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K/IMHUKO-IUATHOCTUYECKUE OCOBEHHOCTHY TEYEHHUS BOJIE3HU IMPIUIIPYHTA
y JETEHA

Pe3iome. bose3Hb ['upwnpyHaa-e8posicoeHHblll Nopok pazgumusi Kuwe4Holl mpy6ku, Komopblli mpeGyem npogedeHusi CA0HCHbIX
PEKOHCMPYKMUBHbLIX 0NepamusHblx emeuwlamesnbcms. B amoil cmamve npedcmassensvl pe3yabmamusl pempocneKmugHo20
uccaedosaHusi ucmopuu 6os1e3Hu ¢ daHHoli namosiozueli 8 nepuode HogoposcdeHHocmu u demetl do 3-x mMecsyes 8 HayuyHom
yeHmpe neduampuu u demckotl xupypauu ¢ 20172 no 2020ze. B cmambve u3/10%ceHbl  KAUHUYECKUe 0CO6eHHOCmU meYeHusl,
aHa/u3 aHamMHe3a mamepeil 80 epems bepeMeHHOCMU, CMpPYyKmypa 0CHO8HOU U conymcmeayrujeli namoJio2uu U pesy/1smambl
onepamusHozo aeveHus. [IpumeHeHue cospemeHHblx Memodos duazHocmuku, makue kak UI'X ¢ aHmumenamu KabpemuHuH
04151 moyHoli gepugpuxkayuu daHHOI namosi02uul.

Llesav uccnedosanus. M3yuums KauHu4eckue ocobeHHocmu 6os1e3Hu ['upwunpyHea 8 nepuode HogoposcdeHHocmu u do 3 mecsiyea
U duazHOCMU4ecKy0 YeHHOCMb NPUMEHEHUS] UMMYHHO2UCTNOXUMUYECKO20 AHAAU3A C AHMUMeAaMU Ka1bPemuHUH.
Mamepuanast u Memodsl ucciedosaHus. bvin npogeden anaaus 36 nayueHmos ¢ ycmaHo8/1eHHbIM OUA2HO30M 3a nepuod
2017200 no 2020z200a.

Pe3yasmamul uccs1ed08aHus1 U ux o6¢cycaeHue. Bce demu poduiuce 00HOUWIEHHbIMU, C XOPOWUM 8eCOM, CpedHsIsl Macca meaa-
3575epamm. B 83% cayuasix e nepuode Ho80poxdeHHOCMU nepeopodHbLi cmy/1 0mxodu Ha 2 CymKU, Mo ecmb 8 KAUHUKe 6blLaU
NPU3HAKU 3a0epicku MEeKOHUSI, YmMo MOoJcem makice yKa3uléams HA 8poxcOeHHbll cmeHo3 mosicmotl kuwku. CpedHuil eospacm
mamepell Ha MomMeHm GepemeHHOocmu cocmasua-351em. Bo epems b6epemeHHOCMU U3 3KCMPA2EHUMAAbHLIX 3A60/1€8aHUU
npeobaadan aHemuveckuli cuHopom-12(33%). B 30 (83%) cayuasix gvisieneHa pekmocuemolioHass popma 6oae3Hu ['upwnpyHea.
TomaswbHble u cybmomasibHble PopMbl 8bICMABAEHbL Y OCMA/IbHBIX 6 nayueHmos. Jemsm ¢ pekmocuemolioHol opmolti 6biia
nposedena padukaabHas onepayus -TpaHcaHarbHas s3Hdopekma/abHasi npokmonaacmuka no Swenson. IlocieonepayuoHHbIX
0C/I0CHEHUU Y 3mux epynn demell He Habadaaocsk. JlemaabHocms cocmasuaa 5,5%(n=2) e epynne 60/bHbIX ¢ MOMA/ALHOU
dopmolti. TupwnpyHe- accoyuupo8aHHbili  3Hempokoaum ycmaHosneH do onepayuu y 33%(12), u CcHudxceHuem 8
nocseonepayuoHHom nepuode 0o 8%(3), aeasaemcs caedcmeuem ycmpaHeHusi 06cmpyKyuu mo/cmoil Kuwku 8 60.1ee paHHeM
s8o3pacme. ['ucmonamo.io2uyeckoe uccaedosarHue nodmeepduaa 6ose3ns ['upwnpyHea y 31 nayueHma, 8 mo epemsi Kak ¢
npumeHenuem UTI'Xy scex.

Bb1800b1. H3yveHue KAUHUKO — duazHocmuyeckux ocobeHHocmell 6o1e3Hu ['upwnpyHea y demeli nokasaso, Y¥mo ece demu hpu
poscdeHuU 6bl1Uu OHOWEHHbBIMU, C HOPMAABbHOU MAccoll meaa u yauje 8cezo poduaucb om mamepeti cmapwe 35 1em.

IIpu pacnpedeaenuu no nosay e 80% npeobaadasu demu myxcckozo noaa. B 52% 3ab6osesaHue 6bl10 8bisi8/1eHO y demell 8
so3pacme om 28 OdHell do 2 Mecsyes, ymo yka3vleaem HA HU3Kull ypoeeHb duazHocmuku 6Gose3Hu T'upwnpyHeza 6
p0008CNOMO2aMeNbHBIX YUPEHCOeHUSIX.

Ilo pe3ysbmamam uccnedo8aHust 8aHCHbIM OUAZHOCMUYECKUM NPU3HAKOM 60/4e3HU [upwnpyHeza si6asiemcsi 3adepicka
omxoxcdeHusl nep8opodH020 CMY/Ad Y HOBOPOHCOEHHO20, 8 HauleM Ucca1ed08aHUU OAHHbIU cUMNMOM Habaodaacs 6ojee YeMm 8
90% cayuaes. B cmpykmype 6osae3nu 'upwnpyHea 8 83% npeobaadana pekmocuemolioHass opma, 4mo Koppeaupyem c
JdaHHbIMU 3apy6edcHoll U omeyecmaeHHOU Aumepamypbl [1].

HmmyHo2ucmoxumudeckoe ucc1edo8aHue ¢ GHMUMeA0M KaabpemuHUH 3apeKoMeHd08a10 cebsl KaK 8bICOKOYYB8CMBUMENbHbLL
duazHocmuyueckuli memod 6ose3Hu T'upwnpyHza, komopblll no38oaua 8 Hauem uccaedosaruu 8 100% eepuguyuposams
JdaHHbLl duazHos.

Kawoyessle caoea: 3anop, snmepokoaum, 604e31b ['upwnpyHada, padukaabHas xupypaus, kaaspemuHuH, RET npomooHKozeH.
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BAJIAJIAPJAFbBI THPHIIIPYHI AYPYbBIHbBIH K/IMHUKAJIBIK ) K9HE
AUATHOCTHUKAJIbIK EPEKIIE/IIKTEPI

TyiiiH. TupwnpyHz aypybl-Kypdei peKoHcmpykmuemi Xupypausiibl apaaacydsi Kaxcem ememiH iwiek mymieiniy mya 6imkeH
akaybl. bya makanada [leduampus sxcaHe 6aa1a4ap Xupypausicsbl FolablMu opmansiFbiHda 2017 xelndan 6acman 2020 sxcvlara
delliHzl Hapecmenik ke3eHde dcaHe 3 alira deliiHei 6asanapda ocbl namo.102usicel 6ap MedUYUHAAbIK MapuXmaul pempocnekmusmi
3epmmey Hamucenepi keamipinzeH. Ocbl NamMo/102usiHbl 0a/1 mekcepy yWiH Ka/iabpemuHuH aHmudeHesaepi 6ap HUI'X cuskmul
3amaHayu duazHocmukasslk adicmepdi K0a10aHy.

3epmmey makcamul. YKana myvLiran kezenoezi dicaHe 3 aiira deliiHel ['upwnpyHe aypyblHblY KAUHUKAALIK epeKueaikmepiH
JHCIHE KAa/AbpemUHUH aHmudeHesepiMeH UMMYHObIK 2UCMOXUMUSIIbIK Maa0aydbl K0A0aHYdblH dUAZHOCMUKAIbIK KYHObLAbIFbIH
3epmmey.

3epmmey mamepuaadapbl MeH adicmepi. 2017-2020 xcwiadap apaaviFbiHOa duazHo3 KolbliraH 36 nayueHmke mazaday
Hcyp2izindi.
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3epmmey Hamubdicenepi dcaHe 01apdbl maaksliay. bapavik 6ananap moasik caimakneH dyHueze keadi, opmawia caamMarsl-
3575 epamm. XaHa myviarau keseyodezi 83% scardaiida 6acmankbl HaxciC 2 KyHee CO3bl10bl, SFHU KAUHUKAOA MeKOHUUJiH
Keweyindey 6eseinepi 6040bl, 6y mya 6imkeH MoK iweK cCmeHO3bIHbIH 6ap ekeHiH Kepcemyi MyMmkiH. )ykminik kesiHdeei
aHaaapdsly opmawa sxcacwl-35 xcac. Xykminik ke3iH0e aHeMusiAblK CUHOPOM 3KCMpazeHUMAaabObl aypydaH 6acvim 6010bl-
12(33%). 30 (83%) scardatioa XupwnpyHe aypyblHblH pekmocuamolidomsl mypi anbikmaadel. Kaanwl xcaHe cybmomasbobl
¢opmanap KasraH 6 nayuenmme KepcemineeH. Pekmocuemoiiomer popmacet 6ap 6aranapra mybezelini onepayus yxacandwl —
Swenson 6oliviHwa TpaHcaHanbdel 3Hopekmanbdbl npokmonaacmuka. bya monmarel 6asanapda onepayusioaH ketliHel
ackviHyaap 6atikaamadst. XKaanwsl popmacel 6ap Haykacmap mo6wiHda 64iM 5,5%(n=2) Kypadsl. [upwnpyHe-accoyuayusiiaHFaH
aHempokoaum 33%(12) onepayusira OeliiH 6es2ineHzeH, JHcaHe onepayusidaH KeliiHei kezeyde 8%(3) deliin memeHdemy mok
iwexkmiy o6cmpykyusicblH epme KezeHoe JcotdbiH caadapbl 601bin mabwvliadsl. ['ucmonamosoausiavik sepmmey 31 Haykacma
XupwnpyHe aypysiH pacmadsl, an UI'X adic Koa0aHy apKbLibl 6apablk HQyKacma aypydsi daendedi.

Tystcvipbimadap. Pempocnekmusmi 3epmmey HeziziHde 6y/1 namoJio2usl HeziziHeH Mep3imiHde myblLiFaH 6aianapda kezdecedi
den KopblmblHOWbI Jcacayra 6041a0dbl. 'eHdepaik KamblHAcma y10ap Kbi3dapra kaparaHoa sicui ayblpadsl. Ocbl namo102usi KeiHoe
HeoHamos102 dapicepaepdiy memeH KbiparblibiFbl 6ap. Epme duazHo3 Koo JicaHe epme Xupypausiibl mysemy eJimze aKeayi
MYMKIH  TupwnpyHe-6aiinaHbicmbl  3HmMepokoaummiy —memeHdeyiHe biknan emedi. CoHdali-ak, Ka/nabpemuHUHMEH
UMMYHO2UCMOXUMUSIbIK 3epmmeydi K0A0aHy HcoFapbl ce3aimman duazHocmuKawvlk adic 601bin mabwulaaobsL.

Tyiiindi ce3dep: iw kamy, sHmepokoaum, XupwnpyHez aypybl, padukaadsl Xupypaus, kaabpemuHuH.RET npomo-oHKozeH.
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CLINICAL AND DIAGNOSTIC FEATURES OF THE COURSE OF HIRSCHSPRUNG'S DISEASE
IN CHILDREN

Resume. Hirschsprung's disease is a congenital malformation of the intestinal tube, which requires complex reconstructive
surgical interventions. This article presents the results of a retrospective study of the medical history with this pathology in the
period of newborns and children under 3 months at the Scientific Center of Pediatrics and Pediatric Surgery from 2017 to 2020.
The article describes the clinical features of the course, the analysis of the anamnesis of mothers during pregnancy, the structure
of the main and concomitant pathology and the results of surgical treatment. The use of modern diagnostic methods, such as IHC
with calretinin antibodies for accurate verification of this pathology.

The purpose of the study. To study the clinical features of Hirschsprung's disease in the newborn period and up to 3 months and
the diagnostic value of the use of immunohistochemical analysis with calretinin antibodies.

Materials and methods of research. An analysis of 36 patients with an established diagnosis was carried out for the period 2017
to 2020.

The results of the study and their discussion. All children were born full-term, with a good weight, the average body weight is
3575 grams. In 83% of cases during the newborn period, the primordial stool departed for 2 days, that is, there were signs of
meconium retention in the clinic, which may also indicate congenital colon stenosis. The average age of mothers at the time of
pregnancy was 35 years. During pregnancy, anemic syndrome prevailed out of extragenital diseases-12 (33%). Rectosigmoid form
of Hirschsprung's disease was detected in 30 (83%) cases. Total and subtotal forms were exhibited in the remaining 6 patients.
Children with rectosigmoid form underwent radical surgery - Transanal endorectal proctoplasty according to Swenson. No
postoperative complications were observed in these groups of children. Mortality was 5.5% (n=2) in the group of patients with
total form. Hirschsprung-associated enetrocolitis was established before surgery in 33% (12), and a decrease in the postoperative
period to 8% (3), is a consequence of the elimination of colon obstruction at an earlier age. Histopathological examination
confirmed Hirschsprung's disease in 31 patients, while with the use of IHC in all.

Conclusions. Based on a retrospective study, it can be concluded that this pathology occurs mainly in full-term children. In the
gender ratio, boys get sick more often than girls. There is a low alertness of neonatologists in this pathology. Early diagnosis and
early surgical correction contributes to the reduction of Hirschsprung-associated enterocolitis, which can lead to death. Also, the
use of immunohistochemical studies with calretinin is a highly sensitive diagnostic method.

Key words: constipation, enterocolitis, Hirschsprung's disease, radical surgery, calretinin.RET is a proto-oncogene.

AxTyasbHOCTB. bosesnbp [wpuminpyHra - TspKesbId MoJ MackoH HEKpPOTUYECKOr 0 3HTEPOKOJIMTA,
BPOXK/JIEHHBI TOPOK pPa3BUTHUS TOJCTOM KHULIKH C YHKIMOHAJIBbHBIX paccTpoicTB KHIIeYHHUKa u
OTCYTCTBHEM HEpPBHBbIX TaHIJIMEB Y JeTel, KOTOpPbIK pacno3HaeTcs B 6osiee cTapiieM BO3pacTe, KoOrja
TpeGyeT BBINOJHEHUS CJIOXHBIX PEKOHCTPYKTHUBHBIX COCTOSIHUE yKe OCJIO)KHUJIOCh ['upumpyHr-
onepanui. 3Tto C/I0)KHOe  MYJIbTUI'€HeTHYecKoe acCOLMMPOBAHHBIM 3HTEPOKOJUTOM [3]. DHTEpPOKOJIUT
3a0o0sieBaHWe, OTHOCHUTCA K HEUPOKPHUCTOIATHSAM, ABJIAETCS HanboJiee YacTOH MPUYHMHON JIeTaJbHOTO
3THOMNATOreHeTHYeCKUM GaKTOPOM B Pa3BUTHU 60JIe3HU Wcxoja INpU  JAHHOM  NATOJIOTMH.  JHTEPOKOJIUT
MupmnpyHra  fIBAsieTCs  HapyIIeHWss  Pa3BUTHUA CBsI3aHHBIN ¢ 6oJsie3HbIO ['MpIINpYHTra, XapaKTepU3yeTcs
3HTEepaJbHOH HEpPBHOW CHCTEMBI, XapaKTepHU3ylolleecs TSDKEJION JHUapeel, rTunepTepMueld U B3AyTHEM XKHUBOTA.
OTCYyTCTBHEM BHYTPEHHUX TaHIJIMO3HBIX KJIETOK B [lo pmaHHBIM  3apyOeXxHbIX U3faHUHA [upmnpyHr-
MNO/ICJU3UCTOM M MHIHTEPHAJbHOM  CIUIETEHHSX acCOLMMOBAHHBIN 3HTEPOKOJIUT HaburofaeTcsa y 6-60%
KumeyHo# creHku. [1,2]. B 70-90% caydaeB no omepanuu, U y 25-37% B mocjeonepanyoHHOM
KJIMHUYeCKHe CUMIITOMBI y JleTell NOoABJIAIOTCA B IIepBble nepuoze. CMepTHOCTb OT JAaHHOM MNaTOJIOTUM MOXET
JAHU  mocine  poxieHus.  OJHako B  Iepuoje pocturatb oT 1% g0 10% [3,4,5].

HOBOPOX/JEHHOCTHU B pPOAUJIbHBIX JOMaXx OH INPOIyCKaeTCA
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Yactota 6osie3Hu ['upmnpyHra BapbupyeT ot 1:5000
KHUBOPOX/EHHBIX. B reHZlepHOM OTHOILIEHHH
3a60/1eBaeMOCTh c KJIaCCU4eCKOMN 60J1€3HBIO
['MpmnpyHra, kak npaBuso, cocTaBiaseT 4:1 B MoJb3y
Myckoro mnosia. HacnepoBanue 6osie3Hu ['mpumnpysra
CJIOKHOe, OOLIMPHBbIE MCCIeJOBaHUA BBIABWIM P,
K/IIOUEBBIX TEHOB, KOTOpble DEryJUpylOT pa3BUTHE
KJIEeTOK HEepBHOro TrpebHA B MaTOreHese OOJIe3HU
['upunpynra, Bkaovas RET, GDNF, GFRal, NRTN, EDNRB,
ET3, ZFHX1B, PHOX2b, SOX10 u SHH. MyTauus 3TuHX

reHoB )44 z[anbﬂeﬁmee HapyuieHue HX 3SKCIpecCUuu
CHOCO6CTByeT Pa3BUTHUIO ,C[aHHOﬁ NaToJIOTUH. B
HacTodliee BpeMsAa YCTAaHOBJIEHO, qTo 60J1e3Hb

['upmnpyHra siBsieTCsl HacJleACTBEHHBIM 3a60J1eBaHUEM,
HMEIOTCs JJaHHble O CeMEWHBIX Cay4asx 60Je3HU U OHA
MoxeT focturaTtb o 20% [6]. Bce aTo moaTBepkAaeT
poJib reHeTUYEeCKHUX HapyleHUuH B OCHOBE
naTopr3nU0JIOTUN 3a060JIEBAHHUS, €ro TeYEHUs] U HUCX0[a
[7,8,9]. OgHako Ha cerofHs He W3BECTHbI MOKa3aTeJU
pacnpocTpaHEHHOCTHU MyTalUU T€HOB, OTBETCTBEHHBIX 32
pa3BUTHEe 3SHTEpaJbHOH HEPBHOM CHCTEMBI B MHPE,
BJIMSIHUE €€ B PA3JIMYHBIX ITHUUECKUX MOMYJISUSIX.
JuarHoctuka 6osie3HH [WpuINpyHra, Kak MpaBUJIO,
OCHOBBIBAaeTCS Ha ONpeJieIeHHOM CUMITOMOKOMILJIEKCE U
JaHHBIX peHTreHorpaduy, HppUrorpapuvecKkoro
HCCAeA0BaHMsl, HO OKOHYATeJIbHbIN JUAarHO3 CTaBUTCS Ha
OCHOBAaHMM TMUCTONATOJIOIMYECKOr0 3aKJYeHUs MpHU
OTCYTCTBUM TaHIJIMO3HBIX KJETOK B MHULEJUIIPHOM HWJIH
MOJC/IU3UCTOM HEPBHOM CIUVIETEHHMHU KHIIEYHUKA U
HaJIMYUM TUNepPTPOPUUEeCKUX HEPBHBIX CTBOJIOB B
MOJCJM3UCTON  ocHOBe. ['McTomaToJiorus  060JIe3HU
['upuinpyHra ca10xHa, UMeTCs TPYLHOCTH B IOCTaHOBKeE
JAuarHosa KJIaCCUYECKUM PYTHUHHBIM METOJ0M
OKpalllBaHUs reMOTOKCUJINH-303UHOM. WHoraa
FUCTOJIOTUYECKOE  MCC/eZJlOBAaHHE  MOXET  JlaBaTb
JIOXKHOOTpHLaTeNbHble pe3yabTaTbl [10]. IloaTomy B
nocjefHUe ToJbl aKTyaJbHbIM CTajJ0 MCHOJb30BaHUeE
Pa3JIMYHBIX UMMYHOTHUCTOXHUMHYECKUX MapKEpPOB, TaKUX
KaK KaJIbpETUHUH [IJIsi TOUHOU BepudUKaIMU JHUarHo3a
6osie3Hy ['npumpyxra [11].

HecMoTpss Ha Ha/iuuWe oOmNpe/eseHHbIX KJIUHUYECKO-
paAuoIOTUYeCKUX NPHU3HAKOB 6o0sie3HH [UpuInpyHra,
MNPOSIBJSIONINXCA YK€ B INEpPBble HECKOJBKO CYTOK OT
poXaeHUss pebeHKa, J[OCTAaTOYHO YaCThIM SBJSETCS
JUAarHOCTHUKA 3TOTO BPOXKJIEHHOTO MOpPOKAa pPa3BUTHA Y
JleTeil GoJiee cTapiiero Bo3pacra. JleueHrue Ha CerofHs
TOJIbKO XUPYPrHUYEeCKoe, pe3eKIUs araHrJIMOHApHOU
YacTH KUIIEYHHUKA, 0JJHAKO UMEKTCH JaHHble 4To, y 30-
50% mnaiueHTOB HAGJIIOJAITCA CUMITOMBI O06CTPYKIIUH
KHUIIEYHHKA B II0CJeonepaniioHHOM nepuoze [12,13].
Jetu ¢ 6Gose3Hblo [WpHIIPyHra HMeKT 3HAYUTEJNbHO

6oJiee HHU3KOe€e Ka4yeCTBO KU3HH CBfAA3aHHO€ C
nNpoABJIEHUAMHU HeJepXKaHuda KaJia, 3anopaMu B
nocjseonepaiuoHHoOM 1niepuoje, YTO OTpPULATEJbHO

CKa3blBaeTCs Ha MX COLMAJIbHOM W 3MOLHMOHAJIbHOM
6J1aronosyyuu [17,18].

B nmocneaHue fAecATHIETHs IPOU3OLIJIM CEPbe3HbIE
M3MeHeHMs B TOHUMAaHUU JJaHHOW MaTOJIOTHH, B TEXHUKE
XUPYPrUYECKOro JiedeHUsl. BMecTe ¢ TeM KJIMHUYeCKas
JIMarHOCTHKA BPOXKJEHHOT0 araHr/jiuo3a TOJCTOH KUILKU
JI0 CHX TOp SIBJISIETCS CJI0KHOM, @ MOTOMY Ype3BbIYaHHO
aKTyaJbHOW Npo6JieMOH, pelleHHe KOTOpol OyaeT
COCOGCTBOBATb CHIDKEHHUIO JIETCKOM CMEPTHOCTH U
noKasaTeJisi UHBaJIUJHOCTH.

enb HCC/IeA0OBAHUA: Usyuutb KJIMHUYEeCKUe
oco6eHHOCTH 6osie3HH [wWpumnpyHra B mHepuojie
HOBOPOXAEHHOCTH U 10 3 MeCsILeB U JJUarHOCTHYECKYIO
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LIEHHOCTb TNpPUMEHEHUS] HMMMYHHOTHCTOXHUMUYECKOIO
aHaJIM3a C aHTUTeJaMH KaJIbpeTHHHH.

MaTepuaJjibl U METOAbI HCC/IEOBAHUS:

B uccnesoBaHue BK/IOYEHO 36 MAaLlUEHTOB B BO3pacTe OT
nepuoja HOBOPOX/JEHHOCTM J0 3  MecAleB C
YCTAHOBJIEHHBIM JMarHo3oM 6oJie3Hb ['MpIIIpyHra,
KOTOpble HaxXxOJWJHUCb Ha JiedeHMM B HayuyHoOM LieHTpe
nefuaTpuM U Aetckod xupypruun (HUIIAX) 3a nmepuog c
2017 nmo 2020 roapl. U3 36 nmanueHTOB B Bo3pacTe 40 3
MmecaneB 9(25%) peteit monyuuau sedenue B 2017 rogy,
7(19%) B 2018roxy, 10(28%) B 2019 roay u 10(28%)
2020 ropny.

JlMarHo3 ycTaHaB/MBa/ICA Ha OCHOBAaHMM CTAaHJAPTHBIX
METO/I0B HCC/Ie/I0BAaHUA: KIMHUYECKHUX, J1abOPaTOPHBIX,
HHCTPYMEHTaNbHbIX (MppuUrorpadus, peHTreHorpadus,
yJIbTPa3ByKOBasl AMATHOCTHKA), @ TAKXKE C IPUMEHEHHEM
FUCTONATOJIOTUYECKOTO  HCCAe[0BaHUsS OUOICUHHOIO
MaTepuasa. Bepudukanus auar{osa npoBoAMJIACh Ha
OCHOBAaHMM MMMYHOTHMCTOXMMHYECKOIO UCC/EeL0BaHHUS C
HCIOJIb30BaHHEM aHTHUTEJI KaJIbpeTHHHHA.

Pe3y/ibTaThl HCC/IEOBAHUA:

[Ipy pacnpeseseHMH 1O TMOJy MaJbYUKOB OblJIO
29(80,5%), neBouek 7(19,5%), 4YTO KOppeJUpYeET C
JaHHBIMH  3apy6exHoH Jiutepatyphl [1]. KosnuectBo
MOCTYNUBLIMX JileTell B Iepuojie HOBOPOXK/JEHHOCTHU
coctaBuJIO - 9(25%), B Bo3pacTe oT 28 AHeH 710 2 MecsIEB
- 19(52%) u ot 2 go 3 MecsaueB - 8(22%). CocTosiHUe
JleTell TNpH TOCTYIJIEHUM OLleHUBaJach TSKeNbIM Y
17(47%), cpenneit creneHu Tsxkectd y 19(53%). Ilpwu
H3y4YeHUU aHaMHe3a 3a6oJs1eBaHus, 3a/leprKKa
OTXOXK/J€HHUS MEKOHHUsl [0 2-X CYTOK HabJoJanoch y
83%(30), no 3-4-x cytok y 11%(4), ocranbHble 5,5%(2)
HNOCTYIMJIM C KJIMHUKOM KHUILEYHOH HEeNpOXOAHMOCTH C
poxzeHus. Bce petn wuccieayeMod rpynmbl  IpU
pPOX/EHUH OblIM J[IOHOLIEHHbIMH. AHa/JM3 BeCOBbIX
KaTeropuil oleHuBaJICd MO ABYM IepUOAaM: BeC IpHU
pPOX/IEHHH U BeC IPU IOCTYIUIEHHMH B cTanHoHap. Tak
cpefHAA Macca Tesa (MeAuaHa) NPU POXKJEHUH y JieTel ¢
6osiesnbr0 ['mpummpyHra coctaBuia - 3575rpammM, a
CpeJiHAs Macca TeJia IPY FoCNUTaNn3anuu - 4750rpamMmm.
[Ipu pacnpe/ie/IeHUH TOCTYNHUBLIMX JleTeH 110 peruoHaM B
HayuHblii 1eHTp HauboJiblllee KOJIMYECTBO JeTel
MOCTYIHJIO u3 AnMaTHHCKOM o6Js1acTu
25%(n=9),TypkecTaHCKOi 06JaCcTH 19% (n=7) wu
Kei3putopanHckoi obsactu 17% (n=6); XamO6bLIcKOH
o6sactu 11% (n=4) takke u3 ropoja Anmatsl 13% (n=5)
Y fajnee u3 MaHrucrayckoi o6aactu-8% (n=3), us BKO u
KocraHnaiicko#t o6sactu no 2,7%(n=1).

OaHUM U3 BaXHBIX MOMEHTOB MpU HCCIAef0BaHUU
BPOXK/IEHHBIX TOPOKOB pAa3BUTHUA Y JeTeH sBJseTCS
H3yyeHHe COCTOSHUA 3[0pOBbs MaTepeil. B Hamem
HCCJIe[JOBAaHUM CpeJlHUM BO3pacT MaTeped y JeTed ¢
6osie3Hbo ['upmmnpyHra cocraBu 35 JieT (MUHUMaJIbHBIA
BO3pacT - 21roj ¥ MakCUMaJsIbHbIN — 41).
JKcTpareHUTaIbHbIe 3a60/1eBaHus BbisiBieHbl y 18(50%)
»KEHILMH, U3 HUX C aHeMuel 1-2 ctenenu y 12(33%), y

3(8%) wHabmogasoce OPBU B paHHHe  CPOKH
6epeMeHHOCTH, HHbeKL U MOY€eBbI/IeJTUTETbHON
cuctemel 'y 1(3%), xpoHHYecKHe 3a60Js1eBaHUs

»KeJIyZ,04YHO-KUIIeyHoro Tpakta y 2(5,5%). [lytem 3KO
poauics 1 pebeHok, y 17(42%) eHIIMH 6epeMeHHOCTb
npoTekasa 6e3 ocobeHHocTell. (PucyHok 1)
PosiopaspelieHue nyTeM KecapeBa ce4eHHsi IPOBOUJIOCH
y 9(25%) >xeHIMH. B GOJBIIMHCTBe cJjy4yaeB MaTepHu
ObLJIM MHOTOpO’KaBlIMe, CeMeHWHBbIX C/y4yaeB 60JIe3HU
[upminpyHra BbIIBI€HO He 6bulo (MO JaHHBIM
MeJULMHCKON KapThl).



BECTHVK KASHMY #1-2022

33%
8%
5,5%
N ' 3% 3%
N EE - o
aHeMus OPBU TOKCHUKO3 XpOHHYECKUN 9KO
MUETOHE () PUT

PucyHok 1 - /losis1 3KCTpareHUTaIbHOM NMAaTOJIOTUH Y MaTepel Bo BpeMs GepeMeHHOCTH (%)

Hoszosornyeckas cTpykTypa y pneTed ¢ 060Jie3HbIO
MupmnpyHra 6bl1a pejcTaBieHa CleLyIUuM 06pa3oM:
pektocurmMonjHas ¢opma BeisiBieHa y 30(83%) gerel,
cy6roTaspHasg ¢opma y 4(11%), c TotanbHOH $opMoH
651710 2(6%) naLyeHTa.

AcconurpoBaHHbIe TIOPOKHU Pa3BUTHUS GBI 0GHAPYKEHBI
B JByx cay4asx (5%) c Tpucomuei mo 21 xpomocome.
ConyTcTByMOIasi MaTOJIOTHSI CO CTOPOHBI CepJ/eyHo-
COCYy/IUCTOM cUCTeMbl ycTaHOBJeHa y 2(6%) neTeH, co
CTOPOHBI MOYeBBbIZEJUTENbHON cucteMel y 2 (6%),
aHeMHsl aJIMMEHTapHOro reHesa orMmedasnach y 5(14%)
JfeTel, 6eJKOBO-IHepreTHYecKass HeJOCTAaTOYHOCTb 1-2
crenenu y 4(11%) nanneHTOB.

W3 36 mauueHTOB onepaTHBHOE JieYeHHe TPOBOAUIOCE ¥
35. OpuH peGeHOK He OIEpUPOBAH B CBA3M OTKAa30M
poAauTesei.

A — TUIINYHBIA KOMIUIEKC TaHTJIHO3HBIX

KJIETOK B ITIPOKCHUMAJIbHOM CEIrMCHTEC

U3 xupyprudeckoro je4eHus JeTsIM C PEKTOCUTMOUIHON
dopmoii Gosie3HU ['MplINpyHra NpoBOAUIACH ONepaLUs
TpaHCaHa/bHasl NPOKTONJIACTUKA N0 Swenson. JleTaM ¢
cy6ToTasbHOH ¢GOpPMOH 6bLIO MPOBEAEHO HaIOXKeHUe
TEepPMHHAJbHONW KOJIOCTOMBI, HPU TOTaJbHOH ¢opme
TepMHHaJbHasA wuiaeoctoMus. OcjoXHEHHe B BUJe
'MpIINpPYHr-accOMUPOBAHHOIO  3HTEPOKOJHUTA [0
omepanuu 6bLIO KOHCTAaTHUpoBaHO y 12 (33%)neTteis, B
MocJeonepalliOHHOM Tepuojie oTMevasock y 3(8%)
neTen.

[pu TUCTONATO/I0rMYeCKOM HcCleJ0BaHUHU c
NpUMeHeHHEeM CTaHJApTHOrO MeToJAa HCC/IeJOBaHUs
JAuarHo3 6osie3Hu ['wpummpyHra Obll1 NOATBEPXKAEH Y
31(88%) pebeHKa, npu Hccae0BaHUHU
MMMYHOTMCTOXUMHUYECKHM METO/OM C KaJlbpeTHUHUHOM
AWarHo3 6bU1 NOATBEPXK/IEH B 100.

!

b — aranrnnosHslil cpes MUILEHHBII
TaHTJIMO3HBIX KIETOK

PucyHok 2 - ['ucTonaToJsioruueckuil npenapat 6oJie3Hu [upnpyHra
(oxpac reMOTOKCHJIVH - 303UH)
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A - no3utHBHAA peaKkuys Ha ITaHITTMO3HbIX
KJIETKaxX HEPBHOT'O CTBOJIA

b- oTpuHaTeiibHass p€aknusa Ha TaHTIIMO3HBIX

KJIETKaxX HEPBHOTO CTBOJIA, yBennueHue 200

PucyHok 3 - UMMyHOrUCTOXMMUYECKH e TpenapaTsl ¢ npuMeHeHneM Calretinin

JleTanbHBIM HCX0A, ObLT KOHCTaTUpoBaH y 2 (5%)
NalMeHTOB C TOTaJbHOH dopMoi 6ose3nu ['MpnpyHra.
[TocsieoneparMOHHBIX OCJI0)KHEHUU He 0TMeYaslock. JleTu
C TpaHCaHAJbHOW 3HJAOPEKTAJIBHOM MPOKTOIJIACTUKON
ObIIM  BBIMMCAHBl  JOMOH €  KaJHOGPOBOYHBIMH
6y>KMPOBaHHUSAMHU aHyca 110 CXeMe.

BbiBOABI:
W3yyeHHe KJIMHHUKO — AMArHOCTUYECKUX 0COGEeHHOCTel
6osie3HU 'HplInpyHra y AeTel MoKasaso, YTO BCe JeTH
OpU POXJEHUH ObIM JOHOIIEHHBIMHM, C HOpPMaJbHOH
Macco# TeJia ¥ 4yallle BCEr0 POAUIMCH OT MaTepel cTapiie
35 ner.
[Ipu pacnpezenenuu no nouay B 80% npeobsajany feTH
My>KCKoro 1oJia. B 52% 3a6osieBaHue OblJIO BBISIBJIEHO Y
neTell B Bo3pacTe OoT 28 pAHed A0 2 MecsilleB, 4YTO
YKa3bIBaeT Ha HU3KHUH YyPOBEHb AMArHOCTUKU 60JIe3HU
['MplnpyHra B po/i0BCIOMOraTe bHBIX YUPEXKIEHUSAX.
ITo pesy/bTaTaM UCCJIe/I0BaHUS BaXKHBIM
JIMarHOCTUYECKUM IpU3HAKOM 6osie3Hd ['upuimpyHra
SIBJIIETCS 3aJIEP’KKA OTXOX/IEHUsI TIePBOPOJIHOIO CTYyJIa y
HOBOPOX/IEHHOTO, B HalleM HCCIel0BaHUN JaHHbBIN
cUMNTOM Habuwogancs 6osee 4yeM B 90% ciy4aeB. B
CcTpykType 6osie3nu ['mpuinpyHra B 83% mnpeo6sajana
peKTOCUTrMoiiHass GopMa, UTO KOppeIUpPYyeT C JaHHBIMU
3apy6exXHOM U 0TeYeCTBeHHOU uTepaTypsl [1].
WUMMyHOTMCTOXMMUYECKOE HCCJIe[J0OBAaHUE C aHTUTEJOM
KaJIbpeTUHHUH 3apeKOMeH/[0BaJI0 cebs Kak
BBICOKOUYBCTBUTEJIbHbBIH JUarHOCTUYECKUH METO/|
6osie3HM [WpmINpyHra, KOTOPBIM MO3BOJIMJ B HalleM
ucciefoBanun B 100% BepuduLMpOBAaTh AaHHBIN
JIMarHos.
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