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Pe3siome. B annoii crarbe 3aTpOHYTH OCHOBHBIE MEANKO-COIIMAIBHBIE BOIPOCHI, MOCBANIEHHBIC OPTaHM3AINH U MOACPHN3AITAN
reMo(HINUeCKoi cayxObl B peciyOiuKe, HauMHasi OT aKTyalbHOCTH 3a0O0NeBaHus, METOJOB AUAHOCTUKHM, JIEUSHHs! W JI0
MPOBE/ICHUE PCAOUITHTAIMOHHBIX MEPOIPHUATUH, HAaIlpaBICHHBIX Ha YTy UIICHUS KaUeCTBA )KU3HI M OKa3aHNe KBaIH HHUITUPOBAHHON
MEUIIHHCKOM ITOMOILH 7151 OONBHBIX reMoGHIHAMU. TakKe OTMEUIEHO, YTO AJIsI TOTHOLECHHOTO MOHUMAHUS TIPOOIEM CBI3aHHBIX
¢ remoduineii, HeOOXOIUMO B3aUMOCHCTBIE reMAaTOIONOB ¢ APYTUMHU Y3KHMH CIICHHATUCTaMH, - CTOMATOJIOTaMH, XUPYpraMu,
(busnoTeparesTaMu, TPaBMaToIIor-0pTOICAAMH, TICHXOJIOTaMH, & TAKKe COLMAIbHBIMI paboTHrkaMi. Kpome Toro Heobxoanma
HOJJIEPAKKA CO CTOPOHBI COBPEMEHHOM HOIUTUKY 31PAaBOOXPAHEHUs 1 OOIIECTBEHHOCTH.

Kuroueble ciioBa: remobunust A, remoduust B, baxrop VIII, paxtop IX, dpaxrop don Bunnedpanna, HapylieHue cBepThIBaHUE
KPOBH, BPOXKICHHBIC KOATYJIOTATHH.
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Kopyrynny. Byn makana reModuins KbI3MaTbIHBIH OHYTYYCYHO OarbITTajraH jkaHa OeHTapTapIblH KOTOPKY JCHTEIIeTH
MEIMIUHAIIBIK JKapIaMIbl allyyCyHa jKaHa XKalloo CHIIATBIHBIH ©3repYYCYHe e0eire Ty3YydY, HeI'n3I'H MEIULUHAIBIK jKaHa
COIMAJJIBIK CYpOOJIOpAY, NApTTBIH MAaaHWJIYYJIYTYHOH Oamrram, JapTrarnmMa, 1aapbuioo XaHa Kaipa KaiablOblHA KeIMTHPYY
bIKMA/apblHA YEHMHKU Macejenepiu KamThliT. I'eMo(uins JapThlHbiH KeceneTuHeH Maija OOIroH TYHIIYKTepay TOLyK
TYUIYHYY YYYH, T€MaToJIOITOp MEHEH Oalllka ajuCTEpAMH, - CTOMATONOTTOp, XUPYprTap, (GHU3HoTepaneBTep, TPaBMaToIOr-
OpTOIIEATED, IICUXOIOITOP JKaHa COLUAIIBIK KbI3MATKEPIIEPINH HICPUKTEL 3apblIIbITbl OenruieHred. OMmoH oM d1e, KOOMIYH
JKaHa a3bIPKBI CATAMATTBIK CAKTOO CAsCAaHbIH KOMOKTOIITYTY KEpeK.

Herusru ce3nep: remodunust A, remodminst B, daxrop VIII, ¢axrop IX, daxrop don Bumiaebpani, KaHjbiH YIOIYHYH
Oy3ynycy, TYKyM KyyMa KoaryJomarusiap.

CURRENT STATUS AND PROSPECTS OF DEVELOPMENT

OF HEMOPHILIC SERVICE IN THE KYRGYZ REPUBLIC
Narbekov T.O.
LK. Akhunbaev Kyrgyz State Medical Academy
Kyrgyz scientific center of hematology of the Ministry of health of Kyrgyz Republic
Bishkek, Kyrgyz Republic

Resume. This article discussed the main health and social issues on the organization and modernization of hemophilic service in
the country, ranging from the relevance of the disease, methods of diagnosis, treatment, and to carry out rehabilitation activities
aimed at improving the quality of life and skilled care for patients with hemophilia. Also noted that for a full understanding of
the problems associated with hemophilia, you can interact with other hematologist’s narrow professionals - dentists, surgeons,
physiotherapists, orthopedic traumatology, psychologists, and social workers. Also requires the support of modern politics and
the public health.
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reMOd)HHHﬂ — OTO BPOXIACHHOC HAPYIICHUC
CBCPThIBAHUE KPOBH, CHICIIJICHHOEC C XpOMOCOMOIL/'I

MyTallUd COOTBETCTBYIOIIUX T'€HOB dakrTopa
cBepthiBanusg kpoBu [1]. CormracHo oIleHKke,

X © mposBIAtoleecs HeaocTaTkoM  (akropa
ceepreiBanus kposu VIII (FVIII), npu remodumuu
tuna A wmm dakropa IX (FIX), npu remoduiumn
tuna B. DTOT HEZOCTATOK SBISETCS PE3YJIBTATOM
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OCHOBAHHOWH Ha €XKEroJHOM IJIO0OAJILHOM OIpOCe,
npoBonumoit Bcemupnoit ®exneparueii ['emodrmn
(WFH Canada, Montreal), wumcno nroxeit ¢
reMouiIMeli B MHPE COCTABIISICT HPUOIU3HTEIBHO
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400 000 uenopek. l'emodpmaus A BcTpedaeTcs
gamie, yeM remoduiug B u cocraBiser 80-85%
or oOwero umcia Jogaeid ¢ remoduiuen [2].
Iemodwimedt crpagaror nHLAa MYKCKOTO 1101,
IpU STOM IIaTOJOTUYECKUI TI'eH Iepenacrcs ¢
MaTepUHCKOM  CTOpPOHBI.  PacmpocTrpaHeHHOCTH
remopuiun A coctasisier 1 : 10 000, remoduium
B — 1 : 30 000-50 000 >xuteneit My>KCKOro moJja
[3], a pacmpOoCTPaHECHHOCTh APYTHUX 3a00JICBAHMIA,
CBSI3AHHBIX C HAPYIICHUEM CBEPTHIBAEMOCTH KPOBH,
HaXOJUTCSl B UAra3oHe MpUMepHO OT | yermoBeka
ga 1000 xurtesneil 1 10 1 dyenoseka Ha | MUIUIHOH
moneit [4].

OCHOBHBIE  KIMHUYECKHE  TPOSIBIEHUS
remopuiaun A — 3TO KPOBOTCUCHHS PA3IUUHON
JOKAIIM3allni, OJHAKO Yalle Yy TaKuX OOJbHBIX
BO3HUKAIOT PELHMIUBUPYIOLIHE reMopparuu
B cycraBel M Mbllel. Kpome Toro, mius 3tou
HACJICJICTBCHHOM I1aTOJIOTMM BECbMa XapaKTCPHbI
KPOBOTCUCHUS TOCIEC JIIOOBIX, JaKe HEOOIBIIMX,
TpaBM M XHUPYPTUYECKHX  BMEIATENILCTB.
BripaxkeHHOCTh TeMopparuii, 4actora peruiiBOB,
HaJIMYMe CIOHTAaHHBIX OIMHU30/I0B TeMapTpPO30B
U MHOTHE Jpyrue KIMHUYECKHE IPOSBIEHUS,
XapakTepu3ylolie TsSKecTh 3a00NeBaHhs, YacTo
koppenupytoT ¢ yposHeMm FVIII:C B kpoBu [5].

Takum o0OpaszomM, reMOpPparuyeCcKuii
CUHJIPOM IpU HACJICIACTBCHHBIX KOAryJIOUAaTHsAX
UMeeT I'éMaTOMHBIN THUII KPOBOTOUYUBOCTH, KOTOPBIH
BBIpAXKAacTCs  Pa3iIMUHBIMU  T'eMOpparusiMu, OT
HC3HAUUTEJIBHBIX  JI0O  MacCUBHO-IIPOQY3HBIX,
HECPEKO YIPOXKAIOIIMMH JJIs JKU3HU OONILHOTO, a
TaK)KC KPOBOMBIUSHUSIMHU BO BHYTPCHHHME OPraHbI,
B MBI, CYCTaBbl, C Pa3BUTHEM OCJIOKHEHUI
CKEJIETHO-MBIIIEYHOI CUCTEMBI M  CTaHOBUTCS
NPUYNHON paHHEH MHBAIWAN3AIUN U COIUAIBHON
Je3a1anTalul OOJbHBIX.

Ha CEroJHsAIIHUN JIEHb OCHOBHbIM
METOJOM JIMATHOCTHKH W JICUCHHUS T'SMOQHIUH,
SIBIISIIOTCSL - OIPEACICHUC AKTUBHOCTH (DAKTOPOB
ceepreiBanus kposu VIII m IX (B nHopme ot
50 mo 200%) w 1poBeACHUS ITOKH3HCHHOMN
3aMEeCTUTEILHON Tepanuy: BHY TPUBEHHBIC BBEICHUS
aHTUreMOo(pUIBLHBIX KOHIIEHTpaToB (aktopoB VIII u
IX, mpu remounun A u B, cooTBeTCTBEHHO.

B Keipreisckoit PecryOnuike, Mo HemoJHBIM
JaHHBIM, 3aperucTpupoBaHo Oonee 300 OOIBHBIX €
HACJIEICTBEHHBIMU KOAryJloNaTUsMUA, M3 KOTOPBIX
oxono 130 metu mo 16 aet. Jo 2011 roma, B JIIY
Ksiproizckoi Pecriybnuku KCII0J1b30BAJIACH
MCTOJIMKA  ONpCHCICHUS  (POPMBI  reMOQHINH
no ayrokoaryiorpamme (bapkaran 3.C., 1973)
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- TunupoBaHMe remoumun. OnHako  9ATO
KOCBEHHass MeTojuka, u oHa ycrapema. C 2011
roma B Halled pecrmyOJHKe BIEpBbIE B YCIOBUAX
oTaenenus gerckoii remarojorun HIIOMuJl M3
KP, Hauanu wMCIHOJIB30BATh METOJ ONPEACIICHUS
aktusHoctu VIII u IX dakropos ceepreiBanus
B kpoBHu. C 2013 roma naHuelii METOX OBLT TAKKE
BHEJIpEH B Jlaboparopuu KbIprei3cKoro Hay4HOro
nentpa remaroiorun (KHLI M3 KP) u Omckoit
MexoOmacTHoit  00beAMHEHHOW — KIIMHUYECKON
OonbHuikl.  JlawHbId  7maGopaTopHBIE  MeETOA
SBJISIETCS. OCHOBHBIM JINAarHOCTUYECKUM KPUTEpUEM
orpesielIeHHsl BUJia TeMO(DWINN U OIIEHKH CTETIEeHH
TsokecTH 3a0oneBaHus. KpoMe Toro, ompeneneHus
aKTUBHOCTH  (paKTOpPOB  CBepPTHIBAHHS  KPOBH:
KOoHIIeHTpanuu ypoBHs (pakTopa VIII u IX, a Takxke
dakropa pon Buinedpanna (von Willebrand factor)
W JIPYruX IUIA3MCHHBIX (DAKTOPOB CBEPTHIBAHUS
KpOBH y OOIBHBIX, B TIEPCHCKTUBE JACT
BO3MOYKHOCTD CO3JIaHUS IOCY/[apCTBEHHOTO peecrpa
(peructpa) OONBHBIX C TeMOGUIUCH W JIPYTUMU
penkuMu  GopMamMu BPOXKJIECHHBIX KOATYIOMATHHA,
npoxuBawix B Keipreickoi Pecrnybnuke, mis
OKa3aHWsl UM KBATM(PHUIIMPOBAHHON MEIUITMHCKOM
MTOMOIIIH.

BTopbIM BaXXHBIM H3TanmoM B OpraHH3aINH
reMoQUIHYECKOr CIyKObl SBISETCS OKa3zaHHe
J1e4eOHO-IPOPUIAKTHYECKUX, PeadMINTALIMOHHbIX
MEPONPHUITHH  OOJIBHBIM C  HACJICACTBCHHBIMHU
koarynonarusmMu. Kak ObUIO yKa3aHO BbIIIC, B
JeyeHun OOJBHBIX ¢ Temodunuer A u B HanGonee
BaXHBIM KOMIIOHCHTOM SIBJISCTCS 3aMECTHTEIbHASA
Tepamnus, TO €CTh, TMOMBITKA HOPMAJIU30BATH
reMopparuyecKkui nedexr BOCIIOJTHCHUEM
nedunutHoro akxropa. Ceiiuac BCeM U3BECTHO, YTO
JUIS TOTO, YTOOBI JIOCTHYb TeMOCTa3a, aKTUBHOCTh
¢akropoB  VIII/IX npgomxHa OBITH JOBeAcHa
XoTa-0b1 10 15-30% ot HopMmBI. B ciydae Gornee
TSOKENBIX KpPOBOTEUEHUH WU AN olecredeHus
XUPYPrUUECKOM OIepaluyd aKTUBHOCTh (DaKTOPOB
VIII/IX neooxomumo mnoBeicuth a0 50-100% or
HOpMBI. J17151 3TOT0 TpEeOyeTcs KOHLICHTPAT, KOTOPbIH
Ha CIUHUIY 00bEMa COLACPIKUT 3HAUUTEIIHLHO OOJIbIIIE
dakropos VIII/IX, uem kpoBb Uiy 1miazma [6].

OCHOBHEBIM Ha CCrOHAIIHAN JCHb
METO/IOM JICUCHHUsI OOJBHBIX C HACIICICTBCHHBIMU
koarynonarusmMu (remopunust A, B, Oomne3Hs

BunneOpanna) Bo  BceM  MHpe  SIBISETCS
3aMECTUTEIbHAsl Tepamus — BOCIOJHEHHE U
KOppeKkIus HemocTapiux ¢aktopoB (daktop

VIII, IX, von Willebrand). B nHameii pecmy0muke
1O HACTOSILLUCIO BPEMCHM AKTHUBHO MCIIOJIb3YCTCS
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3aMeCTHTEIbHO-TEMOKOMIIOHEHTHAsl Tepanus, T.e.
nepenuBaHie JTOHOPCKOH — CBeXe3aMOpPOKEHHOM
IUIa3Mbl M KPUONPELUHUIIMTATA, KOTOPbIE B CBOEM
COCTaBCCOACPIKATYKA3aHHBIC (PAKTOPBI CBSPTHIBAHMS
KpoBu. OIHAKO B3TOT BHJ JICUCHUS 110 MHOTUM

napamMeTpaM  YCTyHaeT  KOHLCHTPUPOBAHHBIM,
MO WIN3UPOBAHHBIM, aHTUTEMO(DHIILHBIM
npenaparaM. Mano Toro, uepe3 Mpenaparbl

KPOBH HMMeeTCsl OOJbIlas OMaCHOCTh 3apajKCHHUSI
FEMOTPAHCMUCCUBHBIMU UH(CKIUAMU (BUPYCHBIC
reratuthl, BUU-unpexims). [lortomy ¢ 2008 rona
no JUHHM (poHTAa 005A3aTENHHOTO METUITMTHCKOTO
crpaxoBanus (POMC) mpu IlpaBurenbctBe KP,
cornmacHo mnporpamme ['ocynapcTBeHHBIX TapaHTUH,
UACT 33Kyl  aHTUIeMOQHWIbHBIX  IIPernaparos
(TU1a3MEHHBIC M PCKOMOMHAHTHBIC KOHIICHTPATHI
daxropos VIII n 1X) st sieueHust GONBHBIX IeTEH
remopmiusamu - 10 16 ser. K coxanenuio, us-
3a HejocTarka (PUHAHCOBBIX CPEJICTB, B3POCIIBIC
OONbHBIC TIOKA HE HUMCIOT JOCTyNa K JaHHBIM
aHTUTeMO(UIBHBIMIIPEHapaTaM, KOTOPBICKM3HEHHO
HEO0OXO/IMMBI JTAHHOU KaTeropuu OO0IbHBIX. M 3TO
SIBJISIETCST OJTHON W3 OCHOBHBIX TPOOJTEeM B TIIaHE
OpraHM3aIuy JIedeOHOH momonn 6oapHBIM. Takske
XOTeNoCh Obl OTMETUTh, YTO M peamu3aluu
KBaTU(DUITUPOBAHHON TIOMOIIU JUISI OOJNBHBIX C
reMo(uiINeii HEOOXOIMMO B3aMMOACHCTBUE Bpauci
— remaroiiora, (Qu3MOTEepareBTa, TPAaBMATOJIOTI-
opTorena, Xupypra, CroMarojora, ICHXoTepareBTa
U COIMAJIBHBIX PA0OOTHHUKOB.

B cBs13U ¢ 9THM, YUHUTBIBASI BHITIICU3I0KCHHBIC
00CTOSITEeIbCTBA, ISl YIY4IICHUS  Koary-
JOJOTUYECKOM caykObl B Haiueidl pecrnyOnuke Ha
HAIll B3JI4] HEOOXOINMO'

e co3maHue 00IIei HAalIMOHATBHOH! TPOTPAMMBI
npu MunnctepcTBe 3apaBooxpanenus KP, B mensax
MpOBEACHUS  LIUPOKOMACINTAOHBIX  NEWCTBUM,
HAIPABJICHHbIX HA YJYy4lleHUE [OHUMAHHs OCHOB
IEMOCTA3HOJIOTUN ¥ 3a00JICBAHNH, CBS3aHHBIX C
HApPYLUICHUEM CBEPTBHIBAIOLICH CHCTEMBI KPOBH Ha
HCPBUYHOM U BTOPUIHOM YPOBHSIX 31PAaBOOX PAHCHHSI
KP;

® JI0CTaTO4YHOE oOecrnieueHue aHTHre-
MOGWIBHBIMKM  Npenaparamu Juisi  OONBHBIX €
HACJIEICTBEHHBIMU KOATyJI0MATUsIMU;

® OCHaIleHHe HEOOXOIMMBIM 000PYTOBAHHEM,
peaktuBaMu U oOy4yeHHS Bpadeil J1aOOpaHTOB
OTpeNeNaTh  IeMOCTa3HuorpaMMy U  ypOBEeHb
¢akropoB VIII, IX u von Willebrand B xpoBu, a
TaK)Ke MPOBELCHUs arperarorpammbl B 00JIACTHBIX
U TCPPUTOPUATBHBIX OOJILHHUIIAX;

e opraHu3zanus peaduIMTAOHHON CIIy:KOBI
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s OONbHBIX TeModwunuel, oOyueHHe Bpaueit
(duzHOTEpaneBTOB, CTOMATOJIOTOB, TPAaBMAaTOJIOTOB,
OpTOIENOB U XUPYPIOB;

e OpraHM3anusg aJpecHbIX 00pa3oBaTENbHBIX
nporpamm i OOJIbHBIX ¢ remMouiMed U HX
POICTBCHHUKOB, 2 TAK)KE OKAQ3aHUE KOHCYJIETATUBHON
HIOMOIIY MEIULMHCKOMY TIEPCOHAIY TIEPBUYHOTO U
BTOPUYHOT'O YPOBHEH 31PaBOOXPAHCHHUS;

e cozmanme Ha Oaze KHIIT M3 KP,
rOCy/IapCTBEHHOT'O perucrpa OOMBHBIX c
BPOX/ICHHBIMH KOAryJI0MaTHsIMH,

e aruTanMoHHas paboTa O HEOOXOJIUMOCTH
TIOHOPCKOM CITy*ObI, B MesIX OKa3zaHUs TOMOIIU
OONBHBIM C HACIEACTBEHHBIMU KOAryJIONaTHIMH
komrnoHeHTamu kpoBu (C3II, kpuompenumurar),
0co0eHHO Ha nepudepuu pecrnyoauku (B paiioHax,
o0uacTsix);

[lpu COBMECTHOM B3aUMOACHCTBUH
CICLIMAJIMCTOB M ITAIIUCHTOB, a TAKKE PH IO ICPIKKE
OOIIECTBEHHOCTH, CTAHOBUTCS BO3MOXKHOW peau-
3a1us OKa3aHUs KBAIM(PUIIMPOBAHHON METUITUHCKON
MOMOIIM W YIYyYIICHUS Ka4eCcTBA IKM3HH JUIS
OOIBHBIX C BPOXKJACHHBIMU KOAryJIONaTUsIMH.
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