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bonesHb MMpwnpyHra, Kak NpaBuno, NPOSBASETCS B MepBble OHWU XM3HWM pebeHka. CylwecTBoBaHWeE pa3nnyHbiX GOpM
M BapuaHTOB ee MpOsB/EHUS SBASETCS OCHOBHOM MPUYMHOW TOrO, YTO y 4acTW NauMeHToB 3aboneBaHWe He AMaArHo-
cTupyetca B nepuoge HosopoxaeHHocTn. C 2008 no 2019 r. B [leTCKOM ropoLCcKOM MHOronpo@uibHOM KAMHUYECKOM
CneumManu3vpoBaHHOM LLEHTPE BbICOKUX MeAULMHCKUX TexHonoruit r. CaHnkT-leTepbypra HaxoAMNWUCb Ha NlevyeHuu
75 peTei pa3HOro Bospacta C pasfinyHbiMM GpopMamu 6onesHu MmpwnpyHra. B 21 cnyyae guarHos He 6bin yCTaHOB-
neH cpasy nocne poxaeHus. Y 11 HOBOPOXAEHHbIX CUMNTOMbI 3aboneBaHnsa ObiivM HEAPKUMMU U KYNUPOBANUChb Cpasy
nocne ONOPOXHEHUS KULWeYHMKA. Y 2 paeTer C CONyTCTBYHOLWEN reHeTuyeckon natonorvent 6onesHb MmpunpyHra 6bina
3anof03peHa Mo3AHO, B CBA3M C UMEKLWMMUCS 0COOEHHOCTAMMU OMOPOXHEHWUS KULIEYHUKA Yy ITOM rpynnbl HGONbHbIX.
Y yacTv naumeHToB 3aboneBaHWe NPOSBUIOCH B BMAE CTOMKOW 3apaepXku CTyna B H6onee ctapwem Bo3pacTe. B ctatbe
npueeneHbl KAMHNU4YeCKne npumMepbl OCHOBHbIX AMATHOCTUYECKUX ownbok Yy NauneHToB C 6onesHblo FMpLunpyHra nnun
nopospeHneM Ha Hee. OWMOKM AMArHOCTMKM Y LeTell paHHEro BO3pacTa CBA3aHbl KakK C OTCYTCTBMEM XMPYPruyeckoin
HAaCTOPOXEHHOCTU Y HEOHATONIOMOB POAUIIbHBIX LOMOB U OTAENEHUI HOBOPOXAEHHbIX, TaK MU HENPABUIbHOW TPakTOBKOM
KJMHUYECKON U PEHTreHONOrMYeckon KapTuHbl. [eTn B TeyeHMe MHOrMX NieT MOryT HabnwoaatbCsa M NeunuTbCs y pas-
JIMYHBIX CNELManUCToB, NPeXae YeM MOoMaayT B MOfe 3peHUs LeTCKOro xupypra.

KnioueBble cnoBa: 60ne3Hb MPLWNPYHra; araHrino3; HOBOPOXAEHHbIE; KMLWEYHas HenpOXOAMMOCTb; AMArHOCTUYECKUE
OLINOKU.
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Hirschsprung’s disease usually manifests from the first days of life and is diagnosed in the newborn period. In some
patients Hirschsprung’s disease can’t be diagnosed in the newborn period because of different forms of disease and
clinical features. From 2008 to 2019 75 patients with Hirschsprung’s disease were operated in the City Children’s
Hospital No. 1. 21 patients had delayed diagnosis. 11 newborns didn’t have very clear clinical symptoms, intestinal
obstruction disappeared after decompression. 2 patients with associated chromosomal disorders were diagnosed
with Hirschsprung’s disease later because of. In some of older patients disease manifested with severe constipa-
tions. Also, we presented some clinical cases of major diagnostic errors in patients with Hirschsprung’s disease.
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Conclusion. Diagnostic errors in patients with Hirschsprung’s disease are associated with the lack of alertness of
neonatologists and inadequate interpretation of clinical manifestations and X-ray study. For many years these children
can be treated by different specialists before having surgical consult.

Keywords: Hirschsprung’s disease; aganglionosis; newborns; intestinal obstruction; diagnostic errors.

BBEAEHMUE

bosiesus T'mpuinpyHra TpagulMOHHO MNpPUBJIEKaeT
BHUMAaHUE NETCKUX XHPYProB. MHOTOYHNCICHHBIC Ha-
YYHBIE HCCIEOBAaHUS HEYKIOHHO NPHUONMKAIOT HAc
K MIOHUMAHUIO TeHETHYECKNX OCHOB W MaTO(U3UOIIO-
ruu 3a0oJieBaHusl, OOBSICHEHNIO OCOOEHHOCTEN Teue-
HUsI, IPUYUH Pa3BUTHS OCIOKHEHUN. B mociennme
JIECATUJIETUS. TPOU3ONUIN CEepPbEe3Hble HM3MEHEHUS
B TEXHUKE XUPYpPrU4YecKoro jeueHus. Bmecte ¢ Tem
KIIMHAYEeCKas JUArHOCTUKA BPOXKIEHHOTO araHriIvo-
3a TOJICTOM KMILKH O CHUX HOP SIBISETCS CIOXKHOM,
a TOTOMY YpEe3BbIYAHO aKTyaJdbHOW MPOOIEMOIA.
[lonTBepxneHneM CIyX HUT OOJBIIOE KOJUYECTBO
JIMAarHOCTHYECKUX OIIMOOK, OMMCAHHBIX B JIUTEpaTy-
pe [7]. 3aboneBanue, kak mpaBmio (90 %), mposBis-
eTCS B TEpBBIC JHU KH3HHU pebenka [6, 15]. Cymie-
CTBOBaHWE pazM4YHBIX (opM Oone3Hu [mpmmpyHra
U BapUAHTOB €€ MPOSBICHUS MPUBOJUT K TOMY, UYTO
y YacTH MAIMEHTOB 3a00JeBaHUE HE TUATHOCTUPYET-
Cs B TEpUOJIe HOBOPOXKIECHHOCTH. DTO MOXKET OBIThH
CBS3aHO KaK C OTCYTCTBHEM XHPYpPTHYECKOW HACTO-
POKEHHOCTH Yy HEOHATOJIOTOB POIUIBHBIX JOMOB
Y OTJEJICHUI HOBOPOXKJICHHBIX, TaK M HEMPABUILHOU
TPAKTOBKOM KJIMHUYECKOW U PEHTIECHOJIOTHYECKON
KapTUHBL. [leTn B TedeHre MHOTHUX JIET MOTYT HaOIro-
JIaThCSl Y Pa3IUYHBIX CHEIUATNCTOB, MPEXKIE YeM T10-
najyT B MoJie 3peHHs JeTckoro xupypra. Onucanue
0COOEHHOCTEH TmposiBieHUs Oone3nu [wuprmpyHra
Y HOBOPOXKJEHHBIX W CBS3aHHBIX C 9TUM JIUATrHOCTHU-
YECKMX M TaKTHYECKUX OMMOOK HECOMHEHHO MMEET
OO0JBIIIOE TIPAKTUYECKOE 3HAYCHHE.

B 2008-2019 rr. B JleTckoM TOPOACKOM MHOTO-
MpOo(GUIBPHOM  KIMHUYECKOM  CIICIUATH3UPOBAHHOM
[IEHTPE BBICOKUX MEIUIIMHCKUX TexHoioruii CaHKT-
[TerepOypra HaXOmMWIUCH Ha JICUCHUU 75 ACTEH mepro-
Jla HOBOPOXKIEHHOCTH U TPYJHOTO BO3pacTa ¢ pasiuy-
HeIMU (opmamu Ooneznu ['mpummpynra. Y 67 nereit
(89 %) 3aboeBanue MPOSIBUIIOCH C EPBBIX THEH KU3-
HU CUMIITOMaMH KHIIEYHON HempoxoauMocT. OaHaKo
TONBKO Y 54 W3 HUX InarHo3 ObUT YCTAHOBJIEH Cpasy
nocie poxacHus. Y 9 HOBOPOKICHHBIX, BHIMMUCAHHBIX
U3 POOWIBHOTO JoMa 0e3 XHpPYPruueckoro IuarHosa,
CUMIITOMBI OBUTH HEIPKUMH M KyIHPOBAIUCH IOCIE
MMOCTAHOBKH Ta300TBOJHOW TPYOKH W OIOPOKHEHHS
TOJICTOW KUIIKU. Bce OHM B TeueHHe MEPBOTO Mecsla
#u3HU (uepe3 1-30 cyT mocnie BBIMHUCKHA U3 POAMIIB-
HOTO JIOMa) MOCTYIWIA B XUPYPTUYECKUN CTAIMOHAD
C KJIMHUKOM KMIIEYHOM HEMPOXOAUMOCTU WIH SHTEPO-

xomuTta. Ilocne oOcienoBanus y aereil ObLia JIUArHO-
cTupoBaHa Oone3np ['mpmmpynra. J[Ba pebenka ObuH
nepeBe/IeHbl U3 POAMIBHOTO JIOMa B OTACJICHUE TaTo-
JIOTMU HOBOPOXKJICHHBIX C ITO03PEHHEM Ha KHIIEYHYIO
HEIMPOXOANMOCTh, OO0CIIEIOBaHbl PEHTTCHOIOTUYECKI
(o030pHas peHTreHorpaMMa OpIOITHOM IOJIOCTH), HO
XUpypruueckas narojorus Obiia uckioueHa. OmuH
W3 HHUX TOCTYIUWII MOBTOPHO 4epe3 3 Hex. MOocie BbI-
MUCKU W3 OONBHMLEBI C kKalodaMH Ha B3AYyTHE >KHUBO-
Ta U OTCYTCTBHE CaMOCTOSITEIILHOTO cTyia. Btopoit
peOeHOK OBLT MPOOIIEPUPOBAH IO TMTOBOLY KHIICUHOM
HEmpoxonuMocTu B Bo3pacte 10 mec. J/IBa mammenra
¢ cunapomoM JlayHa ¥ TIO3[HEH TUAarHOCTHKOM Oomes-
HU [mpmmpyHra HaXoAWJIUCh B CTAI[MOHAPE 10 MOBO-
JIy COIIyTCTBYIOIIMX 3a00JeBaHWi (HEZOHOIIEHHOCTS,
BHyTpHaMHHOTHYECKass WH(pEKIus). Y HUX HE OBUIO
C PpOXACHUA BBIPAKCHHLIX CHMIITOMOB KHIIIEYHON
HENPOXOJUMOCTH, KPOME OTCYTCTBHSI CaMOCTOSITENb-
HOoro cryna. llepBoHa4ambHO COCTOSIHHE DTHX JeTel
TPaKTOBAIOCH KaK (PU3MOJIOTHIECKOE, 00YCIOBICHHOE
HECIOHOIICHHOCTBO HJIN HHCKHHCSHeﬁ KHIIICYHHUKA I10
TUIIOMOTOPHOMY THILY, XAapaKTEpHOM I CUHApPOMA
Hayna. B nanpHeiimeM oHH ObUTH 00CIIEIOBaHBI PEHT-
TeHOJIOTUYEeCKH, W Oblla BBIsABICHAa Oose3Hb [ wmpm-
npyHra. ¥ 8 u3 21 mamnueHTta ¢ mo3jgHed JUarHOCTH-
KOWl 3a00JieBaHMA OCHOBHOH >kajo0o0i OBLIHM 3aropsl,
4YTO IPUBEIO K TOMY, YTO XHUPYPIUUECKUI JUArHo3
ObUI yCTaHOBJIEH TOJBKO B 0Oojiee CTapiieM BO3pacTe
(2 mecsama—2 roma).

Ha ocHoBaHnM Hamiero ompITa MBI TPEACTABISAEM
KIIMHUYCCKHUEC MNPHUMEPBI OCHOBHBLIX AUArHOCTUYCCKUX
omKOOK y MalMeHTOB ¢ Oone3Hbio [wpmmpyHra uim
ITOJIO3PEHUEM Ha Hee.

KNMHUYECKUIA CNNYYA# 1

JIOHOIIIEHHBIH TTOJTHOBECHBIM PEOCHOK TOCTYIHI Ha
5-e CYT *H3HHU B CTAIlOHAp C KajIo0aMH Ha B3IyTHE
JKUBOTA, CPBITUBAHUS C IMPUMECHIO JKEITYd U OTCYT-
cTBHe cTyna. Ha 0030pHOI peHTreHorpaMmme OprOIIHOM
TIOJIOCTH BBISIBJICHO PaBHOMEPHOE pacIipe/ieieHne ra3a
M0 KUIIEYHUKY 03 YPOBHEH KUIKOCTH U pa3ayTas Ha
BCEM TPOTSHKCHHUU Ta30M TOJICTas Kuiika (puc. 1, 2).

[Tocne BBHITIONMHEHUS BBICOKOTO TPOMBIBAHHS TOJI-
CTOH KHIIKMA OTOILIO OOJBIOE KOJTHYECTBO KAlllH-
11e00pa3HoOro CTyJa U Ta30B, JKUBOT YMEHBITHIICS
B pasMmepax. JluarHo3 KUIIEYHONH HENPOXOJUMOCTH
ObUT uCKIFOYeH. B mocnenyromue gHU peOCHOK He
CPBITHBaJ, THTAHWE YCBaWBAJl, PETYISAPHO OTXOIUI
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Puc. 1. 0630pHas peHTreHorpamMMa GpIOLIHOI NONOCTH
Fig. 1. Plain abdominal X-ray

CaMOCTOSITeNIbHBIN CTyN. Bbiucan Ha amOynaropHoe
JIEYEHUE C JWAarHO30M: THUIOKCHYECKU-HIIEMUYECKOE
MOPAKEHUE LEHPAJIbHONM HEPBHOM CHCTEMBI, BEreTO-
BHCIICpATBHBIA CHHApPOM. Ha 2-M Mecsie >Ku3HH I10-
SIBUJIACh TEHJCHIMSA K 33Iep)KKe CTyla, KOTopas Hapac-
Tana B JuHaMuke. PeOeHOK HaOIOmancs MeauaTpom
W HU pazy He OBUI OCMOTpeH XHupyprom. B xupyp-
TUYECKHUH CTalMoHap MOCTymwiI B Bo3pacte 10 mec.
C KJIMHUKOW KHINEYHON HEmpOXoauMocTH (puc. 2).
[Ipu peBu3uM OpIOUIHOW MOJIOCTH BBISIBIEHO pac-
IIMPEHUE TOJNCTOM KHUIUKM B HUCXOMSIIEM OTIENE
10 89 cMm u cyxenue 1o 1,5 cM B pEKTOCUIMOM/I-
HOM (puc. 3). BrImonHeHa OWMOIICHS TOJCTOW KHIITKH,
HAJIOKEHA JBOMHAsI KOJIOCTOMAa HA HUCXOASAILUMI OTAEI.
IIpu rucronorndeckoM HMCCle0OBaHUN YCTAaHOBIEHO OT-
CYTCTBHE HEPBHBIX FAHIINEB B PEKTOCUTMOUIHOM OTJIE-
Je. B nanpHeieM BBIIONHEHA PaJUKaJIbHAs ONEpaLs.

KJMHUYECKWNIA CNYYAN 2

JloHOIIEHHBI PEOCHOK MOCTYIHI B BO3pacTe 3 CyT
JKU3HU C KJIMHHUKOM KHUIIEYHOH HENpOXOJUMOCTHU: CPbI-
IMBaHUS C NPUMECHIO JKEJIYM, B3AyTHUE >XHUBOTA, OT-
cytctBue cryna. OcMOTp MPOMEXKHOCTH peOeHKa He
BBI3BaJI BOIIPOCOB y XUPYpPra, M0 KIMHUKO-PEHTI€HOJIO-

Puc. 4. Uppurorpacdus
Fig. 4. Contrast enema

Puc. 2. Bupa xuBoTa nepepn onepauuen
Fig. 2. Abdomen view before the surgery

Puc. 3. UHTpaonepaunoHHas KapTUHa
Fig. 3. Intraoperative view

THYECKUM JIAaHHBIM ObLla 3arojo3peHa Oose3np [wupi-
npyHra. E’keIHEBHO BBIMOMHSIUCH OYUCTUTEIIBHBIC
Ku3Mbl. KoHTpacTHOE HccaenoBaHUE TOJICTOM KHILKU
Mpou3BeieHo B Bo3pacte 14 mueit xu3uu. [lo maHHBIM
uppurorpaguy BBISBICHO PE3KOE PpACIIUPEHHUE JIHC-
TaJBHOTO OTJIEJIa CUTMOBUIHOM KHUIIKH (puC. 4).
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Jlnarno3 pekTocurMouaHoM popmel 6oneznu ['upr-
MpyHra Ka3aJjcsl OUYeBHIHBIM M ObLIM MTOCTABJIEHBI MO-
Ka3aHHA K ONepaTHMBHOMY JiedeHuto. Ha omepanuon-
HOM CTOJIE TIPH TOMBITKE OMOPOXHEHUS KHIICYHHKA
BBISIBJIEHO 3aTPyJHEHHE MPU 3aBEJEHUH I'a300TBOIHOM
TpyOKH. 3am0103pEH CTEHO3 aHyca W NPSMON KHUILIKH.
Brimonneno kannOpoBouHoe OyXMpPOBaHHE, HA OCHO-
BaHWH KOTOPOTO JHUAarHo3 OBLT MOATBEpkIeH. PeOeHok
CHAT C OllepalMOHHOro croia. bone3np 'mpumpysra
Obu1a uckioueHa. [Iponeyen KoHCEPBaTHBHO CUCTEMA-
TUYECKUM OY:KUPOBAHUEM.

KNMHUYECKUIA CNYYAH 3

B xupyprudeckuii cramuoHap mocTynuia peOeHOK
Ha 2-€ CYTKM >KU3HHM C KJIMHUKOW KHUIIEYHOU HEmpo-
xonmumoctd. [lo maHHBIM 0030pHOI peHTreHorpaduu
u uppurorpaduu 3armomo3peHa 00Je3Hb | upmrmpyHTa
(puc. 5, 6).

ITocne BbpINONHEHUS BBICOKOW OYUCTUTEIbHOU
KJIU3MBI TIOJTYYEHO OOJBIIOE KOIHYECTBO IKHJIKO-
ro CTyJa, Ta30B, )XKHUBOT YMEHBIIWJICS B pa3Mepax.
[InanupoBasoch TPOAOKEHHE KOHCEPBATHBHOTO
JICYCHUS B BHJE CXKCIHEBHBIX CHU(OHHBIX KIIH3M
u aHTHOakTepuanbHOH Tepanuu. OnHako yepe3
CYTKHM MHPOU3O0IUIO YXYALICHHE COCTOSHUSI, HAPOCIO
B3[yTHE JKHBOTA. BBIMOIHEHBI TOBTOPHBIE pEHTIE-

Puc. 5. O630pHasa peHTreHorpaMMa 6pHOLWIHOI NOAOCTH
Fig. 5. Plain abdominal X-ray

Puc. 6. Uppurorpacdus
Fig. 6. Contrast enema

HOTpaMMbl OPIOIIHOH MOJIOCTH, BBISIBICH CBOOOJHBIN
ra3. PeOeHOK MOATOTOBIEH K ONEPAaTUBHOMY Jiede-
HHUIO B CPOYHOM Topsiake. [Ipm peBm3nn OpromrHo#M
MoJIOCTH OoOHapykeHa nepdoparus TOJICTON KHILIKH
B 00J1aCTH WIJIEOLeKaIbHOTO yriia. Bocxoasimas u mo-
nepeyHo-00010uHasl KHIIKA OBLIM YMEPEHHO pac-
mUpeHbl 10 2—-3 CM, a OT CENe3eHOYHOTO yrIjia [0
PEKTOCUTMOHIHOTO OT/IeJla KHUIIKa BOPOHKOOOpPa3HO
cyxkuBanace a0 0,8-0,6 cm. HMuTpaomepannoHHas
KapTHHa COOTBETCTBOBajia MPEJCTABICHUIO O 0oJe3-
HU [UpHInpyHra, HO ONEHUTh MPOTSKEHHOCTHh 30HEI
araHIIno3a He MPEACTAaBIUIOCh BOBMOXKHBIM. Herb-
351 OBIIO WCKIIOYWTH TOTAJbHBIN araHIINO3 TOJICTOM
KMILIKH, TO3TOMY ObLla HaJlO)K€Ha JBOIHAs HIJIEOCTO-
Ma W B35Ta MO3Ta)xKHas OHMOICHUS TOJCTOM KHIIKH,
riephopalioHHOe OTBEPCTHE YIIUTO. YIUBHUTEIbHBI-
MH OKa3aJINCh Pe3yabTaThl THCTOJIOTHIECKOTO HCCIe-
JIOBaHUS, KOTOpOE TOKa3ajio, YTO HEPBHBIN ammapar
TOJICTOW KWUIIKK C(pOpMHUpPOBaH mpaBuibHO. OpHa-
KO OOHApyXeHO TOTaJbHOE TPHUOKOBOE TOpakeHHE
KHUIIEYHON CTEHKHU BO BCEX OTJHENaX, YTO, BO3MOXKHO,
7 SBIJIOCH NMPUYWHOU TIepdoparuyi TOJICTONH KHIIKH.
[TocneonepanrioHHOE TedueHHE 0€3 XUPYPTHUECKUX
ocioxHeHuH. Yepe3 2 Mec. BBIIIOJIHEHO 3aKphITHE
HJIEOCTOMBI. BeI3opoBieHue.

bonesns ['mpuinpyHra yamie BCTpedaeTcst y JTOHO-
IICHHBIX MTOJIHOBECHBIX JIETEH U MPOSBIIACTCSA TPHAIOH
CUMITOMOB: B3IYyTHEM JKHBOTa, PBOTOM C MPUMECHIO
JKEMUU U 3aIePKKOM oTXoxkaeHust mexkonus [6]. Cie-
JyeT TIOMHUTB, 4TO y 98 % 310pOBBIX HOBOPOXKIEH-
HBIX MEKOHUU OTXOOUT B IepBble 24 1 xu3HH [1, 6,
10, 11], Torma, kak y meteit ¢ 6one3Hpio I mpmmpyHra
B 9TH CPOKH IEPBBIil CTYJ caMOCTOSITENIbHO, KaK Ipa-
BHJIO, HE OTXOJUT, HO €ro MOXHO MOJIY4YUTh C IO-
MOIIBIO Ta300TBOAHOW TpyOku. Ilpm sTOoM y OGoOmb-
IIMHCTBA JIETe ¢ KOPOTKOM 30HOM araHmino3a mnocie
OTXOXKJIEHUSI CTyJda W Ta30B pa3pellaeTcs KHUIIeYHas
HEIPOXOJUMOCTb, JKUBOT YMEHBIIAeTCcsd B pa3Mepax
1 yaydmiaercst coctosiHue. « CBETIBI» MEpPHOA Y HO-
BOPOXKJIEHHBIX ¢ 0oJe3HbI0 | mpIimpyHra, Korjga ume-
eTCSl CaMOCTOATEIBHBIA CTYJ, XOTS U B HEOOJIBIIOM
KOJIMYECTBE, MOXKET JJIUTHCS OT HECKONbKHUX JHEH 10
HECKOJIBKHMX Hezelb. IMeHHO 3To sBisieTcsl caMoi va-
CTOW MPUYHHON JUATHOCTHUYECKUX ONIMOOK HEOHATO-
noroB. KnuHMYecKre CUMITTOMBI Y 3THX JIeTel OObId-
HO OOBSCHSIIOTCS TIPOSBICHUEM ITape3a KUIIEYHHKa Ha
(hoHE YEPENHO-MO3rOBOM WJIM CIUHAJIBHON TpPaBMBI,
TCUIIOKCHHM B POAax, BHYTPHAMHHUOTHUYECKOW HH(EK-
MU C TOPaKEHUEM JKEITyJOYHO-KHUIIEYHOTO TPaKTa.
OpHako HAAO TMOMHHTH, YTO OMOPOKHEHHE KHIIIeU-
HUKAa y neTedl ¢ Oone3Hwio [mpmimpyHra oOBIYHO HE
ObIBacT MOJHBIM, KaK MMPAaBHIIO, COXPAHSIETCs B3IYyTHE
JKUBOTA, MEPHOANYECKH KOHTYPHPYIOTCSI pacIIMpeH-
Has TOJCTasl KHIIKA.
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PE3YNbTATbl N OBCYXXAEHUE

SlpxuM TiprMEpOM HETOOIEHKN KIIMHUYECKOH Kap-
THUHBI CITY)KUT cinydaid 1. OTcyTcTBHE SIPKUX CHMITO-
MOB KHUIIIEYHOH HEMPOXOAUMOCTH M 3(P(HEKTUBHOCTD
OYHUCTUTEILHON KIU3MBI TO3BOJIMIIHN YK€ B IICPBLIC
JHU KM3HH HCKIIIOYHTH Yy peOeHKa XHPYPTUYECKYIO
MaToNOTHI0. TpaBMaTHYHBIE POIBI M HCIIOIB30BaHHE
BaKyyM-DKCTPaKIIUU JJIS POIOPA3pEIIeHUs] CTalIu OcC-
HOBOH JyIs OIIMOOYHOW HMHTEPIPETAMA €r0 COCTOs-
Husi. [larment HaOmromancss kak peOCHOK ¢ Mape3oM
KHIIIeYHUKa Ha (OHE YepermHO-CIUHAIBLHOW TPaBMEI.
Ha o0630pHOlf peHTreHorpaMMe OpIONMTHOW ITOJIOCTH
pacliupeHue TOJICTOM KHIIKH Ha BCEM IIPOTANKCHUN
Obul0 HemooleHeHo. Hamnume «cBetnoro» mpome-
JKYTKa, XapaKTEPU3YIOMIETOCS OTXOXKJICHUEM CTyJIa,
TIOJTHOCTHI0 WCKITIOUMIIO KaKWe-IM0O TOJ03peHus] Ha
XUPYPTUUYECKYIO0 TaToNoruio. PeOeHOK ObUT BBITIHICAH
Ha amOyrnaTopHOE JIeYeHHe TMeAnaTrpoM 0e3 peKoMeH-
Jannu AaibHeliero Haomonenus xupyprom. Crenyer
OTMETHUTh, YTO TOAO3PEHHE Ha KHIIEYHYI HEIpPOXO-
JUMOCTD, 3aJIepKKy OTXOXKJIEHHS MEKOHHS W pacIlu-
peHuc TOJICTOM KHIIKHU Inmpu  PEHTICHOJOTHUYCCKOM
WCCIIEJOBAHUN Y JIET€H MEPBBIX JTHEW KU3HU JOJIK-
Hbl HABOJUTh HEOHATOJOra M TeM Ooliee XuUpypra Ha
MBICITb O BO3MOKHOCTH Ooze3nu ['mpmmpysra. B mo-
MOOHBIX CITydasX IeJIeCco00pa3HO BBHITONIHITH UPPHUTO-
CKOITMI0, KOTOpasd IMO3BOJIUT YyCTaAaHOBHTDH HpaBHHBHBIﬁ
JIMarHo3 B OOJNBLIMHCTBE CIIy4yacs.

SlpkuM pUMEpOM HEBHUMATEIBHOTO OTHOIICHUS
K OCMOTpPY TPOMEXKHOCTH CIYXHUT cllydail 2 HOBO-
POXICHHOTO pe0eHKa CO CTEHO30M aHyca M MPsAMOi
kumku. [Ipu mepBUYHOM 00CICIOBAHUM TAIMEHTA
C TIOAO3pEHHEM Ha BPOXICHHYIO KHIICYHYIO He-
MPOXOIMMOCTh MOXXHO IOJYYUTh MHOTO I[EHHOU
uH(OpPMalMi W COCTaBUThH NallbHEHIIWH IaH 00-
cle/loBaHus. 3ajadell Xupypra SBIsIeTCS HE TOJBKO
BBISIBJICHHE CHMITOMOB KHIIICUHOM HETIPOXOAUMO-
CTH, HO W OIICHKa IPaBHILHOCTH (POPMHUPOBAHUS
MPOMEXHOCTH. HeoOXoanMO HCKIIOYUTH Pa3InYHBIC
BapHaHTHl aHOPEKTAIHHBIX AaHOMAINH — OT aTpe3uH
aHyca u HpHMOﬁ KHIIKW C HAPY>KHBIMU CBUIAMU 10
CTEHO3a aHyca M NpsAMOW kumku. IIpusHakoMm BO3-
MOXKHOTO CTEHO3a MPSMOHN KHUIIIKH MOXET CIIYKHUTh
(hopMa aHANBHOTO OTBEPCTHS, PACIIOIATAIONIETOCS
B IIyOMHE KOXKHOW BOpOHKHW (puc. 7). B stom ciy-
qaec HeO6XOI[I/IMO BBITTOJIHUTH KaJII/I6pOBKy AHaJIbHOT'O
KaHasa, KOTOPBIH J0JDKeH OecrpensTCTBEHHO MPOITy-
ckatb Oyx Ne 10.

IIpm ocMoOTpe HOBOPOXKIEHHBIX C CHMITOMAMH
KHUIIICYHOH HETPOXOANMOCTH HEOOXOIUMO OOpaTHUTh
BHHUMaHUE U Ha HaJIW4YUE OPYTUX IIOPOKOB DPa3BUTH
U XPOMOCOMHBIX aHoManuid. CoYeTaHHbIC TOPOKH
y nmereil ¢ OonesHpio ['mpmmpyHra BCTpedaroTcs HE
Tak Jacto (2-8 %) [6, 8, 9, 12—14]. Cpean HUX MOKHO

BBIJICIIMTH aHOMAJIUU PA3BUTHS KETYIOUHO-KUIIIEYHOTO
TpPaKTa, CEpACYHO-COCYAUCTON, HEPBHOW U MOYEIONIO-
Bo# cucteM. Hamuoro gare ¢ 6one3npio [ upmompyHra
COYETAIOTCS I'eHEeTHYEeCKUe 3a0oeBaHust. SIpKUM mpu-
MEpOM CITy’KaT AEeTH C CHHAPOMOM JlayHa, y KOTOpPBIX
B 21 % cny4yaeB nuarHoctupyercsd araHmimos [5, 6].
Omnucansl codetanus Oone3Hu [mpmmpyHra ¢ 10MU-
HAaHTHOM HENUPOCEHCOPHOU TYroyXOCThIO, CHHAPOMOM
BaapnenOypra u Mosara-Buiibcona, Heiipopudpoma-
TO30M, CHHIPOMOM MHOKECTBEHHBIX HSHIOKPHHHBIX
HEOIUIa3uil, CHHIPOMOM BPOXKIECHHOM LIEHTpaIbHOU
TUMOBEHTIISAUN  (CHHAPOM TPOKIATHS  YHIUHBI)
[8, 12, 16, 17].

Uppurorpadus siBisieTcst 00s13aTeNbHBIM HCCIIe-
JIOBaHHEM Yy BCEX JAETeH ¢ momo3peHreM Ha Oone3Hb
l'mpmmpynra [2]. YyBcTBUTENBHOCTh W crenuduy-
HOCTh METOJa IO JINTEPATYpPHBIM JAHHBIM JIOCTHTa-
er 70 u 80 % cooTBeTCTBEHHO. XOpPOIIO H3BECTHO,
YTO AMAarHOCTUYECKas 3HAYUMOCTh HppHUrorpaduu
B ONpeACNieHUH TEePEXOHON 30HBI Y HOBOPOXKIICH-
HBIX C OonesHplo [wWpmmpyHra MeHbIe, 9eM y Je-
Tel Oomee crapmiero Bo3pacta (65 mpotuB 75 %) [3].
LLR. Diamond et al [4]. ommcany BO3MOXHBIC TPEI-
pacrnonaratomue (GpakTopbl MOTYyUYEHHUS JIOKHOTIOIOKH-
TEJIBHBIX PE3YJIBTATOB IIPH BBHITOJHEHHH KOHTPACTHOTO
WCCIIEZIOBAaHUS y MAalMeHTOB ¢ Oone3Hbio [ mpmmpyHra,
OIIHAM W3 HHUX SBJSIETCS BO3pacT peOeHKa. Y deTeid
B Bo3pacTe 30 CyT >KM3HU ObLIO OONBLIC JTOKHOIIOIO-
JKUTEJIBHBIX PE3yJbTaTOB, Y€M y MalMEHTOB MIIAALIe-
ro Bo3pacta. CpoK BBINTOJHEHHS PEHTTEHOIOTHIECKO-
ro 00CIIeIOBaHUS 3aBUCUT OT HECKOJIBKUX (PaKTOPOB,
[JIaBHBIM M3 KOTOPBIX SBIsCTCS 3(()EKTUBHOCTH OIIO-
pOXKHEHHsT TONCTOM KuIIkd. OOcienoBaHHEe LEneco-
00pa3HO BBINOJNHATH HE Cpa3zy IMoOcie MOCTYIJICHUS
HOBOPOXKJIEHHOTO B CTaIlMOHAP, @ OTCPOYCHHO, MOCHe
KYNUPOBAHUS SIBJIEHUN [MpHINpyHr-acCOMUPOBAHHO-
TO DHTEPOKOIUTA, YTOOBI HCKIIFOYUTh CYKEHUE KHUIIKH,

Puc. 7. Bup, npoMexHocTU
Fig. 7. Perineal view
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CBSI3aHHOE C €€ Cra3MoM Ha ()OHE BOCHAJIHUTEIbHBIX
siBneHuid. KoneuHno, 310 He Kacaercs cUTyalui, Korjaa
€CTh KJIMHUKA HEKYyIMUPYIOIIEHCA KUIIIEUHOW HEMpOXo-
JIUMOCTH, JTUOO TPU3HAKU «TOKCHYECKOT0» METakKojo-
Ha. B aTux cnyuasx uppurorpadus o6s3aTensHO mpo-
BOJUTCSI HETIOCPEACTBECHHO NPH MOCTYINICHUU PeOCeHKa
B CTalMoHap. B oCTampHBIX ciydasX, Korga JEKOM-
npeccus KumedHnka dhQexTuBHA, UCCIeTOBAaHUE MO-
JKET OBITH OTIIOKEHO Ha HECKOJILKO IHEH, 0 IMOJHOI
CTaOMIU3aIMK COCTOSHUSI M HOPMAJIM3ally KIMHUKO-
naboparopHbIX Mokasareneil. Kontpactuposanue Toi-
CTOW KHIUKH y JETeHl ¢ KIMHUKOW HU3KOM KHUIIEYHOU
HEMPOXOANMOCTH HOCHUT HE TOJIBKO JUArHOCTHYECKHUH,
HO W JieueOHBIA XapakTep, 0COOCHHO MPH CHHAPOMAax
MEKOHHAJIbHON MPOOKK M CY)KEHHOH JIEBOI MOJIOBUHBI
TOJICTOW KUIIKH, KOTOPbIE MOTYT OBITh MPUYUHOMN IS
[IOCTAHOBKH JIO’KHOIIOJIOKUTENIBHOIO JUarHosa 6oines-
uu ['upmmpynra. Hago ormetuts, uro uppurorpadus,
BBHITTOJTHEHHAS! B TEpBbIC JHU JXKU3HH peOCHKa cpasy
MocJie TOSBJIEHNS KIMHUKM HEMpPOXOAMMOCTH, U OT-
CPOUEHHOE HCCIEOBAHHE MOTYT OTIMYaThbCA APYr OT
nIpyra. Ha mpencTaBiieHHBIX PEHTTEHOTpaMMax OJHOTO
W TOTO JXe peOeHKa C pa3HUICH B JIBE HEICTH BHHBI
CylIeCTBeHHBIE pazinuus (puc. 8, a, b). Ecnu Ha nep-
BUYHON HPPUTOrpaMMe MOXHO OLIEHHTh JIMIIb Ipa-
BHJIbHOCTB PACIONIOKEHUS TOJICTON KUIIKH M HaJIN4He
B Hell OOJBLIOro KOJIMYECTBA COAEPIKUMOIO, TO IpU
WCCIIEZIOBAaHUM 4epe3 2 HeAend BHUIHBI YeTKHEe IpH-
3HAKW PEKTOCUIMOMIHON (opMbl Oone3nu [ upimnpyH-
ra ¢ HaJU4HeM 30HBI CY)XKEHHsI M BOPOHKOOOpa3HBIM
CYIIPACTEHOTHYECKUM PaCIIUPEHUEM.

Eme omHmM 10BOIOM 3a BBITIOJHEHHE OTCPOYECH-
HBIX UPPUTOTPAMM y HOBOPOXKJCHHBIX C MOJ03pEHUEM
Ha Oone3Hb ['MpIINpyHra MOXET CIYXUTh TOT (DaKT,
YTO MPH PaHHEM HCCIENO0BAaHUM MOXHO YBHJETH BbI-
pa)keHHOE CY)KEHHE TOJCTOM KHIIKH, KOTOpOE Yy HO-
BOPOXKJCHHOTO MOMKET OBITh MPU3HAKOM HE TOJIBKO
araHno3a, HO U UMETh APYTue MPUUYUHBI.

a b
Puc. 8. Uppurorpadus; a — BTopble CyTKU XU3HU; b — aBe He-
Aenu XM3HU
Fig. 8. Contrast enema. a - second day of life; b - two weeks

of life

Cunraercsi, 4To 4eM Ooiee BBIPOKEHA pa3HUIIA
B JIMaMeTpe KUIIKH TPH HPPUTOCKOINH, BHITOJTHEHHOMN
B TIEpBBIE JHM JKMU3HU peOEHKa, TeM MeHee BeposTHA
6one3np ['mpmmpynra. B 3ToMm 11aHe odeHb Mmokaszare-
JeH cinydait 3. B toli cutyaruu muddepenipposars 60-
ne3Hb [ UpmmpyHra 0T rpuOKOBOTO IMOPAYKEHHUS TOJICTOM
KHIIKH JIO OTepanyy ObUTO MPAKTUYECKH HEBO3MOXKHO.
C momo0HO# KapTHHOM MBI BCTPETHIINCH BIIEpBBIC. PeHT-
TECHOKOHTPACTHOE MCCIICIOBAHUE TOJICTON KHIITKU B JIaH-
HOM CITyyae HE MMENIO JUArHOCTUYECKOW IIEHHOCTH.

3AKJ/IIOYEHME

CymiecTBy0OT OOBEKTHBHBIE CIOKHOCTH B JHMArHo-
cTuke Oone3Hu [mpHIpyHra y HOBOPOXKACHHBIX JETEH,
CBSI3aHHBIE YaCTO C HETUIMYHON KJIMHUYECKOH KapTu-
HOMW, HE3HaHHEM OCOOCHHOCTEH TeueHMs 3a0o0JeBaHMs
y ZeTedl paHHEro BO3pacTa, OTCYTCTBHEM XHUPYpruye-
CKOIl HACTOPO)KEHHOCTH Y HEOHATOJIOTOB POIMIIBHBIX
JIOMOB M YYaCTKOBBIX IEAMATPOB. 3alepiKKa OTXOXK-
JCHUSI MEKOHMS HE Bcerma sBisgeTcs o00s3aTeIbHBIM
pu3HaKkoM Oojie3nu [ mprimpyHra, a MoXkeT OBITh 00-
YCJIOBJICHA APYTUMHU NPUUUHAMU, HAIPUMEP CUHIPOMA-
MH MEKOHHEBOH MPOOKH, Cy>KEHHOW MOJIOBUHBI TOJICTOM
KHIIKH, peKTaJIbHBIM WM aHAJIBHBIM cTeHo30M. Creny-
€T IOMHUTb, YTO MPU BOZHUKHOBEHUH KJIMHUKH KHIIICY-
HOW HENpOXOIUMOCTH (B3LyTHE >KUBOTA, CPHITMBAHUS
C IPUMECHIO JKEJUH, KOHTYpPHUPYIOIIMECS KHIICUHbIE
NETIIN) HEOOXOAMMO MPOBEICHUE PEHTICHOIOTHYECKOTO
HCCIIEIOBAHUS B YCIOBHSX XUPYpPrHYECKOIO CTalllOHAa-
pa. [etn, y KOTOpPBIX KJIMHMKA KUILIEYHOW HEMPOXOIH-
MOCTH Ha 3TaIle pOIMIBHOTO IoMa KyIIUpOBaJIach MOCIIE
ITOCTAaHOBKH Ta300TBOJHON TPYOKH WM BBITOJHEHUS
OYHCTUTEIHHON KIIM3MBI, JOJDKHBI 00s3aTeNIbHO TIepe-
JaBaTbesi mmox HaOmonenue xupypra. Wppurorpadus
SIBIISIETCS. BaXKHBIM, HO HE a0COJIOTHBIM METOIOM Axa-
rHocThkH Oone3nu [mpmmpynra. B ciaydae kakux-m6o
COMHEHHH CIIeJIyeT BBIIONHATh PEKTAIBHYIO OUOIICHIO.
Jluarno3 ycraHaBIMBaeTCs HA OCHOBAaHUM OTCYTCTBUS
TaHIJIMEB M HAIMYUS TUIEPTPOPUPOBAHHBIX HEPBHBIX
CTBOJIMKOB, IIOJIOKHTEJIBHOTO TECTa Ha AaleTHIIXOJIHMH-
screpasy. CaMo OTCYTCTBHE I'aHIVIUEB IIPU PEKTAJIbHON
OHMOTICUN HE MOXKET OBITH a0COJIOTHBIM MapKepoMm 0o-
ne3nn [mprmpynra. Bo3MoxHBI OMIMOOYHBIE PE3Yib-
TaThl PU B3STUM OWoOITaTa O4YEHb ONM3KO K 3yOuaroit
JVHUM, B 30HE, 1€ araHmiuo3 cuuraercs (usmono-
IMYECKUM. A BOT BBISIBJICHHE TUIEPTPOPHUPOBAHHBIX
HEpPBHBIX CTBOJMKOB pasMepoM OGosiee 40 MKMm, Ha ce-
TOJHSAIIHUM JIeHb, CYNTAETC MATOTHOMOHUYHBIM IpU-
3HaKOM Oonie3HM [ mpumpyHra, 1 B HOpME BCTpeyaThbes
He nopKHO. HamOonee mpeamoyTuTenbHO BBINOIHEHHUE
peKTanpHOM Ouorncuu 1o o0liel aHecTe3neH, npu
3TOM JIOJDKEH OBbITh B34T MOJHOCHONHBINA OHOITAT.
370 KacaeTcsi 1 MHTPAONIEPAlMOHHON MOATaXHOW OMO-
nicud. Vcronb30BaHUE HETIOIHOCTIONHBIX, CEPO3HO-MBbI-
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HICYHBIX OMONTAaTOB, B3ATHIX METOAOM ACIUpPALMU TPH
KOJIOHOCKOITMH WJIM B XOJIE OIepaliy, MOXET OBITb OC-
HOBOW OLIMOOYHOM IMArHOCTHUKHM Kak camMoil Ooie3HH
I'upumnpyHra, Tak ¥ IPOTSHKEHHOCTH NEPEXOAHOM 30HBI,
YTO TOBJIEYET 3a CO0OH HepaauKalbHOE BBIOJIHEHUE
XUPYPrU4ecKoro BMEIIaTeIbcTBA M MOTPeOyeT B Jajib-
HEHIlleM MOBTOPHOM OIepanuu.

Kongnuxm unmepecog. ABTOpHI 3asIBIIH 00 OTCYT-
CTBUM IOTCHIUAIBHOTO KOH(DIMKTa WHTEPECOB.
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