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Bepuneen maxanrada 6andapovin cemopuius oopycy-
HYH 03204012y 00PIY2YHA HCAPAULA KOP2O3YA20H. DHe dica-
Ha 6ananvl KOpeoo yiymmyk 60poopyHyH cemamonozus 6o-
aymynoe 110 6ara eemogpunus A dapmol meneH oapwvina-
Hotn oicamkan 1 ocawman 16 ocawka ueiunku 6aroap
u3UNOeH2eH, OUOHOOU dle 2eMOQUIUAHBIH MOAYK KIUHUKA-
JbIK Oeneunepu JHCcana amvlh 00pPYyIyyey 0d KOpCOMYAoH.
Vaymmyx Oue sorcana Bananvt Kopeoo Bopbopynyn nabopa-
mopusicotnoa VIII scana IX paxmopoyn dapasxcacel amnvik-
manean. H3undeonyn HAmulidcacblnoa 2emouius MeHeH
oopyzan Oeumanmapovii 00poyey, JHCaAuldean auMaKmapul
Jrcana yrymmyx Oeneunepu KopcomyncoH. Hzunoeounyn ne-
2U3UHOe 2eMODUNUSL MEHEH 00pYyeaH DellmanmapoblH He2us3-
2U CAMbIH MUMYAOYK (Kblpebl30ap) YIymyHyH 6anioapsl mys-
2oH. Anapowvin kenuynyey Yyi obaycywoa oscana Buwxex
waapvinoa kammanean. Kan xemyynyn yzaxmuievl scana
UHMEHCUBOY Y2y KAHObIH VIOWYHA Oailanbiumyy Oonyn
OOPYHYH JICAKULBIPMYY JHCAHA JICHLIILBIHIMBISLIHBIH KOPCOM-
Kyuy.

Hezuseu ce3zoep: cemounus, 6ardap, oop, oapasica,
Koazynonamus, 2emamoma (Kaul wumue), 2emapmpos,
aumanus, aumax, yaym.

B cmamwve npeocmasnenvi ocobennocmu meuenus ce-
Mogunuu y oemell 8 3a6UCUMOCIU 0T CIMENeHU MAICEC.
boino obcaedosano 110 oemeti ¢ cemopunueii A 6 6o3pacme
om 1 200a 0o 16 nem, HAXOOUBWIUXCS HA CMAYUOHAPHOM
Jevenuu 8 omoenenuu eemamonozuu Hayuonanonozo yenm-
pa oxpanvl mamepurcmea u Ooemcmea (HL[OMuJl). Io-
O0pobHO onucanvl KIUHUYECKUe NPOSAGIEHUS U OCLOINCHEHUS
npu eemoghunuu. Onpedenenue ananuza kpogu na VI u IX
¢axmop nposoounca 6 aabopamopuu HLJOMu/l. [aner
Pe3YIbmamvl UCCAO08AHUsL DONbHBIX ¢ 2eMOpUIUel 6 3A6U-
CUMOCIU OM MAICECTNU U PESUOHA NPOICUBAHUA NAYUEH-
mos u no ux Hayuonarbnocmu. OCHOGHOE KOIUYeCmEo na-
YUEHMO8 cocmaguau 0emu MmumynbHot Hayuu (Kelpevlsvl),
npoocugarowue 6 Yyiickoi obracmu u 2opode bBuwxex.
Hnmencuenocms u OnuUmMenbHOCMs KPOGOMEUeHUs 3a8UCe
OMm YPOBHsL C8EPMBIEAHUSI KPOGU, YMO AGISLCA UHOUKAMO-
POM npu npozpeccuposanuy U Ucxooe 3a001e6aHusl.
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Knrwuesvie cnosa: cemounus, oemu, cmeneusb, ms-
Jlcecmy, KOA2yionamusl, 2emMamoMd, 2eMapmpos, aHaiu3,
PeUOH, HAYUOHATIHOCb.

The article presents the features of the course of
hemophilia in children, depending on the severity. 110
children with hemophilia A between the ages of 1 and 16
years of age were examined and were hospitalized in the
hematology department of the NTCOMD. The results of the
study of patients with hemophilia, depending on the severity
and region of residence of patients and their nationality.
The main number of patients were children of the titular
nation (Kyrgyz) living in the Chui region and Bishkek. The
intensity and duration of bleeding depends on the level of
blood clotting, which was an indicator of the progression
and outcome of the disease. The intensity and duration of
bleeding depended on the level of blood clotting, which was
an indicator of the progression and outcome of the disease.

Key words: hemophilia, children, gravit, degree, coa-
gulopativa, hematoma, hemarthrosis, analysis, region, na-
tion.

AkTyajdbHOCThb. [lom TepmuHOM «remodu-
JUs» TOHUMAIOT BPOXKAEHHBIE KOAryJonaTuy,
00YCIIOBJICHHBIC IE(PHUIIMTOM HIA MOJIEKYJISPHBIMU
aHOMAJIUSIMH KaKOro-JInbo (hakTopa CBEPTHIBAIO-
uieit cucremsl. [lo nanneim 3.C. bapkarana, B 3Toi
rpymme 3a0ojeBaHuil HanmboJiee 4acTO BCTpEYaro-
test: remoduus A ¢ nedpuiurom VI pakropa (87-
92%), remodunus B ¢ nepunmurom IX daxropa (8-
13 %), remopunus C nedumurom Xl dakropa (1-
2%). KimHuveckue NpOSBICHUS TeMOQWIVH I10-
JIpoOHO omucaHbl B padOTax MHOT'HX aBTOpOB. s
reMopUINM XapakTepeH reMaTOMHBIA THI KpOBO-
TounBocTH. CIIOHTAaHHO WJIM B pe3yJbTaTe HE3Ha-
YUTENBHBIX TPaBM BO3HUKAIOT KPOBOMBIHUSIHUS B
cycTaBbl ¢ (POPMUPOBAHMEM XPOHUYECKUX reMO(H-
JMYECKUX apTpPO30B, MOCTETICHHO Pa3BHBAETCS OT-
paHWYCHHUE JIBIKCHUH B CycTaBax, YTO MPUBOIMT K
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WHBaNIHMIU3auu OonbHOro. Kpome Toro, Hepemko
BO3HUKAIOT TIOYEYHBIE KPOBOTEUEHUS, KPOBOTEYE-
HUSl U3 BEPXHHUX OTJENOB KEITyIOYHO-KHIIETHOTO
TpakTa, 3a0pIOIIMHHBIC, MEXMBIIICYHbIE T'eMaTo-
MBI, KPOBOMBIHUSHUS B KOXY. [Ipn gepemHo-mo3ro-
BBIX TPaBMax BO3MOXXHO Pa3BUTHE BHYTPHUEPETI-
HBIX rematoM. KpoBoTeueHHs COCOOCTBYIOT pas3-
BUTHIO HAPYIIEHHUI CO CTOPOHBI )KU3HEHHO Ba>KHBIX
OpraHoB U cucteM y 61,9% manueHToB ¢ nO4edHbI-
MU KPOBOTEUYCHUSMHU Ha (pOHE TreMOWINU BBISBU-
JIY TUIIOTOHHIO YallleYHO-JIOXaHOYHOW CUCTEMBI TIO-
4ek, ay 19% - rugporedpos.

Marepuan u MeToa uccienoBanus. B ot1-
neneHun aetckoi rematonsorud HIIOMu/l na Mo-
MEHT TIPOBEJEHUs WCCIIEOBAaHUS OBLTH IOA Had-
mogenreM 101 manueHTOB ¢ AWArHO30M TreMo(wu-
st A. 19 (17,3%). IIpu nocTyruieHud B OTA/ICHUE
réMaToJIorun 'y HUX 6I)IJ'IO BICPBBIC JUArHOCTUPO-
BaHO 3a0olleBaHWE C ompeaeneHueM aedurTa
(hakTOpOB CBEpTHIBaHHS KPOBH, Y OCTaNbHBIX 101

barkenckas obnactb; 5,8%

Tanacckaa obnacto; 8,7%

anan-A6aackan obnacty;
11,7%

Mccbik - Kynbckas o6nacto;
11,7%

(84,2%) nereii nuarHo3 ObUT BepU(DUIUPOBAH pa-
Hee ¥ OHHM HEeOJHAKPATHO TOIyYali ISYeHNE B JaH-
HOM OT/IEJICHUU.

Bcewm netsim ¢ remoduimeir A Obu10 MpoBese-
HO KOMIUIEKCHOE OOCJIeOBaHHE W OIPEAeICHBI
(hakTOpbl CBEPTHIBAHUS KPOBH IS ONpEACICHUS
TSHKECTH TeMO(MINK B OTAENEHUH KIMHUKO- OHO-
xumHuueckoit madboparopuun HIIOMu/l.

Pe3syabTaTsl McciaenoBanus. B 3aBucumoctu
OT PErHoHa MPOKUBAHUS MPEBATUPOBATIH ACTU C
remodunuein u3 Uylickoii obnactu 24 (23,3%), a
16 (15,5%) marmuents! u3 r.bumkek, B 13 (12,6%)
OonpHBIE M3 HapelHCKOH 00J1acTH, B paBHOM CTeTe-
HU BCTpeYaluch JAeTH ¢ remopmimeir A mo 12
(11,7%) u3 Haperackoii u XKanan-Abanckoit oomac-
T, a 11 (10,7%) manuenToB 6buH U3 OmICKO#t 00-
nactu, u3 Tamacckoit obnactu — 9 (8,7%) u B Ha-
UMeHbIIen crenenu 6 (5,8%) BCTpedaTuCh IETH U3
Barkenckoii obmactm [1].

Yypickuid o6nactb; 23,3%

1. buwkex; 15,5%

Puc. 1. Pactipenenenue 60abHBIX ¢ reMo(dMINel B 3aBUCHMOCTH OT PETMOHA IIPOKUBAHMUS.

[o pernoHy npoXUBaHUs W3 YUCIIA TIOCTYITHB-
IIMX C JWarHo3oM reMowinsi HauOoJbllIee YUCIIO
cocraBuiH Jetd u3 Yyiickoil obnactu 24 (23,3%),
3 T.bumxkek 16 (11,7%), n3 Hapwiackoit obmactu
13 (12,6%), B onnHakoBoM koimyectse 12 (11,7%)
coctapunn aetn u3 Mccwik-Kynbckoit n [lxan-
Abanckoit obmacta, 11 (10,7%) u3 Ouickoii obnac-
1, 9 (8,7%) u3 Tanacckoii 1 HaMMEeHbIIIee KOJTude-
cTBO neteit 6 (5,8%) yuuThiBas OTJaNeHHOCTh bat-
KEHCKOW 00JIaCTH.
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Haubomnb1iee KoMU4eCTBO JIeTE ¢ TUArHO30M
reMoGuIUs MOCTYNAIN U3 CEIbCKOW MECTHOCTH 68
(66,0%), a 35 (34,0%) mocrynumu u3 r.buiikex.
Bo3spacTt oOciemoBanHbIXx aeredt ObL1 oT 7 jmo 17
JIET, CPEeIHUN BO3PACT -8 JIET.

[lo HamMoOHANBPHOW NPHUHAIIEKHOCTH OCHOB-
HO€ KOJIMYECTBO MAalMEHTOB ¢ remodmineii A 94
(91,3%) cocTtaBunm IeTH TUTYJIBHON Hanuu (KbIp-
TBI3BI), @ B paBHOU KonmdecTse 1o 3 (2,9%) Obun



DOI: 10.26104/NNT1K.2019.45.557

HAYKA, HOBBIE TEXHOJIOI'M U THHOBAILIUHU KBIPTBI3CTAHA, Nel, 2019

JIETH IPYTHX HAIIMOHAILHOCTEH (pyccKue, y30eKu u
TIpyTHE).

Crenenp TshkecTH 3a00JI€BaHUS OIEHUBACTCA
M0 YPOBHIO KOJIMYECTBA HEOCTAIOIIEH KOHIIEHTpa-
un (HaKTOPOB CBEPTHIBAHUS KPOBU (JIETKOHU, Cpem-
HETsDKEJIOW W Tspkenoi) [2]. JlaHHBIA aHamu3 B
Keipresckoit  PecyOnmuke cranm  ompeaensThes
TobKO ¢ 2008 rona, mocie Toro Kak cTajiu onpese-
NATh THN TeModwiuu. [Nl MOCTaHOBKH CTETICHH
TSHKECTH TeMOQUIMHM MBI TaK)KE MCIIOJIb3YeM Kilac-
cupuranuio (ISTH), kotopas cOOTBETCTBYeT Tsi-
KECTH 3a00JICBaHUS U C YYETOM YacTOThI KPOBOTE-
YeHH y KOHKpeTHOro 0ompHOTO. C yuyeToM JaHHO#
KJIACCU(UKAIIMK TIO0 CTEICHU TSDKECTH 3a00JieBa-

HUS1, MO’KHO CIIPOTHO3UPOBATh OCJIOKHEHUS 00J1e3-
HU W pacmucarh JIeYeHHe W TPOQUIAKTHKY IS
KaXKIO0T0 NAIMeHTa HHIUBUAYAIBHO.

CremneHb TSHKECTH TeMOGUIMHA Mbl YYUTHIBATH
¢ yueTroM ypoBHS (hakTopoB B kpoBH, 0-1% daxTo-
POB KPOBH CUHTACTCS KaK TsDKeNas cTereHb; 1-5%
(hakTopa B KpOBU — CpPEIHSSI TsDKEIasl CTEICHb TH-
xkect remoduiuu; 5-40% QakTOpoB KpOBU 3TO
JIETKast CTENeHb TSHKECTH TeMODHITHN.

CremneHb TSHKECTH TeMO(UIMH BBICTABIISCTCS
Ha OCHOBAaHUM KIIMHUYECKUX MPOSBICHUM, & OCHOB-
HBIM KJIMHHYECKUM TPOSIBIIEHUEM TeMOMDWIHH CUn-
TaeTCsl KPOBOTEUCHHE PA3TMYHON JIOKAIH3AINN U
WHTCHCHUBHOCTH.

TsKenast popma _ 12,7%

cpenHeTsnKenas Gpopma

Puc. 2. Pacnipenienenre 60JIbHBIX ¢ TeMO(UINe A TIO CTENEHHU TSHKECTH 3a00JICBaHMS.

Kak BugHO M3 pucyHKa 3, TsDKenmas CTEICHBb
remMopuiInK y JeTedl ¢ TUIOM A BBISBICHO y 14
(12,7%) nereit, y 52 (47,3%) awarHoCcTUpOBaHA
CpenHsisl CTeNeHb TshKecTH 3aboneBanus u y 44
(40,0%) nMesno MecTo JIeTKasi CTEIeHb TSHKECTH 3a-
OoneBaHus. Y TaHHOW KaTeropuu OOJIBHBIX B KPOBU
ypoBeHb ¢akropa Obu1 oT 0 10 1 eauHUIIEL.

V nereit ¢ TOHKETON CTENEHBIO 3a00J€BaAHUS B
paHHEM BO3pacTe ObLIM TaKHE TMPOSIBICHUS KaK Y
10,0% remaptpo3bl, 12,0% MexMbllIeUHbIE TeMa-
ToMbI U 8,2% KpPOBOTEUEHUE B OCHOBHOM CO CIIU-
3MCTBIX 000j104YeK. JIIHUTEITbHOCT, W HHTEHCHB-
HOCTh KPOBOTEUYEHHUI Yy JAAHHBIX NETEU C TSHKENIOM
CTETIeHBI0 3200IeBaHus OBLT BEIPAKEHHBIM.

Puc. 3. Pentrenorpadus 1eBoro KOJIEHHOTO CycTaBa ¢ FeMapTPO30M Yy MOJPOCTKA ¢ reModuineii A.
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A Tpu cpeAHed CTemeHH TsHKecTd 3aboieBa-
HUS BBIIICONMCAHHBIE CUMITTOMBI OBUTH MEHEE BBI-
pakeHbI, ¥ Ha4aJo MPOSBICHUNA OCHOBHBIX CHMIITO-
MOB 3a0o0JieBaHUsI ObUTH CBSI3aHBI C TpaBMaMH pas-
JUYHOTO TeHe3a, KOTOPHIM MPOBOIMPOBAT HAdaIo
3aboneBanus y pebenka. [lpu cpenneit crenenu Ts-
KeCTH 3a00JIeBaHUSI OCHOBHbBIC KIMHUYECKUE IPO-
SBJICHHUs1 ObUTM OOJIbILIE B JOUIKOJIHHOM W IIKOJb-
HOM Bo3pacTe. Y JeTed co cpeaHel CTelneHblo WH-
TEHCUBHOCTh M JUINTENBHOCTh KPOBOTEHYEHUH 110
CPaBHEHHIO C TSDKEJIOW CTeNeHblo 3a00ieBaHUs
OBIT MeHee BRIpakeH [3].

IIpu nerkoil cTeneHW TSKECTU remMopparuye-
CKH€ MPOSIBICHUS y eTel ¢ reModuimeld Habmoaa-
JIUCHh PEIKO U B TEUCHUE AITUTEIEHOTO BPEMEHHU OC-
TaBAJINCh HEPACHO3HAHHBIMU. Y TaKHUX JETEd oc-
HOBHBIC ITPOABJICHUA I‘eMO(bI/IJII/II/I IOABUJINCH I1O3KE
B BUAC CUHAKOB, HE3HAYUTCIIbHBIX HOCOBBIX KPOBO-
TEUEHH, KOTOPHIE MOTIU CIOHTaHHO IMPOXOIUTh.
[Ipu onpenenennu ypoBHs (akTopa KpoBH y JeTer
C JIETKOH CTeTeHbI0 reMOQMINH ObLIO0 0OHAPYKEHO
ot 5 1o 40%.

JlanHbIE TIPOSBICHHUS T.€. CHMIITOMBI OBLIH
BBISICHEHBI IIPH II€PBOM HEMHBA3MBHOW OIEPALMU
KOTOpBIC OBLIU CETIAaHBI ACTSIM C JISTKOW CTENCHBIO
remomnn. [Ipu Tspxenoi cTerneHn OBIBAFOT CTIIOH-
TaHHBIE, JOKAJIbHBIE KPOBOTEUEHUS, T.€. OTMEYaro-
TCS KPOBOTCUCHUA B CYCTaBbl, TCMATOMEBI U Ir€MaTy-
pun. A 1pu cpeqHell CTeNneHH TSKEeCTH MPOIOIIKH-

TEILHOCTh KPOBOTCUCHHM MEHEe JIUTENbHBIC U
BO3HUKAIOT OOJIBINIE TIOCTIE TPABM M XUPYPTHIECKHX
BMEIIATEIbCTB.

[Ipu nerkoif cTeneHu CIOHTAHHBIX KPOBOTEYE-
HUN HET, OHH MeHee MPOAOJDKUTEIBHbIE U BO3HH-
KalOT MPH 3HAYUTEIHHBIX TPaBMax WM MOCTE XUPYP-
THYECKUX BMEIIATEILCTB.

TakuM 00pa3oM, UHTEHCUBHOCTh W JUTUTEIb-
HOCTH KPOBOTEUEHHS Y JIeTei ¢ reMouineii He 3a-
BUCHUT OT THIIa 0OJIC3HU. A 3aBUCHUT OT MPOSIBICHUS
OCHOBHOT'O CHMIITOMa TeMO(QWINK U YPOBHS (hak-
TOPOB CBEPTHIBAHUS KPOBH Yy peOEHKa, 4TO SIBIIsC-
TCS MHIAWKATOPOM IIPH MIPOTPECCHPOBAHUH U FICXO-
ne 3a00JIeBaHuUs B TOCTICTYIOLIEM.
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