Bcepoccuiickoe  obwectBo  remopuamm -
obLiepoccuiickas obLlecTBeHHas opraHusaus,
OTCTaMBalOWas 3aKkOHHble NpaBa UM MHTEpEChbl BOMbHbIX

remocunmen, 6onesHoto Bunnebpanga u  gpyrumm B
HacneaCcTBeHHbIMM U NPUOBPETEHHBIMI  KOaryronaTusmMu.
YnyulleHne KayecTBa XW3HW BOMbHbIX, NEYeHre UX CoBpe-
MeHHbIMW 3pdeKTUBHBIMI 1 Be3onacHbIMK npenapatamu -
OCHOBHbIE Lenu aestenbHocTu Bcepoccuiickoro obulectea
remogounum.

BakHble HanpaB/ieHUA HaweW paboThbl:

MoBbiWeHWe YPOBHA KayecTBa U

AOCTYNMHOCTM MEAULMHCKON NOMOLLM

*  MpeAcTaBreHne ¥ 3aluTa npaB NaUWEHTOB C Bbilley-
kasaHHbIMM 3ab60rneBaHNsMI B OpraHax BnacTy;

+  cogenctBue B paspaboTke M peanusauuu nporpamm,
CTaHOapToB, pekoMeHaauuin B 06nacT AWarHOCTUKM,
neveHus u peabunutaymm 6onbHbIX C KoarynonaTus- Mu;

+  COLENCTBME CKOpEWLEeMY BHEAPEHWIO HOBEMLWMX ne-
KapCTBEHHbIX MpenapaToB, METO4OB AMArHOCTUKW, fe-
YeHus 1 peabunutauuu;

¢ COOENCTBME OpraHu3auMm W NOAAEPXKe peructpa
NaLyWeHTOB.

MHdOpMaLMOHHbIE NPOrpaMMbl

*  NpOBefeHME Hay4HO-NPAKTUYECKNX KOH(epeHuuin W
KpYrrbIX CTOMOB ANs Bpayeir;

*  NpOBefeHMeE LUKON ANs NaLMEHTOB M YNIEHOB X CEMEN;

*  M3aHne Nepuoanyeckoro xypHana «eMuHdopmy;

*  W3gaHue MHOPMALMOHHBIX MaTepUaros;

+  pa3pabortka v 0bHoBneHne Beb-nopTtana «emodunus B
Poccuny - www.hemophilia.ru;

+  paspabotka creuuansHoi nporpammbl «Iemocunusy
ANst MOBUMbHBIX YCTPOMCTB - OHEBHUK BBEAEHUS Ne-
KapCTB;

*  OCYLLECTBMEHME HOPUAMYECKON NOALEPKKN  CEMbAM
OOnbHBbIX;

*  KOOpAMHaUWS 1 noaaepka pervoHanbHbIX OpraHu3aLuii
Bcepocewiickoro obLyecTsa remodunuu;

«  nopaepxka aestesnbHOCTU Beepoceuinckoro cotosa
nauyeHToB

CoumanbHaga noageprkka
NpOoBeAeHne AETCKMX NPa3AHMKOB, AKCKYPCUN W APYruX

MEPONPUSTUIA;

*  MKUCbMa-XOAAaTalCTBa B NOALEPXKKY UINIEHOB OpraHusa-
Lum;

*  COAENCTBIE CaHAaTOPHO-KYPOPTHOMY JTEYEHNIO JieTel C
koarynonaTusimu.

MexxayHapoaHasa AeATesIbHOCTb

*  COTPYOHWYECTBO CO BcemupHon deaepaumen remo-
unnu;

+  peanu3auus nporpamMmm COTPYAHUYECTBA C NapTHep-
CKUMU NaLMEHTCKUMM OpraHu3aumamu Apyrix CTpaHx;

*  COTPYOHWYECTBO C EBPONECKMM KOHCOPLMYMOM re-
mocuum.

Yto TaKkoe remodunma?
Femodunng, LWmpe koarynonatusi - 3aboneBaHWe KpPoBM,

XapaKTepuaytolleecss  MOBbILEHHON  KPOBOTOUMBOCTbIO,
MPUYMHOI KOTOPOIA SIBNSETCS HapyLueHWe CBEpPTbIBAeMOCTH
KpOBMU.

Mnoxas CBepTbIBAEMOCTb KPOBW HE NpefoTBpaliaeT W He
OCTaHaBNMBAET KPOBOM3IUSHUSA B MbILLbl M CyCTaBbl (re-
MapTpO3bl 1 reMaToMbl), a TaKke KPOBOTEYEHUS NPK Nope3ax
W UapanuHax, KOTopble MOryT BO3HWKHYTb MPW aKTUBHOM
MOBCEHEBHOM XM3HM ntoboro uyenoseka. CBepTbiBaHWE
KPOBW - CMOXHbIN (OM3MONOMMYECKMA NPOLIECC, B KOTOPbIN
BOBMeYeHO bonee gecsTka crneuumanbHbix 6enkos - hakTopos
CBEPTbIBAHMS KPOBW, 0603Ha4YaEMbIX PUMCKUMI Lmdpamm ot
I o XIIl. edmuut dakropa VIII HasbiBaeTcs remodunuei A,
taktopa IX - remocpunus B. [decumunt wnu pedext (8
3aBMCUMOCTW OT TWNa M noatuna) daktopa Bunnebpanaa
Ha3biBaeTcs bonesHbto Bunnebpanpa. CywecTsytoT u bonee
pefKue KoarynonaTuu, B YacTHOCTW, Aedpuunt caktopa VIl -
TMNONPOKOHBEPTUHEMUS (paHee Ha3blBaeMasi reMounnen
C). MepBoit BbICOKONOCTABMIEHHOW HOCUTENBHULEN remodn-
NN cuMTaeTcs aHrnuiickass koponesa Buktopus. B «Ha-
CNeACTBOY» OT Hee 3T0 3abonesaHue ObiNo NonyyeHo Lap-

CTBytOWMMK cembsiMu Tepmanum, Wcnanum n Poccun. B
Poccun 9TOT Heayr 4acTo HasbiBalT «uUapckum». OH u3-
BeCTeH u3-3a 6onesHu Llecapesnya Anekces - nocregHero
HacrneaHuka npectona Poccuiickoit UMnepuu.

Llecapesuy Anekceit Hukonaesmny ctpagan
npeanonoXxuTensHo remogunmen B

MpoaBneHna remopuamnm

Yem Taxenee reModmnus, TEM paHblle NPOosSBRAOTCA Npu-
3HaKW KpOBOTOUMBOCTU. HeumsbexHble nageHus u ywubbl,
KOTOpble CryyaloTcs Y pebeHka, HaYMHaOLEro X04nTb, MOTyT
BbI3BaTb CWHSKM Ha KOXE W KPOBOTEYEHWS W3 CRM3UCTbIX
obonouek ryb u si3bika.

B Bo3pacte 1-3 neT MOryT HayaTbCsl MOPaXEHWUS MbILLL W
CyCTaBoB, C HONE3HEHHbIMM MPUMYXIIOCTAMM, OrpaHNYEHNEM
OBWKEeHU pyK W Hor. OBwwpHble rematombl, GbiBatowine
OMacHbIMK,  MOTYyT  BbI3bIBATbCA  BHYTPUMbILLEYHBIMA
WHBEKLMAMM.

Mpn 6Gonesun BunnebpaHaa Hambonee yacTbiMy CUMMTO-
Mamu BbIBatOT KPOBOTEYEHMUS U3 CIIM3NCTBIX HOCA.

AnarHoctuka remodpunmm

WHorpa Hanuume auarHosa Bbi3blBaeT COMHEHMs, Jaxe npu
MOBbILLIEHHO KPOBOTOYMBOCTU Y CaMoro GomfbHOMO  Unu
Hanuuum y Jpyrux YneHoB cembu remodunum. TouyHas
[MarHocTka MOXeT ObiTb cpenaHa TONbKO M3MEpeHnem
YPOBHS COOTBETCTBYIOLLETO (DaKTOpa CBEPTHIBAHMS KPOBM.


http://www.hemophilia.ru/

Takve aHanuabl MpOBOASTCS B CMEeLManv3MpoBaHHbIX na-
BopaTopusix reMaTonoru4eckix LIEHTPOB.

HacneposaHue remopuamm

lemochunus A 1 B nopaxaeT noyTh UCKMKYNTENBHO MYXUMH,
a nepegaetca no xeHckon nuHun. Mo ctatuctuke BO3
npumepHo 1 mMnageHew, Myxckoro nona 13 5000 poxgaetcs ¢
remoounnen A, BHe 3aBMCUMOCTW OT HaLMOHArbHOW Wi
pacoBoi MpuHaanexHocTu. MpubnmanTensHo ogHa TpeTb
OonbHbIX remodmnuen A He umena y NpeALLecTBYOWMX
MOKOMeHMM nNogobHbIX paccTpoicTB. HacnegosaHue BonesHu
Bunnebpanga ¥ runonpoKOHBEPTUHEMMM HE CLEMMEHO C
nomnom.

JleueHue remopmunnmn

Cenyac remocunmio A m B nevar KoHUeHTpaTamm COOT-
BETCTBYIOLWMX (DaKTOPOB CBEPTbIBAHMSA KpoBW. KommnnekTbl
NoCTaBkM MpenapaTa BKMOYaloT B cebs nMohunuanpoBaH-
HbIM (BbICYLUEHHBIN) (DAKTOP CBEPTLIBAHWSA, BOAY Ans pac-
TBOPEHUS, @ Takke NpucrnocobrneHns Ans BHYTPUBEHHbIX
NHbeKUMA. Takum obpasom, MMEETCS BO3MOXHOCTb AJs
feYyeHns naumeHTa BHe MEeOULMHCKOrO yupexaeHus. JToT
TN NEYeHUs HasbiBaeTcs AomalHWM. [ematomnorn ¢
PaHHero [neTcTea nNpu Tskenoh opme 3abonesaHus
PEKOMEHAYIOT BOMbHBIM remodunnen NpogunakTuyeckoe
neyenne. T[lpu TakoM feyeHUn, WHbEKUMM dhakTopa
NPOU3BOASATCA HE MO (PaKTy KPOBOU3NUSAHUS (KPOBOTEYEHMS),
a BHE 3aBMCUMOCTU OT HEro, N0 CreLmanbHOMY pacnncaHuio,
COCTaBIIEHHOMY BPaYOM.

BcemupHas cegepaums remocunum u BcemupHas  op-
raHusaums 3gpaBooxpaHeHuss ¢ 1989 ropa  obbsBuNM
17 anpena BceMUpHbIM AHEM reModunum.

OTOT AeHb NpK3BaH NpMBNEYb BHUMAHNE 06LLECTBEHHOCTH K
npobnemam  60MbHbIX remodunMn M cnocobeTBOBATH

YNyUYLLEHNO Ka4eCTBa UX XU3HN.
Ecan Bbl XOTUTE MOMOYb, Bbl MOXKETe:

*  OKasaTb 6naroTBOPUTENbHYHO NOAAEPKKY OpraHU3aLmy;
*  OKa3aTb B KAYeCTBE BOMOHTEPA NOMOLLb PETYOHANbHOM
opraHu3alLm B eé AesTernbHOCTY;

« coaTb KpoBb, Tak kak OOMbHble remodunmen ocTpo
HY)XOalTCs B Npenapartax, NPOU3BeAEHHbIX 13 HEE;

*  MpUHATb y4yacTue B OpraHu3auum NEeTHEro 0340poB-
neHus ans GonbHbIX remoununen OeTein unn Bapoc-
MbIX B BaLUEM PETVOHE;

+  OKasaTb N0y NOCUIBHYI0 NOMOLLE GOMNbHOMY
reMogouIMEN 1 €ro cembe;

+  NoAgepkaTb NpOBeAeHNe MEepOnpUATUA pervoHarb-
HbIX OpraHu3auuin (HOBOrogHwe Enku, NPasgHUKM K
ApYrue MeponpusTis).

bonblue y3HaTb 0 HaC MOXHO Ha HaLlen odmumancHom
CTpaHuue B VHTEpHeTE:
www.hemophilia.ru nnm www.remoduns.pd
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