BCEMUPHbII [IEHb
I EMODWUITINA

E

17 ATIPEJIA

Exeronno 17 anpenss MHOTHE CTpaHbl NPUCOEIMHAIOTCS K aKUUU
Bceemupnoii denepanmu remodpunuu (World Federation of Hemophilia, WFH) u
Bcemupnoii opranuzaruu 3apaBooxpanenus (BO3) u ormeuator BecemupHblii 1eHb
remodmnu (World Hemophilia Day).

OcHoBHas 11eJ1b MPUBJIEYb BHUMAHUE 00IECTBA K MpoOIeMaM reMopuiing u
clenaTh BCE BO3MOXKHOE MJisl YJIYYIICHHS KadyecTBAa MEIWIIMHCKON ITOMOIIIH,
OOJBHBIM ITUM F€HETUYECKUM 3a00JICBAHUEM.

I'emopuiausa — HacieqCcTBEHHOE 3a00JIeBaHUE KPOBH, KOTOPOE BBI3BAHO
BPOXKICHHBIM  OTCYTCTBHEM WJIM  YMEHBIIEHHEM KoJW4yecTBa  (HaKTOpOB
CBEpThIBAaHUS KpOBH. Boie3Hb XapakTepu3yeTcss HapyIICHHEM CBEpPTHIBAEMOCTH
KPOBU M TIPOSIBISIETCS B YACThIX KPOBOMBIHUSHUAX B CYCTaBbl, MBIIIIBI U
BHyTpeHHUE opranbl.  CucTeMma CBEpThIBaHUS 00ECIIEYMBAET COXPAHEHHUE KPOBU
BHYTPU COCYJIOB, MpPH HapyUIEHUM HUX LEJIOCTHOCTU (TpaBMbl, MEIULUHCKUE
BMEIIIATEIILCTBA), HE JlaBas €W W3JIMBAThCA HApPYXKy, 3aKpbIBas MOBPEKICHUS
cnenuaibHbiMu crycTkamu (TpomOamu). CrycTKd o00pa3yroTcsi B pe3yibTaTe
OMOXUMHUYECKUX PEaKIUil MEXIy MOJEKYJIaMH, MPUCYTCTBYIOIIMMH B KPOBH
KOKI0TO denoBeka. [lpu M3ydeHHMM CHCTEMBbI CBEpPTHIBAaHUS WX Ha3Balu
«(pakTopamu CBEpTHIBAHUS .

Ilpuyuna nosvluieHHOU KPOBOMOUUBOCIU NPU 2eEMOPUAUU — HAPYUIEHUE
CUHmMe3a MOJIeKY1l NIA3MEHHBIX (haKkmopoe ceepmuléanusa. B CcBI3U C 3TUM
Pa3IMYalOT CIEAYIOIIME OCHOBHBIE (hOPMBI TeMO(PUITHY:

- 2emogpunusa A - Be1zeana neurmrom VIII pakropa cBepThiBaHUSs;

- 2emogpunua B - o6ycnosnena nepunurom [X dakropa.

Ha momro remodmmmu A npuxoautcst 80% ciyuaeB, remoduinu B — 12%.
Ha nomo ocraBmmxca 8% mnpuxondrcs Apyrue HapylleHHs, OOyCIOBJICHHbIE
nedekToM BeIpaOOTKH (haKTOPOB WM HEXBATKOW (DaKTOPOB C IPYTMMU HOMEpaMH.
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50%, uto cbIH bynet GoneH remodunueit. Hu y ogHoro cbiHa He byaeT remodunuu.
50%, uto Aoub 6yAeT nepeHOCUNKOM reHa. Bce fouepw 6ynyT nepeHoCUYMKoM reHa.
Y HekoTOpbIX gouepei MoryT Y HeKoTopbIX fouepeit MoryT
NPOABNATLCA CUMMTOMbI HonesHu. NPOABAATLCA CUMMTOMbI GonesHu.

Cxema HacnepgoBaHua remodunum  SANTO

Member of Polpharma Group

I'ensl remMopuianu HaXOASATCS B TOJIOBOM  X-XpOMOCOME, KOTOpas
nepegaeTcs ot Jeia K BHYKY 4epe3 3J0POBYIO I0Ub — HOCUTEJIBHUILY 1€(EKTHOTO
reHa. To ecTh, 0OBIYHO OOJIE3HBIO CTPAIAIOT MY>KUYUHBI, )KCHIIUHBI K€ BBHICTYMAIOT
KaK HOCUTEJIHHUIIBI TeMOMUIUU U MOTYT POAUTH OOJBHBIX CHIHOBEW WIIM JI0Uepei-
HocuTenbHHUll. [lo crarnctuke BO3 npuMepHo 0MH MITaJIeHEl] MY»CKOTO 1oJia U3
5000 poxmaercs ¢ remoduiame A, BHE 3aBHCHMOCTH OT HAIIMOHAJILHOW WIIH
pacoBOM MPUHANIICKHOCTH.

Cumnrombl remopuiiuu. Y  HOBOPOXKAECHHBIX JETEe MNpPU3HAKAMU
reMOpUINM MOTYT CIYXHUTh JJIATEIbHOE KPOBOTEUEHUE W3 IYNOYHOM paHKH,
MOJIKOKHbIE reMaToMbl. KpoBoTeueHus y JeTeil mepBoro roja *Ku3HU MOTYT OBbITh
CBsI3aHbI C MpOpe3bIBaHUEM 3y0OB, omnepanusiMu. OcTpbeie Kpask MOJIOUYHBIX 3yOOB
MOTYT CTaTh MPUYUHON TPHUKYCHIBAHUS f3bIKA, T'y0, IMIEK W KPOBOTCUCHUU W3
CIM3UCTBIX 000J04YeK mojoctu pra. OmHAaKo, B TPyJHOM BO3pacTe reMo(uius
NeOITUPYET PEAKO B CBSI3M C TE€M, YTO B MATEPUHCKOM MOJIOKE COJAEPIKUTCA
JIOCTaTOYHOE KOJIMYECTBO AaKTUBHOTO (EpMEHTa — mMPOMOOKUHA3bI, KOTOPAs
CrocoOHa ynydmaTh (POPMUPOBAHUE CTYCTKA.

BeposATHOCTh NOCTTPaBMATHYECKUX KPOBOTEYEHUI 3HAUNTEIBLHO BO3PACTAET,
Korjia pedeHoK ¢ reModuiivell HauMHaeT BCTaBaTh M XOAUTh. s gereil mocne
rojla XapakTEePHbl HOCOBble KpPOBOMEUeHUs, NOOKOJNCHbIE U MEeNCMblUCUHbIe



2emamomvl, KpOBOUsNUAHUA 8 KpynHbule cycmagvl. OOOCTPEHHS TeMOPParuiecKoro
nuaTte3a ciayyaroTcs 1mocie nepeHeceHHbIX uHGeknuit (OPBU, BerpsiHku,
KpacHyXH, KOpH, TPUIINA U AP.) BCIAEACTBUE HAPYILIEHUS MPOHUIIAEMOCTH COCYIOB.
B »TOM ciyyae HepeaKo BO3HUKAIOT CAMOIIPOU3BOJIbHBIE MEJIKHUE KPOBOUBIUSHUA.
BBuay MNOCTOSIHHBIX W JUIMTEIBHBIX KpPOBOTEUYEHHMH y JAeTell ¢ reMmoduauei
pa3BUBAETCA aHEMHUsI PA3JIMYHOM CTETIEHHU BHIPAKEHHOCTH.

[Ipu remodunuu YacTo BOZHHMKAIOT KPOBOU3NUAHUS 8 MAcKUe MKAHU —
HOOKOJCHYIO KIem4amKy u mbluysbl. Y JeTell 0OHapyKUBAIOTCS HEMPOXOISIINe
CUHSKHU Ha TYJIOBUIIE U KOHEYHOCTSIX.

XapaKkTepHbIM MPU3HAKOM TeMODUIINN SBISCTCS OMCPOUEHHbIN XApaKmep
KpogomeyeHus, KOTopoe OOBIYHO Pa3BUBAETCS HE Cpa3y MOCIe TPaBMbI, a uepe3
HEKOTOpOe BpeMsi, nHorja cnycts 6-12 yacos.

Jluaznocmuka. Jlnarnoctrka reMo(priny OCHOBaHA Ha CEMEMHOM aHaMHE3e,
KJIIMHAYECKOW KapTUHE W JaHHBIX Ja00paTOPHBIX HMCCIEAOBAHUM, CPEeId KOTOPHIX
BEJIylLIEE 3HAUCHUE UMEIOT:

- YBEJIMYECHUE JUIUTEIBHOCTU CBEPTHIBAHUS KATWJUIIPHON U BEHO3HOM KPOBH;

- YMEHBIIECHUE KOHIIEHTPAIMK OJHOTO U3 AHTUTeMOMUIBHBIX (DAKTOPOB
(VI 1X).

Jleuenue cemounuu. Kpooreuenue npu reMoPpinu MOXET BOSHUKHYTD B
J000€e BpeMs CYTOK M JUIMTHCS JOCTATOYHO JOJTO MPU OTCYTCTBUHU JOJKHOTO
nedyeHud. Jlereil ¢ naHHBIM 3a00J€BaHHEM HEOOXOAUMO obepezamb Om Mpaém,
uzbecams yoanenusi 3y008 nymem mMWamenbHoOU CaHayuu noioCcmu pma u
K8ANMUPUYUPOBAHHOU CMOMAMONI02UYECKOU NOMOWU. BOJIBHBIM JETSM HE CTOMT
OOSIThCSL 3aHUMATHCS CIIOPTOM U (GPU3KYILTYpOid. Ponutenu T0mKHBI MOOHIPSITH 3TO
Jenarh.

Mosonapie MHOAM  JOJDKHBI OCO3HATh, 4YTO MOJJAEpkaHUEe (U3UYECKOU
AKTUBHOCTU OYEHb BAXXHO JUISl YKPEIUIEHUS WX MBIIIL, CBA30K U CYCTaBOB.
Mpiiieunasi ciiabocTb, OTCYTCTBUE THOKOCTH, U TUIOXash KOOPAUHALIMS JABUKEHUN
— BC€ O3TO 3HAYMUTENIBHO TOBBIIAET BEPOSTHOCTh TPABMBI CyCTaBa H
MOCJEAYIOMIETO PA3BUTHS BOCHATICHUSI — apPTPUTA.

MenunuHCKas TTOMOIIb 0O0IBHBIM TeMOGUINEH c8o0umcs K npoguiakmuxe
KpogomeyeHull, Ui odce K 68edeHUl0 ¢hakmopa ceepmvléanusi Kpoeu HO
mpebosanuro. llpodunakTuka mnpeamnonaraet BIMBaHUE (aKTOpa CBEPTHIBAHUS
KPOBH C IICJIbIO COXpPAaHEHUSI HOPMAJbLHOTO CBEPTHIBAHUS KPOBH Yy OOJILHOTO,
MpeA0TBPAICHHUS CTIOHTAHHBIX KPOBOTECUEHUH.

B PecnyOnuke benapych Bce mauueHTsl ¢ Tsbkenoi hopmoi remopuinnu A u
B ¢ mnpodunaktuyeckodl 1eNbl0 TOJNY4YalOT npenapamsl  KOA2YJIAYUOHHBIX
Gdakmopos 051 camocmosamenbHo2o (Ul ¢ NOMOUWBIO POOCMBEHHUKOB) B8EOEHUSL.
3amecTuTeNbHAs Tepanus — OCHOBHOW Meroj JiedueHus remoduauu. C sToM
1eaplo ucnoyib3yroT kKoHreHTpatbl VIII u IX dakropoB cBEpThHIBaHWS KPOBU B
WHUBUTYAIbHBIX J103aX JUI KaKI0TO OOJBHOTO U BUa KPOBOTCUCHUSI.

[TaniieHTHI CO CpeAHEH CTENEeHBI0 TSHKECTU IMOJYy4YaroT JI€YEHUE IMpuU
BO3HUKHOBEHUHU FEMOPPATUYECKUX SMU300B.



Ilpogpunakmuxa zemogpunuu. C nenpro npopuIaKTUKH POKICHUS peOeHKa
¢ remMouueit MPOBOIUTCSI MEIUKO-TEHETHUECKOE KOHCYJIbTHPOBAHNE, BO3MOXKHA
IpeHaTaIbHas TUATHOCTHKA.

Koucynomamusnass  nomows ~ TalMeHTaM  OKa3bIBaeTcs Ha  0ase
TeMAaTOJIOTHYECKUX OTACTCHUN 00JaCTHBIX OOJBHHI], KOHCYJIHTATHBHBIX IEHTPOB
KPYITHBIX TOPOJIOB, PECITYOIMKAHCKUX HAYYHO-TIPOPIIAKTHUECKUAX IIEHTPOB.



