MIPECC-PEJIM3 K EJIUHOMY JHIO 3I0POBbS «BCEMWPHBIM JIEHD

I'EMO®WINI» 17 ATTPEJTA

I'emoduist — penkoe HacleACTBEHHOE 3a00JIeBaHUE, CBA3aHHOE C HAPYILIEHHEM
nporecca  CBEpThIBaHUS  KpoBU. [lpm  sToM  3a0o0jeBaHUM  BO3HUKAIOT
KPOBOUMBJHSHUS B CYyCTaBbl, MBIIIIBI M1 BHYTPEHHHE OPTraHbl, Kak CIIOHTAaHHBIC, TaK
U B pe3yJIbTaTe TPABMbI WIIM XUPYPTUYECKOTO BMEIIATEIbCTBA.

I'emodunus mosiBAsieTCs W3-3a W3MEHEHMs] OJHOrO TeHa B XpoMocoMe X.
Pazmuuator tpu Tna remodunuu (A, B, C).

I'emopumust A (peueccuBHas  MyTalusi B~ X-XPOMOCOME)  BbI3bIBAET
HEJIOCTaTOYHOCTh B KPOBHM HEOOXOIMMOTro OeKa — Tak Ha3biBaeMoro (akrtopa
VIII  (anTuremodunsHoro rnodynunHa). Takas  remoduius  cUUTaeTCA
KJIACCMYECKOM, OHa BcTpewaeTcss Haubosee dvacto, y 80—90 % OoabHBIX
remodrmeii. Tsok€mbie KpOBOTEUEHUS MPU TPAaBMax M OIEparusax HaOJIOTar0TCsa
npu ypoBHe VIII dpakropa— 5—20 %.

I'emodunusa B (peueccuBHas MyTanus B X-XpOMOCOME) — HEIOCTaTOYHOCTH
dakropa mmazmel [X (Kpucrtmaca). Hapymieno o0pa3oBaHue BTOPUYHOM
KOAaryJsi{uOHHON MPOOKHU.

I'emopumus C  (ayTOCOMHBIM  PEIIECCUBHBIM  JIMOO  JOMHHAHTHBIA  THII
HACJICIOBAHUS, TO €CTh BCTPEYACTCS KaK y MYXYHMH, TaK W y IKEHIIUH)—
HejocTaTouHOCTh ¢aktopa kpoBu XI. B Hacrosmee Bpemsi remodunus C
UCKITIOUEHAa W3 KiIaccu(uKaiuu, TaKk Kak e€ KIMHUYECKHE MPOSBICHUS
3HAYUTEIHHO OTIMYAIOTCS OT A 1 B.

Benymmumu  cumnTomamu  remoduiamu A u B SBIAIOTCS  MOBBINICHHAS
KPOBOTOUMBOCTh C TICPBBIX MECSIIEB JKU3HU; TIOJKOXKHBIC, MEKMBIIICUHBIC,
cy0dacumanpHble, 3a0pIOMIMHHBICE TEMAaTOMBI, OOYCJIOBJICHHBIC  yIIHOAMH,
1ope3aMM, Ppa3IUYHBIMH  XUPYPTUYECKHMMH  BMEIIATEILCTBAMH,  OOWJIbHBIC
MOCTTPAaBMATHYECKHE KPOBOTCUCHUS; TEeMapTpo3bl KPYIHBIX CYCTaBOB, C
BTOPUYHBIMU BOCHAIUTEIILHBIMUA U3MCHCHHUSIMHU.

OOBIYHO 0O0JIE3HBIO CTPATAIOT MYKUYHUHBI (HACIEIOBAHHE, CICINICHHOE C ITOJIOM),
KCHIIUHBI JK€ OOBIYHO BBICTYMAIOT KaK HOCHTEIBHUIBI TeMOMDUINH W MOTYT
POIUTH OOJILHBIX CHIHOBEH WM TOYEPEii-HOCUTEIHHHUIL.

I'emo¢unus He o0s3aTeNbHO NepenaeTcss o HaciaencTBy. CHOHTaHHbIE MyTallMU
yenoseueckon JIHK mpoucxomsat mocrosHHo. M mMO3TOMY BO3MOYKEH BapUaHT
BO3HUKHOBEHHUSI TEMOPWINHA B CEMbE, I/I€ HUKTO U HUKOTJA HE CTpafall OT 3TOrO
3a0oyeBaHUsl — TaK HasbplBaeMas criopaauueckas remopunus. OHa BcTpeyaeTcs
HE TaK YK U PEIKO — B TPETHU BCEX CIIy4acB 3a00JIECBaHMSL.

I'emodunusi, BONpEeKH paclpOCTPAaHEHHOMY MHEHHIO, 3TO He 00s3aTeabHO
HEMEJUIeHHasi cMepTh OT uapanusbl. [lpu nerxkoit ¢dopme 3aboneBaHusi naxe



aHaJIM3bl HA CBEPTHIBAEMOCTb KPOBU MOTYT OBITH B HOpPME, a MOBBILIEHHOE
KpOBOTE€UEHHE HAOJI0JaeTCsl TOJIBKO BO BPEMS ONEpalliii WA B PE3YyJIbTaTe TPABM.
Takue moauM MHOIrZAA MOAYYAlOT AMArHO3, Y)Ke Oyaydu B3pociabIMU. OOBIYHO
JeYyeHUue UM TpeOdyeTcsl TOJNBKO B CIydyae BO3HUKIIETO KpPOBOTEUYEHMs. A BOT
MAalMEHThl C YMEPEHHON U TsKeNor (opMamMu HYKIAIOTCS B TPO(PHIAKTHYECKOM
JICUEHUH, TO €CTh BO BBEJICHUM MPEMApaTOB, 3aMEHSIONIUX HYXKHBIE (DaKTOPHI
KPOBH.

OcHoBHasi O6ena reMo(UINN — TeMapTpo3bl, TO €CTh KPOBOM3JIHUSIHUS B CYCTaB.
Onu paszsuBatotcs B 70-80% ciayyaeB v MPUBOAAT K BOCHAJIEHUSIM CyCTaBa, 00JIsIM,
OTrPaHUYEHHIO TTOJIBUKHOCTH.

JInsi nUarHoCTHKYA TeMO(DWIMKU TMPUMEHSAETCA: Koaryjorpamma, OIpeieaecHue
BPEMEHHU CBEPTHIBAEMOCTH, JOOABICHUE 00PA3IIOB IJIa3Mbl C OTCYTCTBHEM OJIHOTO
u3 (pakTOpOB CBEPTHIBAHMUSL.

Xots 6071€3Hb HA CETOAHSIIHUN AeHb HeU3/Ieunma, e€ Te4eHHe KOHTPOIUPYETCS C
MOMOIIBI0 MHBEKIUNA HEA0CTaIero ¢akropa CBEPTHIBAEMOCTH KpoBH. Jis
JICUECHUSI MCTOJBb3YIOTCS KOHIIEHTPAThl (PAKTOPOB CBEPTHIBAHUSI KAaK MOJIyYECHHbBIC
U3 JIOHOPCKOM KpOBH, TaK M PEKOMOHMHAHTHBIE (BBIPAIEHHBIE HCKYCCTBEHHBIM
NyTEM y KUBOTHBIX).
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