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The authors present a clinical case of an extremely rare combination of the congenital defect of the front abdominal wall as omphalocele,
congenital evolution defect of the small intestine - atresia of the small intestine type Ill, agenesis of the ileum with ileocecal angle and
malrotation syndrome. Surgical treatment was as follows: T-shaped ileocolic «end-to-side» anastomosis with an unloading colostomy
by the Bishop-Koop technique and intestinal intubaton till the Treitz ligament. Outcomes of such surgical correction are good.
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B ¢yHmameHTanpHBIX paboTax W3BECTHBIX YUYCHBIX W
MPaKTHYECKUX JETCKUX XHMPYPTrOB HEPEIKO 00CYXkIaeTcs
4acTOTa, KIIMHUKA, JUATHOCTUKA U TAKTUKA XUPYPTUYCCKO-
TO JICYCHHs BCEBO3MOXKHBIX NOpokoB pazsutus (BIIP) n nx
coueranue. [lo nmanubiMm Bcemupno#t Opranuzanuu 3apa-
BooxpaHeHusa (BO3) uactora BIIP y HOBOpOXXIEHHBIX CO-
craBisier ot 3 1o 6%. 13 Bcex BIIP nanbonee yacto orme-
YaIOTCsA aHOMAaJNHU XenynodHo-kumedHoro Tpakta (OKKT),
KOTOpBIe COCTaBIsAOT 22-25% [1]. HecmoTpst Ha TO, YTO
B OIICPATUBHOM JICYHCHUU BPOKICHHBIX IMOPOKOB PA3BUTUA
JKKT AOCTUTHYT 3HAUMMBIA MPOTPECC, CMEPTHOCTh OCTa-
ercsa B mpernenax 25% cimydaeB M HE MMEET TCHICHIUHU K
camxenno[2—5]. Kpome Toro, ects nHOpMALIHI O TOM, 9TO
BIIP B xaramue3e B 50% nHaOmroqeHuii NpUBOAUT K WHBA-
JUTHOCTH JIeTei [6].

OpnuH U3 otHOCUTENBHO penko BeTpeuaeMslx BITP JKKT —
omMarorene, XapakTepU3yrIuics nedeKTOM OpIOIIHON
CTEHKM C DBEHTEpaluell BHYTPEHHUX OpPraHOB, IOKPBITHIX
SMOpHOHALHBIMU 000J10uKamMu [7,8]. JlaHHBII TOPOK BCTpe-
gaercs y 1 u3 6000 HOBOpOXKICHHBIX U B 65% codeTaeTcs ¢
JAPYTUMH aHOMAJIMAMU OPTaHOB U CUCTEM, ITIO3TOMY 3a4acCTylO
MIPOTHO3 HEOMAroNpHUATHBIN [9],

Ha cerogusamnuii 1eHb B MEXyHAPOJHOW MEIULIUHCKOM
JUTEpaType UMEIOTCS MyOJIMKAIMU 110 PEIKO BCTPEYaeMbIM
BIIP XKXKT. Lima M. u coasr. (2003) u Chévre F. u coasr.
(2000), npUBOAAT OMMCAHUE AaTCHE3UH ANMEHINKYISIPHOTO OT-
pocTka, kotopoe BcTpedaercs onuH Ha 100 000 Teic. omepa-
Ui o moBoxy octporo amneraunura [10, 11]. A.B. JIsicen-
KO # c0aBT., (2003) yka3pIBafOT Ha OTCYTCTBHE depBeoOpas3-
HOTO OTpOCTKa y 2 marmmeHToB u3 18 000 ammeHIsKTOMUi.
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Kassira N. u coasr. (2015) [12] coo0rmiaer o ciryuae HCTHH-
HOW aTpe3n WJICOIEKAIBHOTrO KJarnaHa, ecTh MyONnKaluy,
ONMKCHIBAIOLINE aTPE3UU CETMEHTA TOILEH, MOAB3A0IIHON UK
TosicTol Kumok. Mousavi S.A. u coasr. (2014) onuceIBaroT
HaOJIIO/ICHNE aTPe3ny WIICONEKAILHOTO KJlaraHa M Hieolle-
KaJbHOHM oOnactu. Beero B 3apyOe:kHOW JHMTEpaType aHalo-
ruunblie BITP onucansl B 5 padorax [13—15].

Takxxe Cserni T. u coaBT. (2006), omucan mamnueHTa ¢
aTpe3ueil Bcell HIIEOLEKaJIbHOW O00JaCTH C OTCYTCTBUEM
MJICOLEKATIBPHOTO KJamaHa M 4YepBeOOpa3HOro OTPOCTKA.
B 1969 r. Hamiltonet. u coaBT. BIepBbIC OMUCAT CIIydai
BPOXJACHHOTO CHHIPOMa KOPOTKOH KHIIKH B COYETAHHH C
MalbpoTalyeil U 3aBOPOTOM KUIIKU [7—8], 3aTeM O BpOXK-
JICHHOM CHHJIPOME KOPOTKOHM KHIIIKK yKa3biBas Sarimurat N.
u coasT. (1998) [7-8].

Harra pabota mocasiieHa Toi e npodieme [17].

Msr yoexnaenst o Tom, uto BITP J)KKT moxer BeTpedarcs
B JTFOOBIX HEMBICIIIMBIX COYETAHUSAX. B 3TOH CBSA3M, B ouepea-
HOM pa3 MpencTapisieM Ka3yuCTUYECKUN cilydail O COBMECTH-
MOCTH HECOBMECTHMBIX MHOKECTBCHHBIX XHPYPIHUCCKUX
ITOPOKOB Pa3BUTHS Y HOBOPOXKAEHHOTO C OIATOTIPHSTHBIM HC-
XOJIOM JICUCHHUS.

JlaHHBINA KIMHAYECKUN ClTydail BBI3BIBAET UHTEPEC C TOY-
KA 3pCHHUS COYCTAHUS MHOXXCCTBEHHBIX BPOXKICHHBIX II0-
POKOB Pa3BHUTHS, B YACTHOCTH OTHOCHUTEIBHO penkoro BIIP
niepetHel OPIONIHOI CTeHKH — oM(alionese, aTpe3ut TOHKOH
xkumky I Tuna, xazyuctuueckoit anomanuu JKKT — arene-
3UM MOAB3AOIIHON KHUIIKU C UIEOLEKATbHBIM YIJIOM U CHH-
JpoMoM ManbpoTtanuu. Kpome Toro, clioxHOCTh KOHKPETHO-
ro HaONIOIEHHs 3aKJII0YaIach B BBHIOOpPE WHIMBHIYAIBHOTO
U €AMHCTBEHHOTO PALMOHAJIBHOTO METOAA XHPYPTrU4eCcKOro
BMEIIIATEIbCTBA.

[TosTOMY MBI COWIN HHTEPECHBIM OITYyOJIMKOBATh YHUKAIIb-
HBII Cllydail U3 Halllel IPaKTUKU U [IPEICTABUTh PE3YJIbTaThl
YCIEUIHON XUPYyPrudecKkor KOPPEKIMU CTOJIb MHOYKECTBEH-
HBIX 1 CIOKHBIX BIIP y HOBOpOXKICHHOTO peOCHKA.

Kiaunudeckoe Haodaronenne

Axywepckuii anamues. Orsroméunpiii. Ha yuére ¢ 13-it
nen 6epemennoct. Ha Y3U-ckpununre mnona B 14 u 19 Hen
BoisiBiieH BIIP nepenneii OpromHoi creHku — omdasonere, a
Ha Y3U-ckpuHuHre B 32 Hesl, KpoMe BBICIIEYKAa3aHHON Maro-
JIOTHH, YCTAHOBJIEHBI TaCTPOMET A U aTpe3us KUIICUHHUKA.
Ta3zoBoe mpeuiexanne mioaa, MHOTOBOJIUE.

Anamnes scusny. COTIIacHO BBITUCKE W3 POAIOMA, POIHU-
JIach JIEBOYKA OT 3-W OepeMeHHOCTH U 3-X pOIOB, B CPOKE
rectaruu 37 HeA. B mopomoBoM mepuone OTMEUEH pa3phiB
TUIOJJHBIX 000JIOUEK, C U3IUTHEM MPO3PAUHBIX OKOJIOIIOAHBIX
Box. bessomnsrii mepuon mmwicsa 16 1 30 mun. [Ipu poxae-
aun Macca Tena 3500 1, mmmHa tema 50 M, oIleHKa 110 IIIKa-
e Amrap 6-8 GamioB, 3akpudana cpasy. [locme poxmeHus
n3-3a TSHKETIOTO COCTOSHHUS PeOCHOK cpa3y ke IepeBenéH B
OPUT, rne KOHCY/IBTUPOBAaH HEOHATAIBHBIM XUPYPrOM U ISt
onepatuBHOro JieueHus nepesenéH B « IJIHMII» r. Anmarsl.
[epeBon ocyniecTBIEH criennalIN3UPOBAHHON HEOHATAIBHOM
peaHMMAIOHHOHN OpHTaIoi.

Obvexmusnvie dannvie. COCTOSTHIE peOEHKaA ITPH TIEPEBO-
Jie KpaiiHe TsDKENnoe 3a c4ET BPOXKIEHHBIX TIOPOKOB Pa3BUTHUS
nepetHeld OPIOIIHOM CTEHKH JKEeNTyI0YHO-KUIIEYHOTO TPAKTa,
HEBPOJIOTMYECKOM CHMIITOMATHKH, PAHHETO a/[alTalliOHHOTO
nepuonia. PeOEHOK B CO3HAHMHM, HA OCMOTp pearupyer, Ia-
3a oTkpbiBaeT. Kpuk rpomkuii. 3pauku D = S, doropeakiust
coxpanena. [lo HazoracTpansbHOMY 30HAY COAEPKHUMOE 0O0-
noTHOro 1Bera. KoxxHble MOKpoBbI mkTepuyHbie. Hocoryo-
HBIH TPEYroJbHUK [MAHOTHYHOM okpacku. [lepudepuueckue
muM(pOyY3JIbl HE YBEIHMYCHBL. [py/nHas KieTka CUMMETPHYHO
y4JacTByeT B akTe abixaHus. CepedHble TOHbl PUTMUYHBIE, C
UCC no 142 B | muH. B nérkux npixanue my3puibHOE, ClIer-
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Ka ocrabieHHOe, XpunoB Het. [ledens +1,5 cMm u3-mon kpas
npaBoil pedépHoit myru. Cenesénka He mambrnupyercs. Co
CTOPOHBI KOCTHO-CYCTABHOM CUCTEMBI ITATOJIOTUU HE BBISIBIIE-
HO. Hapy>kHble os10BbIE OpraHbl pa3BUTHI IO )KEHCKOMY THILY.
Amnyc chopmuposas.

Status localis. B 061acTi MynOYHOTO KOJIbIIA UMEETCS JIe-
(dexT nepeaHeil OPIONIHOM CTEHKH JMAaMETPOM OKOJIO 3 CM,
yepe3 KOTOPbIH IBEHTEpUPYETCsI TPBIKEBOI MEIIOK pa3MepoM
6,0 x 4,0 x 3,0 cM. CTeHKH I'pPbDKEBOTO MEIKa, T.€. MyIO-
BUHHOW O0OJIOUKHM, MpO3pavyHble, OJecTsIHe, LEeT0CTHOCTD
COXpaHEHa, B TOJOCTH MPOCHUPYIOTCS METIN KHIICYHHKA.
MpIbl nepeaHel OpPrOIIHON CTEHKH Pa3BUTHI MPOMOPIIHO-
HanbHO. JKUBOT HE B3IYT, B aKTE€ IBIXAHUS yUACTBYET, MATKHI.
[Tampmarus >kBOTa BBI3BIBACT YMEPEHHOE OECIIOKOMCTBO pe-
6€nka. CUMIITOMOB pa3pakeHusI OPIOIITMHbI HET.

PeGéHOK rocmuTaIM3UpPOBAH B CHEIUATU3UPOBAHHBIN
neonaransHeii OPUT, rme mpoBommimch Bce HEOOXOIH-
MBbI€ KJIIMHUKO-TAa0OPOTOPHBIE MCCIEIOBAHMUS, BKIIOUas 00-
30pHYI0 R-rpaduro rpynHO# KIETKH W OPIONTHOW MOJIOCTH,
Y31 romoBHOTO MO3ra, OPraHOB OPIONIHOHN ITOJIOCTH U 3a-
OpIOMIMHHOTO MPOCTPAHCTBA, B PE3YyNIbTaTe YETO BBHICTABIICH
KJIMHUYECKUI AMAarHo3: MHOXXECTBEHHBIC BPOXKIEHHBIEC TO-
poxu passutus — BIIP mepenueit OpromHo# cTeHKH, oMda-
Jotesie cpenHuX pasmepos (puc. 1, a, cm. Ha BkIeiike), BITP
JKEITYIOYHO-KUIIEYHOTO TPAKTa, OCTpasi HU3Kas KHUIIEYHas
HEIPOXOJUMOCTb.

ITocne TmiarensHONM MpeAonepalioOHHON MOJArOTOBKU Ha
3-M CYTKH XM3HH peOCHKa IIPOBE/ICHO ONIEPATHBHOE JICUCHHE.
[Tox nHTYOAIMOHHBIM HapKO30M, OKAaHMIISIONIMM pa3pe3oM
BOKPYT TPBIKHU 10 3JIEMEHTOB IIYIIOYHOTO KaHAaTHKA OCYIECT-
BJICH JIOCTYII B OPIOLIHYIO TOJIOCTh. [IpH 3TOM conepKUMBIM
TPBDKEBOTO MEIIKA OKa3aJHCh METIH TOHKOM U MPOKCHUMalb-
HBIN OTJIEJI TOJICTON KMIIKHM, KOTOPHIE MPUIAsSHBI K BHYTPEH-
Hell [IOBEPXHOCTU IPbIKEBOro Melka. [Ipu pesuzuu Ha ypos-
He 35,040,0 cm ot cBa3ku Tpeifia ycTaHOBIEHa aTpe3us
ToHkoro kumeyHuka III tuma (puc. 1, 6, cM. Ha BKIIeHKe).
Atpe3npoBaHHas 9aCTh TOHKOW KUIIKH PACHIMPEHA, PACTAHY-
Ta J10 5 cM, 3aroJiHeHa MEKOHUEM U ra3oMm. [Ipu panbHeitmei
PEBU3UH BBISABIEHBI ar€HE3UsI MOAB3/IOIIHON KUIIKA M HIIEO-
LIEKaJIbHOTO YIJIa, & OCTABIIASACS YacTh TOJICTON KHIIKH HaXo-
JIAIIACh B JIEBOM TTOJIOBIHE OPIOITHOMN ITOIOCTH. Y YUTHIBAS KO-
POTKYIO JJIMHY TOIIEH KHUIIKH Ipom3BeneH T-o0pa3Hblil TOH-
KO-TOJICTOKHIIICYHBIH aHACTOMO3 KOHEI B 00K € pa3rpy309HOH
xonocromueit o bumomy—Kymy (puc. 1, 8, cM. Ha BKICHKe) 1
WHTYOAINs KUIIEUHUKA IO CBSA3KH Tpeia.

ITocneonepaunonnslii nuarno3: MBIIP, BIIP nepenneit
OpromIHOI cTeHKH, oMmdaiornene cperHux pasmepos, BIIP
KKT, arpe3ust roukoit kuwku 111 Tuna, areneszus noas3aoui-
HOW KHIIKH C WJICOLCKAIbHBIM YIJIOM, CHHIPOM MaJbpOTa-
LIUU, CHHAPOM KOPOTKON KHUIIIKH.

Pesynomameor neuenus. IlocneonepallnoHHass WHTEHCHB-
Hasl Tepanus Npexae BCero Oblila HalpasieHa Ha KOPPEKLIUIO
METa0O0JIMYECKUX HapyIIEHHH, a Ha pOHE CHHIPOMa KOPOTKOH
KUIIKW [IaBHBIM MPHUHIMIIOM OBUIO BOCHOJHEHHE OEIKOBO-
SHEpPreTU4ecKol HeJOCTaTOUHOCTH IyTeM Mapa’HTEPaIbHOTO
U DHTepajgbHOro nurtaHusg. OCIIOXKHEHUH, CBA3aHHBIX HETO-
CPEJICTBEHHO C ONEpaTUBHBIM BMEIIATEIbCTBOM, HE OBLIO.
[Tocne amanTanuu opraHu3mMa K CHHIPOMY KOPOTKOHM KHIIIKH,
JUISl TAbHEWIIEro JeYeHUs W peaduiuTanuu peOeHOK ObLI
MIEPEBE/ICH B OT/ICJIEHUE raCTPOIHTEPOIOTHUN.

BriBoaBI

Cnenyer ykazarb, 4TO JIeUeHHUE TaKuX ciaokHbix MBIIP
1eaecoo0pa3Ho NMPOBOAUTH B LIEHTPaAx, I7le MMeeTCs He-
OHATaJIbHASI XUpypruyeckas ciayxoa. BakHbBIM MOMEHTOM
B COXpPAaHCHUHM KHU3HU TaKUX HOBOpO)KJIéHHI)IX cuuTacMm
NPaBWJIBHBIA BBIOOP TAKTHUKU XUPYPrUYECKOTO BMella-
TenbcTBa. Hamr ombIT 1O3BOJISIET YKa3aTb, 4TO BEPAUKT O
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kopperupyemoct BIIP niona cnenyet npuHuMarh KpaiHe
OCTOPOKHO.

B 3akimroueHne XOTHM OTMETHUTh, YTO CTOJIb YCIELIHOE
JIeYEHHUE NPU JAAHHOM COCTOSHUM SBIISIETCS HEOLEHHMOH 3a-
CIIyroil HEeOHaTaJbHbIX aHECTE3MOJIOTOB-PEAHHMMATOJIIOTOB U
XHPYProB, KOTOpbIC BBIOpAJIM E€IMHCTBEHHBIH palMOHAb-
HBI METOJl XUPYPrHUECKON KOPPEeKIMM MpU CIIOXKHEHIen
KOMOMHAI[MM MHOKECTBEHHBIX IOPOKOB DPAa3BUTHSI OPraHOB
OPIOILIHOI MOJIOCTH Y HOBOPOXKJIEHHOTO. AHAJIOTHYHBIE HECO-
BMECTHMBbIC MHOXXECTBEHHBIC MTOPOKH Pa3BUTHSA Y HOBOPOXK-
JICHHBIX JIOJDKHBI 00513aTeIIbHO TyOIIMKOBATHCS B CIICIHAIN3H1-
POBAHHON MEIULIMHCKOMN JIUTEparype.

KonuuKT uHTEpecoB. ABTOpPBI 3asBIAIOT 00 OTCYTCTBHH KOH(IIMKTA

HHTEPECOB.
®dunaHcupoBaHue. Vcciie10BaHue HE HMENO CIIOHCOPCKOM MOUIEPIKKH.
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Kcm. C.B. Munaesa u coagm.

Puc. 1. DnemMeHTHI XeATOrO0 W KPacHOTO KOCTHOTO MO3Ta Puc. 2. 3oHa pe3opOuK KOCTHOW TKAaHH, MATOJOTHUYCCKUE

¢ nuddysHoi 06MIbHOI TelikonuTapHON UHUIBTpaLUEH. MUKPOIEPEIOMbI KOCTHBIX 0aJIoK.
Oxpacka reMaToKCHIIMHOM U 503UHOM. YBennuenue 400 Oxpacka reMaTOKCHINHOM H 303MHOM. YBenmmdenue x250.

Puc. 3. Cromnenuss CD3"-KJIETOK B BOCHAIUTEILHOM HUHBHIb- Puc. 4. CD4"-xnetku B 00JIIaCTH CTEHKU CBHIIEBOIO XOJa.
tpare. UI'X-peaknus Ha CD3. NI'X-peakuus na CDA4.
IIponyxT peakunu kopuuHeBoro npera. Yseaudenue x100. IIpoxyxT peaknun kopuuHeBOro 1peta. Yseaudenue x100.

Kcm. KT Typcynoea u coagm.

S
Puc. 1. Omdanonene (a), arpe3ust TOHKOI KAIIKH (6), pa3rpy30dHas KosoctoMus o bumron-Kymy (8).




