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Annomayus. Jlnaraos M TSHKECTh TEMOGUIINH YCTAHABIMBAIOTCS TIOCTIC BBISIBIICHUSI CHUKCHHUS
aktuBHOocTH FVIII mmum FIX. HMccnenoBanue mpoBOAMIIOCH B OTACICHHHM T€MaTOJOTHHM Ha 0ase
HaunonaneHOro 1€eHTpa OXpaHbl MaTepuHCTBA W JETCTBA. B crarbe H3y4yeHbl MEIUKO—
OMOJIOTHYECKHEe U COIMAbHO-TUTHEHHYecKue (akTopbl pucka remobmwnnu A y jgeredl B
Kuprusckoii Pecnybnuke. HacnencTBEeHHOCTh 1O OTLOBCKOM JMHUM Yy JieTell ¢ remoduminein A
paccMmarpuBaH Kak OMH U3 (DAKTOPOB Pa3BUTHS TaHHOTO 3a00JieBaHus y peOeHKa.

Abstract. The diagnosis and severity of haemophilia are established after detecting a decrease
in FVIII or FIX activity. The study was conducted in the department of haematology on the basis of
the National Center for the Protection of Motherhood and Childhood. The article examines
biomedical and socio—hygienic risk factors for haemophilia A in children in the Kyrgyz Republic.
Paternal heredity in children with haemophilia A was considered as one of the factors in
the development of this disease in a child.
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ITog TepmMuHOM «reMO(UINSI» TMOHUMAIOT BPOXKIACHHBIE KOAryjaonaruu, OOYyCIOBJIEHHBIE
Ae(QUIUTOM WM MOJIEKYSIPHBIMH aHOMAJHMSMHM KaKoro-Jn0o (hakTopa CBEPTHIBAIOIIEH CHCTEMBI.
[To mamuem 3. C. bapkarana, B 3Toi rpymnme 3a0ojeBaHUN HaWOOJEE YacTO BCTPEYAIOTCS:
remopunus A ¢ nepunurom VIII daxrtopa (87-92%), remopunus B ¢ nepunurom IX ¢akropa (8-
13%), remopunus C ¢ gepunntom XI daxropa (1-2%) [1]. Knuanueckue nposBieHus reMopuinn
MOAPOOHO OMHCAHBI B padOTaX MHOTHX aBTOPOB [2—4].

Jdns remopminy XapakTepeH TIeMaTOMHBIA THI KpOBOTOYMBOCTH. CIOHTAaHHO WJIH B
pe3ylibTarte HEe3HAYUTENBHBIX TPAaBM BO3HUKAIOT KPOBOMBIHSIHHA B CYCTaBbl C (POpPMHUpOBaAHHEM
XPOHUYECKUX TeMO(UINYECKUX apTpO30B, MOCTENIEHHO PA3BHUBACTCS OIPaHUYEHHUE JBUKEHUH B
CyCTaBax, YTO MPUBOAMUT K MHBAIUAU3ALNHU O0JIBHOTO [5].

[Ipu BeIsiBneHHOM CcHkeHUMM akTUBHOCTH FVIII mmm FIX BeimosHsieTcs onpeneneHue
crenu(pUIecKkoro MHruOuTOpa K CHWKEeHHOMY (akTopy. [Ipu CHIKEHHH aKTHBHOCTH HECKOJBKUX
(bakTOpOB CBEpTHIBAHUS KpPOBH W/HWIU ymiauHeHHU (ochomunuazaBucumsix tectoB (AYTB ¢
YYBCTBUTEIbHBIMH pPEAKTUBAMM) IPOBOJUTCS OIpeIeNeHHe Heclenupruueckoro WHruouropa
(BOTYQaHOYHOTO AHTHKOATYIISIHTA) [6].
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JIMarHo3 u TsKecTb reMO(UINN YCTaHABJIMBAIOTCS MOCIE BBISABICHUS CHUXEHUS aKTUBHOCTHU
FVIII umu FIX, ecan moATBEpKAEHO OTCYTCTBHE JAHHBIX 3a MPHOOPETEHHOE TeMOpparuvecKoe
COCTOSIHUE, B TOM YHCJIE CBSI3aHHOE C MOSBJICHUEM IEPBUYHOTO UHTHOUTOP [ 7-8].

Mamepuan u memoowl ucciedo8anus

HccnenoBanue mpoBOIWIOCH B OT/AEICHHWM TeMaTolornu Ha 6a3e HarpoHanbHOro meHTpa
oxpanbl MarepuHcTBa U AerctBa (HLIOMu/l). Ilpu cOope aHamHe3a y ManWeHTOB ¢ reModuineit
MBI aKIIECHTUPOBAJIU CJIEAYIOIIUE TYHKTHI:

1. HanM4YKe HACNIECTBEHHOMN OTATOIIEHHOCTH B OTHOLICHUH 3a00JIeBaHuUs;

2. Panee ObLJIO MPOBEACHO JIEYCHUE aHTUTEMO(UIBHBIME IIpenaparaMu (Korja, Mocjie 4ero u
Kakue ObUTH pe3yNbTaThl);

3. HaIMYMe KPOBOTEUEHHUE Y POJICTBEHHUKOB, OCOOCHHO MO0 MAaTEePUHCKOM JTMHUH.

OOBeKTUBHOE HCCIIEIOBAaHUE BKIIOUATIO: OOUICKIMHUYECKOEe OOCIeNOBaHUE U CIEIUAIbHbBIE
UCCIIEJOBAHMUSL:

1. BusyanbHoe uccnegoBanue O0JIbHBIX ¢ aKIEHTOM Ha HAJIMYKUE reMaToM, reMapTpo3oB (T. K.
3TO SABJSAETCS XapaKTEPHBIM MTPU3HAKOM TeMODHUITHH);

2. Ianpnanus u U3MepeHue MoABUKHOCTH CYCTaBOB;
Pentrenorpacgus cyctaBos;
KoHcynbranus y3kux CHenuaIncToB (CTOMATOOT, YPOJIOT, He(hpOJIoT, OTOJIAPHHTOJIOT);
VYIbTpa3ByKOBOE MCCIIEIOBAHNE OPTraHOB OPIOLTHOM MOJIOCTH M MAJIOro Ta3a.
AKTHBHPOBaHHOE YacCTUYHOE TpoMOoIIacTuHoBoe Bpems (AUTB);
OrnpezeneHne CBEpTHIBAIOLIYIO CUCTEMY U pa3BepHYThi OAK.

No ok ow

Pesynomamer uccneoosanus

HacnencTBeHHOCTD 1O OTLIOBCKOW JTUHUM y eTel ¢ reModuineld A paccMaTpyBalId KaK OJUH
u3 (hakTOpOB pa3BUTHs JAaHHOTO 3a0oneBaHus y peOeHka. B cBs3u ¢ Tem, 4yTO HacleAOBaHUE 3TOTO
3a00JIeBaHUsI PEIECCUBHOE M CIEIUICHO ¢ X XPOMOCOMOW WM JCTH C TeMOQWIMEH — 3TO JIHIa
MyXckoro mona. Poxxnenue pebeHka ¢ remoduiaueii BO3MOXHO B Opake MYKUHHBI C >KEHITUHOMN
HOCHTEJIEM aTOJIOTUYECKOTO T'eHa.

B nanHoii rpymnme 601bHBIX ¢ reMopuiIneil A 0TMEYaIoCh OTATOIIEHUE HACIEICTBEHHOCTH 110
otioBckoi uHuu y 36 (34,9%), a 48 (46,6%) ManueHToB OTPUIIATIN HACIEIOBAHUE 110 OTI[OBCKOM
muann 1y 19 (18,5%) neteit He 6b110 HHGOpMaIUK 1O TUIY HaciaeaoBaHus (Pucynok 1).

: M eCTh HACJICACTBEHHOCTh
18,50% ec CJIEJICTBEHHOC

M HeT HACIEeCTBEHHOCTH

M HeT nHpOpMaHUH

Pucynok 1. HacnecTBeHHOCTB 1O OTIIOBCKO# JIMHUY Y JieTel ¢ reMouinei A.

Tak kak MaTh SBIsSIETCSI HOCHUTENEM reHa reMouiInM, Bcerja OydeT paBHas BEPOATHOCTh
TOTO, 4TO JI04epu OylyT HOCHUTEISIMM, a CBIHOBbSI — YHACIIEAYIOT JaHHOe 3a0oneBanue. Ho ecnu
MaTh SIBJISIETCS 370pOBOM, a oren Oojeer reModuiuei, TO B JaHHOM Opake MOXKET POIAUTHCS
MaJIBYMK-TeMO(UIHNK, 6€3 MPU3HAKOB 3a00JIeBaHMs, HO 3a00JIeBaHHUS MOTYT MPOSBUTHCS Y JAHHOTO
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pebeHka Ha (QoHe MPOBOIUPYIOMKX (DAKTOPOB, M 3I0POBas JEBOYKA, KOTOpas OyIeT HOCUTEIEM
JTAHHOTO TeHa.

B nannoii rpymrie nerei OTSATroMEeHHOCTh 0 MaTepUHCKOM JInHUK uMeno Mecto y 21 (20,4%),
ay 82 (79,6%) nauueHToB He ObLJIO HACIEOBAHUS 110 MATEPUHCKOM IMHUU PucyHok 2).

M eCTh HACJICACTBEHHOCTh

M HeT HACIIEICTBEHHOCTH

Pucynok 2. HacnencTBeHHOCTh O MaTEPUHCKOM JTMHUH Y JeTel ¢ reMouinen A.

Takum obpaszom, y 36 (34,9%) nereit — HACIIEACTBEHHOCTh MO OTIIOBCKOM JUHUM U y 21
(20,4%) OoONBHBIX — HACIEACTBEHHAs OTATOIICHHOCTh [0 MATEpPUHCKOM JuHHH. Tak Kak
reMo(uiareil OOJCIOT TOJMBKO JETH MYXKCKOTO II0JIa, OTIBl Yy JAHHBIX ITAlIUEHTOB OoJen
reMouiuei, Marepu aereil — ObUIM HOCHUTENAMHU. UTO MMENO MeCTO pa3BUTHS 3a00JE€BaHUS Y
MaJIBYUKOB ¥ BO3MOKHO MMEIIO MECTO MPOBOLMPYIOIMIKHN (hakTop 3amycka MexaHu3ma 3aboseBanus?

PaccmarpuBanach HacaeICTBEHHOCTh Y OOJBHBIX reMO(HINEeH MO JIMHUU TIEPBOTO U BTOPOTO
pOICTBa, T. €. OMMXKAMIIUX POJACTBEHHUKOB IO OTIOBCKOM M MarepuHCKON nuHuU. Kak BUIHO U3
Tabmune! B nannoit rpymnmsr aereit y 21 (20,4%) — umeno mecto reModmiIny y poJHoro Opara, y
36 (35%) mamuentoB remoduiueil crpagana Oalymka npoGanaa, y 7 (6,8%) — 3aboneBaHue
umeno mecto y aenymku. Y 13 (12,6%) 6onpHBIX — 3a0oneBanus Obuio y nsaau, a y 11 (10,7%)
nereil remodunueit crpaganu TetH, a 'y 15 (14,6%) nauuentoB He ObLI0 MH(OPMALIUU TIO TTOBOAY
HaCJIeIOBaHUS 3a00JI€BaHUSI.

Tabmuma.
HACJEJOBAHUE TEMO®UJINHA A I10 [TEPBOU Y BTOPOM JINMHUN POJICTBA

Ho3zonoeus Kon—60 %
JeyIIKa 7 6,8
6paTt 21 20,4
TSI 13 12,6
0alyika 36 35,0
TETS 11 10,7
HEU3BECTHO 15 14,6
HUTOTO 103 100

N3 ob6cnenoBanHblx OombHbIX y 73 (73%) Marepeir OepeMeHHOCTh mpoTekana 0e3
ocioxHeHuH, y 9 (9%) marepeit UMelI0 MECTO TOKCUKO3bI B TIEPBO TMOJIOBUHE OEPEMEHHOCTH BH/IE
TOILIHOTHI ¥ PBOTHI B MepBOil mojoBuHE JHA, a y 1 (1%) — TOKCHUKO3BI TSXKENOM CTETIeHN B TEUEHHH
Bceil OepeMEeHHOCTH BHJI€ TOIIHOTHI M PBOTHI, KOTOpas Mojydaja cTallmoHapHoe jieueHue. A y 10
(10%) marepeit 6epeMEeHHOCTD MpOTEeKasia Ha (JOHE aHEMUU CPEAHEN CTETEeHU TSHKECTH U B TeUEHHE
Bcell OepeMEHHOCTH MPUHUMAIH Tpenaparsl xkene3o. Y 7 (7%) keHUIMH O0epeMeHHOCTh MpoTeKaa
Ha (oHE Yrpo3sl MpephIBaHUS OCPEMEHHOCTH B TPEThEM TPUMECTpe, JaHHBbIE OEpeMEHHBIC
MOJTIy4aJii JIEYeHUE B CTAllMOHAPHBIX YCIOBUAX. A y 3 (3%) skeHIIMH — o0ocTpeHus 3a00neBaHuN
CO CTOPOHBI JKEJIYA0UYHO-KHUILIEYHOTO TPAKTa, TAKUE KaK XOJELUUCTUT U FaCTPHT.

Poner y 92 (89,3%) matepeii Ob11u B cpoke 38-40 Henenb OepemenHocTH, a y 10 (9,7%) ponb
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ObUTH TIEPEHOIIEHHBIMH B cpoke 43-44 nenenb u Tonbko y 1 (1%) skeHImuH ponbl ObUTH B cpoke 26
Hesenb OEpeMEHHOCTH, T. €. IpekaeBpeMeHHbIME (PucyHok 3).

9,70%__ M B CpOK
1,00% M pex1eBpEMEHHbIE
M r1epeHoIIEeHHbIE

PI/ICYHOK 3. PacnpeneneHI/Ie OOJIBHBIX B 3aBUCHUMOCTH OT CpOKa poaoB.

Y 90 (87,4%) ponbl Obuu pusnonorndeckumu, y 4 (3,9%) sxeHuiuH poabl ObUIA MPOBEAECHbI
MyTeM KEecapeBO CEUEHHUS MO COCTOSHUIO >KeHUIMHBL. A y 9 (8,7%) poskeHUI] BO BpeMs pOJIOB
npuMeHsuics OMHT BeOepa uis uM3rHaHuWs mIoAa B CBSI3M C THIIOKCHYECKUM y pebenka. Ilpu
poxaeann y 94 (94%) nereir mmeno mecto mkaita Amnrap Ooiee 8 6amios, a 'y 9 (9%) — 5-6
0aJI0B OIICHKA IO IKane Anrap.

N3 gncia o0cinenoBaHHBIX MAIMEHTOB ¢ reModuireii A HauOoJbllee KOJIMYECTBO nerei 83
(80,6%) HAXOmUIOCH HA €CTECTBEHHOM TI'PYIHOM BCKapMJIMBaHUU 10 | roma, Ha HCKYCCTBEHHOM
BCKapMJIMBaHUU € pokaeHUs: Haxonwiuch 2 (1,9%) B cBA3M ¢ rumoranakTHed y marepu, U Ha
cMmemanHoM BckapmuinBanuu Haxomwics 1 (1,0%) manuent. A 18 (18,0%) neteit ¢ 4-5 mecsuHoro
BO3pacTa HaXOAWJIMCh Ha CMEUIAaHHOM BCKapMIIMBAHHH, Y HEKOTOPHIX MaTepeil He ObUIO KellaHue
KOpPMUTbh peOEHKa, y JAPYruX HMMEJIO MECTO TPEIIMHbI B COCOYKAaX 4YTO MIPUYUHSIO Marepsim
HEYI0OCTBO TpH pedeHKa. Y MaHHBIX JETeH TakXKe OTCYTCTBOBAJIO HOYHOE KOPMIIGHHE, YTO
MIPUBOAMIIO K HETOCTATOYHON BBIPAOOTKH IPYAHOTO MOJIOKA JIJIsl KOPMIICHHS peOeHKa.

Y 80 (77,7%) neteit no mnposiBIeHHUS 3a00J€BaHUS MOMYYWIM BCE MNPO(HUIAKTUYECKUE
IIPUBUBKU B COOTBETCTBUU HallMOHAIbHOMY KajeHaapio Keipreisckoii Pecniybinuke.

23 (22,3%) pebOeHka TMONYYHJIA TPUBUBKU TOJIBKO B POIUIBHOM JOME M TEPBBIE MECSIIBI
KHU3HHM, a IO OCTaJbHBIM MEIUIMHCKMM IPHUBUBKAM M BaKIUHAIMSIM OBLIM METUIMHCKHUMU
O0TBOZaMU. B CBS3M prCKaMH MEXMBIIIEUYHBIX T€MaTOMaM U KPOBOTEUEHHUSIMH C MECTA UHBEKIUU Y
JIETEeH CO CPEeIHE U TSHKEIBIMU TEUEHUSIMU 3a00JI€BaHMSL.

OnHuM U3 (akTOpOB pUCKA MPOSBICHUI 3a00ieBaHMsI TeMOQWINKM Mbl paccMarpuBaIM
nepeHeceHHble 00Je3HN y pebeHka Ha mepBoM roxy xusHu. Y 93 (90,3%) nereil umeno mMecto
teuenne OPBU npotekatomiee ¢ remneparypHoit peakuueid u'y 10% c npuzHakaMu 00CTpYKIUH.

3a0osieBaHusl JIOp OPraHoB, TAKMX KaK THOMHBI OTHUT, TIepliecHas aHrMHa U OCTpbIe
(GapuHIUTHI, JIApUHTUTHI BcTpeyanuch y 5 (4,9%) OonbHBIX. bponxonerounsie 3a0osieBaHuUs
(0OCTpYKTHBHBINM OPOHXUT, THEBMOHUU) OBLTH Y 3 (2,9%) manmeHToB KOTOphIe MPOTEeKanu Ha (hoHe
TeMIepaTypHOH peakiu M OOCTPYKTUBHBIM KOMIIOHEHTOM. A y 2 (1,9%) nerelt numeno mecto
TEUEHHE pEeUUAMBHUPYIOIIEH KpaluWBHUIIBI B COYETAaHWU C OTeKoM KBHHKE, MPOBOLUPYIOIINM
(dakTopoM JaHHOrO 3a0o0jeBaHMs ObUIO NPUMEHEHHE JIEKapCTBEHHBIX MPENaparoB M3 TIPYIIIbI
HIIBC (uGynpoden).
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