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Exeronno 17 ampens MHOTME CTpaHbl IMIPUCOEAUHSAIOTCA K aKLIUU
Bcemupnoii ¢enepanuu remopuuun (World Federation of Hemophilia,
WFH) u Bcemupnoit opranuzanuu 3apaBooxpanenust (BO3) u ormeyaror
Bcemupnsiit gens remodunuu (World Hemophilia Day).

OcHOBHas L€ NpUBJIEYb BHUMaHUE OOIIECTBA K Mpodiemam
reMoUIuM W CcaenaTh BCE BO3MOXKHOE Ul YJIYYIIEHHUsS KadecTBa
MEIUIMHCKONW MOMOIIH, OOJBHBIM 3TUM I'€HETHUYECKUM 3a00JI€BaHUEM.

I'emoduausa — HaciencTBeHHOE 3a00JICBaHHE KPOBH, KOTOPOE
BBI3BAHO BPOXJCHHBIM OTCYTCTBUEM MWJIM YMEHBUIEHUEM KOJUYECTBA
(akTOpOB CBEpTHIBaHUSI KPOBH. bojie3Hb XapakTepusyeTcsl HapyleHueM
CBEPTHIBAEMOCTH KPOBH M MPOSBISETCS B YACThIX KPOBOMBIUSHHUSIX B
CYCTaBbl, MBIl U BHYyTpeHHHUE opranbl. Cucrema CBEPTHIBAHUS
00ecreynBaeT COXpaHeHHe KPOBU BHYTPH COCYAOB, IPU HApYUICHUU UX
LEJOCTHOCTU (TpaBMbl, MEIWIMHCKHE BMELIATENbCTBA), HE JlaBas ei
U3JIMBATBCS HAPYXKY, 3aKPbIBAsI MOBPEXKICHUS CHEIUATbHBIMUA CTYCTKaMH
(tpombamu). Cryctku oOpa3yloTcs B pe3ylibTare OHOXMMHYECKUX
peakuuii Mexay MOJIEKYyJaMH, MPUCYTCTBYIOUIUMU B KPOBH KaxKJIOTO
yesnoBeka. IIpy  wW3ydeHMM CHCTEMBl CBEpPTHIBAaHUS HMX Ha3Baju
«(paxTopamMu CBEpTHIBAaHUS.

Ilpuyuna noeviuiennoii Kpogomouusocmu npu cemoduiuu —
Hapywienue CUHmMe3a MOJ1eKy1 NIA3MEHHbIX (aKmopos ceepmuvléanusl.
B cBsi3u ¢ 3TUM pa3nnyaroT ciaeAyoe OCHOBHbIE (POPMbI TeMO(PHIINN:

- 2emogpunun A - Be3Bana neduurom VIII dakTopa cBepThiBaHUS;

- 2emopunua B - o6ycnosnena nepunurom X dakropa.



Ha nomo remodunun A npuxogutcs 80% ciyuaes, remodunnu B
— 12%. Ha pomo ocraBmmxca 8% Npuxonarcs ApyrHe HapyLIEHUs,
oOycnoBieHHbIEe JAe(peKTOM BBIPAOOTKH (HaKTOPOB HIIM HEXBATKOM
($hakTOpOB C IPYTUMU HOMEPAMH.
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a nana 3f,o0poBbIN a Mama 3opoBa
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50%, uTo cbiH byaeT boneH remodunueit. Hu y ogHoro cbiHa He 6yaet remodunuu.
50%, uTo foub ByfEeT NEPEHOCUNKOM reHa. Bce fouepw 6yngyT nepeHoCUMKOM reHa.
Y HeKoTOpbIX fJouepeit MoryT Y HeKoTopbIX fouepeit MoryT
NPOABAATLCA CUMMTOMbI HonesHu. NPOABNATLCA CUMNTOMbI 6one3Hu.

Cxema HacnegoBaHua remodunun ~ SANTO

Member of Polpharma Group

I'enbl reModuInu HAXOMITCS B IMOJOBON X-XpPOMOCOME, KOTOpas
nepenaercs OT JAefa K BHYKY 4epe3 3I0pPOBYIO J0Yb — HOCHUTEIIbHUILY
nepexkTHoro reHa. To ecTb, OOBIYHO OOJIE3HBIO CTPANAIOT MYXKYMHBI,
KEHIIUHBI K€ BBICTYMAIOT KAK HOCUTEIbHUII TeMOGUIMU U MOTYT
pPOAUTHL OOJILHBIX CHIHOBEH WM Aoueper-HocutTenbHuIl. [lo cratucTuke
BO3 npumepHo oauH mianeHen myxxckoro nosa u3 5000 poxngaercs
remopuuet A, BHE 3aBUCUMOCTH OT HAI[MOHAJIBHOM WJIM pPacoBOU
MIPUHAJIEKHOCTH.

Cumnrombl reMopuaInu. Y HOBOPOXKJICHHBIX JAETEH MPU3HAKAMU
reMOQWINH MOTYT CIYXKHUTh JJTUTEIHHOE KPOBOTCUYCHHE W3 IyIMOYHOU
PaHKH, MOJKOKHBbIE IreMaroMbl. KpoBOTE€UEHHs y AeTed IepBOro roaa
KU3HU MOTYT OBITh CBSI3aHBl C NPOpPE3bIBAHWEM 3YyOOB, OIEpalUsIMHU.
OcTpbie Kpasi MOJIOYHBIX 3yOOB MOTYT CTaTh MPUYMHOW TPHUKYCHIBAHHS



SI3BIKA, TYO, IMEK U KPOBOTCUEHUHN M3 CIU3UCTHIX 000J0UYEK MOJIOCTH pPTa.
OpnHako, B TPyAHOM BO3pacTe reMoGuins AeOI0TUPYET PEIKO B CBS3H C
TE€M, YTO B MATEPUHCKOM MOJIOKE COJIEPKUTCSA JOCTATOYHOE KOJIUYECTBO
aKTUBHOTO (epMEeHTa — MpoMOOKUHA3bI, KOTOpasi CIIOCOOHA YIyd4IlIaTh
dbopMHpOBaHUE CTyCTKA.

BepoATHOCT NOCTTPABMATHUYECKUX KPOBOTECUEHUM 3HAYUTEIBHO
BO3pacTaeT, Korjaa pedeHoK ¢ reModuiineil HauMHaeT BCTaBaTh U XOAUTh.
JIns perell mocie roAa XapakKTEPHbl HOCO8ble  KPOBOMEUeHUs,
NOOKOMCHbLE U MENCMbLULEYHbIE 2eMAmMOMbl, KPOBOUNUSHUSL 6 KPYNHbIE
cycmagwi. OOOCTpEHUS TEMOPPAruYecKOro Juare3a CIydaroTcs IOcie
nepenecenHbix nHpekuit (OPBU, BeTpsiHKH, KpacHYXU, KOpHU, TPUIINA U
JIp.) BCJICICTBUE HAPYIICHHUS MPOHUIIAEMOCTU COCYAOB. B »TOM ciyuae
HEpPEJIKO BO3HHUKAIOT CaMOIIPOM3BOJIbHBIE MEJIKUE KPOBOUBJIUSHUA.
BBuay TIOCTOSHHBIX W JUIMTENIBHBIX KPOBOTCUECHUM Yy JE€TEN C
reMo(uiiie pa3BUBACTCA aHEMUS PA3JIMUYHON CTETICHU BBIPAXKECHHOCTH.

[Ipy remModuinu 4YacTO BO3ZHUKAIOT KPOBOUSIUSHUSL 6 MsCKUE
MKAHU — NOOKOJNCHYIO KIemyuamKky U mMolidysl. Y JeTed 0O0HapyKUBAIOTCS
HEIMPOXOAIINE CUHSIKH Ha TYJIOBUILE U KOHEYHOCTSIX.

XapakTepHbIM MPU3HAKOM TEeMO(DUINU SIBISETCS OMCPOYEHHDbLLL
xapaxmep KpogomeueHus, KOTOpoe OObIYHO Pa3BUBAETCS HE Cpa3y MoCIie
TpaBMBbI, & YEPE3 HEKOTOPOE BPEMS, MHOTAA CITyCTs 6-12 yacos.

Jluaznocmuka. JlnarHoctuka reMo(UIMA OCHOBaHA Ha CEMEHHOM
aHaMHe3e, KIMHUYECKOM KapTMHE W  JAaHHBIX  JJAOOPATOPHBIX
HCCIIEIOBAHUM, Cpe/id KOTOPBIX Beayllee 3HAUYCHUE UMEIOT:

- YBEIWYEHUE JUIMTEIBHOCTH CBEPTHIBAHUS KAMWUISIPHOW U
BEHO3HOU KPOBU;

- YMEHBIIICHUE KOHIICHTPAIIMU OJIHOTO W3 aHTUTEeMO(UIbHBIX
¢dakropos (VIII, I1X).

Jleuenue zemogunuu. KpoBoTeueHue npu TeMOPHINA MOXKET
BO3HUKHYTHh B JII0O00€ BpeMsi CYTOK W JUIUTHCS JOCTATOYHO JIOJITO TIPH
OTCYTCTBUU JIOJDKHOTO JieueHusa. Jlered ¢ maHHBIM 3a00JieBaHHEM
HEOOXOAMMO 0bepecamb om mpasém, uzbecamv yoajieHus 3y008 nymem
MWamenbHoU  canayuu  norocmu  pma U KeanupuyuposaHHoll
cmomamono2ueckoti nomowyu. BOIBHBIM JIeTAM HE CTOUT OO0ATHCS
3aHUMAThCSl CIOPTOM U (UBKYJIBTYpoil. PomuTenu MOKHBI TOOMIPSTH
ATO JIeJIaTh.

Mononaple  JOAM  JODKHBI  OCO3HATh, 4TO  MOJJEp KaHUE
dbu3uYecKol aKTUBHOCTH OYEHb BAXXHO JUISl YKPEIUICHHS WX MBbIIIIII,
CBSI30K M CycTaBOB. MpIlieuHasi cilaboOCTh, OTCYTCTBHE THOKOCTH, W
myioxasi KOOpJIMHAIMS JBWKCHUNH — BCE ATO 3HAUUTENIBHO IOBBIIIACT
BEPOSITHOCTh TPaBMbI CyCTaBa U IMOCIEAYIONIETO Pa3BUTHSI BOCIAJICHUS
— apTpuTa.



MenuuHckas TOMOITL OOJBHBIM TeMOQWIHEH ceooumcs K
npoguiakmuke KpogomeueHuu, Uuiu ce K B68e0eHulo  gaxmopa
ceepmvi8aHus Kposu no mpebdosanuto. Ilpodunaktuka npeanosaraet
BIMBaHUE (aKTopa CBEPTHIBAHUS KPOBU C IEIBI0 COXPAaHEHUSA
HOPMAJIbHOTO CBEpPThIBAHUSA KPOBU Yy OOJBHOTO, NPEIOTBPAILICHHUS
CIIOHTAaHHBIX KPOBOTECUEHUM.

B PecnyOonuke benapych Bce manMeHThI ¢ Tsbkenod (opmoint
remopminu A 1 B ¢ npoduinakTuyeckoil 1enbio MONy4aoT npenapanul
KOA2YNIAYUOHHBIX (DAKMOPO8 OJisi CAMOCMOAMENbHO20 (UNU C NOMOUWLIO
POOCMBEHHUKO8) 66edeHUs. 3aMECTUTENbHas Tepanus — OCHOBHOMU
Metos JiedeHus: remodunuu. C 3TOM 1ENbI0 UCTONB3YIOT KOHIEHTPATHI
VIII u IX ¢gakropoB cBEPTHIBaHUS KPOBU B MHAMBUAYAJIbHBIX J03aX IJIS
KaXJI0T0 OOJILHOTO U BUJA KPOBOTEUEHUS.

[TanMeHThI CO CpeAHell CTENEeHbIO TSKECTH MOJIYYAIOT JICUEHUE MTPU
BO3HMKHOBEHUHU F€MOpPParuyecKux 3M130/10B.

Ilpogunaxmuxa zemogpunuu. C 11€51610 NPOOUIAKTAKN POXKICHUS
pebenka ¢ remoduiMell = MPOBOAUTCA  MEAUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHHE, BO3MOXHA [TPEHATANIbHAS THAarHOCTHKA.

Koncynomamusnas nomows malMeHTaM oOKa3bIBaeTCsi Ha 0ase
reMaTOJIOTUYECKUX OT/ENEHUH OOJACTHBIX OOJBHUII, KOHCYJIbTaTUBHBIX
LEHTPOB KPYITHBIX rOpoJOB, pecnyOIMKaHCKUX Hay4YHO-
npO(PHUIAKTHYECKUX [IEHTPOB.



