17 anpeast — BcemupHblii JeHb 00pb0bI ¢ reModuimei

[lepBbie omMMCaHUA «KPOBOTOYHMBOCTH» Y MAJbUYUKOB BCTPEYAIOTCA B
Tanmyne Il Beka, y apabckux Bpaueil IX—X BB. (Anb-Xayc, Anb-Pa3u). B 1803
roagy amepukaHckuid yueHbld [Ixon Otro ormerwi: «KpoBb MallbUMKOB HE
CBEPTHIBACTCS», YEM MOATBEPAMII IEPBOE OMUCAHUE TIEPeaaun M0 X-XpPOMOCOME.
B 1828 rony nHemenkuit yuensiii ®punpux Benne BBoaut tepmun Hdamophilie. B
1944 T1.JI. burrc onuceiBaer remodpwmmio B (medunur dakropa [X),
muddepenpys tumnsl A u B.

'emounust — 3T0 BpOXKIEHHOE HAPYIIEHUE CBEPTHIBAEMOCTH KPOBH, MPH
KOTOPOM OTCYTCTBYET WJIM HEAOCTaTOYHA AKTUBHOCTh OJHOTIO M3 (aKTOpOB
CBEpThIBaHUS. MexaHu3M pa3BUTUS TeMOPUIMU CBOAMUTCS K X-CUEIJIEHHOMY
neuuTy/mucyHKIMN OJTHOTO U3 KIIOUEBBIX OCIIKOB CBEPTHIBAIOIICH CUCTEMBI —
AHTUTEeMO(PWIBHBIM TJIOOYJIMH U IUIA3MEHHBIM KOMIIOHEHT TpOMOOIUIACTHHA,
daktop Kpucrmaca.

Haubonee wacteie dopmbr: remodunus A (nepuuutr dakropa VIII),
remopunuss B (nepumur dakropa 1X), remopumus C (mepuuur XI dakropa
cBépThiBaHus). [lonapnstomiee OONBIIMHCTBO ciaydaeB (= 95 %) npuxoauTcs Ha
remopuinuu A u B. 'emopunusa C u apyrue penkue neGUIUTH HE CUEIJIEHBI C
MOJIOM Y BCTPEYAIOTCS OJUHAKOBO Y MYKUMH U KEHIIUH.

CUMIITOMBI: CHOHTAHHBIE KPOBOUBJIUSHUSL B CYCTaBbl (reMapTpo3), OCTPbIN
U XPOHMYECKUN CHHOBUT, KOHTPAKTYphI, MbIlIeUHas arpodus, apTpomarus,
IJTyOOKHE MBIIIEYHBIE TEMAaTOMBI, Y HOBOPOXAEHHBIX — KPOBOUBIHUSHUS MOCIE
pOJI0B, BHyTpHUUepernHbie KpoBousnusauus (y 1-4 %).

I'emodunust B 3aBUCUMOCTH OT TsKECTH ObiBaeT: ji€érkas (5—40%) — ToabKo
npu omnepanuu, 4acto auarHoctupyror B 5-30 ner; ymepenHas (1-5%) mocie
JETKOM TpaBMBbI, 3aHSITHUS CIIOPTOM, MOBpPEXIEHUU 3y0oB; Tsxénas (<1%): 2—4
pasa B MecsI BOSHUKAIOT CIIOHTAHHBIE KPOBOTEUCHHUSI.

Jluarnoctuka  remobunuu  (BpoxAEHHOro  gedunmura  (PaKTOpOB
ceéprhiBanus VIII wnm [X) ctpouTtcst Ha TPEX «KUTAX»:

. AHaMHE3 1 KJIMHUKA (paHHee Hayajo KPOBOTEUCHUM (C MOMEHTA POJOB WIIH
B 1-1 TOJT )KU3HM), TeMaTOMBI/KPOBOIIOATEKH O€3 3HAYMMOM TPaBMBbI, TeMapTPO3HbI,
JUTUTENIbHOE KPOBOTEUEHHUE TOCIIE cpe3a MYNOBUHBI, yAalleHus 3y00B, onepaui,
ceMeMHbBIN aHaMHe3 (X-CLIeTUICHHOE HACIE0OBAHUE).

. JlaGopatopubie Tectel  (AUTB, IIB/MHO, tpoMOuHOBOE Bpewms,
KpPOBOTOYHMBOCTH 110 J1oKke, (puOpuHOTEH).

. ['enetnueckoe  moarBepxkaeHue  (IILIP-guarnoctuka, mnpeHaTaIbHas
JIMarHOCTHUKA).
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