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XYCYCHUSTU COXTHU MAVBAH/IIIIABUA
KOM BA JTEBOPAM BAMTHUAJIBEOJIAPY
XAHI'OMU BAMPOHIIIABUM TAPA®AMHU
OKKJIFO3UOHM JAP BAMHU KYJIAKOHU
JTOPOU TUACTEMA

Maxkcaau TaXKHMKOT. OMY3UIIN XyCUATXOU PEHT-

YIK 616.348-007.61

TeHOJITUM COXTH KUCMaTH TeUIN NaiiBaHIaku KOM Ba
KyJUIa® JIeBOpan OaifHMalBeolapuH JaHJIOHXO0U 0a
XaM 34 qorapiryia Ba IAacTeMaoITa.

Magox Ba ycyJaxon TaxkKMKOT. CoxTu naiiBaH-
JlaKku KoM nap Oaitam 63 Hadap KymakoHNW CHHHAIIOH
6-14-coman Oe MaBYyIUATH JUacTeMa, KA JIOPOU Ka-
pHec Ba MypakkaOHATXOU OH OyJaH/, XaM4yH MEbEPH
MyKappaiiyaa rupudra nrya (rypyxu 1). 75 xyaakonu
CHHHY COJIAIIIOH MOHAH/AW JaHJOHXOMW allKallalioH
Myppa Ba IMacTeMaZop TYPyXH AYIOMPO TAIIKHII J10-
JTAHI.

Harnyau TaxKUKOT Ba MyXoKumau oH. [lap
JlaBpau Ta3uIlK MBa3IlaBaHIari gap OailHU KyIaKOHH
JacTeMaop KUCMaTy MaiBaHAIIaBUM KOM, HUCOATH
MeBEPU MyKappapiryia Bacebrap Oyaa, Ki UH X0jiar
a3 oCCU(UKATCHAN OXUCTAT# Ba HOITyppa BoOacTari
Jopaa. AMMO Bac€bHOKHHU JTHACTEMa a3 BaCEHHOKHUU
naiiBaH/IIaBUM KOM BoOacTarii HaJopa.

XyJioca. XaHroMHM MaBYyJUSATH MEBEPU MyKap-
papuryaa Ba AuacTeMa AeBOpaxou OalfHManmBeonapit
HaMyJU T€3, XaMBOP Ba KH(PIIAKIPO TOPa.

Kaaumaxou acocii: nracteMa, madBaHIIIIaBAH
KOM, JieBopau OaifHWaJIBeoNapii, JaHJAOHU Ta3aHan
Mapkasi, Tabo0aTH OpTOAOHTH.
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6UOe HEKPOMUSUPYIOWEe20 IHMEPOKOIUMA Y OOHOULEHHO2O0 HOBOPOICOEHHO20 CO CNOHMAHNOU nepghopayueii mepmuHdib-
HO20 omoena no0B300UHOU KUUWKU U NOCTIEOYIOUUX MHOLOKDANHBIX ONEPAMUBHBIX 6MEULAMETbCME 6 CE53U C PeYUOUBOM
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Two clinical cases of manifestation of clinical symptoms of Hirschsprungs disease in infants in the form of
necrotising enterocolitis in a premature newborn with spontaneous perforation of the terminal ileum and subsequent
multiple surgical interventions due to recurrent perforations, failure of anastomoses after intestinal tube reconstructions
are described. The casuistic occurrence of the perforative form of acute appendicitis in a newborn of 3 days of age, the
subsequent increasing clinical picture of intestinal dysfunction, considered as “peritoneal adhesions” - a rare example

of the onset and course of colonic agangliosis.
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bonesus ['mpiunpyHra — 310 CI0KHOE MYJIBTUTE-
HeTHYecKoe 3a00JieBaHue, XapaKTepU3YIOIIeecst OTCyT-
CTBHEM BHYTPEHHHUX TaHTIMO3HBIX KJIETOK B MOACITH-
3UCTBIX U MHUOIHTEPATBHBIX CIUIETEHUSX KHUILIEYHOTO
Tpakta [6]. OCHOBHBIE CTATUCTUYECKUE MMOKA3aTeIn
3apyOCKHBIX MYJIBTUIICHTPOBBIX HCCIICIOBAHUN Ha
MPOTSDKEHUU HECKOJIBKHUX JIET CTaTHYHBL: PAcIpoCTpa-
HEHHOCTH Mopoka coctaisiet 1:5000, momoBoe coot-
HoueHue 4:1 B moib3y MaJIBYMKOB, IPEUMYIIIECTBEH-
HO IpPOSBIIsIETCA B HEOHATAJIBHOM Nepuoae, B 65%
CIy4aeB MUATHOCTUPYETCS K MECSYHOMY BO3PacCTy
u B 95% cnyuaeB k 1 roxy xwu3nu [11]. Ilo nanabIM
JOCTYIHBIX UCTOUHHKOB B 10-20% cioydaeB umeeT
MECTO CEMEHHBIN aHaMHEe3, BO3MOKHbI COUETAHUS
C APYTUMHU BPOKICHHBIMU COCTOSHUSIMHU (TPUCOMMUSI
21, cenranbHble NeeKThI cepla, HelpohrudpoMaros,
cunapom BaapnenOypra).

B pe3synbrare HENOMHON KOJIOHU3ALUU POCTPAJIb-
HO-KayJIaJIbHBIX KUIICYHBIX HEHPOHOB y MAIMEHTOB
HaOJI0AaeTCsl araHINo3, MOPAKAIOUIUI CerMEHTBI
KHUILEYHUKA PAa3HOW JJIMHBL: PEKTOCUTMOUIHBINA OTAET
nopaxaetrcsa npuMepao y 74-80% mnanueHToB (3a-
OosieBaHME KOPOTKOTO CETMEHTa), paclpocTpaHeHHe
JI0 CeNIe3eHOYHOT0 YIia WM TONepeyH0-000109HO
KHIIKU BeTpevyaercs y 11-22% manmenTos (3aboe-
BaHME JUIMHHOTO CETMEHTA, CyOTOTaIbHBIA araHriv-
03), BCS TOJICTas KHILIKA MOpakeHa ToJbko B 4-13%
ciy4aeB (TOTaJbHBIM araHrino3 TOJICTOW KUIKH) [1,
7,9, 10, 12].

Manudecraiusi CAMITOMOB HU3KOH KUIIEYHOU
HETIPOXOAUMOCTHU B MEPUOJIE HOBOPOXKIECHHOCTH (3a-
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JIep>KKa OTXOXKACHUS MEKOHHS, IIPOrpeccupylolee
B3yTHE KUBOTA, CPHITHBAHUE/PBOTA KEIMUbIO, OECTIO-
KOMCTBO, 3aTPyIHEHUS C PACIIMNPEHHEM SHTEPATbHOTO
MUTaHNA) JOKHBI BBI3BAThH MOJO3PEHNE HAa HAJTMUNE
araHnIMOHAPHOTO OT/EeJa TOJICTOM KHUIIKH. 3amofo-
3pUTh O0se3Hb [ MpHIMpyHTa MO3BOMSET TaK JKE I0-
SIBJIGHHE YHTEPOKOJIMTA, TTepdopalun caernon, BOcXo-
JSIIeH WM TIONB3OUTHON KUIIKY, epuToHuTa [4, §].

CoracHo 3apy0eXHbIM MEPBOUCTOYHUKAM U
MEXKyHAPOJHBIM HallMOHAJIbHBIM PEKOMEHIAIUAM
MALMEeHTH! ¢ TIOI03PEHNEM Ha BPOXKAECHHBIH araHIino3
TOJICTOM KHILIKH JOJKHBI IPOUTH AUATHOCTUYECKYIO
OIIEHKY JIByMsl CKPUHHUHTOBBIMU TE€CTAaMH: KOHTpAcT-
HOHM KJIM3MOHM M aHOPEKTaJIbHOU MaHomeTrpueil. [ns
MOJITBEP K/IEHUS MarHo3a MPOBOAMUTCS peKTalibHas
acnupanronHas ouoncus. Ecim pesynsrarsl HeyOe-
JTUTENbHBI, PEKOMEHIYEeTCsI MHIIM3UOHHAsT OUOTICHSI
[2, 6]. B PO ocHOBHBIMU KPUTEpPUSMHU TOCTAHOBKH
JIMarHo3a araHrino3a sBISeTCs UPPUTOCKOMHS C BOJIO-
pacTBOPUMBIM KOHTPACTOM M OHOTICHs (peKTalbHasl,
nectHuyHas) [3, 5].

Hecmotps Ha T0, 4TO 3a MOCIIEAHUE IECATUIETHS
JIUarHoCTUKa Oosne3Hu [mpuimpyHra ymydimiach, B
TIEPBYIO OYepe/Ib 3a CUET HACTOPOKEHHOCTH U OCBE-
JIOMJIEHHOCTHU Bpadel MmeuaTpoB U JIETCKUX XUPYPTOB,
CJIO)KHOCTb U MO3aUYHOCTh KIIMHUYECKOW KapTHHBI B
HEOHATaJIbHOM IIE€PHOJIe MO-MIPEKHEMY BBI3BIBAET 3a-
TPYAHEHUs TIPH MOCTAaHOBKE JIMarHo3a. B cBsi3u 3TuMm,
CUMTAEM JOJKHBIM 3a0CTPUTHh BHHMAaHME JETCKUX
XMPYpProB Ha JaHHOW mpoOiieMe M NpeACTaBUThH Ba
KIMHUYIECKUX HAOMIONECHUsI MAIUEHTOB, MPOXOIUBIINX
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neyenue B OI'AY3 «loponckas VBano-MarpeHuHckas
JeTcKasi KIIMHU4YecKast OonpHULIa» T. MpKyTcKka.

Knunnueckuii cayyaii 1. Mamsuuk H., ot 5-i
OepeMeHHOCTH 34-JeTHEN KEHITUHBI C OTSATOIICH-
HBIM aKyIIepCKUM aHaMHe30M (OKupeHwe | crere-
HU, TECTAI[MOHHBINA CaXapHBIM MUa0eT, XpOHMUECKas
(eTomnaneHTapHas HEJOCTATOYHOCTH, TeCTALUOH-
Has apTepuasibHas runeptensus). [Ipu nposenennn
CKpUHUHTOBOTO Y3U mioma oTMEUeHO pacuiupeHne
neTenp KumeuyHuka. Poasl yerBepToie Ha cpoke 39-40
HeJleb, Bec — 3450 1, miuHa Tena — 52 ¢M, OleHKa 10
Amrap 7/8 6annos. Ha Bropble CyTKH KU3HU TOSIBU-
JIUCH NMPU3HAKY HU3KOHM KUIIEYHON HEMPOXOJUMOCTH:
SMU30/IbI CPHITUBAHUS CBETIIBIM COAEPKUMBIM, yBe-
JIMYEHNE Pa3MepPOB JKUBOTA, MOSIBIEHUE TTOAKOKHOM
BEHO3HOW CETH Ha TepeHel OPIONIHOW CTEHKE, OT-
XOXKIICHHE MEKOHHS JIOCTUTHYTO TIOCIIE BBITIOTHEHUS
OUUCTUTENIBHON KIIM3MBI. [IpU peHTreHOI0rHYeCcKOM
00cCIieIOBaHUM OTMEUEHBI PACIIUPEHHbIE KUIIEYHbIE
TIeTIIH, MHOYKECTBEHHBIE TOPH30HTAIBHBIE YPOBHH.

B cBs13u ¢ nporpeccupoBaHrieéM CUMIITOMOB HH3-
KOM KHILIEYHON HEMPOXOAUMOCTH, MPUCOETUHEHUEM
CHHJIpOMa CUCTEMHOW BOCHAIMUTEIHLHON peakiuu Ha
(¢one BYU Ha 3-e CyTKHU XM3HH B MEIUIIMHCKOUN
oprannzaunu (MO) 1o MecTy poKACHHS MPOBEe-
Ha TPaHCPEKTaJbHAs JIaapaTOMUs CTpaBa, PEeBU3US
opraHoB OpromrHoit nonoctu. [lepBuunas nHTpaorne-
pauroHHas KapTHHA Obljla HHTEPIPETUPOBAaHA KaK
«TEpBUYHBIA MEPUTOHUT, TUHAMUYECKAs KUIIEYHAs
HEMPOXOAUMOCTB, TOJUXOCUrMa». TeueHue paHHero
[TOCJICOTIEPAIIIOHHOTO TePHO/ia C HapacTaHUEM KJIH-
HUKH TEPUTOHUTA, YTO MOTPEOOBANO BHITIOTHCHHUS
[TOBTOPHOW JIaapOTOMUH, PE3EKIIMH HEKPOTHU3HUPO-
BaHHOTO CETMEHTa TEPMHUHAIBHOTO OTJIeNIa TTO/B3/IO0I-
HOM KHIIKHU, WJICOCTOMHUH, CAHALIUU, APEHUPOBAHUS
OpromHO# monocty. B mocnenyroniemM Ha IPOTSHKEHUH
9 cyTOK Tmony4dan HHTEHCHBHYIO TEPAIHIO IO TIOBOAY
«I3BEHHO-HEKpoTHyeckoro sHTepokonuta (IHOK)
¢ nepdopanueil TOAB3IOMHON KULIKW; Pa3IUTOrO
cepo3Ho-(puOpUHO3HOTO TepuToHUTaY. lIporpeccu-
PYIOIIMH HEKPO3 MOJB3OMIHON KHIIKUA MOTPeOOBa
BBITIOJIHEHUSI HAa 9-€ CYTKH penanapoTOMHH, CaHalUuU
OpIONIHOM TIOJOCTH, TPUCTEHOYHONW KOJIOCTOMUH, arl-
MEHA3KTOMMH, JIAapOCTOMHUH, a TaKKe 2 caHalllOH-
HBIX HKCIIOPALUI OPIOIIHON MOJIOCTH.

B Bo3pacTe 26 cytok xuszHHU mepeoq B OI'A-
V3 TUMJIKDB B TshKeIOoM COCTOSSHUU C JUArHO30M
«HaApyILIEHHE BCACBIBAHUS MOCJE XUPYPIHUYECKOTO
BMeEIIATENIbCTBA (CHHAPOM KOpPOTKOH Kuikn); HOK,
craaus 11 b (nmepdopaums monB3nomHON KUILIKH);
pa3nuToi cepo3HO-(pUOPUHO3HBIA epUTOHUT». [lo-
CJIe CTAaOWIHM3allnHA COCTOSHUS peOeHKa U Tpeore-
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PaIOHHON MOATOTOBKH BBIMIOJHEHA PEKOHCTPYKLIUS
KHUIIEYHOH TPyOKH myTeM (OpMHpPOBaHHS MHOXKE-
CTBEHHBIX MEKKHUIIIEYHBIX aHACTOMO30B (Bcero 3). Ts-
JKeJoe BOJIHOOOpa3HOE TeUECHHE TOCIIEONEPaiOHHOIO
nepuosia 6e3 BOCCTAHOBIICHHSI KHIIEYHOTO TPAH3UTA,
YTO NOTPeOOBaO BBIIOJIHEHUS B Bo3pacTe 1 Mecsna
8 cyTok penanaporoMuu. B Xxone peBU3uM BbIABIIE-
HBI TPU SI3BEHHBIX Je(eKTa MOAB3IOMIHON KHUILIKH,
yepe3 KOTOPbIE OTMEYAJIOCh MOCTYIIJICHUE KUIIey-
HOTO COAEP’KUMOTO B OPIOIIHYIO MONOCTb, B CBSI3H C
YeM BBIIOJIHEHO UX YIIMBaHUE, CaHALUs OPIOIIHOM
nonoctu. Yepes 17 cyTOK BBIMHCAH C YCTOMUUBOM
MOJIOKHUTEIBHON TUHAMHUKOM.

B Bozpacte 1 rog manmeHT SKCTPEHHO MOCTYTAET
C KJIMHUKOW HU3KOW OOTYparMOHHOW KWIIEYHON He-
MPOXOAUMOCTH. MHTpaonepannoHHO oOHapyKeHHE
CY)KEHHMS TOJICTOHM KHMILIKH HUXKE CEJIC3EHOYHOIO yIia,
BBIpQKEHHAS CYNPAaCTEHOTHYECKas UIATaIMs TOJICTON
KHIIKKM C TYTOH 3all0JHEHHOCTBIO KaJIOBBIMU Macca-
MU. B CBsI3U C BBICOKOI BEPOSTHOCTBIO IIPUCYTCTBUS
araHrIno3a TOJICTOH KUIIKU Ha YPOBHE CENE€3€HOYHOTO
yIjla BBIIOJHEHA KOJIOCTOMMUS Ha IIEPEXOAHOMN 30HE, a
TaKXKe JIECTHUYHASI TIOJTHOCIIOHHAS OMOTICHS TOJICTOH
kumkn (puc. 1). [mcTonorngeckoe 3aKkiroueHe Ouo-
NTaTOB - MOP(OJOTHUECKUE MPU3HAKH araHriino3a
TOJICTOM KHILKH.

Pucynok 1. Bun mepemHeit OpIomiHON CTCHKH:
BBIBEJICHBI MJICOCTOMA (CIIpaBa) U KOJIOCTOMA (CJIeBa).

B Bo3pacre 2 €T B IJIAHOBOM IOpsAKE IIPOBEJIE-
Ha OPIOIIHO-TIPOMEKHOCTHASI PE3EKIMS U HU3BEICHUE
TOJICTON KHILIKHU C UCIOJIIB30BaHUEM IIpUEMa «pa3Bo-
pot Ha 180 rpaxycoB» Ha ypOBHE COCTOSTEIBHOIO
B OTHOLICHUM IaHIJIUEB CETMEHTa, (popMupoBaHUE
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DHIOPEKTAIBHOIO KOJI0AHAJIBHOIO aHACTOMO3a, IIpe- Kaunnvecknii cayyai 2. Mansuuk JI., ot 2 1o-
BEHTUBHAsl WiIeocTOMUs (puc. 2). PEKOHCTpYKIMS KU-  HOIICHHON OepeMEeHHOCTH, NpOTeKaBIIeH Ha (hoHe
HIeYHOH TpyOKHM yepes 2 Mecsla Mocie HU3BEACHHA.  TeCTAallMOHHOTO caxapHoro auadera, auddysHoro 300a
1 crenenu. OTXOXIEHHE MEKOHMS K KOHILYy 2 CYTOK
nocie cTUMYISInH Kimn3Mod. C 3 CyTOK KHU3HU yXy/-
IIICHUE COCTOSIHUSI peOeHKa 3a cueT MaHU(eCcTalun
CUMIITOMOB KuIIeUHOH mucyHkuuu. [lo pesynbra-
TaM PEHTTCHOJIIOTHYECKOTO MCCICAOBaHNS OPIOLTHOM
MOJIOCTH — HU3Kasl KUIIEYHasi HEMPOXOJUMOCTb, 110
naHHeIM Y3C — mpu3HaKu neputoHuta (puc. 4).

Pucynok 2. CerMeHT TOJCTOI KMIIKH (ciiemnas,
BOCXOJSIII[ast), HOATOTOBJICHHBIN K HU3BEICHHUIO.

Karamues. B nacrosmiee Bpemsi peGeHOK Haxo-
JUTCs 11oJ] HaOmoneHreM kostonpokronora [ UMIKb
1 TacTPOIHTEPOJIOTa 10 MECTY JKUTeJbCTBa: 3-4 me-
(hexkanuu B CyTKH, MPEUMYIIIECTBEHHO TUIT 5 110 bpu-
CTOJIBCKOM ITKaJIe OIIEHWBAHUS Kajla. JMH30/bI KUIIed-
HOU IMCHYHKIMK PEAKHE: KyIHPOBAHUE C TIOMOLIBIO
pueMa CUMETHUKOHA/IIEHOTacUTeNs, TOCTAaHOBKOM
ra300TBOJAHON TpyOku (puc. 3).

Pucynok 4. O630pHast peHTreHorpaMMa OpIOIITHOM
oJIOCTH (3 CYTKH JKU3HH).

1o 3KCTpeHHBIM MOKa3aHUSM PEOCHKY TpOBEICHA
JIarapoTOMHUsI: METIU TOHKOM KMIIKHM PaBHOMEPHO
pacIIMpeHsl Ha BCEM MPOTSKEHUH, PABHOMEPHO 3a-
MOJTHEHBI Ta30M U KHIIEYHBIM COJIEPKUMBIM, TOJCTas
KHUIIKa AWIATHPOBAHA U IIOTHO 3al0JIHEHA MEKOHHUEM,
CTEHKA TOJICTOM KMIIKU yTOJNIIEHa, CepO3Hast 0005104-
Ka FMIIEPEMUPOBaHa, 4epBe0OPa3Hblil OTPOCTOK I'aH-
TPEHO3HO U3MEHEH. BhIoIHeHa KoJocToMa BOCXOIs-
et 00010uHOM KUIKK B 10 ¢M OT MileoLeKalIbHOTo
yIIa, STalHas 3BaKyalllsl KUIIEYHOTO COAEPKUMOTO,
JMraTypHas anfeHIdKTOMUs, caHalus OpPIOIIHON HOo-
Pucynox 3. Bun nepenneii GpromHoii cTeHKH HOCIe noctu. Yepes 19 cyTok BBITUCAH B YOBIETBOPUTEIb-

HEOJHOKPATHBIX ONEPATUBHBIX BMEIIATEIILCTB. HOM COCTOSIHUM. B mocieaytoiiemM HeoJHOKpaTHbIe
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oOpalieHus B TOJIUKIMHUKY 110 MECTY JKUTEIhCTBA
B CBSI3M C SMM30[IlaMU KUIICUHON AUCHYHKIINH, Me-
TEOPU3MOM, 3aTEPXKKOH CTysla HHTEPIIPETUPOBATUCH
KaK TIPOSIBJIICHHS OPIONTMHHBIX CITacK.

B Bo3pacte 10 mecsneB rocnuranu3anust 0o dKc-
TPEHHBIM MMOKa3aHUSIM B CBSA3U C HAPACTAHUEM KIIU-
HUKHU HU3KOM KuieuHod Hempoxogumoctu, CCBO.
[To nanHBIM 0030pHOH peHTreHorpaduu OpraHoB
OPIONTHOM TTOJIOCTH: CUMITTOMBI HU3KOW KHIIIETHOM
HETIPOXOANMOCTH Ha YPOBHE IHUCTAIBHBIX OTICIOB
TOJICTOM KHIIKW, TOKCHYCCKOMN JHJIaTaIliH TOJICTOM
KHIky (puc. 5).

Pucynok 5. O630pHast peHTreHorpaMMa OpIOIIHOM
nosoctu (Bo3pacT - 10 mecsues). IIpusnaku HU3KOM
KUIIEYHON HEeNpOXOIUMOCTH, JAHUJIaTalns
TOJICTOM KHIIKH.

ITo pe3ynbraramM XUPYpPrudyecKoro aHamHesa,
TEUCHUSI HACTOSIIETO COCTOSIHUS, a TaKKe JaHHBIX
PEHTTEHOJIOTUYECKOTO MCCIICOBAHMS BBICKA3aHO
MIPEANOI0KEHHE O MPUCYTCTBUU [ UPIIITPYHT-aCCOIH-
MPOBaHHOTO KonuTa. [Tocne cTabuim3aiuy coOCTOSHUSI
W KYIHPOBAHUSI OCTPOTO MEPHOJIa BOSHUKIIIETO OCIOXK-
HEHUS TI0 Pe3yNbTaTaM J000cen0BaHus (UPPUTOCKO-
IUsL ¢ BOJIOPACTBOPUMBIM KOHTPACTOM, PEKTalbHas
Ouoricus) BepuGUIMPOBAH BPOXK/ICHHBIA araHriino3
TOJICTOM KHUIIKW C araHNIMOHAPHBIM CETMEHTOM Ha
YPOBHE JIECIICHIO-CUTMOBHIHOTO Tepexosa (puc. 6).
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A)

B)

Pucynok 6. Vppurorpamma, npsimast (A) u 60koBast
MIPOEKIIHsI, OTCPOUCHHBI CHUMOK depe3 2 yaca (b).

B nocneayronieM BBINOJIHEHA 3TaHask KOPPEKLUS
MOPOKa: UIEOCTOMHS - OPIOITHO-TIPOMEKHOCTHAS pe-
3eKIUs ¥ HU3BEIeHHe 0000YHON KUIIKU ¢ (hOPMHUPO-
BaHUEM KOJIOAHAJIBHOI'O aHACTOMO3a - PEKOHCTPYKLMS
KHUIIICYHON TPYOKH.

Karamues. B nacrosmiee Bpemsi pebeHOK Haxo-
TuTCs Ton HabmronerneM kojompokTonora [ MUMJIKb:
nedexarust camocTosiTeNbHast, 1-2 pasa/cytku, tam 4-5
no bpucTonsckoii mkane oneHnBanus kana. Jledexa-
st oco3HanHas. [IposBnenuii aHaaIbHON UHKOHTHHEH-
MY HEeT. DTam MOATOTOBKHU K mocTyruieHuto B JI/Y.

O6cysknenue. Jlnarnoctuka 0one3nu [ upmmpys-
ra B HEOHATAJHLHOM TEPHOJIE MPEICTABISET COOOM
JIOBOJIBHO CIIOKHYHO 3aaady. Ha Ham B3msia ycnex
paHHEl CBOEBPEMEHHOM AMArHOCTUKM araHIjlno3a
COCTOHT B CKpPYIyJIE3HOCTH cOOpa aHaMHe3a, aHa-
JIM3a BOBHUKHOBEHUS KIMHUYECKUX DKBUBAJIEHTOB,
a TaK)Ke CONOCTABJIECHUS JAaHHBIX MHTPAONEpPaLHOH-
HOW KapTHHBI U BEIYLIHUX KIMHHKO-aHAMHECTHYE-
CKUX CUMIITOMOB. HeManoBa)kHOe 3HaUY€HHE MMEET
UCIOJIb30BaHUE NPONAraHIMPyEeMOr0 HAMU MPUHIINAIIA
«AMAarHOCTUYECKOM JIECTHULIBI»: BCErAa MEPBUYECH
XUPYPTUYECKUM TUarHos.

B nepBom kImHHYECKOM cilydae MaHH(eCTaus
3a00J1eBaHuUs MTPOU3OIILTA C KIIMHUKA HU3KOH KUIIed-
HOH HernpoxonuMocTu. [IpruuynHamMu HEOTHOKPATHBIX
(Bcero 6) BMEMIaTeNLCTB HA KHUIIEYHOU TpyOKe SBU-
JICh CETMEHTapHbIE HEKPO3bl U CIIOHTAaHHBIE Tepdo-
paumy MoJAB3AOUIHON KUIIKH, YTO CBUAETEIbCTBOBAJIO
0 IPUCYTCTBUM NOBBIIIEHHOIO BHTYPUIIPOCBETHOTO
JTABIICHUS M conpoTuBieHns. O4eBHIHA CTIOpHAs WH-
TEepHpeTanns JAHHBIX UHTPAONEPALMOHHON PEBU3UU
U KJIIMHUYECKOM CUMIITOMAaTUKHU IIPH MEPBUYHOM Jiarna-
poromun. HeoomeHKa IIUTEABHOIO XUPYPrudecKoro
aHaMHe3a IIPUBENA K BBIIOJIHECHUI MHO)KECTBEHHBIX
pe3eKLnid TTOJIB3I0IITHOM KUIIIKK C YKOPOUEHUEM Cer-
MEHTa KHIIKH, OTBEYAIOLIET0 332 BCACBIBAHUE U, KaK
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pe3ynbrar, GopMUpPOBaHKE B OCIESAYIONIEM CHHIPOMA
MainbabcopOImu. Kpome Toro, HeoHOKpaTHBIE BMEIIIa-
TENCTBA B UTOTE TIPUBEITN K ITPOBEICHUIO KOPPEKIHN
araHrano3a yepe3 MpeaBapuTeIbHOEe CTOMUPOBAHUE
MaIenTa.

Bo BTOpOoM cityuae mpecTaBieHa Ka3yuCTUIECKI
penKasi CUTyanus - TaHTPEHO3HBIN aNMeHAUITUT Y HO-
BOpOXKAEHHOTO. [IpeacTaBienHas HHTpaoepanuoHHas
KapTHHA HE TMO3BOJIMJIA 3all003PUTh BPOXKICHHBIN
AraHrIno3 Kak MpUYMHY OCTPOrO BOCIHAJICHUS YepBe-
oOpa3Horo orpocTka. HemooreHka Xupypruaeckoro
aHaMHe3a U KJIIMHUYECKOW KapTUHBI KUILIEYHOW JuUC-
(yHKIIMHM Ha TIPOTSDKEHUH 9 MecsleB Takke He To-
3BOJIJIA PACIIUPUTDH MOKA3aHUS ISl Pa3BEPHYTOTO
obOcnenoBanus Ha npeaMer Oose3nu [mprimypHra.
Pacmmpennas abnoMuHaIbHAsT PEBU3HS, TTPUCOESIH-
HeHue [ upIImpyHr-accOMMUPOBAHHOTO YHTEPOKOINTA
CIIOCOOCTBOBAIN YTSKEICHUIO COCTOSIHHS U TIPOTHO34,
a TaKXKe YCIOXKHUIN TU3aiH XUPYPrUYECKON KOPPEK-
MU TIOpoKa (OPIONTHO-TIPOMEKHOCTHAS PE3EKINs U
HU3BE/ICHNE TOJICTOW KHIIKH Yepe3 MpeIBapuTeIbHOES
CTOMHPOBAHHE MAIMEHTA).

B o06oux HaOmroneHUsIX AeOUHUIMN B TIOCTa-
HOBKE OKOHYATEIHHOIO JINarHO3a PAacCTABHIIH TIO-
JIUTIO3UIIMOHHAS UPPUTOCKOTHS BOJOPACTBOPUMBIM
KOHTPAcTOM U Ouoricusi (peKraibHas/lIeCTHUYHAS) C
MMMYHOTHCTOXHMHUUYECKUM UCCIICIOBAHUEM OMOITaTOB
Ha KaJbPETHHUH.

VYcnoxHeHne oneparuBHOM KOPPEKIIMU araHIiin-
03a TOJICTOW KHIIKH Yepe3 MpeaBapuTeIbHOE CTOMHU-
pPOBaHUE U MPOBEACHUE PACHIMPEHHBIX BMEIIATEIHCTB
Ha OTKPBITOW OPIONIHOM TOJIO0CTH OE3YCIIOBHO TOBBI-
maeT PUCKU (pOopMHUpPOBaHUS a0MOMHHAIBHEIX CIIACK,
THOWHBIX a0IOMUHATBHBIX U PAHEBBIX OCIOKHEHUH,
a TaK)Ke COCTOSIHUM, CBSI3AHHBIX C HOCUTEIHLCTBOM
CTOMBI.

3akJiroueHue.

1. Pannss numaraoctuka Oone3nu [mprimpyHra
Yy HOBOPOXKJEHHBIX CITIOCOOHA OOJIETYUTh BEICHHE
U JICUCHUE MAlUEHTOB, CHU3UTh KOJUYECTBO MPOBE-
JICHHBIX OINEPATHBHBIX BMEMIATEIhCTB M CBS3aHHBIX
C HUMH OCJIOKHEHUH.

2. OnopHBIM aHAMHECTUIECKUM MapKepOM Clie-
JyeT CUUTATh MO3IHEE OTXOKICHUE MEKOHHUS.

3. B ciyuae HECOOTBETCTBUS MHTPAOIEPAIIUOH-
HOW KapTHHBI U KIMHIHYECKUX CHUMIITOMOB HAapyIICHHS
KHIIIEYHOTO TPAH3UTA CIECAYET TyMaTh O MPUCYTCTBUU
araHrIno3a/JUCraHrIn03a TOJICTONW KHUILIKH.

4. CuuraeM, 4YTO BO BCEX CIOPHBIX CIydasX clie-
JIyeT CKIIOHSATHCS B TOJIB3Y MPOBEICHUS JIECTHUIHON
WM PEKTAIBHOM OMOTICHU TOJICTOW KHIIKH C UMMY-
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HOTHUCTOXMMHUYCCKUM HCCIICJOBAHHEM OHONTATOB HaA
KaJIbPCTUHHWH.

JUTEPATYPA
(mm. 6-12 cm. B REFERENCES)

1. T'oBopyxuna O.A. /lnarHocTrKa H JiedeHUE
Oosre3nn ['mprmpyHra y neteil Ha COBpEMEHHOM dTarie
/ O.A. T'oBopyxuna // HoBoctu xupypruu. — 2017. —
T.25, NeS. — C. 510-517.

2. NonoB A.JI. IlostaxkHass OMOTICHS TOJCTON
KHIIKK B UarHoctuke Oojne3nu [wpmmpyHra y Je-
tett / AJI. Monos, A.A. T'oruna, S1.I1. Cynasko, b.JI.
Kymamp // Jlerckas xupyprus. — 2017. — T.21, Ne6.
— C. 291-294.

3. Karan A.B. [IpoOnembl THarHoCTUKH OOIe3HU
IipuimnpyHra y HOBOPOXKACHHBIX: KIIMHAYECKUE TIPH-
Mepol / A.B. Karan, A.H. Kotun, C.A. KapaBaega,
T.B. Kecaesa // [leguatp. — 2020. — T.11, Nel. — C.
83-90.

4. Kayken6Oaesa I.T. KiinHuKo-1MarnocTu4ecKue
0co0CHHOCTH TeueHust Oone3Hu [mprinpyHra y nereit
/ I'T. Kayxenbaesa, H.H. Axmapos, P.3. bopanbaega,
P.P. Aumos, A. Kycannos // Bectank Kazaxckoro Ha-
[IMOHAJIBHOTO MEIUIIMHCKOrO yHUBepcuTeTa. — 2022.
— Nel. — C. 231-237.

5. Uybaposa A.W. OBIT TMaTHOCTUKU U JICUCHUS
HALUEHTOB € TOTAJIbHBIM U CYOTOTAJIbHBIM araHIIHO-
3oM kutrednuka. / AWM. Uybaposa, E.A. Koctomapoga,
O.I. Mokpymmuna, B.C. lllymuxun, C.B. Uepkacosa,
H.®. Hlamos [u np.] // Poccuiickuii BECTHUK IETCKOU
XUPYPTHUH, aHECTE3UOJIOTHH U PEaHUMATOJIOTUH. —

2016. — T.6, Ne2. — C. 26-37.

REFERENCES

1. Govorukhina O.A. Diagnostika i lechenie
bolezni Girshprunga u detey na sovremennom etape
[Diagnosis and treatment of Hirschsprung’s disease
in children at the present stage]. Novosti khirurgii —
News of Surgery, 2017, Vol. 25, No. 5, pp. 510-517.

2. Ionov A.L. Poetazhnaya biopsiya tolstoy kishki
v diagnostike bolezni Girshprunga u detey [Colorectal
staging biopsy in the diagnosis of Hirschsprung’s
disease in children]. Detskaya khirurgiya — Pediatric
Surgery, 2017, Vol. 21, No. 6, pp. 291-294.

3. Kagan A.V. Problemy diagnostiki bolezni Gir-
shprunga u novorozhdennykh: klinicheskie primery
[Diagnostic challenges of neonatal Hirschsprung’s
disease: clinical examples]. Pediatr — Pediatrician,
2020, Vol. 11, No. 1, pp. 83-90.

4. Kaukenbaeva G.T. Kliniko-diagnosticheskie
osobennosti techeniya bolezni Girshprunga u detey



Hueaxoopuu manoypycmuu Toyuxucmon, Ne2 (361), 2024

[Clinical and diagnostic features of the course of
Hirschsprung’s disease in children]. Vestnik Kazakhsk-
ogo Natsionalnogo meditsinskogo universiteta - Bulle-
tin of the Kazakh National Medical University, 2022,
No. 1, pp. 231-237.

5. Chubarova A.l. Opyt diagnostiki i lecheni-
ya patsientov s totalnym i subtotalnym agangliozom
kishechnika [Experience in the diagnosis and treat-
ment of patients with total and subtotal intestinal
agangliosis]. Rossiyskiy vestnik detskoy khirurgii,
anesteziologii i reanimatologii - Russian Bulletin of
Pediatric Surgery, Anesthesiology and Intensive Care,
2016, Vol. 6, No. 2, pp. 26-37.

6. Ambartsumyan L. Diagnosis of Hirschsprung
Disease. Pediatric and developmental pathology: the
official journal of the Society for Pediatric Pathology
and the Paediatric Pathology Society, 2020, Vol. 23,
No. 1, pp. 8-22.

7. Bhattarai C. The RET gene encodes RET pro-
tein, which triggers intracellular signaling pathways
for enteric neurogenesis, and RET mutation results
in Hirschsprung’s disease. AIMS Neuroscience, 2022,
Vol. 9, No. 1, pp. 128-149.

8. Gorbatyuk O.M. Current approaches to diag-
nosis and treatment of hirschsprung disease in new-
borns and infants (literature review and first-hand
experience). Wiadomosci lekarskie, 2022, Vol. 75,
No. 4 (pt 2), pp. 1026-1030.

9. Hei Ha J.L. Embryology and anatomy of
Hirschsprung disease. Seminars in pediatric surgery,
2022, Vol. 31, No. 6, pp. 151227.

10. Klein M. Hirschsprung’s Disease-Recent Un-
derstanding of Embryonic Aspects, Etiopathogenesis
and Future Treatment Avenues. Medicina, 2020, Vol.
56, No. 11, pp. 611.

11. Lotfollahzadeh S. Hirschsprung Disease. Stat-
Pearls Publ., 2023.

12. Available at: https://www.ncbi.nlm.nih.gov/
books/NBK562142/

13. Tilghman J.M. Molecular Genetic Anatomy
and Risk Profile of Hirschsprung’s Disease. The New
England journal of medicine, 2019, Vol. 380, No. 15,
pp. 1421-1432.

XWIOCA

H. M. CrenanoBa, B.A. HoBo:ku.ios,
IO.1. IletpoBa, FO.A. TeabHoBa

BEMOPWH T'HPIUIIPYHT JAP KYJIAKOHH
HAB30J: BEMOPUXO «HHUKOB»

Makcaan TaXKMKOT: TIEITHUXO/] KapJaHu NUMKO-
HOTH SXTUMONUHU O6eMopuu ['mpmmpyHr gap gaBpau
HaB30/IH.

Yeynaxou MaBoa Ba TaXKMKOT. Jlap maxona 2
X0JIaTH KIMHUKWU 3yXypy aJIOMaTXou KIMHUKHAU Oe-
Mopuu [MpImpyHTpo Aap HaB30JO0H JAap MIAKIH dHTE-
POKOJIMTH HEKPOTU3# Aap Tu(Iu HaB301 00 CYpOXUH
CTUXUSIBUH Py/Iall TEPMHUHAI Ba MyJIOXMJIAXOH YaH/IKa-
param qappoxuu Oanii a3 cabadu TaKpopu CYpOXXo,
HOKOMHH aHaCTOMOTHKH Iac a3 0apKapopcosi TaBcud)
MekyHeM. [lalimonmmm ka3yncTun makiu mnepdopar-
CHSIML ITeHIMCHTH a i ap TGN HaB30J Aap 3
py3u Xaét, MaH3apau MUHOabaanu ad30sHIan KIMHU-
KMH BaWpOHIIABUH PyIax0, KM XaMUyH «SIOTUIIXOU
MIEPUTOHEANIT» XUCOOHIa MEITaBaH I, MUCOIIU HOANPHU
MaiIoONII Ba JapaéHU araHmIMOHO3X0W pyaa Me0o-
ma.

Haruyaxom TaxKMKOT Ba MYXOKHMaHl OHXO.
Adzonmn 6emopun ['UpIImpyHT gap JaBpad aBBaJId
HEOHATaJIl akcap BaKT 00 HAMYIXOW JHUTap MYII-
KIJIOTH IIWKaMpO MalTHpH MEKyHaJl, KH XaHTOMHU
OaHaKImIarupuy TapXpe3uu AaxoyiaTh Yappoxi 6apou
¢anmokaru Mymaxxacu mmkam 0osz 0a Hazap rupudra
maBaHa. AHaMHE3, TACBUPH KIMHHUKA Ba Tadcupu
JIyPYCTH TaCBHPH MHTpAIEpPaTUBAl aXxaMHUATH KaM Ha-
JopasA. baliHu TacBUpU MaKpOCKONUU «IHTEPOKOIUTH
HEKPOTUKI» Ba CYpOXUU CTUXHUSABHUU JEBOPaX pPyla Ba
IXTUMOITUSITH HUXOST MACTH MHKUIIOPH «arlleHIUCH-
TH IIaJWIA TAHTPEHO3M» ap JaBpau aBBaJId HEOHa-
Tanupo Gapk KapjaH Jio3uM act. [lap Xxama Xoiarxou
0axCHOK Ba HMTapOHKyHaHIa aap Oopam 6emopuun
I'mpmmpynr, gaxonatu gappoxi 0osix 60 ckaleH Ba
OMOTICUSN PEKTaNl MJIOBa Kap/a IIaBaj.

Xynaoca. Tamxucu 6apBaktu 0emopuu I'mpi-
NPYHT Aap TA(IOHM HAB30J METABOHAJl MJ0pa Ba
TabobaTn 6EMOPOHPO OCOH TapAoHaJ, IIymMOpau
MYZIOXHMIIaX0M YappOXUH aHYOMIIY/a Ba MYIIKHIIUXOU
0a OH a;oKaMaHIPO KOXMII AWXAJI. XaHTOMH
HOMYBOGUK OyJnaHW TaCBUPU HHTpAriepaTHUBi Ba
aJIOMaTXOH KIMHUKUH BaipOHIIIABUY TPAH3WUTH PyAa,
nap 6opan MaBUyIUATH arHJIMOHO3 JWCTAHTIIHO3U
pyna ¢buKp KapaaH JO3UM acT.

Kanumaxou kaaumai: aranarianos3, 0emMopun
I'mpmmpyHr, 00CTpyKCHIH pyaa, X0narTu KIWHUKMA, 9H-
TEPOKOJIUTH HEKPOTHKH, allleHIUTCUT Aap HaB30AOH.
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