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OCOBEHHOCTH TEYEHHWSI TEMO®WJINHN Y JETEH B IO)KHOM PET'MOHE KP

AHHOTAIUSA

B pabote npuBeneHb qaHHBIE 00 TeMOGMITHE, OCOOSHHOCTIX TEUCHHUS TeMODUITNHN Y AETeH F0KHOTO PETHOHA
Keipreizcrana. beuto uccnenosano 61 mereit ¢ Auar1o3om reMouiins, cocTosmux Ha «JI» yuere B Onickoit
MEKOOJIAaCTHOM MEeTCKOW KIIMHWYECKOW OonbHHUIlE. Bce OONBbHBIE OBLIM TONIpa3feicHbl Ha 2 TPYIIIHL:
remoduust A (55 - 90%), remodunus B (6 - 10%). [IpoBeaen ananu3 60IbHBIX IO BO3PACTHOMY H IIOJIOBOMY
ACTEKTy, TSKECTH KIMHUYCCKHUX MPOSBICHUN, MO PErHOHY IPOKWUBAaHUS W B pa3pe3c palioHOB Fora
Keipreizcrana. [Ipu ananuse ObIIO yCTAaHOBJICHO, YTO HA FOTE CTPaHbI peobiafaeT reModuims A, IMEIOTCS
ceMeliHbIe ciTyyau Hacyie[oBaHus, 1 cinyyail remodunnu B y 1eBodky, 00pamaroTes JHIb CO CPETHETIKEITIOM

U TspKenoit ¢opmoii 3aboneBanus, neth u3 batkenckorn u JKajgam AGajackoi oOjacTed MOCTyHarOT B
HIIOMwu/l, munyst OM/JIKb.

Kniwowuesvie cnosa: remodunus, remMapTpo3, remaroma, akropsl cBepteiBanus, AUTB, koarymomatus,

OMJIKB, HHOMpu/I.

KBIPI'bI3 PECIIYB/INKACBIHBIH TYHITYK
PETHOHYH/IAI'BI BAT/TAPJAT'BI TEMO®UHTHA
HAPTBIHBIH OTYY O3IO49OJIYKTOPY

AHHOTaLUSA

JlokyMeHTTe >Kanmbel TeMoQwius oopycy OoroHYa
TYIIyHYK, KBIpTBI3CTaHABIH  TYMTYK  aiiMarsIHAArsl
Oanmapmarel  reMOWIMS ~ OOPYCYHYH  JKYPYIIYHYH
©3reuUeNYKTOpY XOHYHIe MaanbiMartap OepwireH. Omur
obnactrap apasbIK OanapabiH KIIMHUKAJIBIK
oopykaHacelHIa «JI» KaTTOoOMO TypraH remModuIns

nuarHosy MeHeH 61 Oana usminenren. bapasik 6elitantap
2 tomnko GesryHay: remodmiust A (55 - 90%), remodunus B
(6 - 10%). Beirantap aribl ’aHa KBIHBICHI, KITMHAKAJIBIK
KOPYHYIITOPYHYH OOPIYTY, XKallaraH )kepru OOIOHYA XKaHa
KbIpraI3cTanAbIH TYIITYTYHAOTY PaHOHIOPAYH IApTHIHAA
TAIJAHBINTEL. ~ AHaINM3  yYypyHIAA  PECIyOIMKaHBIH
TYIITYTYHI® reMopuiust A oopycy 0achIMIYyIIyK KbLIaphl,
TYKyM KYYy4yJIyKTyH KECENECTHHEH Maiinia OOnroH yi-
OyJiesyK ydypiiap aHbIKTanabl. Ajncak, baTkeHneH kenreH
Oangap keOyHY® OOpYHYH OPTOYO >KaHa 00p TYPY MEHEH
raHa Kaipsliapsl skana 1 kbi3zna remoduinus B oopycy 6ap
3KeHANTH, aHbIkTabl. Ken yuypna batken xana XKanan-
AGan obmycrapbinbiH Oanmapel Omr oOirycTap apajbIK
OanmmapaplH KIMHUKAIBIK OOpYKaHAChIHA dMec, JHE JKaHa
0amaHBl KOProo YIyTTYK OOpOOpyHa KeJHIl TYyIepy
AHBIKTaJIIBI.

Aukbly  co300p: Temodums, remMapTpo3, TeMaToMma,
KaHABpIH yroTyydll ¢aktopmop, AUTB, koarynomarus,
OOABKO.

FEATURES OF THE COURSE OF HEMOPHILIA IN
CHILDREN IN THE SOUTHERN REGION OF THE
KYRGYZ REPUBLIC

Abstract

The work presents data on hemophilia, features of the
hemophilia in children in the southern region of
Kyrgyzstan. We studied 61 children with a diagnosis of
hemophilia, who are on the "D" register in OMDKB. All
patients were divided into 2 groups: hemophilia A (55 -
90%), hemophilia B (6 - 10%). An analysis of patients by
age and gender, severity of clinical manifestations, by
region of residence and by district in Kyrgyzstan was
carried out. During the analysis, it was established that
hemophilia A prevails in the south of the country, there are
familial cases of inheritance, 1 case of hemophilia B in a
girl, treated only with a moderate and severe form of the
disease, children from the Batken and Jalalabad regions are
admitted to the National Medical Center of the Russian
Federation.

Keywords:  hemophilia,  hemarthrosis,  hematoma,

coagulation factor, ACTV, coagulopathy.
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Beenenune

I'emodunus — rpynmna HacleICTBEHHBIX, CIEIUICHHBIX ¢ X XPOMOCOMOH I'eéMOpparnuecKux
3a00JIeBaHUM, CO CXOMHOM (PEeHOTMIMUECKOW KAPTHHOM, CBS3aHHBIX C BPOXIAECHHBIM JE(UIIMTOM
(daktopoB ceepteiBanus kpoBu: VIII dakropa - mpu remodunuu A; IX dakropa - npu remodpumu B
y JIMI] MY>KCKOTO TIOJa.

['emopunmus A Berpeuaercss uamie, yem remoduinsa B u cocraBiser 80-85% Bcex cimyuaes
remodunuu. PacripocTpaH€HHOCTh TeMopuiInu B OOJNBIIMHCTBE CTpaHax cocTaBiseT 13-14 Ha
10.000, 8 CIIA mo 20 - 25 na 10000 myxuns. ['emopumnus A - 1:5000-10.000 HOBOPOKIEHHBIX
ManpaukoB, [emodunus B - 1:30.000-50.000 HOBOPOXKIEHHBIX MATBIMKOB. B 00mIieil momymsimm
6onpHbIX remodmimeii 30-40% crnyyaeB MPUXOAUTCS HA CHOPAIUYECKYI0 TeMO(UIHNIO, KOTOpas
o0yclioB/ieHa MaToJOTHYeCKod MyTanuel reHa. Bcero B mupe 3apeructpupoBaHo okoio 450.000
OO0JIbHBIX TeMO(pUITHEH.

AKTYyaJIbHOCTh

BonbHbIX Temoduareil BCIO KH3Hb COIMNPOBOXKIAIOT CIIOHTAaHHbIE M IOCTPAaBMaTHYECKUE
KpoBoTeueHusa. KpoBoTeueHHEe BO3HHMKAeT Yepe3 HECKOJIbKO YacoOB IOCJIE€ TPaBMbl M €CIH HE
KyImUpOBaTb, TO MOXCT MPOAOJIKATHCA HCECKOJILKO ,Z[HGﬁ WM HCACIb W IMPUBCCTH K TIAKCIBIM
nocnencTBusM. OcoOeHHOCTBIO MPOSBICHNUS TeMO(UINN SIBIISIOTCS. KPOBOTEUEHUSI, KOTOPBIE MOTYT
OBITh B CyCTaBbl (reMapTpO3bl), MBIl (T€MAaTOMBbI), MSATKAE TKaHH, CIM3UCThIE U BHYTPEHHUE
opraubl. Oxono 70% OONBHBIX CTPAJAlOT TSHKEIBIMH U CPEIHETSDKENbIMU (OpMAaMU TEUCHHUS
reMo( UMM, IPU KOTOPBIX MOPAXKEHUSI OMOPHO-IBUTATEIHLHOTO arapara HOCST MPOTrpeCcCUPYIOIIHA
XapakTep U CIyKaT OCHOBHOM MPUYMHON paHHEW MHBAJIWIU3AIIUH.

ean uccaenoBanus

W3yunth 0coOeHHOCTH TeyeHHs reMopuiuu y aered Ha rore KbIprelctaHa mo BO3pacry,
TS’KECTHU MPOSIBIICHUS U PETMOHY IIPOXKUBAHUS.

MarepuaJjbl 1 MeTOAbI HCCJIETOBAHUSA

[IpencraBieHsl CTAaTUCTHYECKHE JaHHBIE PE3yJbTaroB Ha 61 1ereil, cocrosumx Ha
JUCTIAHCEPHOM Y4eTe ¢ TeMO(DHIInel TsHKeIo U cpeaHe-Tsokenon ¢popmoit 3adonesanus B OMJIKD,
HaOmonaBmuxcst B teuenne S5 jet (2017-2022rr.). Ilpoenena craructuyeckas oOpaboTtka 19
aMOyJIaTOpHBIX KapT U 42 uctopun 00JIE3HU AT OOJBHBIX TeMODUITHEH.

Pe3ynbrarhl n UX 00CyXKIeHHE

B Keipreiscrane 3apeructpupoBaHo 411 OonbHbBIX, U3 HuX ¢ remoduiuueit A — 330, yto
cocrasisieT 80%, ¢ remodpunueii B — 80 (20%), B Tom uucne gereir 1o 16 ner — 205 (50%) u 1
0onpHON ¢ HeyTouHeHHOH koarymomarued. Ha 2022 rog 8 OMJIKB ofmiee komu4ecTBo ACTE,
3apETUCTPUPOBAHHBIX ¢ JMeduiuToM GakTopoB cBepThIBaHUA — 61, U3 HUX ¢ reMopunuenn A — 55 —
90%, remodunueit B — 6 -10%.
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Taéanua 1. [IpoBenen anaamu3 GOIBHBIX MO BO3pacTam

BO3pacT 0 -2 rona 2 -5 ner 5—-10 ner 10 - 17 ner
abCoIIOTHOE 3 10 23 25
KOJIMYECTBO
% coortHourenue | 5,0 16,0 38,0 41.0

H 0-Zroga

B 2-5net

W 5-10ner

|
m 10-171ex
Tadmamua 2. PactipeneneHue OONBbHBIX MO TSKECTH KIMHUYECKUX MPOSIBICHHH

CrerneHb TSDKECTH JerKas CpenHeTshKenas TSDKEIast
abCcoIIOTHOE 12 31 18
KOJIMYECTBO
% cooTHOILIEHNE 19,7 50,8 29,5

= TAXenan

= CpegHeTAMXenanA

47

= Jlerkas
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Tadmmua 3. [Iposenen ananu3 60onbHBIX 13 Omickoit, XKanan AGaackoii u barkeHckoit obnacreit

FO’)KHOI'0 peruoHa

PEruoHbI r. Om Omckast 061 barkenckas Kanan
Ablajnckasa

a0COIIFIOTHOE 16 34 7 5

KOJIMYECTBO

% coorHotrenue | 26,0 55,0 11,0 8,0

BaTtkeHckan
11%

H-AbBagckan
8%

| Owekan o6n
55%

= r.Ow

= Owckaa obn

= BaTrkeHcKas

= HK-Abanckan

Tadamua 4. [IpoBenen ananu3 OOJIBHBIX B pa3pe3e paiioHOB MO I0KHOMY PErHOHY

Omwuckas o06nacThb Barkenckas o0yacTb KamanAoda
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Ilo pe3yibTaTraM NpoOBEACHHOTO HAMH MCCIICAOBAHUA BbISIBIICHO:

VY nereii roxxHOTO perrona Keipreizcrana npeodianaet remopuians A, cocraBu 90%, Torma
kak remoduus B — 10%.

Nmerorcst cemeiiHbie citydan HaciaenIoBaHus — 15 cemeid, 9To B COBOKYMHOCTH cocTaBiseT 30
nerei - 42%.

OTmeuaroTcst paHHHE TIPOSIBICHHSI 00JIe3HH - 10 2 seT: 3 cioyyast — 5%.

3aperucTpupoBaH ofuH ciiydai reModminn B y neBoukn: 1 — 1,6%.

B 0CHOBHOM PErHUCTPHUPYIOTCS CPEIHETKEIbIC U TshKebie (hopMmbl 6oe3an — 80,3%.

[To 3aboneBaemoctu IUAUPYIOT Topox Ol W NPUTOPOIHBIE PalOHBI, YTO CBS3aHO C
IJIOTHOCTBIO HACEJICHUS U TeppuTopruanbHoi 6mu3octeio kK OM/IKb:

0 -1 Om-27,0%, Apasan, Kapa Cyy — no 13,1%, Hookar — 12,0%, ¥Y3ren — 8,1%,
Bonbubie n3 barkenckoit u Xaman Abanckoit obnacreii 6onbHbIe ToctynaroT B HIIOMu/l .
bumxkex, munyst OM/JIKB u nepsuuno o6pamatorcs B JIITY Y306ekucrana u Tamxukucrana
n3-3a TepputopuansHoit Onm3zoctu (Kamamxkait — ®eprana, Jleitnek, barken — Hcdapa,
Kanubanam).
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