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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 M COIMAIbHO-TUTHEHHYecKue (akTopbl pucka remobmwnnu A y jgered 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 hematology 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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ITon TepmMuHOM «TeMO(UINA» MMOHUMAIOT BPOXKIEHHBIC KOArylIOMaTuu, OOYCIOBICHHBIE
neUIUTOM WIA MOJIEKYASPHBIMU aHOMAIHUSIMH KaKOTO-IHOO (pakTopa CBEpTHIBAIOIICH CHCTEMBI.
[To mamuemm 3. C. bapkarana, B 3Toi rpymnme 3a0ojeBaHUN HauOOJEe 4YacTO BCTPEYAIOTCS:
remopunus A ¢ nepunurom VIII daxrtopa (87-92%), remopunus B ¢ nepunurom IX ¢akropa (8-
13%), remodpunus C ¢ nepunutom XI daxropa (1-2%) [1]. Knuanueckue nposBieHus reMopuinn
MOAPOOHO OMHCAHBI B pad0TaX MHOTHUX aBTOPOB [2, 3].

JUia remMopuiIMKM XapaKTepeH TeMAaTOMHBIM THIl KpOBOTOYMBOCTU. CHOHTAaHHO WU B
pe3yibrarte HE3HAYUTENIbHBIX TPaBM BO3HMKAIOT KPOBOM3JIMSIHHS B CYCTaBbl ¢ (DOPMHUPOBAHHEM
XPOHUYECKUX TeMO(UINYECKUX apTpO30B, MOCTENIEHHO PA3BHUBACTCS OTpaHUYEHHE JBUKEHUI B
CyCTaBax, YTO MPUBOAUT K WHBAIMAU3AINH OOIbHOTO [4].

[Ipu BeIsiBneHHOM CcHkeHUMM akTUBHOCTH FVIII mmm FIX BeimosHsieTcs onpeneneHue
CHenu(pUIecKoro HHruouTopa K CHUXKEHHOMY (akTtopy. [Ipu cCHUXKEHHH aKTUBHOCTH HECKOJIBKHUX
(akTOpoB CBEpPTHIBaHUS KPOBH W/WiK yumuHeHuH ¢ocdonunuazaBucumeix tectoB (AUTB ¢
YYBCTBUTEIbHBIMH pPEAKTUBAMM) IPOBOJUTCS OIpeIeNeHHe Heclenupruueckoro WHruouropa
(BOTYQaHOYHOTO AHTUKOATYIISIHTA) [5].
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JIMarHo3 u TsKecTb reMO(UINN YCTaHABJIMBAIOTCS MOCIE BBISABICHUS CHUXEHUS aKTUBHOCTHU
FVIII unu FIX, ecau moATBEpKAEHO OTCYTCTBHE JAaHHBIX 32 MPUOOPETEHHOE TeMOpparndecKkoe
COCTOSIHUE, B TOM YHCJIE CBSI3aHHOE C MOSBJICHUEM IIEPBUYHOTO UHTHOUTOD [6, 7].

Mamepuan u memoowvlt ucciedo8anus

HccnenoBanue NmpoBOAWIIOCH B OT/AEICHHWM TeMaToloTWu Ha Oa3e HammoHanbHOrO IeHTpa
oxpanbl mMarepuHcTBa U AerctBa (HLIOMu/l). IIpu cOope aHaMmHe3a y ManMeHTOB ¢ reModuineit
MBI aKIIECHTUPOBAJIU CJIEAYIOIIUE TYHKTHI:

1. HanM4YKe HACNIECTBEHHOMN OTATOIIEHHOCTH B OTHOLICHUH 3a00JIeBaHuUs;

2. Panee ObIJIO MPOBEACHO JEYCHNUE aHTUTeMO(UIBHBIME TpenaparaMu (Korna, 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 ¢ aKIIEHTOM Ha HAJTUYHE T€MaToOM, FeMapTpo30B (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 OPTaHOB OPIOITHOM MOJIOCTH M MAJIOro Ta3a.
AKTHBHPOBaHHOE YacCTUYHOE TpoMOoIIacTuHoBoe Bpems (AUTB);
OrnpezeneHne CBEpTHIBAIOLIYIO CUCTEMY U pa3BepHYThi OAK.

No ok ow

Pesynomamur uccneoosanus

HacnencTBeHHOCTD 1O OTLIOBCKOW JTUHUM y eTel ¢ reModuineld A paccMaTpyBalId KaK OJUH
u3 (hakTOpOB pa3BUTHsI JAHHOTO 3a0oneBaHus y peOeHka. B cBa3u ¢ TeMm, 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 IIaTOJIOTUYECKOTO 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
muanK 1y 19 (18,5%) neteit He 6610 UHGOpMaIMK 110 TUITY HaciaenaoBaHus (Pucynok 1).

: M eCTh HACJICACTBEHHOCTh
18,50% ec CJIEJICTBEHHOC

M HeT HACIEeCTBEHHOCTH

M HeT nHpOpMaHUH

Pucynok 1. HacnecTBeHHOCTH IO OTIOBCKOM JIMHUM Y AeTel ¢ reModuimeid A

Tak kak MaTh SBISIETCS HOCHUTENEM reHa TeMOWINH, Bcerna OydeT paBHas BEPOATHOCTH
TOT0, YTO Jlouepu OyIyT HOCHUTEISIMH, a CHIHOBBSI — yHAcleAyloT JaHHoe 3aboneBanue. Ho ecnu
MaTh SIBIIETCS 370pOBOM, a oren Oosieer remModuaued, To B JaHHOM Opake MOXET POIUTHCS
MaJTBIUK-TeMOPHINK, 6€3 MPU3HAKOB 3a00JIeBaHUs, HO 3a00JIeBaHUsI MOTYT MPOSBUTHCS Y TaHHOTO
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pebenka Ha (GoHe MpoBOIUPYIOMUX (AKTOPOB, M 30POBas JIEBOYKA, KOTOpas OylneT HOCHTENeIeM
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

Pucynoxk 2. HacnencTBeHHOCTB 110 MaTEPHHCKOM TMHUH y JIeTel ¢ rTeModmnneid A

Takum obpazom, y 36 (34,9%) nereit — HaACIEACTBEHHOCTh 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 ITAUEHTOB OoJemn
reMouiuei, Marepu aereil — ObUIM HOCHUTENAMHU. UTO MMENO MeCTO pa3BUTHS 3a00JE€BaHUS Y
MaJIBYUKOB ¥ BO3MOKHO UMEII0 MECTO MPOBOLMPYIOIMIKHN (hakTop 3amycka MexaHu3ma 3aboseBanus?

PaccmarpuBanach HacaeICTBEHHOCTh Y OOJBHBIX reMO(HINEeH MO JIMHUU TIEPBOTO U BTOPOTO
pOICTBa, T.€. OMMXKAWUIIMX POJICTBEHHMKOB IO OTIIOBCKOM M MaTepuHCKOW JuHUU. Kak BUIHO U3
Tabmuue! B nanHoi rpymnmsr aereit y 21 (20,4%) — umeno mecto reModmiIny y poJHoro Opara, y
36 (35%) mamuentoB remoduiuell crpagana Oalymka npoGanaa, y 7 (6,8%) — 3aboneBaHue
umeno mecto y aenymku. Y 13 (12,6%) 6onpHBIX — 3a0o0neBanus Obuto y nsau, a 'y 11 (10,7%)
nereir remodunueit crpaganu Tet, a y 15 (14,6%) manueHToB HEe ObLIO MH(DOPMAIIUU TIO TTOBOAY
HaCJIeIOBaHUA 3a00JI€BaHUSI.

Tabmuma.
HACJIEJOBAHUWE TEMO®UIIMU A T10 [TEPBOU 1 BTOPOU JINHUU POJICTBA

Hoszonozus Kon-60 %
JeaylKa 7 6,8
6paTt 21 20,4
A 13 12,6
0alymka 36 35,0
TETS 11 10,7
HEN3BECTHO 15 14,6
HUTOTI'O 103 100

N3 oOnenoBanHbIX 00bHBIX Y 73 (73%) marepeit 6epeMeHHOCTh MpoTeKana 6e3 0CI0KHEHUH,
y 9 (9%) Marepeit ©MeN0 MEeCTO TOKCHUKO3bI B TIEPBOM MOJOBHHE OEPEMEHHOCTH BHJE TOIIHOTHI U
pPBOTHI B mepBoi mosnoBuHE AHS, a Y 1 (1%) — TOKCHKO3BI TSXKENOM CTENeHHW B TEUEHMH Bcei
O0epeMeHHOCTH BHJIE TOIIHOTHI U PBOTHI, KOTOpas Mojdydaja cranroHapHoe jgeyerue. A y 10 (10%)
Mmarepell 6epeMeHHOCTh NMpoTeKaia Ha (JOHE aHEMHUH CpeHEH CTENeHH TSKECTU U B TeUCHUE Bcel
OepeMEeHHOCTH NMpPUHUMANIN Tpenaparsl xene30. Y 7 (7%) xeHimuH O0epeMeHHOCTh MpOoTeKana Ha
(doHe yrpo3sl NnpepbIBaHUS OEPEMEHHOCTH B TPETHEM TPUMECTpPE, JaHHbIE OEpeMEHHBIE MOJTydaau
JIeYeHHe B CTAllMOHAPHBIX YcIoBHUAX.A y 3 (3%) skeHIIMH — 000cTpeHus 3a001eBaHuil CO CTOPOHBI
KETYIOYHO-KHUIIIEYHOTO TPAKTa, TAKHE KaK XOJCIUCTUT U TaCTPUT.
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Poner y 92 (89,3%) matepeit 6p11u B cpoke 38-40 Henens 0epemennoctH, a'y 10 (9,7%) ponbt
ObUIN MEepPEeHOIIEHHBIMH B cpoke 43-44 nenenb u Tosbko y 1 (1%) sxeHImH possl ObUIH B Cpoke 26
HeZlelb OEpEMEHHOCTH, T.€. IpekaepeMeHHbIMU (PrucyHoKk 3).

9,70%/ M B CpPOK
1,00% MPEKIEBPEMECHHBIE
M riepeHoIeHHbIE

Pucynok 3. Pacnipenenenuie 60NbHBIX B 3aBUCIMOCTH OT CPOKa POJIOB

Y 90 (87,4%) ponbl ObuTH usnonorndeckumu, y 4 (3,9%) sxeHIuH poabl ObUIA TPOBEICHBI
MyTEM KECapeBO CEYEHUsSI MO COCTOSHMIO KEHINUMHBL. A y 9 (8,7%) poxxeHuilr Bo BpeMs pPOIOB
npuMeHsuicss OuHT BeOepa Ui W3rHaHWs TUIOAA B CBSI3W C THIIOKCHYECKMM y pebenka. Ilpum
poxaenun y 94 (94%) nereir umeno Mmecro mkana Amnrap Oonee 8 6amioB, a 'y 9 (9%) — 5-6
0aJI0B OIIEHKA IO IKane Amnrap.

W3 gncna o0cCiieIOBaHHBIX MAMEHTOB ¢ reModmineld A HanOoJbIIee KOJIMYSCTBO JeTei 83
(80,6%) HAXOMMIOCH HA €CTECTBEHHOM TI'PYIHOM BCKapMJIMBaHUU 10 |1 roma, Ha HCKYCCTBEHHOM
BCKapMIIMBaHUU C pOoKaeHUs Haxonwiuch 2 (1,9%) B cBA3M ¢ ruUmoramsakTHed y marepu, ¥ Ha
cMmemanHoM BckapmuinBanuu Haxomwiics 1 (1,0%) manuent. A 18 (18,0%) nmereit ¢ 4-5 mecsuHOrO
BO3pacTa HaXOAWJIMCh Ha CMEIIaHHOM BCKapMJIMBAHWHU, Y HEKOTOPBIX Marepell He ObUIO KeJTaHue
KOPMHUTh pPEOCHKa, y JAPYIHMX HMMEJIO MECTO TPEIIMHBI B COCOYKaX YTO NPUYMHSIIO MaTepsiMm
HeynoOcTBO mpu peOeHka. Y MaHHBIX JeTei TakKe OTCYTCTBOBAJIO HOYHOE KOPMIICHHE, YTO
MIPUBOAMIIO K HETOCTATOYHON BBIPAOOTKH IPYAHOTO MOJIOKA JIJIsl KOPMIICHHS peOeHKa.

Y 80 (77,7%) nereit mo mposBieHHUS 3a00JEBaHUS IOMYYHINM BCE MPOPUIAKTUICCKHE
MIPUBHUBKH B COOTBETCTBUH HAIMOHAIBHOMY KaJieHaapro Keipre3ckoit Pecryomike.

23 (22,3%) pebeHKa MONYyYWIN MPHUBHBKU TOJBKO B POAMIBHOM JIOME€ M TEPBbIE MECSIIbI
KHU3HU, & 1O OCTAJbHBIM MEAUIIMHCKUM TMPHUBUBKAM M BaKIWHAIUSAM OBLUTH MEIUIIMHCKUMU
OTBOJAaMHU. B CBSI3M pUCKaMH MEKMBIIICYHBIX T€MaToOMaM U KPOBOTEUCHHUSIMUA C MECTa MHBEKIIUU Y
JIETEeN CO Cpe/IHE U TSKEIBbIMU TEUEHUSIMU 3a00JI€BAHHUS.

OnHuM u3 (akTOpOB pUCKA MPOSABICHUH 3a00neBaHUS TeMO(UIMM MBI paccMaTpUBallu
nepeHeceHnbie 0oNie3HN y pebeHka Ha mepBoM roay >ku3Hu. Y 93 (90,3%) nmereit mmeno mecto
teuenne OPBU nporekaroiiiee ¢ remmneparypHoit peakuueit u'y 10% c npusHakamu 0OCTpyKIUH.

3a0oneBaHusl JIOp OPTaHOB, TAKWX KaK THOWHBIA OTHT, TepIECTHas aHTMHA W OCTphIC
(bapuHTUTBI, JIAPUHTUTHI BeTpedanuch y 5 (4,9%) OonbHbIX. Bponxonerounsie 3aboieBaHus
(0OCTpYKTHBHBINM OPOHXUT, THEBMOHUU) OB Y 3 (2,9%) manmeHToB KOTOpbIEe MPOTEeKanu Ha (hoHe
TEMIIEPATypHOU peaklMu U OOCTPYKTUBHBIM KOMIOHEHTOM. A y 2 (1,9%) nereil mmeno mecro
TEUEHHE PEIUJANBUPYIOIIEH KpaMBHUIBI B COYETAHWH C OTEKOM KBHHKE, MPOBOLMPYIOIINM
¢dakTopoM naHHOro 3a0oseBaHusl OBLIO MPUMEHEHHE JIEKAPCTBEHHBIX MPENapaToB M3 TPYIIIIbI
HIIBC (ubyopyden).
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