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1.

Yt0 Takoe nHrnéurtopobi?

Kak Bbl 3HaeTe, Npy remopunum HazHavatoT npenapatbl pakTopos cBepTbiBaHUA VI (nnn
IX), nomoratowme KpoBu CBepTbiBaTbCA. IHOrAa opraHn3m OTTOpraeT Takoe feyeHune.

HeCMOTpﬂ Ha TO, UTO C/1IOBO «I/IHFI/I6I/ITOpr» Ka>KeTcA CN10KHbIM, Ha CaMOM Aene
3TO O3Ha4aeT, YTO Ball OpraHU3mM OTTOpraeT nposoamnmMoe neyeHume.

Ecnn opraHusm oTTopraeT neyeHme, 3TO 3HAYMUT, YTO BBOAUMOE NIeKapCTBO nepecTtaeT
JencTBoBaTb.

Korga 310 nponcxoaunT, nevawmii Bpay BbiHY»KAeH Noabupatb Apyrrie npenaparbl,
KoTopble OyayT MoMoraTb KpOBU CBEPTbIBAaTbCA U B pe3yfbTaTe npeaynpexanatb
NN OCTaHaB/IMBaTb KPOBOTEYEHNA.

Yawe Bcero I/IHFI/I6I/ITOpr BO3HNKAIOT BCKOPE MNMocCsie Ha4vasla JieHeHuA.

Kakune ¢pakTopbl MOryT cnoco6cTBOBaTb NOABIEHUIO
NHrMobunTopos?

TouyHan NpUYMHA NOABNEHMA NHIMOUTOPOB He YCTaHOBJEHA. M3BeCTHO, UTO HeKoTopble
baKTOpbl MOTYT CMNOCOOCTBOBATL MOABNIEHNIO MHIMOUTOpPA.

e Ce€MeMHbIl aHaMHe3:
€CNn KTO-HMOY b B Ballel ceMbe CTpafaeT MHrMbutopHom popmor remobumnum,
TO BEPOATHOCTb MOABJIEHNA UHTMOUTOPOB Y BaC BbiLLE.

e BO3pPacCT, B KOTOPOM Ha4yaTo NieyeHne:
ecn nevyeHme Havyato B O4eHb OHOM BO3PacTe, BEpPOATHOCTb NOABIEHNA I/IHFI/I6I/ITOpOB BbiLLE.

o TAXeCTb 3aboneBaHuA:
npw TAXKENon remodunmnm BEpPoSTHOCTb NOSIBAIEHNA NHIMOUTOPOB BbILLE, YEM MNPU
NEerkow 1 ymepeHHom ¢popme 3aboneBaHus.

« remodpunus A:
npy remoounmm A nosBneHre MHIIMOGUTOPOB 6onee BEPOATHO, Yem Npu remodunun B.

« HpeKuunn:
Hannuune apyrux 3abonesaHnin, NOMMMO reModUNNN, TOXKe NOBbLILAET PUCK MOABIEHNA
NHIIMOGUTOPOB.

« BaKUMHauus:
BaKLUMHALUMA B OCTPbIN Neprof KPOBOTEUYEHUA MOXKET CNOCOOCTBOBATL MNOABEHUIO
NHrMbuTopa.

+ Hayano neyeHus:
npw cTapTe neyeHus TpebyeTca yCUNeHHbI KOHTPOSb Bpaya-remartosiora.




Kak guarHocTnpoBaTb MHIINOUTOPDbI? 5. Kak neuat nHrmbmutopHyto remopunnio?

Ecnm BbIACHAETCS, UTO 06bIUHbIE NpenapaThl 4718 leYeHna reModunnmn He JelCTBYIOT,
[enaloT aHann3 KPOBW Ha Hannume UHIMGUTOPOB. f \

OTOT aHanu3 Ha3biBaeTcA beTe3ga-tecT. KonnuecTBo MHrMOGUTOPOB (TUTP) M3MepAeTCA

B eauHnuax betespga (BE). Bam MoryT BCTPETUTLCA Takue TEPMUHBI, Kak HA3KNI (MeHee
5 BE) n Bbicokuii (6onee 5 BE) Ttp. OHM NPOCTO 03HAYaT KONNYECTBO UHIMOUTOPOB,
06Hapy»eHHbIX B Npobe KpoBM. B Bbicokom TUTpe: 6onee 5 bE B Hu3Kom TUTpe: MeHee 5 BE

BbiABneHbl UHrM6UTOPDI

anI HU3KNX TUTPax p,eVICTBVIe I/IHFVI6I/ITOpOB MOXHO Hel7lTpaJ'II/I3OBaTb, npoaoJiKaAa

o6bluHOe neyeHune paktopom ceepTbiBaHuA VIl nnn IX, B TO BpeMa Kak npu BbICOKKX VIHAYKLMA MMMYHHOiA TonepaHTHoCcT (MIAT)* (unbHo
m i Il
TUTpax TpebyeTca apyraa TakTUKa Tepanuu. K3tomy meTozy npuberaiot B onpefieneHHbIX 06CTOATeNbCTBAX peana%?:# Crabo ﬁga%ﬂ):ommm
Monpo6Hee cv. B paspene 6 MogpoGee
OpraHu3m MOXeT pearMpoBaTh Ha fleyeHne ABOAKO: TeX, y KOro B OTBET Ha BBeAeHme o, B pasgene 6
npenapaTa BblpabaTbiBaeTCA 6OJbLLIOE KONIMUYECTBO MHIMOUTOPOB, Ha3bIBalOT «CUJTbHO e i Mesene o
npenapatamu B bonee
pearnpyoLwmnummny, a TeX, y KOro ypoBeHb UHIMOUTOPOB NOBbILIAETCA HE3HAUNTENIbHO, — 30¢eKTUBHa HeYpdeKTUBHA BbICOKWX 032X

«cnabo pearnpyowmmmn.

Ha3HaueHue npenapara

«Cﬂa60 pearnpyrowmnx» nauMeHToB MOXKHO Npoao/I»KaTb NevYnTb O6b|‘-IHbIM|/| Bo3Bpar k 00bI4HbIM Mpenapatam C LYHTUPYIOLLMAM
ANA J1RYEHIA TeModuINN MEXaHU3MOM [eiiCcTBUSA

npenapartamuy, HO B 60ﬂee BbICOKNX A03axX. Y cnnbHO pearnpyrowmnx |/|Hr|/|6|/|TOpb|

MNbITalOTCA YCTPAHUTb NYTEM NHAOYKUNN I/IMMyHHOVI TONEPaAHTHOCTN. nO,U,pO6Hee 3TOT

Jleyenue B cyyae PerynapHoe neuexne

MeTo[ 06BbACHAETCA B pasgene 6. BO3HVKHOBEHUS C bl npedynpexaeHna
KpoBOTEUEHNS, KpOBOTEUEHMl,

. €. 110 Tpe6oBaHmIo 1. €. NPodUNaKTMKa

Ka K I/I e 6 bl Ba I‘OT I/I H r I/I 6 Vl TO p bl? Q‘Ipm NPOPbIBHbIX KPOBOTEUEHNWAX ClIeAyeT MPYMEHATb NpenapaThl C WYHTPYIOLWUM MEXaHU3MOM [eNCTBNA. j

NHrmémtopbl 6bIBaloT HECKOMBbKMX TUMOB, B 3aBUCUMOCTY OT X «MOBELEHUS» B PA3HbIX
yCNOBUSAX.

i I'Ipl/lmepHo B TpeTn Cjiy4yaeB I/IHFI/|6I/|TOpr ncye3alT Yepe3 HECKOJNIbKO HeLleNlb NN
mecaues 6e3 KaKnx-nMbo N3MEHEHNIN B NEYEHUN.

+ VHorpa Bo3gencTBre MHIIMOUTOPOB MOXKHO YCTPAHWUTD, YBENNYMB 03y OObIYHOMO
npenapata unu nposeasa NAT (nogpobHee 3To 06bACHAETCA B Cneaylowem pasaene).

« [pUMepHO B TPETYM CNyyaeB MHIMOUTOPbI HE NCUYE3AI0T, MOSTOMY OObIYHbIE NPenapaThi
ANA neveHns remoGuImm OTMEHSAIOT 1 Ha3HAYaloT HOBbIE. DTO TaK»Ke MoACHAEeTCA
B C/lefyloLemM pasgerne.
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Ecnu I/IHFI/I6I/ITOpr BblAB/E€HDbI BMepPBble, X MOXHO NMOMNbITaTbCA YCTPAHUTb C NMOMOLLbIO

WT. Ona aToro HazHavaloT perynsapHble (3—4 pa3a B Hefenio Unu faxke ex<xefHeBHO)
nHbekumn dpaktopa VIl unm IX B 04eHb BbICOKOW fi03€e C Lenbio NoaaBuTb (YCTPaHUTD)
NHrMOUTOPbI, YTOObI UMMYHHas CCTEMA NPMBbIKA K NpenapaTam A neveHuns
remodunumn 1 Nnepecrtana ¢ HUMM 60pPoTbCA.

Takoe nieyeHne MOXET 3aHATb JOBOJIbBHO MHOTO BpeMmeHu (1o 2 ner).

Ecnu MUT c ncnonb3oBaHuem Bbicoknx go3 paktopa VIl (nnum IX) He pana adpdekTa,
ANA neyeHnsa KPOBOTEUYEHMIN HYXKHO 1CNOMb30BaTb OQVH U3 [1BYX NpenapaTos
C WYHTMPYIOLWMM MEXaHVU3MOM AeNCTBUA.

[na neyeHNa NHINOUTOPHON remoPpuM NMeLDTCA ABa NpenapaTta C WYHTUPYIOLWMM
MEXaHN3MOM OENCTBUSA:

* AHTUMHIMOUTOPHDIN KOAryNAHTHBIN KOMIIEKC
 JnTakor anbda.

Bpau cmoxeT 06CcyanTb C Bamm BCE BapUaHTbl IeUeHrA U HazHaunTb Hanbonee
noaxopasuee nekapcteo. O6a npenapata oueHb 3GPEKTUBHDI, XOTH HECKONbKO
Pa3NMYaOTCA MO NMOKa3aHMAM U CNoCcoby NpUMeHeHUs. bbiBaeT, UTo NaUMeHT He
pearvpyeT Ha OAUH Npenapart. B Takom ciyyae MOXXHO 3aMEHWTb €ro ApYyrum.

Mpur3HaKM TOro, YTO NEeKapCTBO B HA3HAUEHHOW fj03e He AeCTBYeT:
« MecTo KpoBOM3NNAHNA ropAYee Ha OLLyrb U (1UnKn) oTeK1o.

» PebeHoK uyBCTBYyeT HefjoMOraHme, 6eCnoKonTCA, NaYeT.

+ KpoBb He ocTaHaBNMBaeTCA fake NPy yBENUYEHM JO3bl.

Ecnn Bbl 3ameTuTe 3TV NPU3HAKN, HEMeAIeHHO 06paTUTeCh B LIeHTP remopunum.

Mpy NHIMBUTOPHON FreMoPUIUN BO3MOXKHbI ABA Cocoba fleveHus:
«no TpeboBaHWIo» 1 NPOPUNAKTIKA.

npl/l nledyeHMn «no TpGﬁOBaHI/IIO» npenapart BBOAAT, KOrga KpoBoTeueHne y»xe Ha4yanocb,
YTOObI KaK MOXHO 6bICTpee €ro oCTaHOBUTb. B 6onblunHCTBE cJlydaeB 3TO nponcxoanT
yxe B rnepBble HECKOJIbKO HaCoB. Ho ecnn HYXHO, JleyeHne npofonKarT 0 TEX Nop,
NMOKa He r|p0|/|30|7|p,eT owyTUMOro ymeHblWeHNA TakKNX CUMNTOMOB, KaK 6OJ'Ib, oTeK "
orpaHnyeHmne noaBnKHOCTU NMNOPaXEHHOIo CyCTaBa.

Jlo HeaBHero BpemMeHu BBeAEHME NpenapaToB «Mo TPe6oBaHIO» Obl0 06LWENPUHATBIM
cnocobom neuyeHna remopunmu.

npOd)MHaKTVIKOVI Ha3blBae€TCA perynapHoe seejeHne JiekapCTB B OTCYTCTBUE
KpOBOTe‘-IeHI/IVI C uenbto nx npenoTBpalleHnA. I'Ipoc|>|/|naKT|/|Ka 3alnulaeT CyCtaBbl OT
I'IOBpe)K,ELGHI/IVI, BO3HMKaKOWKNX B pe3ynbTaTe€ CMOHTAHHbIX KpOBOTeLIEHVIIh.

B 3aBUCMMOCTU OT TAXKECTN reMoPUNNM NEKAPCTBO MOXKHO BBOAUTb €XKEAHEBHO MK
TpW pa3a B HeLENIO — 3TOT BOMNPOC peLlaeTca UHANBUAYaNbHO. ECnn y Bac MHIM6uTopHas
remodunna 1 Bbl HAXOAUTECb Ha NPOPUIAKTIMKE, Balll JOKTOP PACCKaXKeT, Kak 4acTo
cnegyeT BBOAUTL Npenapar.

[lomallHee neyeHmne

Kak n gpyrve nayneHTbl C reModuanein, MHorue noan ¢ MHrMbuTopHon ¢opmon
3aboneBaHMA MOTyT IeUNTLCA CAMOCTOATENbHO B AOMALLHUX YC/TOBUAX. DTO O3HAYAET,
YTO Bbl MOXKETE MEHbLUE BPEMEHM NPOBOANTb B LLEHTPE reModUanm Niam B CTaloHape.
Baw nevawmm JOKTOP HayuumT BacC BCEMY, YTO HY>KHO A1l CAMOCTOATENTbHOrO BBEAEHWA
nekapcTB. JleyeHre Ha JOMY CO34aeT ropasfio MeHbLe nomex yuebe n pabote u, UTo eLle
BaXKHee, NpepocTaBnaeT 6onblue cBo6OAbI ANA NOOMMbIX 3aHATUN.
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Y nogen ¢ I'eMO(I)I/IJ'IVIeVI 4aCTO BO3HUKAET XKeJlaHne OrpaHn4ynTb (I)I/I3VI'~I€CK)/IO dKTUBHOCTb

3-3a 60A3HM BO3HMKHOBEHUS KpoBOTEUEHUIA. Mpr MHrMbuTopHOI dopme 3aboneBaHNsA 3TO

XKenaHue elle cunbHee, NOCKOMbKY KPOBOTEUEHUSA NPOTEKAIOT TAXKeNee U C HUMW TpyaHee
CNpPaBUTbCA.

Ho, ecnu Bbl BBOAWTE NNIEKAPCTBEHHbIE NpenapaTbl PerynspHo, yulle BECTU aKTUBHbIN
06pa3s XKK13HK, YTOObI COXPaAHNTb MOKOCTb 1 MPOYHOCTb CYCTABOB.

OT0 No3BONUT BaM O0JIbLUe HACAXKAATbCA XKN3HbIO, @ B NepCrneKTBe NPUHEeCeT OrPOMHYIO
nosnb3y: ecnn Bbl ByaeTe 3a60TUTbCA O CBOMX CYCTaBaX YXKe ceryac, 3aHNMAACh NErKMMU
dV3nYecknMn ynpakHeHAMN (N1aBaHmne, Nora, NNaTec), TO 3HAYMTENIbHO CHU3WTE
BEPOATHOCTb BO3HMKHOBEHMA NPO6ieM C NOABUKHOCTBIO CYCTaBOB B OyayLiem.

Ecnn KpoBoTeYyeHne BCe Xe BO3HUKIIO, NMOCsie ero OCTaHOBKN BaXXHO KakK MOXHO CKopee
CHOBaA 3aCTaBUTb CyCTaB ABUMaTbCA. OueHb NonesHsol c|>|/|3|/|0Tepan|/|ﬂ 1 neyebHas

¢bumsKynbTypa.

BaxkHO cobntoaaTb Ha3HAUEHHYI0 BPauyoOM CXeMy NieyeHrs 1 BOBPEMSA BBOAWTb Npenaparbl.
OTO eAUHCTBEHHDIV CNocob NpeaynpeanTb KPOBOTEUEHUS.

Y Ka)k[0oro naumeHTa C MHrIMouTopHoO reModunmnen ectb CBOM 0COOGEHHOCTY; B LLIEHTPE
remopunmn Bam NOCOBETYIOT Hanbornee noaxogALme ana Bac ynparkHeHus. Mpun
HEKOTOpPbIX BUAAX YNPa)KHEHWI 1 CMIOPTUBHbBIX 3aHATUN NIEKAaPCTBO PEKOMEHAYETCA
BBOAMTb HE3aJ0NIO A0 TOro, KaKk K HAM NPUCTYNaTb.
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MoNoXUTENBbHYIO POJIb UTPAET OOLLEHWE C APYTMMU CEMbSMM, TAE €CTb MNaLUUEHT C
NHIMGUTOPHON remodunuen. OueHb NONE3HO AENNTLCA OMNbITOM 1 COBETAMU C NIIOAbMM,
KOTOPbIM BaLy Npo6iemMbl 3HaKOMbI HE MOHACSIbILLKE.,

Ecnu Bbl XOTWTE HaNaaWUTb KOHTAKTbl C APYrMMMX NaLMEHTaMN C MHTMOUTOPHOM
remodunment, obpatnuTecb K COTpyaHNKam LeHTpa remodunum. OHM TakKe NOCOBETYIOT
BaM, e y3HaTb, MMeeTe N Bbl NMPaBo Ha GMHAHCOBYIO MOMOLLb M KyZa 3a Hel
ob6palaTbCAa.

MoMUMO LeHTpa reMoGUNNN N PErMOHasNbHbIX 06LLECTB NALNEHTOB, CYLLECTBYIOT
N Apyrve opraHM3aumm, KOTopble MOryT OKa3aTb BaM NOMOLLb, NPefoCTaBUTb
NHGOPMALMOHHbIE PecypChbl Y MOMOYb HaMlaANTb KOHTAKTbI C APYTMMU CEMBAMMU.

« Bcepoccuiickoe obwectBo remodpunum - www. hemophilia.ru

+ BcemupHas Oepepaunsa remopunum - www. wfh.org

WHrubumtopbi
Ecnun obbluHOE neueHmne, npumeHaeMoe Npu reModunmm, CTaHoBUTCA HeIDGEKTUBHDIM,
3TO O3HAYAET, YTO OPraHN3M OTTOPraeT BBOAMMbIN GaKTOP CBEPTbIBAHWUSA 1 OH 60sbLue
He OencTByeT.

beTtespa-tect n egnHnubl betespa
[nAa BbIABNEHNSA MHIMOUTOPOB NPUMEHAETCA aHaNM3 KPOBW NoA Ha3BaHMeM beTe3pa-
TecT. KonnuyecTBo nHrnbutopa (Tutp) nsmepsetca B eamHuuax betespa (bE). Bam moryt
BCTPETUTbCA TaKMe TEPMUHbI, Kak HMU3KKI (MeHee 5 BE) 1 Bbicokuin (6onee 5 BE) Tutp. OHK
MPOCTO O3HAYaOT KONIMYECTBO MHIMOUTOPOB, MPUCYTCTBYIOLLNX B NPO6e KPOBU.

UHayKumAa nmmyHHON TonepaHTHocTu (UUT)
Ecnun nHrmbutopsbl BbiABNEHbI BNEpPBble, MOXXHO MOMbITaTbCA NOAABUTb UX C MOMOLLbHO
NWT. CyTb 3TOro metofa 3akno4vaeTca B perynsapHom (4o ABYX pa3 B CYTKU) BBeAeHW
06bIYHbIX NPenapaToB A fieyeHna remModunm B O4YEeHb BbICOKMX 03aX, YTOObI
OpraHu3m NPUBbLIK K HAM U NepecTan BblipabaTbiBaTb MHIMOUTOPDI.

CnnbHO pearuvpyioume 1 cabo pearvpyiowye naLuneHTbl
Ecnn B OTBET Ha BBEAEHME NIeKapCTBa OpPraHv3m BbipabaTbiBaeT 00JbLIOE KONMYECTBO
NHIMOUTOPOB, NaLMEHTA Ha3bIBAlOT «CUIbHO PearnpyoLmy»; ecsii ypoBeHb MHIMOUTOPOB
nocsie BBeAEHNA NEKAPCTBA NOBbLILAETCA HE3HAUNTESIbHO, NMaLUEeHTa OTHOCST K «Cabo
pearvpyoLwmmy.

Mpenapar ¢ WyHTUPYIOWUM MEXaHN3MOM AeNCTBUA
Mpenapar, obecneumBaoLWmin HOPMaNbHOE CBEPTbIBAHME KPOBU MPY UHTMOUTOPHOM
remodunun. OH fencTByeT NHaye, YeM obbluHble Npenapatbl ¢pakTopos Vil n IX, - B 06xop,
NHIMOUTOPOB.

MNpodunaktuka
JleyeHve, HanpaBneHHOe Ha NpeaynpexaeHne KposoTeyeHnin. Hanpumep,
npu remodpunmm A C 3To Lenblo perynapHo BBogat paktop ceepTbiBaHuA VIII,
NP MHIIMBUTOPHOM remoPunmm — Npenapar C WYHTUPYIOWMM MeXaHN3MOM AeNCTBUA.

JleueHune «no Tpeb6oBaHMUIO»
MprMeHseTCA B CJlyyae BO3SHMKHOBEHNA KPOBOTEUYEHMS, UTOObI Kak MOXHO ObicTpee ero
OCTaAHOBWTD.
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HACTOHMI/IIA MATEPIAN HE SAMERAET KORCY/IbTALIV CTIELIMAVIMCTA
B CIYSAE REOBXOZUMOCTA OBPATUTECD K NESALLLEMY BPAYY



