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KIIACCHYECKAS TEMO®HNJIUSA (I'emopunus A)

Knaccuueckast remouinus - 370 reHETUYECKOE HapyILIeHHE, CBSI3aHHOE C MOJIOM MEPEAaroIIero 1
BBI3BIBAIOIIEE HEAOCTATOK aKTUBHOCTHU (akTopa cBepThiBaeMocTu KpoBu VIII. B nanHoil cembe
ypoBeHb (¢akropa VIII ogmHakoBBI Yy Bcex MYyXKUWH ¢ reModuiueid. Pazmugaror Tsokenyto,
CPEIHIOK0 U JICTKYI0 opMy TeMO(UINK B cOOTBeTCTBUU ¢ YpoBHeM ¢akropa VIII. TlamueHTs! ¢
TsDKENION (GopMoil MMEIOT okojo unu MeHee 1% (omna enunmma Qakrtopa VI Ha meuumutp
KpPOBH) aKTHUBHOCTHU (hakTopa. OHU CKIOHHBI K YaCTHIM KPOBOM3IHUSHUSM MPU HEOONBIIUX WU
HE3aMETHBIX TpaBMax, OCOOCHHO B CYCTaBbl M MYCKYyJbl. Y MAIMEHTOB CO CpemHel ¢GopMoi
remouiuu ypoBeHb ¢akropa VIII or 2 mo 4 en/mn, y HUX KPOBOTCUCHUS MPOUCXOIAT TPH
TpaBMax CpeaHel TsokecTH. Y Mojei ¢ erkoit popmoii remodwmmmnu ot 5 10 30 en/mn dakropa
VIII u kpoBOTEUEHUS MPOUCXOAT MPHU TAKEIBIX TPABMAX WM XUPYPTrUYECKOM BMEIIATENIbCTBE.
Cpennuii HopManbHbIN ypoBeHb (hakTopa VIII cocraBnser 100 en/mn. Hopma konebnercs ot 50

1o 180 exn/mi.

@aktop VIII npuHuMaer yyactue B akTHBHM3aluu ¢akTtopa X B TaKOW MOCIEIOBATEIbHOCTH,
KOTOpass MNpHUBOAMT K oOpa3oBaHuio (uOpuUHOBOro cryctka. Ero ¢yHkmus wusmepsiercs
akTUBHOCTHIO (pakTopa VIII, pe3ynpraToM KOTOpOil siBiisieTcs 0Opa3oBaHuEe MECT (PUOPHUHOBOIO
CTyIEHHUs] KpoBH. MOJIEKyITy MOKHO BBISIBUTH Kak aHTHreH kK ¢axropy VIII (VIII : Ar, nnoraa
€ro Ha3bIBAIOT aHTUT'eH-KoaryJsaHT K ¢aktopy VIII - VIII : CAr) ”MMyHOJIOIrMYECKUM aHAJIH30M
C UCITOJIb30BAaHUEM TOMOJIOTHYECKUX aHTHTeN (MHrOuTOpoB) K (hakTopy VIII. ['eneTnueckuit ko
¢akropa VIII pacnonoxxeH B ogHo u3 X-xpomocoMm. Mecro cunte3a ¢akropa VIII He
orpeneNneHo. Y ManueHToB ¢ reModunueii A He noctaer ¢akropa VIII u 0ObIYHO aHTHTEHOB K
daxTopy. Y HEKOTOpBIX NAallMEHTOB, OCOOEHHO Y Te€X, KTO CTpajaeT CpeAHed WM JIEerKon
dbopwmoii antureHoB K pakropy VIII moxkeTr ObITH O0JIbIIIE, YeM HOPMATEHO (YHKIIMOHUPYIOIIETO
dakTopa. DTO OOBACHSAETCS TEM, YTO AHTHIEHBI INPOU3BOASIT HEPYHKIMOHUPYIOMINE WU
YaCTUYHO (YHKIIMOHHMPYIOIIHE MOJEKYJbl, KOTOPbIE OIpPEAENIIOTCS JIOOBIMH aHTUTEIAMHU.

Takue MoJeKynbl Ha3bIBAIOT "mepekpecTHO pearupyromuid matepuan" (IIPM). Tepmun [1PM-



nonoxurenbHblii (CRM-positive) o6o3nauaer npucyrctBue (akropa VIII, koTopbie BBISBICH

UMMYHOJIOTHUECKUM, a He (PyHKIIMOHAIEHBIM TECTOM.

®axrtop VIII mupkynupyer coBmectHo ¢ (haktopoM Bumnebpanga (paxtop ¢B), koTopslit ero
crabmwmmsupyer. @Daktop ¢B ObBaeT MOBpeXACH WM €ro HE JOCTaeT Mpu Ooe3Hu
Bunne6panna (®BB). Ero naxomsT B rmuiazme, MerakapuolmTax, TPOMOOIIMTaX M KIJIETKax
snorenus. ®akrop ¢GB HeoOXoauM A HOPMAIBHOTO MPUKICHBAHHUA TPOMOOLUTOB K
HOBPEXJCHHBIM CTEHKaM COCYJOB M ISl COEIMHEHHS TPOMOOIMTOB Mexay coboi. O
NPOM3BOJIUTCS TOJA KOTPOJEM ayTOayTOCOMHbIX TreHoB. Ecim ¢dakrop onpeaensercs
UMMYHOJIOTHUECKUM TECTHPOBAHHUEM C HWCIOJIb30BAHUEM CIEIU(PHUECKUX AaHTUTEN, TO OH
U3BECTeH Kak aHTHreH K (akropy ¢B (mo 1984 rogma oH ObUT HM3BECTEH KaK AaHTUIEH,
oTtHocsauwmiicsa Kk gaxkropy VIII, u 3TOT TepMHUH YacTo MyTalu ¢ aHTUTeHOM K ¢aktopy VIII mnn

aHTUTEHOM-KoarysstHToM K ¢aktopy VIII).

TEHETUWYECKHWN MEXAHW3M INEPEJAYA 3ABOJIEBAHUSI

Knaccuueckas remodumus mnepenaercs monoBo X-xpomocoMoil. CBIHOBbS MY>KUUHBI C
reMouiIneil U 310pOBOM JKEHIIMHBI HE HACIEAYIOT U He NepeAaroT 3a00IeBaHue 0TLa, IOTOMY
YTO OHHU IOJYYarT OT HEro Y-xpoMocomy, a He X-xpoMmocomy. /lodepu B Takoil cembe Bce
OyayT HOCHUTENIMH TeMO(DMIMHM, TaK KaK OHM TMOJy4yaT OTILOBCKYI0 X-XpOMOCOMY C

HapyIieHHbIM reHoM (axTopa VIII.

Hocutens umeer n1Be X-XpoMOCOMBI, OJIHA U3 KOTOPBIX HECET HOpMalibHbIN TeH (pakTopa VIII, a
JpyTras - HapyUICHHBIA I'eH, KOTOPbIi BeAeT K pa3BuTHiO remodminu. Ecnu siineknerka ¢ X-
XpOMOCOMOM, Hecymied HapyiieHHblii TeH (aktopa VIII, Oyaer omiomoTBopeHa, TO MOXET
poauUTCA, KaK A04b-HOCUTEIb, TaK U J104b-HEHOCHUTENb, a TAKKE KaK CbIH ¢ FeMOpUIneH, Tak U
310poBbIi cbiH. Ecnu siineknerka ¢ X-XxpoMocoMoi, Hecymied 310poBelid reH ¢akropa VIII,
OyZeT OIUIOZIOTBOPEHA, TO POAMTCS 3M0POBBIA CHIH M JI0Yb-HEHOCHUTENb TreModuanu. Takum
00pa3oM, KEHIMHA-HOCUTENb MOXET C PaBHBIM YCIIEXOM pPOJUTHh ChlHA ¢ reModuiaueil u 0e3

HEC, a TAKXKEC JOYb-HOCUTECIIA 3a0071eBaHus U J04Yb-HCHOCHUTECIIA.

VYposenb ¢aktopa VIII y HOcuTenss MokeT OBITh CaMbIil pa3HBIM, W CaMbIil HHU3KHH, KaK y
MY>KYHH C TsDKeNol (GopMoil TeMOpHINK, TaK M CaMblii BBICOKHM, KaK y OOBIYHOTO YEJIOBEKa,
4YTO OO0BSICHSET runore3a JlalioHa OTHOCHUTENBHO MHAKTUBAIIMH X-XpPOMOCOMBI. B cooTBeTCcTBUU
C ATOM THUINOTE30M, HA pPAHHEH CTaJAWU PAa3BUTHS MOPYJbl y JKEHIIHUHBI, OJHA W3 JBYX X-
XpPOMOCOM B K@XKIOM SIIpe XaOTHYHO CTAaHOBHUTCS (PYHKIMOHAIBHOM, a OJHa MHAKTUBUPYETCS
(Ee Bugno kak Tenbiie bappa Ha kpato sigpa). C 3TOro MOMEHTa U Jjajiee BO BCEX COMATUYECKHX
JMOYEPHUX KIeTKax (YHKIMOHATBHOW OCTaeTcsl OJHAa W Ta XKe X-XpoMocoma. Tak Kak
WHAKTUBALUs X-XpOMOCOMBI XAa0THYHA, TO Y CPEIHECTaTUCTUYECKOW >KEHIIMHBI OTIIOBCKAs
XpOMOCOMa, BEpOSITHO, CTAHOBUTCS (PYHKIIMOHAJIbHOM B MOJOBMHE COMATUYECKUX KIIETOK, a
MaTEepUHCKass XpOMOCOMa - B JPYrou IIOJIOBHHE. Y HOCHUTENI OJHa X-XpOMOCOMa HECeT

HapymeHHbI red ¢akropa VIII, u ecnu sta X-xpomMocoma (yHKIMOHHPYET B IOJIOBHHE



COMATHYECKUX KIIETOK, TO 3TH KIETKH HE MOTYT HpPOHM3BOIUTH HOpMaibHBIN (akTop VIIIL.
AKTUBHOCTB ee (akTopa cBepThiBaeMocTH mia3mbl VIII nomkHa ObITH Ha NMOJOBUHY HUXKE, YeM

y OOBIYHOM KEHIIUHBI.

XaoTU4YHBIE IPOLECCHI, OJHAKO, IPUBOIAT K TOMY, YTO CIy4arOTCsl KpaWHOCTH. B pesymnbrare
TaKoOro BbIOOpa o7Ha X-XpOMOCOMa HAaUMHAET 3HAYUTENIbHO MpeodiafaTh HaJ Apyroi (KpaiHss
JlailoHn3anus), BEpOATHO, ciaydaiiHo. K ToMy ke KJIETKM MOpYJbl MOTYT JEJIUTHCSA C pa3sHOU
CKOpOCTBIO, BEPOSATHO, U3-3a Pa3HOM CTENEHHU KUHECOCOOHOCTH, YTO M BEeJIET K MPeodIIafaHuIo
oMHOM X-XpOMOCOMBI Hana Jpyroil. Ecmm xpomocoma c¢ HapymieHHbIM TeHoMm dakropa VIII
ocraeTcs (YHKIMOHAJIHHON B OOJBIIMHCTBE KJIETOK, TO YpPOBEHb akTUBHOCTH (hakropa VIII y
KEHIMHBI OyneT HU3KUM. Ecnu Bo MHOTHX KieTKax (QyHKIIMOHAJIBHOW CTaHET X-XpOMOCOMa C
HOpMabHBIM TeHOM (pakTopa VIII, TO y KeHIuHBl OyAeT HOMAalbHBIM YPOBEHb aKTUBHOCTHU
9TOro (hakropa. ITOT MPOLECC MOXKET MPUBECTU K TOMY, YTO MOXKET POAMTHCS KEHIUHA C
reMouIne, ¢ OTHOW CTOPOHBI, ¥ )KEHIIMHA-HOCUTEIh TeMO(MIHN C HOPMAJIHHBIM (PEHOTHIIOM,

C IpPYroM CTOPOHBI.

VY GonbmHCTBA HOcUTene ypoBeHb (hakropa VIII konebnercs mexay 30 u 70 en/mn, onHako
YPOBEHb 3TOro (akTopa HEOOXOJMMO ONpPENENsATh y BCEX JKEHIIUMH, KOTOPblE MOIYT OBITh
HOCHUTEIISIMU TeMO(WINH, YTOOBI BBISIBUTH TE€X, Y KOro ypoBeHb HIKe 30 ex/min. DTUX KEeHIIHH
CJIeZlyeT JEeYUTh TaK e, KaK U MYXUUH C TakuM e ypoBHeM (aktopa VIII, Tak kak y 3TuX

JKCHIIHUH MOTYT OBITH OOMIIBHEIE MCHCTpYalluu U KPOBOTCUYCHUS ITOCJIC POJOB.

WMuaktuBanusa X-XpoMOCOM HE BIMSET Ha OIUIOAOTBOPEHHBIEC SIMIIEKJIECTKH: TOJOBHHA M3 HHUX
MOTYT COJAEpXKaTb TOJIBKO OTLIOBCKHE X- XpPOMOCOMBI, & IIOJIOBHUHA - TOJBKO MAaTEPUHCKHE.
Takum oOpa3om, HOCHTENh C BBICOKUM ypoBHeM (akTopa VIII B mnmazme cBoeil kpoBH, Tak ke,
KaK U Ta, Y KOTOPOW HU3KUH yPOBEHB ATOr0 (haKTopa, C OMPEACIICHHONW BEPOSTHOCTHIO MOKET

POIUTH ChIHA C TeMODUITHEH.

BoisiBj1eHN e HOCUTEIS MO q)eHOTI/Il'ly

Onpenenenne aktuBHOCTH (aktopa VIII m BB : Ar MoxHO HMCMOIB30BaTh MJIsi MPOTHO3a
OTHOCUTEJIbHO HOCHUTEIbCTBA JIAHHOM IKEHILMHBI, HUMEIOUIe OOJbHBIX TreMopuiIveld 1Mo
matepuHckoi auHuu. YpoBHH VIII 1 ¢BbB : Ar y mo060#i KEeHIIMHBI TPUMEPHO OJUHAKOBBIM.
VYposens (BB : Ar y KeHIIMHBI-HOCUTENS - B HOPME, TaK KaK KOHTPOJIMPYETCSl TeHAMU ayTOCOM,
U B CBSI3U C TeM, 4TO Mpou3BoacTBO ¢daktopa VIII moxer ObITh HapymieHo, To ypoBeHb ¢GBb
Bcerqa Beime, deM ¢VIII. Ecmum ypoBens ¢akropa VIII y moTeHIHATIBHOTO HOCHUTEIS
OIPEAEIIEHHO HIXKE, YEM HOPMAJIbHBIM, TO TOJIBKO IO 3TOMY ITOKA3aTENI0 €€ MOKHO OTHECTH K
rpymnmne obnuratHeix Hocutenei. Ecnu ee ypoBeHs (pakTopa B mpenenax HOpMbL, a ee ¢Bb : Ar
BbIILIE, U pa3HUIAa 3HAYUTEIbHAS [0 CPABHEHHUIO C OOBIYHOW >KEHIIMHOM, TO UMEHHO MO 3TOMY

IMOKAa3aTCIIIO JXCHIIMHY MOKHO OTHCCTH K I'PYIIIC O0JIMTaTHBIX HOCUTEIICH.

B HEeKkoTOpBIX ceMbsiX JNIOaU ¢ reMo(uineil UMEI0T OYeHb BBICOKHI mokaszatens [IPM+ , uro

3HAYUT - y HUX BbICOKUH ypoBeHb (QVIII : AI'. ¥V HeKOTOpHIX M3 3TUX HOCHTEJIEH ypOBEHb



¢akropa VIII, nian ero akTHUBHOCTb, BBICOKHM, a y HEKOTOPBIX - HU3KUU. U y Tex, u y apyrux
HeoOxonumo mposeputh Hamuuue ¢GVIIL : Ar, u ecnu mocienHU BbIIe, Ye€M YpPOBEHb
aktuBHOCTH (pakropa VIII, yto Hambonee BEPOSTHO, TO 3TO MOXKET CTaTb OCHOBAHUEM [UIs

JUAarHOCTHUKH HOCHTCIIBCTBA B ,HaHHOfI CEMBC.

Ecnu HEBO3MOXHO TOYHO YCTAaHOBHTH HOCHTEIBCTBO, TOTJA BEPOSITHOCTh 3TOrO JIHATHO3a
BBIYUCIISICTCS Yepe3 aHaJIu3 ceMeiHoro npesa u yposHe#l ¢akropa VIII u ¢Bb : Ar. Bocems u3
JECSATH OOJIMTaTHBIX HOCUTENEH MOXHO BBISIBUTH, OllpenenuB ypoBeHb gaktopa VIII u ¢Bb : Ar,
a 'y ocTaJibHBIX 2 u3 10 00MMraTHBIX HOCUTENECH reMouanell YpoBHA U COOTHOIIIEHWE YPOBHEH
¢dakropa VIII u ¢Bb : Ar Oyner, kak y 11000# >KEHUIIMHBI 0€3 HapyILIEHUH KpOBETBOPEHUS.
Takum o00pa3oMm, Bcerja MOMKHO JIOKa3aTh, YTO MOTEHIHUAJbHBIA HOCUTENb SIBISETCS
o0NUraTHeIM, HO HEBO3MOXKHO Jl0Ka3aTh, 4YTO MOTeHUMaIbHbIH HocuTens HE sBasercs

00JIMTaTHBIM.

BoisiBjieHns1 HocHTEJIS 110 Ir¢HOTHITY

3a mocnegHWe TOAbI B HEKOTOPBIX KPYIHBIX JIa0OpaTOpPHUSX JUIS BBISBICHHS HOCHUTENs
reModuINU CTaJl BO3MOXKEH "TeHoMHbIN" aHanu3 uinu aHanmu3 JIHK, npu kotopom nccnemyercs
red ¢akrtopa VIII u TecHO cBsizaHHass ¢ HUM X-XpoMocoMa. B HEKOTOpBIX CeMbix Oblia
BBIABIICHA cnenuduyHas MmyTanus, KoTopas BeaeT Kk remopummnu A. CyliecTByeT OrpoMHOE
pa3zHooOpa3re MyTalui, BBI3BIBAIOIIUX TeMOMUiInio, oaHako, y 40% MmanueHToB OHa BbI3BaHA
"MHBEPCUBHON MyTanuen'", KOTOPYyI0 OTHOCHUTEIBHO JIETKO ompenenuTh. Eciam y uemoBeka ¢
reModuiIneil HHBepCUBHAsA MyTalus, To reH ¢gaxktopa VIII MOXHO MOCMOTPETh U Y KEHIIUHBI,
YTOOBI ONPEEIUTh HECET JIM OHA ATY MHBEPCHUBHYIO MYTAIMIO, 3HAYUT, ONPEACIUTh, SBISACTCS

OHa HOCHUTECIIEM FCMO(l)I/IJ'II/II/I HJIN HET.

I'eH, KoTOpBIN OmpenenseT HaIuYhue TeMOPHINA A MOXET OBITh OTCIIEKEH 4Yepe3 BBISBICHHE
BHYTpU T€HAa WU HENOCPEACTBEHHO COEOUHSIEMOM C HHUM XpOMOCOME MECTOIOJIOKEHUN
HOpPMAaJIbHBIX MapKepOB, T€X, KOTOPbIE HE OTHOCATCS K (pyHKIMU reHa. CrenuanbHble (pepMeHTHI
pacmersitor JIHK Ha ocoOpie HykieoTuasl. bepyrcst mpoObl, 4TOOBI H3MEPUTH JJTUHY
¢parmentoB JIHK mnocne pacmennenus. HekoTopele HyKI€OTHABI TNPUCYTCTBYIOT B
OTpe/ICIEHHBIX MECTaX BHYTPH T€HAa WU PSAOM C HHM, a HEKOTOpPHIE OTCYTCTBYIOT H3-3a
TeHEeTHUYECKH OOYCIIOBICHHBIX HOPMANIbHBIX ajuieieil. DTH MPOUCXOIUT HE 3aBHUCHUMO OT TOTO -
ecTh remounus unu HeT. Ecnu onpeneneHHbI HYKIEOTHI OTCYTCTBYET B JaHHOM MECTE, TO
cooTBeTcTBYOmMUN hepmeHT He Oyaer pacmermsite JJHK B aToM MecTe, Torma »ToT hparmMeHT
OCTAHETCS OTHOCUTENBHO JUIMHHBIM. ECIU HYKJICOTHJ NPUCYTCTBYET Ha KaKOM-TO MECTE, TO
Bokpyr storo Mecta JIHK Oymer pacmiemniena Ha Oonee kopoTkue ¢(parmentsl. Ecnu
OTpe/ieNIeHHbI HYKJICOTH] MPUCYTCTBYET B OMNPEJCIHHOM MECTE€ B OJHOM M3 JABYX >KEHCKHX
reHoB ¢akropa VIII, a B qpyrom 3toro HeT, To oHa "monmmMmopdHa'", T.e. rerepo3uroTHa. Jlis
BBISBJICHUSI JIMHUM TeMOQWINH B CEMbEe M TOTO, KTO €€ HECET, HCIONb3yeTCs METOJ

"monumopdusma orpanndeHHon AnuHbl pparmenta - RFLP (IIO1®D).



Ecnu B cembe MaTh U3 CEMbH C TeMO(HIINEH, CBIH ¢ TeMO(UINel U 10Yb, KOTOpasi XO4YeT 3HATh,
SIBIISICTCS JIU OHA HOCHTEJEM, TO UIL 3TOTO ONPEACISIOT, SBJISAETCS JU MaTh MOJUMOP(HOHN B
OTHOILIECHUU PACIIONIOKEHHSI CIIELU(PUUHBIX HYKICOTHIOB, UCHONb3Ys CHeHHaIbHbIe (EPMEHTHI.
Ecnu mate nonmumopgHa, TO BBICHSIOT, CYILECTBYIOT JIM COOTBETCTBYIOIINE MECTONOIOKEHHUS
HykineoTu0B B reHe ¢akropa VIII y cbiHa, 4TO sBIsIeTCS MapKepoM HapyIIEHHOro reHa. Y
JI0YepU MECTa PaCIIOIOKEHUSI HYKJICOTHUIOB B OJJHOM I'€HE JOJDKHBI OBITh TaKue ke, KaK y OTIa,
a B JpyrOM MOT'YT COBNAJaTh ¢ TEMH, UTO U y 4YeJIOBEKa ¢ reModuinel B ceMbe. ITO yKa3bIBaeT
Ha TO, YTO OHA HOCUTENb reMopuiuu. Eciau Bo BTOpPOM IeHe J0YepH MecTa pPacHoIOXKEeHUs
HYKJIEOTH/IOB COBIIQJIa€T C HOPMaJbHBIM I'€HOM MaTe€pH, TO ATO YKa3bIBAET HA TO, YTO OHA HE
ABIIsIETCS HocuTeneM 3aboneBanus. Ecnu mpu mepBoil mpoBepke ¢ MOMOIIBIO CIIEIHATBHBIX
(bepMeHTOB He olpenensercss MNOIMMOp(GU3M MaTepu, TO TECT IOBTOPSETCS C JPYrHMHU
(epMeHTaMu A7 ONpENeNeHHs] IPyTUX MECTOIOJOXKEHUH HykieoTunoB. Iloutn Bce ceMbu B
EBpone u CeBepHoil AMepuke MOTyT ObITh HPOTECTUPOBAHBI HA MOJUMOP(HU3M C BBICOKOU

CTCIICHBIO TOYHOCTH.

Ecnu, Hanpumep, cblH ¢ remoduineil ymep, a ecTh eIle OJUH ChIH 0e3 reMO(pHINH, U BBISBICH
noauMopdusM MaTepu, TO U1 OINpPENENEeHUs MECT PpacCHOJOKEHUS MapKepoB MOYKHO

ucnoabs3oBath JJHK 310poBoro ceixa.

Cnopaguveckas remopuius

Ecnu B cembe TOJIBKO OJIMH MYKunHA ¢ reModuuel ("'cropaguyeckuii” cirydaii), Toraa y 3Toro
YeJIOBEKa MOXKET BO3HUKHYTH PsiJi BOMPOCOB. SIBISETCS JIM €ro COCTOSIHME CJIEACTBHEM HOBOM
MyTallud B OIUIOJOTBOPEHHOM SIIEKIIeTKE, U3 KOTOpOro oH pasBmwica? Her nu y ero matepu
MYTallUi, T.€. HE HECET JIU OHAa MYyTAllMI0 B CBOMX COMATUYECKUX KJIETKaX, YHACJEeIOBAaHHBIX B
MpoIIecCe HOBOM MyTallMd B OIUIOJOTBOPEHHOM SMIIEKJIETKE OT €€ MAaTepu WIM U3 CIIEPMBI €
OTIla, UJIM B MPOLIECCE MYyTallMy, MPOU3OILIEAIIEH B MpeaKax CTapIiero MOKoJeHuaA? Y moutu
86% matepel, y KOTOPBIX CIOPaJUYeCKH POJUIINCH CHIHOBBS C TsDKeNoi remoduinei A Oblia
MyTanusd, Kak u'y 26% 6a0ymiek My>xuuH ¢ remoduiueit mo marepunckoit aunuu (Pediatrics, T.
39, ctp. 186, 1967). Pesynprar anammza [IO®D B cembe CO CHOpagHMuecKUM CIIy4aem
remopunuu A HE MOXKET ObITh OKOHYATENhbHBIM. MHOra MOXXHO MOAyMaTh, YTO JKCHIIUHA,
KOTOpasi MPOXOJUT TECTUPOBAHUE, HE HOCUTENb, TaK KaK y HEe HEe OMpelessieTcs Takas e
moaeinb [1OJID, kak u y poacTBeHHHKA ¢ TemModunneii. OgHaKo, OHa MOXKET, @ MOXKET B He OBITh
HOCHUTEJIEM, TaK KaK IIOKOJEHUE, B KOTOPOM IIPOM3O0MIET MyTalwus, Heu3BecTHO. HMHorma
JIOTIOJTHUTEIBHO TECT Ha ompenenenue aktuBHoctu ¢aktopa VIII u ¢pBb : Ar gokassiBaer, uro
JKEHIIMHA, MPOXOAMIas o0CleqoBaHHEe, SBISETCS OOMUTaTHBIM HOcHUTeNneM. Takum oOpa3om,
MOKHO PEKOMEHOBATh MPOBOJUTH BBIABICHUE HOCUTENSI TeMOQMINY, CoYeTasl aHallu3, KaKk Mo

(deHoTuIly, TaK U IO FTEHOTHUITY.

s onpeneneHust MyTaluy, He0OXoIuMa KPOBb JKEHIIMHBI U €€ POJCTBEHHUKA C TeMO(HINEH.
Jns nposenenus ananuza [10P o6b14HO HEOOXOMMA KPOBb POJCTBEHHHUKA C reMopuiInelt u

poauTenelr oOcieayeMol OKEHIIMHBL. Eciu B JaHHOM peruoHe HEBO3MOXKHO IPOBECTH



TCHOMHBIM aHaimu3, o0pa3ibl KPOBH WICHOB CEMbU C TeMO(HUINCH MOXKHO IOMECTHTH B

CIICIUAJIbHOC XPAaHUIAIIIC.

HpeHaTaJ'II:HaH AHArHOCTHUKA

Jlig mpeHaTanbHON TUArHOCTHKU MOXKHO HCIIOJIb30BaTh OnorncHio BopcuHok xopruoHa (bBX) na
BOCBMOI1 Hezlesne 6epeMEeHHOCTH WM aHaJIU3 KIETOK OKOJIOTUIOHOW JKUAKOCTH, KOTOPYIO OepyT
HECKOJIBKO MO3Ke. DTU TeCThl MpoBoaAT, ecinu aHanu3 JJHK Ha mytanuto mnu Ha monumopdusm
MaTepu TMOKa3aj, YTO OHAa HOCHUTENb TreMopuinu. AOJOMUHAIBHBIA 3a00p aMHHOTUYECKOU
YKUJKOCTH TIPEATIOYTUTENBHO CIENaTh, €CIU Y JKeHIMHbI-HOCcUTENs ypoBeHb (akTopa VIII Hike
30 ex/mn, Tak Kak 3TO BBI3BIBAET MeHbIIE KpoBoTeueHus, yeM npu bBX. JIHK knetok mimona
UCIIONIB3YEeTC JUIsl ONpENENICHUsT €ro IMoJia, a TakXke [UIsl HCCIEAOBaHUS Ha HaJludue

paspyLaronieil MyTaluu Jiu AJs BbISIBICHUS OJIUMOpdu3ma.

Ecnu Bo3MoxHoctn mina ananusza JIHK He cymiectByeT, wiau, Hampumep, HE ONPEAECIEHO
HOCUTENBCTBO JKCHIIUHBI, TO oOOpa3el KpOBM IUIOJAa MOXHO B3sATh Ha 18-20 Henene
OepeMeHHOCTU. DTH TMPOLEAYypbl MOTYT BBIMOJIHATH TOJBKO OYEHb KBANU(UIIMPOBAHHBIE U
ONBITHBIE AKYIIEPhl, MO3TOMY JKCHIIUHE-HOCUTEII0 TpPHUAETCA IMpoexaTh B OJIUH U3
CIECLMATM3UPOBAHHBIX I[EHTPOB. EcauM KpoBb II0Aa CMELIMBAIOT C AHTUKOATYJUPYIOIIUM
IUTPATOM, TO MOXXHO TPOBECTH aHANIMU3 akTUBHOCTH ero gaxrtopa VIII. Ecnu kpoBp 1ioxa
CMElIaHa C aMHUOTHYECKOM KUAKOCTBIO, TO MOkHO onpenaenuts OVIII : Ar. 1ot ananus He
HMEET CMBICIIa, €CIIM CEMbs C TOJOXHTSIBbHBEIM ITokazareiaeM CRM, T.e. 4jeHBI CEeMBbU C

reModuiInell yxe nokasaau HaJauuue antureHa K ¢gaxropy VIIIL

[IpenMnjaHTANIMOHHAS TUATHOCTHKA

Ecnu 3agatue mpow3BOAWTCS Yepe3 OIUIOJOTBOPEHHE B MPOOHMpPKE, TO Ui JUATHOCTUKH 0e3
Kakoro-au0bo Bpeaa s II0/Ia MOKHO BBIJCIIUTH OJIHY KIIETKY M3 Ka)JI0TO BOCHBMHKJIETOYHOTO
AMOpHOHA, YTOOBI OMIPENIEIHUTD MO IJI0/Ia U MAapKEPhl TeHa. A B MaTKy MOKHO 3aT€M MTOMECTUTH

HEHapyIIEHHbIH BMEIIaTeIbCTBOM 3MOPHOH.

IF'EMO®UNJIUA B (boae3ns Kpucrmaca)

'emodunus B - HacneACcTBEHHOE T€HETHYECKOE HapyIICHHE, CBS3aHHOE C TMOJIOM YeloBeKa U
BeIyliee K HEIOCTATOYHOCTH CBEPTHIBAIONICH akTUBHOCTH (aktopa [X. YV pasHeix monei
BBISIBIISICTCS TSDKETas, CpedHsst W Jerkas ¢opma remopwmmu. KiuHHueckue MposBICHUS
remMopmwinu B mOX0XH Ha Te, KOTOpBIE JAEMOHCTPUPYET MalMEHT ¢ remodmineil A, oaHaKo,

HaCTOTHOCTb FCMO(I)I/IJ'II/II/I Bs YCTBIPC pa3a MCHBIIIC.

Tepmun remodunust B+ ncnonb3yercss Ui ONMCaHUS TE€HETHUECKOrO0 BapuaHTa, IPU KOTOPOM
monekyibsl paktopa IX (amturen k ¢dakropy IX, IX : Ar) moryt OBITh ONpeAETCHBI 4epes

UMMYHOJIOTHUECKUI TECT ¢ HCHoib3oBaHMeM aHTuTena (akropa IX kpomuka (CRM-



MOJIOKUTENBbHBIN). TepmuH remodwnusi B+M omuceiBaeT BapwaHT, MPU KOTOPOM MOJICKYIIBI
¢daxTopa IX He TOJIBKO MPHUCYTCTBYIOT, HO M YBEIMYMBAIOT MPOTPOMOWHOBBIN HHIEKC, €CIU
UCTIONB3yeTCsl ObIUMil TpOMOOIIAcTHH, a He Kponuka. TepmuH remodunus B- (B munyc)
OTHOCUTCSI K BapHaHTy, IIPU KOTOPOM HE OOHApy’>K€H MEPEKPECTHO pearupyrouuid MaTepual
(CRM) - nBe tpern manueHToB c remodpwmimmeii B CRM- orpumartensHbie. Y HEKOTOPBIX
NaIMEHTOB ¢ JIeTKoW ¢opmoii reModunun B paBHble mokaszarenu akTUBHOCTH (akropa IX u
AQHTUIEHA, €CJIM MPEANOJIOKUTh IIOHW)KEHHOE IIPOM3BOACTBO 3I0POBOM MOJEKYJBI, a Yy
HEKOTOPBIX YPOBEHb AKTUBHOCTH (akTopa IX HMKe, 4eM aHTHUIEHOB, €CJIU IPEANOJI0KHUThH
HaJIM4KMe TPOM3BOJCTBA AUCHYHKIMOHAIBHBIX MoJiekyl. ['emodwmmms B Jlsiinena Bcrpeuaercs
OYCHb PEJIKO, IPH 3TOM Yy MaIMeHTa ypoBeHb ¢akTopa [X y manueHTa 3HaYUTEIHHO MOBBIIIACTCS

B IyOepTaTHBIN NEepUoI.

VY Hocureneit reMmodunun B ypoBens dakropa [X oTimuaercs B MIMPOKUX TpeiAesiax, Kak v y
HOocHTeel TeMopwimu A. BeposTHOCTh HOCUTENBCTBA JAHHOW JKEHIIMHBI MOXET OBITh
OTpesielieHa Yepe3 aHallu3 CeMEWHOro JApeBa, ypOBHS aKTUBHOCTH (pakropa IX, a B cembsx c
remounueii B+ - yepe3 cpaBHuTenbHBIM aHanmu3 IX : AT U ypoBHA aKTUBHOCTH CaMOroO
daxTopa. ITpu remopunun B myTanus rena MokeT ObITh YyCTaHOBJIEHA ITOYTH y BCEX MALIUEHTOB.
BrisiBnenne HocuTens W NpeHaTalbHas JUArHOCTHKA MOTYT ObITh NMPOBEACHBI, €CIM MOXHO
B34Th 00pa3el] KpOBH POJICTBEHHUKA ¢ reModmineil. Ecian 3To He BO3MOXHO, TO PEKOMEHTyeTCs
aHaJu3 Ha MoJMMOpP(U3M B 3aBUCUMOCTH OT TOTO, KaK IOCTPOEHO cemeiHoe apeBo. Eciu He
BO3MOKHO IIPOBECTH T€HOMHBIN aHAJIN3, TO BEPOATHO, CIEAYyeT IPOTECTUPOBATh KPOBb IUIO/A HA
ypOBeHb akTUBHOCTH (akTopa IX, a ecnu poactBeHHuk ¢ remodunueii CRM-oTpunarenabHblii,
To Ha Hajmnuue [X : Ar. B HOpMme miog uMeeT odeHb HU3KUU ypoBeHb (aktopa IX Ha 18-20
HeJele pa3BUTHS, HO BBICOKOKBATU(HUIMPOBAHHAS JIA0OPATOPUS MOXKET OTJIMYHUTH 3TO OT

ypoBHs (akropa [X y ioga ¢ remodunueii B Tspkenoit hopMer.

bouae3nb Bunneopanna (bB)

[Ipu BB BBIABISIIOTCS KOJMUYECTBEHHBIC WJIM Ka4eCTBEHHBbIC HapyiieHus ¢akropa BumeOpanna.
VYposens ¢paktopa VIII B 1utazmMe MOKET ObITh YMEHBIIIEH KaK BTOPUYHBIN MMOKa3aTelb, TaK KaK
¢B tpancnoprupyet ¢akrop VIII. CoBpemennas nuarnoctuka ¢B 10 cux mop He nopaboTaHa.
HawnnyuymmM cuuTaeTcst TECT Ha OMpEeeIeHne COMyTCTBYIOMMX (PaKTOPOB C PUCTOLIETUHOM, B
MOMOIIbI0 KOTOPOTO OMpEENseTcs CKIEHBAHWE PUCTOLETUHOM HOPMAJIbHBIX TPOMOOIIMTOB,
yAEpKABIIKMXCS B IUIa3M€ MalKeHTa. Bpems KpoBOTE€UEHHsS] TOXKE OYEHb NPUOIUZUTEIBHO
oTpaxkaeT kadectBo (pyHkimu ¢B. Cnenuduynbie aHTHTENa UCIONB3YIOTCS UL ONpPEACICHUS
Monekyibl-auTurensl Kk GB. Cocrapnstomme ¢B :Ar - monekynsl Becom okoso 200 000 -
dbopMupyroT MmyabTUMEpHL. Uem OoJbllie MyJIbTUMEp, TEM Jydllle OH (pyHKUHOHUpYET. Pazmep u
CTPYKTYPY MyJIbTUMEpPAa MOXKHO OTPEACIHUTH SJEKTPOPOPE30M IUIa3Mbl B TeJE€ arapo3bl WA
akpunamuia. Jlamee MCHIONB3YIOTCS paJMOMApKUPOBAHHBIE AHTUTENA, YTOOBl MOJIYYHTh

aBTopaauorpagdsl. MyiabTUMEpbl MOXKHO ONPEAEIATh C HIOMOIIBIO APYTHX MapKepOB.



Bapuantel BB

BrisiBnensl cnepyrommue reHeruueckue BapuanTsl BB, Tunm 1 u 2 HaciaeayroTcs 1o
ayTOCOMAaJIbHOMY JOMHUHAHTHOMY WJIM JBOWMHOMY T€T€pO3UTOTHOMY MPHU3HAKY, B IOCIEIHEM
ClIy4yae YBEJIMYMBACTCS KOJWYECTBO (PEHOTHITMYHBIX BAPUAHTOB y JAHHOTO COOOIIECTBA JIFOJICH.
B cootBercTBUU ¢ odumnmanbHeIM omnpeneneHueM. Tum 1 - 3TO TOJBKO KOJIHYECTBEHHOE
HapyIICeHHEe, U BO MHOTHX CIIy4asxX B IUIa3Me OOHAPYKHBAIOTCS MYJIbTUMEPHI BCEX Pa3MEPOB , HO
B YMEHBIIEHHOM KoyinyecTBe. (OJIHaKO, HEKOTOPBIE YUEHbIE CUHMTAIOT, 4YTO MNpu Tume |

IMPOUCXOOAT U KAUCCTBCHHBIC HAPYIICHUA.

Tun 2, kak mpennonaraercs CHelnuaIucTaMu, TeTEPOreHHOE, HO KaueCTBEHHOE HapyIleHUE
MOJIEKYJIBI. Y OOJIBITMHCTBA MAIIEHTOB HEAOCTAET KPYIIHBIX MyJIbTUMEPOB B miazme. [Tpu Tume
2A MynbTUMEpPHI OTCYTCTBYIOT U B IUIa3Me, U B TPOMOOIIMTAX, & TaK e OTCYTCTBYIOT KakKue-
anbo CpeacTBa, KOTOPbIE MOTJIM ObI UX BOCCTAHOBHTH: BEPOSITHO, CYIIECTBYET HApyILIEHUE B
nporecce GopMUpOBaHUS MYIbTUMEPOB. [Ipu Ture 2B kpynHBIE MyJIBTUMEPHI IPUCYTCTBYIOT B
B TpoMOOIMTAaX M KJIETKaxX 3HIOTeNnus. Eciu KpynHble MyJIbTUMEDPHI BBOJSATCS B IUIa3My, Kak,
HampuUMep, ¢ 1030 JecMompeccuHa (CM. HUXKE), TO OHH OBICTPO BBIBOASTCS, TaK KaK y HHUX
MOBBIIICCHHAS] CBSI3b C TJIMKOMPOTECHHOM TPOMOOIMTOBBIX perentopoB. [Ipu Tume 2N pesko
BBIp@XCHA CHIDKEHHAs CIOCOOHOCTH K coemuHeHHI0 (B ¢ dakropom VIII. DTOT THII MOXHO

CIyTaTh C KIIAaCCHYECKOM remo¢uinel, Tak kak ypoBeHb (akropa VIII nuskuii, a ¢B B HOpMe.

Tun 3 - 310 TsDKenas ¢opma BB, koTOpas mepemaercss Mo TOMO3ZUTOTHOMY WM JIBOMHOMY
reTepO3UrOTHOMY ayTOCOMAJIbHOMY IPU3HAKy, OOBIYHO 4epe3 IeHbl, KOTOPbIE HE BbHI3bIBAIOT
HapyIIEeHUH B OJJUHOYHBIX F€TEPO3UTOTaX, T.€. poauTesei u nereil. Yposuu ¢akropa VIII, ¢B :

Aru COIIYTCTBYIOLICTO (I)aKTopa PpUCTOLCTHHA OUCHb HU3KHUC.

[TceBno6omne3np BumneOpanaa wim TpoMOOIIMTOBEIN THI O60J1e3HM BuieOpanaa moxoska Ha Turm
2B. OpHako, HapylIeHHE MPOUCXOIUT B TPOMOOIUTAX, Y KOTOPHIX TOBBIIICHHBIH aBUAUTET C

KPYIIHBIMU MyJbTUMEpaMu ¢B.

JlabopaTopHasi iMarHocTuKa

PexoMeHyeTcss IpOBOIUTE OINpPEAICIICHUEe COMYTCTBYIONIETO (pakTopa pUCTOLETHHA, AaHTUTCHA K
dakropy B, arperaruro TpoOMOOIIMTOB C UCIIOJIL30BAHUEM PUCTOICTHHA, aHanu3 ¢dakropa VIII

U BpeMs KpoBoTedeHus Ivy.

[Ipu nmarsoctuke nerko u cpemanet dopmbl Tuma 1 wim 2A ®Bb anamms arperanuun
TPOMOOIIUTOB C PHCTOLIETHUHOM MEHEE II0Ka3aTeJIeH, YeM OIPEACICHHUE COIMYTCTBYIOIIETO
dakTopa pucronernHa. Arperanus yaile BCEro omnpenesnsercs npu auarHoctuke Tuma 2B u
ncBeBo0osie3Hn GB, 4T0OBl OTIMUYUTE X OT APYrux BapuaHToB. [Ipu onpeneneHuu arperanuu
TPOMOOILIMTOB B CHELUAIBHOM ammapare A00aBISIOTCS Pa3iInyHble KOHIIEHTPAMH PUCTOLETHHA
B IUla3My T[alWeHTa. 370poBas Iwia3Ma OoraTas TpPOMOOIMTaMH OOBIYHO  XOPOIIO
arrmIIOTUHUPYET MPU KOHIEHTpauuu puctouerusa 1,2 -1,5 mr/mi, a ve npu no3e 0,2 - 0,5 mr/mo.

[Tpu Tune 1 u 2A ®Bb armmotunanus npu 1,2 - 1,5 mr/min puctouetuHa 6siBaeT ot cinaboil 10



HOpMaJIbHOH, ogHako npu Ture 2B u nceBnobone3nn ¢B aryumoTuHAIMs TPOUCXOIUT JaKe IPU
HU3KOM no3e pucrouernHa. Otnuunth Tun 2B or mceBno3abosieBaHUS MOKHO TOJBKO MpPHU

IIOMOIIIX OYCHB CHGHH&HHSI/IpOBaHHOﬁ JUAardHOCTHKH.

[IpencraBisier UHTEpEC aHAIW3 MYJIbTHMEPOB, OJHAKO arperauus TPOMOOLIMTOB MOXKET OBITh
MpoBeIeHa OBICTPO, YTO B KIMHUYECKUX YCIOBUSX OYEHb BaXKHO, TaK KaK BBIABIISIIOTCS TE

BapUaHTHI, IPH KOTOPBIX MOKET OBITh MPOTUBOIOKA3aH AECMOIIPECCHH.

[Toutn y kaxkgoro nmanueHTa ¢ Tunom 1 unu 2 mpu MOCTaHOBKE TMArHO3a MOXKET OBITH BBISIBICHO
MHOXECTBO BapHMaHTOB, a HMHOTJA JaXK€ y OJHOIO 4YEJIOBEKa pPE3ylbTaTbl TECTOB MOTYT
ornnyathesd. [1o 3TOW mMpUYMHE TUArHOCTHKA OCIOXKHSAETCS, €CIM Yy MalMeHTa Jierkas ¢gopma
3aboneBanus. Hanbonee TOUHBIMU pe3yIbTaThl MOTYYAIOTCS MIPU OMPEAETICHUN COMYTCTBYIOIIUX
(bakTOpOB PUCTOLIETHHA, @ HAUMEHEE TOUYHBIMU TIPU OMpPE/IeICHUH BpeMeHU KpoBoTeueHus. [Ipu
Tune 2 yposensb dakropa VIII um antureHoB k ¢aktopy ¢B MoxeT ObITH OOJbINE, YeM
comyTcTByromero (akropa puctoneruHa. [[uarHoctwka Jerkoit ¢gopmer ®BB wacto nwmb
npUOIN3UTENbHASL, OCHOBBIBACTCS HAa WUCTOPHUH IMAlMEHTAa M CPAaBHUTEILHOM aHAIU3€ KpailHMX
MOKa3aHUH MEPEYNCIICHHBIX BBIIIE TECTOB, a TAK)KE HA aHaJM3€ OCOOBIX CIy4yaeB, CBSA3AHHBIX C
YIEHaMU CeMbH, U TUArHOCTHKE MX KpoBU. CpaBHUBAsI 1abOpaTOPHBIE Pe3yIbTaThl HEOOXOAMMO
UMETh BBUAY TPYINIy KPOBM NAIMEHTa, TaK KaKk B HOpME Y HalueHTa ¢ rpymmnoil kposu 0
CpeIHMI ypOBEHb M HIDKHHUM moKaszarenb HOpMbI ¢daktopoB VIII u B Huke, yem y mroaei ¢

JIpYTOU IPynInon KpoBH.

Cumnromsl BB

[Ipu BB wyacto u moaro ObIBalOT KPOBOTEUEHHUS M3 HOCA, a TaK)Ke OUYEHb WHTCHCHBHBIC
KPOBOTEUCHHS TIPU HEOOJBIIUX PaHKaX BO PTy wWid Ha Koxke. Ilpu Tsmokenon popme Tuma 3
MOTYT OBITh KPOBOM3JIHUSHUS B CYCTaBbI M MBIIIIIBI, KaK U MpH reModuinn. Y KeHIwH ¢ Tunom
1 wmm 2 BB moryr ObITh OOMIBHBIE MATOYHBIC KpPOBOTEUEHHS] NPU CaMOIPOU3BOJIBHBIX
BBIKUBIIIAX, @ UHOTAA U BO BpeMsi poJoB. Y eHIIuH ¢ Tunom 3 BB 00b14HO ObIBaeT Tskenas

MEHOppAarusi U paHHss TUCTEPIKTOMHUS.

Hepumur paxropa XI

Hedunut ¢dakropa XI mepenaercss ayTOCOMHBIM TE€HOM U MPEXKAE BCEr0 BCTPEYACTCA Y
HACJICTHUKOB €BPOTECHCKUX €BpeeB. Y TETEPO3UTOTOB HEIOCTATOUYHOCTH MPOSBISIETCS B Claboi
dopme (25-50 en/mm), uTO MPOSIBISIETCS CIA00 MM COBCEM HE MPOSIBISICTCS KIMHHYECKU. Y
TOMO3UT'OTOB HJIN I[BOP'IHBIX reTepo3nuroToB HpOGHGMBI C KpPOBOTCYCHHUECM HCCKOJIBKO MCHBIIC,

YeM y MalUeHToB ¢ reModuiueil A win B, y KOTOpbIX YpOBeHb (pakTOpa aHATOTUYHBIH.

Jepuuur 1pyrux (pakropoB cBepTbIBAHUS KPOBU



HacnenctBenusiii neunut apyrux (akTOpOB CBEPTHIBAEMOCTH KPOBH BCTPEUACTCS PEIKO H
OOBIYHO TEpeaeTcs ayTOCOMHBIM TE€HOM. Y TeTepPO3UIOT KIMHHYECKUE MPOSBICHUS 3TOTO
HeJIocTaTKa MO0 criadble, TMOO HE3aMETHBIE, Y TOMO3UTOT €CTh MPOOJIEMBI ¢ KPOBOTCUCHHEM.
Jlromu, y xotopeix HemoctaeT ¢akropa XII (dakropa Xeiirena), dakropa dneruepa win
durIypKepatbaa, 00BIYHO Y3HAIOT 00 3TOM CIYYaiHO MO MOKa3aTesio MPOJJICHHOTO YaCTHYHO
TPOMOOIIJIACTUHOBOTO BPEMEHM; KPOBOTEUCHHE y TaKUX NAlMEHTOB OOBIYHO HE OOMIBbHOE.
OOusbHBIE KPOBOTEUCHHS OTMEUAIOTCS y MALUEHTOB € TXKEJION (OpMOI HEAOCTATOUHOCTH MU

CTPYKTYPHBIX HapyiieHu pudbpruHorena, nporpomouna, ¢pakropos V, VII, X wmm XIII.

MHuoronpoguiabHasi NOMOIIb NPU reMoGuInu

Bo MHOrux KpymHbIX ropojax CyLIECTBYIOT LEHTpPbl JUIsl OKa3aHUS IOMOILIU JIIOJSIM C
HACJIC/ICTBEHHBIMI HAPYIICHUSIMH CBEPTHIBAEMOCTH KpOBU. OCIOXKHEHUS NpU TreMO(UINU
(Hampumep, apTpuT) U ux JsedeHue (Hampumep, BUY-undexkumn wnm rematuta) TpeOyroT
KOOpJIMHAIIMK CIIEHUMAIMCTOB B pa3HbIX oOnactsax. llepcoHanm ImeHTpa MOXET BKIIIOYATh
TEpaneBTOB, TE€MAaTOJOrOB, XHUPYpProB-OpTONENOB, (uU3MOTEepaneBTOB, 3yOHBIX Bpaueil,

conuaJIbHBIX pa6OTHI/IKOB, ICHUXO0JIOTOB, TCHETUKOB-KOHCYJIbTAHTOB U T.II.

HeoOxonumel amOynaTtopusi, CTallMOHap W KOaryJsLMOHHAas J1abopaTopusi ISl SKCIEPTHU3BI.
Lentpsl MHOrONpo(MIBHON MOMOLIM NMPH TeMO(WIMKA OKa3bIBAIOT IMOMOIIb MAI[MEHTaM C
reMopwineli, KUBYIIMX B Mpenenax yIoOHOW Ais HUX JOCATaeMOCTH, U KOHCYJIBTHUPYIOT
NAallMEHTOB, MPOXKMUBAIOLIMX B 0Oojee OTHalEeHHBIX paioHax. WHpopmanuio o JedyeHun
reMoQWINU M CIUCOK LIEHTPOB MOXKHO MONyuuTh B HarmumonansHoMm (oHzme reMopuiauu U BO

Bcemupnoii penepannu remodunuu.

OO0umue NPpUHIUIBI JIeYeHUS

Bo BpeMst ecTeCTBEeHHBIX POZOB peOEHOK C TeMO(UIINEH PeAKO MOMyYaeT TPaBMbl BBI3bIBAIOIINE
KPOBOTEUYEHHMSI, €CIM KPOBOTEUEHHME CIIydaeTcs, TO 3To uamie Bcero B oOmactu [IHC wiu B
MO/IAMIOHEBPOTHYECKON oOmactu. IlpuMmeHeHne Bakyyma TMpoTHBOINOKa3aHo. Eciam 1ion
OOJBIIION W POABI 3aTPYIHEHBI, TO HEOOXOIMMO PacCMOTPETh BO3MOXKHOCTh KecapeBa ceueHws.
HoBopoxkieHHble, Y KOTOPBIX MOXET OBbITh TeMO(QMINs, HE CIeAyeT MOoAepraTth 00pe3aHuio 110
TeX TOp, MOKa He OyAeT UCKIIIOUEH 3TOT TUArHo3. YKOJbI B MATOYKY AJIs 3a00pa KPOBU TOJIKHBI
OBITh OYEHb HEOOJNIBIIMMHU, W TIOCIIE HUX CIEAyeT OOeCreuuTh Ha MECTO YKOJIa JaBJICHHE B
TEUEHUE HEeCKOJMbKNX MUHYT. He creayet OpaTh KpoBb U3 SIpEMHOM Wil OeIpeHHOM BEeHBI. 3a00p
KPOBM U3 IOBEPXHOCTHOM BEHbI HAa pyKax WJIM Horax Oe3omaceH, eciu Janee o0ecledyHThb
JIABJICHUE HAa HECKOJIbKO MUHYT. MOXHO JeNaTh BHYTPUMBIIICUHbIC WHBCKIIMU JUIS TIPUBUBOK.
PexomeHyeTcst K TOMy JK€ C/eiaTh MPHUBHUBKH NMPOTUB Temathuta A W B, 4T0OBI MCKITIOYHTH

3apa)X€HHe STUMU BUPyCaMH BO BpeMs MEpeIrBaHUM penapaToB B OyAyIIEM.

Ponutenssim  pebenka ¢ remopuiamelr  TpeOYIOTCS  MOCTOSHHBIE  KOHCYJbTAllMM IO

MHOT'OYHCJICHHBIM BOIIpOCaM, yTOOBI OHM MOTJIHU CIIpaBUTBHCA CO CBOUM COCTOSHHEC ITOCJIC TOTO,



KaK Y3HAIOT JIUarHo3, MOJIyYUTh KaK MOXKHO OoJiblie HMHPOPMAIUK O OOJIE3HU U CIUIAHUPOBATH
yxon 3a peOeHKkoM. JloMa OHHM MOTYT MPUHSATH HEKOTOPBIE MEPHI MPEAOCTOPOKHOCTH IS
co3maHusi Oosiee O€30MACHON Cpeibl, HANpPUMEpP, MOCTEIUTh KOBPHI HA TOJBI C TBEPIBIM
MOKPBITHEM. B 0J1e)K]Ty MOKHO BIIUTH IMOOOJIBIIE CIIOEB CMSTYAIOIICH TKAHU HAa YPOBHE JIOKTEH
U KOJICHEH, 4TOOBl CMsr4aTh yJapbl BO BpEeMs IMAJCHUN W CTOJIKHOBCHHHA C TPEAMETAMHU.
Heo0xonuMo mpenoTBpamaTh THIIEPONEKY, YTOOBI MOJAEPKUBATh y peOeHKa HOPMaJbHBIN
SMOILIMOHAIBHBIA U COIMATIBHBIN pocT. MaiburkaM ¢ reMouiIrell Hy)KHO MrpaTh C APYTUMH
netbMu. MM HeoOXoauMmbl 0I0OpEeHHEe M BHHMAaHHE CO CTOPOHBI OOOWX POJUTENCH, YTOOBI

pa3BUBaTh FTAPMOHUYHYIO CAMOOLIEHKY .

Crenyer moompsTh pa3yMHYI0 (U3NYECKYIO0 Harpy3Ky, TaKk Kak pa3BUTBIC MBIl 3aIIUIIAI0T
cycraBbl. [IpaBHIBHO TOMOOpAHHBIC YNPAKHEHHS YCWIMBAIOT MBIIIBI W 00CCIICYHBAIOT
HOpMaJbHOE JBM)KCHHE CYCTaBOB, HO HE OKAa3bIBAIOT YPE3MEPHOIO JABJICHUS Ha HHX.
PexoMeHayeTcs maBaHue M KaTaHUE HA BEJIOCUIIC/C, HE CIeIyeT OeraTh TPYCIOH U 3aHUMAThCS
KOHTAKTHBIMHW BHUJAaMU cnopTa. ECJII/I MaJIbUYUK HACTAMBACT HaA 3aHITUAX CHOpTOM C pI/ICKOM
(U3UYECKOTO TPAaBMHUPOBAHUS, TO €My ITO TPO3HUT B MEHbIIECH CTENEHH, €CIIM Yy HEro XOpoIas
obmas ¢uznyeckass MOATOTOBKA, OH COOJIOAaeT Mephl O€30MacHOCTH W HOCHUT 3alllUTHHIC
npucrnocodnerns. C IeTcTBa HEOOXOJAMMO CIICIOBATh MPOTPAMME €KEITHEBHBIX (DH3UUECCKIX

ynpa)KHeHI/Iﬁ H TOOLIPATH 3TO C TAKUM K€ SHTY3MAa3MOM, KaK 1 MCAUIIUHCKOC JICUCHHUC.

JIronsam ¢ remoduinelt TpedyeTcsl perysspHoe NpogHIaKkTHUYeCKoe oOciesoBaHue y 3yOHOro
Bpaua. HeOosnbI10e KpoBOTEUEHHE U3 JIECEH BO BpPEMsI HHTECHCUBHOW YUCTKH 3y0OB LIETKON MK

npo(hecCHOHANBLHOM OYUCTKH 3yOHOTO HajeTa JIETKO OCTAHOBUTH.

MEJIUIIUHCKUE ITPEITAPATBI
Ilepenaya nHpexuuu BO BpeMs nepeiMBaHUA Mpenaparos

MBI TOCTOSIHHO UIIEM BO3MOXKHOCTH 3aIUTUTh PELUINHUEHTOB OT HWH(EKIHH, KOTOpas
COJEpXKUTCS B IIa3Me JoHOpoB. IIpuBieueHre HeOOBIION IPyNIbl HAJEKHBIX MPOBEPEHHBIX
JIOHOPOB, €CIIM UCCIIEI0BAaHMsI Ha HAJIMYKME B UX KPOBU MH(EKUNI HE HAJEKHBI, - OIUH CIOCO0.
Uepes miasMy WM KpUONPEUUIUTAT OT OJHOTO JIOHOpA MOXHO IepefaTb MH(MEKIHUIO TOJIBKO
onHOMY penunueHTy. B Hexoropeix perumonHax CIIA y crtporo oroOpaHHBIX JOHOPOB, YacTO
OTLIOB MQJIBYMKOB C TsKenol ¢opmoit remopmianu A, MOIydaroT KpoBb, KOTOpasi MOJBEpraeTcs
IOBTOPHOMY  IUI1a3Mmadepe3y, HMHOrga ¢  JI030H  JIeCMOIIpECCHMHA, 4YTOOBl  IHOJIY4HTh
KPUONPELUINTAT JJIi KOHKPETHOTO pEIUNHEeHTa. B HEKOTOphIX CTpaHaX KOHIEHTPAaThl
(axTOpPOB CBEPTHIBAEMOCTH KPOBM H3TOTABIMBAIOTCS U3 IUIA3MBl, IOJYYEHHOH OT HEOOJBIION

IpYyMNIIbI TIIATENBHO OTOOPAHHOM IPyIIIbI TOHOPOB.

Hcnonp3oBanue OONBIIOT0 KOJMYECTBA MPENapaToB, Ha KaKIbld U3 KOTOPBIX MOTpayeHa KPOBb
TOJILKO OJHOTO JIOHOpA, W TPH 3TOM JIOHOPOB MHOTO M WX HE OTOMPAIOT CIEIUATIBHO, MOXKET
obOecreunTh 6€30MaCHOCTh TOJNBKO B TOM Ciyd4ae, €Clid JIOHOPBI M3 COOOINECTBa, B KOTOPOM

HJaCTOTHOCTDH OIIaCHBIX I/IH(1)CKI_II/IOHHLIX Sapa)KGHI/Iﬁ HMXXC cpez[Heﬁ. B 70-¢ TOAbI IPOLIJIOTO BCKA,



JI0 TOro Kak ObUla BBEAEHA TIATEJIbHAs MpPOBEpKa JOHOPOB Ha BUpYyC remarura B, moutu Bce
MaIUeHThl ¢ reModrineit A, KOTOPBIX JICUWIH KPUOMPEIUITUTATOM, MOTYYCHHBIM U3 TUIa3Mbl
CIIy4aiHBIX JOHOPOB, MOKA3aJId HAIMYUE Y HUX MHPEKIHUU BUPYCOM remarura B, Tak ke Kak u
T€, KOTO JICYWJIM KOHIIEHTpaTaMu (PakToOpoB, MOJYYEHHBIX W3 cMemaHHOW miasmel. B CIHIA
renatut B paBHOMEpHO pacmpocTpaHeH B J000M perumoHe. B mocneanee Bpems ObLIO
00Hapy»KEHO, YTO YacTOTa BBISBICHUS aHTUTEN K BUpYCYy rematuta C TOXXe JOBOJBHO BBICOKAS.
C npyroit croponsl, B Haudane osnuaemun CIIMJla namueHThl, KOTOpBIE MOJIb30BAJIUCH
KPUOTIPEILUIUTATOM, MOJIYYEHHBIM W3 IJIa3Mbl JOHOPOB U3 TOPOJOB, I'Zie HE OBLIO AMUAEMUU,
MMEJIM MEHbIIE IIAaHCOB 3apa3utbcss BUY, 4Yem Te mnDaunueHThl, KOTOpPHIC JICUHIHCh
KPUONPELUIUTATOM, MOJYYSHHBIM U3 IUIa3Mbl, CMEIIAHHON OT JOHOPOB M3 Pa3HBIX PErHOHOB.
BUY-undexus nerue pacmpocTpaHsiach uepe3 KoHLeHTpatbl (aktopa VIII, uem uepes
KOHIIEHTpaThl (aktopa IX, BEpOATHO Hu3-32 HEKOTOPHIX OCOOCHHOCTEW MPOIECC BUPYCHOM
MHAKTUBALlMU TpPU HMX THPUTOTOBICHUU. PETPOCHEKTHBHBIE HCCIIEOBAHMS MOKA3ajld, 4YTO
cutyauus c pacrnpocrpaHennem BUU-undexknum cpenu manueHTOB ¢ reModuiHel crana
U3MEHAThCA npuMepHo B 1979 rony, yckopunack B 80-€, 1 pacpocTpaHEHHUE OCTaHOBUJIOCH K
1987 romy, Korja cTajay UCIOJIb30BAThCS BUPYCHHAKTUBUPOBAHHBIE KOHIIEHTPATHI (DaKTOPOB M3
IUTa3MBbl TILATENBHO NMpoBepeHHBIX T0HOPoB. K 1988 roxy 77 % nanueHTOB ¢ Tskenol Gpopmoit

remopminu A u 42 % c remoduinueii B B CLHA 6putn BUY-1105105XKUTEIBHBIMU.

IIpoBepka 1oHOpOB

B CIIA ananu3 mia3msl Ha BUpyc renatura B cranu npoBoauts B 1972 roay, Ha BUY - B 1983,
Ha antuTena B BUY-undexkuuu B 1985 rony, ananus Ha TpaHcamuHasbl - B 1987, Ha aHTUTENa K
renatuty C - B 1992 rony, npoBepka IeIbHONM KPOBM Ha aHTUTENa K renatuty C Hadajiach B
1990 romy. AHamu3bl LETBHON KpPOBH, PEKOMEHAOBAaHHBIE, TpeOyeMble WM pa3pelICHHBIC
opunmansueiMu opranamu CIIA He Bcerya olHU M T€ e UM MPOBOAATCS HE OJHOBPEMEHHO, B
OTJMYUM OT TeX, KOTOpble IpeJHa3HaueHbl JUIsi NPOBEPKM IUIA3Mbl, HAINpaBlIseMOW Ha
(dpakunonupoBanue. Ecnu TecTsl MOKa3bIBalOT OTPULATENBHBIM pe3ysbTaT, TO 3TO €Ile He
rapaHTUpyeT OTCYTCTBUE MH(EKINH, TaK KaK y JJOHOPOB MOXKET OBITh MPOCTO HU3KHUM yPOBEHb
aHTUTEJI, WM Yy HEro o0ocTpeHre MH(EKIHs B MOCIeAHUN pa3 mpoTekan 0e3 anturen ("OKHO
uHbuupoBanHocTu"). AHanu3 Ha aHtutena P-24, koTopsiil ObT pekoMeHnoBaH B 1996 romy,

JaeT MPOTUBOPEUUBBIE PE3YIIbTATHI.

OxuH POU3BOAMTENH BBEIN, KaK JOTOJHUTEIBHBIN dTan o0ecrieyeHnss 0€301acHOCTH, TPOBEPKY
HEeOOJIBIINX ITyJIOB I1a3Mbl JoHOpoB Ha BUY, Bupycel rematutoB B u C. HekoTopbie KoMIaHUH-
IPOM3BOJIUTENN KOHIIEHTPATOB ()aKTOPOB CTAIM MPOBEPATh KOHIEHTPAThl HA HAJMYUE BUPYCOB,

KakK MPOMEKYTOYHBIN OUMCTUTEIbHBIN ATall.

BupycHasi cenapauusi ¥ HHAKTUBALHA



K Hacrosiimemy BpeMeHHU CIIOCOOBI yAaJeHHs OMACHBIX BUPYCOB U3 KOHIIEHTPATOB 3HAYUTEIHHO
ycoBepuieHcTBoBaHbl. BUY ynansercs ¢ momomsio HarpeBanusi. KoHeHTparTel, 00paboTaHHbIE
BBICOKOM TeMIlepaTypoi, 3aMeHuIu HeoOpaboTaHHble KOHIEHTpaThl B 1983-1986 ropax.
Bupycel rematutoB Oojiee ycToWuuBHI K HarpeBaHuto, yeM BUY. KonneHTparsl HarpeBaroT
nociie nuoduiuzanuu u pachacoBsBalOT BO (iakoHbl mpu "cyxom" xkape 60-100° C, unm Ha
napy npu temnepatype 60-80° C mocne nnodunmuzanuu, HO 10 pachacoBKH BO (DIAKOHBI, WIH
KOrJa KOHIIEHTpaT caM  JKUAKMA - 1npu  Temneparype 60° C 1o nuodunmuzanuu
("macrepuzoBaHHBIN"). [[MUTENBHOCT HarpeBaHUsl 3aBHUCUT OT BBIOMpaeMoro Mmerojaa. Te, KTo
3apaswimnck BUY-un(pekuneil yepe3 KOHIEHTPATHI, TOJNB30BAIKMCH MpernapaTaMu, KOTOpHIE
nporpeBaiu 0ojiee HU3KMMHU TeMIIepaTypaMH MeHee JUINTeNIbHOe BpeMsa. Hu onuH KOHIEHTpaT,
no ouIMaNbHBIM JaHHBIM, TpoaaBaemMblil ceituac B CIIIA, ne nmepenaer BUY. ['ematut ouens
PENKO, €CIM TaKOE CIIy4aeTcsl, IepeAaeTcsl yepe3 KOHIEHTPaThl, 00pabOTaHHbIE HAaIPEBAHUEM C
napom, mactepuzanueit, cyxum xkapom 60-80° C wim HarpeBanuem npu temmeparype 60° C

AJIUTCIIBHOC BPCMHI.

[Tnasmy moryT o0OpaOaThiBaTh COJIBEHTHO-AeTepreHTHbIM MeTofoB (CJl), KOTOphlii OYeHb
3(PeKTUBEH MPOTHUB BUPYCOB C JTUMUAHON 000J109K0, BKItouass BUY, u Bupycel renatutoB B u
C). Bupycel 0e3 ob6omouku, kak rematuta A u B-19 napBoBupyc, 3TUM METOJOM HE
yanuTtoxarorcs. CJ] Mmeron Gornee pacnpocTpaHeH, MOTOMY YTO MPOU3BOAMT XOpollee AeHCTBUE
U OKa3bIBaeT HaMMEHee OTpULIATeNIbHOE AeWCTBUE Ha (PaKTOPHI CBEPThIBAEMOCTH KpoBHU. Tak Kak
ObuUIM OTMEueHbl CIy4yau Iepefadd 4epe3 KOHIEHTpaThl, oOpaboraHHble CJI TeXHOJOTHEH,
BUpyca rematuta A, To ObUIa BBeJEHa METOJUKA JBOMHONW WHAKTHBALMHU, COYETAIOIIas
HarpeBanue ¢ CJI. Konuentparel ¢ aBoiHoil wmuaktuBauued (CJl m macrepuzarusi) cranu
IPOBOLIUPOBATh MHIMOUTOPBI Y TeX MALMEHTOB, KOTOPBIE PaHEE YacTO JEUWINCh IpenapaTaMu
KpPOBH, HO OTHOCHUJIUCH K TPYIINE HEBBICOKOIO pHUcKa 00pa3oBaHus MHIHOUTOpOoB. B Hacrosiee
BpeMsa ansi KoHueHtpatoB Qaktopa VIII wucnomssyrorcs CJI metom u cyxoil xap. s
KOHIIEHTpaToB ¢akTopa IX cram momyisipeH MeTo (GWIbTPALUU, KOTOPBIH HMCIOIb3YIOT Kak
BTOPOH 3Tal, T.e. BUPYChI BBIBOIATCA U3 Mpenapara, a He o0e33apaxkuBatorcs. Pazmep ¢uibrpa
no3Bossier (akropy IX, KoTopbIii MeHbIIe, yeM BUpyc remaruta A wim B-19 mapBoBupyca,
IPOXOJUT Yepe3 €ro OTBEPCTHsl, a BUPYCHI 3aJepKUBAOTCA. MeTo] He MOAX0oAuT s (pakTopa
VIII, Tak kak oH kpymnHee, yeM [X. B-19 mapBoBHpYyC MOKET BBDKMBATh MOJ BO3ICHCTBHUEM

T1000¥ TemMIepaTypbl, KOTOpasi IPUMEHSETCSl B HACTOSIIEe BPEMS.

CopepxaHrie BUPYCOB B KOHIIEHTpaTaxX (aKTOPOB MOKET OBITh YMEHBIIICHO 00Jiee MHTCHCHBHON
OYHUCTKON HJIM Cerapanueil Ipyrux KOMIOHEHTOB IUIa3Mbl OT (pakTopoB cBepThiBaeMocTH. [Ipu
OUMCTKE IUIa3Ma MPOXOAUT KOJIOHHBI MAaTpull, K KOTOPHIM MPHUKPEIJIEHbl BEIIECTBA, 4acCTO
aHTHUTENa, MpUTIrMBaoue Heooxoaumelil pakrop. [locne Toro, kak GakTOpsl IPUTATHUBAIOTCS,
KOJIOHHBI THIATEJILHO MPOMBIBAIOTCS O IOCTOPOHHUX OEJIKOB U 3apa)katoliMX OpraHU3MOB TAKHUX,
Kak BUpychl. dakrop nanee coOupaeTcst B KOHIEHTpaT. B Hacrodiee BpeMsi HCHOIB3YIOTCS
MOHOKJIOHAJIbHBIE aHTUTENA, YTO OTPAXKEHO B HA3BaHMSIX MPENapaTroB. DTH KOHLIEHTPAThl TaKKe

obOpabaTeiBatoTcss BbIcOKOM Temmeparypoir u CJI metomom. [[Ba koHmeHTpaTta dakropa [X



BBICOKOM O4MCTKH, u3roraBiauBaecmble B CIIIA, monBeprarorcs BUPYCHOM WHAKTUBAaLlMU U

bunbpTpanuy 118 nadbHEeHIel cenapanuu BUPYCOB.

PexoMOMHAHTHBIE KOHIIEHTPATHI

@akTophl CBEPTHIBAEMOCTH MOTYT IPOU3BOJAUTHCA B KIETOUHOM KYJbType A H30eKaHus
3apakeHUs] BHpPYCaMU M3 JIOHOPCKOM Iia3Mbl. B KJI€TKM MIIEKONUTAIONUX MOTYT OBITH
IOMEIIEHbl TeHbl (DaKTOpPOB YEJIOBEKAa C IOMOIIbIO PEKOMOMHAHTHOM TexHonoruu. Ilpu
UCIIOJIb30BaHUM PEKOMOMHAHTHBIX (DAKTOPOB IOYTH OTCYTCTBYET BO3MOXHOCTb IEpeladu
UHQEKIMA YeloBeKa, TaK KaK EeIWHCTBEHHBIM KOMITOHEHTOM BEIIECTBAa YEJIOBEKAa SIBISICTCS
aIbOYMUHOBBIN cTabmnn3arop. B Hacrosimee Bpemsi co31aHbl peKOMOWHAHTHBIE KOHIIEHTPATHI

¢axTopa VIII. Konnenrparsl pakropa I2 mpoxoasT KIMHUYECKUE UCTIBITAaHHS.

CBE)KQS&MOPO)KGHH&H mjiasmMa

3amopokeHHasi Tia3Ma M3 OJHOM J03bl LEJIbHOW KpoBU cocTaBiisier oT 175 mo 250 mi, B
koTopoil comepxutrcs ot 70 mo 90 en/mn ¢akropos VIII, IX, ¢B u npyrux daxropos
cBepTeiBaeMoctu. [Ipennonaraercs, uTO TpU  3aMOPaXHBAaHMUU M Pa3MOPAXKUBAHUU
HEe3HAUMTeNbHAs 9acTh (PAKTOPOB TEpSETCs, TAKMM 00pa3oM HeNb3si 0kuaaTh ypoBHs 100 en/mn
Kakoro-nmmoo ¢Qakropa. OgHa eaMHMIA aKTUBHOCTU (hakTopa OMpeAessieT KOJIUYECTBO ITOTrO
(baxTOpa, KOTOpoe MPUCYTCTBYET B 1 MII CBeXeil 310pOBOM IJIa3Mbl, HE CBEPTHIBAIOLIETOCS C
1/10 gactpro nuTpara. Mcnosibp3oBaHue 1ENbHON TIJIa3Mbl OTPAHUYEHO CITIOCOOHOCTHIO TAIIMEHTa
NEPEeHOCUTHh TOT WJIM MHOW 00BbeM BHYTPHBEHHOTO NepenuBaHus. MoJoabple Xy ible MalueHTHI ¢
HOPMaJIbHO paOOTaIOLIMM CEPALIEM U JIESTKUMH MOTYT IEPEHOCUTH NepearBaHue 0Koao 18 MiI\kr
B T€UYEHUE 4Yaca, a JIIOJU CPEIHEr0 BO3pacTa, NallMEeHTh! ¢ N30BITOYHBIM BECOM WJIU C Pa3IMYHOU
CTETIEHBIO KapIUOPECIIUPATOPHBIX OTKJIOHEHHH MOTYT TIE€PEHOCHTh MEHBIINE OOBEMBI
nepenuBaHus. /s TalMEHTOB 4YacTO NOJMYYaloIUMX IJIa3My XapaKTEepHbl ajuIeprudyecKue

pCaKknum.

[Tna3ma ucmonb3yeTcs Ui JICUYCHHsT HETOCTATOYHOCTH TeX (PaKTOPOB CBEPTHIBAEMOCTH KPOBH,
JUTSL 3aMETLEHHsT KOTOPBIX HE CYIIECTBYET KOHIEHTpaThl. Eciu TpeGyercst 60bIIoe KOJIUIeCTBO
¢dakTOpa, TO CBEKE3aMOPOXKEHHAs IIa3Ma BBOJMTCSA udepe3 OOMEeHHbIH Ia3madepes, 4TOObI
u30exaTb IEeperpy3kd COCYIUCTOM cucTeMbl mnanueHta. OOMEH Iula3Mbl IMPOBOIUTCS C
UCITIONb30BAaHMEM IUTa3Mbl OT OJHOTO JIOHOpa, KOTOPBIH HECKOJBKO pa3 IO/ABEpraics
mwiazmadepe3y B TEUCHHE HECKOJIBKUX HEJeNb, M 4bsl IJIa3Ma Obula 3aMOPOXKEHA MPSIMO TIEPe

YIOTPeOICHHEM.

B Hactosmiee BpEMA CBCKC3AMOPOKCHHYIO IIJIa3MYy MOJXKHO O6pa6aTI>IBaTL COJIbBCHT-

ACTCPIrCcHTHBIM METOJ0OM.

Kpuonpenunurar



Opna ymakoBKa KpUOMNPELUIUTATa COJEPKUT HECKOJIBKO MJ XOJOJHOTO HEPACTBOPUMOIO
MaTepuaia, OCTaBIIErocs IOCIE MEUIEHHO pa3MOpPOXKEHHOM IUIa3Mbl OT OJHOIO JOHOpA.
OOBbIYHO B O/IHOM yMAaKOBKE B KayeCTBE COCTABIIAIOLICH LEIbHOM KpOBH comepKUTcs okoso 80
en daxropoB VIII u ¢B, a taxke 200-300 mr ¢pudbpunorena B 10-20 mia BemectBa. Comeprxanue
¢akropa VIII B pa3HbIX ynmakoBKax pa3HOE€, U B KaKOH-TO MX HUX OHO MOXET OBITb COBCEM

HU3KUM. PeGeHka Hemb3s IeUnTh MEHbIIIE, 4YeM 2-3 yITaKOBKaMHu.

Kpuonpenunurat oObIYHO TPAHCIIOPTUPYETCS U XPAHUTCSA 3aMOPOXKEHHBIM, U UM IMOJIb30BaThCS
ropasfio CJIOKHEE, 4eM KOHLEHTPATaMU. Y YyBCTBUTCIBHBIX IALMEHTOB MOTYT IPOSBIATHCS
alJIepru4eckue  peakluu. Jnsg  ouMCTKM ~ KpUONpEUWIUTaTa  HE  CYIIECTBYET
BHUPYCHHAKTUBHUPYIOIIHUX METOJIOB, B CBS3HU C ATUM €T0 NOIYJISIPHOCTh CHUYKAETCs. B HEKOTOpBIX
CTpaHaxX KpPHUOMNPELUNUTAT JTHOPUIN3UpYeTCs M oOpabaThIBaeTCs BBICOKOM Temmeparypoil.
Bo3MOXkHO M3roraBieHHe KpUONPELMIIUTAT M3 IUIa3Mbl, OOpPaOOTaHHBIM  COJBEHTHO-
JIETePreHTHBIM CToco0oM. MHOra KpUONPENUIUTAT HKCHOJB3YIOT ISl JICYCHUS OOJIe3HH
Bumiebpanna, ecim JeCMONpPECCHMH HE MOAXOTUT, WM JiedaT TeMOQUINI0 A WIH

HEJO0CTAaTOYHOCTh (PMOPUHOTEHA.

Konunenrparsl pakropa VIII yenoBeka

Konnenrparer ¢akxtopa VIII w3 mnasmpl HM3roTaBiIMBAIOTCA W3 IUIA3MBI, IOJYYEHHOH B
KOMMEpYecKOM Tporecce OoT Tbicsy JoHopoB. Paktop VIII MoxeT ObITH BbIAENEH U3
IIEPBUYHOIO KPHUOIPELMINTATA, a Jajlee OYMIIEH OCEBUIMMM AareHTaMM M METOAOM
xpomarorpaduu. YpOBHM OYHMCTKM ONHMCAaHbl HETOYHBIMH W HEO(PUIMAIBHBIMU TEPMUHAMH.
Bo3MoxHBIN TepMuH - "crienuduyuHas aKTUBHOCTB', UTO BBIPAXKAETCS B €IMHHUIIAX HA OJUH MT
Ocnka. B xoHIlEHTpaTax BBICOKOW OYHCTKH, B KOTOpbIE TpeOyeTcs MOOABIATh albOyMHH IS
cTa0WIM3aluy, KOHEYHBIN MoKa3aTeah CHenu()UIHON aKTUBHOCTH HU3KHUW W TO3TOMY HE JaeT
BEPHOr0 mpejcTaBieHus 00 >¢dexkTuBHOCTH npenapata. "Crenuduueckas aKTUBHOCTh 0e3
yueTa anbOymMHHA" - 3TO OJUH M3 IOCIEIHMX IOKa3areslell YpOBHS OUUCTKH, OJHAKO, C
pa3paboTkoii koHieHTpaToB ¢aktopa VIII BBICOKOW OYHCTKH, B KOTOPBIX OCTaeTcs (akTop

Butebpanna, mydrie ToBopuTh 0 "crienn(uiaeckoil akTUBHOCTH O€3 ydera ans0ymuHa 1 GpB".

PexomOunanTHeie KoHLEeHTpaThl (akrtopa VIII Toxke comepkar anbOyMHH, U YPOBHH OYUCTKH
BBICOKHE, eciy anbOymuH wurHopupyercsi. ®aktop ¢B oTCyTCTByeT B peKOMOMHAHTHBIX

koHIeHTpaTax ¢akropa VIII, omHako XopoIro coxpaHseTcs B IpyTrux KOHIEHTpaTax.

KoHueHTpatsl M3roTaBiuBarOTCs U3 IJIA3Mbl, KOTOPYIO IMOJy4alOT OT JOHOPOB Pa3HbIX TPYMII
KpoBU. B koHmeHTparax "cpemHel YMCTOTHI", Y KOTOPBIX crieluduuecKas akTuBHOCTh a0 10,
HPUCYTCTBYIOT M30arrJOTHHHUHBI K KpacHbIM KieTkaM aHtureda A um B. T-1/2 stux antuten
JUIMHHBIN, TO3TOMY OHM HAaKaIJIUBAIOTCSI BO BPEMsI JUINTENIbHBIX KypCOB MHTEHCUBHOM Tepamuu
(Hampumep, TOCJIE ONEpalK) U MOTYT BBI3bIBATh FEMOJIU3 y PELUINEHTOB, Ubs IpyIa KpoBU A,
B nmu AB. OnHu peuMnueHTsl ropa3fo YyBCTBUTEIBHEE K I'€MOJIM3Y, YEM JpyrHe. Y pOBEHb

W30arrjJl0THHUHA OYEHb HU3KUI B KOHIICHTpaTax BBICOKOM OUMCTKHU.



Konnenrparsl (hakTopoB - OCHOBHOW cmoco0 JedeHus Tspkenoil (opmbel remopmmmn  A.
ANnepruueckue peakiuuy Mpu 3TOM MPOSBISIOTCS PEIKO, MaTepuasl CTaOWIIeH MPU KOMHATHOM
TEeMIepaType, 4TO JAeNaeT €ro HICaNbHBIM /I HCHOJIB30BaHUS B IMpOrpaMMe BBEICHUS
nmpenapaTroB Ha AoMy. BoccTaHOBIIEHHBIN KOHIIEHTpAT CTaOWJIeH B TeueHue 12 yacoB u Ooiee,

TaK)K€ MOKET OBITH HCIOJIL30BaH IJI1 HCIIPEPBIBHOI'O BBCACHUS.

Konuenrpar ceuHoro ¢paxropa VIII

BpICOKO OYMIIIEHHBIN, BBIICICHHBIA B OCAIOK MOJUATHIICH TIHKoJeM cBUHON (aktop VIII
WHOTA UCTIOIB3YETCs IS JICUCHHS TAIMeHTOB ¢ mHruomTopamu K (aktopy VIII gemoreka.
Heiitpanuzytomas akTuBHOCT, MHTHOMTOPOB K (hakropy VIII yenoBeka Bcerna cnabee mpoTHB
cBuHOrO (hakTopa. CBHHBIE KOHILIEHTPAThl HE HECYT BHpyca rematuta unu BUY. ¥V HemHOrmx
PELMIIMEHTOB BO3HUKAET K HUM ajuieprusi. Y HEKOTOPBIX MAI[MeHTOB HAOJI0IaeTCsl TIOHWKEHHE
YHUClIa TPOMOOITUTOB, OJHAKO 3HAYMTEIBHBIM JTO OBIBACT JIMIIL Yy HEOONBIIOTO 4YHUCIIA
narueHToB. [locne neueHnss y HeKOTOPHIX MAIMEHTOB BBHIPAOATHIBACTCS MOBBIMICHHBIH YPOBEHb
UHTHUOUTOPOB Kak K cBHUHOMY (aktopy VIII, Tak u uyenoBeka, HO y OOJBIIMHCTBA HET TAaKHX

peakuuii, 1 OHU MOTYT MOJIb30BaThCS TAKUM IPErapaToM MOBTOPHO.

Konuentpart nporpomounoBoro komimiiekca (KIIK, kommieke gpakropa IX)

[Tna3ma yenoBeka U BBILACICHHBIN KPUOMPELUIUTAT OYHUILAIOTCS, YTOOBI MOJIyYUTh KOHIIEHTpAT
npotpombOuHa, (aktopa IX m X ¢ oueHb pa3HBIM, WHOTJIAa OYEHb HEOOJBIIUM KOJIUYECTBOM
¢axTtopa VII. AktuBupoBantsie ¢popmsl pakropoB VII, IX u X MoryT npucyTcTBOBaTH BMECTE C
OPOMEXYTOUHBIMU TPOAYyKTaMH cBepThiBaeMocTH KpoBU. Tosmbko 40-50% ¢dakropa IX,
OIPENIENIEHHOr0 10 KOHIEHTPUPOBAHUS, MOXKET BOCCTAHOBUTHCA B IJIa3ME PELMIIMEHTA MOCIIE
BBezieHus1 B pactBope. KIIK, mponaBaemsrii B CLIA, nnm 00pabaTeiBaeTCcsi CyXuM kKapoM TOCIe

J'II/IO(bI/IHI/I?)aI_[I/II/I, HJIN TOPSYUM ITapOM UM COJIbBCHTHO-ACTCPTCHTHBIM MCTOAOM.

KIIK crabunen npu koMHaTHOH Temmneparype. [Tocie Toro, kak OH BOCCTaHOBIIEH, HEOOXOIUMO
€ro HCIOoJIb30BaTh cpa3dy ke. OH penKko BBI3BIBACT AJUICPTUYECKYI0 PEaKIHI0, IOITOMY
peKoMeHAyeTC s JUIsl IpOrpaMM BBEIECHMS IIPENapaToB MallMeHTaMU CAMOCTOSTEIbHO Ha JIOMY.

MoxeTt COACPIKATH U30arJUIFOTUHUH.

KIIK moxeT BbI3BIBaTH MpoOIeMbl ¢ TpoMOamu. Jlewamiue Bpayu MPOOIKAIOT COOOIIATH O
nposiBiieHNH y nanueHToB Bo Bpems seyeHus: KIIK riy6okoro BeHo3HOTO Tpom0O03a, jerodHas
AMOOJIMA W KOaryJjomaTusi MOTpPeOJIeHHsl, HampuMep, MpPU ONEPAaTUBHOM BMEIIATEIbCTBE,
MAaCCUBHBIX TpaBMaXx, TsDKETIOM HApyIICHUU (YHKIMH MIEYCHU U Y HOBOPOXKICHHBIX, Y KOTOPBIX
neveHp emie He pazButa. OauH uin 6ojee aKTUBHU3UPOBAHHBIX (PAaKTOPOB HIIM MPOMEKYTOUHBIC
MPOAYKTHI KOAryJsilMM MOTYT BBI3BAaTh YpPE3MEpPHOE CBepThIBaHHE KpoBu. B 1974 rony
MexxayHapoaHblii KOMUTET TPOMOO3a U TeMOCTa3a peKOMEHA0BAN 100aBIATh OoT 5 10 10 enunumIl

rermapuHa Ha Kaxaplii mi BoccraHoBieHHOTO KIIK, 94T00bI peaoTBpaTuTh NOOOUYHbIE AEHCTBHSL.



B 1991 roay pekoMeHmanuio NOATBEPAWIN, TaK KaK MPOAODKAIU MPUXOAUTH COOOIIEHHS O

BiusHuu KIIK Ha oOpa3oBanue y mauueHToB TpPOMOO30B PAa3IMYHOTO XapaKTepa.

KIIK Obl1 OCHOBHBIM IpenapaTtoM Juisl jiedeHus remodunnu B 3a mocneanue aanuarh JieT.
Onnako, ucnions3oBanue KIIK npu onepaTtuBHOM BMEMIATENBCTBE U IPYTHX CUTYAIUSAX PHUCKA,
KoTopble omnucanbl Beime, onmacHo. KIIK wmcnonp3yercss Taxke Oe3 remapuHa Ajsl JICUCHHUS
KPOBOM3JIUSHUN y TauueHToB ¢ wuHrubutopamu Kk ¢akropy VI (cm. Hmwke). Hammuwme
UHIPETUEHTOB, KOTOPOE MOXKET MpeBblIaTh noTpedHocTh B pakrope VIII, nuckytupyercsa. OHo
MOXXET OBITb, 2 MOXXET M HE OBITh TaKUM, KOTOpPOE BBI3BIBAECT MPOOJEMBI ¢ TpoMOamu. Y
HEKOTOPBIX MOJIOJBIX MalMEeHTOB ¢ uHruouropamu K (axrtopy VIII, KOTOpPBIX MHTEHCHBHO

aeumnn KIIK, Ob11 oTMeueH nHpapKT MUoKapa.

Konuenrparsl pakropa IX

B nacrosimee Bpemss B CIIIA ectb koHueHTpatbl ¢akropa IX uenoBeka BBICOKOH CTENEHU
OYHUCTKH, KOTOpble CBOOOAHBI OT mpoTpomOuHa, ¢akropoB VII m X. DTH KOHIEHTpaThl HE
BBI3BIBAIM TPOMOO3 HU BO BpEeMsl TECTOB Ha XMBOTHBIX, HU Yy MalMEHTOB ¢ remoduiuei B,
KOTOpBIE yYaCTBOBAJIM B KJIMHUYECKUX HCHBITaHUAX BO BpeMms onepanuid. Kak n KIIK, Tombko
nosoBuHa ¢akropa IX, coxaepxkaimierocs B KOHIIEHTpaTe, MOXET BOCCTAHOBUTBLCS IOCIIE
BBeZIeHUs1 B opraHu3M. Konuentpatsl (akropa IX cocTaBisioT BbIOOp Ui TeX MAIMEHTOB C
remopmineii B, KoTopble MOABEpraroTCs ONEPaTUBHOMY BMELIATENbCTBY, MPOXOAST OYEHb
MHTEHCUBHYIO TE€PAIHUIO MPH TSHKEIOM KPOBOTEUEHUH, UMEIOT B aHaMHe3€e TpoMO03, HapyLIeHUs
(GYHKIMU TEeYeHHU, BKIIOYAsi HOBOPOXKICHHBIX, Y KOTOPBIX MEUYEHb €I1e He JOCTAaTOYHO Pa3BHUTA.
OTH KOHIEHTpATbl, B KOHEYHOM HTOrE€, MOTYT OBbITh HCIOJB30BaHbl AJISI BCEX MAIUEHTOB C

remoduueit B.

AHTHMHTHOMTOPHBIN KoMIIeke cBepThiBaHus KpoBH (AKCK)

boumn paspabortansl aBa mnpemnapara "®eii6a" u "Aytomnekc" crneuuasbHO Ui JICUYEHUS
KPOBOTEUCHMH y MNAaIlMEHTOB C MHruOuTopamu. Hamuuue akTHBHBIX areHTOB B IIpenaparax
JTUCKYTHPYETCS, U MOXET OBbITh HE OJMHAKOBBIM B ATHX Ipenaparax. Kaxplil npenapat umeer
YHHUKAJIbHYIO CHCTEMY, OCHOBAHHYIO Ha CIIOCOOHOCTH HEHTpaln30BaThb WHTUOMTOPHI B

OpTraHu3Me.

N KIIK u AKCK paror xopomwuii pe3ysibTaT MpU JICYCHHH MAIlMEHTOB C MHTHOUTOpaMH K
daxTopy VIII, HO MeHee 3¢ dekTuBHBI 1151 TEX, Y KOro HHruouTopos Het. [1o pedynpraram Tpex
UCCIICIOBAaHUN C KOHTPOJBHBIMU TpyINIamH, Ooibinoil pasHunsl B 3¢ ¢extuHoct KIIK n
AKCK He BbIsBiIeHO. OKOJIO MOJOBUHBI KPOBOM3IUSHUNA B CycTaB ObUTM OCTAHOBJICHBI OJHOM
71030 U TOTO, U Ipyroro mnpenapara. Bpaun coobmaror, 4To eciau ogHa win 0ojee HU3Kas 7032
HE cpabaThIBaeT, TO O3l MOXKHO YBEJIUYUTH UM IOBTOPUTD, YTOOBI MOJIYUYUTh MOJIOKUTEIbHBIN

PE3yJIbTAT. IIo HCKOTOPBIM HCAOCTOBCPHBIM JAHHBIM, HCKOTOPBIC MAUCHTBHI YTBCPIKIAIOT, YTO



OJIUH IpenapaT UM IOMOraeT Oouiblle, YeM APYroi, win gaxe yrsepxaarot, uro AKCK myumre,
yem KIIK.

PexoMOnHAHTHBINH aKTHBUPOBaHHBIN (pakTop VII

KonnienTpar akruBupoBanHoro ¢akropa VII ObUT TPOU3BEIEH MO TEXHOJIOTUH PEKOMOWHAHTHON
JIHK. On nokasan xopouiee AEHCTBHE NpU MPOQUIAKTUKE HIU JCUYCHUH KPOBOMBIUSHHUHA Y
NalMeHTOB ¢  HMHTUOUTOpPaMHU. CpaBHUTENBHBIX  HccheaoBaHud 3G (HEKTUBHOCTH
pekomOunanTHoro (aktopa VII, KIIK u AKCK ne npoBogmmcek. B CIIIA B HacTosiee BpeMst

KOHIICHTPAT aKTUBUPOBAHHOTO (akTopa VII mpoxoauT IuLeH3upOBaHUE.

Konuenrpar ¢akropa VII yenoseka

Konnentpatst daktopa VII, BeigensieMoro u3 mia3Mbl 4eI0BEKa, UCTIOIB3YIOTCSI B €BPONIEHCKHIX
ctpaHax. OIWMH BUJ Takoro KOHIIEHTpaTa, KOTOpbIM 00paboTaH ropsyuM MapoM, MPOXOIUT
kauHudeckue ucneltaHuss B CHIA. Takue KOHUEHTpaTbl PEKOMEHIYIOTCS IalUEHTaM ¢

BPOXKICHHON HEIOCTaTOYHOCTHIO (hakTopa VII.

Konuentpar ¢gakropa XI yesioBeka

Konnentpar dakropa XI, BbIACNEHHBI U3 TUIa3Mbl YEJIOBEKA, MPOU3BOIUTCS B AHIIIMU, a B
CHIA wucnonb3yercsl TOJBKO B HCCIEAOBATENIBCKUX LENAX COOTBETCTBYIOIIMMH MAalUEHTAMH.
[Tepuon momypacmana dakropa XI oT AByX 0 TpexX AHEH, MOITOMY OOIIasi JO3UPOBKA IMPHU
XHPYPIUYECKOM BMELIATEIbCTBE OTHOCUTENbHO HU3Kas. Dakrop XI, Oyayun akTUBUPOBaHHBIM,

MOZKET BbI3bIBATb PA3BUTHUC TpOM6OB, MMO3TOMY PCKOMCHAYIOTCA OIPpAHUYCHUSA B JO3UPOBKCE.

Hecmonpeccun (DDAVP, "Stimate'")

CHHTETHYECKHUI aHalor MPUPOAHOIO Ba3zolpeccuHa - 1-meamMuHo-8-/1-apriHUH Ba30NpPECCUH -
ucnonbszyercs B CHIA ¢ 1984 roga nis neuenus gerkoit popmsl remodpunnn A u @Bb. DDAVP
CrocoOCTBYeT HEMEIJICHHOMY  yBEIMYECHHIO mpou3BojctBa ¢dakropa VI, ¢B wu
IUIA3MUHOTE€HHOI'O aKTHBATOpa U3 MECTa XPaHEHUs KIETOK 3HAOTeNnHs. TUIMYHbIE MHKOBBIE
YPOBHHU, KOTOpBIE JIOCTHTalOTCS IOCIE BHYTPUBEHHOIO BBEJIEHHUS, B 2-3 pasa BbIIIE, YeM
CpeHMI ypoBeHb. Y HEKOTOPBIX MAI[MEHTOB MUKOBbIN ypoBeHb ¢akTopa VIII B 10 u Goxnee paz
Oombiie, 4yem cpeaHuii. Bropas mo3a, BBoguMmas MeHee, 4eM 4depe3 48 4yacoB Iocie TEpBOH,
BEPOSITHEE BCETO, HE JAacT MOJTHOTO 3(PQeKTa, Tak Kak Bce XpaHWIHUIIA (aKTopa TOJDKHBI OBITh
3anosHeHbl. [lanuentsl ¢ @Bb yacTo pearupyror Jiydile Ha J03bI, KOTOPbIE BBOIATCS Ka)KIble
24 yaca, yeM HalMEHTHl ¢ Jierkod (opmoil remodumun A. Peakiust Ha 103bI, BBOJUMBIE C

MPAaBWJIBHO PACCUYUTAHHBIMU IMPOMEXYTKaMH BPEMEHHM, TOCTATOYHO yCTOHMYMBAs OT ciiydas K



CJIy4daro y JaHHOTO MamyveHTa, OT MaluCHTa K MAallUCHTY B JAaHHOM COO6HI€CTBC, HO OTIIMYACTCA

OT OJIHOTO COOOIIECTBA K APYTOMY.

DDAVP BBoautcss BHyTpuBeHHO uepe3 15-30 mMuHyT B nmo3upoBke 0,3 MHKporpamMm Ha K,
pa3BeaeHHBIX B 50 M1 GU3HOIOTUUECKOTO pacTBOpa. MlHOTIa HEpa3BeIeHHBIN MpenapaT MOXHO
BBECTU NOJKOXKHO. PazpaboTaH Taxke KOHLUEHTPUPOBAHHBIN MHTpaHA3albHBIN CHpEl, KOTOPBIN
HE cJenyeT MyTaTh C PacTBOPOM Kalieil B HOC, MPUMEHSEMBIX IPH HecaxapHOM auaberte.
Hexkoropsie Bpaunm mnepen BBeaeHueM 10361 DDAVP BBOIAT 3ICHMIIOH-aMHUHOKAIPOHOBYIO
kucnoty (DAK) mnm TpaHeKk3eMHYIO KUCIOTY IS TOPMOKCHHUS JIEUCTBHS IJIA3MHUHOTEHHOTO
akTuBaropa  ((GpUOPMHOIMTHYECKOE  BEIIECTBO, KOTOPOE WHOT/IAa MOXXET  yCHJIMBATh

KPOBOTEUYEHHUE).

[ToGounbie 3ddexTsl cmabbie W mpoxoismmue. Y OONBIIMHCTBA MAlMEHTOB HAOIIOAaeTCs
MOKPACHEHUE JIUIAa B BPEMsI MHBEKIUHU. Y HEKOTOPBIX MOXKET ObITh ciabas rosioBHas O0Jib,
roJIOBOKpYkeHHe u TomHota. Y DDAVP menee, yeM OIWH TPOILIEHT COCYAOCYKHBAIOIIETO
JEICTBUS €CTECTBEHHOIO NOPMOHA; KpOBSIHOW JaBieHHe He nosbimaercsi. DDAVP neiictByer
ropas/io CUIbHEE KaK aHTHUANYPETUK, YEM €CTECTBEHHBI TOPMOH, 3a/I€pkKKa BOAbl B OPraHU3Me

HaOrogaIach, HO penko. Jlydre nzderath Ype3MEPHOTO YIOTPEOICHUS YKUIKOCTH.

DDAVP moxet ObITh aJIbTEpHATHBOH B JICUSHHUHU JIeTKOH Gopmbl remodunu A win Tuna 1 BB,
ecnu nosbienue ¢akropa VIII wim ¢B mnocraroyHo, 4ToOBI OCTAaHOBUTH WIIM NPEIOTBPATHTH
KPOBOTEUEHHE MPH OOIIMPHOM XMPYPrUYECKOM BMeIIaTesbeTBe. Eciau Takoro neiicTBus HET, TO
Jy4Ille UCTIOJIB30BaTh COOTBETCTBYIOMMN KOHIIEHTpaT. DDAVP noctaroyHo xopolio JeicTByeT

npu Tune 2A BB, naxe eciau BpeMsi KpOBOTEUEHHSI KOPPEKTUPYETCS HE OJHOCTHIO.

MHorue BpauM CUMTAIOT Hpenapar NpoTUBONOKazaHHbIM npu Tume 2B ®Bb unu npu
ncepio0one3nn BuineOpanna, Tak Kak MPU 3TUX COCTOSTHUSX MOJKET OBbITh HEOKUAAHHBIN
BBIOPOC MYJBTHMEpPOB aHTHUTreHa K (Qakrtopy BuieOpannma, 49TO BBI3BIBACT CKOIICHHE
TPOMOOIIMTOB, TaK KaK YCHJIMBACTCS MPUTHKEHUE KPYMHBIX MYJIbTUMEPOB K TPOMOOLUTAM HIIH

TpOM6OHI/ITOB K KPYIIHBIM MYJIbTUMEpPAM, YTO BbI3bIBACT BPECMCHHYIO TpOM6OI_II/ITOHCHI/IIO.

AHTH(GUOPHHOIMTHYECKHUE MPeNapaThl

Oncunon-amuHokanpoHoBast kucinora (EACA, "Amicar") - aHTHQPUHOIMTUYECKUH areHr,
KOTOPBIH MpenoTBpalaeT o0pa3oBaHUe TPOMOOB, €CIM €ro JaBaTh B3POCIOMY IMEPOPATbHO B
n03upoBKe 40 MI/KT KaXKIbI€ IIECTh YaCOB MM OKOJIO 2,5 T KaK/Ible IMECTh YacoB. JTO JICUCHHE
MOKa3aHO MPU KPOBOTEUEHHUAX M3 HOCA, BO PTy WM mpu MeHopparuu. DAK mporuBomnokazana
npu remarypun (Tak Kak MOXET MpPEMmSITCTBOBATh PACCACBIBAHUIO TPOMOOB B IMOYEUHBIX
kaHanax). Ecniu manuenty BBoautcs KIIK wmnu AKCK, TO kucrnota MoXeT ycHIMBaTh HX
JIEeHCTBHE,  CMOCOOCTByIolee  oOpazoBaHuio  TpomOoB. Eme omuH  sddexTuBHbIM
aHTH(HUOPUHOMMTHYECKHI TpenapaT - TpaHsk3emHas kuciota "Cyclokapron". DtoT mpemapar

MOZKCT IOMOT'aTh IIPpU OMBIBAHHHU IMOJIOCTU pTa, €0 MOXKHO HCIIOJIb30BATh BMCCTC C KIIK.



ICTPOreH-nporecTepoH

DCTPOreH-MPOrecTepoH B BBICOKUX /103aX (10 MI/meHb) MOKET MOBHIIIATh ypoBeHb dakropa VIII
u ¢pakTopa [X B ma3me yepe3 HECKOJIBKO HEJENb MOCie MPUMEHEHHs U COKpallaTh pa3pacTaHue
SHIOMETPHsL. DTU TOPMOHBI MOXKHO /1aBaTh JKEHIIMHAM ¢ BB mim HerocTaTOYHOCTBIO (pakTOpa
VIII nim X ns meyenuss MEHOpparuy WiM nepej onepanusmu. bosee HU3KKMe 1036l TOPMOHOB,
KOTOpBIE TIEPEHOCATCS JIydlle, MOTIYT COKpallaTb MEHCTPyalbHOE KpOBOTEUEHHE, HO HE
HOBBIIAIOT ypoBeHb (akTopoB. I[Ipm MeHOpparusix HMHOTAA MCIOIB3YIOT BBICOKHE J103bI

3CTPOreHa, BBOAUMOI'O BHYTPUBEHHO.

[IpoTuBoBOCHA/IMTE/IbHBIE PENaPATHI

KOpTI/IKOCTepOI/II[LI, MNPUHHUMACMBIC YCPE3 POT, NHOI'JTa PCKOMCHAYIOTCA JIS1I KPATKOBPEMCHHOI'O
nmpuemMma, YTOOBI YMEHBIINUTEL OTCYHOCTH IIPHU OCTPOM KPOBOHM3IMUAHWHN WU 0CJIa0UTh CHHOBHT.
HCCTepOI/IIlHI)Ie MMPOTHUBOBOCHAIIMTCIIBHBIC  IPCNapaTrbl MNPUMCHAIOTCA IJId YMCHBLIICHHUA

CHUMIITOMOB IIpY TeMO(DUIMYECKOM apTpHTE.

AHAJBIreTHKH

AneroMrHO(EH C KOJICHMHOM OOBIYHO HCIOJB3YETCS TPHU XPOHUYECKHX Ooisax. MernepuanH
(Demerol) wnmu ruapomopdon (Dilaudid) gacto Tpebyercs ansi CHATHS CHIBHON Oonm mpu
OCTPOM BHYTPCHHEM KPOBOUW3JIHMSHUU OCOOCHHO Yy B3pOCIBIX. BBICOKHE 03Bl MOTYT
MIOHAJOOUTHCS ISl CHATHSL OONM y TMAlMEHTOB C reMOQWINEH, KOTOpbIE YacTO TPUMEHSIOT
AQHAJIBTETUKU. ACIUPHUH TMPOTUBOIOKA3aH, TaK KaK OH HapymaeT (QYHKIUIO TPOMOOIIMTOB, B
pe3yJbTaTe dero BhIpaOaThIBACTCS TEHACHIUS K KPOBOTOUYMBOCTH. MOynpodeH Takxke

YBEJIMYUBAET BPEMsI KPOBOTECUEHHUSI.

BbIBOP JIEYEHUSA 1 TO3UPOBKU
I'emoduniansa A 6e3 HHTHOUTOPOB

[Tpu nepBUYHOI MTPOPUITAKTHKE, T.€ I IPEIOTBPAIICHUS KPOBOTEUCHUHN Y MaJICHBKUX JETEH ¢
TsOKEN0N QopMoll reMo(UiINK, y KOTOPBIX €Ie HET CEPbE3HBIX MOPAKEHUI CyCTaBOB, Jy4lle
Bcero neictByer mo3a 20 en/mi, KOTOPYO BBOIST TpU pasa B Hemenro. MHorma moctarodHo
MOJICP)KUBATh B IIa3Me ypoBeHb 1 en/an. J[pyrumu cioBaMu, 4elOBEeK C TsDKenoi (opmoit
reMoGUINN CTAaHOBUTCS YEJIOBEKOM C JIETKOM WM CpeIHed TshkecTH Tremodumiueit. Ecmm
npoQUIaKTHKA Ha3HAYAETCS TIOCIIE TOTO, KaK KaKOW-IN00 CyCTaB CEpPhE3HO MOBPEKACH, TO IS
NPEOTBPALICHNUS KPOBOTEUYEHUH MOXKET IOHAJOOUThCA Oojiee BBICOKME M 4YacTble J103bI

npemnapara.

VYporens dakropa VIII HE0OXOaUMBIN 711 OCTAHOBKH KPOBOTEUYEHHUS 3aBHCHT OT HECKOJIBKHX

NEPECMCHHBIX. bomee BEBICOKHE J03bI HGO6XO[[I/IMI)I JUISA 0oee CHIIBHBIX KpOBOTe‘-ICHI/Iﬁ n I



JICYEHHsSI TEX CYCTaBOB, B KOTOPBIX YK€ €CTh IMaTOJIOTHIECKHe m3MeHeHUs. OOBIYHO, YEM BBIIIE
JOCTUTAaEMBbIN JIeUeHHEM YpOBeHb (hakTopa (ueM OJinkKe OH K HOpME), TeM OOJIbIIe BEPOSTHOCTD
OCTaHOBHTH KpPOBOTEYEHHE Cpa3y k€. BoNbIIMHCTBO Bpauell JOBOIAT ypOBEHb (akTopa B
wiazme 10 50 en/am, ecnu KpOBOTEUEHHE HIIET y)Ke HEKOTOpPOe BpeMs, HAa PAHHUX CTaAUSIX IS
€r0 OCTaHOBKM HYXXHBI Ooyiee HU3KHE YpPOBHHU. KpoBoM3nmusHHS HEOOXOAMMO HAYHHATH JICYHTH
Cpa3zy e, KaKk TOJIbKO MAaIlMeHT IMOYYBCTBOBAJI €ro NPHU3HAKH, HAalpuMep, MOKaJbIBaHUE B
CyCTaBe, yMEHBIICHHWE aMIUIMTYIbl €ro ABIKEHHUs. Jlydmie He jKaaTh, KOTZA MOSBSTCS

MPUITYXJIOCTh U OLIYIIEHUS Teria.

HavaneHoe Bpemsi momypacnama BBeaeHHOro (akrtopa VIII, moka ypaBHOBEIIMBAaeTCS €ro
YPOBEHb B KPOBH, COCTABIISICT YETHIPE HYaca, M OMOJIOrMYecKoe BpeMs Hojypacrajia - okoyuo 12
yacoB. Ecnu kpoBoTeueHHe MPOUCXOAMWT B OmMacHOil 30He, To ¢akrtop VIII MOXHO BBOIUTH C
nepeppiBaMM, HANpUMEpP, IO TMOJIOBMHE MOATOTOBICHHOW J03bl Kaxaple 6-12 wyacoB, win
HETIPEPHIBHO, NOJ/ICP’KMBAsi MUHUMAaJIbHBIN ypoBeHb (akropa VIII B mmazme ot 30 mo 50 ex/m.
HenpepoiBHOE BBeneHHME Ipenapara MOJJIEPKUBACT CTaOMIbHBIA ypoBeHb (hakropa VIII,
no3Bojsier Oosiee ynoOHO BecTH HaOJIOJEHHME 3a YpOoBHEM (pakropa uepe3 aHaiu3 oOpas3loB
kpoBu. IIpu HenpepbIBHOM BBEIEHMM HEOOXOJMMO MEHbIIEE KOJUYECTBO KOHLEHTPATOB IJIs
NOJIEpKAHUST JOCTATOYHOIO YpOBHA (pakTOpa B KpPOBM, YEM IpPU BBEJIECHUHU JIEKapCTBa C
nepepsiBamu. [lnazma, kpuonpeuunurTaT ¥ KOHLUEHTPATbl HU3KOM CTEIIEHU OYUCTKH HE MOIXOIAT
JUIS. MEJUIEHHOTO HETIPephIBHOTO BBeeHMs, Tak Kak ¢aktop VIII B HUX MeHee cTabuiieH, 4eM B

KOHIIEHTpaTax BBICOKOW M CPEIHEH CTENEHH OYHCTKHU.

[Ipu xupyprudeckoM BMEIIATENBCTBE, HEOOXOAUMO MOANEPKUBATh ypoBeHb (akTopa VIII 100
en/nn Bo Bpems onepauuu U okono 40-50 en/nn - B teuenue 10-14 mocneonepaliOHHBIX JTHEH.
VYporens (pakropa VIII HEeoOXommmplil 11l TeMocTa3a ToOCHe yAaJeHHs 3yOa KoyeOneTcs B
npenenax ot 20 mo 50 ex/mur B 3aBUCUMOCTH OT CJIOXHOCTH Tpouenypsl. IIpenorspamienne
KPOBOTEUECHHSI BO BPEMsI aKTUBHBIX (DU3MUECKHX yHpaKHEHWH win (usuorepanuu TpedyeT
nonnepxkanus ypoBHs 20-40 en/min. DTOT ypoBeHb HEOOXOAMMO TOBBICHTh, €CIHM 3aMeTHa
nedopmalusi MecTa KpOBOTEUEHHUS U ClIaboCTh (usnueckoro pasputus. [Io Mepe HakoIIeHUs

(1)I/I3I/I‘~I€CKOI\/JI CHJIBI, 1O3bI MOKHO CHHMXXAThb.

Ha kaxnaple 2 en/an MOBBIMIEHUS YpPOBHS B IIa3Me HEOOXOIUMO BBOIHMTH OAHY EAMHUILY
¢axTopa VIII Ha kr. Jl03bI KpHoONnpenunuTara Uil KOHLEHTpaTa OKPYTJISAIOTCA 10 KOJINYEeCTBa

B€IICCTBA B OAHOM ITAKETC UIJIU q)HaKOHe. Bo3MoxHbIe NEPCAO3UPOBKH HE OIMACHBEI.

[Ipu nerxoii ¢opme remopuauu A, 4TOOBI YMEHBIIUTH BO3JCHCTBHE NpEnapaToB KPOBU HA
opranusM, Bo3MoxkHO Jieuenue JIJIBAII, eciu mpu 3TOM AocTHraercs HEOOXOTUMBIH ypOBEHb
daxTopa VIIL. Ilpu Tspxenoit popme remopumnun A UCHONB3YIOTCS KOHUEHTparThl (hakropa. O
nepeaade yepes3 mpemaparsl, npoaaBaeMbie B HacTosimee Bpems B CIIIA, BUY He coobmaercs;

Ciyuau mepenadu BUpycoB remnatuta A, B, unu C kpaiine peaxu.

I'emoduniansa A ¢ uHruOUTOPaAMH



VY nanueHToB ¢ HU3KUM YPOBHEM MHIHOUTOpoB (okousio msatu beresna enunun, "BE") BBenenue
¢axTopa VIII He mpoBOIMpYET MOBBIIIEHUE ITOr0 ypoBHs (aHamHe3). KpoBOM3IHMSIHUA y 3THX
"HU3KHX TPOIYLEHTOB" MOXHO JIeUUTh KOHIeHTpatamu (akrtopa VIII B no3upoBke
JOCTaTOYHOM Ul HEUTpanu3aluy LUPKYJIUPYIOLUIMX WHTHOUTOPOB M JIOCTUIKEHUS >KEIaeMOro
nedeOHOro pesyibTara ypoBHs ¢akropa VIII B mmazme. OObMHO 1033, MpUMEHsIEMas s
NalnyueHToB 0e3 WHTHOMTOPOB, YBEIMUYUBAaeTcs B 2-3 pasza, a IMocie MHBEKUUH MpPOBOIUTCA
aHaJu3 KPOBM, YTOOBI YOEIUTHCS, YTO COCTaB IUIa3Mbl YJOBIETBOpUTENbHBIH. Eciu ypoBeHb

daktopa VIII Heyn0BIeTBOPUTENBHBIN, TO TPEOYETCS BBECTH €T0 JIOMOJIHUTEIBHO.

VY Apyrux manveHToB ¢ MHIMOWTOpaMu - "BBICOKMX MpoayleHTOB" - BBeneHue ¢akropa VIII
ycuiuBaeT obpa3zoBaHue MHrHOMTOpoB. Hebonpime kpoBomsnusaus oobranHo sedatr KIIK (6e3
remapuHa) B go3upoBke 75-100 en/kr, MOBTOpSIsl HHBEKIIMHM OAWH-IBA pa3a C MHTEepBaiIoM §-12
yacoB, eciu HeoOxomumo. [lo BO3MOXHOCTHM HEOOXOIMMO H30erarb MPOJAOHKUTEIBHOTO
nedenus. KIIK kpaiiHe penko BbI3bIBAET aHAMHECTHUYECKHE PEaKIMU; YPOBEHb MHTUOUTOPOB Y
naruenToB, KoTopbix Jiedar KIIK m AKCK ypoBeHb MHTHOMTOPOB IMOCTOSHHO CHIIKACTCS.
AKCK 6onee noporoit npenapat, uem KIIK. AKCK ucnonb3yercs 11s iedeHus TeX NalleHToB,
KOTOpPbIE pearupyroT Jydyllle MMEHHO Ha HEro, WM B KPU3HUCHBIX cuTyauusx, korga KIIK ne

OKa3bIBa€T HEOOXOMMOTO JEHCTBUS U TPEOyeTCs Ipyroi mpemapar.

JledeHue BBI3BIBAIONIUX OIACCHHWE KPOBOMBZIMSIHHUA y MAIMEHTOB C WHTHOUTOpAaMU OOBIYHO
OPOXOJUT C OONBIIMMH TPYAHOCTSMH M JIy4YIlle BCETO JAeNaTh 3TO B KPYIHBIX ILIEHTpax
remounuu. BeposTHOCTh yCHENIHOTO KOHTPOJIS KPOBOUIIMSIHUSI C CAMOT'0 Havajia OyJeT BhbILIe,
ecliu reMoctaTudeckuii yposenb (hakropa VIII MoxHO noctuus KoHIeHTpatamu ¢axtopa VIII
yenoBeka win cBuHoro ¢akropa, a He KIIK unu AKCK. Beicokomy npoayueHTy, y KOTOpOro B
HACTOALIUI MOMEHT JIOCTaTOYHO HU3KUH ypOBE€Hb MHTHMOMTOPOB MOXKHO /1aBaTh OOJBIINE O3B
daktopa VIII, koTopbix OyAeT MOCTATOYHO /JIs HEUTpAIH3alUUA WMEIOIIMXCS UHTUOUTOPOB U
noBbiieHust ypoBHs ¢aktopa VIII B mmasme. Ilpu Takom nedeHun TpedyeTcst ObICTpoe
MpOBEJCHUE aHAlIM3a KPOBH, YTOOBI HAOMIOAATh PEaKIMI0O MAIMeHTa Ha KaXAyI0 BBEACHHYIO
03y Tpemapara, Mmoka He OyaeT JOCTUTHYT »enaeMmblii ypoBeHb (aktopa VIII B mmaszme.
Hexotopsie Bpaun BBOISAT B Hadayie eaquHOBpeMeHHO B3pociiomy oT 5000 mo 10 000 enuuwmil
dakropa VIII, a 3atem ot 300 mo 1000 en/gac u Gonee, YTOOBI MOAIEPKUBATH YPOBEHb (paKkTOpa
VIII Ha xemaeMoOM ypOBHE, WIM Ui [OAACPKAHUSA TIEMOCTa3a, KOTOPbIM HHOrAA
yCTaHaBIIMBaeTCs, Naxe ecinu ypoBeHb (aktopa VIII B mnazme He mogaumaercs. Eciau npsimoe
BBeJlcHUE KOHIICHTpaToB ¢akropa VIII He momoraer, 4ro OBIBaeT MpH YPOBHE HHTHOUTOPOB
Boimie 10 BE, TO MOXXHO BBITIOJTHUTH OOMEHHBIN TuTa3mMadepes A YaCTUYHOTO yMEHBIICHUS
YPOBHS LIUPKYJIUPYIOIIKX y ManueHTa antuten. Ilocie 3Toro npoBoauTCcs MacCUBHAs MHBEKLIUS
dakropa VIII.

BoNbIIMHCTBO MHTHOUTOPOB JydIlle HEUTpanu3yroTcs cBHHBIM (aktopom VIII, wem dakTropom
YeNnoBeKa, TaKuM 00pa3oM, MHBEKLHUS OIpPENesIeHHOro KoiaudecTBa cBHHOro (akropa VIII

MOKET OKa3aTb Iropasgo JIy4diiacee HeﬁCTBHC, YEM TO KE KOJIHUYCCTBO Q)aKTopa VIII uenoseka.



OObIYHO CBUHOW (DaKTOp BBIOMPAIOT JUIsl JICUEHUS CEPbE3HBIX KPOBOM3IMSHHUNA Yy BBICOKHX

MPOYLIEHTOB.

Ecnu ypoBens unrudutopos - 10-20 BE - cnuikom BBICOKHIA ISl IPSMOTO BBEIEHUS JTFOOOTO
daktopa, a miazmMadepe3 He pekoMmMeHayeTcs (TOTOMY YTO YpPOBEHb WHTHOMTOPOB OYEHBb
BBICOKHMI WJIH OTCPOYKA JICUCHHsS CO3MACT Yrpo3y JUIsl KHU3HU IMAlMeHTa), TOT/Ia BBI3BIBAIOIINE
omacenue kpoBoteueHus MoxxHo neunth KIIK unmu AKCK B mo3upoBke 75-15 en/kr. Oneparuio
BBICOKHM MPOIYLIEHTAaM MOXHO MPOBOJAUTH TOJNBKO JUIS CHIACEHMSI KU3HU C BBEJICHUEM CBHHOTO
daktopa VIII unm dakropa yenoBeka A0 TeX MOp, MOKAa HE OyIeT JOCTUTHYT reMOCTaTHICCKUI
apdekr. Jlanee ucnompzyercs KIIK wmmu AKCK. EcTh OmBIT MONYYeHHS TOJIOKUTEIBHOTO

pe3yJibTaTa ¢ UCIOJIb30BAHUEM B XUPYPIHH peKOMOMHAaHTHOTO dakTopa Vlla.

W30aBneHne OT UWHrHOUTOPOB OUYEBHIHO TpedyeTcs B  BbICHICH cTemeHH. Takue
MMMYHOTIOJIaBIIIONINE TIpenaparsl, Kak Npeau3oH wik 1ukiodochamua, camu 1o cede
OKa3bIBAIOT CJIA00C WJIM HUKAKOTO BIUSHUS Ha mNanueHToB ¢ remodwmmei. (Tem, y koro
reMo(puiIuu HET, HO €CTh AyTOMMMYHHBIE HHTHOUTOPHI 3TH Mpenaparthl Mmoka3aHsl.) IMMyHHas
ToJiepaHTHOCTb K (akTopy VIII y 75% nanuentos ¢ remopuinneit 1 HHTHOUTOPaAMH MOXKET ObITh
MOBBIIICHA exenHeBHBIM BBeaeHueM oT 50 mo 300 ex/kr dakrtopa VIII B TeueHMe HECKOIBKHX
MecAleB. MeHblue 1031 MOTYT IOMOYbh HU3KHUM MPOAYLIEHTaM CO CJIab0 YCTOWYUBBIMU
WHTHOUTOpAMU, KOTOPbIE BO3HUKIW HEAAaBHO, 0oJee BBICOKME 03Bl HYXKHBI, €CITU TAIUECHT -
BBICOKHMI TMPOIYIEHT C HWHTHMOUTOpAaMU CHIIBHOM YCTOMYMBOCTH. YPOBEHb WHTHOUTOPOB
JIOCTUTaeT MUKa B TEUEHHWE OJIHOTO WJIM JBYX MECSLEB, a 3aT€M PE3KO CHaJaeT W, B KOHIIE
KOHIIOB, CTaHOBHUTCS HeompeaensieMbiM. lIporecc MOXeT OBITh YCKOPEH COIyTCTBYIOIIUM
MPUEMOM MMMYHOIIOAABISAIOINX NpenapatoB. IMMyHas TOJIEpaHTHOCTB JIy4Ill€ MOAIECPKUBATH
BBEJICHHEM Ka)KJIble HECKOJIbKO JHed Hm3kux 103 ¢daktopa VIII. Bwicokwe mpomyreHTsl,
KOTOpbIE MPOIUIA TPOLETYPY UHAYKIIMH UMMYHHOU TOJIEPAHTHOCTH, TTOKA3bIBAIOT MPU aHATHU3E

HU3KUH YPOBEHb MHIMOUTOPOB, a 3aTEM MEPEXOAT B IPYIITy HU3KUX IPOIYIICHTOB.

I'emopuiausa B

Jns nepBuuHOW mpoduimakTuku BBOAAT 40 eI/Kr JBaKasl B HENENI0, YTOOBI TOANEPIKATh
ypoBenb 1 en/mn ¢axropa IX. Yamie npenapaT BBOAMTCS, €CJIM YXKE BBISABICHBI HApYIICHUS B

CyCTaBc.

VYpogens (akropa X, KOTOpHIN HEOOXOIUM 1T OCTAHOBKH KPOBOTEUYCHHS TTOYTH TAKOH Ke, Kak
TOT, KOTOPOT'O CTPEMSTCS JOCTUYb Ipu HenxoctarouHocTH (akropa VIII. Korna ucnonb3yercs
KIIK, ero HecnermugpuuHblii TpOMOOTeHHBINH 3(p(PEeKT MOXKET crocoOCTBOBATh BOCCTAHOBJICHUIO
remocrasa. HauanbHoe BpeMms momypacmnana BBoaumMoro (akropa IX cocraBusieT 4eThipe vaca, a
Ouosornueckoe BpeMsl mojypacmnaja - 26 gacoB. Eciau KpoBoW3IMsSHUE TPOUCXOANT B OMACHOU
30HE, TO ypoBeHb (akTopa [X B miasme Jydine MoIep)KHBATh B TCUCHNE HECKOJIBKUX THEH Ha
ypoBHe 20-30 en/anm mpeanodTUTENBHO C MOMOILNBIO KOHILEHTpaTtoB (akropa. Heobxoanmo

n30erath JIINTCIIbHOT'O JICUCHUA KIIK 6onpmmmu A03aMHU H3-3a OITIACHOCTHU PA3BUTHA TpOM603a.



[Ipn xupypruueckoM BMeIIAaTEIbCTBE YypoBeHb (akTopa [X B I1asmMe mnoanep:kuBaercs
KOHIIeHTpaTamu - Oonee 50 en/mn Bo Bpems omepanuu, u ganee 40-50 e/t Ha Bech MEpPUOT
BBI3/IOpOBIICHUS. YpoBeHb (akTopa IX HEoOXomuMbIi Ui remMocrasa Inocje yJIaneHus 3yoa
3aBUCUT OT CJIOKHOCTH Tporeaypbl u komebmnercs ot 20 mgo 50 en/mn. IlpenorBpamieHue
KpOBOM3NUSAHUN. {7 mpenoTBpaleHusi KPOBOM3IMSHUM BO BpeMs (PU3MYECKON aKTUBHOCTU
MoxeT norpedoBarbes ot 20 1o 40 en/amn, 4To 3aBUCUT OT (PU3MYECKOTO COCTOSIHUS MAlMEHTA.
Tak kak Ouojoruyeckoe Bpems Moilypacnajaa 0ojbllioe, MalUeHThl ¢ remodwineil B BBoasT

KOHIEHTpaThI (hakTopa JIsi MpOPHIAKTUKHI OMH UJIU JIBa pa3a B HEAEIIIO.

Ecmu Ttpebyercs yBenmnunth ¢akrop IX B mimazme Ha OAHY €I\IUI, TO BBOISAT OJHY CIHHUILY
daxTopa Ha kr. CiydaiiHple mepeno3upoBKU KoHIeHTpara (akropa IX umu KIIK He omacHsr;
KOJIMYECTBO (PaKTOpa MOKHO OKPYTISATH A0 LENOro KOJMYeCTBa KOHIEHTpaTa BO (IiakoHe.
OunnieHHbId KOHIIEHTpAT (akropa X MOXHO BBOAWTH C TEpEephbIBAMU WJIM HEMPEPHIBHO CO

CIEIHATBHBIM MITTPHUIIEM, YTOOBI HE MMajlana KOHIEHTpanus (hakTopa.

Koarynsauuonnslii koHLeHTpaT (akropa X ucronp3yercs A JeueHHs MAlMeHTOB, KOTOPHIM
TpeOyeTcs omneparys WM WHTEHCHBHAS Teparus 1Mocje OOMHMPHBIX TPABM, Y KOTOPBIX TSKEIbIC
HOpaXEHUs TICYCHN WM TIeYeHb elle He COpMHUpPOBaHa, a TAKXKe y KOTO B aHaMHE3€ - TPOMO03.
OTH KOHLEHTpPAThl PEKOMEHIIOBAHBI JUISI TOBBIIICHHS TOJEPAHTHOCTH TMAIMEHTOB C
uHruouropamu kK ¢akropy IX. Jlns ynedeHus ¢ mepepbiBaMH HIM HPOPHIAKTUKHA HEKOTOpHIE
HanueHTsl, KoTopsie Xopouio neperocst KIIK, MoryT npennounTars 3TOT npenapar, Tak Kak oH

JIeIIeBJIe, YeM OYHINCHHbBIE KOHIIEHTpaThI (pakTopa [X.

boae3ns Buasedpanna

I[Ipu Tume 1 BB, ecnu ypoBenp dakropa Bwinebpanma cHWKEH, HO €ro (yHKIHH,
NPEINONIOKNATENIEHO, HE HapylmeHsl, mokazaH DDAVP, Tak kak OH crmocoOcTByer
0CBOOOXKICHHIO HeHapyIIeHHoro (hakTopa BuneOpanna u3z xpanwmumil. OJHUM MAMeHTaM 3TOT
npenapar MOMOTaeT JIydlle, YeM JPYTUM, MOATOMY uepe3 TPUALATh MUHYT IOCIE€ HWHBEKIUU
cieayer onpenenuTh ypoBeHb ¢akropa VIII u comyTcTBytomero ¢akropa pucToneTuHa, 4To0bI
yOeauThes, 9TO Mpenapar Mpou3Besl cooTBeTcTByIommMi 3ddekr. Ecnm mocraTouHslii ypoBeHb
¢B HE0OX01MMO OIEP)KUBATh B TEUEHUE HECKOJIBKUX JTHEH, KaK, HAlpuMep, JUIsl OTepaluu, To
DDAVP M0xHO BBOAUTH €XKEAHEBHO WJIM YEpE3 JIEHb BMECTE C npenaparamu mia3msl. DDAVP

O0OBIYHO TOCTATOYHO JIJIs JICUCHHsI OOBITMHCTBA KPOBOTeUEeHUM npu Tume 2A.

Eciu DDAVP He naer Hy»HOro pes3ysibTaTa WM HE PEKOMEHAYETCs, TO CIEAyeT BBOJIUTH
npenapatsl, cofepxamue ¢B, ms geuenus winu npodunaktukd. Ilanmentsr ¢ Tunmom 3 BB
uMmeroT Huskuii ypoBeHb (aktopoB VIII u ¢B. Ilocne BBemeHus mpemapaTa, coaepiKaiiero
daktop BumneGpanna, yposenb dakropa VIII MoxeT ocTaBaThCs TOBBIIMICHHBIM JOJIBIIE, YEM Y
nanueHTa ¢ reMopuived A mociae aHaJIOrMYHOro JieyeHus. Bpau MOXeT OpueHTHpOBAThCS Ha
NOKa3aTean PHUCTOLIETUHA WM AaHTHIeHOB K (aktopy Buinebpanna, ompeznenssi edeHue, a

TaK¥KEC CO6J'IIO,I[aTL TC KC€ JO3blI U CXEMbI, KaK IIPU JICUHCHUU FCMO(bHHHH A. HpOI[OJ'I)KI/ITeJ'IBHOG



BpeMs KpoBoTeueHus: o AlBu (Ivy), BeposiTHO, HEBO3MOKHO Oy/IeT OTKOPPEKTUPOBATh KAKOM-
anbo Tepammel, xoTs Bpemsi KpoBoredeHus o Jlptoky (Duke) OTKOppeKTHpOBATH MOXKHO.
OnepupoBaTb MOXXHO, €CIM BpEMs KpPOBOTEUEHMS 1O AMBH OCTacTCsl €IUHCTBEHHBIM

HapyILICHUEM I0CIIe IPOBEACHHUS JISUSHUS MTpenapaTaMu IJ1a3MBbl.

IIpu Tune 1 u 2, ecniu He ucnonb3yercss DDAVP, nokazarenu yposHs pakropa VIII B mazme u
COITyTCTBYIOIIETO (PAaKTOpa PUCTOLETHHA HE MOTYT OBITh PELIAIONIUMH MpPU BBIOOpE JICUCHHUS.
HesaBucumo oT pe3yibTaToB J1a0OpaTOPHBIX aHATM30B MAlMEHTaM C ATH TUIOM 3a00JIeBaHUs
TpeOyeTcsl AOMOJHUTENIbHOE KOIMYecTBO HeHapyueHHoro ¢B. [Ipu KpoBOM3NIUAHUAX MAIUEHTHI
JIOJDKHBI TIOTYyYaTh KOHILEHTpaThl Oorarble (hakropoMm BunmeOpannma wiaw KpHONPEHUIHTAT B
no3upoBke okoiso 10-20 ex/kxr ¢pakropa VIII. J[o3y MOXHO MOBTOPATH Kaxable §-12 4acoB mpu
CHJIBHBIX KPOBOTEUEHMSIX WM BO BpeMms omnepauuu. J[03MpoBKa B MOCIECONEPALIMOHHBIA EPHOT
eme He wuszydeHa. HekoTtopele Bpaud mMOJIb3yeTCd TOM JKE€ CXEMOM, 4YTO U BO BpeMs

XHPYPTUYECKOTO BMEIIATEIbCTBA MTPH TeMOPIITUH A.

AHTHQUOPUHOTUTHYECKHUE TTPEnapaThl (3MCUIOH-aMUHOKAIIPOHOBAs KMCIIOTA WIIM TPaHEK3eMHast
KHCJIOTa) OMOTAIOT MpeA0TBpaIlaTh 00pa3oBaHle TPOMOOB IpU KPOBOTEUEHHSIX M3 HOCA M BO

PTY WJIHM IPU MEHOPPAruH.

Jedpuuur 1pyrux (pakTropoB CBepTHIBAEMOCTH

Kpuonperunurar 6orat (QuUOpMHOTEHOM U MOXET OBbITh HWCIIONB30BaH Ui  JICUEHUS
runopudbpuHOoreHeMun. COCTOSIHHME TMAIMEHTOB € HemocTaTouyHOCThIO (akropa XIII moxer
yJIyqllaThCsl, €CIM MM BBECTH OJMH-[BA IIaKETa CBEXKE3aMOPOKEHHOW ILIa3Mbl B MeECALl
npodunakTuuecku, Tak kak ¢akrop XIII mmeer BpeMs momypacmaga B Ija3Me LIECTh JHEH.
OcTpble KPOBOM3IHUSHUS Y MAlMEHTOB C HEAOCTATOYHOCTHIO MPOTPOMOMHA Wi (HaKTOpOB V,
VII, X, XI nnu XIII MOXHO J€4UTh CBEXE3aMOPOKEHHOHN TUIa3MON B TOM 00BEME, KOTOPBIM
NEepEeHOCUT NanueHT. Eciau BBeIeHHBIN Mpenapar JOCTUTaeT TOro 00beMa, KOTOPBIN MallueHT He
MOJKET MEePEHOCUTh, WIIK HEOOXOIUMO TTOTHUMATh YPOBEHBb HEJOCTAIOMIET0 (hakTopa B OOIBIINX
KOJIMYECTBaX (CUJIbHOE KPOBOMBIUSHUE WIM OIepanus), TO PEKOMEHIyeTcs OOMEHHBIN
wiazmadepe3. Muorma konneHtpatel ¢akropa VII m XI MoryT OBITH HCHOJIB30BaHBI TIO

IIPOTOKOJY JICYCHUS.

JEYEHHME PA3JIUYHBIX BUJOB KPOBOTEUEHHUI

KpoBoTteuenne mnpu remodmimu HWAET MEUIEHHO, HO pgonro. I[lpm HeOompImmx mope3ax
KPOBOTEUCHHE MOXHO OCTaHOBUTH, €CIIM TPIKATh IMOBPEXKIEHHOE MECTO Ha MATh MHHYT.
OOmmpHBIe pa3pe3bl U BHYTPEHHUE KPOBOTEUEHHS HEOOXOMMO JICUUTh BBEIEHUEM MpenapaToB
(haKTOpPOB CBEPTHIBAEMOCTH KPOBH WJIH, Korjaa mokazaHo, DDAVP. Hebonbmme KpoBOU3MHSHUS
B CYCTaBbl WMJIHM MSTKHE TKAaHH MOYXHO OCTAaHOBUT OJHOW WHBEKIHEH, MOJHUMAs ypOBEHb
¢dakTopa cBeprbiBaeMocTd B TwiazMe A0 15-30 ex/mn. Ilpu  BBI3BIBAIOIIMX ONAceHUE

KPOBOTCUCHUAX YPOBCHb H606XOI[I/IMO INOAHATH A0 50 e,[[/,I[J'I. Ecan KPOBOM3JIMUAHUC ITPOU3OILIO



B OINACHOM 30HE, W €ro He YyJaJloCh OCTAHOBUTH B YCJIOBUSAX aMOyJaTOpUHM, TO IOKa3zaHa
TOCHUTAIM3AIMA U TOAJIEpKAaHNEe MUHUMAJILHOTO YpOBHS (akTopa, 1o Kpaiineit mepe, 30 ex/mi.
HeobxonmuMo yMEHBIIUTH 10 MUHHMyMa OTCPOYKY B JiedeHHH. [lalleHThl, y4acTBYIOIIHE B
nporpaMMe JOMAIllHEro JIeYeHHsT MOTYT BBeCTH ce0e MpemapaT camMH, KOTJa HayMHaeTcCs
BBI3bIBAIOIIIEE OMACEHNE KPOBOTEUEHUE, a 3aTEM O0paTUThCS B OTACJIECHUE UM KIMHUKY CKOpOH
noMmouy. bpuraga MammHbel CKOpoOi MOMOLIN AOKHA TOCTABUTh TPABMUPOBAHHOI'O MALMEHTA C

FeMO(i)HHHeIZ B OJrokaiiniee OTACICHHUC CKOpOfI ImoMoI1u, ra€ €CThb 3aliaC KOHOCHTPATOB.

LlenTpajbHasi HepBHAsSI CHCTEMa

KpoBoreuennss B IIHC sBAAIOTCS OCHOBHOM IPUYMHOM CMEPTH OT KPOBOMZIUSHUS IIpU
remounuu. Pana, koTopas He omacHa JUIsl 3I0pOBOTO YEJIOBEKa, HAPUMED, yaap O MOJIKY IpH
PE3KOM MOJIBEME CO CTyJa WM MaJEHUE HA STOAWIBI U BCTPAXUBAHUE MMO3BOHOYHOTO CTBOJIA
MOTYT BBI3BaTh Yy YEJIOBEKa C TeMOMUINCH IITUTEIFHOES KPOBOTCUCHUE U3 HEOOJBIIUX COCYI0B
MHC. MenneHHo cKariMBaromascs KPOBb MOXKET BbI3BATh CUMIITOMBI TOJIBKO Y€PE3 HECKOJIBKO
yacoB WM JHEH. MHorue manueHTsl ¢ KpoBoTeueHussMu B [IHC He MoryT pake BCIIOMHHUTb,
KOrJja MOpPaHWINCh. Bce ManueHThl ¢ CUMIITOMAaMH, YKa3bIBAIOIIMMHM HA MOPaXE€HUE CIMHHOTO
MO3ra, BKJIIOYash HEOOBIYHYIO TOJIOBHYIO OOJb W COHJIMBOE COCTOSIHHUE, IOJDKHBI OBITh
TOCMIUTAM3UPOBAHBI U MPOUTH JICUEHUE TOJ TIIATEIHHBIM HAOIIOIEHUEM COOTBETCTBYIOIIUM
npenapaToM (akTopa CBEPTHIBAEMOCTH JJISl MOAEPKaHUSI HOPMATLHOTO YPOBHS 3TOTO (paKTopa

B I1J1a3M¢€.

Por, ropJjio u Hoc

KpoBoTeuenne BO pTy Hu3-3a HOpe3a WIM MNPUKYIIEHHOIO fA3bIKAa 4acTO JUIMTCS A0Aro. Y
MaJICHbKOTO peOCHKa IMOTEepss KPOBU MOXKET OBbITh 3HAUMTEIBHOW M MOXHO PEKOMEHIOBATH
3aMelieHne 3puTpouuToB. OOpa3yercss KpymHBIH PBIXJIbIA CIYCTOK KPOBH, KOTOPbIM HATOMUHAET
aroay MaivHbl. OH MEIIAeT CpalllMBaHHUIO KpaeB paHbl. Korna BBOAUTCS KOHLIEHTPAT, CIYCTOK
MO’KHO CTEPETh, YTOOBI Kpasi paHbl MOTJIM COCIUHUTHCS. AHTU(PUOPUHOIUTUUECKHE MTpenapaThl

IpeI0TBPAIIaoT 00pa30BaHKE CTyCTKOB BO PTY.

KpOBOTC‘-IeHI/IH 104 A3bIKOM, B 06HaCTI/I 33I[Heﬁ CTCHKU ropna H €U OYCHb OIIaCHbI, TaK KakK
NAIMEeHT MOXKET 3axieOHyThcs. [oBTOpHOE BBelCHME mpernapara HEOOXOIUMO TPOBOIHWTH B
OospHUIIE TION HaOmoaeHneM Bpadeil. KpoBomsnusiHus B 3TOM 00JaCTH MOTYT OBITH BBI3BaHBI

TOH3WUITUTOM, MPUCTYTIaMU KalllIsl WJIM MECTHOU aHecTe3uel npu padote ¢ 3y0amu.

HocoBbie kpoBoTeueHust oObdHO xapakTepHbl Uit ®BB. MoXHO NpUMEHHTH MpenapaTsl
daxTopoB cBepThiBaeMocTu miu DDAVP ¢ neuenne DAK. He cienyer nenats NprkKuraiue wia
BCTABJIATh TAMIIOHBI, TAK KAK KPOBOTEYEHHUE TOCIIE ITUX MPOLEAYP MOXKET BO300HOBUThCS. Ecin
HE0OXO0MMbI TAMIIOHBI, TO MOKHO MCII0JIb30BATh MApPJIIO C Ma3bl0, YTOOBI €€ MOXKHO OBLIO JETKO

YIAIUTh.



Keny104HO-KUIIEYHBIN TPAKT

[Tpu remodmnu kpoBoreuenus B KKT ObiBaroT ciayvaiino. Koraa 3To nmpoucxoauT nepBsiid pas,
HEO0XOIMMO MCKaTh NMPHUYUHY: 5A3Ba, Y3JIbl, OJMII, TeMOppoil U T.1. Eciau odeBuaHas mpuyMHa
HE BBIABJICHA, HET HEOOXOAMMOCTH HPOBOIUTH HMCCIENOBAaHHUE INPH KaXKJIOM KPOBOTEYEHUHU B
KKT. ITaruenTts! ¢ reMouiinelt MOTyT KpOBOTOUMTD M3-3a HE3HAUUTENBHBIX PAHOK, KOTOpPBIE HE

BCErJa JIETKO HalTH.

I'ematypus

lemarypust xapakTepHa [Uisl HallMEHTOB ¢ Tsxkenol ¢opmoil remopunuu A win B. Cryctku
KPOBHM MOTYT HPENSATCTBOBaTh paboTe KaHAIOB MOYEK WM YPEeTphl (pa3BUBACTCS BPEMEHHBIN
ruipoHedpo3). I'emaTypus 4acTo MpoOJOKAETCs, Ja)ke KOrja BBOAAT KOHLeEHTpaThl. IToka3an
IIOCTEJIbHBIA PeXHUM U BBEJICHHE KOHILIEHTPATOB JBa pa3a B JEHb, YTOOBI JOCTHYb I'E€MOCTA3a.
AnTndudpuHOoMUTHYECKHE NpenapaThl Thna Amicar u Cyclokapron mpoTHBONOKa3aHbl, TaK Kak

CTYCTKU KpPOBH B KaHaJIaX MOTYT MPCTIATCTBOBATH BOCCTAHOBJICHUIO ITPOCBCTOB.

CycraBbl

KpoBouznusiHus B CycTaBBl XapaKTEpHBI sl TspKeno ¢Gopmbl remopmmmu. Komenu, JOKTH,
TOJICHOCTOMBI, IJIeYd W Oeapa, IMEHHO B TaKOM TOPSJIKE HAXOAATCS CYCTaBbl B OTHOILCHHUH
4acTOThl MX MOpaKeHUs (KOJIGHW dalle Bcero). Y mNalMeHTa c JIerkod ¢gopmoil remoduiu,
KOTOpPBbIM CllydallHO TOpaHUT CycTaB, Janee OyIOyT IpPOUCXOAUTh JOCTAaTOYHO YacCThle
KPOBOM3JIUSAHUS B 3TOM oOmactu. IlepBbIM CHMNITOMOM KPOBOM3JIMSHHUS B CYCTaB SIBISETCS
OTPaHMUYEHHOCTh €ro IOABWKHOCTM M TIOKajblBaHWE. EciyM manueHTy cpa3y ke BBOJIMAT
KOHIIEHTPaT Ha 3TOM JTane, TO KPOBOTEYEHUE YMEHBIIAETCS M OOJE3HEHHOCTh IMPOsBISAETCA
MUHUMaNIbHO. KpoBOM3NMSAHUS HEOOXOAMMO JE€UuTh, Kak MOXHO pasblie. He cuemyer
Ha0r0/1aTh, Oy/IeT KPOBOTEUECHUE MPONOJKATHCSA WK HeT. Eciiu cycTaB TeIUIbIi M MpHIyX, TO
HE00X0IMMO HEMEJICHHO HavyaTh MHTEHCUBHOE JieueHue. Eciu cycTaB HanpsKeH, TO aciupanus
MOJKET YMEHBIIUTh OOJIE3HEHHOCTh U COKPAaTUTh IEPUOJ HEMOABMKHOCTHU. IIpu BbI3bIBarOIIUX
OIaceHue KPOBOM3JIMSIHUAX B CyCTaB KOHLEHTPAT BBOJAWUTCA OJMH WM JIBA pa3a B JICHb, IIOKA

OITyXOJIb HE paccoceTcs (BepHETCss HOpMaJibHAs aMIUIUTY/a TBMXKEHUS M MTOJIBUKHOCTD ).

HpI/I 0omu OT OCTPOr'0 KpOBOU3JIUAHUA PCKOMCHAYIOTCA AHAJIBICTHUKU HAPKOTHYECKOI'O piada

B3pPOCIJIBIM 1 HCKOTOPBIM JCTAM.

[Ipu KpoOBOTEUCHHUSAX B KOJICHO WJIHM JIOKOTH JUISI UMMOOWIIM3AIIUN HCITOJIB3YETCsl IUHA JI0 TEX
nop, MOKa HE CHaJeT OMyXOJb. Y MAaJEHbKHX JAETeH 4YacTO MOBTOPSIOTCS KPOBOM3IUSHUS B
00J1aCTH TOJIEHOCTOITHOTO CyCTaBa, MOATOMY 4epe3 2-3 AHs, Tocje TOro Kak CHajeT OMyXoJb OT
OCTPOTO KPOBOM3JIHSIHUS, MOKHO HAJIOXHUTh CIIELUAIbHYIO IIMHY, KOTOpas MO3BOJISIET PeOCHKY

AKTUBHO ABUI'aThCs, HO 3allUIIACT HOpa)KCHHI)II\/JI CyCTaB, 1 OCTaBUTH €€ HAa 2-3 HEACIN.



Kposousnusaue B BE/IPO onacHo Tem, 4TO yCHIIMBAET NaBJICHUE BHYTPU COWICHEHHUS CYCTaBa U
MOJKET BBI3BaTh aCENTHUYECKUl HEKpo3 OenpeHHOl TonoBku. KpoBoTeuenue B Oexape
HEOOXOUMO OTJIMYaTh KPOBOMIIHSHUS B 3a0prommHHON obmactu. [Ipu TakoM KpOBOM3IHUSIHUU
MOJBMXHOCTh Oellpa Takke OrpaHWYeHa, U OoHO OonuT. Ilpm kpoBOoM3NUAHMM B OEAPEHHOE
COYJICHEHHUE BCE€ JBIDKCHUSA CYyCTaBa, KaK BHYTPEHHHUE, TaK W BHEIIHHUE BpAalllCHMs, KpaiHe
Oone3HeHHBI. [laneHT ¢ TakuM MOpaKEHUE TOJIKEH HAXOIUTHCS B MOCTEIH C PACTSHKKON 1O
metony Buck, m emy HeoOX0onAMMO BBOIUTH JIOCTATOYHOE KOJMYECTBO KOHIIGHTpaTa s

nojepxkanus axkropa Ha ypoBue 40 en/m.

KpoBom3musiauss B [IJIEUO Bcerma odenp Oose3HEHHBI. MOXKET MOMOYh HMMMOOWMITU3AIUS

COTHYTOM PYKH C OJICPKUBAIOLIECH TOBA3KOM.

[Tocne BoccTaHOBIEHUSI OT OCTPOTO reMapTpo3a HEOOXOJUMO OLIEHUTH MOABMKHOCTH CyCTaBa U
CHJIy MBILIIBI, YTOOBI HAa3HAUYUTh (PU3HOTEPAINIO JUISl MOJHOTO BOCCTAHOBJICHUSA (DyHKUIUN

CcycCTaBa. CunbHbIC MblIa NOAACPIKUBAIOT CYCTAaB U CHHUXKAIOT YaCTOTY KpOBOI/IBJ'II/IleI/Iﬁ B HHUX.

BakrepuanbHas nH(EKIUSA CyCTaBOB PEAKO OBIBACT y MAIMEHTOB ¢ reMopmInel, He3apakeHHBIX
BUY, HO mocTraTodHO XapakTepHa IS TeX, KTO MOpaXkeH 3TUM BUpycoM. Eciu mpenmonaraercs,
9TO B ONYXIIMH OOJIE3HEHHBI CycTaB MPOM30IIIO KPOBOTEYEHHE, HO OH OBICTPO HE
BOCCTaHABIIMBAETCS TIOCJI€ BBEACHUS KOHIEHTpAaTa, TO HEOOXOAMMO TPOBECTH ACIUPAIUIO U

aHaJIn3 COACPKUMOTO.

MpbIusI

KpoBouznusHus B MBIIIEYHbIE WM MSTKHE TKaHM OCOOCHHO ONACHBI, €CIH TMPOUCXOAST B
3aKpBITHIX JIAKyHAaX, TAaKUX KakK JaJOHHAas TMOBEPXHOCTh 3alsiCThs, MNpEIIUieube, TIIyOoKue
JaJlOHHbIE JIaKyHBI, TepefaHsss U 3aaHsas OouyblieOeploBble JaKyHbL. JledeHne mnpoBOAAT
KOHIIGHTPAaTaMH W MMMOOWIM3YIOT TIOPAKEHHOE MECTO. B TsKeNmbIX ciydasx, OCOOCHHO eCiH
JIEYEHUE Ha4yaTo C 3a1€PKKOM, MOXKHO MPUMEHATh XUPYPru4uecKyo AEKOMIIPECCHI0. AcIpanus
HE peKOMeHAyeTCsl. BHYTpUMBIIIEUHBIE U TIOJKOKHBIE KPOBOU3IHSIHHIS, €CIIM OHH HE 3aMKHYTHI
B (QacuManbHBIX TpaHMUIIAX, MOTYT 3aHMMaTh pa3IUYHOE TMPOCTPAHCTBO, OCOOEHHO B
KBaJpUIIETICaX WJIM B O0OJACTH TMOAKOJEHHBIX CYXOXWINH, BbI3bIBAas 3aMETHOE NaJICHUE

reMaTOKpUTa.

[Tpr KpoBOM3NUSHUAX B 3a0pIOIIMHHON OOJACTH MOXET ObITh HEBEPHO IOCTABJIEH JMArHo3
HEOIBITHBIM BpauoM. Y HalueHTa HaOlro1aeTcsl COrHyToe 0eapo, 00Jb IpU MOMBITKE pa30THYTh
KOHEYHOCTh, HO OOJIM HET, eciu Oenpo cierka moBpamarh. B o0nactu OeapeHHOro KoJiblia
OOBIYHO OTMEYAeTCs MaKCHUMajbHas OOJIC3HEHHOCTh M HAINOJHEHHOCTh B HIKHEM OTJIENe
OproirHOM monocTu. beapeHHbI HEPB YacTO MPUKAT PACHyXIIed MBIIIEH, T.K. TPOXOAUT MO
[IaXOBBIMHU CBSI3KAMHU: B pE3yJIbTaTe, CHI)KAETCsS YyBCTBUTENBHOCTb INEpeJHEN CTeHKU Oenpa,
MOJIBUYKHOCTh KOJIEHHOTO CyCTaBa M, B KOHEYHOM MTOre, NoTepsl CUiibl KBajapuienca. Eciu
CHUMIITOMBI NPOTHBOPEUYUBBI, TO 3a0PIOIIMHHYIO T€MAaTOMy MOXKHO ONPEACIHTH YJITPa3ByKOM

WIN KOMITBIOTEpHOUW ToMorpadueit. KpoBonsnusHue B 3a0pIOMIMHHON 001acTH, MOJKOJEHHBIX



CYXOXWJIMH, KBaJIPUIIETICA I UKPOHOKHOM MBIIIIIBI JIeYaT KOHIIEHTPATaMH, IIPU 3TOM IMOKa3aH
MOCTEJIbHBIA PEKUM, MOKAa HE CHAAET OMyXOJdb M HE BOCCTAHOBUTCA AMILUIUTYAA JBUKEHUS.
JIBuKeHHMsT TIOPaKEHHOM MBIIIIBI HEOOXOAMMO HayMHATh OCTOPOXKHO, TaK KaK BO3MOXHO
BO300HOBJIEHHE KpOBOTeUeHHs. YacTo HeoOXoauma NpOAODKUTENbHAs (u3noTepanus A

BOCCTAHOBJICHUA CHUJIbI MBIIIIIBI.

IHepenombl

[TepenoMbl, KOTOpBIC BBIPABISIOT 3aKPHITOM PEMO3UIIMECH W THUIICOM TpeOyIOT JIeUueHUe
KOHIIEHTpaTaMu B TeueHue 3-4 1aHel, moka He cmajeT omyxoiib. Eciau HeoOxoauma OTKpbITas

peno3unus, To JICUCHUC TAKOC K€, KaK IMPU XUPYPTHICCKOM BMCHIATCIILCTBC.

YXOJI 3A 3YBAMU

Heo0xoauMo moompsaTe peryisipHble BU3UTHI K 3yOHOMY Bpady. Y najieHue 3yOHOTO HajeTa M
KaMHSI MHOT/Ia BBI3BIBACT HEOOJBIINE BBIACICHUS KPOBU, HO BBEJCHUS KOHLIEHTPATOB MPU STOM
He TpeOyercs. PaboThl OpPTOAOHTa OOBIYHO BBIMIOJHIIOTCS TaK e, KaK M B OOBIYHBIX
obcrositenscTBax. OCHOBHYIO TPOOJIEMY COCTABISIET BBHIOOp 00€300JMBaHUSI TPU JICUYCHUU
Kapreca. MecTHYI0 HHQHIBTPAIIMOHHYIO aHECTE3UI0 MOXKHO MIPOBOJIUTH 0€3 IpeaBapUTEIHLHOTO
BBEJICHUSI KOHLIEHTPATOB. YpoBeHb (pakropa HeoOxomumo moausATh a0 30-50 en/mn mepen
UHBCKIMEH aHeCcTe3WH, TaK KaK €CTh HCK IMOBPEXKIEHHUS COCYIOB. DTO MOXET MPHUBECTH K
00pa30BaHUIO Ha IIEKE OBICTPO PACTYIIEH TI'eMaTOMBI, KOTOpas MOXET PaclpOCTPaHSITHCS B

001aCTh IIEU U CAaBJIMBATh TPaxcCro.

Jnsa ynanenus 3y6a ypoBeHb (pakTopa HeoOxoaumo moaHaTh 10 20-50 en/min B 3aBUCUMOCTH OT
cioxxHocTt nporeaypsl. [lanmmenram ¢ ®Bb nepen ynanenneM HeoOX0AMMO BBOJIUTH IIpemapar
(mampumep, DDAVP), nmaxe ecnu  ypoBeHb  (hakTopa  JTOCTATOYHO  BBICOKHIA.
AHTHQUOPUHOTUTHYECKIE TIpenapaThl NAllMeHT NpUHUMAeT (10 TeX mop, noka He BeeayT KIIK)
B JIcHb ynaneHus u B TeueHue 10 qHeil mocie mponenypbl. Ecnu B TedeHHe HECKOIbKUX JHEU
nocie yAajleHus coOJIIoaTh CTPOTyI0 IUETY U NMPUHUMATh OXJIAXKJIECHHYIO KUAKYIO MHUILY, TO
TO TPEAOTBPATUT OOpa3oBaHWE CryCTKOB. B OOJBIIMHCTBE cCilydaeB 3yObl YIAISIOT
amMOyJIaTOPHO, M KOHIIGHTPAThl PEIKO TPeOYIOTCs Imocie yaaneHus. MHOroKpaTHOe yAajeHHe

3y6OB Yy NanueHTOB C I/IHFI/I6I/ITOpaMI/I JIydaie nmpoBOAUTH B YCIIOBUAX I'OCITATAJIN3allUHU.

XUPYPI'HYECKOE BMEIIATEJIBCTBO

OHepaL[I/II/I IHalnqueHTaM C FGMO(bHJII/ICI‘;I HGOGXOI[I/IMO BBITIOJIHATE B YCJIOBUAX KJIIMHUKU, I'IC €CTh
nabopaTopusi, YCIOBHSI KOTOPOH MO3BOJISIOT ONPEACsITh YPOBEHb (DakTopa CBEPTHIBACMOCTH
KpoBU. [lalieHTOB JOJDKEH COMPOBOXKIATH Te€MAToJIOT, CHEIHATH3UPYIOIUICSI B 00JIacTu
remopuuu. Onepanuio JOHKCH BBIMONHITh XHPYPr, 3HAIOMUHA OCOOCHHOCTH JIIOJEH ¢

remodmineil. B knuHuke 1omkeH ObITh HEOOXOJMMBIH 3arac COOTBETCTBYIOIINX KOHIIEHTPATOB



daktopa. Ecnmu y mammenta kpoBb rpymnmsl A, B wim AB, HeoOXoauMoO HCIOJIB30BATh
KOHIICHTPATHI CPEIHEH CTETIEHU OYMCTKH, 3aTEM MOXHO HCIOJB30BaTh KOHIICHTPATHl C HU3KUM
CoJlep’KaHUEM aJoarTioTHHUHA. HeoOXoauMbl M KOHILEHTPAThl BBICOKOM CTENEHU OUYUCTKHU.
HeoOxoammo TpoBeCTH aHaIW3 KPOBH, YTOOBI MCKIIOUYHWTHh HaJu4yhe WHrHOMTOpoB. 3a 60-90
MUHYT JI0 Hadaja Olepalyy IMalueHTy BBOIAT HEOOXOAMMOE KOJIMYECTBO KOHIIEHTPATa, YTOOBI
NOJHATH ypoBeHb (hakTopa Beime 50 en/mi, npeamourutensHo g0 80-100 en/mn. YpoBeHb
dakTopa B KpOBHU IMOCIIE ONEPALUU HEOOXOIUMO OINPENETUTh CIEIMATBLHBIM aHATTU30M. Y POBEHb
¢dakTopa CBEpTHIBAEMOCTH KPOBHM BO BpeMs OMNepaluu HEoOXOJUMO MOAJEpKUBATh Bbilie 50
en/mn m Ha ypoBHe 30-40 en/mn mo kpaiiHeit mepe B Teuenme 10 mHE# mocie Hee. YpOBEHb
(baxTOopa HEOOXOMMO MPOBEPATH KX/l 1€Hb, IOKAa OH HE CTAOMIM3HPYETCS, a 3aTeM KaXKIble
nBa nHda. Ilocne omepanuu TpeOGyercs rocrmuTanu3alus HE MEHee, YeM Ha JBE HENeNH IUis
BBEJICHUS KOHLIEHTpaTa M NpPOBEpPKU YpoOBHs (akTopa B KpoBU. MHOrma manueHTa MOXKHO
BBINIACATh paHbIE, €CIM OH CaM CIIOCOOCH BBOIUTH ceOe Mpemaparbl WM KTO-TO M3 €ro
POJICTBEHHHUKOB OOyYeH [enarth 95T0. Te MalueHThl, KOTOPhIM TpeOyeTcsl WHTCHCHUBHAS
duznoTepanus, HyXAalOTCI B JUIMTEIHHOM JICYEHUM KOHIIEHTpaTaMd MW B  Oolee

MIPOJIOJDKUTEITLHOM TOCTTUTATN3AIINH.

XPOHUYECKHUE OPTONEAUYECKHUE INTPOBJEMBbI
ITaTorenes

KpoBoTeuennss B cycTaBax BbI3BIBACT BOCIAJCHUE CHHOBHAJIBbHOW o0Oosouku. [locrme
MOBTOPSIIONINXCSI KPOBOM3JIUSHUN CHHOBUT CTAHOBUTCA XPOHHUYECKHM, UTO BEIET K
pa3pacTaHri0 BOCTIAIEHHOW CHHOBHAILHOW MEMOpaHbl, KDOBOTEUECHUS OOBIYHO MOBTOPSIOTCS, U
oOpa3yercss MOpPOYHBbIM Kpyr. Xpsil U KOCTh IOCTENEHHO pa3pylIaloTcsi, U pa3BUBAETCS
JIETCHEPATHBHBIA apTPUT, COMPOBOXKIAIONIUICS OOJBIO, MOTEpel MOABMKHOCTH W aTpodueit
00CITY»XKUBAIOITNX CycTaB MBI, KpoBOM3NHSIHHS B CycTaB B TOAbl (U3UYECKOTO pOCTa
MPOBOIMPYET Ype3MepHOe 00pa30BaHUE HAPOCTOB HA OKOHUYAHUSX JUIMHHBIX KOCTEH, 4TO BENET
K UICKPUBJIEHUIO KOHEUHOCTEN U OKPYTJIOMY YBEJIMUEHUIO KOCTHBIX OKOHYaHMM. KpoBonsnusHus

B MBILLIBI BEYT K UX aTPOPUU U KOHTPAKTYpE.

XpoHMYeCKHil CHHOBUT

XPpOHUYECKUH CHHOBUT C H3IUSHHEM J>KHUAKOCTH MOXKHO HAONIONATh y JETEH W B3pPOCIBIX
0OBIYHO B 00JIACTH KOJICHA, KOTOPOE OITyXaeT, CTAHOBUTCS BSI3KUM W HAarpeBaeTcs, HO HE OYCHb
OonesneHHbiM. OHO TIpM O3TOM HE COTHYTO, Kak Mpu ocTpoMm remaptpo3e. I[lokazana
npoQHIAKTHKA KOHIICHTpAaTaMU B TeueHHEe 2-4 HeAenb U Kypce IPEHU30Ha B TeUeHue 1-2 Henenb
(mpumepHo, 0,5 Mr/kr/meHp). Bo Bpemsi jedeHHS KOHIIEHTpAaTaMH HEOOXOJIUMO BBITIOTHAITH
CIICHUAJIBHBIC YIPAXKHCHUA TJIA YIYUYIICHHA COCTOSHHWA MBIIIL BOKPYT MOPAKCHHOI'O CyCTaBa.
COOTBCTCTByIOH_[I/Ie IIWHBI, 3aKPCIUIACMbIC Ha HOYb, IMOMOTYT I/IBGC)KaTB TPpaBMHUPOBAHUA BO

BpEMs CHA.



Ecnu Bellle OomMCaHHBIE Mapbl HE IOMOTAIOT, W IMPOAODKAKOTCS KPOBOTEHYEHHS M W3JIUSHUE
AKHUJIKOCTH, MOKHO IPOBECTH CUHOBIKTOMHIO. CaMblii IPOCTOH C11OCOO YMEHBIIUTH CUMIITOMBI -
PaAMOHYKIICOTUAHAS CUHOBIKTOMHUS: B CYCTaB BBOJATCS PAAUOU30TOIBI C KOPOTKUM MEPUOAOM
KU3HU C OeTa-u3IydeHHEeM W HHU3KOH CTeNeHbI0 MPOHUKHOBEHHUS B KPOBb. DJTa MpOLEAypa,
npoBOIMMast aMOyJIaTOPHO, YCIENIHO MPHUMEHSUIACh B JICUCHHH IMAIMEHTOB C MHTHOWTOpaMH,

koTopbiM BBojuics KIIK st remocTasa.

Ecnu pamnoHykieoTHaHass CHHOBIKTOMHUSI HE peKOMEHAyeTcsi (OOBIYHO, €CIM CHHOBHAIbHAsS
000JI04Ka OYEHb TOJICTasl), TO MPOBOJSAT APTPOCKOMUYECKYIO WIIM OTKPHITYI0 CHHOBIKTOMHUIO.
Uepe3 peHb-ABa IMOCHE MPOLEAYphl HAUYMHAIOT (PU3MOTEpanHio JUIsi BOCCTAHOBJICHUS
MOJIBIYKHOCTHU CycTaBa. M3-3a OCTAaTOYHOTO CHHOBUS MOTYT OBITh MIOBTOPHBIC KPOBOM3IUSHUS B

oInepupoBaHHbIN cycTaB. Heo0X0AMMO yAAIUTh U3IMBILYIOCS KPOBb.

Kontpaktypa mMbimg

KoHTpakTypsl OOBIYHO pa3BHBAIOTCS B OOJIACTH JIOKTS WM KOJeHa. B oOmactu JIOKTS
MOJIBYKHOCTh OTPAaHMYMBACT YBEIUYECHHAs TOJIOBKA CycTaBa. YJajeHHe O3TOro HapocTa
yJIydIIaeT BpamlaTeIbHOS JABM)KCHHE, YTO WUMEET BaKHOE (DYHKIMOHAJIBHOE 3HAYCHHE, XOTS
crubaHue W pasruOaHWe BCE €mie MOXET OBITh 3aTPyAHEHO. Y TeX, KTO MOXKET PaHO HadvaTh
JIeYeHUe, ceifvac peIKoO MOKHO BCTPETHTh KOHTPAKTYpPY B 001aCTH KOJIEHA, HO 3TO BCTPEYACTCS
y TeX, KTO HE MOXET TOJy4aTh CBOECBPEMEHHOIO JiedeHUs. KOHTpakTypy cpelHel CTeneHH
MOJKHO JICYUTh IIWIHHIPHYCCKUMH JIAHT€TaMU BOKPYT Oe/ipa U UKPBI, YTOOBI TOICPKUBATH ITY
4acTh HOTM B MOMEHT crubanus-pasrubanusi. [locTossHHOE naBiieHUE, 00eCIeueHHOe KaXKIbIi
JICHb CIIOCOOCTBYET pACIPSMIICHHUIO COTHYTOTO CycTaBa. KOHTpakTypwl JIETKOH CTENeHH,
KOTOpPBIC CETOJIHSA BCTPEYAIOTCS 4Yalle BCEro, MOXKHO JICUUTh HAJIOXKCHHEM THIICA U

¢duznoTepanueil.

JerenepaTuBHbIN apTPUT

JlereHepaTUBHBINA apTPUT THKETON (HOPMBI 4acTO HAOIIOIAETCS Y B3POCIHBIX C THKETON hopmoi
FCMO(l)I/IJ'II/II/I. HaIII/IeHTaM 9acCTO IMOMOracT HECTCPOUIHBIC IMTPOTHUBOBOCIIAIIMTCIILHBIC IMPCIIapaThl.

Onu yacTto HCIIOJIB3YIOT OoJIbIIIHE J03bI aHAJIBI'CTHUKOB.

CycTtaBbl He00X0MMO oOeperarh oT Harpy3ku. [lanenTam pekoMeHyeTcsi CHU3UTh BEC, UTOOBI
0CJIa0UTh NIaBJICHWE Ha CYCTaBbl, MPHOOPECTH OOYyBb OCOOOW KOHCTPYKIIUH, OCIIAOJISIONTYIO
JIABJIEHUE TIPH XOJb0E 10 TBEPABIM MOBEPXHOCTSM. JIyUIlIe BCErO MOJIXOAAT BBHICOKHE OOTHHKH
co HIHYypoBKOH. Heo0XoanMo ycHIMBaTh MBIIIIB], MOAJEPKUBAIOIINE MOPaKEHHBIM CyCTaB,
YTOOBl YKPENUTh €ro MoNAepKKy. MHOrma MCHoib3yrOTCs BHEIIHWE NPUCIIOCOOJICHUS JUIs
HOJ/IEP’KKH CYyCTaBOB, OJTHAKO UX HE PEKOMEHJYETCsl UCIOJb30BaTh AJIUTEIBLHOE BPEMs, YTOOBI

HE aTpo(UPOBATUCH MBIIIIIBL.



Ecin kpoBoTedeHMsI TOBTOPSAIOTCSA, OrpaHUYMBAs MOJBHKHOCTH CyCTaBa H3-3a KOCTHBIX
HApOCTOB, HANpUMeEp, B 00JacTu OEpIOBOM KOCTH, a TAaKXKe €CTh APYTrue BHEUIHHE MPU3HAKU
HOBPEX/JCHHUS CYCTaBOB B pe3yjbTaTe apTpPUTa, TO CYCTaB MOYKHO MOYMCTUTb XUPYPrUYECKUM
nyteMm. Eciu B mieue, rojaeHocTone Win NOATAPAaHHOM CyCTaBe MOBTOPSIETCS CHJIbHAsI 00Jb, TO
MOKET IIOMOYb OCT€OCHHTE3. Ecim mopakeHue CycTaBOB HEOOpaTHMMO, TO MOXKHO IPOBECTU
UMIUTIAHTALMIO TUIEYEBOTO, KOJIEHHOTO WJIM OCIPEeHHOr0 CyCTaBOB (€CTh BEJIMKOJICITHBIC

pe3yNIbTaThl).

JloxHast OImyXoJIb - 3TO TeMOpparnyeckasi KucTa B 00JaCTH COOTBETCTBYIOIIEH CycTaBy KOCTH. B
ciydae ee 00pa3oBaHWS MHOTIA TpeOyeTcs XHpPYpPrHdecKoe BMEMIATeNbCTBO WM Iepecanka
koctu. Ecnu oTknanpiBaTh ONEPALMIO, TO 3TO IPUBOAUT K Pa3pyLICHUIO CyCTaBa WIM €ro
uHuIupoBanuio. JIoKHBIE OMyXOMU HA KUCTH M CTONE MMEIOT TEHIEHIUI0 MHOXUTHCS, ITO

4aCcTO MOYKHO OCTaHOBUTH JIy4YE€BOU TepaUEHn.

OcJ/10:kHeHUs] BUPYCHBIMHM MH(EKIUAMH

BonpmrHCTBO ManueHToB ¢ reMopuiIneld, KOTOPhIX JIEUMWIH KOHIEHTpaTaMH, ObLIN 3apa)KeHbI
BUY no 1986 roma. UndummpoBanue renatutoM B 10 cux mop co3maBano mpodsemy, IMoka He
Obl1a pa3paboTaHa BaKIMHA MPOTHB ATOrO BHpyca. ['ematut C 9acTo OCIOXKHSIET reMO(IIIHIO,
YTO CO3[aBaJIO CEPHhE3HYI0 MpoOJIeMy, MoKa He ObUIM pa3padoTaHbl HOBEHIINE Mephbl MPOBEPKH
JOHOPCKOW KpPOBHM M OYMCTKH IpemnapaTtoB. MHOTHE TOIPOCTKU U B3pPOCIBIE HMEIOT
XPOHUYECKHM aKTHUBHBIN IenaTHT, HO JIMIIb Y HEMHOTHX pa3pyliaeTrcs nedeHb. HeymepeHHoe
yHoTpeOIeHHe aIKOToJIsi MOXKET YCKOPSATH 3TOT Mporecc. XPOHHUECKUN TenaTUT Y MAaIllMeHTOB C
remounueii JeyuTcs Tak JKe, Kak M y JApyrux mrojedl. HekoTopbIX mManueHTOB Jedar
anbhanHTepHEepoOHOM, W JIUIIbL Y HEMHOTHX pa3BUBACTCA DPEMHUCCHSA. Y HEKOTOpPHIX Oblia
MpOBeJIcHA TPAHCIUIAHTAIMS MMEYCHH, YTO TO3BOJWIO YJIYUIIHTh HApyIICHUE CBEPTHIBAEMOCTH
KpPOBH, TaK KaK TpPaHCIUIAHTUpyeMas MEYEeHb CTala BhIPa0aThIBaTh OOJBIIE HEHAPYIICHHOTO

(akxTOpa CBEpPTHIBAEMOCTH.

B 80-¢ romer CIIMJI Obl1 OCHOBHOW NPHYMHONW CMEpPTH CpEau MAlMEHTOB C TeMO(MIMCH.
EnuncTBennoit ocobenHocteio mnposiBaeHuss BUU-undexkuun y manweHta ¢ reMmoduiuen
SIBJISIETCSl YCUJICHHAsl TEHACHLMS K Pa3BUTHIO THOMHOTO apTpHUTa, B OCTAJbHOM TEUEHHE TaKOe
’Ke, KaK M y JAPYTruxX ManudeHToB. TakuM manueHtaMm TpeOyeTrcs OoIblle METUIIMHCKOW U

TICUXOJIOTHYECKON MOICPKKH, YEM APYTHM JIFOISIM C TeMOpUITHEH.

JTAJBHEHWIIEE PA3BUTHUE JIEYEHUS TEMO®UIANA

Ectp nmepcnextuBa pa3BuTusl TeHHOW Tepanuu remopunuu A u B. Bo Bcex coBpeMeHHbIX
9KCHEPUMEHTaX Ha JKUBOTHBIX HCIOJb3YIOTCS PETPOBUPYCHBIE U aJCHOBHPYCHBIE BEKTOPA JUIS
BBEJICHUS B KJIETKH MI€YEHU 3710pOBOTO TeHa. Ele He JOCTUTHYTHI I0JITOBPEMEHHBIEC CTa0MIIbHBIC

pe3yJbTaThl, HO UCCIIEIOBAHUS IIPOABUTAIOTCS BIIEPEL.



['ennas Tepanus He MEHSIET T€HOTHI MallMEHTa UM €ro CIOCOOHOCTh MepeaaBaTh 3a00JIeBaHNe
noroMkaMm. ['eModuiust sBIsSETCS XOpOIIMM OOBEKTOM JJsi T€HHOM Tepamuu, Tak Kak He
TpeOyeTcst yBenuueHus: ypoBHed ¢aktopa VIII u dakropa IX g0 HOpMBI, YTOOBI MOTYyYUTH
YJIyYIIEHHYIO KJIMHUYECKYIO KapTHHY, JOCTATOYHO MOBBICHTB €r0 10 CPEIHErO YPOBHA. Y POBHHU

¢dakropoB VIII u IX He HyX)1ar0TCsI B 3aKpBITOM OMOPETYIISIIIHU.

Pa3pymienne cyctaBoB mpu reMOGUIHE MOKHO U30€KaTh TOJIBKO C MOMOIIBI0 MPOGUITAKTHKY C
CaMoro paHHEro BO3pacTa (IMporpamMma 4acTo TpeOyeT HMCHOIb30BaHWE MPUCIIOCOOTICHUS IS
JIOCTyTa K BEHE, YTO UMEET BHICOKYIO CTEIICHb MH(DUIIMPOBAHUS U JPYTHX OCIOKHEHHH). UTOOBI
YMEHBIINTH KOJIMYECTBO KPOBOMBIHMSHUNA HEOOXOIMMO 3aHUMATHCS PA3BUTHEM MYCKYJIATYPHI Y
HNanueHToB ¢ remodwunued. s OONbIIMHCTBA MAallMEHTOB ¢ reModwineil B Onmmkaliiem
OyaymeM HeO0O0XOIUMO COOTBETCTBYIOIIEE KOJMYECTBO OE30MacHOrO KOHIEHTpara (akTopa,
Bpayd, CHECHUATU3UPYIONIMECS MO JICYCHUIO TAHHOTO 3a00JIEBaHMSA W CHEIUATU3UPOBAHHBIC

LEHTPHI.



