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. . r9M0¢V|nV|F| — HacneacCcTBeHHadA MaToJ/iIord romMeocTta3a, MNpoABAOLLUAdACA B

MpuuYKnHbI pa3Butua naTtonormu. FeHbl,
npoBouupyloLmne HeOoCTaTOUHYIO BblpaboTKy
¢daKTOpoB CBepTbiBaHUA KPOBM, cuUenieHbl C X-
XPOMOCOMOMWN. MaTonorua HacnepyeTcq no
peueccMBHOMY TMPU3HaAKy MO )>XEHCKOWU NUHUN.
HacnepcTBeHHO obycnoBneHHad naTtonorus
BCTpeYyaeTc UCK/TIOUUTENIbHO Y Masib4MKOB. CbIHOBbSA
300POBOIr0 MYXUMHbI U YEHLMHbI-HOCUTENbHULLbI
naTo/IOrMYECcKOro reHa ¢ oAMHaAKOBOMW BepPOATHOCTbIO
MoOryT poautbca 6e3 npusHakoB reMopunum unm c

HUMMU. My)XUMHa, CTpagalowWwMmm OT HapylleHun
CBepTbiBaHUA KPOBWU, CMOXET 3a4vaTb 300pOBbIX
nertemn c YKEHLLMHOMN, He aBnsowenca
HOCUTENNbHULLEN UBMEHEHHOIo reHa.

JleueHune 3a6boneBaHus. TepaneBTUYeckue
Meponpuatua Ha ¢oOHe JnevyeHua remodpunum
oTHocAaTCcA K ogHomn M3 AgByx rpynn -

npopunakTMYeCcKUM UM CUMNTOMaTUYEeCKUM. B
nepBoM cfy4yae MauuMeHT cC Taxenom d¢opmomn
naTtosornun nony4yaet perynsipHble [O3bl
KOHLUEHTpaToB ¢$aKTOPOB CBepTbiBaHUA KpoBU. UX
NPUCYTCTBUE CHMXKAET PUCK pPas3BUTUA apTponaTum U
BHYTPEHHUX KpoOBOTeYEeHUN. [pu NMaHMpPOBaHUU
onepaTuUBHbIX BMeLUATENbCTB (BK/oYasa yaaneHue
3y60B) MauMeHT noJsiydaeT NOBTOPHble TpaHchy3um
npenapaTos.

CcuMnToMaTUYeckue npouenypbl BbIMOMHATCA MpuU
nopesax U HapPYXXHbIX KpoBoTeuyeHUsx. Bpauu
PEeKOMEHAYT  MUCMofb30BaTb  FEMOCTAaTUYECKYIO
ry6Ky M HakKnagbiBaTb AaBsilLlylo MNOBA3KY. Menkue
paHbl cnegyeT o6pabaTbiBaTb TPOMOUHOM.

HapyLUeHUU CBEPTbIBAaHUA KPOBU Ha POHE CHUIKEHHOIo CUHTEe3a Heo6XoaUMbIX
BelleCTB OpraHMsMoM naumeHTa (daktopoB VI, IX, Xl). Crpapamowme oT
3aboneBaHUAa nnua peryigapHO HaxoAdT Ha CBOEM Tefle remMaToMbl WuU
CTaJIKMBAlOTCA C reMapTpo3aMu, BHYTPEHHMMMU KPOBOTEYEHUSIMM Ha ¢oHe
TPaBM 1NN XUPYPrUYECKUX BMeLUaTEeNbCTB.

CuMnTOMbl  reMmodpunum. MepBble  nNpu3HakKu
NaToNoOrMmnm MOXXHO OBGHapPYXXUTb Y HOBOPOXXAEHHbIX
peten. TaK, Ha BepoOATHOCTb MNOATBEPXXAEHUSA
DuarHosa «remModpunua» y pebeHKa  YKaXyT
DnuTenbHoe KpoBOTeYeHMe U3  MNyMNoOBUHbI MU
MHOIOYUCTIEHHbIE NoOAKOXXHble reMaToMmbil.
O6unbHoe MucTeyeHUe KpoBM Yy MIafeHueB B
MOMEHT npope3biBaHUA 3y60B CTAaHOBUTCH HE MeHee
TPEBOXXHbIM ¢daKTopoM. Ho B nepuopa nakrauum
pe6eHOK nony4yaeT [oCTaTO4YHOE  KOJINYecTBO
TPOMGOKMHAa3bl C MOJTIOKOM MaTepMu.
MocTTpaBMaTUYEeCKUE KPOBOTEUEHUS XapaKTepHbl
ona peTten, HayuyMBLUMXCA Non3aTb M xoauTb. K
HOCOBbIM KpoBoTeYeHuUd pob6aengaioTcsa
MeXMbILWeYHble reMaToMbl U KPOBOU3IUAHUA B
cycTaBbl (reMapTpo3bl). Ha doHe 3Toro passuBaeTco
aHeMus.

NMporHo3. 3amMecTuTenbHaa Tepanua no3BonseT
OopraHnMaMy nauuneHTa BblpaGOTaTb AOCTaTO4YHOE
Konmn4yectBo aHTUTen, KOTOpble 610K pPyroT

NPOKOArynaHTHYIO aKTUBHOCTb. [JOMONMHUTENIbHbIMU
MepaMn nogaep)XxaHnd ™Malb4ymMKoB WIN MYXXYUH

CTaHOBUTCA nnasmadepes 7] npuem
MMMyHoOAEeMnpPecCcaHTOoB.

Jlerkaga cTteneHb reModunmMmM He  oOKasbiBaeT
CyLIeCTBEHHOro BNUAHUA Ha KayecTBoO 7]
NPOAOMKUTENBHOCTM  XXU3HM  MauumeHToB. [pwu
TAXKEbIX dopmax naTtonormm NpPoOrHos
BbI>XXMBaeMOCTH CYLLECTBEHHO yxyALlaeTca.
KnuHu4veckmne pekoMeHgauum npu remModpunum
npeoycMaTpuBaloT  perynspHble  KOHCynbTauuu

MaLMeHTOB C reMaTosIoroM N KOHTPOJIb NOKa3aTeneun
CBepTbiBae€MOCTHU
Na6opaTopHbIX TeCTOB.

KpoBu nocpencTeomMm




