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B paboTe npeacraBneH onbIT NEYeHNs1 HOBOPOXKAEHHOTO peGEHKa C MHOXECTBEHHBIMU BPOXAEHHBIMM NMOPOKaMU pPa3BUTUSI XKe-
NyOoYHO-KMLLEeYHOro TpakTa. CoyeTaHne aTpesun NULLEBOAA C TPaXeOoNULLEBOAHBIM CBULLOM, aTpe3nmn ABeHaALaTUNEePCTHON KULL-
KM M NPSIMOV KULLKM C aHOManuamu pas3BUTUSi MO3BOHOYHMKA, KOCTE KOHEYHOCTEN, NoYek U cepaua no3Bonuio AUarHocTUpoBaTh
VACTERL-accouuaumio. NpeanoxeHa xmpypruyeckas TakTvika nevyeHus, onpegensiowasi nocrnefoBaTenbHOCTb U XapakTep onepa-
TMBHbIX NOCcObuin. B pe3ynbTaTte neyeHuss OCTUrHyTbl aHaTOMUYecKasi LENOCTHOCTb U PyHKLUMOHaNbHas MOSIHOLEHHOCTb KULLIEYHOW
TpyOkn. PeBEHOK coumanbHO aganTMpoBaH K NpeacTOsILLEN XU3HN.

Krntoyesnble crosa: HoBopoxaeHHbI, VACTERL-accoumauus, xmpypruyeckoe neveHuve.
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EXPIRIENCE OF SURGICAL TREATMENT OF MULTIPLE CONGENITAL MALFORMATIONS OF THE
GASTRO-INTESTINAL TRACT OF THE NEWBORN
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The paper presents the experience of treatment of the newborn child with multiple congenital malformations of the gastro-intestinal
tract. The combination of atpesuu of the esophagus with Tpaxeo-nuweBoaHbIMcBULLEM, aTpe3un duodenal intestine and rectum with
abnormalities of the spine, bones of extremities, heart and kidney allowed to diagnose VACTERL-association. Proposed surgical
tactics of treatment, determining the sequence and the nature of operational benefits. As a result of treatment achieved the anatomical
integrity and functional integrity of the intestinal tube. The child socially adapted for the upcoming life.
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Beepenue

Xupyprudeckoe neyeHne MHOXECTBEHHbIX BPOXOEH-
HbIX mMopokoB pa3sutua (MBIIP) xenyaoYHo-KuLWEeYHoro
TpakTa sBnsieTcs TPyOHOW 3apavent ONs XMpypros, pea-
HMMaTOMOrOB Y HEOHATOMOroB. OKCTPEHHOCTL NaToNornu,
MHoroobpasme CconyTCTBYHOLIMX AedEeKTOB U HU3Kasd ya-
CTOTa BCTpe4aeMocTun TpebytoT, C 04HOW CTOPOHbI, NpUMe-
HEHWS rOTOBOW CXEMbl XMPYPruyeckon TakTUKK, a C APYrow,
WHAMBMAYaNbHOW, TOMBKO ANS AaHHOro naumeHTa.

MHOXeCTBEHHbIE BPOXAEHHbIE NMOPOKW Pa3BUTUS XKe-
nypo4dHo-knweyHoro Tpakta (PKKT) y HOBOPOXOEHHbIX —
3TO Mpexae BCEero artpesvs KULKW Ha pasHbIX YPOBHSX,
YHKLMOHaNbHO 1 MOPONOrMYECKN OTNNYaIOLLMXCA ApYr

OT gpyra. Yalle Apyrux BCTpeyatTcs aTpesun B OOHOM
MOP(OSIOrM4YECKOM CEermMeHTe nueBapuTenbHoOM Tpyo-
Kn. JleyeHne Takux geTen B HacTosLwee BpeMs OOBOMbHO
ycnelwHo. Ho, korga y oiHOro HOBOPOXAEHHOIO BbISIBIISI-
eTCA aTpe3usi HECKOINbKUX OTAENOB Xeny[o4YHO-KMLLeY-
HOro TpakTa (nuwieBoaa, ABEHAALATUNEPCTHOW U NPSMOW
KWLLKW) B COMETAHMU C NMOPOKaMW APYrUX OpraHoB, CTaHO-
BUTCS OY4EBUAHBIM, YTO HY>KHO CTPOUTb MHAMBUAYaNM3npo-
BaHHYH XMPYPrUYeCcKyto TaKTUKY.

PaccmaTpuBasi MHOXECTBEHHble aTpe3vn KULLIEeYHU-
Ka W MOpOKM APYrMX OpraHoB, HeobXxoOAMMO OTMETWUTB,
YTO BCTPEYAKTCS OHM HE XaOTU4YHO, a B ONpPEeAeneHHOM
coYyeTaHuu.



C 1973 r. aBTopamn (Quan n Smith) Bblgenexa acco-
umaugus cumntomoB — VATER-aHOManusi Nno3BOHOYHMUKA U
pebep, KuLeyHas aTpesus (kak npaBuIo, NpsiMoi), aTpe-
315 NULLIEBOAA C TPaXeonuLLLEBOAHBIM CBULLLOM, aHOMarnus
MOYeBbIBOASLLEN cucTeMbl. B nocnegywowme rogpl aTa
cxema pacwmpunack u Beirnsaaut kak VACTERL — poba-
BUacb NaTtonornsa cepaua u KOHeYHOCTEN.

OTa accoumaTBHas NaTonorus TwarTenbHO n3ydaeTcs
1 aHanuaupyetcsl. [poBoasATCa reHeTUYeckme nccrnenosa-
HUS, NpeanonararLne, YTo UMEKTCS HapyLleHWs reHoma,
npuBosLLMe K NPOKCMMarbHbIM U AUCTanbHbIM Me3oaep-
MasbHbIM MpeBpaLLeHVsaM (anvkanbHas AMcnnasus Me-
3o4epMbl) u B utore peanusytowmeca B VACTERL-acco-
umaumo (Sonichedgehog — Shh), Ho He Bce npoBoguMble
reHeTMYeckme OnbITbl MOATBEPXAAT 3TO. XOTS AuarHo-
CTUYECKME KPUTEPUN U3IMEHSIIOTCS, OLeHeHa npubnuau-
TenbHasa BcTpevaemocTb VACTERL-accoumaummn: y 1 Ha
10 000—40 000 300pOBbIX HOBOPOXAEHHbIX.

13 MHOXecTBa COOOLLEHMIA Mbl CUMTAEM WHTEPECHbI-
MU o6obLatoLme pesdyneTtathl 20-NeTHEro onbiTa asTopoB
Scott J. Keckler, Shawn D. St. Peter, Patricia A. Valusek,
Kuo Jen Tsao, Charles L. Snyder, George W. Holcom-
blll (2007) n3 Kansas Sity. A Takke paboTy reHeTtuka
C. Shaw-Smith n3 Kembpugxa (2005), HabnrogeHuss npo-
deccopa L. Spitz [5].

ABsTOpbI NpeacTasunu 112 cnyvaes neyeHus nauueH-
ToB ¢ VACTERL-accounaTtnBHo aHoManumen 3a nepuog
1985-2005 rr. Manb4unkoB 6bino 62, gesoyek — 50. Bbbku-
BaeMOCTb B MpeacTaBneHHon rpynne coctaBuna 94,3%.
M3 HMX aTpesns nuweBoda, ABeHaauaTUnepCcTHOM KULIKK
1 NPSIMOM KULLKM MOMUMO OPYrMX COYETaHHbLIX aHOManui
6bina y 13% naumeHToB. BakHbIM MOMEHTOM B UX paboTte
cuntaeTcs obHapyxeHue (YHKLMOHAMNBHbLIX HapyLIeHWUi
npy aHaTOMUYECKOM COXPaHHOCTM opraHa. Tak, npu OT-
CYTCTBMM CTPYKTYPHbIX U3MEHEHUI NMoYeK y BONbLUMHCTBA
NnaLMeHTOB BbISBNSETCSA My3bIPHO-MOYETOYHUKOBbLIN ped-
nekc.

B HacTtoswee Bpemsi Mbl, NpMHUMAs BO BHUMaHue
BbllLieyKa3aHHOe HabnwaeHve, y AeTei, NocTynawwmx ¢
atpesven nuvuwesoga u nogospeHnem Ha VACTERL-ac-
coumaumnio, undyvaem (QYHKUMOHAINbHYK OEeaATeNbHOCTb
Xenyaka, cepgua, novek. COOTHOLLEHME accoumaTUBHBIX
NMOPOKOB 3HAYUTENBHO BapbUPYET U MOXET MMETb pasHou
CTeneHy AMCMNa3nio OpraHoB, a Takke BKMYaTb peakue
aHomanun — XpomocomHyto (8,3%) — 6GonesHb [ayHa,
naTonornio C reHeTUYeckon MNpPeapacrnofioKEHHOCTbIO —
aTpe3nto XenyHblX XO4oB, KpunTopxmam (2,7%), runo-
cnaguio (5,4%) v ap. B gaHHylo accoumauuio He cnegyet
BKMtoYaTb omdarnouene, avadparmManbHylo pbiKy, KO-
nobomy, Mukpouedanuio, aTpesuo XoaH, CUHAAKTUMNIO,
aHopTanbmuio. OudpdepeHumansbHbIi guarHo3 cnegyet
nposoautb ¢ cuHgpomamu: CHARGE, Potter's, Schisis,
Feingold, aHemusa Fanconi n gpyrne 6onee peakue reHe-
TUYECKME HapYLLEHMS.

MpenctaBnsieM COGCTBEHHbIN OMbIT NIeYeHNst NauneH-
Ta C MHOXECTBEHHbIMU aTPe3nsiMu Xenya04HO-KULLEYHOTO
TpakTa C npeaeribHON TSHKeCTbio OnepaTUBHOMO feYeHust.
OGHapy>KeHHbIe MOPOKN Pa3BUTUSA NMO3BOMSAIOT Npeanorno-
*uTb y Hero VACTERL- accounaumio.

Marepuanu U MeToAbl UcCrieoBaHUA
MauvenTt [. (Manbuuk), 15.09.07 roga poxgeHus, Ha-
XOOWrncs B AETCKOW KpaeBOW KNUHWMYEecKol GonbHuuUe c
15.09.07 r. no 21.12.2007 r. (97 KONKO-AHEW).
B peaHumaumoHHom otaeneHun OKKB peGeHok npo-
Ben 87 Konko-AHen.

Moctynun B OKKB B nepBble CyTKN XU3HU B TSHXKENOM
COCTOSIHM C AMArHO30M: aTpesusi NuLieBoda, Tpaxeonu-
LLEBOAHbIN CBULL, aTpe3us ABEeHaALaTUNEepPCTHON U npsi-
MOW KULLKW.

PebeHok oT 7-i1 6epeMeHHOCTW, MaTb CTpajaeT Xen-
YHO-KAMEHHOWN OONE3HbI0, UMEET YABOEHUE NIEBOW MOYKH,
3TV pofbl BTOpble, 6epeMeHHOCTb NpoTekana ¢ MHOroBO-
avem. Pogpl Ha 33-34-11 Hegene rectauumn, nyTem Keca-
peBa ceveHusa. Bec npu poxageHun — 1750 r, OKpyXHOCTb
ronoBbl — 32 CM, OKPYXXHOCTb rpyan — 27 cm. OueHka no
wkane Anrap — 6—7 6annos.

KnunHnyeckun gmnarHos: cuHgpom MBIIP, atpesus nu-
LeBoaa, TpaxeonueBOAHbIA CBULL, aTpe3ns ABeHaua-
TUNEPCTHOM KULLIKK, aTpe3uns NpsiMON KULLIKU, BPOXAEHHas
ancnnasys LenHoro oTaerna Mo3BOHOYHMKA, AUCMNasus
nepBbIxX nanbLeB 06enx KUCTEN.

BHyTpuyTpobHaa uHdpekuna (BYW). [BycTopoHHSAS
BPOXOEHHAs MHEBMOHUS, TSXKENOE TeuyeHue, OblxaTenb-
Has HepocTaTovHOCTb 3- cTeneHu. HepoctaToyHOCTb
kpoBoobpaLeHus (HK) 1-2-in cteneHu.

[NepuHaTanbHoe nopaxeHne LUeHTpanbHOW HEPBHON
cuctemsbl ( MM LUHC) rmnokcMyeckn-uwemMmmyeckoro reHe-
3a, OCTpbIV Nepuos, TXKENoe TeyeHre B opme cuHapoma
uepebpanbHo fAenpeccuu.

®deTanbHbIN renatut. HegoHoweHHocTb 33-34 Hepe-
nwn. MocTHatanebHas rmnotpodusa 2—3-n CT., CMEeLLaHHOro
reHesa. AHEMUSI HEOHOLUEHHbIX TSBKEMNOW CTENEeHWU cMme-
LWIaHHOro reHe3a. yHKUMOHMpPYLOLLIEe OBanbHOE OKHO.

B TeueHne nepBbIx CyTOK NpoBeAeHa npeaonepaumnoH-
Hasi NOAroTOBKa B peaHWMaUMOHHOM OoTAeneHnn. [aHHble
NpPOBeAEHHOr0 MHCTPYMEHTanbHOro obcnenoBaHus: Hen-
pocoHorpadus (HCI) — npusHakn nepuvBeHTPUKYNSPHON
ULLEMUM, HE3PENIOCTUN NAPEHXMMbI MO3ra. YbTpa3BykoBOE
uccnegosanue (Y3W): XKKT-npuaHakm anddysHbIX name-
HEHVI B MapeHXume MNeyvYeHn, YMEPEHHO BblpaXKeHHbIE.
[MepuBesunkanbHbll OTEK. Ha peHTreHorpamme rpyaHou
KNeTKN — ABYCTOPOHHASA 04aroBasi MHEBMOHUS. OXoKapau-
orpacus (OXO-KI') — chyHKUMOHMpPYIOLLEee OBaNbHOE OKHO.

Onepauus BbINOMIHEHA Ha 2-e CYTKW MNOCne poXAeHUs
(17.09.07). TopakoToMusA cnpaBa, pasbeauHeHne Tpaxeo-
nuwesogHoro ceuwa (TMC), wenHaa 33odaroctomus,
racTpocToMUsi, HamnoXeHwe [AyoAeHO-AyoAeHOaHaCTOMO-
3a «KOHeL, B KOHel», HanoxeHne anuspraeternaturalis Ha
CUrMOBWAHYHO KULLIKY.

Bbibop gaHHoW TakTuky Obin oBycnoBneH Heobxoau-
MOCTbI0 YCTpaHeHuUsi B 3KCTPEHHOM mMopsiake Havbonee
OMacHOro ocrnoXxHeHusa yHkumoHmposanusa TMNC — acnu-
paLMOHHOW MHEBMOHWUM, NpPUBOASLLEN K AbIXaTelbHON
HefoCTaToOYHOCTM. A Takke HeOOXOAMMOCTBIO BOCCTAHOB-
NEeHUs KULWEYHON npoxoammocTu. Mpu 3TOM Mbl MCXOAuW-
nv 13 crnefyroLLero nNpeanornoXeHUs: MOCKONbKY y pebeH-
ka umeetcsa accoumaumsa cumntomoB (VACTERL) u oHu
06ycnoBneHbl 0QHOPOAHBLIMU rEHETUYECKUMMN HapyLLEHWS-
MU, TO, KOPPUTUPYS X OAHOBPEMEHHO, HECMOTPS Ha KpaWi-
HIOIO TSXKECTb COCTOSIHUSI NauMeHTa, HaM yaacTcs nyTém
BOCCTAHOBIEHMS HOPMarbHbIX aHaTOMWUYECKUX COOTHO-
weHun XXKT npyaatb MM 1 COOTBETCTBYIOLLYIO OYHKLMO-
HamnbHYH NONHOLEHHOCTb.

XVpypruyecknx OCMOXHEHWU focne onepauun He
6bino. Maccax No KWLIEYHUKY BOCCTaHOBWUIICS HA BTOPOW
Hefene nocne onepauun. nuTensHO COXpaHANUCh Abixa-
TenbHasi HeJOCTAaTOYHOCTbL M cenTuuemuns. BeisBnsinacb
TpaH3UTOPHas Nuypusi.

lMpn aTomM npoBoaunacb KOMMIIEKCHAs WHTEHCKB-
Has Tepanusa: aHTubakTepuanbHas (COOTBETCTBYyOLLAs
rnoceeBaM 1 YyBCTBUTENbLHOCTM (Oriopbl K Mpenapartam),
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aHanbreTMyeckne npenapatbl, NPOAMEHHAA WCKYCCTBEH-
Has BeHTUNauusa nérkux (MBI1) n koppekuna metabonu-
YeCKUX HapyLUEHWU Mof KOHTPOSEM KMCMOTHO-OCHOBHOIO
COCTOSIHWSA, 3aMecTUTenbHass MMMyHoTepanus (BHyTpu-
BEHHBbIMW MMMYHOrNoGynmMHamu), TpaHcdysma ogHorpyn-
MHOW 3pUTPOLIMTApPHOM MaccChl AMns KOPPEKUUUM aHeMUK
(8 TpaHcdy3un), TpaHchy3na cBexe3amMOpPOXKEHHON Nnas-
Mbl, FIIFOKOKOPTMKOMAbI, renaTonpoTEKTOPbI, remocTaTnye-
CKve npenapartbl, aHTUMUKOTUYECKNE npenapatbl, UHGY-
3MOHHasi Tepanus, NnapeHTepaneHoe NUTaHwe, npenaparbl
3PUTPOMNOITMHA, aHTUKOAryNAHTbI, XONEKNHETUKN, CepaeY-
Hble FMUKO3Wabl, ANYPETUKN, dhepMEHTATMBHbIE Npenapa-
Tbl, MeTabonuyeckas Tepanus, MHransiunoHHas (6poHxo- n
MYKOnUTKKW), nevyebHoe nuTaHue (NonyanemMeHTHbIe cMme-
CV Ha OCHOBe rmgponunsaTa 6enka).

Pe3ynbTarbl uccnepoBaHus

PebeHok BbINMCLIBAETCA C MOSMHbLIM KyNUMpPOBaHMEM
NaToNornMYecKkMx COCTOSIHUIA, NonyyYyeHa ctabunbHasa npu-
6aBka maccbl Tena. Bec npu Bbinucke — 2875 r (npubasumn
11257).

B nocnepytolme 2 roga npoBOAMIUCH 3aKkanuBaHue, Kop-
PeKLMs MMMYHOMOMMYECKOro cTaTtyca, nevyebHoe nuTaHmne.

Yepes 2 roga pebGEHOK MoCTynun Ansi nNpoBedeHusi
PEKOHCTPYKTUBHO-MMAcTUYECKO onepauuM no BOCCTa-
HOBMEeHMO nuuieBona. PebeHok saBNsieTcsas HocUTenem
330dparo- n ractpoctombl. Ob6crnegoBaH 06LLEKTUHMYE-
ckn, nabopaTopHO M WMHCTPyMeHTanbHO. [oarotoBneH K
onepatuBHoMy BmeliaTensctsy 05.08.09 r. BbinonHeHa
onepauus — nanapoToMusi, nracTvka nuwiesona, nyTem
nepeMeLLeHnst xxenyaka B 3agHeM CpeaoCTeHMM, racTpoa-
30haroaHacToOMO3 «KOHEL, B KOHEL», MMroponnacTmka no
Muikynuyy, noaBecHas eloHOCTOMUS.

MocneonepaunoHHekI nepuo npotekan Tsbkeno. Mpo-
BOAMMACb KOMMIIEKCHAs MHOrOKOMMOHEHTHAsA WMHTEHCUB-
Has Tepanus, npoanéxHHas MBJI. QkctybupoBaH Ha 8-e
CYTKM nocne onepauuu.

KopmneHne B etOHOCTOMY HayaTo C 5-X CyTOK, nepo-
panbHoe KopMreHne — Ha 15-e cyTku nocne onepauum c
nocregywLwum paclumpeHmeMm obbema nuTtaHus. Ha 3-u
nocreonepaLnoHHble CYTKM OTKPbINCS 330areansHbin
CBYWLY Ha Luee, NeYeHne KOTOPOoro NpPOBOAMIIOCH KOHCEp-
BaTVBHbIM MeTOAOM. B guHamuke CBULL 3aKpbIncs vyepes
5 cyTok. B pesynbtate npoBoAMMOW Tepanuu COCTOsIHUE
C ynyulleHremM 1 HopManusaumen aHanu3os. BeinvcaH ns
cTtaumoHapa Ha 39-1 oeHb. KopmneHue yepes poT HayaTo
cnycts 1 mMecsau nocrne BbIMUCKU M3 cTauuoHapa. EtoHo-
cToma Gbina yaaneHa vepes 1 MecsiL nocne Havana nepo-
panbHOro NUTaHUS.

Uepes 6 mecaueB NpoBeAeH Kypc ByxupoBaHusi 330-
paroractpoaHacToMo3a B CBsSi3W C CyOKOMMNEHCUMpPOBaH-
HbIM CTEHO30M (2 By>XMpOBaHWSA C MHTEPBANoM B 4 OHS).
B panbHenwem pebEHOK B OYyXMPOBaHUM He Hyxaarncs.

MpuaepxuBancs wagawen ametbl Ha NPOTSXKeHUN 12 me-
csLeB.

B HacTosilee Bpemsi nuTaHWe COOTBETCTBYET BO3pa-
cTy (NenbmMeHu, BapeHNKU, BapEHOe MSACO).

Yepes 1 rog mManbyvk NOCTYNUN ANA PEKOHCTPYKTUB-
HOro BMeLlaTenbCTBa Mo NOBOAY aTpe3nun NPsIMOMA KULLIKK.
Y pebeHka nmeeT MecTo Bbicokass dopma atpesuun. Cne-
nov KOHeL, ee HaxoauTcs B OptowwHowm nonoctu. lMocne
npoBeAdeHnss npegonepaumoHHon noarotoekn 15.12.10
BbIMONHEHa OpIOLIHO-NPOMEXHOCTHAA MPOKTONacTuKa
(M3 MPOMEXHOCTHOrO 1 abaoMMHANBHOro AOCTYMNOB).

BbinucaH B yooBneTBOpUTENbHOM COCTOSIHUM Ha 14-e
CYTKM nocne onepauuu. byxupoBaHue He NPOBOAMIOCSH.

Yepes 1 mecsu npovsBeaeHa onepauunsa BHyTpUOPHOLL-
HOro 3akpbITusi anus praeter naturalis. BeinucaH Ha 12-e
CYTKV nocrne onepaumm ¢ 4OCTUTHYTbIM 3OEKTOM MOJTHO-
ro BocctaHoBneHus HenpepbiBHOCTU XKKT.

OcMmoTpeH Yepes 1 1 6 mecsiLes, B 6yKMpoBaHUM BHOBb
CHOPMMPOBAHHOIO MULLIEBOAA HE HYXXAaeTcs.

KoHTponbHbI OCMOTp 4Yepe3 1 roa: cocTosiHe yaoB-
neTBopuUTENBHOE, Xanob HeT, aedekaunst ynpasnsemas
(TOHYC aHarnbHbIX COMHKTEPOB U BbI3bIBAEMbIE aHarbHbIE
pednekcsl B HOPMeE).

O6cyxpaeHue

Takum 06pa3oM, KOppPeKUUsS MOPOKOB XKenyao4HO-KU-
LIEYHOro TpakTa OKOHYeHa Ha 5-M rogy KM3HW, B HACTO-
Auee Bpemsi pebEHOK NMOMHOCTLIO coumanbHO aganTupo-
BaH (MocelaeT AeTCKUIA caf, NMTaeTcs 3a o6LIMM CTOMNOM
BMecCTe C AeTbMU 13 rpynnkl). [pegnpuHsaTas Hamu Tak-
Tuka neveHnss MBIP kuweyHon TpybKkn oTpaxaeT Heob-
XOAMMOCTb UHAMBUAYaNU3MPOBaHHOIO NOAXOAA Y AaHHON
KaTeropuv nauMeHTOB, a TakkKe 04epedHOCTb XMpyprude-
CKOWV KOpPEKLMM B 3aBMCUMOCTM OT aKTyarnbHOCTM naTomno-
rMYEeCKOro COCTOSIHUSI.
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