FEMOOUIINA «A»

Onpenenetxue

[emopumns A - BpPOXAEHHOE OTCYTCTBME/HEOOCTaTOMHas (DYHKUMS MPOKOAryfsHTHOrO KOMMOHEHTa
(aktopa VIII (tak Hasbisaemoro VIII:C), Heobxogumoro Ans yckopeuus aktuBauuu aktopa X o
BHYTPEHHEMY MyTuW Koarynawuu.

M3BecTHO, yTo thakTop VIII sBRseTCs CrnoxHbIM NONMGYHKUMOHANBbHBIM BENKOM, LIMPKYMPYHOLLMM B KPOBU
n coctoswmm u3 4 cybbeanHuy. YCnoBHO B 3TOM (hakTope pasnuyatoT Tpu komnoHeHTa: VIIIC
NPOKoarynsHTHbIN  KOMMNOHEHT (pakTopa VIII, koMnoHeHT yckopsieT obpasoBaHue (aktopa Xa no
BHYTPEHHEMY MeXaH13My, UMEHHO 3TOT KOMMOHEHT He (hyHKUuoHupyeT npu remodounum; VIR kodpakTop
PUCTOMMLMHA, KOMMOHEHT y4yacTByeT B arperauuv TpombountoB puctomuumHoM; VIIIEAG  KOMMNOHEHT
(hakTopa, onpeaensieMblil IMMYHONOTMYECKMY METOAAMU.

KnuHuyeckme nposenexns

3aboneBaHne OTHOCWUTCA K TPYnne remopparMyeckux [OMaTes3oB, nepedarlyyxcs no Hacneacrsy.
CtpagatoT 3aTuM 3aboneBaHMeM MyX4uHbI, MOCKOSbKY reH, OTBETCTBEHHbIN 3@ CUHTE3 NPOKOArynsHTHOro
komnoHeHTa caktopa VIII, nokanu3oBaH B X-xpomocome. [NosieneHne 60nbHOr0 pebeHka BO3MOXHO Npu
Bpake MyXUnHbI C KEHLUMHON-HOCUTESNIEM NATONOMMYECKOrO reHa. KasyncTnyeckun ato 3aboneBaHme MOXHO
0BHaAPYXMTb Y KEHLUMH. B KNWHWYECKOW KapTMHE SOMWHMPYIOT KPOBOTEYEHWUS reMaTOMHOro Tuna, ¢
paHHero getckoro Bo3pacTa. KpoBoTeueHusl B MOMOCTb KPYMHbIX CYCTaBOB, BEAYT K XapaKTEpHOM
reMoguUnIMYecKoin apTponaT1, KOHTPaKTypam 1 aHkunosam. YacTbl noyeyHble KpoBoTeyeHus. B psge
CNny4yaeB BO3MOXHO COYETaHMe reMaTOMHOMO Tuna KPOBOTOUYMBOCTU C KPOBOTEYEHWUSAMU U3 CIIU3UCTBIX
obonoyek. Y GonblUMHCTBA B3POCHbIX BOMbHBIX MOXHO OBHapyxuTb renatutel B uimnu C u gpyrue
BMPYCHble 3aboneBaHuns, nepeaaroLmecs TpaHchy3nsiMy KOMMOHEHTOB KPOBM.

Pa3nunyatoT 3 CTeNeHN TKECTN 3TOro 3aboneBaHs Mo aKTUBHOCTY KoarynauuoHHoro dpaktopa VIII.

Nerkas 50-5%; cnefyet 3amMeTUTb, YTO KOHLEHTpaUmMa daktopa B npegenax 25-50% KIMHUYECKU He
NPOSBNSETCA, 04HAKO BO3MOXHbI KPOBOTEUYEHNS NOCHe B0SbLUMX TPAaBM M ONEPaTUBHBIX BMELLATESLCTB.
CpenHen ctenenn Taxxectut 5-2%;

Taxenas opma meHee 2%.

ﬂ,l/laFHOCTVIKa

CHuxenne ypoHs caktopa VIII:C, runokoarynauus B8 AIMTB(AYTB) Tecte (cnepyeTt 3amMeTuTb, YTO
rMNoKoarynsaumio B 3ToM TeCTE MOXHO OBHapyxuTb npu KoHueHTpauun taktopa VII:C meHee 10%).
CHuxeHue ypoBHst VIII:Ag MOXHO 0BHapyxuTb He BCeraa. HopmarbHoe Y1Co TpoMBOoLMTOB, HopMarbHas
arperaums TpoMOOLMTOB C PUCTOMULMHOM. Y MHOMMX B3POCTbIX BOSbHBIX HapyLleHbl BruoxmMmnyeckue
nokasaTenu, oTpaxaroLLme PYHKLMI0 NeYeH, BCeLCTBUe CONyTCTBYHOLLEro XPOHNYECKOro renartura.
[leyenvie

3amecTuTenbHas Tepanus; BakLMHaLys NpOTMB CbIBOPOTOYHOrO renaTuTa; KucnoTta aMmmnHokanpoHoBasi.
Xupypruyeckue BMelwaTenbCTBA CrefyeT BbIMOSMHATL MO HEOTNOXHbIM MOKa3aHUsM Ha (oHe
3amecTutenbHoi Tepanumn paktopa VI (kpuonpeuunutar, koHueHTpaTbl paktopa VIII) Skctpakuyuio 3yba
CcnefyeT NpoOBOAWTL B CTaLMOHape C LOCTaTOYHbIM Pe3epBOM 3aMECTUTESbHbIX MPenapaTos.

OcnoxHeHus 3abonesaHus.

Ob6pa3zoBaHue reMapTpO30B M KOHTPAKTYP, BEAYT K TSXKENbIM HapyLUEHNAM (hYHKLMW KPYMHbBIX CyCTaBOB W
WHBanuausaumn 6onbHoro. XpoHudeckue sabonesaHns nevenn u CIL BcneacTsue ATPOreHHOro
WH(MUMPOBaHKS BUpycamu renatuta u BUY. B psage cnyyaes dopmupyetcs MHrnbutopHas opma
remodunmm.

MKE D66




	Page 1

