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Y10 Takoe
remoonnuna?

Femodunus — 310 60Me3Hb KPOBOTEUEHWIA. Y Ntofen ¢ reModunein KpoBb TEYET He
6bIcTpee, yeM 06bIYHO, HO KPOBOTEUYEHUA ANATCA AOMbLUE, TOTOMY YTO B MX KPOBU
HeA0CTaTOYHO onpefeneHHbIX GakTopoB cBepTbiBaHNA. DaKTOp CBepPTbIBAHUA KPOBU —
3TO 6ENIOK KPOBU, PEryMpYIoLLniA MPOLIECC KPOBOTEUYEHN .

lemodunus cuntaeTca pegkum 3aboneBaHnem. Hanbonee pacnpocTpaHeHHbIN ee TUn —
2emocpunus A. B 3Tom cnyyae B KpoOBM HegocTaTouHO dakTopa ceepTbiBaHuA VIl (pakTop
BoceMmb). Ha Kaxgble 100 000 My>kumH npumMepHo 21 6oneH remodunuen A. MeHee pac-
NPOCTPaHEeHHbIN TN 3a6oneBaHVA Ha3blBaeTCA 2emoguaus B. Y niopei, ctpapatowmnx
remodunueii B, B KpoBU HelOCTaTOUHO paKTopa cBepTbiBaHMA IX (paKkTop AEBATH).

13 100 000 my>KumH yeTbipe yenoseka nmetoT remodunuio B. Ho gna nogeir ¢ remodu-
nuen A n B TeyeHmne 3ab6oneBaHUA 0AMHAKOBO: KPOBOTEUEHME Y HUX ASIUTCA AOMblUe, YeM
06bI4HO.

B TeueHne MHOTUX NET NIOAN CYUTASIN, YTO CUMMNTOMbI reModUnK, Takmne Kak
KPOBOTEUEHVE B LIESIOM U OCOOEHHO KPOBOTEUEHNWE B CYCTaBbl, MOTYT ObITb TOJIbKO Y
MY>KUMH U MaNTbUMKOB (MM IOHOLLIEN), 11 YTO »KEHLUVHDI, <HeCyLure» reH remodunmm, camu
He UCMbITbIBAOT CMMMNTOMOB KpOBOTeUeHuUs. Tenepb Mbl 3HAEM, YTO MHOTME MKEHLLWHbI 1
LEBOYKN AeNCTBUTENIbHO UCMbITBIBAIOT CUMMTOMbI reMobuInm.

Kak BO3HMKaeT 3abonesaHue
remodpunnnen?

Jlogn Yy>Ke poXKAatTca C 3TUM 3abonesaHuem. Eto Henb3s 3apa3nTbCA Kak I'IpOCTy,El,OI7I.

lfemodunua — HacneacTBeHHOe 3a60M1EBaHNE, KOTOPOE NePeAaAeTcsa OT poanTenei K
JEeTAM Ha reHeTNYeCKOM ypoBHe. [eHbl cogepaTt uHdopmaLmio o ToM, Kak byayT
pa3BMBaTbCA KIETKM OpraHm3ma no Mepe B3pocieHns YesioBeka. Tak, Hanprmep, UMEHHO
reHbl OTBETCTBEHHbI 3a LIBET BOJIOC WAV N1a3.



Kakum obpasom nponcxogut
HacnegoBaHue remoounun?

leH remodunum nepepaeTca ot pogutenei K getam. leHol remodunun A n B pacnono-
XKEHbI B X-XPOMOCOME, 11 MO3TOMY remodunmio HasbisatoT X-cLienneHHbIM 3aboneBaHneM.

Bce nouepu oTua, 60/IbHOrO reMmobUnuen, yHacneayoT ero usMmeHeHHYH Komnuio
X-xpomocombl. H/ onH 13 CbiIHOBeW He NOCTpagaeT, MOCKOMbKY OHW HacneayoT CBOKO
eMHCTBEHHYI0 X-XpOMOCOMY OT maTepu (puc. 1A).

MaTepm ¢ 0fHMM HOpMasbHbIM U OAHUM N3MEHEHHbBIM reHOM UMetoT 50% BePOATHOCTb
nepefaun N3MeHeHHOrO reHa Kaxaomy pebeHky (puc. 1B). Manbumku, yHacnegoasLume
W3MEHEHHbIN reH oT MaTepw, byayT 6oneTb remodunven; AeBOYKY, yHacne[oBaBLIMe
M3MEHEHHDI FreH OT MaTepw, Takxke 6yayT UMETb HOPMarbHYIO KOMUIo OT oTua. B cpeaHem
Y KEHLLVH 1 AEBOYEK C FeHOM reMopuanmM KonmyecTBo dakTopa CBepTbiBaHUA KPOBM
COCTaB/IAET 0K0J0 50% OT HOPMbI, HO Y HEKOTOPbIX YPOBEHb pakTopa cBepTbIBaHMUA
KPOBW HAMHOTO HUXE, N Y HUX MOTYT NPOABAATLCA NPU3HAKM remopunum. Mo oueHKam, Ha
Ka)Zioro My>K4mHy, 6011bHOro remopunmen, NPUXOLUTCA B CPEAHEM TPW POACTBEHHNLbI.

PUC1A PUC1B
OTel 6oneH Matb 60onbHa
remodunven MaTb 3g0poBa Ortew 3g0poB remodunven
s/ M
XY X X XY X X Y X X X Yy x XX
Bce pouepu oTua, 6onbHOro remodunueit, Matepu c 0fHMM HOPManbHbIM Y OAHVUM N3MEHEHHbIM
yHacnegylot ero usMeHeHHyto Konuio reHom nmetot 50% BepOATHOCTb Nepeayn U3MeHeHHOro
X-Xxpomocombl. H1 0anH 13 cbiHOBeN He reHa Kaxxgomy pebeHky. Manbunkm, yHacnefoBasLUme
NoCTPaaaeT, NOCKOJbKY OHU HacneyoT CBOO M3MeHEHHbIN reH oT MaTepw, byayT 6oneTb remodunveir;
e[INHCTBEHHYI0 X-XPOMOCOMY OT MaTepu. [eBOYKM, yHacneoBaBLUNe N3MEHEHHbIN reH OT MaTepuy,

Takxe byyT MMeTb HOPMalbHYIO KOMWIO OT OTLa.



WHorpa remobunms MoxeT BO3HMKATb Y ftofeil, B CEeMEeHOM aHaMHe3e KOTOopbiX ee
paHbLUe He 6bI510, HaNPUMEp M3-3a CMOHTAHHbIX FEHETUYECKMX MyTauuii. B 3Tux cnyyasx
60ne3Hb Bbl3BaHa M3MeHeHem CO6CTBEHHbIX FeHOB YesloBeKa.

B pepkux cnyyaax reModunma MoxeT pa3BuUTbCA B 6onee nospHem Bo3pacTe. T0 Tak
Ha3blBaemasd npuobpeTeHHaa remopunna — ayTorMMyHHoOe 3aboneBaHue,

a He HaCNe[CTBeHHOE HapYyLUEHVE CBEPTHIBAEMOCTH KPOBU. B 6OMBLLNHCTBE TaKMX
CNyyaeB peyb UAET O JIIOAAX CPEAHErO UM MOXMIIOrO BO3PacTa, a TaKXKe MOSTOAbIX
XKEHLMHaX, KOTOpble HeAaBHO POAWIN PebeHKa MM HaXOAATCA Ha NO3AHUX CPOKax
6epemMeHHOCTU. 3TO COCTOAHME He NepeaaeTca No HacNeACTBY U YacTO MPOXOAUT NpK
COOTBETCTBYIOLEM NeYeHNN.

HackonbKko Ta)kenbim 3aboneBaHuem
asnaetca remodnnmna?

Mox maxxecmeto 3a6oneBaHVsA NoApa3yMeBAETCA TO, HACKOJIbKO CEPbe3HO NPOTEKaEeT
60ne3Hb. 1o popme TAKECTV Pa3NnyaloT TPY CTENEHU reModrnnm, 0ByCNOBIEHHbIE YPOB-
HeMm daKTopa CBEPTbIBAHWA KPOBM, KOTOPLIN N3MePAETCA B MPOLIEHTaX OT HOPMAJIbHOM
aKTMBHOCTM daKTopa B KPOBU UM B KONMYECTBE MeXAyHapoaHbIxX eanHuy (ME) Ha munnu-
mTp (M) UenbHom KpoBu. HopmanbHbI Arnana3oH ¢pakTopos ceepTbiBaHuaA VIl nnm IX B
KpoBu cocTaBnset ot 40 fo 150 %. Jlioaam c ypoBHeM akTUBHOCTM dakTopa MeHee 40 %
AunarHoctupytot remodunuio (cm. Tabnumuy 1). TeM He MeHee Y HEKOTOPBbIX JTI0AE XapaKTep
KPOBOTEYEHMIN He COOTHOCUTCA C YCTaHOB/IEHHbIM YPOBHEM aKTUBHOCTY dpakTopa. B 3Tux
CNyYasx Npu NPUHATAN PeLLeHVs O BapuaHTax JieueHnst deHoTvn 3abonesaHus (CUMNTOMBI
KpoBoTeueHUs1) 6onee BaXKeH, YeM YPOBEHb aKTUBHOCTM paKTopa.

TABJINLIA 1
CTENEHb YPOBEHb ®AKTOPA
TAXKECTU CBEPTbIBAHUA KPOBW  KPOBOTEYEHWUA
femodunusa OT1500<40% OoTHOpP- ® BO3MOXHbI AINTENbHbBIE KPOBOTEYEHUA
nerkomn MasibHOro yPOBHA (Mnn nocsie 3HaunTENbHbIX TPaBM, X1pypruye-
dbopmbl 0,05-0,40 ME/mn) CKUNX onepauuin unv yaaneHus 3y6os.
® [lpu oTCyTCTBMM TPaBM KPOBOTEUEHUA
BO3HMKAIOT peaKo (KpoBoTeueHus 6e3
NPUYMHBI PeaKn).
lfremodpnnusa Ot 1 o 5 % oT Hop- ® BO3MOXHbI ANIUTESIbHbIE KPOBOTEYEHNA
cpepHen MasibHOroO ypOBHA (Unun nocsie TpaBMm, XMpypruyeckmux onepaumm
dopmbli 0,01-0,05 ME/mn) 1N neyeHuns 3y6os..
¢ KpoBoTeueHUs NHOTAa BO3HMKAKOT 6e3
B/AMMOW NPUYMHbI (Meproguyeckne
CMOHTaHHble KPOBOTEYEHUS).
femodpunusa < 1% oT HopmanbHOro ® KpOBOW3NMAHWA B CYCTaBbl 1 MblLLLbI.
TAXKeNon ypoBHsA (unn 0,01 ME/ e KpoBoTeueHunsa nHorga Bo3HMKawoT 6e3
dopmbli M) NPUYNHBI (CMOHTaHHbIE KPOBOTEYEHNSA).

* Ha ocHoBaHu1 maTepuanoB Tabnuubl 2-1 pykosogctea WFH no neuexuio remodunuu, 3-e nsgatue.
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KakoBbl cuMmnTOMbl remobunun?

CumnTombl remodunum TMnoB A 1 B ogrHakoBbl. Cpean HUX:

NIErko NoABNALMNECA CUHSKN;

KPOBOM3MAHMWA B MbILLLbl U CYCTaBbl, 0COBEHHO KONEHU, TOKTW 1 FONIEHOCTOMHbIN
CycTaB;

CMOHTaHHOE KpoBOTeueHMe (BHe3anHoe BHyTpeHHee KpoBoTeUeHre 6e3 0ueBUgHOM
NPUYKHbI);

ANVTEeNbHOE KPOBOTEYEHE B CJlyUae nopesa, yaaneHus 3yba unu onepaumu;
ANVTeNbHOE KPOBOTEYEHEe NOCSIe HeCHaCTHOro Clyyas, 0CO6eHHO B Cflyyae TpaBM
rosnoBbl.

Kposom3nvaV|e B CyCTaB U MblWLy Bbi3blBaeT:

HOIOLWYIO 60/1b U1 OHEMEHWE;

OTEK U XMKeHWne,;

OCTpYyto 605b 1 orpaHmnyeHmne NnoaBMKHOCTHU;
CNOMHOCTN B ABUXKEHNW CyCTaBa WK MbliLLLbl.

MprMepPHO y OHOW TPETY XKEHLLMH ¢ remodunmein ypoBeHb GaKkTopa CBepTbiBaHNsA
KpOBWU cocTaBnsieT MeHee 60% OT HOPMbI, U Y HUX MOTYT HabnlogaTbCs aHOMasnbHble KPO-
BOTeUeHUA. B 6onbwHCTBE ClyyaeB OHW UCMbITBIBAIOT CUMMATOMbI, CXOXNMeE C TEMU, KOTO-
pble HabnoAAKTCA Y MY>KUMH € nerkoi Gopmor remodunnm, a Takke HeKoTopble
cneuyuduryeckne ana }XeHLWMH, Takne Kak ANUTeNbHbIE Un 0OuNIbHble MeHCTPYarbHble
KPOBOTEeUEHMA, a TakKe MOBbILLEHHAA BEPOATHOCTb MOC/IEPOAOBbIX KPOBOTEUEHNIA
nocsne pofos.




B KaKnx mectax KpoBOTeYEHUA CyYatoTCA
yalle Bcero?

KpoBoTteueHus vaiye
BCEro npouncxopaat
BHYTPU Cnegylowmx
CyCTaBOB WM MbILULL.

Mbliwbl nneva

JlokTeBoMm cycTaB

MblILWWUbI npeanneybA

MofB3A0LWHO-NOACHNYHAsA
MbILLLA

Mbiwubl 6egpa

KoneHHbI cycTas

NKpoHOXHaA MblLLa
[oneHOCTONHbIN CycTaB

TAB/IMUA 2. MecTa BO3HVKHOBEHWS KPOBOTEUEHWI NPU remobunnm

CEPbE3HOE COCTOAHUE : YTPO3A ANA XU3HU
¢ CycTtaBbl (remapTpo3). ® BHyTpuuepenHoe
® Mblwwubl, 0CO6EHHO rNy6oKMe oTaeNbl : KpOoBOTeuYeHue.
(NoAB3A0LWHO-NOACHNYHAA, UKPO- e lllea/ropno.
HOXHas, Npeanneybs). ¢ ’KenyaouHo-KuleyHoe
® CnusncTble 060/104KM PTa, HOCA 1 : KpoBOTeYeHMe.

OopraHoBs MOYENONOBOWN CUCTEMBI.

* Ha ocHoBaHuu MaTepuranos Tabnuubl 2-2 pykosogctsa WFH no neyenuio remopunuu, 3-e nsgaxue.

Y 60/1bHbIX reMmodunmein MoryT BO3HNKaTb BHYTPEHHME 1 HApPY>KHble KPOBOTEUEHNS.

B 60nblUMHCTBE C/lyyaeB Npu reMoGuInm NPOUCXOAAT BHYTPEHHNE KPOBOU3NINSAHNA B
MbILLLIbI UK CYCTaBbl. Yalle BCero nopakatoTcs rofleHOCTOMNHbIE CYCTaBbl, KOJIEHU U
NOKTW. BHYTpUMBbILIEYHbIE KPOBOTEUYEHMS B GOMbBLIMHCTBE CNyYaes 3aTparmBaioT MbiLLLbl
nneya 1 Npeanieybs, NOAB3A0LIHO-NOACHNYHYIO rpynny Mol (crnbatenu 6eapa),
MblWLbl 6eapa 1 roneHu.

MHOrokpaTHoe KpOBOM3NIMAHME B OAVIH U TOT »Ke CYCTaB MOXET CTaTb MNPUYMHOA
BocnaneHus n 6onei. MosTopsAloLeecs KPOBOTEUEHME MOXKET CMPOBOLPOBATbL
BO3HMKHOBEHME ApYyrux npobnem, Hanpumep apTpuUTa, Bbi3biBas 60/b 1 3aTPyaHAA
X0Ab6Y VN BbINOSHEHWE NPOCTbIX LENCTBUIA. [Py STOM — B OT/AIMYME OT HEKOTOPbIX
BUAOB apTpuTa — CYCTaBbl KUCTEN PYK Npr reModunnm o6bI4HO He MopaxkatoTcs.

Y HOBOPOX/AEHHbIX 1 AeTel paHHero Bo3pacTa C Taxenol ¢opmoit remodunnm Hanbonee
YaCTbIMK BMAAMU KPOBOTEUEHUI ABNAIOTCA:

® KpOBOM3MAHUA B MATKWE TKaHW (HanprMep, MblLULbl);

® KpOBOTEYEHMs NOoCe MEANLIMHCKIX NpoLeayp (Hanpumep, o6pesaHuns unm NATou-
HOrO TeCTa HOBOPOXKAEHHbIX);

® KpOBOTEUYEHMA U3 HOCA, PTa U FOJNIOBbI.



MockonbKy 60/bLIMHCTBO KPOBOTEUEHWI NMPOUNCXOANT, Koraa 60/1bHOM HaxoaANTCA BHe
LieHTPOB NleyeHns remodunmm, BaxHo, 4tobbl 1 60nbHble, 1 NULA, OCyLiecTBAALLe
yxof 3a HUMW, 66Ny NPouHGOPMUNPOBaHbI:

® O MpUHUKMNax BbIABIEHUS KPOBOTEUEHWI 1 NleueHUnsi GonesHy;
® MpuHUMNax 3aboTbl 0 cebe 1 camonomoLLy Npu remopununu;
® MOTEHUMANbHbIX PUCKaX U OCIOKHEHUAX KPOBOTEUEHNIA.

Kakum o6pasom guarHoctupyetcs
remopunua?

lfemodunua guarHocTupyeTca nyTem B3ATMA obpasLa KPOBY M M3MEPEHNA YPOBHA
aKTUBHOCTY paKTopa CBepPTbIBaHNA B KPOBU. [emodunua A gruarHocTMpyeTca nytem
onpepeneHns ypoBHa akTuBHocTu pakTtopa VIIi. lemodunua B guarHoctnpyerca nytem
U3MepEeHUs YPOBHS aKTUBHOCTY dakTopa IX.

I'IpeHaTaanylo ANArHOCTUKY MOXKHO NPOBeCTn, B3AB HebosnbLwomn o6pa3eu 13 NJoAHON
YyacTu nnaueHTbl (buoncma BOPCUH XOpVIOHa) Ha PaHHUX CPOKaX 6epemeHHocw| mnn
KpOBb y nnoaa (aMHMOUEHTE3 Ha NO3JHKX CpoOKax 6epeMEHHOCTVI) Ha 6onee no3gHnx
CpoOKax. Tak»ke MOXeT ObITb BbIMOJIHEH aHaNN3 I'IyI'IOBI/IHHOVI KpoBu.

AHanu3sbl NpPoBOAATCA B LIEHTPaX JlieuyeHns reMopunnu.




Kak neuntb remopunuio?

CoBpeMeHHble MeToAbl ieueHnA reMopunmm oueHb 3pdekTrBHbI. MNpun goctatouHom
npueme neyebHbIX NpenapaToB 1 HaanexallueM yxoae 60sbHble remopunmen MoryT XuTb
COBEepLUEHHO 06bIUHON KU3HbIO. be3 neueHna 6ONbLIMHCTBO AeTeN C TAXKeNok GopmMoii
remoduIMmn ymmnpatot B loHOM Bo3pacTe. [1o TeKyLwmm oLeHKam, okoso 800 000 yenosek
BO BCeM MUpe 60MbHbI FeModUnIneil, Ho MHOTE 3 HVX He MOJTyYaloT afeKBaTHOro fleye-
Hus. BcemnpHan depepauma remoounm genaet Bce BO3MOXHOE, UTOObl 3TO U3MEHUTb.

Cpas3y e HaunHaiTe neveHue! bbicTpas ocTaHOBKa Kpo-
BOTEUEHUA NMOMOXKET YMEHbLINTb 60/1b 1 NOBPEXAeHVE
CYCTaBOB, MbILLIL, U OpraHoB. Yem bbicTpee byneT HaYaTo
fleyeHune, TeM MeHblUe paKTopa CBepTbIBaHMA KPOBY NOTpe-
6yeTca ANA OCTAaHOBKUN KPOBOTEUYEHNA.

HA CEFTOHALHUA JEHb CYLWECTBYET MHOXECTBO BUOB JIEYEHUA
FTEMOOUNNN, B TOM YACNE CNEAYIOLWUE.

KoHueHTpaTbl paKkTopa CBepTbIBAaHNA KPOBU CO CTaHAAPTHbIM U YAJIMHEHHbIM NePUOLOM
nonyBbIBeAEHUA A/ BHYTPUBEHHbIX UHBEKLMIA ABNAIOTCA BaXKHBIM METOOM JIeUeHNA
remodunmu. OHM MOryT GbITb CO34aHbl Ha OCHOBE YeloBeYECKO KPOBM (Tak Ha3biBaeMble
nponyKTbl NepepaboTKu Nnasmbl KPOBM) MK NPOU3BEAEHbI C UCMONb30BaHNEM FreHHO-UH-
MeHepHbIX KNETOK, HeCyLLMX reH YenoBeYeckoro Gpaktopa (PekoMOrHaHTHbIE MPOAYKTbI).
(DaKTOpHble KOHLEHTPAaTbl M3roTaB/MBaOTCA HAa BbICOKOTEXHOMOMMYHBIX MPOV3BOACTBEHHbIX
npeanpuaTusx. Bce nmetowwecs B npoaaxe KOHLEHTPaTbl GaKTOPOB CErofHs crewluanb-
HbIM 06pa3omM 06pabaTbiBaloTCA A1 YAANEHUA U MHAKTBALMM NepefatoLLyxcs yepes
KpOBb BMpPYCOB. KOHLeHTpaTbl HaKTOpPOB CBEPTbIBAHWA KPOBY C YANUHEHHBIM NEPUOAOM
nonyBblBEAEHUA COXPAHAIOTCA B OpraHm3me gosblue. OHW 6binn cnelmnanbHo paspaboTaHsbl
ana npodunakTMYeckoro fieyeHns remoduanm 1 nopaepkaHna 6onee BbICOKMX YPOBHel
$aKTOpOB CBEPTbIBAHNA KPOBY AJ1A NPefOTBPALLEHNA KPOBOTEUEHWIA.

AreHTbl 06X04HOr0 AENCTBUSA, TaKMe Kak KOHLEHTPATbl aKTUBMPOBAHHOIO NPOTPOMOM-
HOBOrO KOMI/eKca 1 peKOMOUHAHTHbIN akTUBMpPOBaHHbIN dakTop Vlla (rFVIla), ucnonb3y-
I0TCA AN1A NIeYEHNA OCTPbIX KPOBOTEUEHUI y 60nbHbIX remodunuen A nnm B npun
pa3BuTUK nHrIMbUTOpa. OfHaKo NOAOCGHbIE IeKapCTBEHHbIE NpenapaThbl JOCTYMHbI He
BCerfa v He BO BCEX CTPaHaXx.

Mpenapatbl, He OTHOCALLMECA K 3aMecTUTeNbHOI Tepanun pakTopamu
CBepTbIBaHNA, — 3TO MHHOBALMOHHbIV NOAXOA K NeYeHUIo reMopunnm, HarnpassieHHbIN
Ha BoccTaHoBJIeHNe 6anaHca remocTasa 6e3 Heo6Xx0MMOCTI 3aMeHbl OTCYTCTBYIOLLETO
dakTopa cBepTbiBaHMA KPOBW. Takmne npenapatbl «<HaLeNeHbl» Ha pa3Hble dasbl
KoarynALMOHHOro Kackaja BMeCTo MPOCTON 3aMeHbl OTCyTcTBytoLero dpaktopa Vil
(remodunusa A) nnn daktopa IX (remodpunusa B). OnHUM 13 NpenapaToB, He OTHOCALYMXCA
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K 3aMeCTUTeNbHON Tepanun pakTopamu CBepTbIBaHWA U OBOBPEHHbBIX BO MHOTUX CTpa-
Hax Ha MOMeHT ny6nukauwmm (2022 r.), ABnAeTcsa smMmLm3ymab. 1o bucneundunyeckoe
aHTUTeno, kotopoe nmmTupyet paktop VIl B crcteme cBepTbiBaHMA KpoBW. OH AOCTYNEH
onA niopei ¢ remoounvein A C UHIMGMTOPaMm 1 6e3 HUX U YHUKaNEH TEM, YTO BBOJUTCA
NoAKOXHO. [lpyrue BuAbl Tepannu, He OTHOCALLMECA K 3aMeCTUTENbHON Tepanmm GpakTo-
pamu CBEPTbIBaHWSA, HAXOAATCA B CTaAUM Pa3paboTKM 1 MOTYT CTaTb AOCTYMHbI ANA Naum-
€HTOB B byayLiem.

Tioan c remodunmenn A nerkom unm cpepHeit cTeneHy TAXKeCTN MOryT MHOTAA UCMOJb30-
BaTb leCMONpeccuH (Takxe Ha3biBaemblit DDAVP) ana neyeHna He3HaunTeNbHbIX KPO-
BoTeueHuin. DDAVP npefctaBnsieT co60ii CUHTETUYECKUI TOPMOH, KOTOPbIV CTUMYNUPYET
BbICBOOOXKAEHMe AenoHupoBaHHoro dakTtopa VIl us cocynos.

TpaHeKcaMoBas KMC/I0Ta — 3TO aHTUGUOPMHONUTMUECKOE CPEACTBO B popMe TabneTok
WA B BULE MHBEKLMI, KOTOPOE MOXXHO Ha3HauaTb B KauecTBe JOMONHATENbHOM
Tepanuu, 4To6bl MPeAOTBPATUTL PaspyLIeHMe KPOBAHBIX CryCTKOB. [laHHbIV npenapat
0COBEHHO XOPOLUO AENCTBYET MPU KPOBOTEUEHUSAX, 3aTPArMBAOLMNX CIN3UCTbIE
060/10UKI, HaNPUMEP HOCA, PTa UMW MATKU. SMCUNOH-aMUHOKaNpPOHOBasA KNC/10Ta
aHasorMyHa TPaHeKCaMOoBOW U BbIMYCKAEeTCA B BUAE TAabMETOK, B XUAKON popme 1 B
dopme pacTBopa 4/if BHYTPMBEHHOIO BBEAEHUS.

KpuonpeuunutaT 1 cBexxe3amopoKeHHas nna3ma 06bluHO He NPOXOAAT npoLeaypy
BUPYCHOWN MHAKTMBALMK, @ 3HAYMT, OHM YaCTo He Tak 6e30MacHbl B MlaHe BUPYCHOTO
3apaXeHua, Kak KOHLeHTpaTbl $aKTOpOB CBEPTbIBAHWA KPOBY.

Kprionpeuunurar, nony4aemblil U3 KPOBY, COREPXKNUT YMEPEHHO BbICOKYHO KOH-
LeHTpaumio paktopa ceeptbiBaHnA Kposu VIII (Ho He IX). OH addeKTrBEH NpU
CYCTaBHbIX U MbILLEYHbIX KPOBOTEUYEHMSAX, HO €r0 CJTIOXKHEE XPaHWTb 11 BBOAWTD.
KpvionpeunnmtaT MO>XHO NPUIroTOBUTb Ha MECTHBIX CTaHLMAX COOpa KPOBY.

B cnyuae co cBexe3amopoxeHHOM Mna3mon nocsie yaaneHna spuTpoLmTos B
Hel ocTatoTcA 6enkn Kposu, BKktoyasa GpakTopbl ceepTbiBaHuaA VIl n IX. OHa
MeHee 3G PeKTNBHA, YUeM KpronpeumnuraT Ana neyeHnsa remoounum A,
nockosnbKy dakTop VIl nmeeT meHbLUyto KOHLEeHTpauuio. Npy ncnonb3oBaHnn
nnasmbl MPUXOANUTCA NepenrBaTh 60sblIre 06beMbI, YTO MOXET NPUBECTU

K OCNOXHEHNI0, Ha3blBaeMOMY LIMPKYIATOPHOW Neperpy3Koi.

N3 coobparkeHuin 6ezonacHoctn WFH pekomeHAyeT NpUMeHATb
PEeKOMOMHAHTHbIE WAV NOJyYEHHbIE 13 NIa3Mbl BUPYCHO-MHAKTU-
BMPOBaHHbIE KOHLEHTPaTbl paKkTOPOB CBEPTbIBaHUS KPOBM, @ HE
KpUonpeLunuTaT Ui CBEXKe3aMOPOXKEHHYIO N1a3My, OAHaKo npu-
3HAeT, UTO B TEX MMPOBbIX PErMOHAX, FAe OHW ABNATCA €AUHCTBEH-
HbIM UIMEIOLLUMCA B HANIMYUM VAN JOCTYMHbIM MO LiEHEe BapUaHTOM,
Heob6XoAMMO NPOAOKATb UX UCMONb30BaTb.

* Ha ocHOBaHMM pekomeHAaumi nyHkTa 5.5.1 pykosogctea WFH no neyeHuto remodunuu,
3-e n3gaHue.



leHHaA TepanuA SBNAETCS NEPCMNEKTMBHbIM METOLOM fleyeHuns remodunnn. Bmecto toro
YTOObI NCMONIb30BaTb KOHLIEHTPaTbl PaKTOPOB CBEPTHIBAHMA KPOBM AJ15 MOBbILLIEHNA X
YPOBHSA B KPOBU 1 NpefoTBpaLLeHA KPOBOTEUEHNIA, FemMaTonoru Korga-Hmbyab cmoryT
npuberatb K reHHON Tepanuu, YToobl 3aMeHUTb fedEeKTHBIV FeH ero 310POBO Konmei.
DTO O3HaYaeT, YTo OpraHn3m YenoBeKa OyeT CaMOCTOATENIbHO MPOU3BOANTL AOCTATOU-
HOe KonnuecTBo $hakTopa CBEPTbIBaHWA, MpefoTBpalLas KpoBOTeUeHMA U CoKpallas
noTpebHOCTb OpraHn3mMa B AOMONHNUTENIbHOM BBeieHUN paKkTopa. B HacToAwmin MOMeHT
KNNHNYECKMe UCMbITaHNA NPOXOAAT HECKOSIbKO NPENAPATOB Af1A reHHON Tepanuu, 1 No
KpaliHei Mmepe ofivH U3 HUX of0OpeH AnA NCMONb30BaHNA Y Ntofel ¢ remodunmein Ha
MOMEHT Ny6nuKaumm gaHHoro matepuana (2022 r.). ipyrue, Kak oxupaaetcs, 6yayT ofo-
6peHbl B 6nvxKariem byayLiem.

JlekapcTBo OT reModUMM MOKA HE HALLAK, HO MPY NPABUIIbHOM JIeYEHUN 04N C reMo-
bvnmen MOryT XUTb HOPMaNbHOW 300POBO XM3HbIO. Be3 COOTBETCTBYIOLWErO leYeHNs
NOSAM C TAXenon Gopmoii reMoGpuann TpYAHO PErynspHO XOLUTb B LKOMY UK
paboTaTb.

Ecnu Bam Ka)KeTcs, YTO Bbl, BO3MOXKHO, Hy>KAaeTecb B
neyeHvn, HaunHamTe neynTbcea! Ecnv Bbl nonaraete, YTo y Bac
HayanoCb KPOBOTEUEHNE, HO HE YBEPEHbI B 3TOM, BCE PAaBHO

‘ obpatutech 3a nomouybto. HAKOTA He »KpuTe, MOKa CycTaB
BOCMAJINTCA, OMYXHET 1 HauHeT 60/1eTb. He 6eCnoKonTeCh O TOM,
YTO Bbl MOXeTe 6e3 NPUUYNHBI «NOTPaTUTb» A03Y daKTopa.

Korga cnepyet npoBoauTb fieyeHne?

B HacTosLIee BpeMsa CTaHOAPTOM JieueHns 60MbHbIX C TSXenon dopmoin remodunmm
ABnseTca npodunaktuka. Npodunaktmka — 31o perynsapHoe BBeaeHne (BHyTPUBEHHO,
NOAKOXHO UM NHbIM 06pa3om) NpenapaTtoB $GaKTOPOB WM NPenapaToB, HE OTHOCS-
LUMXCA K 3aMeCTUTENbHON Tepanum GakTopoB CBEPTbIBAHUA, C LEMbIo NPefoTBpaLLeHNA
KpOBOTEYEHUA (OCOBEHHO YTPOXKAIOLLErO XWU3HU NN —
peuuamBMpYIOLLEro CyCTaBHOrO KPOBOTEUEHNSA) Y Nloaen
c remodunuen.

JleyeHune nNo HEOBXOLMMOCTM — 3TO BBeAeHUe daKTopa
TONBbKO NPW HaNMuUK CUbHOTO KPOBOTeUeHMs. K Takomy
BUAY NedyeHuns npuberatoT B clyyae:

® KpPOBOTEUEHMS B CYCTaB;

® KPOBOM3NNAHWNIA B MblLLLIbl, OCOGEHHO PYK WJIN HOT;

® TpaBM LUew, pTa, A3blKa, NMLUa Unv rnas;

® CUNbHBIX YAAPOB MO rofIoBe 1 FOIOBHON 60511 HeOObIY-
HOTro XapaKTepa;




® CUNIbHOIMO NN ANNTENbHOIO KPOBOTEYEHUA, HE3AaBUCUMO OT MeCTa;

® CUnNbHOI 60NN NN OTEKa, HE3ABUCMMO OT MeCTa;

® ntobbIX OTKpPbITbIX PaH, Tpe6ylou.w|x HanoxeHnA WBOB;

® i060ro HeCUACTHOTO cnyyasn, KOTOprIﬁ MOXET MoBJieYb 3a Coboi KpoBoTeyeHue.

Mepen onepaumamMu NauMeHTaM MOXeT ObITb Ha3HaYeHO JOMOSHUTENbHOE NIeYeHNe, B
TOM Ynce neyeHue 3y60oB Unu apyruie BUabl BMELIATeNIbCTB, KOTOPble MOTYT Bbi3BaTb
KpoBoTeueHne. bepemeHHbIM eHLHaM ¢ remodunvell peKoMeHayeTcA NpoBepATb
ypoBeHb dpakTopa VIl unu IX nepen pogamu, 4tobbl onpepenntb, Tpebyetca N nm
[OMNONHUTENbHOE NleYeHue.

Korga neueHune, BO3MOXHO, He noTpebyeTtca?

YacTo y peteli ¢ remodunueit noasnaioTca HebonbLune
CUHAKW, HO 0ObIYHO OHM HEoMacCHbI. TeM He MeHee CUHAKMN
B 0611aCTV rofIoBbl MOTYT MMETb CEPbe3Hble NOoCeACTBUA,
NO3TOMY B TaKOM CJly4ae CTOUT NPOKOHCYNbTMPOBATbCA

C MeACeCcTPO UV BPayoM.

He6onbluvie nopesbl 1 LapanuHbl 6yayT KPOBOTOUUTD
CTOJIbKO e BPEMEHMU, CKOJIbKO U 'y 06bIUHOTO YenioBeka. 4
O6bIYHO OHY HEOMACHDbI. CcapHbl Ha ronose
MOTYyT UMeTb 6onee
TAXenble

nocnencTtenA

bonee rny60K|/|e nopesbl 4acCTo, HO He BCerga, KpoBoTo4vaTt
Aonblle, yem 06bIYHO. KpOBOTe‘-IEHVIe B OOJSbLUMHCTBE cany-
4YaeB MOXHO OCTaHOBWTb, HajaBUB Ha NOpe3.

HocoBoe KpoBoTeueHne 06bIYHO MOXXHO OCTaHOBUTb, HaflaBIMBas Ha HOC (Haf HO3-
LPAMY) B TeUeHVe HeCKOMbKMX MUHYT. HaknoH Bnepes NOMOXeT KPOBM BblTeKaTb 13
HocCa, He Nonagan B ropno. Ecnv KpoBb MAET OUYeHb CUNbHO WIIN He OCTaHaB/IMBaeTCA,
HeobXxoAUMO HaunHaTb JieyeHue.




JTiopam ¢ remodpunmenn Ba>kHO MOMHUTb

C

nepyolyee.

PEKOMEHAYETCA

Cpasy e HaumHanTe neyeHne! bbicTpo
OCTaHaBJIMBaA KPOBOTEUEHME, Bbl
MOXeTe 13bexaTtb 6011 1 noBpexae-
HUIA CYCTaBOB, MbILLIL, 1 OPraHOB B AaJib-
Helwem. Kpome Toro, Bam notpebyetca
MeHblLLEe NeKapcTB, YTObbl OCTaHOBUTb
KpoBOTeYeHue.

PerynAapHo KOHCynbTUpynTech ¢ ieva-
LM BpPa4yoM WIN Me[CcecTPOo.
MepcoHan KNMHUKN remobunumn unu
nevyebHOro LieHTPa OKaXKeT BaM NMOMOLLb
1 NPOKOHCYNLTUPYET MO BOMpocam
3[0pOBbA.

Hocute npu cebe meanLIMHCKYIO
KHIVXKKY € MH$opMaLmeli o Balem 340-
poBbe. O6paTuBLLINCL BO BcemmpHyio
depepaunio reMopunnm, Bbl MOXKeTe
NosyunTb CrielmasnbHyo MegULIMHCKYIO
KapTy MmexzyHapogHoro obpasua. B
HeKOTOpbIX CTPaHax NpoAatoTcA Kap-
TOYKM 6051bHOTO, Ha3biBaeMble Medic-
Alert nnu Talisman, KoTopble HOCATCA Ha
Lee Unn 3anAacTbe.

MopanepxnBarite xopoluyio pusnyeckyio
$opmy. CUNbHBIN MbILWEYHBI KopceT
3aluLaeT ot Npobnem c cyctaBamm u
CMOHTaHHbIX KPOBOTEYEHUI (KpoBOTEUE-
HMA 6e3 ACHOW NPUYKHBI). YTOUHNUTE Y
Bpaya, KOTOpbIl SleumnT Bac oT remodunuu,
unun punsmnoTepanesTa, Kakve BMAbI CnopTa
N yNpaXHeHWA nyJlle BCero NoaxoaaT
ansA Bac.

Mo3a6oTbTech 0 cBouX 3y6ax. YTobbl
n3bexaTb Npobnem, cneayiTe coBeTam
cBoero ctomaTosnora. CromaTtonornyeckue
WHDBbEKLMM 1 onepaLym MoryT CnpoBoLy-
pOBaTb CUJIbHOE KPOBOTEUEHNE.

N3yunTe ocHOBbI OKa3aHUA nepBou
nomotyu. beicTpasa nomollb nomoraeT
CNpaBuUTbCA C KpoBOTeYeHneM. lMomHuTe,
YTO ManeHbKMe nopesbl, LapanuHbl 1
CUHAKM 0ObIYHO HEOMACHbI U He HYXfa-
loTCA B NleveHnmn. Yacto GbiBaeT focTa-
TOYHO OKa3aTb NepBYIO MOMOLLb.

HE PEKOMEHAYETCA

He npuHumaiite aueTuncanuumnoByio
KNcnoty (06bIYHO 3HAKOMYI0 HaM Kak
acnupwH). ALeTuncanuuuioBas KUCIoTa
MO>eT CMPOBOLMPOBaTh yCuIeHne Kpo-
BoTeueHuA. He nprHrmaiiTe nbynpodeH,
HamNpPOKCEH N NpenapaTbl AN pasmu-
KeHuWA KpoBu. [ipyrvie nekapctaa Takxe
MOTYT BNVATb Ha CBEPTHIBAEMOCTb
KpoBu. Bcerga yTouHaiTe y cBoero Bpaua,
Kakoe nekapcTBo 6e30mnacHo AnA Bac.

N36eraiiTe BHYyTPUMbILLEYHbIX UHbEK-
L. BHyTpyMbILWEYHbIE UHbEKLMMN
MOTYT CTaTb NMPUYNHON 6ONE3HEHHBIX
KpOBOTeYeHUN. TeM He MeHee NPUBUBKMN
HY>XHbl JIIOAAM C remodwunvein n 6e3o-
nacHbl AnA H1X. bonbWKHCTBO Apyrnx
NleKapCTB cegyeT faBatb nepopasnbHoO,
BHYTPUBEHHO W BBOAUTb B MOAKOX-
HYI0 KNeTyaTKy, a He B MbliLLILLY.

WcTouHuk: pykoBopctea WFH no neueHuto remodunuu, 3-e nsganue (2020 r.). bonee noapobHyto nHpop-
MaLo 0 remoduIMmn MOXHO NONYYNTb U3 PYKOBOACTBA Ha Beb-caliTe https://elearning.wfh.org/resource/
treatment-guidelines/.
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