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Annomayus. B paboTe MpHUBEICHBI TaHHBIE 1O BCTpedaeMocTu remoduinu B Keipreizcrane.
beuto uccienoano 130 mereit ¢ auarno3om remoduinusi. Bee 6onpHBIC OBLTH TIOPA3ICIICHBI Ha JIBE
rpynmnbl: remodunus A (110 — 84,6%) u remopunus B (20 — 15,4%). Bospact aereit — ot 7-mu
MecsTYHOTo Bo3pacta 10 17 ner. Ilpu aHanm3e ObUIO YCTAHOBIICHO, YTO KaKJO€ CONMYTCTBYIOIICE
3a0osieBaHuEe Y OOJILHOTO C reMOQWINEH MOXKET NMPUBOAMTH K YTSIKEICHUIO TEUEHHS] OCHOBHOTO
3abosneBanus. JleTssM HEOOXOIMMO MPOBOAMTH HE TOJBKO ITATOTCHETHYECKYI0 TEpamuio, HO U
JICYCHHE COIYTCTBYIOLIEH maTonoruu. [IpoBeieHHOE HAMH UCCIIEIOBAaHUE TAKKE ITOJTBEPKIACT TOT
(dakT, 4TO KOMOPOHMIHOCTh y OOJBHBIX C reMo(WIHel SBISICTCS OJHUM K3 HEOJIArONPHSITHBIX
(bakTOpOB pHiCKa B TEUCHUE 3a00JICBaHUs, BIUIOTh JI0 JICTAILHOTO Ucxoa. Takke coueTaHue IBYX M
Oonee 3a0oyieBaHWII WrpaeT 3HAYUTEIBHYIO POJb B YaCTOTE, JJIUTEIBHOCTH U TSIKECTH
KPOBOTEUEHHs y OOJIILHOTO, HECMOTPS Ha MPOBOJAMMYIO TTATOTCHETHYECKYIO TEPAITHIO.

Abstract. The paper presents data on the occurrence of hemophilia in Kyrgyzstan. 130
children were diagnosed with hemophilia. All patients were divided into two groups: hemophilia A
(110 — 84.6%) and hemophilia B (20 — 15.4%). Age of children — from 7 months of age to 17
years. In the analysis, it was found that each comorbid disease in a patient with hemophilia can
cause a worsening of the underlying disease. Children need not only pathogenetic therapy but also
the treatment of comorbidities. Our study also confirms the fact that comorbidity in patients with
hemophilia is one of the unfavorable risk factors during, complication and severity of the disease,
up to death. Also, the combination of two or more diseases plays a significant role in the frequency,
duration and severity of bleeding in a patient, despite ongoing pathogenetic therapy.

Kniouesvie cnosa: remopwmmsi, KeIprei3cTaH, KIMHUYECKHE NCCIEIOBAHHS, TeMaTOIOTHSL.
Keywords: hemophilia, Kyrgyzstan, clinical studies, hematology.

Axmyanonocme. IlpoBeeHHE TMOXKW3HEHHOW 3aMECTUTENIBHON TEpanvu M IMOCTOSHHOTO
HaOmoleHns  OOJBbHBIX  MOApPAa3yMEBAe€T HW3Y4YEHHE HACJIEICTBEHHOTO  KOArylonaTH4ecKOro
COCTOSIHHSI — TeMO(UIUN. DTO MO3BOJSIET MOBBICUTh KAUYECTBO U YBETUYHUTH MPOAOKUTEIBHOCTh
KU3HHU, CHU3UTh UHBaIUAN3aLKI0. JloJarue rojibl B TeMaToJOTUH CYIECTBOBAJIO MHEHHUE O TOM, YTO
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B Pa3IMYHBIX CTPaHaX MPUMEPHO OJAMHAKOBA YaCTOTA POXKJAEMOCTU MaJBUMKOB ¢ reModunuei. [lo
IaHHBIM BeceMupHOi# opranu3zanuu 3apaBooxpaneHus B Hadane 70-x HaOmonancs CpeHuii ypoOBEeHb
3aboneBaemoctu jaereil remodunueit A 0,47-1,0 na 10000 HOBOPOKICHHBIX MATBUUKOB. OHAKO, B
LelIOiH cepuu COOOIICHWH TpEeACTaBlIEHbl JaHHbBIE, CBUICTEILCTBYIOIIME O Oojee dYacTtoi
BcTpewaemoct remodmmmu. Mccnenosarenu u3 Janum Sjolin K. (1960) u IIBenmu Ramgren O.
(1962) BBIIBMIM TOJIBKO OJHOTO HOBOPOXKICHHOTO MaJburKa 0oipHOTO reModumel Ha 7500 Bcex
HOBOPOXKICHHBIX [1-3].

ITo manneiM Jarczok K., Kraneszyk M. (1981), B ®unnsaaun Ha 65-HOBOPOXKICHHBIX
MaJIBYUKOB BBIABIIACTCS ONUH O0bHOM TeModuimeli. B Poccun HabmogaeTcst 6oiee BRICOKHI POCT
3aboneBaemoctu remoduiaueit, mo naHueiM @DemopoBa 3. . (1986), omun cmyuait Ha 4166
HOBOPOXK/ICHHBIX MAJIBYMKOB [4-5].

Mamepuan u memoo ucciedosanus
[log wnabmonenwem Haxoauiauch 130 gereit nmarHozoM remodumusi, OONbHBIE OBUIH
MOJPA3CNCHBl B 3aBUCUMOCTH OT (OpMBI TeMOpInu Ha jaBe rpymmbl — remoduuus A (110-
84,6%) u remoduus B (20-15,4%), Bo3pacT JaeTeil BOMICAIINX B HMCCICIOBAHUE COCTABUIIO OT 7
MecsiuHOro Bo3pacta 10 17 set (Pucynok 1).

Temodpumus A 84,60%

lemodumms B 15,40%

0,00% 20,00%  40,00%  60,00%  80,00%  100,00%

Pucynok 1. Pactipenenenue neteit ¢ remoduimeii B 3aBUCUMOCTH OT (JOPMBI

Ha nepBom 3rane nccienoBaHus IPOBOJWIOCH aHAMHECTHUYECKOE HCCIEAOBAaHUE ACTEH IO
CHElHaIbHO COCTABJIEHHOM KapTe, KOTOpasl BKJIl04Yasla BOIIPOCH! COIMAIbHOTO, TUTUEHUYECKOTO U
OMOJIOTUYECKOTO XapaKkTepa U cocTosuia u3 43 BOIIPOCOB.

ITpu cb6ope aHaMHe3a y MAIMEHTOB ¢ TeMO(UIIHEN Mbl aKIIECHTUPOBAJIH CIEAYIOUINE TyHKTHI:

1. HaM4YMe HACIIeICTBEHHOM OTATOIIEHHOCTH B OTHOIIEHUH 3a00JI€BaHUS;

2. Panee ObUTO MPOBENCHO JICUEHUE AaHTUTEMO(MUITLHBIMU TperaparamMu (KOTAa, MOCie Yero u
Kakue ObLIN pe3yJbTarhl);

3. HaNM4YMe KPOBOTEUEHHUE Y POJICTBEHHUKOB, 0COOEHHO M0 MaTEPUHCKOM JIMHUU.

OOBEKTUBHOE HCCIIEOBAHUE BKIIIOUAIO: OOLICKIMHUYECKOEe OOCIIEOBaHNE U CIIelUalIbHbIE
UCCIIEJOBAHMUSL:

—BusyanbHoe uccrnenoBanre OOJIBHBIX C aKIIEHTOM Ha HaJIM4Yue€ T'eMaToM, reMapTpo3oB (T. K.
3TO SBJSIETCS XapaKTEPHBIM MTPU3HAKOM TeMODUITNN);

—ITanbnanys u n3MepeHye MNOJBUKHOCTH CyCTaBOB;

—Pentrenorpadus cycraBos;

—KoHcynbranus y3kux crennagucToB (CTOMATOJIOT, YpOoJIoT, HepOJIOr, OTOJApUHTOJIOT);

—VYIbTpa3ByKOBOE UCCIIEOBAHNE OPraHOB OPIOIIHOM MOJOCTH U MaJIOTo Ta3a.

—AKTHBHPOBAaHHOE YaCTHUHOE TpoMmOormacTuHoBoe Bpems (AUTB);

—Onpenenenne CBEPTHIBAIOILYIO CUCTEMY U pa3BepHyThI OAK.
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Peszynomamur uccnedosanus

TspxecTb cOCTOSIHUSA OOJBHOTO MPH KPOBOTEUEHUSX M OCIOKHEHUS 3a00JIeBaHHSI 3aBHCAT OT
COITyTCTBYIOIMX 3a00JI€BaHUNl M CTENEHH TSHKECTH OOJBHOTO IO OTHOIIEHWIO OCHOBHOTO
3a00yieBaHMsA, HO U OT KOMOPOWIHOCTH COCTOSIHUSI Y KOHKPETHOTO IAaIMEeHTHl C reModuimeil.
[Tanmentsr ¢ remoduineil He SBIAIOTCS UCKIIOYEHHEM, T. K. y OJHOTO PeOCHKa HMMENI0 MECTO
HECKOJIbKO XPOHUYECKUX 3a00JI€BaHUN WM CHMIITOMOB WJIM TPOSIBICHHs 3a00JI€BaHUS B OJHO U
Toke Bpemsi. KomopOugHast OTSAromeHHOCTh MAIMEHTOB ¢ TeMO(UIINel yBeTUYNBaeT JUIUTEIbHOCTh
TOCTIMTAIM3AIMU U KPOBOTCUCHHN, YHCIIO OCIOKHEHUH. MBI IoAeauan OOJbHBIX HA JBE TPYIIHI B
3aBUCHMOCTH OT MpeoOJiaJlaHke COMYTCTBYIOIIMX 3a00JeBaHUMII B COYETAaHMU C APYTHMHU
HO30JOTHAMU. B mepBoii rpymme O0NbHBIX C reMopuiIneld NpeBaIUpPOBaNIM 3a00JCBaHUS B
OCHOBHOM OIIOPHO-/IBUTaTEILHOTO arapaTa ¢ JpyruMu Hozonorudeckumu hopmamu (PucyHok 2).

I'emapTpo3 JOKTEBOTO CyCcTaBa + TacTPOIYOJCHUT +
KJIA ymepeHHO cTereHn

I'emapTpo3 KONEHHOTO CycTaBa +
MOCTreMOpparnyecKas aHeMusi + peruInBUPYIOIIHA
OpOHXUT

T'emapTpo3 TOIEHOCTOMHOTO CycTaBa + XPOHUYECKUN
nepuogorTHT + JIDKBII

I'emapTpo3 (KOJECHHOTO 1 JIOKTEBOIO CycTaBa) +
Kapuec 3y00B

I'emapTpo3 KOJICHHOTO M TOJICHOCTOITHOTO CyCTaBa) +
MHGEKIHS MOYCBBIBOISIINX MyTESH

I'emapTpo3 (JIOKTEBOTO M TOJICHOCTOITHOTO CycTaBa) +
XPOHUYECKHUN TPABOCTOPOHHUN TaiMOPHT

IIMK 1 cr ¢ MuHMManbsHOH peryprutarueit + KA

I'actponyonenut + JDKBII+ nam01103 KUIIEUHUKA

[IpaBoCcTOpOHHAS THEBMOHUS + Ba30OMOTOPHUI
PHHUT + Kapuec

Peunausupyrouuii 6poHxuT +
ACTEHOHEBPOTUYECKUN CUHIPOM

0% 10% 20% 30% 40% 50%

Pucynok 2. Pacnipenenenue 00JIbHBIX B 3aBUCUMOCTH OT KOMOPOUIHOI'O COCTOSIHUS

Kax BugHo w3 Pucynka 2 y gereil ¢ AmarHo3oM reMOo(uivs KOTOpPbIE€ HAxXOAMJIUCHh Ha
CTAllIOHAPHOM JIEYEHUH B OTHEJeHHE remarojoruu, y 46% uMeno MecTo coueTaHue TaKux
CUMIITOMOB KaK reMapTpo3 JIOKTEBOro cycraBa + racrpoayofeHuT + XXJIA ymepeHHo#l cTeneHu, y
31% — reMapTpo3 KOJEHHOIO CycTaBa + IOCTreMOpparudeckas aHeMus + peluaAuBUPYIOIINN
OpOHXUT.

VY 38% mnanueHToB Tak)ke UMEIH COYETaHHE HECKOJIbKHX CHMITOMOB TaKHUX KaK IeMapTpo3
TOJIEHOCTOITHOTO cycTaBa+ XxpoHndeckuil nepuonontur + JVKBIL.

VY 23% OOnbHBIX OTMEYaeTcsi COYeTaHWE reMapTpo3 (KOJIEHHOTO M JIOKTEBOIO CycTaBa) +
Kapuec 3y00B.
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I'emapTpo3 KOJIEHHOTO W TOJIEHOCTOIHOTO CycTaBa) + HMH(EKIMsS MOYEBBIBOASIIMX IyTel
ormeuanoch B 8% gereir m 18% — remapTpo3 (JIOKTEBOTO U TOJEHOCTOITHOTO CycTaBa) +
XPOHHUYECKUH IIPABOCTOPOHHUM FaiMOPHUT.

[IMK IcT ¢ MunumanbHol perypruranueit + JKJIA ymepenHoil crenenu umeno mecto 'y 16%
nerei, a 'y 28% Bcrpeuanoch couetanue ractponyoaenurta + JDKBII+ nsm01103 KuliedHHKa.

[IpaBOoCTOpOHHSS THEBMOHUS + Ba30OMOTOPHMM pPHHMT + Kapuec BcTpedanoch y 24%
OOJIbHBIX, COYETAaHUE PELUIUBHPYIOLIETO OPOHXHUTA + aCTEHOHEBPOTHYECKOTO CHHApPOMa OBUIO Y
13% nereti ¢ reMorIHei.

Brimeonucannsie 3ab60eBaHus, T.€. COUETaHUE HECKOJIIBKUX COMYTCTBYIOMIMX 3a00JI€BaHUN Y
pebeHka ¢ reMouIMel, TPUBOAIT K YTSDKEICHHUIO TEUCHHS 3a00JIeBaHUS, UTO YXYIIIACT KAYeCTBO
KHU3HH OOJIBHOTO M B TOCJIEAYIOIIEM MPOTHO3 OCHOBHOTO 3a0oiyieBaHMA. Takke 3TO U OOBACHSET
JUINTEIBHOCTh W YacCTOTy, TSDKECTh KPOBOTEUEHUH y OONbHOro ¢ remoduiued, HECMOTpsS Ha
3aMECTUTEIbHYIO TEpanuio, KOTOPYI0 OH TOJy4yaeT, HEBO3MO)XHO OCTaHOBHUTH KPOBOTEUCHHE B
amMOyJIaTOPHBIX YCIOBHSX, MHOTJA U B CTanMoHape. TakuM manueHTaM 3a4acTyi0 HEOOXOIMMBI st
OCTaHOBKH KPOBOTEUCHHS 00s13aTeTIbHbIC peaHNMAIIHOHHBIC MEPOTIPHSITHSL.

Takum 00pa3oM, KaKI0€ COIYTCTBYIOIIEE 3a00JeBaHMEe Y OOJNBHOTO ¢ TeMODUINECH MOXKET
MPUBOAUTh K YTSDKEICHHMIO TEUEHUS OCHOBHOTO 3a00NieBaHUS, KAXKJIOTO B OTICIBHOCTH U B
COBOKYMHOCTU. UTO B MOCHENYIOIIEM MOXET MPUBOAUTH K OCIOKHEHHUIO U K JETabHOMY HCXOY.
Coueranue JBYX WM HECKOJBKMX 3a0oiieBaHMid y peOCHKa, MOXET OBITh MaTOTeHETHYECKH
pasHBIMH, HO MOTYT OKa3blBaTh Ha TEYEHHWE OCHOBHOTO 3a00JieBaHHMS HEOIaromnpusTHOE
BO37eiicTBHE. B CBsI3M ¢ ATUM MpU HAa3HAYEHUH MMATOTEHETUYECKOW Teparuu, HY)KHO YYUTHIBATh Y
KOHKPETHOTO OOJILHOTO KOMOPOUIHOE COCTOSIHUE, YTOOBI Ha3HAUEHHOE JIeUeHHEe y peOeHKa HMeso
s dexT, HeoOXOAUM UHIUBUAYAIBHBIN TOI00P TEParuH.

Bo Bropoii rpynmne OONBHBIX C reMOQuINel mpeobiagana Jop MarojJorHs B COYETAaHHH CO
CIIU3UCTOM poTOBOi monoctu (Pucynok 3).

repreTHYecKas aHruHa + KPOBOTEUCHHE CO 0

" " R 8%
CIIM3UCTOM 000JI0uKH pOTOBOI Tosoctu + OPBU

XPOHUYECKUHN CPETHUIN OTUT ClieBa +XPOHUYECKUN = 11%
N 0

rauMOPUT

XPOHUYECKHUH EPUOIOHTUT+ YKYIIIEHHAs paHa = 124
. 0
CIIU3UCTOM LICKU

R 15%
3TMOHUIUTA + HOCOBOI'O KPOBOTCUCHU A

0,
JIKBII+ ackapuao3za + 3a0pIOUIMHHON TeMaTOMBI = 21%

i R 28%
XPOHUYECKHI TOH3WIUT +Kapuec+ MuenoHeQpuT
Kapuec + XpOHUYECKHUH ITyIbIIUT + KPOBOTEUEHHE C 60%
_ 0
TyHKH 3y0a

Pucynok 3. Pacnipenenenue 00JbHBIX ¢ reModriineii B 3aBUCUMOCTH OT KOMOPOMHOTO COCTOSIHHE MTPH
JIOp TAaTOJIOTUU

Kak nokazano Ha Pucynke 3, B 15% wumeno mecto coueranue 3TMOMAMTA + HOCOBOIO
KpOBOTEUEHUs, B 8% — repreTnyeckasi aHrmHa + KpOBOTEUEHHUE CO CIU3UCTOI 000JI0UYKH POTOBOM
nonoctu + OPBU, y 11% nereit BcTpeuanuch Takue 3a00I€BaHNs KaK XPOHUYECKUH CPETHUIN OTUT
CJieBa +XpOHUYECKHUI TaUMOPHT, y 28% OOTBHBIX UMEJIO MECTO TaKUe HO30JIOTUH KaK XPOHUYECKUN
TOH3WJIUT +KapHec+ MUeJTOHePPUT.
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Kapuec + xpoHunyeckuil mynbNUT+ KPOBOTEUYEHHE C JYHKH 3y0a uMmeno mecto y 60%
nanueHToB, a y 21% nereit coueranue JXKBII+ ackapumosa + 3a0promuHHON TeMarombl Uy 12%
— XPOHUYECKUH NIEPUOIOHTUT+ YKYIIIEHHAS paHa CIIM3UCTOH MIEKH.

VY nanHOM KaTeropuu OOJBHBIX C TeMO(UIIMEl COoYeTaHHE BBIIIECU3IIOKEHHBIX CHMIITOMOB
MMEJIO TOCIEACTBHE, KaK B OCIIO)KHEHHE U 4aCTOTE KPOBOTEUEHUH Y KOHKPETHOTO OOJILHOTO.

Takum oOpa3oM, HE 3aBHUCHMO OT KOMOPOHUIHOTO COCTOSIHHSI OONBHBIX ¢ remoduiueit u
HE3aBUCHUMO OT HO30JOTMYECKOH (OpMBI, BCeM JeTSIM HEO0OXOJUMO NPOBOAUTH HE TOJIBKO
MAaTOreHEeTUYECKYI0 TEepanuio, HO M JIEYeHHE CONYTCTBYIOIIEH marojoruu. Hamu mnpoBeneHHOE
UCCJIEIOBAHUS TaKXe MOATBEPXKAaeT TOT (akT, YTO KOMOPOUTHOCTHb y OOJBHBIX C reModuinei
ABIISICTCA OJHUM W3 HEOJAronpusATHBIX (AKTOPOB PHUCKA B TEUCHUE, OCIOKHEHHUH M TSDKECTH
3a00J1eBaHus, BIUIOTH JI0 JIETAJILHOTO HCXO/A.

Taxke codyeranue IByX u Oojiee 3a00JeBaHUN WUIpaeT 3HAYUTENBHYIO pPOJIb B 4YacToTe,
JUINTEIBHOCTH M TSDKECTH  KPOBOTEUEHHUS Yy OONBHOTO, HECMOTpsl Ha  IPOBOAUMYIO
[IaTOr€HETUYECKYIO TEPAIHUIO.
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