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Exxeronno 17 ampenst MHOTHE cTpaHbl IPUCOEAMHSIOTCS K akuuu BcemupHoi
dbenepannu remodpunuu (World Federation of Hemophilia, WFH) u Bcemupnoii
opranusanuu 3apasooxpanenus (BO3) u ormevaror BcemupHslil ieHb remoduinuu
(World Hemophilia Day).

OcHoBHasl Ledb MPHUBJIEYb BHUMaHHE OOIIecTBa K npoliemMaM reMopuiuu u
clenaTh BCE BO3MOXKHOE JJisl YJIYYIICHHs KayecTBa MEIMLMHCKON IOMOIIH,
OOJBHBIM ITUM T€HETUYECKUM 3a00JICBAHUEM.

I'emo¢puaus — HaciaeacTBeHHOE 3a00J€BaHUE KPOBH, KOTOPOE BBI3BAHO
BPOXKICHHBIM  OTCYTCTBHEM WM YMEHBIICHHEM KOJIWYecTBa  (haKTOPOB
CBEpThIBAaHUS KpOoBH. Boje3Hb XapakTepu3yeTcs HapyIIeHHEM CBEpPTHIBAEMOCTH
KPOBH U MPOSIBIISICTCS B YACTHIX KPOBOUBIUSHUSAX B CYCTaBbI, MBI U BHYTPEHHUE
OpTaH#bI.

Cucrema cBepThIBaHUS 00ECIIEUNBAET COXPAaHEHUE KPOBU BHYTPU COCYIOB, MIPH
HapYIIEHUH UX IIEIOCTHOCTH (TPaBMbl, MEJIMIIMHCKUE BMEIIATENILCTBA), HE 1aBasi ei
U3IIMBATBhCS HAPYXKY, 3aKpbIBas TMOBPEKACHHUS CHCIUAIBHBIMUA CTYCTKaMU
(tpombGamu). CrycTku 00pa3yroTcsi B pe3yibTaTe OMOXUMUYECKUX PEAKIIMA MEXTY
MOJIEKYJIaMH, MPUCYTCTBYIOIIMMHU B KPOBHM KaxJaoro uenoseka. [Ipum m3yuenun
CUCTEMBI ~ CBEpPThIBAaHWSA WX  Ha3Badu  «(akTopamMu  CBEpPTHIBAHUSY.
Ipuyuna nogvluienHou KpoOBOMOYUBOCMU NPU 2eMOPUIUU — HAPYUEHUEe CUHMe3d
MOJIeKY]l NAA3MEHHbIX (hakmopos ceepmvléaHusd. B CBS3M C 3TUM pa3auyaroT
CJIEIyIOUIME OCHOBHBIE (DOPMBI TEMO(PUITUN:

- remo(uams A - Bei3Bana gepunurom VIII dakTopa cBepThIBaHUS;
- remouius B - o6ycnosnena nepunurom X dakropa.

Ha pomro remodummnu A npuxonutcst 80% ciydaes, remodbunuu B — 12%. Ha
JIOJII0 OCTaBIIMXCA 8% MPUXOIATCS IPyryue HApyIIeHUs], 00yCIOBIIEHHbIE Ne(hEeKTOM
BBIPAOOTKH (PAKTOPOB MM HEXBATKOM (PAaKTOPOB C IPYTUMHU HOMEPAMH.
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a marna - 37J0POBBIH.

ITATIA MAMA

KY KX

KX,

50%, 4TO ChIH OyzeT 6oneH reMmodpranet.
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Hwu y ogHOTO ChIHA He OyaeT reModHIru.
Bce nouepu OyZyT NepeHOCYMKAMH FeHa.

I'enpl reMOpUINN HAXOAATCS B IOJOBOM X-XpOMOCOME, KOTOpas MepeaacTcs OT
Jeqa K BHYKY 4epes3 3J0pOBYIO J0Ub — HOCUTENbHUILY JedekTHOro reHa. To ects,
OOBIYHO O0O0JIE3HBIO CTPANAIOT MYXKUMUHBI, JKCHIIMHBI K€ BBICTYNAIOT Kak
HOCUTEJLHUIIBI TeMOGUIMA U MOTYT POJIUTH OOJBHBIX CHIHOBEW WIIU Jouepei-
HocutenbHUI. [1o cratuctuke BO3 npuMepHO 0JWH MiIaACHEI MY>KCKOIO I0JIa 13
5000 poxnmaercs ¢ remoduiaueid A, BHE 3aBUCUMOCTH OT HAllMOHAJIIBHOM WU
pacoBou MIPUHAJICKHOCTH.

CumnromMsbl reMopuaun. Y HOBOPOXKIEHHBIX JETEH MpU3HAKaMHU TeMO(PUIHH
MOTYT CJIYKHTh JJIUTEIbHOE KPOBOTEUEHHE W3 IMYMOYHOM PaHKH, IMOJKOKHbBIC
remaToMbl. KpoBoTeueHus y AeTeil mepBOro rojia >KU3HU MOTYT OBITh CBSI3aHBI C
mpope3biBaHueM 3y00B, oreparusiMu. OcTpble Kpasi MOJIOYHBIX 3y00B MOTYT CTaTh
NPUYUHON TPUKYCHIBAHUS S3bIKA, TYO, MIEK M KPOBOTCUECHUU W3 CIHU3UCTHIX
oOosoyek nonoctu pra. OHAKO, B TPYyJHOM Bo3pacTe reModuiiig 1e0roTHpyeT
peIKO B CBSI3U C TE€M, YTO B MATEPUHCKOM MOJIOKE COJEPKHUTCS JTOCTATOYHOE
KOJIMYECTBO aKTUBHOTO (pepMEHTA — MPOMOOKUHA3BI, KOTOPAsk CIOCOOHA yIydIlaTh
dbopmupoBaHue CTyCTKa.

BeposITHOCTh MOCTTpaBMAaTUUECKUX KPOBOTCUCHUN 3HAUUTEIIBHO BO3PACTacT,
Korja peOeHOK ¢ reMo(uiiiei HauMHAeT BCTaBaTh U XOAUTh. [{71s1 geTeit mocie roaa
XapaKTEPHBI HOCOBblEe KPOBOMEUEHUsl, NOOKONCHbIE U MEHCMbLULEYHbLE 2eMAMOMDbI,
KpoBoU3UusAHUs 8 Kpynuvle cycmagvl. OOOCTpEHUs] TeMOpPParuvyeckoro auaresa
ciydaroTcs nocie nepeneceHnbix nndexnuii (OPBU, BeTpsiHKU, KpacHYXH, KOPH,
TpUNIA U JIp.) BCIAEACTBHE HAPYIICHHUsS] MMPOHUIIAEMOCTH COCYI0B. B 3TOM ciyuae
HEPEOKO BO3HHUKAIOT CaMOIPOU3BOJIbHBIE MEJKUE KPOBOMBIUSIHUSA. BBumy
MOCTOSIHHBIX U JJINTEIBHBIX KPOBOTEUCHUU y AeTell ¢ reModuiinell pa3BUBaeTCs
aHEeMHUsI pa3IMYHON CTEIECHH BBIPAXKEHHOCTHU.

[Ipy remModwiuM YacTO BO3HUKAIOT KPOBOWBIUSHHUS B MSTKHE TKaHU —
MOJKOXKHYIO KJIETYATKy U MBIIIIBI. Y JieTeld OOHapyKUBAIOTCS Henpoxooaujue
CUHAKU Ha myJosuue u KOHEUHOCMIX.

XapakTepHbIM TPU3HAKOM TeMO(MUIIUU SBISIETCS OMCPOUEHHbIU Xapakmep



KpogomeyeHus, KOTOpoe OOBIYHO PAa3BUBAETCS HE Cpa3y IMOCIE TPaBMbI, a uepe3
HEKOTOPOE BpEMsI, MHOTAa CITyCTs 6-12 yacoB.

Juarnoctuka. /luarnoctuka reMopuind OCHOBaHa Ha CEMEMHOM aHAaMHE3e,
KJIIMHAYECKOW KapTUHE W JaHHBIX J1a00paTOpPHBIX MCCIEAOBAHUM, CpeId KOTOPHIX
BeJylllee 3HAaUeHHE UMEIOT:

- YBEJIMYCHHUE NJTUTEIBHOCTU CBEPTHIBAHUS KAMMILIISIPHON U BEHO3HOU KPOBH;
- YMEHBIIIEHHE KOHIIEHTpAIMK OJHOTr0 M3 aHtureModuiabHbIx (axtopor (VIII,
1X).

Jleuenue remo¢uiaun. Kpooreuenne npu reMopuiuud MOKE€T BO3HUKHYTh B
Ja1000€ BpeMs CYTOK M JUIMTHCA JOCTATOYHO JOJITO MPU OTCYTCTBHUH JOJHKHOTO
aeuenus. Jleteil ¢ maHHBIM 3a00JI€BaHHEM HEOOXOAUMO oObOepezamb Om mMpasM,
uzbecamov yoanenus 3y008 nymem mMWAMeIbHOU CaHayuu noaocmu pma u
K8ANMUPUYUPOBAHHOU CMOMAMONI02UYECKOU NOMOWU. BOJIBHBIM JETSIM HE CTOUT
00ATbCsI 3aHUMATHCSI CIIOPTOM M (PUBKYIBTYpO. PoauTenu JOMKHBI MOOMIPSATH 3TO
JIETaTh.

Moutozpie 01U JOMKHBI 0CO3HATH, YTO MOJIepKaHue (PU3NUECKOW aKTUBHOCTH
OUYEHb BAXKHO JJI YKPETUICHUS UX MBIIIII, CBSI30K U CYCTaBOB. MblieuHast c1aboCTh,
OTCYTCTBUE THOKOCTH, U TIOXasi KOOPJUHAIUS JTBUXKEHUNH — BCE ATO 3HAYUTEIILHO
MOBBIIIAET BEPOSITHOCTh TPABMbI CYCTaBa U MOCJIEAYIOIIETO Pa3BUTHUS BOCTIAICHUS
— apTpuTa.

MenuuuHCKasi MOMOILb OOJIbHBIM TeMo(uiinelt ceooumcs kK npoguiakmuxe
KpOBOMeUeHul, Ul e K B8e0eHUI0 (QaKmopa Cc8epmulanusi Kposu no
mpebosanuto. IlpoduiiakTuka mnpennonaraeT BIMBaHUE (PaKTOpa CBEPTHIBAHUS
KPOBU C IE€JIbI0 COXpPaHEHUS HOPMAJIBbHOTO CBEPTHIBAHUS KPOBH Y OOJBHOTO,
MPEeIOTBPAIICHUS] CHOHTAHHBIX KPOBOTEUEHUH.

B Pecniy6nuke benapych Bce manueHTsl ¢ Tsxenon popmoii remopunnu A u B ¢
MPO(PHIAKTHIECKON TEIbI0 MOMYUYaloT Mpenaparbl KOAryJsaHOHHbIX (aKTopoB
JUISL  CaMOCTOATENIBHOTO (MM C  IOMOILIBIO  POJCTBEHHHUKOB)  BBEICHUS.
3aMmecTuTeNbHAS TEPANNs — OCHOBHOM MeTo ieueHus: reModuinu. C 3Toi Lembio
ucnonb3yroT KouueHntpatel VIII uw IX ¢akTopoB CcBEpThIBaHUS KpOBU B
WHUBUYAIbHBIX J103aX I KaKJI0TO OOJBFHOTO U BUa KPOBOTCUCHUS.

[TaeHTBl CO CpPEAHEN CTENEHBI0 TSHKECTH IMOJIYYArOT JIEYEHHE IIpU
BO3HUKHOBEHUU reMOpparnyecKux AIU30/0B.

IMpodunakruka remopuiaun. C 1eapi0 NpoQUIAKTUKN POXKICHUS peOeHKa C
reMouiIre MPOBOAUTCA MEIUKO-TEHETHYECKOE KOHCYJIbTUPOBAHHE, BO3MOKHA
npeHaTallbHasl TMarHOCTHKA.

KoHcynbraTrBHAs TOMOILB TAIIMEHTAaM OKa3bIBaeTCsA Ha 0a3€ reMaToJI0rHYeCKux
OTJIEJICHU 00JIACTHBIX OOJIbHHULI, KOHCYJIbTATUBHBIX LIEHTPOB KPYIHBIX T'OPOJIOB,
pecnyOIMKaHCKUX HAyYHO-NPO(UITAKTUYECKUX LIEHTPOB.
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