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061ye Bonpocbl reMohumHM

ONPEAENEHWUE 3ABOJIEBAHUA

Temodwumusa (haemophilia; tped. haima — KpoBb + philia —
CKJIOHHOCTh) — HACJICAACTBEHHOE 3a00JIeBaHUE, IMPEHMYIIECT-
BEHHO JIMII MY>KCKOTO I10JIa, B OCHOBE KOTOPOTO JIEKUT Hapy-
IIeHNe TIepBOil (ha3bl CBEPTHIBAHUS KPOBH, OOYCIOBICHHOE
nedpuumnrom FVIII nnu FIX u nposiBisirolieecs: 4aCTbIMU, JJTH-
TeJbHBIMM KPOBOTCUCHUSIMU M TeMapTpo3aMu. 3aboJieBaHMeE,
BeI3BaHHOE geduunToM FVIII (antTureMmoduiibHOro raodyamHa
nu paktopa — AI'D), HazpIBatOT remoduiameil A (Kiaccudec-
KoIt), a 3aboneBaHue, BbI3BaHHOe AedunmToMm FIX (dpakropa
Kpucrtmaca), — remodpunueit B. Hemocrarounocts FXI, koTo-
PYI0O HEKOTOpPBIE aBTOPHI HasbIBalOT reModuaueit C, m Hemo-
craTodHOCTh FV, Ha3piBaemyto mmapareMouianeii, He SBIISIIOT-
cd UICTUHHOM TeMopUITneid.

B MexayHapoaHoOli CTaTUCTUYECKON KiaccupuKaluu
OoJre3Heil M TIpoOJIeM, CBSI3aHHBIX CO 3IOPOBBEM, IECSITOTO
nmepecmorpa (MKB-10) remodwimu A TpucBoeHa pyopu-
ka D66, a remopunun B — D67.

NCTOPUA OMUCAHUA TEMODUNNN

Temopmnusa n3BectHa yeaoBeuecTBY 00see 2000 net. [TepBhie
CBeIeHUS 0 TeMOMDUITNY COomepKaTcsl B €BPECKOM CBIIIEHHOM
micanuy TaaMym, Tae onmrcaHbl CMepPTEeIbHBIE KPOBOTCUCHUS
Y MaJIbYUKOB TOCJIe PUTYaJIbHOTO 00pe3aHus. Tam XXe JaHbl 1
BO3MOXHBIE B TO BpeMsl pPeKOMEHIALIMU TTPOoPIIaKTUIIECKO-
ro tuna: «M60o ObUIO CKa3aHO, €CIM OHa CcAejlaeT oOpe3aHue
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CBOEMY TIepBOMY peOCHKY, 1 OH YMpeT (0T KpOBOTEUCHMS BO BpeMsI oIlepa-
LIMM) ¥ BTOPOI TOXE YMpET, TO OHA He MOJDKHA AeIaTh 00pe3aHne CBOEMY
TpeTbeMy PeOCHKY». YIIOMUHAHUE O XapaKTepHOM IJIST JIMII MY>KCKOTO IT0j1a
HaCJICICTBEHHOM HapyIIeHWW TIPOoIecca CBEPTHIBAHUS KPOBU OBLIO OOHA-
pyxeHo B setonucu Il B. MaBpuranckuii xupypr K. Abbas, xxupmmii B X B.,
OIMMCHIBAET IEPEBHIO, B KOTOPOII MHOTHE XHUTEIM MYXKCKOTO ITOJa MMEJd
BBIpAaXKEHHBIC TPOSIBJICHUSI KPOBOTOUMBOCTH IIOCJIe HE3HAYNTEILHOM TpaB-
MBI Pa3po3HeHHBIE COOOIIEHUS O JIMIIaX MYKCKOTO I10J1a, KOTOPBIE CTpamain
KPOBOTOUYMBOCTBIO Ha MPOTSKEHUM BCeil KM3HM, OOHAPYKMBAIOTCS B MEIM-
IIMHCKUX TpaKTaTax mo3maHero CpemHeBEKOBhS 1 310XW Bo3poxkmeHus.

BriepBrie reModmIns KaK cCaMOCTOSITEIbHOE 3a00JIeBaHNEe ObLIa OIMcaHa
amepukaHckuM BpayoM J. Otto B 1803 . OH omnpenennn 3To 3ab0JieBaHUE
KaK BpOXIEHHOE, COIPOBOXIAIOIIeeCS KPOBOTCUCHHUSIMHU, IMOpaXKalollee
TOJBLKO MYXYMH W TIepeaaBacMoe 3I0POBBIMU KEHITMHaMU. PomocioBHyO
ceMbr OoJbHOrO TemModuiaueil BIepBble omyonumkosan J. Hay B 18131
B 1820T. Ch. Nasse chopmynupoBaa 3aKOH O HAacJeICTBEHHON Iepegaye
3a00JIeBaHUS — OT Iefa K BHYKY Uepe3 BHEIIHE 3I0POBYI0 MaTh-KOHIYK-
Topa. B Iepmanuu 3Toil 0OJE3HU IIEPBOHAYAILHO OBIIO JAaHO Ha3BaHUE
«reMoppaduIrs», YTO0BI 0003HAYUTDH XapaKTEPHYIO €€ YePTy — CKIIOHHOCTD
K KPOBOTOYMBOCTH, ONHAKO BITOCICACTBUM Ha3BaHWE BUIOM3MEHUJIOCH,
n FE. Hoppf B 1828 . mpem1oxXmit TepMUH «reMOo(pUIIHsI», KOTOPBINA NUCIIOIb3Y-
eTcsI ¥ B HACTOsIIIIee BpeMs.

PA3BUTUWE NPEACTABJIEHWIA 0 FTEMO®UNNN

Kiraccuueckuii 0630p muTepaTyphl o reMoGWInK, u3gaHHoi go 1911,
ob11 onyosrmkoBaH W. Bulloch u P. Fildesuz maboparopumn EBrennkm [ansroHa.
B 00630pe 0bI1M 000611IeHEI cBeaeHUs mouT o 1000 ciydaeB TeMOGIINT U3
224 pomocinoBHEIX. K TOMy BpeMeHHM CTajio OYEBUIHO, UYTO TSKECTh ITPOSIBIIC-
HU TeMOIINI MOXET OBITh Pa3TMYHOM, HO 3a00JIeBaHME CTOMKO ITOBTOPSI -
eTcsl B TIpeeax onpeaeaeHHO ceMbr. 3a00JieBaHNe JINI] MY>KCKOTO I10J1a U
MMOSIBJICHNE XKEHITMH-KOHIYKTOPOB XOPOIIO MPOCIEKUBAINCH HA TIPUMEPE
POIOCTOBHBIX, B KOTOPBIX HECKOJBKO ITOTOMKOB KEHCKOTO T10JIa 00JIBLHOTO
MYXXUWHBI TIepenaBaid 00jie3Hb MOCIeayoIeMy noKojgeHuto. [IpaBuiabHOe
oOBbSICHEHUE HapylIeHUI, CBSI3aHHBIX C ToJioM, OblIo gaHo W. Bateson B
1909 . B OTHOIIIEHNHU IIBETOBOM CIETIOTHI M reModmann. B 310 Bpems Kopo-
JeBa BukTopusi, mocToBepHasi HOCUTEIBPHUIIA TeMOMIIINT, PacIIpOCTpaHMIIA
nedeKTHBIM TeH cpenr KOpoIeBCKUX ceMeil EBporiel. BTo MOT OBITh TeH KaK
remodunnu A, Tak 1 reMopuun B, BEIMHpaHUE €ro MpOM30LII0 IO 3P
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nudbepeHIIMaTbHON TUarHOCTUKY TeModuinn. Cynb0a ITOTOMKOB KOpoJie-
BBI, YHACJIEIOBABIIIMX 3a00JIeBaHNE, XapaKTepHa IJIsT OOJIBHBIX TSLKEJI0M hop-
MO TeMOWINY C paHHEW MHBAIMIU3ANEN 1 CMEPTHIO OT KPOBOTCUCHMIA.
[Mpn maeHTUGWKAIIMM OCTAHKOB POCCHUMCKON IIApCKOM CEeMbH METOIaMU
MOJICKYJISIPHOM TeHeTHKM OBLT BEISIBJICH TeH reModuum B.

IMepBasg memMoHCTpalMsI HapyIICHUs] CBEPTHIBAHUS KPOBU MPU reModu-
JINY Ha TabopaTOpHOM YpOBHe Oblia TTpoBeneHa A. Wright, kotopsrii B 1893 1.
TTOKa3aJI 3aMeUIeHe 00pa30BaHUs CTYCTKA B CTCKJIISTHHOM KaITvILIsIpe.

P. Morawitz B 1905 1. B Ki1accm4eckoM 0030pe TOABEST UTOT MCCIIe0Ba-
HusiM XIX B. Mo MexaHU3My CBepThIBaHUS KpoBU (LUUT. 110 Boulton F., 2006).
B cooTBeTCTBMU C TIpemCTaBICHUSIMU TOTO BPEMEHM CXeMa CBEPTBIBAHUS
KpPOBHM, KOTOPYIO OH MPEIOXWII, BKIIOYAIAa TOJIHKO YEThIpE KOMIIOHEHTA:
TKaHEBBIII TPOMOOIIACTUH, IMIPOTPOMONH, KaJdblinii 1 (DUOPMHOTEH KPOBH.
HedekT reMocra3a Momo3peBaIcsl B TKaHEBOM (akTope. DTH MpeacTaBlie-
HUS COXpaHSIUCh BIIOTh 10 1937 1., xorma A. Patek u F. Taylor Beimenvim
KOPPEKTHUPYIOIIYI0 (DpaKIMI0 M3 KPOBHW 3IOPOBBIX JIOACH W Ha3Balu ee
ATI'®. JlabopaTopHEBIif METOM OIpene/iecHIs 3TOro (pakTopa OBLIT pa3paboTaH
C. Merskey u R. Macfarlane Tonbpko B 50-e romsr XX B.

IpencraBnenue o remopuanu Kak 06 OMHOPOIHOM 3a00Ji€BaHUU ObLIO
OIpoBepruyTo, kKorga A. Pavlovsky oOHapyxwi, 4To AedeKT cBepThIBAHUS
KPOBU OTHOTO OOJIBHOTO TreMOMWIneid MOXeT OBITh HOPMAaJIM30BaH Iepe-
JINBaHHEM KPOBM OT JIPYroro 4eJoBeKa, CTPAmalolIero 3TOil K¢ OO0JIe3HBIO.
K 1952 1. tpu rpymmel uccienoBareneit (Paviovsky A., 1952; Biggs R. et al.,
1952; Aggeler P. et al., 1952) He3aBUCHMO APYT OT Apyra OOHAPYXWIN, YTO Y
yacTu OOJIbHBIX reModwineil comepxxanne AI'® HopmansHoe. HoBoe 3a60-
JIeBaHMe OBIIO Ha3BaHO remodwimeit B, a HegocTarommii GaxkTop MMOTyInI
Ha3BaHMWE IO MMEHHU OTHOTO M3 MEPBBIX OONBHBIX — (hakTop Kpmcrmaca.
B 1962 . MexayHapomaHblii KOMUTET IpucBoma pumckue uudpbs VI —
AI'® u IX — dakropy Kpuctmaca. B 1964 1. E. Davie u O. Ratnoff, a Takxe
R. Macfarlane mpemioXwmim KacKagHYIO THIIOTe3y IPOIecca CBEPTHIBAHUS
KpOBU. DTa TUIIOTe3a SBUJIACH OOJIBIINM JTOCTIDKCHUEM, OMHAKO B JaJbHE-
IIeM, IO Mepe TOJIydeHHUsT HOBBIX JAaHHBIX U TIPEACTABICHUI O IpoIeccax
reMocTa3a Ipy Pa3TUYHBIX MMaTOJIOTUYECKUX COCTOSTHUSIX, OHA OblJIa 3HAYM-
TeJIbHO U3MEHEHA U IOITOTHEHA.

JNMUAEMUONOrug rEmoenInmn

IlOJ'IFI/IC rogbl B reMaToJOormm CymecrBoBaJjlO MHEHHE O TOM, 4YTO 4acC-
TOTa POXIACEMOCTHU MaAJIbYUKOB C FCMO(I)I/IJII/ICP)I IOpUMEPHO OAMHAKOBa
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