TPYJHOVCIIONHIM LA JleTelt MIaji-
mero Bospacra. (Cm. Tabmmiry 11-2.)

B HacTosIIIee BpeMs JOCTYIIHBI YIbTPa3BYKOBbIE CUCTEMBI
6annpHOI onieHKy (Y3W) /1 orjeHKY reMOQUINYeCcKoit apTpo-
matuy 32-3°, OHU CIIOCOOHBI 0OHAPY>KUTD CYCTaBHOI! BBIIOT,3¢
paHHMe 3TAIIbl TOPAXXEHNUs CYCTaBOBY” 1 6eCCUMIITOMHbIE
HOpaXKeHMs CYCTAaBOB,>® YTO CIIOCOOCTBYET IPUBEPKEHHOCTH
nedenno.® (Cm. Tabmuy 11-3.)

BasuibHble arroput™bl Y3V MOTyT GBITH OTHOCUTENBHO CYOB-
€KTVBHBI, HO UX HAJEXHOCTb MOXKET OBITH IIOBBIIIEHA, €CIIN
OLIeHKA ITPOU3BOANTCA MEAVIKOM, CIIeIaTN3UPYIOMINMCA B
obmacTu reModuiny 1 06y4eHHBIM BBIIIOTHeHMI0 Y311 omop-
HO-JIBUTaTeNbHOTO anmnapara.’

TToABIAIOTCA CBUJIETENBCTBA B IOJIb3Y IIPMMEHEHN YIbTPa3ByKa
IIpU OIOPHO-ABUTaTeNbHbIX HapymeHnax (Y3OJH - MSKUS)
B K/ITHUYECKOII OIleHKe U ledeH1 60/1e3HeHHOIT reModunyie-
CKOJ1 apTpOnaThy, Tak Kak Y3V o3BossIeT chenath pasindne
MeX[y CyCTaBHBIMY KPOBOTEUYEHVAMM ¥ BOCIIa/IeHIEM CYCTaBOB,
a TaKoKe MEXY MBILIICYHBIMI KPOBOM3IMAHUAMIY U IPYTUMU
pernoHapHsIMu 6071eBBIMMU CHHpoMaMu. 04! Tem He MeHee U
I06BIX 06CTOSATEIBCTBAX, €C/IN MIALUEHT WM MEUK HOf03pe-
BaeT OCTPOE CYCTaBHOE VIIU MBILIEYHOE KPOBOTEUEHVE MV
He MO>KeT IIOHSATD, IIPOJIO/DKAETCS T KPOBOTEUEHIE, PEKO-
MeHJIyeTCs HeMe[l/IeHHasl TeMOCTaTUYecKas Tepalnus - 1O
IIPOBeNEeHN MOATBEPXKAAIIINX UCCTeTOBAHNUI VTN TIONY-
4eHMA UX Pe3y/IbTaToOB.

11.4 | AKTUBHOCTb 1 y4acTue

AKTUBHOCTbD - 3TO BBIIIOJIHEHME NHAUBULOM KaKOI-1160
3agaun min gerictsus.* KacatenpHo reModuinm akTUBHOCTD
00BIYHO OTHOCUTCS K IIOBCENHEBHOI OBITOBOI I€ATEIbHOCTI
(manpumep, x0ab0a, IIEPENBIDKEHNE 110 JIECTHNL[AM, YMCTKA
3y60B, 0/Ib30BaHME TYa/IeTOM).

yqaCTI/Ie - 9TO BOBJ/ICYCHIIE B )KII3HECHHDbIC CI/ITyaI_U/H/I B KOHTEKCTe
COIIMA/TbHBIX B3aMMOEVICTBUIA.

YacTo O6bIBaeT TPYAHO YETKO Pasfe/INTh S7IeMEHTHI U HHCTPY-
MEHTBI OLICHKN pe3yHI)TaTOB Me)K,T_Iy 3TUMU ,IIByMH OOMEHaMMU;
[I03TOMY IIPU OL[eHKE Pe3y/IbTaTOB 3TU [iBa TOMEHA YaCTO
006 beNVHAIOTCA.

Hp]/[ I‘eMOCl)I/ITH/H/I ]/I3MepeH]/[e BIUOOB aKTMBHOCTU OCHOBBIBA-
eTcs mnbo Ha CaMOCTOSATENbHOI OLIEHKE Mal[leHTa, 1Moo Ha
OCHOBAHMM UCHOMHEHN (T.e. IO Pe3y/IbTaTaM HaOMIofeH ). 2

nasa 11: OueHKa pe3ynbTaToB

TABJIMUA 11 -1 Pagnonoruyeckas wkana
MNeTTepccoHax

Paguonornueckue o6Hapy- OueHka?
KeHUs N3MeHeHui O6HapyxeHo (6annbi)
Octeonopos OTcyTcTByeT 0
MpucytctByer 1
YBenuueHuve snnédusa OTcyTcTByeT 0

MpucytctByer 1

HepoBHOCTb cy6XxOH- OTcyTcTByeT 0
ApanbHoli NOBEPXHOCTYU Nérkas ]
BbiparkeHHas 2
Cy>KeHune cycTaBHOW LWenu OTcyTcTByeT 0
<50% 1
>50% 2
O6pasoBaHue cy6XoH- OTcyTcTByeT 0
ApPanbHbIX KNCT 1 kncra ]
>1 KnCTbI 2
Dpo3um Ha rpaHuuax cyctaBa OTcyTCTByeT 0

Mpucytcteyer 1

HecoBmecTnmocTb cyctaBHbix OTCyTCTBYET 0
noBepxXHoOCTen Nérkasn 1

BbiparkeHHas 2
Oedopmauus (otknoHeHmne n/ OTcyTcTBYET 0

WIn cMeleHne

. Jlérkas 1
COUJIEHAIOLNXCA KOCTen)

BbiparkeHHas 2

aBo3MOKHas OLeHKa coCTosHMA cycTaBos: 0-13 6ansios no Kaxaomy cycTasy
(HanbonbLuee obLyee KonnyecTso 6annos: 6 X 13 = 78).

MHCprMEHTbI, pekomeHayemble ANnA n3aMmepeHuns
AKTUBHOCTU M y4acTuA

o «Crycok BujoB akTuBHOCTY 11py reModumm (HAL)» 1544

SBJIITCSI MIHCTPYMEHTOM M3MepeHNs1, 00yC/IOB/IEHHBIM 3260~
neBaHyeM. JT0 HanbojIee N3yYeHHbII MHCTPYMEHT U3MepPeHNsI
IIPY CAMOCTOSITE/IBHOM IIPEfOCTAB/ICHUY B3POC/IBIMIL CBEIeHNIT
06 aKTUBHOCTH 43, OH OB/ nepeBefi€H Ha MHOTME A3bIKN. Tpn
MO{IIKa/IBI (II0 BEPXHVM KOHEYHOCTSIM, 6a30Bast 110 HYDKHIM
KOHEYHOCTSIM ¥ KOMIUIEKCHAS TI0 HVDKHUM KOHEYHOCTSM) TOKa-
3/ CBOO 3 (PeKTBHOCTD IPH UCII0Ib30BaHNY B COeIMHEHHDIX
IItatax n Benmmkobpurannn.!51646 (Cm. Tabmumy 11-4.)
«CI1coK BUIOB aKTUBHOCTY IPY TeMOIIINN JIS eTeil
(PedHAL)»* 6bU1 cO35aH Ha OCHOBE CIVICKA LI B3POCTIBIX
(HAL). 9T0 MHCTPYMEHT U3MepPEHVA IPU CAaMOCTOATETbHOM
IIPEJOCTABIIEHNN CBeIeHWIT ISl feTeil ¢ remodumeit.s (Cu.
tabmmiyl1-5.)
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162 PykoBopactBo BOI no neyexuio remodunun, 3-e uspgaHune

TABJIMLA 11 - 2. «lllkana oueHKn remodunmnueckom aptponatum no MPT» ot MM 43

N3meHeHua markux  ody3usa/remapTpos

TKaHen

He3HauuTenbHble
YmepeHHble

CepbésHble

M
)
(©)

CuHoBManbHasA rmnepTpodus

He3HaunTenbHble
YMmepeHHble

CepbésHble

Q)
)
®3)

[emocnpepuH

MopgwkKana n3smeHeHNN MATKNX TKaHel

OcTeoxoHApanbHble 3pPO3MKM MOBEPXHOCTH,

M3MeHeHunA BOBJIeKaloLe
CyOXOHAPaNbHbIV KOPTEKC
WIN Kpas CyCTaBoOB

He3HauunTenbHble
YmepeHHble

CepbésHble

Makcumym 9 6annos

Jllo6asA 3p0o31A NOBEPXHOCTU

3p03|/|ﬂ NonoBUHbI 1N 6onee CyCTaBHOVI NOBEPXHOCTU Ha,
KaK MUHUMYM, OJHOW KOCTN

(M
)
@)

M
Q)

Cy6xoHApasbHble KICTbI

Kak MWUHUMYM, OfiHa Cy6XOHﬂpaﬂbHaﬂ KNCTa

Cy6xoHApanbHble KUCTbl Ha, KaK MUHUMYM, ABYX KOCTAX U
KNCTO3Hble M3MEHEeHWs, 3aAeNCTByoLMe TPeTb 1nn bonee
CYCTaBHOW NMOBEPXHOCTU Ha, KaK MUHUMYM, OLHO KOCTW

(M

Herpagaunsa xpawa

MogwkKana ocTeoXoHAPaNbHbIX USMEHEeHUIA

Jloboe YMEHbLUEHNE TOJILWNHbI CYCTaBHOIO XpALla

MoTepsa NonoBuHbI UK 6osnee obLero o6bEMa CyCcTaBHOrO
XpALa Ha, Kak MUHMYM, OfHOW KOCTW

[oTepsA BCer TONWMUHbBI CYCTaBHOIO XpALLA B, KaK MUHUMYM,
ofHO 0611aCcTU Ha, KaK MUHUMYM, OLHOW KOCTV

MoTeps BCel TONWMHbI CYyCTaBHOIO XPsLLa, BKOYatoLLas
KaK MUH/MYM MOJIOBVHY CYCTaBHOW MOBEPXHOCTY Ha, Kak
MVHUMYM, OQHOW KOCTU

Makcumym 8 6annos

(M
(M

M

CokpalieHus: MM - MexpayHapogHas rpynna no usyyeHuio npodunaktvku; MPT - MarHUTHO-pe3oHaHCHasA Tomorpadus.



TABJINUA 11 - 3 CkopuHrosbii metog HEAD-US 32

nasa 11: OueHKa pe3ynbTaToB

AKTNBHOCTb 3a60neBaHuNA (CMHOBUT) bannbi

MnepTtpodunsa cuHOBManbHO 060/104KI
0. OtcyTcTBYeT/MUHMMANbHasn
1. Jlérkaa/ymepeHHasn

2. Taxeénasn

Bbi3BaHHble 3a6oneBaHnem noBpexpeHna (CYCTaBHbIe ﬂOBerHOCTIII)

XpAaw

0. HopmanbHbin

1. AHomanuun SXOTEKCTYypbl, 04aroBas YyacTUYHaa/nonHas noTepA TOJNWMHbI CYCTaBHOIO XpsAlLla, COCTaBAOLLIAA

<25% NoBepXHOCTU MULLIEH?

2. YactnuHaa/nonHaA noTeps TONWMHbI CYCTaBHOTO XpALLa, cocTaBnaowan <50% noBepxXHOCTV MULLEHN?

3. YactnuyHaa/nonHaa noteps TONLWMHbI CYyCTaBHOMO XpALLa, cocTaBaaAowasa >50% noBepxXHOCTU MULLEHN?

4. TlonHoe pa3spylueHune xpaLa NMbo OTCYTCTBYE BU3yanr3aLyn CyCTaBHOMO XPALLA Ha NMOBEPXHOCTY MULLEHN KOCT?

KocTtb

1. HopmanbHasa

2. YMepeHHble HePOBHOCTM CyOXOHAPaNIbHON KOCTY ¢/6€e3 HauanbHbIX OCTEOPUTOB BOKPYT CycTaBa

3. AHOoManbHasa cybXxoHfpasibHaA KOCTb ¢/6e3 3p03uit U Hanryme BbICTYNatoLwyx ocTeodrnToB BOKPYT CycTaBa

CokpatueHus: HEAD-US - Ynbtpa3ssykoBoe o6HapyxeHne paHHel remoduimyeckoin aptponatum.

aJlokoTb, NepeAHAA YacTb AUCTaNbHOrO OTAeNa 3n|/|¢|/|3a nie4YeBomn KOCTH; KoNeHo, 6nok 6eﬂpEHHOI7I KOCTU; roneHocTon, nepeaHAA 4acTb Kyrnona TapaHHOVI KoCTWn.

TABJINLUA 11 -4 Cnncok BUAOB aKTUBHOCTY NMpu
remodunum (HAL) 200575

Buabi
(kon-Bo)
Bcero HAL 42
HAomenbl HAL
MonoxeHua néxa/cnan/Ha KoneHax/cTon 8
OyHKUMM HOT 9
OyHKUUN pyK 4
Wcnonb3oBaHune TpaHcnopTa 3
CamoobcnyrBaHve 5
[ena no gomy 6
Brabl akTVBHOCTY Ha OTAbIXE Y NPY 3aHATAAX 7
cropTom
KomnoHeHTbl HAL
BepxHaa KoHeuHocTb (HALgepxH)
bazoBbil HUKHAA KOHeYHOCTb (HAL{kH6a3) 6
CnoXHbin HMXKHAA KOHeYHoCTb (HALyyskHen) 9

MoAcHeHme: [locTynHO Ha MHOTVX A3bikax Ha: http://elearning.wfh.org/resource/
hemophilia-activities-list-hal/

TABJINLUA 11 -5 Cnncok BMAOB aKTUBHOCTU NpU

remodunuun ana geten (PedHAL) v.1147

Bcero PedHAL

HAomenbl PedHAL

[MonoxeHus néxa/cnaa/Ha KoneHsx/cTon
QyHKLUN HOP

OyHKUUN pyK

Mcnonb3oBaHue TpaHcnopTa
CamoobcnyxrBaHve

[ena no gomy

Buabl akTMBHOCTM Ha OTAbIXe U Npwn 3aHATUAX
CnopTom

MosacHeHme: loctynHo Ha: http://elearning.wfh.org/resource/
haemophilia-activities-list-pediatric-pedhal/

Bupgpbi

(kon-Bo)

53
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

TABJIMLA 11 - 6 LUkana ¢yHKLNOHaNbHOW He3aBu-
cumocTy npu remodunmn (FISH)48

CnucoK npoBepsAeMbiX BULOB aKTUBHOCTM

Camoob6cnyxuaHue [llepemelwienne lMepeaBuxeHune

Ena BctaBaHue co Xopgbba
cTyna
Yxop 3a BHewHocTblo  [pucepanHna MNepepsuxeHne no
nectHuue
MbITbE ber
OpeBaHue

MoAacHeHuA: KonnyectBo 6annoB 3a pasHble BUAbI akTUBHOCT — OT 1 40 4, B
3aBMCYMOCTY OT CTEMEeHN He3aBUCUMOCTU: 1- He MoNyYaeTca; 2- C MOMOLLbIO
accucTeHTa/BCNOMOraTeNlbHOro CPeACTBa; 3 — NonyyaeTca 6e3 NOCTOPOHHei
NOMOLLW, HO He KaK Y 3J0pOBOro MHAVBUAA; 4 — NOyYaeTcA BbiNOHeHe BrAA
aKTUBHOCTW, KaK y APYruX 340POBbIX MHAMBKUAOB. [locTynHO Ha: http://elearning.
wfh.org/resource/functional- independence-score-in-hemophilia-fish/.

TABJIMLUA 11 - 7 WNHcTpymeHT EQ-5D 68

Cucrema onvcaHusA

EQ-5D?2

Mo6unnbHoCTb Pernctpayma camooLeHKn 350poBbA
CamoobcnyKrMBaHMe  pecrnoHfeHTa Ha BePTUKASIbHON BU3Y-
QOO6blyHble BUADI aNlbHOW aHaoroBou Wwkane ot 0
AKTMBHOCTY (HamxypLwee npeAcTaBYMOe COCTOAHME
bonb/guckomeopt 3p0poBbA) Ao 100 (Hannyywee npeg-
TpeBOXHOCTb/ CTaBMMOE COCTOAIHME 340POBbA)
aenpeccun

Cokpatuerus: EQ - EuroQol; VAS (BALL) - Bu3yanbHas aHanorosas wkana.

aECcTb Bepcym € TpeMA MyHKTaMK, NATbIO MyHKTaM1 1 NpefHa3HayeHHble Ans
MOJIOAEXN.

o O6a uacTpymenTa - HAL n PedHAL - 6b11u paspaboTaHsl
TO/UTAHACKMMI MEVIKaMI, CIIeLaTU3VPYIOLIMMIICS Ha Te4eHINI
reMouINIML, TIO9TOMY B CTPAHAX C APYTUMU TPASUIUSIMU OHI
MOTYT OKa3aTbCs MeHee IMOAXOAAmMM. 4849

o Illkama GpyHKUMOHATBHOI HE3aBUCUMOCTH IIpY reMouinu
(FISH)#%50 — Hanboee XOpOILIO 3y4YeHHOE CPECTBO USMEPEHsI
Hab/TI0/jaeMbIX [OKasaTesIe st InLy ¢ reModunelt,*> cye-
CTBYeT MHOTO OTYETOB O €€ MCII0/Ib30BAHNI B Pa3HBIX CTPAaHAX
U 1A Pa3/IMYHBIX BO3pacTHBIX rpynil. (Cu. tabmumy 11-6.)

o OnpoCHNUK OLIEHKY MAI[IIeHTaMI1 Pe3y/IbTATOB JIeYeHNsT, OpeMeHN
n onpita (PROBE) Taxoke BK/IIOYaeT mapaMeTphl OLIEHKH aKTHB-
HOCTH U y4acTus, TaKMe KakK 1IKojIa/o6pasoBanie, pabora,
ceMelfHasI )KU3Hb U BO3JIEIICTBIE Ha TIOBCEHEBHbIE OBITOBbIE
mevictBys.57 (Cm. 11.8 «Pe3ynbrarsl, coob1iaemMble mamyeH-
TaMI», HIDKE. )

o Kanapckas ouenka soinondenus gearenboct (COPM)! n
«OIpOCHBII JINCT 1O ffe3afallTALNI TAI[MEeHTa», CO3LAHHbII
B yHuBepcurete MakMactep 8 Toponto (MACTAR)3? - ato
o011[1e MHCTPYMEHTBI, KOTOPbIE UCIIOIb3YIOTCS AJIs IIOBCEf-
HEBHOIT OLIEHKY BOCIIPUSATYS MHAVBIU/IOM M3MEHEHNIT B JOMEHaX
«aKTMBHOCTb» I «y4acTue». VIX MOXXHO MCIIONb30BaTh /IS
OLIEHKI CTEIIeHN JOCTIDKEHNS LIeTIelL.

11.5 | ®akTOopbI Cpeabl N INYHOCTHbIE

dakTopbl

dakTopbl cpeabl

B To BpeMs Kak (paKTOPBI Cpefibl ABIAIOTCA YaCTbI0 MOZE/N
MK®, ux He 4acTO CYNTAIOT “pe3y/IbTaTaMI’ IO CYTH, OTHAKO
OHI MOTYT OBITb CYIIeCTBEHHO BO3/Ie/ICTBOBATh Ha IPOL[ecC
peabunutanuy .4

DaKTOpBI CpefbI, BIUALINE Ha Pe3yIbTaTh, MOIYT KaK CIIOCo6-
CTBOBATb, TaK VI TIPEIATCTBOBATD JIEYCHMIO. ITO MOKET OBITH
[OCTYII K LIeHTPY KOMIUIEKCHOTO JIedeH s reMo Uy, Ham4me
K®C, napopMIpoBaHHOCTb B MEAUIIMHCKIX BOIPOCAX, MeIN-
LIMHCKOE CTpaxoBaHMe? 1 yIaméHHOCTD LjeHTpa Te4eHI
remo¢uinm.>

I metett ¢ reModuIielt BaXKHBIM BCIIOMOIaTeTbHBIM GaKTOPOM
MO>KeT OBITb HOfiePXKKa CeMbI I, TPV He0OXOTMMOCTH, HOION-
HUTe/IbHAA ICUXOCOLMAIbHAS OAIePXKKa 1 OLleHKa, IPOBOANMAs
KOMaHJIOI! /Ie4eH A reMOUINIL.

JInuHocTHbIE dpaKTOPbI

CunpHbIe U cabble CTOPOHBI IMYHOCTY MHAUBUA MOTYT
CepbE3HO BIMATD HA PE3Y/IbTAThI T€UEHMA.

Orjerika haKkTOPOB, TAKMX KaK JIOKYC KOHTPOJLS, 11 [ICUXOIOrYe-
CKUX XapaKTepPUCTHK, TAKMX KaK THEB, JIeIPecchA ¥ ONTUMU3M,
MOYKET OBITD MCIIO/Ib30BaHA JI/Isl BRIPAOOTKM HAIPaB/IEHNUS U
cbopa nHpOpMALMI B XOffe MHAUBNUAYA/TBHOTO IeYeHs VIV
VICCIEMOBaHMA. >

JIpyryM BaXKHBIM U M3MePUMbIM (PaKTOPOM BIIVSIHUS Ha Pe3yb-
TaTbl JIEYEHMISA AB/IACTCA NPUBEPXKEHHOCTD JIEYEHNIO MTallyieHTa/
ceMbu.56:57

11.6 | dkoHOMuMYeckne pakTopbl

Pacxoppl Ha 37ipaBOOXpaHeHNe ¥ CBA3aHHBIE C HUMM IOTOXKM-
Te/IbHbIE Pe3Y/IbTATDI LA 3J0POBbs MOTYT OBITD ITOICYNTAHBI
U MCTIOIb30BAHBI [Is ICCTIEJOBAHMIA, Pa3paboTKI IpOrpaMm
U a/iBOKaIIN.

Mpsmble 3aTpaThbl

ITpsmble 3aTpaThbl BKIIIOYAIOT CTOMMOCTb MEMIIMHCKOTO JIeYeHN,
YCIIYT 3[[paBOOXPaHEeHM, XMPYPTUIECKUX Y MEAMIIMHCKUX
IIPMHAJITIeKHOCTeIL.

KOC p141 maIyeHToB ¢ THKENol reModuiiert 0ObIYHO COCTaB-
ns10T 6071ee 90% 3aTpart Ha redeHne.>

KocBeHHble 3aTpartbl

KocBennsie 3aTpaThbl BbI3bIBAIOTCA HOTCPCI?I prIIOCl'IOCO6-
HOCTU B3pPOC/IbIX NMMALIVIEHTOB " pO,E[I/ITeHeIZ Ha].U/IeHTOB-JIeTeI/UI
Ha BpeMA, HeO6XOIH/IMO€ JIA NEYCHUA I‘eMO(i)I/ITII/H/I.

3anaTbI, IIpoucCTeKammmne n3-3a 6onesHu umm HCOGXOJII/[MOCTI/I
06pa1_ueHM;{ 3a Me,T.H/II.U/IHCKOf;I IIOMOIIIbIO, B pa3HbIX CTpaHaX
JMHOTIa COIMOCTAaBMMBbI, HO 4aCTO pa3)11/['1a10Tc;{.59
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KauecTBO K13HUK, 06ycnoBneHHoe
COCTOAHNEM 3[0POBbA

KauecTBO X13HH, 06YCIOB/IEHHOE COCTOSIHIIEM 3{0POBbSI — 9TO
CMHOHUM CYO'BEKTUBHOII (CAMOCTOSITEIBHON MM CAeTTAHHOI
POJICTBEHHUKAMI) OLIEHKV COCTOSIHIISI 3[{OPOBbSL.2

Jnst nsmepernst HRQoL (06ycoBeHHOro 30poBbeM Kade-
CTBa >KM3HM) OOBIYHO JICIIONB3YIOTCSI OIIPOCHVK, Halje/leHHbIe
Ha KOJIMYeCTBEHHOE BBIPaYKeHNEe COCTOSHILA 3[JOPOBbs Malll-
€HTa B 001IeM.

YunreiBas ux obumit xapakrep, nsmepernss HRQoL gacto
6071ee TOBEPXHOCTHBI, YeM VHAVNBIUAYaIbHbIE N3MepEeHNs
Pas3/IMYHBIX BIIIENIePeYNC/IEHHDIX JJOMEHOB; CIeI0OBAaTeIbHO,
VIX JIy9IIIe IIPUMEHSTD B COY€TAHMN CO CIIel(pIIECKIMI OLleH-
Kamn goMenoB MK®, a He 1o otgenpbHOCTI. 60
JlOTIOITHUTENTBHO CIOKHOCTBIO MX UCIIOTb30BAHMS SIB/ISIETCS
HeoOXOAMMOCTb VX Ba/TU/ALNI Ha SI3bIKE U B COLMOKY/IBTYPHOM
KOHTEKCTe TOJI CTPaHBbl, Tfje OHY IPUMEHAIOTCA.

Hanbonee yacto ncnonbsyembie MHCTPYMEHTbI
OLIEHKM KayecTBa XN3HW, 06yC/IOBNEHHOrO
340pOBbeM

O6mye nucrpymentsl EQ-5D23 1 SF-369162 4acTo MCHONB3YIOTCA
mst ouenku KK mpu remodummn. (Cm. tabmyust 11-7 n 11-8.)
Onpocuuk PROBE nossonser onennsars KJK B fononHenne
K OLleHKe OpeMeHu 3a060/IeBaHuUsA IJIs1 ALY ¢ TeMO Qe 6-63-65
Il metett ¢ reModunuert ycrelHo ucnonb3yercs «KaHamgeknmit
MHCTPYMEHT OL|eHK) Pe3y/IbTaTOB JIeueHNs TeMOPIINI [T
kauectBa xu3Hu gerein» (CHO-KLAT).466

[l B3pOC/IBIX MALMEHTOB C reMO(UINeil MMPOKO UCIONb3Y-
1orcs «VIHaeKc 6marononyuns mpy reMopunuy»e 1 «OImpoCcHUK
10 Ka4eCTBY >KM3HM B3POC/IBIX MAI[MEHTOB € reModuneit
(HAEMO-QoL-A)».45

PekomeHpauna 11.7.1:

B®T pexoMeH/yeT IPOBOAUTD OLIEHKY U IOKYMEHTHPOBaHIe

COCTOSHNA ONIOPHO-IBUTATETHHOTO aNlIapaTa 1 o61ero

3[0POBbs Ka)K/I0T0 NalJIeHTa KAK MUHMMYM €XXerofHo. ITo

JO/DKHO BKTIOYATD OLEHKY CTPYKTYP M PyHKIMIT OpraHnsma,

YPOBHell BUFOB aKTUBHOCTH, YJACTNA U Ka4yecTBa KU3HM,

00yCITOBIIEHHOTO COCTOSTHMEM 3[OPOBbA, B COOTBETCTBUN

¢ «MexxgyHapogHoil Knaccudukanyeil GyHKIMOHNPO-

BaHU:A, OTPAHNYEHNI )KU3HeeATeTbHOCTH U 3J0POBb

BcemupHoit opranusanuu sgpasooxpanenns (WHO ICF

- MK® BO3)», HaCKOTbKO BO3MOXKHO, B IPaBI/IbHOM KIMHMU-

YeCKOM KOHTEKCTe.

ITpumevanne: Heo6XommmMo MaKkCManbHO MCIIONb30BATh

CTaHJApTHbIE ONpeeNeHNs ¥ BaTUAUPOBaHHbIE IHCTPY-

MEHTDI, BKII04as1 HIDKeCIefyolue:

- Ilo crpykrypam u GyHKIMAM OpraHN3Ma KIMHIYIe-
CKasd OI[eHKAa COCTOSHMA CYCTaBOB BBINOMHAETCA (KaK
NPaBWIO) ¢ ucnonb3oBanueM «IIIkanpl OLIEHKN COCTO-
sHuA cycraBos npu remodunu (IIIOCC)», kak y
meTeli, TaK U1 y HOAPOCTKOB.
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- B TOM Xe oMeHe paHHYE CTPYKTYPHBIE M3Me-

HEHVSI CYCTaBOB JTy4llle OI[eHNBATh C HOMOLIBIO
ynbrpassyka (Y311) m160 MarHMTHO-pe30HaHCHOI
tomorpaduu (MPT). ITo3gHue KOCTHO-XpsLIeBbIe
V3MEeHEHVsI MO)KHO OIIeHUTh, MCIO/Ib3YsI OObIYHbIE
PpeHTreHOrpaMMBbl.

- VYpoBHU QYHKIMOHATBHOI AKTUBHOCTH CIIERyeT
OIIeHNBATbh, MICIIONb3Y: HaNbo/Iee MOAXOMALIVIL METOS,
FOCTYIIHBII /151 KOHKPETHOTO MaIyieHTa, BKII0Yast
«Cucok BUoB akTuBHOCTH npu remodunuu (HAL)»,
«CHUCOK BUJIOB aKTUBHOCTY IIPU TeMounm s
mereil (PedHAL)», mu6o «IlIkany pyHKIMIOHATBHOI
He3aBucuMocty npu remodymm (FISH)».

HRQoL (KJKOC3, xauecTBO >XKM3HU, 00yCIOBIIEHHOE

COCTOSTHVIEM 3[OPOBBS) — 9TO Ba>KHBIII ACIIEKT M3MepPeHNI

Ppe3ynbTaToOB eYeHNsI, KOTOPBII MOXKeT ObITh OIJeHeH KaK €

TIOMOUIBIO CTAHFAPTHBIX, TAK U C HOMOIIbIO CHelpuIecKux

LA 3a607eBaHN A MHCTPYMEHTOB, OFHAKO JAE/TATh 3TO MOXKHO

TONBKO B KOMOMHaIuu ¢ fpyrumu gomenamu MK® BO3.

Pe3synbratbl, coobuaemble
nauneHTamm

Pesynbrarsr, cooburaemple marnyentamu (PCII), mpeacTaBisior
€060J1 OTYET O COCTOSTHNUM 3H0POBbSI MTAIVIEHTA, VICXOSIIVIA
HEIIOCPECTBEHHO OT MAaLMeHTa, 6e3 MHTEePIIPETALI OTBETOB
IanMeHTa BpadoM Wi KeM-n6o emté.”?

OHu 06beaNHSAIT B cebe KaK OfHOMEPHBIE, TAK ¥ MHOTOMEPHBIE
crioco6s! oneHKH cumitomoB, HRQOL, cocTosiHme 350poBbs,
IIPUBEPKEHHOCTD JIEYEHMIO, YOBJIETBOPEHHOCTD JIeUeHMEM U
Apyrue mapaMeTpsl.’!

TABJIMLUA 11 - 8 OnpOCHUK COCTOAHNA 300POBbA
«KpaTkasa ¢opma 13 36 nyHKTOB» (SF-36)69

MyHKTbI

(kon-Bo)

SF- 36 Bcero 36
SF- 36 gomeHoOB
DOusnyeckoe GyHKLMOHNPOBaHWE 10

OrpaHunyeHns posieBoro GyHKLMOHNPOBaHUA 4
13-3a Npob6siem ¢ GY3NYECKMM 300POBbEM

OrpaHunyeHuns posieBoro GyHKLMOHUPOBaHUA 3
13-3a JIMYHDIX UJIN SMOLIMOHASbHBIX MPobiiem

SHeprua/ycTanoctb
SMoLMoHasbHoe bnarononyyune
CoumanbHoe GpyHKLMOHMPOBaHMe

bonb

v NN U D

O6bLiee cocTosAHME 300POBbSA
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

« PCII BkII09aIOT B ce0s CTaHJapTHBIE MHCTPYMEHTBI, TaKue,
xak EQ-5D-5L, «KpaTkuit onpocHuk 1o ouexke 6omu (BPI)»
Bep. 2 (BPI), <MexxpyHapOHbIiT OIIPOCHNK (HM3UYeCKON aKTVB-
HocTu (IPAQ)», OIpOCHMK COCTOAHMSA 300poBbs «KpaTkas
¢dopma us 36 myHkToB» Bep.2 (SF-36v2), («VHpopMalmonHas
cHcTeMa U3MepeHNIl, OCHOBaHHas Ha COOOIIaeMBbIX ITaIVIeH-
tamu pesynbrarax (PROMIS)»,”172 a Takke crienmudecke
is1 3a60/IeBaHMs MHCTPYMEHTHI, Takue Kak HAL,” cioco6sr
nsmepennsit HRQoL Haogo6me CHO-KLAT, % HAEMO-QoL-A>
U OLIPOCHUKM 110 OpeMeHy 3aboneBanust, Harpumep, PROBE.6
JlaHHbIe, TONTy4YeHHbIe ¢ ToMoIlbIo MHCTpyMeHTa PCII, MoryT
IIPefIOCTAB/IATD 0Ka3aTeNbCTBa 9P PEKTUBHOCTY TEPAIIUY C
TOUKM 3peHMA NMAlleHTa, OfHAKO BBIOOP MHCTPYMEHTA JJO/DKEH
COOTBETCTBOBATH AM3aMHY MCC/IENOBAHNA UM KIVMHIYECKOI
HeOOXOMIMOCTH OLIEHK! KOHKPETHOTO Pe3y/IbTaTa, a He IIPOCTO
OCHOBbIBATbCS Ha IICUXOMETPUYECKUX CBOJICTBAX MHCTPYMEHTa.”*

11.9 | ba3oBbin HAbOp CpeacTB N3IMepeHus
ANA NCNONb30BaHUA B KNNHNYECKON
npakTuke nMbo nccnefoBaHUAX

B o6macTtit 3gpaBooXpaHeHNA HaOMIOaeTCsA BO3pacTaoNiasn
TEHJICHIUA K IIePeXOAy OT CTPEMJICHNA OKa3aTh GOJIbILINII
06BEM YCITYT K 3a60Te O LIeHHOCTH, CO3/JAHHOI J/IA IAleHTOB.
B aHHOM KOHTEKCTe IIeHHOCTDb ONPEJieNAeTCA KaK JOCTUTHY Thie
Pe3ynbTaThl 1€YeHN OTHOCUTENBHO 3aTpar.’”

HecmoTps Ha To, 4TO 37eCh OBbUIN Pa30OpaHbl MHOTIE BapH-
AHTBI OL[€HKU Pe3y/bTaTOB, Ha MPAKTUKE L€HTPbI TeYeHU
reMOGU/INM ¥ Bpauy MOTYT BBIOMPATh MHCTPYMEHTBI, Hanbornee
MOAXO/AILME [J/IA TallMeHTOB. VIHCTPYMEHTBI /71 OLIeHKM
Pe3y/IbTaToOB MO>KHO Pasfie/IUTh Ha 00:A3aTebHbIE, PEKOMEH-
TIOBaHHbIE I ONIYIOHA/IbHbIE.!

Jlna peanusanyuy MoTeHIMana CUCTEMBI 3IpaBOOXPaHEH N,
OPUEHTHPOBAHHOI Ha CO3[jaBaeMyI0 LIeHHOCTD, HEOOXOIIMO
COfIeliCTBOBATh NPUMEHEHMIO CTAHAAPTU30BaHHbBIX UHCTPY-
MEHTOB OIIEHKM Pe3y/IbTaTOB.

ITO 03HaYaeT BBefleHNE M3MEPEHMIT C MMHMMA/IbHO JJOCTa-
TOYHOTO KOMIIJIEKCA Pe3y/IbTaTOB MO KaXX/JOMy CEPbEZHOMY
3a0071eBaHMIO, C YETKO OIIpeIe/IEHHBIMIU METOMAMM /IS X
c60pa, BIIOC/IEICTBIY TaKie METOMBI JO/DKHBI OYAyT IpuMe-
HATHCSA TOBCEMECTHO.

«BcemupHbIil peructp Koarynonatuit BOI» npegocras-
JIAeT LieHTpaM JledeHrs reMmodumu nnathopmy A cbopa
YHUQUIIMPOBAHHBIX ¥ CTAH[APTU30BAHHBIX JAHHBIX O
MalyeHTax U pe3ynbTaTax JieueHNs 10 BCEMY MUPY, YTO, B
CBOIO OY€pe/ib, O3BONNUT HAIPAB/IATH KIMHUIECKYIO TPaK-
tuky (http://www.wfh.org/en/our-work-research-data/
world-bleeding-disorders-registry).5

Omnpepenenye CTaHAPTU3MPOBAHHOTO 6a30BOr0 HabOpa U3Mepsi-
€MBIX Pe3y/IbTaToB IIPMMEHNUTENbHO K CrIenndyKe KIMHIIECKIX
YCIIOBMIT, B paMKaX KOTOPBIX FeMOMU/INIO /ieyaT B Pa3HBIX
CTpaHax MUPa — 9TO K/TI0Y K YCOBEPIIEHCTBOBAHMIO K/IMHIYe-
CKOJ1 TIOMOIIY /IMIIAM C TeMOGUIIIeit 1 IIPOBeeHNIO JaTbHe X
MICCTIeOBAHMIT BO3MOYKHOCTeI! TedeHs1.! [Ton6opKy nHCTpy-
MEHTOB JI/Is1 OLICHKM) Pe3Y/IbTaTOB MOXKHO HAilTV Ha Be6-CTpaHuLe

«C6opHUK nHCTpyMeHTOB ojeHkm» BOT (http://elearning.wth.
org/resource/ compendium-of-assessment-tools/).10
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12.1 | O6wme cBepeHuA

ITepBoe nsmanme «PykoBomcTBa 1O JIe4HMIO TeMOPIINI» OBIIO
cocraBiieHo BecemupHoii peneparueit remodumin (BOT) B 2005 r.!
Bropoe o6HoBNeHHOE U3gaHme mosiBnnock B 2012 r.2 C tex mop
110 BCeMy MUPY ObIIO HalledaTaHo MLV PACIPOCTPAHEHO B /IeK-
TPOHHOM BIifie 60JIee OHOTO MIJUIMOHA 9K3eMIULIPOB (BK/IIOUas
cKayaHHbIe ¢ BebcailToB XypHana «[emopummsi» u BOL, npeno-
craBrieHHble BOI' 6yMaskHBIe 9K3eMIUIAPBI, @ TAKXKe IIePEeBOB,
cienanuble BOT 11 HaI[MOHATBHBIMU YWIEHCKUMU OPTaHNU3ALUAMI).
B pabore Hap TpeTbuM nsganvem BOT peumia npyMeHNTb MHOM
METOJ] COCTaB/IeHNs PYKOBOJICTBA, BHEJPMB JIBa IIO/IXOfla: «HA OCHOBE
Hay4HbIX loKa3aTenbCTB» U «[JYOK: focToBepHble yTBEPK/IeHN ],
OCHOBaHHbIe Ha KOHCeHcyce» (aHrt. Trustworthy Consensus-
Based Statement - TCBS)3. 910 cooTBeTCTBYET 0011eIPU3HAHHBIM
MeXIYHAPOJHbIM CTaHAAPTaMI Pa3pabOTKI MPAKTUIECKUX KIINHN-
YeCKMX peKOMeHanuii. 4>

PaspaboTka Hay4HO 0O0CHOBAHHDIX PEKOMEHIALNIT [Is PEIKIX
3abojteBaHmMit (K KOTOPBIM OTHOCKUTCS reMO(UINs®) CTa/IKMBAEeTCs
C IPeNATCTBUAMM 3-3a JIAKYH B JJOKa3aTeNbHOI 6ase, KOTOpbIe
00yCIOB/IEHbI HEOOIBIIMMY padMepaMit BIOOPOK U HEXBATKOI
METOJ0/IOTMYECKY CTPOTO BbIBEPEHHBIX JIaHHBIX, 10JTy4aeMbIX B
PaHIOMM3MPOBAHHBIX KOHTPOIUPYeMbIX MccinenoBanmAx. [lnpoxnit
IMAIa30H NPUMEHAEMbBIX B MUP€ METOJIOB I IIPAKTUK JIeYeHNUs
TaK)Xe He CtocoOCTByeT CPOKYCHPOBAHHOCTH TEMATUK CPeU
HayYHBIX VICCTIeTOBAHWIT ITO0 TeMO(IUINY Ha COBPEMEHHOM 3Tatle.
ITpoBefieHMe KOMMYECTBEHHBIX AHATN30B JJAHHBIX 110 HECKOJIbKIM
acIieKTaM JIeYeHN MAIMeHTOoB (HarpyMep, IPAMBIX MeTa-aHa/M30B
WIN CETeBBIX MeTa-aHa/M30B) B ONMCAHHBIX 0OCTOSTENIbCTBAX He
TIPE/ICTAB/AETCSA BOSMOYKHBIM.

B oTcyTCTBUE ZaHHBIX, B JOCTATOYHON CTereH cHhOPMUPO-
BaHHBIX /I TPOBEfIeHNs KO/IMYECTBEHHOTO aHA/IN3a M COCTaB/IeHNs
Hay4YHO 00OCHOBAHHBIX PEKOMEHIALINIT, BaYKHO, YTOOBI Bpaun I
[IpoYMe MeANIMHCKIIE PAaOOTHUKY, UL C TeMOpIIIelt 1 aKTI-
BUCTBI ITOTTY YN/ TPOdeCcCHOHaTbHbIe COBETHI, KOTOPBIM OHM

MoryT fosepaATb.4” C nomouipio nogxoga JYOK dbopmupy-
I0TCS1 0O'bEKTVBHBIE, HAYYHO [TOATBEP>KAEHHBIE I JOCTOBEPHBIE
peKOMeH/jal 1, CO3[JaHHble B paMKaxX IIPO3PavyHOro Mpoliecca,
YYUTBIBAIOLIErO KaK MMeIOIMecs JoKa3aTeIbcTBa Ha OCHOBE
CUCTEMATHNYEeCKOr0 ITO/IX0/Ia CO CHIDKEHMEM IIPeAB3ATOCTH, TaK
U KJIMHMYEeCKYe PeKOMEHIALNN SKCIIEPTOB.

B maHHOII I71aBe ONMUCBIBAETCS METOOJIOTS PaspaboTKu
TpeTbero nananus «Pykosopcrea BOI o neyennto remopumm».

12.2 | MeTogonorusa

B pamxax nporecca IYOK pexomenmarmy popMupyIoTCs Ha OCHOBE
(baKTIYeCKVIX JAHHBIX C OLIOPOJT Ha KOMITIEKCHBIV CYCTEMHBII ITOVICK
Hay4yHOI! INTePATyphl 110 3a/laHHOI TeMe. IIpy 3TOM MCTOYHMKM
CHaya/a aHa/IM3UPYIOTCA HA COOTBETCTBIE 3apaHee YCTAaHOB/IEHHBIM
KPUTEPVAM BK/TIOUEHVIA/VICKTIOYEHN A, ITOCTIE YEeTO BBIIIOTHAETCA
U3BJIeYeHNe JAHHBIX B BIJI€ IMEIOLIMXCS PeleBaHTHBIX HAYYHBIX
IokasaTenbCTB. [Iyist cOopa MHEHMIT 1 JOCTYDKEeHMsI KOHCEHCyca
MIMPOKO IPUMEHSIETCS ¥ XOPOLIO cebsi 3apeKOMEeH/ 0BT Je/Ib-
¢buiicknit MeTos.8 Y HaHHOI METOLUKIY CYLIECTBYET HECKOIbKO
PasHOBMIHOCTEIL,® 12 OJHAKO IPUMEHeHVe UIMEHHO MOAVUIPO-
BaHHOTO [Ie/IbPUIICKOTO ITOIXOfia B COCTABIEHNN PEKOMEH ALV
«PyKOBOJICTBa» MO3BOJISIET YUMTBIBATD KaK (PAKTOMIOTMYECKYIO
6asy, Tak ¥ MHEHNE 9KCIIEPTOB, TPV 9TOM CAEP)KMBas IPOSIB/ICHIS
HeOObeKTUBHOCT, CBSI3AHHOI C AMHAMMKOI TPYIIIIOBOTO B3aNMO-
pevicteyA. BOT npunsma nopxon [IYOK, koTopbiit yyke IpUMeHAeTCA
B HECKOJIBKIIX IIPO(eCCHOHATbHBIX MEAMIIMHCKIX 001IeCTBEHHBIX
opraHmsansx,' >4 mocko/mbKy OH 06ecIiednBaeT TIIATeTbHOCTD
U IPO3PavHOCTD Mpolecca pa3paboTkn «PykoBopcTBa», co3na-
BaeMOro 113 HayYHO 0OOCHOBAHHBIX 1 IIPUHSTHIX HA OCHOBE
KOHCEHCYCa peKOMeH Jjaliuii Ipymibl aKkciepToB.” ITo aHamorum ¢
PYKOBOJICTBaMH, HOTHOCTbI0 OCHOBAHHBIMU HA JIOKA3aTeTbHBIX
IaHHBIX, TpuHATHI nopxoxn JYOK BximoyaeT cTpornit aHams Kaxk
METOJIOB, TaK I COJleP>KaHNA, KOTOPBIN IIPOBOJIUTCS BHYTPEHHUMMU
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¥ BHEIIHMMM CTOPOHAMMY 13 YMCTIA BCEX 3a/IHTePeCOBAHHBIX IPYIIIL.
IMopxon cTpouTCA Ha MATY BasKHBIX IIPMHIIMIIAX:
e YBEPEHHOCTb B COCTaBe 9KCIIEPTHOI KOJIETUM U B
BBITIOTHAEMOM CKPUHIHTE INTEPATYPbI;
o CHUCTEMHBDII U KOMIITIEKCHBII IIOVICK JIOKa3aTeNbCTB;
o 0ouUIMATbHO OPTAaHU30BAHHOE JOCTIDKEHNE KOHCEHCYCa;
e CKBO3HadA IPO3PAYHOCTD JAHHBIX M METOJIOB;
e CTpOIMIl IpOLleCcC aHa/IM3a/pelieH3MPOBAHNA.

CocTtaB Konnerunm: CTpykTypa u aHanus
OrBeTCTBEHHBIM 32 O611iee copiepykanue «PykosopcTBa BOI» Ob11
HasHavyeH Aok llIpuBacraBa (AS), a ero samecTutenem - IeHn
®. TTuapc (GP). Onu 06a SIBISIOTCS OIMBITHBIMI CIIELMAIICTAMU
B oOmactu remodunu. B kauecTBe KOHCY/IbTaHTA 10 METOHO-
norvy npurnacum Canapy 3enpMaH JIbtonc (SZL), nmerontyto
OOLIMPHBIIT OIIBIT B paspaboTKe PYKOBOACTB I KOMIIETEHTHYIO B
npumenenny nopxozna [JYOK. C uenpio 06beKTUBHOTO Haji30pa
3a xofoM pabot BOT yupenmma pabouyio rpymniry 1o nporeccy
cospanna «Pykosopcrsa» (PITICP, anry. - Guidelines Process
Task Force (GPTF)). B rpymry PITICP Bouum wiensr Komurera
BOT 1o 0o6pa3oBaHmio, B TOM YNMCIe IALMEHTH 1 TEMATOJIOL, He
ydacTByloliue B paspaboTke caMmoro «PykoBoncTBar.

OTBeTCTBEHHBII 3a cofep>kaHye (B MIPOLIJIOM — Bulie-IIpe-
supieHT BOI' 110 MegUIIMHCKMM BOIIpOCaM) CHavajIa HallpaBuI
JIMYHbIE IPUITIALIEHNS 9KCIIEPTaM st GOPMUPOBAHNS PeTpe3eH-
TATVMBHOII KOJUIETUN C IPOCHOOIT IO TBEPANTD CBOE COOTBETCTBIE
U3/I0KEHHBIM HIDKe KpuTepuaM. BakHas 3amava, KoTopasd He
BCer7ia BBIIOTHAETCA OPraHM3aLVAMM IIPY COCTAB/ICHUY PEKOMEH-
JALVIT U IPOBeIeHNN MICCIeS0BaHNIT, !5 coCTOsIa B 06ecriedeHnn
TOTO, YTOOBI Y PYKOBOAUTEIEN PabOT OTCYTCTBOBA/IN CEPbe3HbIe
KOHQIVIKTBI MHTEPECOB, CBSI3aHHBIE C TEMOIT, I YTOOBI IIPOLIEHT
YIaCTHMKOB KOJUIETMY C aHAJIOTMIHBIMM KOHIMKTaMu ObUT ObI
MIUHMMAa/IbHBIM.

B nHacTosmiee TpeTbe nsganme «Pykosopcrsa BOI» Bommm
CyILIeCTBEHHO NepepaboTaHHble ceMb I1aB 13 u3fanns 2012 . u
6b1111 mo6aB/IeHbl HECKO/IBKO HOBBIX IV1aB. PaGoTa Haj OTHe/Nb-
HBIMU I7TaBaMu Obl/Ia IIOPydYeHa KO/UIETUsAM 13 7-10 demoBek,
Ky/ia BXOAWIN PYKOBOJVUTEND ITIaBbl, MEAULIMHCKIE PaOOTHUKI
C K/IMHMYECKVM OIIBITOM M HallYieHThl/yXa)KMBaIOLIVe 32 HYUMMU
ymua (IpydeM IOCTeRHsAS KaTeTopys COCTaBIIsAIa He MeHee 25%
0T 0011eT0 YNC/Ia yIaCTHUKOB KOJJIETUY 10 KaXK/I0i1 I7TaBe). B
o61weit crroxxHoCcTH 50 YesIoBeK ObUIN pacIpefie/ie bl 10 KoJlte-
IUsAM 1 paboTam Hajl COIepKaTe/IbHOI YacTbio «PykoBozicTBa»
(11 rmaB). HexoTopble 13 y4aCTHMKOB TPYAUIICH OFHOBPEMEHHO
B HECKOJIbKMX Kojterusax. BOI o6paTumack K cBOeMy MeX[y-
HAapOJHOMY BOJIOHTEPCKOMY COOOIIECTBY 1 K IINPOKOIL CETHU
3aMHTePEeCOBAHHbIX CTOPOH JJIs IPUBJIeYEHN s 9KCIIEPTOB 110
Pa3MMIHBIM MEIUIVHCKUM AVICUUIIIMHAM (TeMaTOIOT0B, XUPYp-
TOB-OPTOIEOB I IPYTUX CIELMAINCTOB 110 OLIOPHO-JIBUTATENILHOMY
anmapary u e4e0Hol GU3Ky/IbType, peabuInTonoros, COTpys-
HIKOB JIab0paTOpuii, MeficecTep, CTOMATOIOTOB 1 CIIELNA/IVICTOB
110 [ICUXOCOLMAIBHBIM BOIIpOCcaM). B Ko/ternsx takxxe 6bU10
0becIieYeHo MPOKOe MIPEACTABUTENBCTBO JINL] C reMOIINeN,
B TOM YJICJTE ¥ C OC/IO)KHEHVSIMU IIPY TeMOMIIINIY, HATIPUMep, C
MHTMOUTOPaMI, IOPXKEHNSMI OTIOPHO-IBUTATEIBHOTO aIllapara i

Pa3IMIHBIMM COIY TCTBYIOLIMMI 3a00/IeBAaHMSIMIL; TAK)Ke BK/TI0Ya-
JIUCh POFMTEN ieTell ¢ yKasaHHbIMM 3a0oneBanmsivu. [Ipu otbope
B KOJIJIETMIO YYUTBIBAJIOCh Pa3HOOOpasye COCTaBa yYaCTHUKOB II0
HeMorpadyecKyM, reorpaduyeckyM 1 COLMaabHO-3KOHOMIYe-
CKVIM aCIIEKTaM C LIeJIbI0 00eCrevnTh IM00aIbHYI0 IPUMEHIMOCTD
(dbopMUpyeMBIX peKOMEeHIATINIL.

Mpouecc paboTbl KoNerun 1 Hag3op 3a 3TUM
npoueccom

OTBeTCTBEHHBIN 3a 001Ijee COflep>KaHMe Y PyKOBOAUTENN IO
OTJeNIbHBIM IJIaBaM HAIIPaB/IAIM PAbOTY KOJIIETMIT HaJ| I/TaBaMy 1
obecreynBany KOMIIETEHTHYIO OLIEHKY cofiepykaHmA. B pyHKium
pyKoBoOAuUTeIEl I71aB (C IOMOIIBIO IPYTUX MEULIMHCKIX CIIeljya-
JIMCTOB U3 VX KOJJIEIMIT) TaKXKe BXOAMIIO CIefyoliee: pa3paboTka
LA KaXKIOJ I7IaBbl KOMIITIEKCHOTO IVIaHA M3 BaYKHBIX MOJTEM,
COBETBbI MEAVIIHCKIM 616/IMOTEeKapsAM O COOTBETCTBYIOIINX
YCIIOBMAX IOMCKOBBIX 3aIIPOCOB, COCTABJIEHNE IIPOEKTa IIpefiBa-
PUTENTbHBIX peKOMeH/IALMII ¥ CO3JjaHNe pyKomucy «PyKoBoiCcTBa»
C LUTMPOBAHUEM BaXKHBIX MCCIefoBaHmit. O6A3aHHOCTDIO PYKO-
BOJJUTEIA I/IaBBI TAKXKe ABJIANOCH obecredeHme cbopa 1 ydera
MHEHMII YIaCTHUKOB KOJUIETUY 13 YIC/IA MTAI[eHTOB/yXaXKBa-
fomyx . HecMoTps Ha To, YTO IofiaB/iAoIiee 60IbIINHCTBO
peKOMeH Al OTHOCUTCSA He CTO/IBKO K JIEUeHMIO TTalIeHTOB,
CKOJIBKO K OKa3aHMIO MeVIIVHCKO TIOMOILY 1 BeeHNUIO Maly-
€HTOB, TeM He MeHee OTBETCTBEHHDIE 3a 001Ilee Coflep>KaHue I 3a
OTJe/bHBIE I7IABBI CIEMIVIN 3 TeM, YTOOBI KOHKPETHbIE TIPeTapaThl
VIV VX TOPTOBbIe HaVIMEHOBAHM He YIIOMUHANNCD. VIcKTouenneM
crasa raBa «J/labopaTropHas IMAarHOCTUKA U KOHTPOJIbY, Ifie
TepaleBTUYeCKNe MpernapaTbl MOI'yT OBITh HE3HAKOMBI CO06-
IIeCTBY I10J] CBOMMM MeX/1yHapOHbIMIU HellaTeHTOBAHHBIMMU
HanmenoBaHmsamu (MHH). ITo aToit mprynHe BCe mpemnaparsl
BKJ/IIOYEHBI [TOJ] CBOMMM TOPrOBBIMYU HAMMEHOBAHUAMM BO U36e-
JKaHIe BO3MOXKHOII HelTpefHaMepeHHOI MeAMIIMHCKOI OLIOKIL.
Yro KacaeTcs AMAarHOCTUYECKMX PeaKTMBOB, TO IIOf, TOPTOBBIMMU
HAaMEHOBAHUAMM B KXK/JOI1 KaTerOpMM peareHTOB YIOMUHAINCD
UMEHHO Te, 10 KOTOPBIM MMEJIVCh OITy OlIMKOBaHHbIE JOKa3aTellb-
CTBa Ba/lNlaliV} aHA/IN30B.

Bce y4acTHMKY KOJUIETUIT ObUIN 3a/IelICTBOBAHbI BO BCEX
sTanax GpopMupoBaHuA IpobOIeMaTUKM, OPraHU3aLNN JOKa3a-
TeJIbHOI 6a3bl, JOCTVDKEHM KOHCEHCYyca [0 PeKOMEHIAIUAM,
COCTaBJIeHNUA IIpeiBapUTE/IbHOTO JOKYMEeHTa Ha IpaBaX PyKo-
IIICH U eTO pelieH3upoBaHyA. CoBellaHysa, KOMMYHMKaIUA U
TPEHMHTY OCYIIECTBIIANNCH TIOCPEICTBOM BIE€OKOH(pEePEHIINIL,
3/1eKTPOHHOII IIOYTHI U 37IEKTPOHHBIX OIIPOCOB. 3aIlCH COCTO-
ABIIMXCSA 3BOHKOB M Y4€OHBIX 3aHATHIA, & TAKXKe C/le/TAaHHBIE K
HYM CJIaiifIbl BIIOC/IEACTBUI IPEJOCTAB/LANNCH BCeM YJaCTHUKAM.
Bcem ueHaMm Kojuternii 6bi1a laHa BOSMOXKHOCTb PAcCMOTPETh
BCe I71aBbl «PyKOBOLICTBa» 1O YTBEPK/IeH) s eT0 OKOHYATe/IbHOI
BepCUU U Iepefjadll Ha BHEIIHee pelleH3MpOBaHIe.

Bo BpeMs TPEHMHIOB NTOJYEPKIBAJICS PABHBIN CTATYC BCeX
Y4aCTHUKOB KOJUIETMAIbHOI paboThl (MEAUIIMHCKUX paboT-
HVKOB I TTAI[VIEHTOB/yXa)XMBAIOLINX JINII), BAXKHOCTD 3HAHMIT 1
OIIBITA K&XJIOTO YeloBeKa U 00s13aTelbHOe TpeboBaHIe KO BCeM
y4acTHMKaM paboTaTb BMeCTe JI/Is BBIABICHUA U BaMUAaln
BCex Touek 3peHnus. Ilox pykosopgctsom PITICP 6611 HaHAT



KOOPZIMHATOP IAPTHEPCKOIT PabOTBI C MAI[ieHTaMI, YTOObI OCBETUTD
LIEHHOCTb JaHHOTO IIOZX0/a ¥ OOYINUTH IPAKTUYECKUM aCIIeKTaM
€ero npuMeHeHMs B pa3paboTrke «PyKoBOACTBa», @ TAK)Ke IOMOYb
C peanusanyert aToit Gpumocodyn. BeImeymoMAHy TEI KOOPHM-
HATOP MAPTHEPCKOIT pabOTBI C MAlMeHTaMI OKa3bIBal OAEPIKKY
Y4YacTHMKAM 13 YMCTIA MAlMeHTOB/yXa)KMBAIOLIMX JIML] Ha IIPOTA-
JKEHIM BCeTO ITpoliecca cocTab/ieHns «PyKoBoficTBa», oprannsys
eXeMeCAYHbIe 3BOHKM I OKa3bIBasd HeOOXOMMYI0 METOIIECKYIO
" He(PMHAHCOBYIO TIOMOLIb.

Q®uHaHcupoBaHune
Pa6oTa 1o cocrasiennio «PykoBOfiCTBa» Beach MCKIIOYNTEIHHO
Ha cpenctBa BOT.

12.3 | ®opmuposaHmne gokasatenbHom 6asbl

Jl71s1 paboThl HaJi 0OGHOBIEHMEM OKA3aTeNbHOI 6a3bl Ob11a cHopMM-
poBaHa KOMaHfa 113 KBaMMUIVPOBAHHBIX OIIBITHBIX MEUIIVTHCKIX
6ubnMoTeKaperl, MeTO/[ONOTOB 1 CIIELMATNCTOB 110 CKPUHIHTY
nHpOpManNu 1 U3BIeYeHNIO JaHHBIX. OT/ieNbHbIE CUCTeMaTHyde-
CK1e 0630pbI OITyOTMKOBAHHOI! INTEPATYPbI ObUIN BLIIIOTHEHBI [T
10 u3 11 copepskaTenbHbIX I71aB. [ ogHOI IMaBbl — «[IpyHIMIIBL
OKa3aHNA MEIMIITHCKON ITOMOILY» — TaKOil 0030p TUTEPATypPhI
ObUI IPKM3HAH HEPeeBAHTHBIM, TaK KaK B 9TOM pasfiesie OMUChI-
BAIOTCA UeaIbHble Ie/IN ¥ YCTPeMIeHNA C Y4eTOM TeKyILero
HOHMMAHMUA FeMOGIINY U CYIeCTBYIOLINX JOCTIDKEHWIT HAYKY 1
TeXHVKI. JOTOMHNUTeIbHBIE CLIeHaPUY TIOVICKOB OBUIN IPUIIEIBHO
paspaboTaHbl 10 TAKUM TeMaM, KaK CTOMATOJIOTMYeCKie Ipolie-
Iypbl; ITTAHOBbIE ¥ SKCTPEHHbIEe XMPYPIUUecKue I MHBAa3VBHbIE
BMeIIIaTe/IbCTBA; TeHeTNIeCcKast OlleHKa (Ha HalliX I7Ta3ax MpOoC-
XOIUT CTAaHOBJIEHNE JAHHON JUCHUIUINHEL). TakuM 06pasom,
ob11jee 41CIIO MPOBeeHHBIX 0030poB cocTaBmno 11. TlogpobHoe
ONMCaHVe VICIIOJIb30BAHHBIX CTPATETrNI IONCKA, IPEAIIOYTH-
Te/bHbIe TapaMeTPbl OTYETHOCTH IJISI CUCTEMATIYECKIX 0630pOB
u MeTa-a"anusa (PRISMA), a Tak)ke M3B/Ie4eHHbIe JOKa3aTe/b-
CTBa IIpefICTAaBJIeHbI B OH/IAlH-Bepcuu «PyKoBozncTBa» B paszerne
«BcromoraTenbHble MaTepuabi».

Kpmepvm BKJIIOUYEHUNA NCC/iefoBaHuin

Monynayus, eMewamenscmead, CpagHeHUs U Ucxo0bl

7151 Bcex I1aB 1py 0TOOpe YAep>KUBaIUCh MCCIENOBAHNS, BKITIO-
JaBIlye NalMeHTOoB ¢ reModuneit A wm B. J[]/1s1 Ka>XXIoil I/1aBbl
YCTaHABIMBAMCD JJONIOTHUTEbHBIE TIONY/IALMOHHbIE KPUTEPUNL.
ITo nomny 1 BO3pacTy UCK/IIOUEHMII He ycTaHaBnuBanuch. Hu B
OJHOI 13 00JIacTel CoffepKaHs IPUTOZHOCTD BKITIOYEHHBIX
MCCIEN0BAHNIL He OTPAHMYMBAIACh TAKMMU ACIIEKTAMM, KaK
BMeIIATENbCTBA, CPABHEHMA WU UCXO/Ibl/PE3y/IbTaThl.

Cmpamezuu noucka UHopmayuu U ee UCMOYHUKU

Bce crparernu moncka O paspaboTaHbI OFHIM M3 MEUIIMHCKIX
6ubnmoTeKapert B COTPySHUYECTBE C IKCIIEPTAMI TI0 COAEPIKAHNIO,
pa6OTaBHH/IMI/I HaJl KaXJ0J1 I7IaBOJA, ¥ C YYaCTUEM OTBETCTBEHHOTO
3a Bce cofiepxkaHe. I1oMcK NpoBOAIICS UIID CPEV AHITIOA3BIYHBIX
VICCIIEIOBAHMIL U TOJIBKO IO MCCIIENIOBAHAM C Y9aCTUEM JIIOJIENA.

maga 12: Metogonorus

He BBOIMIOCH HMKAKMX MCK/TIOUEHMIT IO TeorpaddecKoMy MecTo-
PACIIONIOXKEHMIO WIIV TI0 TUITY MEVILIMHCKOTO yYpeskeHus. [Tomck
BeJICA IO CIefytomM ncrouynrkaM: PubMed, KokperiHoBckas
6a3a maHHBIX cucTeMarnyeckux 063opos (Cochrane Database
of Systematic Reviews (CDSR)), KokpeitHOBCKuit LleHTpaIbHBII
PEruCTp KOHTPONMPYeMbIX KIMHIYecKux nuccnegosanmit (Cochrane
Central Register of Controlled Trials (CENTRAL)) 1 EMBASE.
ITouck oxBatbiBan nepuof Bpemenu c 1 aaBaps 2000 . o gaTh
npoBefienyst oucka (¢ Mast o Hostopb 2019 1.). C HOTHBIM CIICKOM
VICTIONIb30BAHHBIX CTPATETNil TOMCKa MOXKHO 03HAKOMUTBCS B
OHJIAIH-Bepcuu B pasperne «BcroMoraresibHble MaTepUably.

[ToncKOBBII POOOT He IIPUMEHSIICS U He TIPOBOMIICS IOUCK
110 616/1MorpadMIecKNM CIMCKaM BbISIBIEHHBIX CCTEMATUYECKIX
0630poB. OnHO UCK/II0YeHNEe OBUIO C/IeaHo /ISt HOBOTO 0630pa
1o «O1lIeHKe pe3y/IbTaToB», Ifje OB BBIIIOTHEH aBTOMATUIeCKIUIT
c60p HAaHHBIX IIOMCKOBBIM PO6OTOM 110 6ubmmorpaduieckomy
CIIMCKY K IPUHINMINAIBHO BXHON MyONIMKaIUY, CHICKaBIIei
BceoObiIiiee npusHaHne. PYKOBOAUTESIM T/IaB U YYaCTHUKAM
KOJUIETHII TIPEJJIaraioch yKasblBaTh Ha T00ObIe HEITOCPEICTBEHHO
OTHOCAIIMECS K TeMe TyO/IMKaLNy, KOTOpble He ObIIN BbISB/IEHbI
B paMKax odyIIMaIbHO OPraHM30BAHHOTO MTOVCKA, Ha IPEMET UX
aHa/IM3a ¥ BO3MOYKHOT'O BK/IIOUEHUS.

Mapamempel u dusaliH ucciedosaHus

[To npuymHe 0OMMPHOCTY BBISBIEHHOI Oubmmorpadun mis
BKJIIOUEHNSI VICC/IE[JOBAHNIT ObIIM BBEJICHBI CBsI3aHHBIE C 9TUM
orpaHudeHus (HarpyMep, 0 TORY IMyOMMKaLN WM IO AU3alHY
UCCIeffoBaHNs) 6e3 3HAKOMCTBA C BBIsABIEHHOI JINTEPATyPOIl.
Bombirast 4acTb MCCIefOBaHNMIL, BBIOPAHHBIX [Is1 M3B/I€UYeHN
JaHHBIX, OTPAHNYMBA/IACh ATOI TyOIMKALM, T.€. OHM JOJIKHBI
ObUIN 6BITH ONy6/IMKOBaHbI 1Tocte 1 suBaps 2010 1. (paHblie
IaThl OTPAHMYEHNS IIOUCKA, YCTAaHOBIEHHOI [JIsI IPebIaY-
1jero M3nanHus «PyKoBopcTBay). VICK/II0UeHNEe GBIIO CAETaHO IS
HOBOI1 r71aBbl «OLieHKa Pe3y/IbTaTOBy, Tfie JaTa BK/IIYeH s Obla
oTopBUHYTa B mpouutoe 1o 1 ausapsa 2005 r. Ha penesanTHbIe
10 TeMAaTHKe JOIOIHITeIbHbIE MIyOIMKALINN 1 Ka4eCTBEHHbIe
0630psI faBanack 6ubmmorpaduyeckas CChblIKa, HO JaHHBIE U3
HUX He u3B/leKamch. OTOMpPaNuch UCCIefOBaHMs CIELYIOLIero
AU3aliHa: paHIOMM3MPOBAHHbIE KOHTPOIMPYeEMble UCCIIEOBAHNL,
KBa3JMPaHAOMMU3VMPOBAHHbIE KOHTPOIMPYeMble MCCIeOBaHIIA
U [IPOCIIEKTUBHbIE CPAaBHUTEIbHbIE MCCTIE[OBaHMs. B onpene-
JICHHBIX CTy4asiX PeTPOCIEKTVBHbIE VICC/IE[OBAHIS BK/IIOYA/INCh
110 IPOChbe PYKOBOAMTEell pabOT Haf, OTHEIbHBIMI I/IABAMIL.
HexoTopble 13 BKITIOYEHHBIX UCCTIETOBAHMIL IPY IOC/IERYIOIIEM
U3BJIEYEHNN JAHHBIX OBUIN KITaCCU(UIIMPOBAHBI KaK PETPOCIIEK-
TUBHBIE. VIX OCTaBM/IN B TaO/INIIaX JOKA3aTeNbCTB C IIOMETKOII
«peTpOCIIeKTUBHBIE» B KOJIOHKe ¢ MH(pOpMaIeit o fusaiiHe
uccnegoBanns. Kpocc-ceKuyoHHbIe MCCIeoBaHyst BKIIOYA/INCh
B [JOKa3aTe/IbHYI0 6a3y 110 I1aBe «/labopaTopHas FUArHOCTHKA 1
KOHTPO/Ib». CrcTeMaTndecKue 0630pbl BKTIOYA/INCh MCKTIOYN-
TE/IPHO B CHPABOYHBIX L[E/IAX.

Om6op uccnedosanuli

Jist xaxkpoit u3 11 crparerust moucka 6su1 pazpaboTaH CBOI
IIOPATOK CKPMHMHTIA I/IH(i)OpMaI_U/H/I. OcHoBaHUEM CITY>KUIN
KpuTepun, y>xe 3apaHee copMIpOBaHHbIE B XOfie Tele(pOHHbBIX
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

06cy>K/eHnit paspabaTbiBaeMbIX OMCKOBBIX 3a[IPOCOB I10 I/IaBe U
B COTPYIHIYECTBE C PyKOBOLUTE/LAMM I71aB. BbLAB/IEHHbIE MCTOY-
HVKV TIPOXORMIY (pU/IBTPALINIO Ha IPUEMIEMOCTb J/Is KOHKPEeTHOI
IJIaBBI C TIOMOILBIO IIPOTPaMMBI yIIpaB/IeHust 6ubmorpadudaeckoit
nndopmanueit Distiller SR®.

KomaHja 13 cemu OJrOTOB/IEHHBIX PeIleH3€HTOB IIPOBO-
IVIJIa CKPMHMHT 110 3aTO/IOBKaM 1 Te3ucaM. [lepen ckpmHMHIoM
uH(OpMaLUY I KaXIO01 ITIaBbl IPOBOJVIIOCH MIOTHOE TECTH-
pOBaHue, KOTfa BCe PelieH3eHThI OT(QUIBTPOBBIBA/IN OIHIY U Te JKe
50 MCTOYHMKOB. 3aTeM HPOBOAMIOCH 0OCYKIEHMe, I /IS BHECEHNS
SICHOCTU KOPPEKTHPOBanuch Gopmbl cKpyHMHTa. OCTaBIIascs
YaCTb 3aT0/IOBKOB U T€3JICOB IIPOXO/IM/IA CKPUHVHT OfHOKPaTHBIM
0630pOM 11151 BCeX I1aB. [[BOIIHO CKPMHMHT He BBIIIOTHSIICS.
I 8 13 11 r/1aB 6bUT IIPOBEEH BTOPOIL payH CKPMHMHTA 110
3arojIOBKaM M Te3MCaM Cpefy UCCIeSOBaHMIA, TOTeHI[MaIbHO
IPU3HAHHBIX HOAXOMALINMMA, YTO OBIIO 0OYCIOBIEHO ABYMS
npyyuMHaMu. Bo-nepBbIX, 110 Mepe TOro, KaK IpyIa CKpMHIHTA
JTy4llle 3HAKOMM/IACh C IUTEPATYPOIi, BLIABIEHHOI IOMCKOBBIMU
3aIpocami, a TakKe O/1arogapst 06CY>KIeHISM C PYKOBOSUTENAMMU
I71aB ¥ OTBETCTBEHHBIMU 32 COlep>KaHMe, B OCTIeYIOIMX LIMKIax
0030pa PUMEHSINCD JOIIOTHUTEIbHbIe KpUTepuy cKpuHuHra. C
1Ie/IbI0 M30€XaTh IPEAB3ATOCTI B Pe3y/IbTaTaX, PelleHNs 110 CKPI-
HJHTY IIPYHYMAINCh, KOITIa YIACTHUKY KOJIIETMM He 3HAJIN, KaKas
nuTepaTypa Oblla BbIABIEHA. BO-BTOPDIX, BTOPUYHBI CKPMHIHT
II0 3aTOJIOBKAM J Te3}caM IOMOT rpyiie a¢p¢deKTUBHO yOpaTh
HEeCOOTBETCTBYIOIIVE ICTOYHUKY, SKOHOMA BpeMs U (PMHAHCHI.
[IpurogHOCTh MCTOYHUKOB, KOTOPBIE He ObIIM OTCESIHBI B XOJie
CKPVMHMHTA II0 3ar0/I0BKaM U Te3¥CaM, IIPOBePs/Iach Ha OCHOBE
CKPVHJHTA IIOTTHOTO TEKCTa.

3a ronoHuTeNBHON MH(OpMALeNl 110 paboTe ¢ UCTOYHNKAMM
B 6710k-cxemax PRISMA («IIpeproyrnrebHble KOMIIOHEHTBI [JIst
TIOATOTOBKM CHCTEMATNYECKUX 0030POB I MeTa-aHaIN30B» ) IIPOCKUM
obparmarbcsa K OH/MAlH pasfieny «BcroMorarerbHble MaTepuabl».

M3BneueHune gaHHbIX 1 pa3paboTka Tabnuy
AoKa3aTenbCTB

ITo Ka>koit I/1aBe GBI CO3AaHbI TAOMMUIBI JOKA3aTENbCTR.
PesleBaHTHBIE MCXO/bI/PE3yIbTATI OLPEE/ISIICD C IPUBJIEYe-
HIIeM PYyKOBOZNUTeIel pabOThI HaJl I/TABAMIL.

TnaBusiit metononor Tomac Modung (TS) obecrieunsan oot
Ha/[30p 3a COCTAB/IEHIEM 1 OPTaHM3alMell Tab/IuLL JOKa3aTe/bCTB.
Komanya 13 15 METOO/IOrOB 1 aHAJIMTUKOB U3BJIEKAJIA pejie-
BaHTHbIE JaHHbIE 113 BCEX BKIKYEHHbIX MCCIEN0BaHMIL. [IBOITHOrO
U3BJIeYEeHVIS] IAHHBIX He TIPOBOAMIOCH. Tab/Iuibl JOKA3aTeNbCTB
¥ JIeKAllJe B X OCHOBE Hay4YHbIe CTAThY [0 KXK/OII I/TaBe ObIin
IpeACTaB/IeHbl BCEM yJaCTHUKAM, pabOTAOIMM B KOJIJIETUH, U
UCIIO/Ib30BAJIVCh PYKOBOAVTE/ISIMY I71aB ¥ MePAOOTHIKAMI /ST
nHGOPMUPOBAHHOTO COCTaBIeHUs pekoMeHmaumit. C Tabim-
LaMI1 [JOKa3aTe/IbCTB MOXKHO O3HAKOMUTBCS B OHJIAIIH-Pa3/ene
«BcriomoratenbHas MHPOPMALUS».

Puck npedszamocmu Ha yposHe UHOUBUOYAIbHbIX
uccnedosaHuli

cDOpMaIII)HO OpI‘aHI/ISOBaHHI)Ie KOJIMYEeCTBEHHDbIC aHA/IM3bI HE
HpOBO,‘qI/I}II/ICb; KpI/ITI/I‘{eCKa}I OII€HKa Ka4yeCTBa Ha ypOBHe OTHEIbHO
B3ATOro NCCaegoBaHNMA HE BBIIIO/ITHATACD. CHC,E[yeT, OJHaKo,

OTMETUTB, YTO reMO(IINA KIaccupuumpyeTca® Kak pekoe 3a6o-
JleBaHIe, U 9TO HeM30EKHO 3a/jaeT CHCTEMHbIE OTPAHIIEHIS 110
MIepBUYHBIM HayYHBIM MccefoBanuAM. [1o aToil mpuymHe 60/1b-
MIMHCTBO OIIEHOK fla/n OBl HU3KNUeE UIN OYeHb HU3KIe YPOBHMI
TOCTOBEPHOCTH OKa3aTeNbCTB. IloMrMo orpanmyennii, IocTas-
JIEHHBIX /714 JU3aliHa MCCAeJ0BaHNA B OTHOUIEHUN ITOMICKA U
CKPMHVHTA INTEPATYPBI, IPYTYUX JOTIOTHUTEbHbIX MCK/TIOYEH N,
OCHOBAHHBIX Ha METOJ0/IOTMYECKOM Ka4eCTBe Hay4IHBIX MICCTIENO-
BaHMIi, HE BBOIU/IOCD.

brino pemreno He paH>XMPOBaTh peKOMEHJALINM, TaK KaK —
YUYUTBIBAsA CIOKHOCTY ITPOBENIEHNS KIVHNYECKIX MICCTIEf0BaHMI 1
c6opa HaHHBIX K pefKMX 3a60/IeBaHMSX — IIOABIIsAOIee GOTIb-
IMIMHCTBO HAy4YHBIX 9KCIIEPYMEHTA/IbHBIX JOKa3aTe/IbCTB B 9TON
007IacTI OKAXKETCsT HEJJOCTATOYHBIM /151 BBIIIO/THEHVSI MeTa-a-
Ha/M30B. B 0CHOBe paH)XMpOBaHMA 7IeXKaT JBa KOMIIOHEHTa:
Ka4yeCcTBO JOKa3aTeJIbCTB ¥ COOTHOLIEHMe IIONIb3bI U Bpena u/
WIN pucKa. B 3ToM cMbIc/ie epBblii KOMIIOHEHT OLIEHMBAET Kaye-
CTBO JJOKa3aTe/IbCTB Y KOHKPETHBIX pEKOMEH/AINII 110 KaXKOMY
pesynbrary/ucxony. Tam, rje foKkasaTebCTBA HU3KOTO YPOBHA
TOCTOBEPHOCTH JIENIATCA MEXK/Iy HECKONbKMMU pe3y/nbTaTaMu, C
OCTAIOMVMICA JAaHHBIMM IPAKTUYECKM HEBO3MOXKHO BBITIO/THUTD
KO/IMYeCTBEHHBbIIT aHamn3. [TOIBITKY PaH)KMPOBAHYISI TIOXOOHBIX
pEKOMeHALINIT MOTYT BBECTH B 3a0/Ty K IeHNE 1IeIeBYI0 ayIUTOPIIO
MEUIVHCKMX pabOTHMUKOB.1 BTOpOIt 13 yIOMSIHYTBIX KOMIIO-
HEHTOB CTAHOBUTCS HEOUEBNU/IHBIM IIPY OTCYTCTBMM KaueCTBEHHO
oueHku. Ilo aToit mpu4MHe peKOMeHALMAM He IpUCBanuBajICsa
ypoBeHb yoeaurenbHOCTH. TakuMm 06pasoMm, st obecredeHns
NIpO3pavyHOCTy peKoMeHanym B «PykoBozcTee BOI» He panxu-
POBAICh, HO YeTKO 0603HAYAUCH KaK «KoHceHcycHble» (B§) mpu
Ha/IM4Yuy KOHCEHCYca.

12.4 | OdunumanbHO opraHN30BaHHOE

AOCTUXKEHNE KOHCeHCYCa B paMKax
AenbGUNCKNX METOANK

AnpuropHblie npaBua U NPoLeccbl

ITocrne TOro, KaK Ha3Ha4eHHbIE MEAVLIMHCKIE CIIEIMA/IUCThI COCTa-
BIJIM IIPOEKT PeKOMEHMALINIL, 110 KaXXITOMY Habopy peKOMeH/IaIuil
OB IIpoBefieH Hpolecc GOPMUPOBAHMA KOHCEHCYCa Ha OCHOBE
MOAVULMPOBAHHOTO AeTb(UIICKOTO ITOXOA.

PITICP nsHaya/nbHO IPUHA/IA HECKONIBKO AIIPMOPHBIX PeIleHNI,
3a/laB HalpaB/ieHue MOAUUIMPOBAHHOMY JieNb(uitckoMy
MIPOLIECCY, A UMEHHO:

o UL OCTVDKEHMSA KOHCEHCYCa JOIYCKAIOCh IIPOBOJUTD

0 3-X PayHAOB [1eNb(UIICKOTO OIIPOCa;

¢ MMHUMAaJIbHAA JOJIA OTBETUBIINX B KaAXKIOM payH[E
OIIpOCa yCTaHaB/NIMBalach Ha ypoBHe 75% OT KBanu-
(1)I/IIII/Ip0BaHHI)IX 1A Y4aCTHA B T'OJIOCOBAHNN YJIEHOB
KOJLIETUM;

e TIOPOT JOCTVDKEHMA KOHCEHCYca paBHsAICA 80%
PECIOHIAEHTOB, BPIPAa3UBIINX CBOIO IIOAAEPXKKY MU
TBEPAYIO IOAJEPKKY;

o YTBEpXKJIeHIIs, II0 KOTOPBIM KOHCEHCYC OBUI JOCTUTHYT B
XOfie IIEPBOTO M/ BTOPOTO PayH/IOB, HE HAIIPAB/IAIICh
Ha IOC/IENYIOIYE PAYH/IbI;

e 0c0060€ MHEHE MEHBIINHCTBA He PErMCTPUPOBATIOCh.



HpOCKTbI peKOMeHI[a].H/H?I, II0 KOTOPBIM IIOC/I€ TPEX PayHIOB
KOHCEHCYC TaK 1 HE (3301 AOCTUTHYT, HE BOIIJIN B OKOHYaTe/IbHBIN
BapnaHT «PyKOBOHCTBa» B BIJIE peKOMeHJIaHI/II?I. OIIHaKO IIOAHATHIE
VIMI TEMbI MOT'YT OBITH YOOMAHYTBI B TEKCTE COOTBETCTBYIOLINX
T/1aB. SaqaCTYIO IIpM 3TOM COEP KUTCA IIPU3BIB K IIPOBEAEHNIO
JOIIO/THUTENbHBIX MCCHCIIOBaHI/Iﬁ[ B 9TOI1 06/macTn JJ1A penieHns
BbBIAB/IEHHBIX CIIOPHbIX MOMEHTOB.

Oenbduickue onpochbi

MopndnmpoBannble fenb(uitCKue OIMPOCH IIPOBOAVIINCH C
omo1bio cepsuca SurveyMonkey, B KOTOPOM OTBETBI OCTaBa-
JIMCh AaHOHVMHBIMU JIJIs1 BCEX yYaCTHMKOB KPOMe He3aBUCUMOTro
agmuHMcTparopa - Menanu [om106 (MG), Kotopast co3gaa JaHHBII
IIPOLIECC ¥ MM YTIpaBJiA/a. Bce ydacTHMKM KOJUIET MY IPOLIIN 1Ba
TPeHMHra 1o npumeHeHnto noaxona JYOK, nmonyunnm nuchb-
MeHHbIe IAMSITKY O [eTbPUIICKOM IpOoLjecce U ero MpaBuax,
a Tak)Ke OIMPaJIMCh Ha MHCTPYKLMM Ha IIepBOIl CTpaHMIle BCexX
TIPOBOAVMBIX OIIPOCOB.

[lepBoHavaIbHBIE PEKOMEHJAIY OBUIN HATIVICAHBI MEMM-
LMHCKMMM PabOTHUKAMY, Ha3HAY€HHBIMIU PYKOBOLMUTE/SIMU
paboT 1o KaXKzioii I/aBe. B 0cHOBY pekoMeHpanuit 6b 1momo-
JKEHBI TaO/INIIBI JOKA3aTeIbCTB 1 ITyO/IMKALINN, @ TAK)KE OIIBIT
u IpodeccroHanbHas KOMIIETEHIIVS YIaCTHIKOB, KOTOPbIX
IIpY 9TOM OOYUW/IN HAaIMCaHNIO peKoMeHparmit. Koncympranr
U PEJAKTOPBI IPEIOCTAB/IAIN KOHCY/IbTUPOBAHME M OCYILECT-
BJLSULY IIPaBKy PeKOMEHALINIL, e/Iasi uX 00jee KOHKPETHBIMU 1
NIPaKTUKO-OPYEHTUPOBAHHBIMMA.

Jlo Havyaa mpuMeHeHs: MOAMUIPOBAHHOTO /1eTb(UIICKOr0
Ipollecca BCe YYaCTHMUKIU KOJUIernu, paboTaoliye Hafl [/1aBoi
(BK/TIOYAsI MAIMEHTOB/YXKMBAIOLINX JIALT), B XOfie Te/leKOHpe-
PEHILVM IPOBEIIN IPYIIIIOBOE 0OCYK/eHNE UMEIOLIXCS HAYYHbIX
TOKa3aTeNbCTB U IOTYYVIN MHCTPYKIUM KacaTeNnbHO Hembduii-
ckoro mpoiiecca. Bo nzbexxanme 00yc/10BlI€HHO IPYIIIIOBBIM
B3aJIMOJIEICTBYEM NIPEB3ATOCTI — PEATbHOIN MM JladKe KaXKy-
IeiiCs — YIACTHUKOM He OBUIO IT03BOIEHO 00CY>K/aTh IIPOEKTHI
pexoMeHmauuii. Y1eHbl KOIErny MOIJIN TIpefiIaraTb TeMbl It
TOTIO/THNUTE/IbHBIX PEKOMEH AL, KOTOPBIX HE 0Ka3ajIoCh B CIINCKE.
[Ipu 3asiB/IeHNN HOBBIX TeM MePa0OTHVKY, OTBEYAOIIIE 32 IIOfTO-
TOBKY JJAHHOTO pasJie/ia B IJIaBe, II0/Iy4Yasiy 3alaHie COCTaBUTD
IIPOEKT HOBBIX PEKOMEH/ALIMIT KacaTeJIbHO BbIAB/IEHHBIX JIAKYH.

B ommpocHbBIX payH/jaX y4aCTHMKOB IPOCU/IN JaBaTh OTBETbI
10 BceM peKoMeHpanusaM 6e3 mpomyckos. [Ipu aTom mefpa-
OOTHMKAM COBETOBA/IN YKa3bIBaTbh YPOBEHb CBOETO COITIACHUS
VIV HECOITIaCK A B 3aBMCUMOCTH OT IIPeACTaBIeHHbBIX JOKa3a-
TEJIbCTB U MICXOJA 113 COOCTBEHHOIO OIIbITA JIeYeHNS ITALlJIEHTOB
¢ remo¢uneit. ITanyeHTOB/yXa>KMBAIOLIVX /AL TAKXKe IPOCHIN
CHeaTh aHAJIOTMIHBIE 3aK/TI0YEHIS], OCHOBBIBASICh HAa COOPaHHBIX
Hay4HBbIX /0OKA3aTe/IbCTBAX M MCXO/A 13 CBOETO OIIbITA B CHCTEME
3[[paBOOXpAaHEHNs B KayeCTBe NAIVIEeHTOB ¢ reMOIINe YN
YXaXMBAIOLIMX YIeHOB ceMbl. IIpy cocTaBneHnn pekoMeHganmi
0Ka3a/10Ch II0/IE3HBIM IIPUBJIEYEHME OIIbITA AL[EHTOB/ yXaXK1Ba-
OIVIX /L] B COCTaBe KO/UIETVM. TeM He MeHee HeKOTOpbIe 13 HUX
BBbIPa’Ka/ly CBOM COMHEHIS, TIOJTYYUB NIPENITIOKeHe IIPOT0I0Co-
BaTb 10 PEKOMEHALNAM, I7ie Y HUX OTCYTCTBOBA/IM KOMIIETEHLIM
uan onbIT. ITo aTOI IprunMHe, ecnu peKOMeHIa Ny 3aTparu-
Ba/IM He3HAKOMbIE /I ITALMeHTOB/yXa)KMBAIOLIMX /UL 00/IacTH,
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TaKJe YYaCTHVMKY KOJIETVI MOIJIV BBIATH 13 YMCTIA TOJIOCYIOLINX,
[IPOrOIOCOBAB «HEMTPAIBHO» U JOGABUB (ppasy «HET OIBITA B
[aHHOIT 06/MacTu» B rpadge KOMMEHTapUeB. DTO 03HAYATIO, YTO
VX HeJITpaIbHBII IoIoC He GyneT fo6aB/IeH K 3HaMEHATEI0 IPY
06111eM ITofIcYeTe rOI0COB. B 0611eli CITOKHOCTH 1T0 BCeM IIaBaM
U3 344 peKOMeHIALNIT, 10 KOTOPBIM GBI JOCTUTHYT KOHCEHCYC,
B 53 pexoMeHAanysx (15%) 1o MeHbIlIeit Mepe OfVIH YYaCTHUK
KOJUIETMY 113 YMCTIa MALVIeHTOB/ YXa)XMBAIOLIMX /L BOCIIONB30-
BAJICA BBIIIEOMCAHHOI BO3SMOXKHOCTBI0. Takoit BHIOOD [ienmancs
BBIOOPOYHO OTHEIBHBIMY YIACTHMKAMU U3 YNC/IA [ALMEeHTOB/
YXaKMBAIOLVX JIAL 10 KOHKPETHBIM peKOMEHIALMSAM U He
HOB/IVSUI HA TOJIOCOBAHME APYTUX YIACTHUKOB.

TeKCT peKOMEH/JALINIA, IO KOTOPBIM He YAATI0Ch JOCTUTHYTh
KOHCEHCYca BO BpeMsI IIEPBOTO MIN BTOPOTO PayHAA, PefAKTH-
POBAJICSI PYKOBOZUTENEM IIABBI HA OCHOBAHUI ITO/TYYEHHBIX OT
PECIIOH/IEHTOB KOMMeHTapueB. [lepepaGoTaHHble peKOMEHIALUN
HAIIPAB/ISUIICh Ha CTIENYIOLNIT PAyH[ TonocoBaysl. TeMbl peKoMeH-
AL, [0 KOTOPBIM K KOHIIY TPETBETO PayH/a He YAAIOCh IPUILTH
K KOHCEHCYCY, MOI/IV 3aHOCUTBCS B PYKONICh «PYKOBOZLCTBa» ¢
[IPU3BIBOM K MIPOBEJIEHNIO B Ia/IbHENIIIIEM UCCIENOBAHNIL B COOT-
BETCTBYIOLIEl 0671acTyt. B uTOre II0CIe 3aBepieHyst [ebpUitcKmux
PayH/I0B KOHCEHCYC He GbUI JOCTUTHYT 110 13 (<4%) pekoMeHpa-
LVAM. ATeHTCTBaM, (PUHAHCHPYIOLUM UCCTIELOBAHMS, B IEPBYIO
ouepenp ClenyeT 0OpaTUTh BHUMAHNE Ha 9TU 06/1acTy, YTOGBI
3aKPBITh CYLECTBYIOLIE IPOOE/IbI B HAYYHOM IOHVMAHMIL.

JIMCTBI C OJCUETOM TOIOCOB 1 YKa3aHeM POLieHTa KOHCEH-
Cyca IO KOXKOI U3 peKOMEeHIALNIT [IPEJOCTAB/ISIOTCS IO 3aIIPOCY
(research@wth.org).

OTKNoOHeHuA OT npouecca

B He6O/IBIIOM KOTIYECTBE CITyYaeB IIPOM3OLIIN OTKIIOHEHNS OT
OIJCAaHHOTO BBIIIIE IIPOLiecca, KOIfa OTPe6oBaToCh IPOBECTH
OTIONHNUTETIbHBIE OIIPOCHI IIOCTIE TPEThero payHia. OfHa peKOMeH-
Hawnysi pasgena o KpOBOMS/IVSHIAX B MBILIIIBI B I7IaBe «JleveHne
KPOBOTEUEHNIT Pa3/IINIHOI TOKaIM3aLym» Obla elile pa3 Halpas-
JIeHa Ha TOTIOCOBAHYIE TIOC/Ie TIPEbsABIEHNS HOBBIX OKA3aTe/TbCTB
(XOTSI V1 HUBKOTO YPOBHSI OCTOBEPHOCT), BBI3BABLUIX COMHEHISI
BO BPeMEHHBIX IIepIOJiaX, YKa3aHHbIX B PeKOMEeH Al B cBsi3u
C HeTIpeHAMepeHHbBIM IPYIIIOBBIM 06CYK/IeHIeM JAHHOI PEKO-
MeHJALIV IMEHHO 9TOT Pasfieyl CO BCEMII TPeMsI peKOMEH/ALSMI
ObUI B UTOTE [IEpeHeceH B I1aBy «IlopaskeHMsl OIOPHO-ABUTA-
TEJIBHOTO allllapaTa», HaJl KOTOPOIl paboTana fpyrast KO/UIEeryist
9KCIIEPTOB. ITO OBUIO CHEIAHO C LeIbI0 M30eXKaTh MOSBIeHS
IIPefB3ATOCTH M3-3a [PYIIIOBOTO B3auMoxericTsust. HoBast Komrernst
6bl1a O3HAKOMJIEHA C IIOTTHBIM HabOPOM ZOKA3aTeNbCTB, IIOTydIIa
IyO/IMKALY 110 TeMe U VI3B/IeYeHHble JaHHbIE I [IPOTOJI0COBaIa
110 0GHOBJIEHHOIT peKOMeHAAIIL. Bo Bpemst aHam3a Ha IpeMeT
OTCYTCTBUSI IPOTUBOPEYNIT V1 IIPOGENIOB ellle TPY PeKOMEeH/ AL
(omua 3 r1aBel «JledeHne OT/e/IbHBIX KPOBOTEUEHMII» 11 [IBE 13
r71aBbl «VHrMOUTOPBI K GaKTOPy CBEpPTBIBAHMsA») TOTpeOOBaIN
IOIOIHUTENBHOTO IIepecMOTpa MIH FOOABIeHNS IPYMeTa L.
OnHa pekoMeHgaIys1 OblTa HEIPELYMbILITIEHHO ICK/II0YEHa 13
[IepPBOHAYA/IbHBIX OIIPOCOB 10 I71aBe «[IpodurakTiKa Ipu remMo-
Gy, Beé BbleynoMsHyTOe GbIIO CIIPABIeHO IPOBeeHIeM
IOTIOHNTEIbHBIX PAYH/I0B OIIPOCOB.
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pekomeHAaunin n NoAroToBKa
pykonucn

Io 3aBepieHNY MOCNIEAHETO payHa MOTUMIUIMPOBAHHBIX [Ie/b-
buIiicKMX OIIPOCOB PYKOBOAMTENN ITTaB OKOHYATENbHO 0OpMUIN
pYyKOIUCH BBEPEHHBIX UM I71aB. Bce pexoMeHalmu, Mo KOTOPbIM
OBUT JOCTUTHYT KOHCEHCYC, ObIIM BK/TIOUEHBI B COOTBETCTBYIOIVE
Pasfie/bl PYKOIMCH, BBIfIe/IEHBI SKMPHBIM LIPHQTOM U IPABUILHO
IIPOHYMepPOBaHbl. Bce MpuMevaHusa HEOTEMMMBI OT CAMUX PEKO-
MeHJAINIi U 10 3TOV NPUYMHE BKIIOUEHBI KaK X HEOTheMIeMas
qacte. BOI' o6pawsaem sHumanue Ha mo, 4mo npu 3azpysxe
pexomeHOayUil Ha UUpposvle NIAMPOPMbL, NPU BKTIOUEHUU UX
6 0OMOesnbHble CHUCKU UL NPU UHOM UX U3BTIeHeHUU U3 NOTIHO20
mekcma onyonuxo6anHozo «Pyxosodcmear», npumeuanus éceza
O0TIHCHYL COCMABTIAMb eOUHDBLTI 710K ¢ PEKOMEHOAUUIMU.

B «PykoBopicTBe» IpUMeHEHa BHYTPEHHAA CUCTEMa OPUEHTUPO-
BaHMA 0 I7IaBaM, pasfiefiaM, pEKOMeHALMAM 1 BCIOMOTaTeNbHBIM
Marepuaam. B gpopmare Hymepauym nepsas 1y¢pa 03HavaeT HoMep
I7IaBbl, 32 KOTOPBIM C/IEyeT HOMep pasfiena. PekoMeHpalum Hyme-
PYIOTCA 1O TIOPAAKY MOABIEHUA B COOTBETCTBYIOIEM Pasfiefie TOM
VIV IHOYA I7IaBbI. DTO IIOMOXKET YMTATeNI0 MACHTUPUIMPOBATD
CIpaBOYHYI0 MHGOPMAINIO, Ha OCHOBE KOTOPOII 6bIN cOpMu-
poBanbl pekoMeHanuy. Hanpumep, pekoMeHIalus o7, HOMEPOM
4.2.3 03HAYAET TPETHIO PEKOMEHALINIO BO 2-M pasfierie 4-11 IaBblL.

PeLIeH3|/|pOBaHI/Ie N OKOHYaTeJIbHOe 3aBeplLueHune
PyKormich Ka>X[0i1 I7IaBBI Obl/Ia IIOABEPTHYTA TINATEIBHOMY PeLieH-
3MPOBaHNI0. YNMCTOBYIO PYKOINCH PeLieH3MPOBAIN PYKOBOJUTENN
[7IaB ¥ YIaCTHUKM KOJUIETMIT; OTBETCTBEHHBII 3a BCE comep-
JKaHMe U ero 3amecTutenb; rpynma PITICP; knrouesbie (bl/[rypbl B
KOMaHJie BbICIIero pykosozctsa BOI. 3atem mocienoBa aHamms
CO CTOPOHBI BHEIIHEN KOMaHIbl OU€Hb OIBITHBIX MeAPaboT-
HUKOB, 00/IaJaloI1X KOMIIETEHI[MEN B OKa3aHUM MOMOLIM JTIOfAM
¢ reMOUIMEN, @ TAK)KE XOPOIIO OCBETOM/IEHHBIX 9KCIIEPTOB B
coob1ecTBe NIL ¢ reMOUINeil M3 Pa3HBIX CTPaH MUPA, YTO
obecrieunio r7106aIbHBIN B3IV Ha JaHHBIE PeKOMeHpanun. B
3aK/TIOUEHIE YyKe BeCh KOMITIEKC PeKOMEH/IALIT ObUT HAlIpaB/ieH
HECKOJIbKMM OPraHM3alVsIM JIIs1 PACCMOTPEHUS U BO3MOYKHOTO
3asIBJICHVISI O TIOffiepXKKe. PyKOBORMTENN I71aB paccMaTpUBaIy
0Ty YeHHbIe Ha KaKJOM 9Talle PeLieH3UPOBAHIsI KOMMEHTapIN
U IpY HeOOXOVIMOCTI BHOCHIIM KOPPEKTYPy. PenaktupoBaHme
JWIN M3MEHEHNUsI B PpEKOMEHIAIVISX VU B TIPUMEYaHUAX ObUIN
sampeieHsl. OKOHYATeIbHOE HE3aBYCHMOE PELIeH3MPOBAHIIE CO
CTOPOHBI KOJIIET TaK)Ke Opranyn3osas xypHai «lemodumms» (the
Haemophilia journal); mony4eHHbIe IIpy 3TOM 0OLIMPHbIE KOMMEH-
Tapuu GbUIM PACCMOTPEHBI.
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ITpu paspaboTke peKOMeH/AINIT METOZOIOTMYeCKIUe TIPOLeCChI
3a4acTyI0 IPUXOAUTCA IParMaTuIecKy KOppeKTUpPOBaTh A/
PpelleHNA CJIOKHOCTel B OTHOILEHNM MMEIOIINXCsl HAyYHBIX JOKa-
3aTe/IbCTB, OPTAHM3ALIOHHBIX BOIIPOCOB I IPOYMX OTPAHIYEHMIL.

AHAJIOrMYHO BBIIIECKa3aHHOMY IIPY paspaboTKe HACTOSIVX
PpeKOMeH ANl TIOHAZOOMINCh KOMIIPOMICCHI, YTOOBI COCTa-
BUTDb HaWTydlllee B TeKYIIUX 0OCTOATENIbCTBAX PYKOBOACTBO
IJIA KIIMHMYeCKON paboThI B 00/1aCTH, IMEIOIell OTpaHNIeHNA
110 I0Ka3aTe/IbHOI Oase.

OKcIepTHBIe Ko/uternu GopMyUpOBaICh IO MpUMIALIeHNAM
6e3 00'bsIBIIEHHOTO aHa/IM3a KOH(INKTA MHTEPECOB (XOTsI HaHHAs
yONMKALVs COMIPOBOXKAAETCST PACKPBITIEM aKTYa/IbHOI MHOP-
Maluu o TeATeNbHOCTU). BeeX 4IeHoB Komernu mpuriacumm K
y4acTHIO B paspaboTke 06beMa IIONCKOB [0 BBEPEHHOIT I/IaBe.
Taxoit ToX071 OBUI IPUHAT B Ka4eCTBe 3aMEHBI allPMOPHO YCTaHOB-
nexHbsIM BonpocaM PICO (Population, Intervention, Comparator,
Outcome - «ITomynAnmA, BMeIIaTeTbCTBA, CPaBHEHIE, UCXOMBI»).

Crparerun noncka 6bUIM 3aTeM paspaboTaHbl OYeHb OIbIT-
HBIMJ MeIMIITHCKYMU 6M61MOTeKapAMIU Ha OCHOBE AVCKYCCHIA,
[IPOBEZIEHHBIX 110 00'beMY IIPefMETHOI 06/1acTH, 1 110 PAHHNUM
YepHOBBIM BapMaHTaM, XOTsI OHU ¥ He IIPOXOM/IN SKCIIEPTHYIO
oneHKy Kosuteramit. [Tocrefjee pyKOBOACTBO GbIIO ONYOIMKOBAHO
B 2012 1. Ilo aT0it MpM4MHE [/14 I71aB U3 IIPEJbIAYILEro N3TaHN,
TOJ/IeXAIINX TIePEeCMOTPY, BpeMeHHbIe PaMKI ITOVCKa OBbUIV Orpa-
HydeHsl 2010-2019 rr. OgHAKO B CBA3M € T€M, YTO B yIIOMAHYTOE
U3JaHMe He COlepKUT OUIINaNTbHO OPraHM30BAHHBIN CYICTEMHBIN
0630p, BO3MOXKHO B [Ja/IbHeIIIIIeM Ha4a/I0 TOMCKa IPUAETCsI OTHO-
CUTD ellle TTy6yKe B IIPOILIIOE.

Vckmioganich nccefioBanisi, KOTOpble [0 KpUTepUsiM 0T6opa
MONaJaIN B KaTeTOPUIO «PETPOCIIEKTUBHBIX» (3a MCKTIOYeHNEM
OIJVCAaHHBIX Bblllle cIy4aeB). [Ipu co3nannu 60ee KOMIIEKCHOI
U HaJIe>)KHOIT 6a3bl JOKA3aTeNbCTB 110 PeJKOMY 3a00/IeBaHNIO
(ocobenHo B oTHOLIEHNN (0TIee CYOBEKTIBHBIX TeM) IT0Z00OHbIE
0630pbI ObIN GBI BKITIOYEHBI.

B cBA3M ¢ 60/IBIINM KOMIMYECTBOM VICTOYHUKOB, BBIABICHHBIX
B paMKax ITOMCKa Jis I71aBbl «I[IpodumakTyka mpyu reMopunm»,
6u6morpaduio OrpaHNINIIN BKIIOYEHVeM UCCIETOBAHNIIT C MIHM-
Ma/IbHBIM 00'beMOM BBIOOPKY, paBHbIM 40 yaactHuKaM. KoneuHo,
pa3Mep BBIOODPKI He sIB/IsSIETCsI [IOKa3aTe/leM KadyeCTBa, OAHAKO He
ObITO APYTUX BapUAHTOB JIA OTPAaHUYEHMA KOMNIECTBA NCCIIe-
JOBaHMIL, YTOOBI YIOKUTHCS B OTBEEHHBIN IVIMUT BPEMEHI.

VI ogHOKpaTHBII CKPMHMHT (BMECTO JJBOITHOTO CKPMHUHTIA C
9KCIIePTHBIM 3aK/TI0UeHIeM), ¥ OTHOKPATHOE M3BJIeYeHe JaHHBIX
(BMecTO IBOITHOTO U3BJIEYEHNA JAaHHBIX C 9KCIIEPTHBIM 3aK/TI0Ye-
HIIEM) CTa/IM HeOOXOMMBIMIU KOMIIPOMICCAMIL.

Kputnyeckas oljeHKa KauecTBa [JOKa3aTe/IbCTB MM OLleHKa
BBIIIO/IHMMOCTY KOJIMYECTBEHHBIX aHAIN30B He IIPOBOAMIACD.
OT 3TOro 0TKa3aauch Cpasy, 3Has O IPeAbIyIMX TONBITKAX
MIPOBEeHNUA CUCTeMAaTNYeCKIX 0030pOB 110 TaHHOMY PEeIKOMY
3a60/1eBaHMIO.

CymlecTBeHHas MOJiep)KKa Oblyla OKa3aHa g CHYDKEHUA
HArpysKi Ha TOOPOBOJILHBIX YYACTHUKOB KOJUIETMIY IIPY TOMCKaX
6mbmorpaduueckx NCTOYHNKOB, CKPUHIHTE, N3B/IeYeHIN
TAHHBIX M COCTAB/I€HM) YepPHOBBIX BapMaHTOB pykonucy. Kak u
Y IPYTUX PYKOBOJCTB, COCTOAIIMX M3 HECKOJIbKUX I7IaB, MaHepa
TIMCbMEHHOTO U3/I0KEeHNs OTIMYAETCA B PasHbIX I7IaBaX, OJHAKO
MeIVIVHCKIE PeflaKTOPBI IIPUIOKUIN YCUINA, YTOOBI COKpa-
TUTb KOTIMIECTBO IIOBTOPOB U 00ECIIeYNTh CTAHAAPTU3ALINIO.
3TO IOMOIJIO CO3aTh HEOOXOVMBIIT eAMHO00OPasHBbI popMar B
OKOHYaTeJIbHOM BapMaHTe HACTOAMIMX PeKOMEHAINIL, BaKHBIX
/151 BCeX MO/Ib30BaTeIelt.
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Oyaywem

HerHemrHee TpeThe M3/jaHVe 3HAYNTE/IBHO YCOBEPIIEHCTBOBATIO
cocTtapyieHHOe paHee «PykoBopcTBo BOI no neyenunio remo-
¢bumnn», KOTOpoe Terepb COOTBETCTBYET TEeKYLIMM CTaHAPTaM B
paspaboTke pekoMeHanmit Ha ocHoBe moaxona JIYOK.? TTo mepe
[IPOBEIEHIsI JOIIOTTHUTEIbHBIX UCC/IEOBAHNIL B 00/1aCTH reMo-
by, cTaHfAPTU3ALMM METOIOB M PaCIMpeHNs HAyYHbIX 3HAHMIT
y6/IMKyeMble JaHHBIE TO/DKHBI CTAHOBUTBCS Be 60TIee OfHOPOf-
HBIMU " KOJIMYECTBEHHO I/ISMCPI/IM])IMI/I, 4YTO JAaCT BO3MOXXHOCTb
BOT 06HOBIIATH CBOM peKOMeHAanuy Ha 60jiee HayIHO 0O0CHO-
BAaHHBIX JI0Ka3aTe/IbCTBAX II0 MHOTYIM pasfiellaM COepP>KaHMs.
ITO TaKXKe YCWINT METOJOTIOTNIECKYI0 CTPOTOCTD VM IO3BOJIUT
Hay4HOMY IIPOIpeccy HallpaBJIATh OyAylye peKOMeHIalnn,
0COOEHHO B HIDKEC/IEAYIOMMX 00/IaCTsX C PaCTyIINM KOmde-
CTBOM I/[CCHeIIOBaHI/Hu/I: METOAbI AMATHOCTUKN, TEMOCTATUYECCKIE
CpeJCTBa, CTPATETUM PETYIAPHON 3aMeCTUTE/IbHON Tepanny 1
JIeyeHne I/IHI‘I/I6I/ITOPOB, HEe I‘OBOPH y>1<e (6] paIII/IKa]II)HOM JIeyeHnn,
HAaIlpaB/IeHHOM Ha JClLielleHue. JloomHnTe/IbHbIe s OynyT
HpI/UIO)KeHI)I B paMKaX HECKOJ/JIbKUX MemnyHaponme VIHNLATNB
C L|e/IBIO0 TIPEOCTABUTD PEKOMEH/AINN /IS IM(POBBIX 1aT(opm
n XpaHI/UII/[IJ.( STIeKTpOHHI)IX OAHHBIX, a TAKXXe I pacmmpeHI/m
HpI/IMeHeHI/IH <<PYKOBO,IICTB3» HCHOCPCHCTBCHHO B Menyqpex;[eHMHx.

12.8 | 3aknioueHne

HecmoTps Ha TO, 4TO HacTosllee TpeThe Usfanue «PykoBopcTaa
BOT 10 neyennto remodunm» IIaBHbIM 06pasoM MpefHa3HAYeHO
IS MEJULVHCKIX PabOTHIMKOB, 3HAKOMCTBO C HUM OYJeT TakKe
HO/IE3HO JINIIaM ¢ reMouneit, COTPYSHMKAM OPraHOB 3pa-
BOOXPAaHEHNA 1 aKTUBICTAM B PAa3HBIX CTpaHax Mupa. JJaHHbIE
PeKOMeH/aLMN ABJIAIOTCA I0CTOBEPHBIMM, HaJJeXKHbIMMU, HAYYHO
0060CHOBaHHBIMU ¥ KOMIIETEHTHO cocTaBieHHbIMU. OHU TIpefio-
CTaB/IAIOT MHQOPMALIMIO M OCHOBAHMA JIS IeTICTBII MEAMIIMHCKIM
paboTHMKaM, HALMEHTaM M YXaKMBAIOLINM 32 HUMH JIMIAM,
MOBBIIIAS X OCBEJIOM/IEHHOCTD 11 YPOBEHDb BOB/IEYEHHOCTH B
COBMECTHOE IIPMHATHE pellleHN ! B IIJIaHaX JIeYeHNA U BeJleHN
remModunu.

BT, yyacTHUKM KOJIIETMIA ITO COCTAB/IEHNIO PeKOMEH/ Jallni,
COTPYAHUKI U KOHCY/IBTAHTHI IpK paboTe Haf «PyKoBOZCTBOM»
He [OJTy4Ya/Ii HUKAKOTO BHEIIHETO (DMHAHCUPOBAHNIA.

maga 12: Metogonorus

BUBJIMOIPAOUA

1. Srivastava A, Giangrande P, Poon MC, Chua M, McCraw A, Wiedel J.
Guidelines for the Management of Hemophilia. Montreal, QC, Canada:
World Federation of Hemophilia; 2005.

2. Srivastava A, Brewer AK, Mauser-Bunschoten EP, et al. Guidelines
for the Management of Hemophilia. Montreal, QC, Canada: World
Federation of Hemophilia; 2012. https://doi.org/10.1111/j.1365-
2516.2012.02909.x. Accessed January 8, 2020.

3. Lewis SZ, Diekemper R, Ornelas J, Casey KR. Methodologies for the
development of CHEST guidelines and expert panel reports. Chest.
2014;146(1):182-192.

4. Committee on Standards for Developing Trustworthy Clinical Practice
Guidelines, Board on Health Care Services, Institute of Medicine of
the National Academies. Clinical Practice Guidelines We Can Trust.
Washington, DC: National Academy of Sciences; 2011. https://www.
ncbi.nlm.nih.gov/books/NBK209539/pdf/Bookshelf_NBK209539.pdf.
Accessed January 8, 2020.

5. Qaseem A, Forland F, Macbeth F, et al. Guidelines International
Network: toward international standards for clinical practice guidelines.
Ann Intern Med. 2012;156(7):525-531.

6. WHO Human Genetics Programme. Delivery of treatment for
haemophilia: report of a Joint WHO/WFH/ISTH Meeting, London,
United Kingdom, 11-13 February 2002. World Health Organization.
London, United Kingdom: World Health Organization, 2002. https://
apps.who.int/iris/handle/10665/67792. Accessed February 28, 2020.

7. Neumann I, Schunemann HJ. Guideline groups should make
recommendations even if the evidence is considered insufficient. CMA].
2020;192(2):E23-E24.

8. Whitman NI. The Delphi technique as an alternative for committee
meetings. ] Nurs Educ. 1990;29(8):377-379.

9. Hsu CC, Sandford BA. The Delphi technique: making sense of
consensus. Pract Assess Res Eval. 2007;12(10):1-8.

10. KwongJS, Chen H, Sun X. Development of evidence-based
recommendations: implications for preparing expert consensus
statements. Chin Med J (Engl). 2016;129(24):2998-3000.

11. Fink A, Kosecoff ], Chassin M, Brook RH. Consensus methods:
characteristics and guidelines for use. Am ] Public Health.
1984;74(9):979-983.

12. Djulbegovic B, Guyatt G. Evidence vs Consensus in Clinical Practice
Guidelines. JAMA. 2019;322(8):725-726.

13. Miller R, Chrissian A. American Association for Bronchoscopy and
Interventional Pulmonology. Personal communication. 2019.

14. Diekemper RL, Patel S, Mette SA, Ornelas ], Ouellette DR, Casey
KR. Making the GRADE: CHEST updates its methodology. Chest.
2018;153(3):756-759.

15. Califf RM. A beginning to principles of ethical and regulatory oversight
of patient-centered research. Ann Intern Med. 2018;169(8):579-580.

16. Detterbeck FC, Gould MK, Lewis SZ, Patel S. Extending the reach of
evidence-based medicine: a proposed categorization of lower-level
evidence. Chest. 2018;153(2):498-506.

BCITOMOTATE/IbHASI UHOOPMALIMA
JlononHuTeMbHASA BCIIOMOTaTeIbHAA MHOPMALVA COEPXKUTCA B pasferne
«BcromorarenbHas MH(OpMaLs» B OH/IAH-Bepcun «PyKoBozicTBar.

Kak nutuposars gannyro my6mukamuso: lllpusacrasa A., Cantaroctuso E., [lyramn A. u gpyrue. «Pykosogcrso BOT o
NedeHunIo reMobun», 3-e usganue. JKypuan «lemopumms», 2020:26(Suppl 6):1-158. https://doi.org/10.1111/hae.14046

[Srivastava A, Santagostino E, Dougall A, et al. WFH Guidelines for the Management of Hemophilia, 3rd edition.
Haemophilia. 2020:26(Suppl 6):1-158. https://doi.org/10.1111/hae.14046]

175


https://www.ncbi.nlm.nih.gov/books/NBK209539/pdf/Bookshelf_NBK209539.pdf
https://www.ncbi.nlm.nih.gov/books/NBK209539/pdf/Bookshelf_NBK209539.pdf

176

BbipakeHne 6narogapHocCTun

BKJIALL ABTOPOB

YyacTHUKN Konnernm
Anox IllpnacraBa (Alok Srivastava) BBICTYIUI OTBETCTBEHHBIM
3a cofieprKaHMe BCEero MpOeKTa 0 Co3AaHmIo «PykoBoacTBay. Vim
OB/ CHeAH CYLeCTBEHHbIIT BK/Ia/] B [U3AITH M OCHOBHYIO UJIEI0, B
OpraHM3aLNI0 IKCIIEPTHOI KO/UIETUH U B TIPUHSTHE METOHOMOTIYe-
ckux pemtenuit. OH TaxoKe ABU/ICA OCHOBHBIM aBTOPOM «BBezieHns»
v r71aBbl «[ [pUHINMITBI OKA3aHMsT METUIIMHCKON ITOMOLIII».
Inenn @. Iuapc (Glenn F. Pierce) BhICTyIINII 3aMeCTUTeNEM
OTBETCTBEHHOTO 3a COJePIKaHMe BCEro MPOEKTa IO CO3TaHMIO
«PyKoBozicTBa», a TaK>Ke BOLIE B COCTAB TPeX KOJIIETUii ¥ MHOTO-
KPaTHO TILIATETIbHO PelieH3MPOBaJI BCe IIaBbl B IIPOIiecce PaboTEL.
C ero yyacTueM IPUHIMAIICD pelieHns 110 MeTogornorun. focnoxa
X. Mapuiixe Bat fep Bepr (H. Marijke van den Berg), cnauana
HasHAYeHHas1 3aMeCTUTeIeM OTBETCTBEHHOTO 3a COflep)KaHue,
OMOTI/Ia € pa3paboTKOI MIaHa IPOEKTa U COCTaBa KOJUIETUII B
JOTOTHEHNUE K CBOEMY YYaCTHIO B KOJUIEIMAX 110 TPEM I7IaBaM.

PyxoBopureny IaB BbICTYIVIN [JIABHBIMY aBTOPaMI 3aKpe-
IIJIEHHBIX 32 HUMH I71aB; OONBIIMHCTBO U3 HUX TAK)Ke BOLIN B
COCTaB KO/UIErMIA 110 APYTMM I7IaBaM. Bce yuacTHUKY Komternit
FO/I0COBA/IN B paMKax AeMbQUIICKIX OIPOCOB.

Manysnb Kapkao (Manuel Carcao)

Crus Kutuen (Steve Kitchen)

Apnonsdo Jnunac (Adolfo Llinas)

I>xonan Maxitanry (Johnny Mahlangu)

Crusen B. ITaiin (Steven W. Pipe)

ITpagun M. Ilyunyc (Pradeep M. Poonnoose)

Mapraper B. Parau (Margaret V. Ragni )

Enena Canraroctuso (Elena Santagostino)

Meran Cazepnany (Megan Sutherland)

Aok llpusacrasa (Alok Srivastava)

Ixepsu Bunpura (Jerzy Windyga )

Y4yacTHUKY KO/UIErNit, AB/ISIONIECs MEFMIMHCKIMY paboT-
HMKaMIU (32 VICKTTIOYeHVeM PYKOBOAMTeIE! I7IaB), B OCHOBHOM
pelieH3MpOBaIN BBEPEHHYIO IJIaBY M MIPEIOCTABIIAIN PEKO-
MeHJIalliM BO BpeMs ee UTepalnii, OGHAKO HEKOTOPbIE TaKXKe
TOTOBIIU OAPOOHBIE YePHOBBIE BAPMAHTBI OTHE/IBHBIX Pa3fenioB
B CBOeII I/IaBe. Bce yuacTHMKM KOJIIETUIT TOIOCOBAIU B payH/iax
IenbGUIICKUX OMPOCOB U MPUIIAIIANUACH K PEL[eH3UPOBAHNIO 1
COCTaBJIEHUIO KOMMEHTAPIEB 110 BCEM ITIaBaM.

9puk bepuropm (Erik Berntorp)

Ipeiir Breitmu (Greig Blamey)

Kaproc JI. [le Bpasu (Carlos D. De Brasi)

ITur me Kieitn (Piet de Kleijn)

Cunbmapa A. e Jlnuma Monranbsaiio (Silmara A. de Lima

Montalvio)
Ixepapp Honau (Gerard Dolan)
Omucon [lyramn (Alison Dougall)

Kapmen 9ckypnomna Srrunrcxayse (Carmen Escuriola
Ettingshausen)

bpaitan M. ®enbpman (Brian M. Feldman)

Hukomac [Ix. Togmapr (Nicholas J. Goddard)

OwmHa Iyitgep (Emna Gouider)

Kerir Kertp (Kate Khair)

Bap6apa A. Kouxs (Barbara A. Konkle)

Ponb 1I. P. JIstonr (Rolf C. R. Ljung)

Purya MosH (Richa Mohan)

Maprapet K. Oseno (Margareth C. Ozelo)

Ioxannynmpxn Iacra (Gianluigi Pasta)

Mpumaru llern (Shrimati Shetty)

Omucon Crpur (Alison Street)

Knop Tasty Tausu (Claude Tayou Tagny)

ITvep Tynon (Pierre Toulon)

YyacTHUKYM Koteruii us yucna my, ¢ remodunueit (JIcI') u
popureneii JIcI' yyacTBOBanM Kak pelleH3eHThl PYKOIMCEN I71aB
B «PyKOBOJICTBE», TOIOCOBA/IN BO BCEX COOTBETCTBYIOLINX JI€/Ib-
buitckux payHaax, a TakKe MPUIVIAMIAICH K PeLleH3MPOBAHIIO
U [IPEJOCTAB/IEHNI0 KOMMEHTAPYEB 110 BCEM I/IABaM.

Abpnenpasns Anp lllapud (Abdelaziz Khaled Al Sharif)

Manyanb A. Baapcnar (Manuel A. Baarslag)

JIusa Barnu (Lisa Bagley)

®pannmncko ge [Tayna Kapera (Francisco de Paula Careta)

Kum Yy (Kim Chew)

Tasran Hronopt (Gaetan Duport)

Morbio Ixxekcon (Mathieu Jackson)

Pagocnas Kasmapex (Radoslaw Kaczmarek)

Ayrycrac Hepsunckac (Augustas Nedzinskas)

Oupuke Jasup [pesa SpHanpec (Enrique David Preza

Hernéandez)

Bpapu Peituep (Bradley Rayner)

P. CarpsanapasnaH (R. Sathyanarayanan)

Supapio CenBampxu (Andrew Selvaggi)

Oxasar CysanTapoit (Ekawat Suwantaroj)

Mpoune

HiokenepedncieHHble 1A BBICTYIIAMNA B Ka4eCTBE KOHCY/IBTaHTOB

VIV COTPYHUKOB ¥ He TOIOCOBANN B NeNbGUIICKIX payH/iax:

o Canppa 3enpmat JIptonc (Sandra Zelman Lewis) coctaBuna
IIePBbIiT YePHOBOJ BapVAHT I71aBbI «MeTOOTOTHsI» 1 KOHCYIb-
TIpOBasIa o paspaborke «PyKoBoncTBar, 1o mporeccy JYOK
u 110 MeTofiaM. C ee OMOII[bIO BBIIIOHSIOCH PeLleH3MPOBaHe
[71aB U 33/jaBajioch 00lljee HANIpaBJIeHNe B pa3paboTKe U 110
sTamnaM nyonIuKanun.



o Jlouna Kopdun (Donna Coffin) obecreunsara ob1iee pykoBog-
CTBO paspaboTKoit «PyKOBOZICTBA» I OTBEYa/Ia 3a OIpe/ie/IeHHbIe
pasmenbl B IaBe « MeTofomorust».

o JIrocu T. Tenpu (Lucy T. Henry) xypupoBana 6u611oTeqHy0
paboTy 1 BHeCIa BK/IaJ| B COCTaB/IeH)e YEPHOBBIX BAPMAHTOB
PasfIesoB B I1aBe « MeTOomorust».

o Comns O’Xapa (Sonia O’Hara) BbicTynmIa IJTaBHBIM pelieH-
3€HTOM, a TaK>Ke KOHCY/IbTMPOBAJIa [10 CTPATETNAM [ONMCKA,
CKPUHIHIA U PeljeH3VPOBaHIIs]; OHA Tak)Ke BHEC/IA BK/IaJ B
r1aBy «MeTogonorus».

o Tomac [Ix. odung (Thomas J. Schofield) siBnsicst rmaBapiM
MeTO0JIOTOM I10 U3B/IEYEHNIO AHHBIX, KOHCY/IBTUPOBAJL IO PSZY
6M6MMOTeIHBIX PAbOT U BHEC BK/IAJ B I71aBy «MeTOLOMOIMs».

» Maypa Cocrak (Maura Sostack) Op11a rIaBHbIM 61OIOTEKApEM,
paspabaTbiBasa 11 IpOBOAMIIA BCe HEOOXOAMMbIE TIOUCKY; OHA
BHeC/Ia BK/IaJ] B [71aBy «MeTogomorusi».

o Jle66u Xam (Debbie Hum) 6b11a I/1aBHBIM MEIMIIMHCKUM PefaK-
TOPOM U COQBTOPOM IVIaBbI «[ IPVHINIIBI OKa3aHVs MEMIIHCKON
IIOMOIIYI», BO3I/IABI/IA PelleH3UpPOBaHue, PefaKTUPOBaHIeE,
¢dopmatupoBaHue 1 BKIodeHne Oubmorpadum - omneparnumy,
BBIIIOJIHsIEMbIe PEAKI[IOHHBIM COBETOM IIPUMEHNUTENIBHO KO
BCeM PYKOIUCSIM; TAaK)Ke BHEC/IA BK/IAJ, B I71aBY «MeTOomorns».

MPOEKTHAA IPYIMMNA «<PYKOBOACTBA»

ABTOpBI BBIpOXKAIOT O71arogapHOCTD coTpyAHMKaM BOT 1 komaHpe
podeccronanos oy pykosoactsoM Jouubl Kopduu (Donna
Coffin), sBnsromericst gupekropom BOI 1o Bompocam nccreno-
BaHUIT 11 OOIeCTBEHHOIT IIOTINTIKE, 33 MX y4acTue B pa3paboTKe
U OKOHYATEIbHOM 0()OPMIEHNH TaHHOTO «PyKOBOICTBaY.

JnpeKTop npoekTa
Houna Koddunu (Donna Coftin)

KOHCYﬂbTaHT no metoagonornn
Canppa 3enbpmat JIptonc (Sandra Zelman Lewis)

MeHepxep npoekTa
Menauu M. Tono6 (Melanie M. Golob)

MeHepxep no 6ubnuorpadpun
Jtocu T. Tenpu (Lucy T. Henry)

KoopavHaTop napTHepcKoi paboTbl C NayneHTamm
Mbsroio Ixekcod (Mathieu Jackson)

MepuunHckne 6nbnnoTeKkapm
Maypa Cocrak (Maura Sostack)
Xaiign Tu6omnno (Heidi Tibollo)
Anexcanppa @mopek (Aleksandra Florek)

CneunanuncTbl N0 CKPUHUHIY NUTepaTypbl
Cous O’Xapa (Sonia O’Hara)
Pe6ekka Bynreit (Rebecca Bungay)
ITauTens Tappurtu (Chantelle Garritty)
Bbesanka Jlammurro (Bianca Lallitto)
TIlenuc Menposa (Denisse Mendoza)

BbipaxkeHvie 6rarogapHocTy

o Menanu M. Tono6 (Melanie M. Golob) BbIcTymmna MeHemkepoM
IIPOeKTa, KOHTPOIMPOBajIa U OPraHM30BBIBA/Ia BCE ACTIEKTHI
TaHHOTO ITPOEKTa, B TOM YMCJIe IeJICTBOBAJIa B Ka4eCTBe Heda-
BJMCMMOTO afIMMHICTpaTOpa Henbduiickoro nporecca. OHa
TaK)Xe IOMOTaJIa C pelieH3VpOBaHyeM IIaBbl «MeTOmomorVsi»
U IPYTUX I7IaB.

o ®uona Pobuncon (Fiona Robinson) 6bi1a epBeIM MeHEKepOM
LAHHOTO IIPOLiecca, KOOPANHMPOBaa JIeliCTBIUS KOJIIET U,
Ipoliecchl 1 paboTy Haf I71aBOIL; OHA BHECIa BKIaJ B BEIOOD
METOJOB 1 B I71aBy «MeTOf0/mOrs».

o Mapk Bpykep (Mark Brooker) momorarn ¢ coctaBoM Ko/ternu
U C ee yIIpaBJieHIeM, a Tak>Ke ¢ BBIOOPOM METOJ[OB U C paspa-
60TKOII I71aB.

o Buncent [Jlomec (Vincent Dumez) siBysincs mpefcenaTeneM
Pa6oueit rpyIIIBI 110 IIPOLIECCY CO3gaHMs «PyKoBOfCTBaY,
PYKOBOAMII BCEIl AesITEIBHOCTDIO JAHHON paboyeli IPyIIib,
IIPUHATHEM pelleHNI! U pelieH3NPOBaHNeM COfeP>KaHII.

Bce ABTOPBI 11 COABTOPDI Y4aCTBOBA/IM B OKOHYATE€/IPHOM YTBEPIK-
OEHUN HOI[aHHOf;I Ha pacCMOTpEHNE BEPCUN.

Smnbst Tyrynuan (Ellia Tootoonchian)
Codu 0H (Sophie Yoon)

MeTOIJ,OJ'IOI'I/I N aHAJINTUKWN aHHbIX
Tomac Ix. Illodung (Thomas J. Schofield)
Onysamteyn Akunbep (Oluwaseun Akinyede)
Cyneiika Anionte (Zuleika Aponte)
Capanbst Yauaypy (Saranya Chandurdu)
Popen 9nb-Xaueiik (Rodin El-Hachache)
Maiikn ®@penp (Michael Friend)

Bpenpon Kepp (Brandon Kerr)
IMMapar Kpuurna (Sharath Krishna)
I>xerin JIam (Jane Lam)

Iennc Menpmosa (Denisse Mendoza)
Opun Mioppeit (Erin Murray)
IInna Iaren (Sheena Patel)

Omu [Ium (Amy Shim)

Am6pumr Cuuarx (Ambrish Singh)
Tpettcu Cnanrep (Tracy Slanger)
Codu I0H (Sophie Yoon)

MeavumnHcKne pegakTopbl
Ie66u Xam (Debbie Hum)
Amnen Kmamka Scnpé (Ellen Klaschka Espiau)
Teoprus Maiixin (Georghia Michael)
Hasup Ieitmx (David Page)
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PykoBogcteo BOI no neuveHuto remopunmm, 3-e nsgaxHve

PABOYAA rPYMNNA NO NMPOLECCY CO3AAHUA «<PYKOBOACTBA»

Buncent [Tromec (Vincent Dumez), npencepsarens
Marzu 91 Ikbsi6u (Magdy El Ekiaby)
Keitt Maitep (Kate Meier)

PELEH3EHTDI

PeLieH3€eHTbI U3 cocTaBa UCMNONTHUTENIbHOTO
pykosoactsa BOI'

Arnen Baymans (Alain Baumann)
Inenn @. [Tuapc (Glenn E Pierce)
Anox HIpnsacrasa (Alok Srivastava)
Anen Beitn (Alain Weill)

BHelwwHMe peLeH3eHTbI

Buxkrop C. Branmterr (Victor S. Blanchette) (perjensuposan
BeChb JTOKYMEHT)
Su Acrepmapk (Jan Astermark)

Inenn @. [Tuapc (Glenn E Pierce)
Toma Cannbe (Thomas Sannié)
Tleon Viopk (Deon York)

Murens A. Dckobap (Miguel A. Escobar)

Ik Kener (Gili Kenet)

Maiikn Maxkpuc (Michael Makris)

ITbep M. Mannyyun (Pier M. Mannucci)

Vurpup [Tabunmkep-Pamunr (Ingrid Pabinger-Fasching)
Karenuu Inapnuuk (Kathelijne Peerlinck)

Pamxns K. IIpyru (Rajiv K. Pruthi)

Jopuc B. Ko (Doris V. Quon)

Jleonapp A. Bamenturo (Leonard A. Valentino)
Kpucrodep E. Bomm (Christopher E. Walsh)

PACKPbITUE NOTEHUWAJNIbHbIX KOHOJINKTOB UHTEPECOB

Anox IlpuBacraBa (Alok Srivastava — AS) momyvan moagep>xKy
B [IPOBEJIeHNMY VICCIE[OBAHNIT OT C/IERYIOLIVX KOMIIaHuIL: Sanofi,
Roche-Genentech, Novo Nordisk 1 Bayer Healthcare; Taxoke Bxopun
B COCTAB KOHCY/IBTATUBHOTO COBETA/KOMICCHUM IO PACCMOTPEHMNIO
rpaHToB B Kommanusx Takeda, Novo Nordisk, Roche-Genentech,
Pfizer u Bayer Healthcare.

Enena Canraroctuno (Elena Santagostino — ES) Bxopuia B coctas
JIEKTOPOB VI/V/IV B KOHCY/IBTATUBHBII COBET CO CIIOHCOPCKOIT
noznzep>xkoit or kommanmit Shire/Takeda, Bayer, Pfizer, CSL Behring,
Novo Nordisk, Grifols, Bioverativ, Sobi, Octapharma, Kedrion,
Spark, uniQure u Roche.

Omucon [lyramn (Alison Dougall) 3asiBuna 06 oTcyTCTBIM KOHQIMKTA
MHTEPECOB.

CruB Kuruen (Steve Kitchen - SK) B mocnenHie 2 rofa nomyvarn
TOHOpApHI B Ka4eCTBE KOHCY/IbTAHTa/JOKTAIYMKa OT KOMITaHUII
Sobi, Novo Nordisk, Werfen, Roche, Bayer u Pfizer.

Meran Casepnang (Megan Sutherland) 3asBuma 06 otcyTcTBUM
KOH(QIMKTA MHTEPECOB.

Crusew B. ITarin (Steven W. Pipe) mosy4an roHOpapbl 3a KOHCY/Tb-
TallMOHHbIE YCIYTM OT KoMIlaHui Apcintex, Bayer, BioMarin,
Catalyst Biosciences, CSL Behring, HEMA Biologics, Freeline,
Novo Nordisk, Pfizer, Roche/Genentech, Sangamo Therapeutics,
Sanofi, Takeda, Spark Therapeutics u uniQure.

Mamnyans Kapkao (Manuel Carcao - MC) 3asiBWI 0 HOTy4eHUN
MIOAJIEP>KKM B MICCIIEOBAHMAX OT KoMnaHuit Bayer, Bioverativ/
Sanofi, CSL-Behring, Novo Nordisk, Octapharma, Pfizer u Shire/
Takeda. OH Tax>ke 1ojy4aa roHOpaphl 3a JOK/Iafibl/y4acTue B
KOHCYNIbTaTUBHBIX COBETaX OT Kommanwuit Bayer/Sanofi, Biotest,
CSL-Behring, Grifols, LFB, Novo Nordisk, Octapharma, Pfizer,
Roche u Shire/Takeda.

Maprapert B. Parun (Margaret V. Ragni - MR) nony4ana nopiep>xxy
B UCCIeNOBAHUAX OT KOMITAHU Alnylam, BioMarin, Bioverativ,
Sangamo n Spark; BXofuia B COCTaB KOHCY/IbTaTMBHBIX COBETOB
xommanuit Alnylam, BioMarin, Bioverativ u Spark.

Ibxonnn Maxaury (Johnny Mahlangu — JM) sasBuit o mony-
YeHUM UCCTIeOBATEIbCKIX IPaHTOB OT BioMarin, Baxalta, Catalyst

Biosciences, CSL, Novartis, Novo Nordisk, Pfizer, Roche, Sanofi,
Spark, Roche 1 uniQure; ygacTie B KOHCYIbTaTHBHBIX COBETAX
B BioMarin, Baxalta, Catalyst Biosciences, CSL, Novartis, Novo
Nordisk, Pfizer, Roche, Sanofi, Spark, Roche 1 uniQure; B cocrase
nekropos B ISTH, Novo Nordisk, Pfizer, Roche, Sanofi, Takeda u BOT.
Ixepan Bunpura (Jerzy Windyga - JW) sasBui o nonydeHnn
rpanToB oT Alnylam Pharmaceuticals Baxalta, Novo Nordisk,
Octapharma, Rigel Pharmaceuticals, Roche, Shire/Takeda u Sobi;
CrioHcupyeMble BoICTyIUIeHNs oT Alexion, Baxalta, CSL Behring,
Ferring Pharmaceuticals, Novo Nordisk, Octapharma, Roche, Sanofi/
Genzyme, Shire/ Takeda, Siemens, Sobi n Werfen.

Anonbdo Jmnuac (Adolfo Llinds — AL) B TeyeHme nocnegaux 12
MecsILeB PeJOCTABIIAN OIIauyMBaeMble KOHCY/IbTALINN KOMIIa-
HuAM Bayer 1 Novo Nordisk.

Hukonac [Ix. Tongapy (Nicholas J. Goddard) sassun 06 orcyT-
CTBUM KOH(INKTA NHTEPECOB.

Puya MosH (Richa Mohan) 3asBu 06 oTCyTCTBMM KOHPIMKTA
MHTEPECOB.

Ipapun M. ITyunyc (Pradeep M. Poonnoose) 3asiBu1 06 0TCyT-
CTBUM KOH(INKTA NHTEPECOB.

bpaitan M. ®enbaman (Brian M. Feldman - BF) nomy4asn rpaHTb
Ha ¢uHaHCupoBaHMe uccienoanuit or Novo Nordisk, Takxe siBis-
eTcs1 OfHUM U3 co3pareneit «IIIKasbl OLeHKU COCTOSIHISA CYCTaBOB
Ipyu reMOpIINN».

Canppa 3enbmaH JIptonc (Sandra Zelman Lewis — SZL) 6bi1a
npuBiedeHa BOI 110 KOHTPAKTY B KadeCTBe IPOEKTHOTO KOHCY/Ib-
TaHTa 10 CO3IaHmI0 «PyKOBOZICTBaY.

X. Mapuitke Ba gep Bepr (H. Marijke van den Berg) sasBua 06
OTCYTCTBUY KOHG/IMKTA UHTEPECOB.

Inenn @. ITuapc (Glenn F. Pierce) BbicTyIaeT KOHCY/IbTaHTOM B
BioMarin, Geneception, Generation Bio u St. Jude; koHcynbpra-
tuBHbIe coBeThl: Takeda, Pfizer; coBeTnr: BcemmpHas denepanys
remouiny (Buile-pe3upenHT 0 MeAUIITHCKIM BOIIPOCaM),
Hauyonanbubiit porp remopumm (HaydHo-MegUIMHCKIIT KOHCY/b-
TaTUBHBIN coBeT - MASAC).



CokpaweHna n abbpesmnatypbl
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AAV
ABR
AJBR
ACMG
AF
aPCC
APTT
ASA
AVF
BDD
BMD
BMI

BPI

BT

BU
CABG
CDC
CDSR
CENTRAL
CFC
CHAMP
CHBMP
CHO-KLAT
CNS
CNV
COPM
COX-2
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DOAC
EACA
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4K
rYKC
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CDSR
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CHBMP
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Llor-2
K4ra
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JAABM
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EAHAD
ynn
EMA

Pacwundposka

afleHoaCccoLVMPOBaHHbIN BUPYC

rofjoBas YacToTa KpOBOTEUEHU

rofoBas YacToTa KPOBOU3NUAHNI B CYCTaBbl

AMepurKaHCKas Konnernsa MeauLNMHCKON reHeTUKM U reHOMUKMN
dubpunnayua npegcepanii

AKTVBVPOBAHHbI KOHLIEHTPAHT MPOTPOOMMHOBOIO KOMMIEKCa
AKTVBVPOBaHHOE YacTUYHOE TPOMOOMNIACTMHOBOE BpeMsA
aueTUNCanuuMIoBas KUCIoTa

apTepuoBeHo3Has ductyna

NNWEHHDBIN B-gomeHa

MUHepanbHasA MIOTHOCTb KOCTHOMN TKaHM

VNHAEKC Macchl Tena

«KpaTKuin onpocHKK no oueHke 6onu (BPI)»

BpEeMs KpOBOTEUEHMs!

eavHuua betesna

A0PTOKOPOHAPHOE LWYHTMPOBaHMe

LleHTpbl Mo KOHTpono 1 npodunakTrke 3abonesaHni, CLUA
KokpeiHoBcKasa 6a3a faHHbIX CMCTEMATMYECKKX 0630pOB
KoKpenHOBCKIMI LieHTPasbHbIN PErncTp KOHTPOIMPYEMbIX KITMHUYECKUX NCCnefoBaHN
KOHLIeHTpaT daKTopa CBepTbIBaHUA

MpoekT LIK3 no myTaunam npu remodunum A

MpoekT LIK3 no myTaunam npv remodunun B

«KaHaacKuiA MHCTPYMEHT OLIEHKH pe3y/bTaToB fieueHrsa reModunn A KauecTsa KU3HW JeTemn»
LieHTpanbHasa HepBHas cUcTeMa

Bapuauma Yncia Konum

KaHapckas oLeHKa BbIMOSIHEHUS AeATeNIbHOCTN
UMKNOOKCUreHasa-2

KOHPOPMaLMOHHO YyBCTBUTENbHbBIN refib-3nekTpodopes
KOMIbloTepHas ToMorpadus

Ko3ddurumeHTa Bapraymn

YCTPOWCTBO LieHTPasibHOro BEHO3HOrO AOCTYNa
1-pe3amrHo-8-D-aprmHmnH-Ba3onpeccriHa, TakKe N3BECTHbIN Kak «AeCcMONpeccuH»
[1€30KCUPUOOHYKNENHOBAs KUCIOTa

nepopasbHble aHTUKOAryNIAHTbI MPAMOro AeCTBUA
SMCUNOH-aMUHOKaNpPOHOBasA KNCIoTa

EBponerickas accoumaums reMobunmm n cBsisaHHbIX 3a6oneBaHunin
YANVHEHHDBIV Nepuop nosyBbiBeAeHUA

EBpOI'IeIZCKoe areHTCTBO MO NIeKapCTBEHHbIM CpencTBam
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EQ

EQA
EQAS
EQ-VAS
EQ-5D
FDA

FFP

Fll, Flla
FISH
FIX, FIXa
FIX:C

FV

FVII, FVila
FVII
FVIII:C
FX, FXa
FXI

FXII
GenQA
Gl

GMP
GPTF
HAL
HAV
HAEMO-Qol-A
HBsAg
HBV
HCCC
HCV
HDL
HEAD-US
HGVS
HIV
HJHS
HMWK
HRQoL
HTC

ICF

ICH
ICU
IDB

EQ

BOK
CBOK
EuroQoL BALL
EQ-5D
FDA

c3M

Fll, Flla
FISH

FIX, FIXa
FIX:C

FV

FVII, FVila
FVII
FVIII:C
FX, FXa
FXI

FXII
GenQA
KK

HMN
Prmce
HAL

BrA
HAEMO-Qol-A
HBsAg
BI'B
uKknr
BIc
JiNBM
HEAD-US
OBI'y
BUY
Locc
BMK
HRQoL
uar
MK®

BUK
niT
HYA

MexxpyHapopaHas accoymauma EuroQol

BHeLUHAA OLleHKa KayecTBa

CUCTEMbl BHELLHEN OLIeHKM KayecTB

EuroQolL Bn3yanbHaA aHanorosas LwKana

EuroQolL 5 gomeHoB

YnpaBneHve No KOHTPOJSIIO KayecTBa NULLEeBbIX MPOAYKTOB U leKapcTBeHHbIX cpeacts CLUA
CBEXe3aMOPOXKeHHad niasma

dakTop I, akTnBnpoBaHHbIn dakTop Il

Llkana ¢pyHKLMOHANbHON HE3aBUCMMOCTI NpY remobunnm
dakTop IX, akTMBMpPOBaHHBIN pakTop IX

YyPOBEHb akTMBHOCTM pakTopa IX

dakTop V

dakTop VI, akTnBMpoBaHHbIii dpakTop VII

dakTop VIII

YypOBEHb akTMBHOCTM pakTopa VIII

dakTop X, akTnBUPOBaHHbIN dpakTop X

dakTop X

dakTop Xl

OueHKa KayecTBa B reHOMUKe

KenyAoUYHO-KULLIEYHbI

Hafexallas NpoV3BOACTBEHHas NPaKTNKa

Pabouas rpynna no npoteccy co3paaHus «PyKoBOACTBa»
Cnucok BUA0B akTUBHOCTM Npuv remodunnm

BMpYC renatuta A

COOTHECEHHDIN € reModunein ONMPOCHNK MO KauyeCcTBY KU3HW 418 B3POCbIX
NMOBEPXHOCTHbIE aHTUIeHbl K BUPYCY renatuta B

BUpYyC renatuta B

LIeHTP KOMMJIEKCHOTO fleyeHnsa remopunmm

Bupyc renatuta C

JIMNONPOTENHBI BBICOKOW MAOTHOCTY

YnbTpa3ByKoBoe 06HapyeHne paHHel remodunmnyeckon aptponatum
O6LiecTBO BapuaLuii reHoMa YyesnoBeka

BMpPYC MMMyHoZedULMTa YenioBeKa

LlIkana oLeHKM cOCTOAHUA CycTaBOB Npw reModunnm
BbICOKOMOJIEKYNIAPHbIA KUHUHOTEH

KauecTBo 13HM, 06yCNOBNEHHOE COCTOSAHMEM 340POBbSA

LUeHTp neveHunA I'eMOd)I/IHVIVI

«MexgyHapopaHoI KnaccnduKkaumsa GyHKLNOHNPOBAHWA, OFPaHNYEHIN KN3HEe[EATENIbHOCTY 1 3A0POBbA»

BcemupHom opraHusaymm 3gpaBooxpaHeHns
BHYTpUYepernHoe KpoBOU3nsAHNE
nanarta MHTEHCMBHON Tepanuun

HVPKHEYEsIOCTHON anbBeOoNIAPHbIA HEPB



LDL
MACTAR
MLPA
MMR
MPS
MRI
MSK
MSKUS
NAT
NGC
NGS
NMO
NSAIDs
OR

PCC
PCl
PCR
PedHAL
PEG
PGD
PICO
PK
PND
PNP
POLICE

PPP
PRICE

PRISMA
PRO

MMNBOK
IgG
Inv1
IPAQ
mrmn
BKK
ISTH
T
ME
BMC
BB

BA
NnHN

MAN3
KK
MC
MPT
OfA
Y311 OfIA
AHK
NGC
ccn
HYO
HMBIM
oL
KMK
YKB
Mup
PedHAL
MEr
nra
PICO
OK
nHA
HN
POLICE

oTn
PRICE

PRISMA
pPCn

CokpalleHua n abbpesmaTtypbl

MexpyHapoaHaa nporpamMmma BHeLHE OLEeHKMN KayecTBa
nMmyHornobynuH G (IgG1, IgG2, 1gG3, 1gG4)

nHBepcmA 1 MHTPOHa

MexayHapoaHbli1 ONPOCHUK GU3NYECKON aKTUBHOCTU
MexayHapofHaa rpynna no ny4yeHuto npopunakTnkm
BHYTPEHHWI KOHTPOJIb KayecTBa

MexgyHapogHoe o6LecTBo Mo TPOM603aM M remocTasy
VHAYKUMA UMMYHHOW TONIEPaHTHOCTN

MeXAyHapofHasa eanHMLa

BHYTPVMaTOYHasA cnupasnb

BHYTPVBEHHbIN

BOMYAHOYHbI aHTUKOArynAaHT

SIMNONPOTENHbI HU3KOWM NNOTHOCTA

OnpocHbI NNCT MO Ae3afanTaumm nauueHTa», yHmBepcuteta MakMactep
MyJbTUNNEKCHasA aMnandUKaLms IMrMPOBaHHbIX 30HL0B
KOPb, MAPOTUT N KpacHyxa

MaccoBoe napanfieNlbHoe CeKBeHpoBaHme
MarH/WTHO-pe30HaHCHas Tomorpadus
ONOPHO-ABMraTeNbHbIN annapat

Y3/ onopHo-ABMraTenbHOro anmnaparta

aHanmn3 HyKNenHoBbIX KMCNOT

HaunoHanbHbI LIeHTP HOPMaTUBHOW AOKYMEHTaLun
CeKBeHNpPOBaHe CliefyioLero NoKoneHns
HaLMoHanbHaA YneHcKasa opraHn3aums

HecTepouAHble NPOTMBOBOCMNANNTENbHbIE NPenapaTbl
OTHOLLEHWNE LaHCOB

KOHLIeHTpaT MPOTPOMOMHOBOIO KOMMJIEKCa
YpeCcKoXXHOe KOPOHapHOe BMeLLaTeNbCTBO
nosMmepasHas LienHaa peakuma

CnuncoK BMAOB akTUBHOCTM Npy reMobunun ans geten
NOAN3TUNEH-TINKOSb

npeyMnaaHTaLMoOHHaA reHeTnYeckas AnarHocTmka
MonynAauwna, BMelLaTenbCTBa, CPaBHEHNE, UCXOADI
dapMaKoKMHETMKa

npeHaTtasbHasA AnarHocTmka

HOpManbHasA NynMpoBaHHasA nnasma

Mo aHrnuiAcKMM cioBam: «protect» - 3awuTa, «<optimal loading» - onTmanbHana Harpyska, «ice» - néa,
«compression» - Komnpeccus n «elevation» — npunogHaTre.

06efjHEHHaA TpomboLMTamy Miasma

Mo aHrMUIACKMM crioBaMm: «protect» - 3aLuTa, «rest» - MOKoW, «ice» - nef, «compression» - CiaBnMBaHMe
(komnpeccus), «elevation» - NPUNOAHATOE NONOXKEHME.

«[peanoyTnTenbHble KOMMOHEHTbI AN1A NOAFOTOBKM CUCTEMATUYECKMX O630p08 N MeTa-aHaNn30B»

pe3ynbtaTbl, coo6u4aeMb|e nauyneHTamun
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PROBE PROBE ONpPOCHUK OLleHKM NaLyeHTamMy pe3ynbTaToB iedeHns, 6pemeHm 1 onbiTa
PT MnB NpPOTPOMOVHOBOE BpemMs

PUPs PHM paHee HeneyeHHble NaLuneHTbl

QA OK obecneyeHne KauecTsa

QoL KX KayecTBO »KN3HU

rFIX rFIX PEKOMOVHaHTHbIN pakTop IX

rFIXFc rFIXFc PekoM6yHaHTHbIN dakTop IX, cnuTbili ¢ Fc-dparmeHTom
rFVila rFVila PeKOMOMHaHTHBIN aKTBMPOBaHHbIN pakTop VII

rEVIII rEVIII peKkombrHaHTHbIN pakTop VIII

rIX-RFP rIX-RFP Pekom6uHaHTHbBIN FIX/peKoMOUHaHTHBbI CAnTbIN 6enok
rFVIIIFc rFVIIIFc Pekom6yHaHTHbIN pakTop VIII/Fc-dparmeHT

rVIlI-SingleChain  rVIII-SingleChain  opHouenoYeuHbli pekoMOUHaHTHBbIN FVIII

RICE RICE Mo aHrNNIACKM CioBaM: «rest» - MOKOW, «ice» - nep, «<compression» - caaBnMBaHue (Komnpeccus), «elevation» -
NPUNOAHATOE NONOXKEHNE.

RNA PHK puboHYKNenHoBas K1cioTa

SF-36 SF-36 «KpaTkasa ¢opma 13 36 MyHKTOB»

SHL cnn CTaHAAPTHbIN Nepuog NonyBbiBeAeHNA

siRNA-AT siRNA-AT BewecTBo, rae manasa nHtepdpepupyiowaa PHK HaueneHa Ha aHTUTPOMOUH
SNV OHB OAHOHYKNeOoTUAHble Bapuauum

SSC SSC HayuHbin KomuTeT no ctaHgapTusauun npu ISTH
Non-STEMI MM6nST nHpapKTa Mrmokapgaa 6e3 nogbéma ST-cermeHTa

STR KTn KOPOTKME TaHAEMHbIe NOBTOPbI

SV CB CTPYKTYpHasA Bapuauua

t2 ta nepuop nosysbiBeAeHNA

TCBS AYOK [OCTOBEpPHbIe YyTBEPKAEHNA, OCHOBaHHble Ha KOHCEeHCyce
TFPI NNTO VHFMOMTOP MyTY TKaHeBOro GakTopa

UK NEQAS UK NEQAS HauwnoHanbHana cnyx6a BennkobputaHmny no BHELHEN OLeHKe KauecTBa aHasIM30B Koarynaumm Kposm
us y3K axorpaduyeckoe/ynbTpasBykoBoe UccinefoBaHme

VAS BALL BusyanbHasa aHanorosas Wwkana

vCJD BBKA BapuaHTHasA 6onesHb Kpeiydpenbaa-ikoba

VKA ABK aHTaroHucT BuTammHa K

VTE BT BeHO3Has Tpomboambonua

VWD BB 6onesHb BunnebpaHga

VWEF OB dakTop BunnebpaHpa

WBDR BPK BceMupHbIii pernctp koarynonatuii BOT

WFH BOI BcemunpHas degepauma remodunmmn

WGS nrc NOSIHOreHOMHOE CeKBEHNPOBaHNA

WHO BO3 BcemupHana opraHm3auus 3gpaBooxpaHeHmns

XCl NXX NHaKTUBaLMA X-XpOMOCOMbI



CMMBOJIbl U EAUHULbI U3MEPEHUN

MK MUKPOrpamMm
°C rpagyc Llenbcua
> 6onblie

< MeHblle

= paBHO

1\

60sbLue Uy paBHO

IN

MeHbLUEe N PaBHO

+ NN0C-MUHYC
X YMHOXWTb (KONMYeCcTBO pas)
bE eavHuua betesga

ORCID

Alok Srivastava
Elena Santagostino
Alison Dougall
Steve Kitchen
Steven W. Pipe
Manuel Carcao

Margaret V. Ragni @ https://orcid.org/0000-0002-7830-5379
Johnny Mahlangu @ https://orcid.org/0000-0001-5781-7669
Jerzy Windyga © https://orcid.org/0000-0001-7877-4784

Adolfo Llinds
Pradeep M. Poonnoose
Brian M. Feldman
Sandra Zelman Lewis
H. Marijke van den Berg
Glenn E. Pierce
Gerard Dolan
Margareth C. Ozelo
Emna Gouider
Kate Khair
Francisco de Paula Careta
Silmara A. de Lima Montalvio
Radoslaw Kaczmarek
Claude T. Tagny
Barbara A. Konkle
Rolf C. R. Ljung

Erik Berntorp (® https://orcid.org/0000-0002-2888-4931
Gianluigi Pasta  (®https://orcid.org/0000-0002-1919-5130
Donna Coffin ©® https://orcid.org/0000-0001-8372-4474
Melanie Golob @ https://orcid.org/0000-0002-5800-3672

https://orcid.org/0000-0001-5032-5020
https://orcid.org/0000-0001-9639-6422
https://orcid.org/0000-0003-0543-3940
https://orcid.org/0000-0002-6826-8519
https://orcid.org/0000-0003-2558-2089
https://orcid.org/0000-0001-5350-1763

https://orcid.org/0000-0001-9573-8902
https://orcid.org/0000-0001-7715-9982
https://orcid.org/0000-0002-7813-9665
https://orcid.org/0000-0003-3934-4452
https://orcid. org/0000-0002-2553-2324
https://orcid.org/0000-0002-3310-328X
https://orcid.org/0000-0003-3270-6932
https://orcid.org/0000-0001-5938-0675
https://orcid.org/0000-0001-7315-3479
https://orcid.org/0000-0003-2001-5958
https://orcid. org/0000-0001-8590-3089
https://orcid. org/0000-0002-8920-3765
https://orcid.org/0000-0001-8084-1958
https://orcid.org/0000-0002-2179-3105
https://orcid.org/0000-0002-3959-8797
https://orcid.org/0000-0003-3999-8747

™

an

ME

Kr

MK

mr

Mn

CokpalleHua n abbpesmaTtypbl

CaHTUMETP

JeumnuTp

rpamm

MeXayHapopHas ejuHuLa

KunnopanbToH

Kunnorpamm

MeTp

MUKPOrpamMm, Horaa o603HavyaeTcs Kak pg
MUNANTPAaMM

MUININTP

183












	Введение
	Принципы оказания медицинской помощи
	1.1		Принцип 1: Координация и обеспечение медицинского обслуживания при гемофилии на государственном уровне
	Комплексная медицинская помощь при гемофилии
	Сеть центров лечения гемофилии
	Национальный регистр пациентов
	Национальные либо региональные закупки препаратов для лечения гемофилии


	1.2		Принцип 2: Доступ к безопасным КФС, другим гемостатическим препаратам и методам излечения
	Безопасные и эффективные КФС
	Перспективные методы терапии и потенциальные методы излечения 
	1.3		Принцип 3: Услуги лабораторий и генетическая диагностика гемофилии

	Лабораторная диагностика и тестирование 
	Генетическая оценка гемофилии
	1.4		Принцип 4: Обучение и тренинги в лечении гемофилии 

	Привлечение медицинских специалистов
	1.5		Принцип 5: Клинические и эпидемиологические исследования 
	1.6		Принцип 6: Срочная и неотложная медицинская помощь при кровотечениях 
	1.7		Принцип 7: Многопрофильное лечение гемофилии


	Самостоятельное лечение и расширение возможностей пациентов
	Переход из педиатрической системы здравоохранения во взрослую
	1.8		Принцип 8: Регулярная заместительная терапия (профилактика)
	1.9		Принцип 9: Лечение пациентов с ингибиторами

	1.10		Принцип 10: Лечение поражений опорно-двигательного аппарата
	1.11		Принцип 11: Лечение отдельных нарушений и сопутствующих заболеваний

	Носительницы гемофилии
	Хирургические операции и другие инвазивные процедуры
	Лечение сопутствующих заболеваний
	Медицинские аспекты старения
	Лечение гемотрансмиссивных инфекций
	1.12		Принцип 12: Оценка исходов/результатов

	БИБЛИОГРАФИЯ


	Комплексное лечение гемофилии 
	2.1		Введение
	Гемофилия A и B
	Клиническая диагностика


	Кровотечения
	Обучение пациентов/ухаживающих лиц
	2.2		Комплексная терапия

	Основные компоненты комплексной терапии 
	Команда комплексной терапии

	Функции программы комплексной терапии
	2.3		Фитнесс и физическая активность
	2.4		Адъюнктивная терапия
	2.5		Лечение на дому


	Заместительная терапия фактором свёртывания
	Новые виды гемостатических препаратов
	Самостоятельное лечение
	Устройства центрального венозного доступа
	2.6		Обезболивание

	Боль, вызываемая проникновением в вену
	Боль, вызванная кровоизлиянием в суставы или мышцы
	Постоперационная боль

	Боль, вызываемая хронической гемофилической артропатией
	Зубная боль
	2.7		Стоматологический уход и лечение

	Уход за полостью рта
	Стоматологическая хирургия и инвазивные процедуры
	2.8		Переход из педиатрической системы здравоохранения во взрослую

	БИБЛИОГРАФИЯ


	Лабораторная диагностика и контроль
	3.1		Введение
	3.2		Лабораторная диагностика системы гемостаза
	Принципы диагностики
	Технические аспекты


	Контроль после инфузии FVIII/FIX
	Квалифицированный персонал
	3.3		Использование надлежащего оборудования и реагентов 
	Оборудование
	Реагенты
	3.4		Обеспечение качества

	Внутренний контроль качества
	Внешняя оценка качества
	БИБЛИОГРАФИЯ


	Генетическая оценка
	4.1		Введение
	4.2		Показания для генетической оценки
	4.3		Стратегия генетического тестирования пробандов
	4.4		Методы генетической оценки
	4.5		Классификация и описание вариаций
	4.6		Отчёты с интерпретацией результатов
	4.7		Стратегия действий в случаях, когда обусловливающая вариация не обнаружена
	4.8		Обеспечение качества


	БИБЛИОГРАФИЯ



	Гемостатические препараты
	5.1		Введение
	5.2		Выбор препарата
	Безопасность и качество
	Эффективность
	5.3		Концентраты фактора свёртывания (КФС)

	КФС FVIII
	КФС FIX
	Препараты с удлинённым периодом полувыведения
	5.4		Препараты шунтирующего действия

	Рекомбинантный активированный фактор VIIa (rFVIIa)
	Активированный концентрат протромбинового комплекса (аКПК)
	5.5		Другие плазматические препараты

	Свежезамороженная плазма (СЗП)
	Криопреципитат
	5.6		Другие фармакологические возможности

	Десмопрессин
	Транексамовая кислота
	Эпсилон-аминокапроновая кислота
	5.7		Терапия нефакторными препаратами

	Объяснение и механизмы действия 
	Терапия c помощью замены
	Препараты, влияющие на гемостаз
	БИБЛИОГРАФИЯ



	Профилактика при гемофилии
	6.1		Введение
	Заместительная терапия фактором со стандартным периодом полувыведения 
	Заместительная терапия фактором удлинённого периода полувыведения
	Нефакторная заместительная терапия
	Основные определения и концепции профилактики с помощью КФС
	Постановка на профилактику: время и подход


	Интенсивность профилактики
	6.2		Преимущества профилактики
	Профилактика с использованием концентратов фактора свёртывания
	Профилактика с использованием нефакторной заместительной терапии
	6.3		Профилактика при помощи фактора со стандартным периодом полувыведения

	Время введения доз КФС СПП
	6.4		Профилактика фактором с удлинённым периодом полувыведения

	Период полувыведения/полного выведения

	Дозировка
	Кратность введения
	Время введения доз КФС УПП

	6.5		Профилактика нефакторным заместительным препаратом
	6.6		Фиксированные/не индивидуализированные режимы профилактики фактором
	«Шаблонные» режимы профилактики фактором СПП
	6.7		Индивидуализированные режимы профилактики фактором


	Переменные, влияющие на фенотип кровотечений
	6.8		Соблюдение режима лечения и обучение пациента/ухаживающего лица
	6.9		Финансовые аспекты профилактического лечения
	6.10		Профилактика низкими дозами у пациентов с ограниченным доступом к КФС
	6.11		Новые определения профилактики 
	6.12		Вопросы для дальнейшего научного изучения

	БИБЛИОГРАФИЯ


	Лечение кровотечений различной локализации
	7.1		Введение
	Образовательная работа с пациентом/ухаживающим лицом 
	7.2		Кровоизлияния в суставы 
	Заместительная терапия факторами свертывания крови 


	Лечение боли 
	Адъюнктивная терапия
	Лечебная физкультура и реабилитация 
	Артроцентез (пункция сустава)
	7.3		Кровоизлияния в центральную нервную систему и внутричерепные 
	7.4		Кровоизлияния в области шеи/горла 
	7.5		Желудочно-кишечные/брюшинные кровотечения 
	7.6		Почечные кровотечения 
	7.7		Офтальмологические кровоизлияния
	7.8		Кровоизлияние в ротовую полость
	7.9		Эпистаксис 
	7.10		Резаные раны и ссадины 



	7.11		Кровоизлияния в мягкие ткани
	7.12		Сложившаяся практика заместительной терапии КФС 
	БИБЛИОГРАФИЯ


	Ингибиторы к фактору свертывания
	8.1		Введение
	Образовательная работа с пациентами/ухаживающими лицами

	8.2		Скрининг на наличие ингибитора
	8.3		Гемофилия А и ингибиторы к FVIII 
	Генетические и внешние факторы риска

	Частота развития ингибиторов
	Бремя болезни
	Лечение кровотечений
	Варианты терапии у пациентов с ингибиторами к FVIII 

	Хирургические и иные инвазивные процедуры
	Индукция иммунной толерантности
	Профилактика фактором VIII после индукции иммунной толерантности
	Смена препарата
	8.4		Гемофилия В и ингибиторы к FIX

	Генетические и внешние факторы риска
	Частота развития ингибиторов
	Бремя болезни
	Лечение кровотечений
	Варианты терапии у пациентов с ингибиторами к FIX 

	Индукция иммунной толерантности
	Профилактика FIX после индукции иммунной толерантности
	Хирургические и инвазивные процедуры
	Смена препарата
	БИБЛИОГРАФИЯ


	Отдельные аспекты лечения
	9.1		Введение
	9.2		Носительницы
	Наследование гемофилии
	Уровни фактора у носительниц
	Определение уровня фактора у носительниц
	Симптомы кровоточивости
	Генетическое консультирование
	Психосоциальная поддержка
	Генетическое тестирование
	Пренатальная диагностика
	Планирование беременности и дородовой медицинской помощи
	Схватки и родоразрешение
	Послеродовое медицинское обслуживание
	Лабораторная диагностика у новорожденных
	Ведение пациенток с выкидышем
	9.3		Обрезание
	9.4		Вакцинация
	9.5		Хирургические вмешательства и инвазивные процедуры




	9.6		Половая сфера
	9.7		Психосоциальные вопросы
	9.8		Сопутствующие заболевания

	Рак/злокачественные новообразования
	Острое нарушение мозгового кровообращения/инсульт
	Фибрилляция предсердий 
	Венозная тромбоэмболия/тромбоз
	Метаболический синдром
	Сахарный диабет
	Заболевания почек
	Остеопороз
	Дегенеративное заболевание суставов 
	9.9		Медицинские аспекты старения

	Гипертензия
	Атеросклеротическая болезнь сердца
	Психосоциальные аспекты старения 
	БИБЛИОГРАФИЯ


	Поражения опорно-двигательного аппарата
	10.1		Введение
	Образовательная работа с пациентом/ухаживающим лицом
	10.2		Синовит
	Лечение хронического синовита
	10.3		Гемофилическая артропатия

	Лечение хронической гемофилической артропатии
	10.4		Кровоизлияния в мышцы

	Заместительная терапия фактором свертывания
	Клинический мониторинг и тактика лечения
	Компартмент-синдром
	ЛФК и реабилитация при кровоизлияниях в мышцы
	Кровоизлияние в подвздошно-поясничную мышцу
	10.5		Псевдоопухоли
	10.6		Переломы 
	10.7		Ортопедическая хирургия при гемофилии
	10.8		Замена сустава

	Гемостаз в ходе периоперационного периода 
	Хирургические аспекты
	Послеоперационная лечебная физкультура
	Осложнения и долгосрочные аспекты
	10.9		Психосоциальные последствия при поражениях опорно-двигательного аппарата 

	БИБЛИОГРАФИЯ



	Оценка результатов 
	11.1		Введение
	Задачи оценки результатов 
	11.2		Оценка результатов при гемофилии
	Частота кровотечений
	Оценка боли при гемофилии
	Домены оценки влияния кровотечений на опорно-двигательную и другие системы организма


	11.3		Структуры и функции организма
	Рекомендованные измерения структур и функций организма при гемофилии
	11.4		Активность и участие
	Инструменты, рекомендуемые для измерения активности и участия

	11.5		Факторы среды и личностные факторы 
	Факторы среды
	Личностные факторы
	11.6		Экономические факторы

	Прямые затраты
	Косвенные затраты
	11.7		Качество жизни, обусловленное состоянием здоровья

	Наиболее часто используемые инструменты оценки качества жизни, обусловленного здоровьем
	11.8		Результаты, сообщаемые пациентами


	11.9		Базовый набор средств измерения для использования в клинической практике либо исследованиях
	БИБЛИОГРАФИЯ


	Методология
	12.1		Общие сведения 
	12.2		Методология
	Состав коллегий: структура и анализ
	Процесс работы коллегии и надзор за этим процессом
	Финансирование
	12.3		Формирование доказательной базы

	Критерии включения исследований
	Извлечение данных и разработка таблиц доказательств
	12.4		Официально организованное достижение консенсуса в рамках дельфийских методик 

	Априорные правила и процессы 
	Дельфийские опросы
	Отклонения от процесса
	12.5		Окончательное оформление рекомендаций и подготовка рукописи 

	Рецензирование и окончательное завершение
	12.6		Методологические ограничения
	12.7		Планы по обновлению изданий в будущем
	12.8		Заключение

	БИБЛИОГРАФИЯ



	Выражение благодарности
	ВКЛАД АВТОРОВ
	Прочие
	ПРОЕКТНАЯ ГРУППА «РУКОВОДСТВА»
	РАБОЧАЯ ГРУППА ПО ПРОЦЕССУ СОЗДАНИЯ «РУКОВОДСТВА» 
	РЕЦЕНЗЕНТЫ
	РАСКРЫТИЕ ПОТЕНЦИАЛЬНЫХ КОНФЛИКТОВ ИНТЕРЕСОВ


	Сокращения и аббревиатуры

