17 ATIPEJISA «BCEMUPHBIN JTEHD 60bHBIX
IT'EMO®UJINEN»

I'emoduians — peakoe HacleICTBEHHOE 3a00JeBaHHE, CBS3aHHOE C HapyLICHUEM
npoiiecca CBEPThIBaHUS KpoBH. [Ipr 3TOM 3a001€BaHNY BOSHUKAIOT KPOBOU3IUSHUS
B CYCTaBbl, MBIIIIIBI U BHYTPEHHUE OpPraHbl, KaK CIIOHTAHHBIE, TAK U B pe3yJbTaTe
TpPaBMBbI WJIM XUPYPIHUECKOTO BMENIATEIbCTBA.

Cucrema cBEepTHIBaHUS OOECIECUMBAET COXPAHEHUE KPOBU BHYTPU COCYJIOB, IpPH
HapYUICHUU UX IEJIOCTHOCTH (TPaBMbl, MEAUIIMHCKHUE BMEIIATENIbCTBA), HE J1aBast ei
U3NIMBATBCS  HApPYXy, 3aKpbiBas TOBPEXKIEHUS  CIEUUATbHBIMH  CTYCTKaMHU
(tpombamu). CrycTku o0pa3yroTcs B pe3yJbTaTe OMOXUMUYECKUX PEaKIUi MEXITY
MOJIEKYJIaMU, TMPUCYTCTBYIOIIMMHU B KPOBU KaXJOro uenoBeka. [Ipu uzydeHuu
CHUCTEMBI CBEPTHIBAaHUS UX Ha3BaJu «(HaKTOpAMHU CBEPTHIBAHUS.

IIpuyuHAa NOBBINIEHHOW KPOBOTOYMBOCTU NPH FeMOPUIMHM — HapyUIEHUE CUHTE3a
MOJIEKYJI TUJIa3MEHHBIX (PAKTOPOB CBEPTHIBaHMS. B CBsA3M € 3TUM pazauyaroT
CJIEIyIOLIME OCHOBHBIE (DOPMBI TEMOPHUITHH:

remoduius A - Bei3BaHa aeduiutom VIII pakropa cBepThiBaHuS;
remoduius B - o6ycnonena nepuiurom X daxropa;

Ha nomto remoduiinu A npuxonutcst 80% cimydaes, remoduiinu B — 12%. Ha nomo
octaBmmxca 8% MNPUXOIATCA ApYyrue HapylleHus, OOyCIIOBJIEHHbIE Je(eKToM
BBIPaOOTKH (PAKTOPOB MIIM HEXBATKOM (PAaKTOPOB C IPYTUMU HOMEPAMH.

I'ensl reMouUIMK HAXOAATCS B TOJOBOM X-XpOMOCOME, KOTOpas MepenaeTcs OT
Jefa K BHYKY 4epe3 3JJ0pOBYIO J0Yb — HOCHUTEIBHUILY NePeKTHOTO reHa. To ecTh
OOBIYHO OOJIE3HBIO CTPANAIOT MYKYHMHBI, OJKEHIIMHBI >K€ BBICTYNAIOT Kak
HOCHUTEJIbHUIIBI TeMO(MUIUU U MOTYT POJUTH OOJBHBIX CHIHOBEH WIM J0uepei-
HocutenbHull. [lo cratuctuke BO3 npuMepHO oAMH MiIaAeHE MYKCKOro IMoJia U3
5000 poxnmaercs ¢ remodwinei A, BHE 3aBUCHUMOCTH OT HAIMOHAIBLHON WA
PacoOBOW MPUHAIJIEKHOCTH.

Cumnrombl remopuianu

Benymumu cumnromamu  remodmmun A u B ABIAIOTCS  TIOBBIIEHHAS
KPOBOTOYHMBOCTh C TIEPBBIX MECSIIEB JKU3HH, TIOJKOXKHBIE, MEKMBIIICYHbIC,
cyOdacuuanbable, 3a0pIOIIMHHBIE T'€MaTOMbl, OOYCIOBJICHHbIE  yIIHMOaMHu,
ope3aMy, Pa3IMYHBIMU  XUPYPrUYECKUMH  BMEIIATEIbCTBAMH;  OOMWJIbHBIC
MOCTTpaBMaTHUECKHE KPOBOTEUEHMS; TE€MapTpPO3bl KPYHHBIX CYCTaBOB, C
BTOPUYHBIMU BOCHIAJIUTEIILHBIMU U3MEHEHHUSIMH.

Y HOBOPOXIEHHBIX JAETEH MPU3HAKAMU TeMO(PHINUA MOTYT CIY)XUTh AJTUTEIIbHOE
KPOBOTEUEHHE U3 IYIIOYHON PaHKH, MOJKOKHbIE reMaToMbl. KpoBoTeuenus y neren
IEPBOI0 TOJla )KU3HU MOTYT OBbITh CBSI3aHBI C IIPOPE3bIBAHUEM 3y0OB, OCTpPBIE Kpast
MOJIOYHBIX 3yOOB MOTYT CTaTh NPUYMHON NPUKYCBIBaHMS sI3blKa, Iy0, IIEK U
KPOBOTEUEHHUH U3 CIM3UCTBIX 000J104€eK MoJocTH pra. OHAKO, B TPYJHOM BO3pacTe
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remMounusl Ae0IOTUPYET PEOKO B CBSA3M C TEM, YTO B MAaTEPUHCKOM MOJIOKE
COJIEPKUTCS JTIOCTATOUYHOE KOJMYECTBO aKTUBHOIO (pepMeHTa — TPOMOOKHHA3HI,
KOTOpas crocoOHa yiy4iiath GOopMUpPOBaHUE CTYCTKA.

BeposATHOCTB MOCTTPaBMaTUYECKUX KPOBOTEUEHUI 3HAYUTEIIBHO BO3pACTaeT, KOTaa
peOeHOK ¢ remMouianel HauMHAeT BCTaBaThb M XOIuTh. s perel mocie roja
XapaKTEPHBl HOCOBBIE KPOBOTEUEHUs, ITOJKOKHBIE M MEKMBIIICYHBIE I'€MaTOMBI,
KPOBOM3IUSHUA B KpymnHbIE cycTaBbl. OOOCTpEHUSI reMOpparuyecKkoro avaresa
ciydarotes mociie nepeneceHHbIx nHpeknuit (OPBU, BeTpsiHKHM, KpacHYXH, KOPH,
TPUIINA W Jp.) BCJIEICTBHE HApYyLIECHUs MPOHHUIIAEMOCTH COCYIOB. B 3TOM ciyuae
HEPEJKO BO3HHUKAIOT CaMONPOM3BOJIBHBIE MEJKHE KpOBOM3IUSHUA. Buny
MIOCTOSIHHBIX W JUTUTENIBHBIX KPOBOTEUYEHHMH y AETe ¢ reMopuineil pa3BUBaeTCs
aHEeMUs Pa3IUYHON CTENEHU BBIPAKEHHOCTH.

XapakTepHbIM TPU3HAKOM TeMOQUINHM  SBJISETCS OTCPOYCHHBIM  XapakTep
KPOBOTEUEHHUSI, KOTOPOE OOBIYHO Pa3BUBAETCS HE Cpasy IOCJIE TPaBMbI, a 4epes
HEKOTOpOE BpeMsl, HHOTJa CIycTs 6-12 yacos.

I'emounus He 00s3aTeNIbHO NepenaeTcsl 1Mo HacueacTBY. CHOHTAaHHbIE MyTalluu
yesnoseueckord JIHK mpoucxomar mnoctosHHO. M mO3TOMYy BO3MOXKEH BapUAHT
BO3HMKHOBEHUS TeMO(HIINKA B CEMbE, IJIE HUKTO M HUKOTJA HE CTpajai OT 3TOro
3a00JIeBaHUsl — TaK Has3blBaeMas crnopaandeckas remodunus. OHa BCTpedaeTcs: HeE
TaK y’K U PEJIKO — B TPETH BCEX CIIy4aeB 3a00JIEBAHNUS.

Jl7iss AMArHOCTHKHU TeMODUIINM  TIPUMEHSIETCS:  KoaryJorpaMma, OIpeelieHUe
BpPEMEHHU CBEPTHIBAEMOCTH, J0OaBIEeHUE 00pa3lioB IUIa3Mbl C OTCYTCTBHUEM OJHOTO
13 paKkToOpoB CBEPTHIBAHUS.

Jleyenue remopuiiuu

3aMecTUTeNbHAS TEPANKsl — OCHOBHOW MeTo[| JeueHus: reModuinnu. C 3TOH 1ebio
ucnonb3yroT KoHieHntpatsl VIII u IX dakropoB cBEpTHIBaHMS KPOBH B
WHIUBUTyAJIbHBIX J103aX JJI KOKI0TO OOJFHOTO U BUAa KPOBOTCUCHUS.

IMpodpunaxkruka remopuiinu

C nenbio npoPuIakTUKK pokaAeHUsT pedeHka ¢ reModuireil MpoBOAUTCS MEIUKO-
T€HETUYECKOE KOHCYJIbTUPOBAHNE, BO3MOXKHA MIPeHaTaIbHas TUarHOCTHKA.

C yBaxkennem MsieibCKMl PAHOHHBIM LEHTP FHTHEHbI ¥ 3NMTU1EMHUOJIOTUH



