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Pesome

[lpuBomauTcst ciyyali HEOOBIYHOTO BapHaHTa PeEK-
TaJILHOTO MEIIKA — PEIKON pa3HOBUIHOCTH aHOPEKTaIb-
HOW aHOMAaJIUM, HE XapaKTEPHOH ISl EBPONEHCKUX CTPaH.
B 1-e cyTku *xu3Hu y peOeHKa qUarHOCTUPOBAaHA HECBH-
1ieBast popma arpe3un anyca. Ha nHBeprorpammax Kymnosn
MPSMOM KHUIIKK HEOOBIYHO OONbIIHX pa3mepo. Ha orme-
pammu oOHapy>KeHO, YTO BCS TOJICTAs! KMILIKA IPeCTaB-
JIeHa IIapOBUIHBIM CJIENIO 3aKaHUMBAIOLIUMCS 00pa3o-
BanueM 10x15cm. Cutyanust Gonblie BCero HarmoMHHaeT
peKTaIbHbIA MeIOK | THIIa, OTHAKO B OTIIMYKE OT KIIacCH-
YeCKOro BaApHaHTa HE COYETACTCS CO CBUIIIOM B MOYEBYIO
cucreMy. Onucanust MOAOOHBIX BAPHAHTOB ITOPOKA B JIU-
Teparype €AUHUYHBL. PyauMeHTapHBIld y4acTOK TOJICTON
KHUIIKH OBLIO PELICHO COXPAaHHUTh, U3 HETO CMOJICITPOBA-
Ha TpyOKa, KOTopas CHa4yaja BBIBEICHA B BUJIC KOHIIEBOM
KOJIOCTOMBI, @ BIOCJIEZICTBUM HU3BEAEHA HA IIPOMEXKHOCTD
(pebeHok orepupoBaH B 3 3rana). HecMoTpst Ha anuTenb-
HO COXPAaHSBIIMECS U PELUIVBUPOBABILME M30/bI 3H-
TepomaTHy, JiedeHHe pedeHKa MOYKHO CUUTATD YCIICIITHBIM
(yIep>KMBaeT CTYI1, MOMYYaeT MOJHOIEHHOE SHTEPAITBHOE
NUTaHUE, XOPOLIO pa3BHUBaeTcs)). BaxHyto pone B 3TOM
CBITPAJI0 TECHOE COTPYHUYECTBO XHPYPrOB, MEIUATPOB
Y Bpauell Ipyrux CEUaIbHOCTEH.

Knroueevie cnosa: pexmanvhwili Meulox, aHopex-
MATbHbIE AHOMATUY, 2UNONLA3USL TMOACMOU KUWUKU

Beenenne

PexranpHBIN Memok (B 3apyOexHON IuTepaTrype
congenital pouch colon, congenital short colon, pouch
colon syndrome) — cnoxxHasi BpOXKICHHAsI aHOMAJIuS,
Ipy KOTOPOH TOJICTasi KWIIKAa HA BCEM MNPOTSHKCHUH
WM YaCTUYHO paclIipeHa HarogoOue Melka, MMeeT-
Csl arpes3us aHyca M NPsIMOM KHILIKH, «MELIOK» CO00-

102

Abstract

A patient with untypical variant of congenital
pouch colon is presented. This is a rare type of ano-
rectal malformation, unusual for European coun-
tries. The clinical appearance at the 1st day of life
suggested anal atresia without fistula. Invertograms
showed an extremely large air-fluid level. Surgery
revealed that the whole colon was presented only
by a distended blind-ending spheric pouch 10x15
cm. Such a case resembles most likely so called
congenital pouch colon of the Ist type, however,
there hadn’t been any colovesical fistula, typical for
a classical description. The reports on such variants
of malformation in world literature are sporadic and
exclusive. This colonic rudiment was transformed
into a tube-like structure, which was initially used
for end-colostomy, and later pulled through for an-
orectoplasty (3-stage surgery). Despite numerous
episodes of recurrent enteropathy during hospital-
ization, the outcome may be considered successful,
mostly as a result of collaboration between pedi-
atric surgeons, pediatricians, and other specialists.

Key words: congenital pouch colon, anorectal
malformations, colonic hypoplasia

LIAETCS [IUPOKUM CBUIIIOM C MOYEIIOJIOBOM CHCTEMOM
(gamme — ¢ MOYEBBIM TTy3bIpeM) [6, 9, 12]. DToT mopox
BCTpeYaeTcs KpailHe pelKo, OH OMUCaH B OCHOBHOM
B ceBepHoil yactu Wuauu (roe cocrasusier 2,5-9%
BCEX aHOPEKTAJIbHBIX MOPOKOB [6]), pexe — B Ipyrux
azuarckux crpanax [1, 2], coobmenus u3 crpan EBpo-
bl 1 AMEPUKH STUHUIHEI [7].



Hanmnume y peOGeHka TaHHOW TATOJIOTHH MOMKET
BBI3BIBATH OIPEJICICHHBIE TPYAHOCTH B JAMAarHOCTHKE
Y JICYCHUH.

MarepuaJj u MeTOAbI HCCJIeJOBAHUS

Manvuux B. npoXoAwI JIEYEHUE B HAIIEM CTaLAO-
Hape ¢ 2011 mo 2013 . PeGenok ot TpeTheit bepeMeH-
HOCTH Ha (hOHE MHOTOBOHSI, BTOPBIX PO/IOB Ha 35/36-i
Henese (Macca npu poxxaeHuu 2900 1, oueHka no An-
rap — 7/8 6annos). Ilpenaransho, nmo ganHsiM Y3U,
KaKUX-1100 aHOMaJMid He BBISBICHO. Y Marepu — OTsI-
TOIICHHBIM aHamHe3 (onuiencus, BWY-undexims,
cTapiinii pedEHOK CO MHOXKECTBEHHBIMU IIOPOKaMU
KOHEYHOCTEH ).

[Ipu ocmoTpe B pomgoMe BBISBICHA arpe3us aHy-
ca 0e3 Hapy)KHOTO CBHWIIA, B CBS3U C 4YeM B BO3pac-
T€ HECKOJIbKHX 4YacOB JKM3HHU TEPEBEICH B CTAllMOHAp.
IIpu ocMOTpe NPOMENKHOCTH BBISBIEHO, YTO AHAJIBHOE
OTBEPCTHE OTCYTCTBYET, aHAJIbHAs SIMKA BBIPaXKEHA CJla-
00. [locraBnen MoueBoii kKareTep — ModYa IMpo3padHasd,
0e3 npumeceil. Takum 00pa3oM, OblIa TMarHOCTUPOBaHA
HecBuILeBas popma aTpe3nu aHyca v NPSIMON KULIKU.

Ha unBeprorpammax (puc. 1) oOpaman Ha cebs
BHUMaHHE HEOOBIYHO OOJIBIINX Pa3MEPOB TEPMHUHAIIb-
HBIH OTAeT (KaK IMepBOHAYaIBHO MPEATIONArajoch) mpsi-
MOH KHIITKHA. PeOEHOK B3AT B ONEPAMOHHYIO AJIS pe-
BU3UH OPIOLIHOM MOJIOCTH U HAJIOXKEHUSI KOJIOCTOMBI.

[To BckpbITHH OPIOLIHOM MOJIOCTH — B paHy Mpea-
JISKUT KHCTO3HOE CIIETIO 3aKaHYMBAIOLICeCs IapOBH/I-
Hoe oOpaszoBanue pazmepamu 10x15cm. [Tpu peBusun
BBISIBJICHO, YTO 3TO 00pa30BaHUE SIBISICTCSA PE3KO pac-
HIMPEHHBIM YYacCTKOM TOJICTOM KHILUKH, IPUYEM BCS
TOJICTAsl KHILIKA MPEACTABICHA UCKIIOYUTEIEHO 3TUM
oOpasoBanuem (puc. 2). Crona ke BIajana moAaB3/I01I-
Hasl KUIIKA U 37eCh e MMEJICS] TUIOIUIa3uPOBAHHbIH
4yepBeoOpa3Hbli OTPOCTOK B BHJE BbIpOCTa 1—2MM.
[To BCKpBITHH CTEHKH TOJICTOW KHUIIKH (0Opa30BaHMs)
MOJTy4€H MEKOHUI, KUIIIKa OIIOPOKHEHA.

bouto pemieHo paHHbBI ydacTok (0Opa3oBaHHE)
COXPaHUTh, OH OTCEYEH OT MOJB3I0IIHON KUIIKH (C CO-
XpaHeHneM OpbDkeiikn) (puc. 3a), u3 Hero chopMHpPO-
BaHa TpyOka quaMeTpoM 3 ¥ mimHOU §cM (puc. 30),
KOTOpasi BbIBE/ICHA HAa OPIOLIHYIO CTCHKY B BUJE KOH-
1eBoi komoctoMbl (puc. 3B). TepMuHANBHBIN OTHET
MOAB3IOIIHON KHUILIKM TAK)KE BBIBEIICH B BHUJE KOHIIE-
BO MII€0CTOMEI (pHC. 3B).

[NocneonepayioHHBII IEpUOL IPOTEKal 0e3 XUpyp-
rMYECKUX OclokHeHul. OCHOBHOM MpoOsieMoil ObuIn
MOTEPH TI0 CTOME (C YBEIHMUCHHEM 00heMa dHTEPaTLHO-
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Puc. 1. VHBeprorpamma (Bospacr - 21 ac xuaHu)

IO IUTAHUS CTYJI CTAHOBHJICS BOJSIHUCTBIM, peOCHOK Ha-
YHMHAaJ TepsTh B Bece). [lepBoHavabHast 0ObIYHAst CMECh
(«Hectoxxen») Oblma 3aMeHEHa Ha PaCIICIUICHHYIO
(«Anbdape»), BBOIWIM 3aryCTUTENN M JIMIIb CITYCTS
Mecs1] OCJIe OHEPALUH YAAI0Ch IIOJHOCThIO OTMEHUTD
WH(Y3NOHHYTO Tepanuro. B Bo3pacte 1 mecsma 3 Hemens
MaJIbYHMK ObUI BBIITMCAH ¢ Maccoit 3697 1.

[ToBTOpHO peOEHOK MOCTYIUII B CTALlMOHAP B BO3-
pacte 7 MecsueB AJsl MPOBEICHUS OCHOBHOTO 3Taria
OIICPATUBHOI'O JICYCHUA. Ha momenr NOCTYILICHUSA
MaJIBYMK KOPMWJICS MOJIOYHOH CMEChIO U KalllaMy,
Bec coctaBisul 7350 T, cTyn MO MIIEOCTOME OTXOJWII,
OJJHAKO YacTO CTAHOBMJICS >KUJIKUM, BOASIHUCTBIM; 00-
paiano Ha cedsi BHUMaHHE BBIPAKEHHOE pa3ipasKeHne
KOKH BOKPYT CTOMBI.

B cBs131 ¢ HapacTaHreM OTEPh IO CTOME JUTS KOM-
NEHCAlUM COCTOSHUSI U IOJATOTOBKM peOEHKa K oIle-
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}
Toncran KHWHE : :

panum MmoTpedoBaIoch OKOJIO 4 MecsieB (B ICIOM
TOCIIUTAIM3AINS 3aTSHYJIach OOJbIIE YeM Ha TOX).
JlnarHoCTUPOBaH CHUHAPOM MajbaOCOpPOIMU, MTPOBO-
IIATA TIOA00p W KOPPEKIHUIO DHTEPATHHOTO MUTAHUSA,
(epMeHTOB M MH(]PY3NOHHOH Teparmu.

B Bo3zpacte 11 mecsiueB BBIIIOIHEHA BTOPast OIe-
panusi, Hadatas u3 gocryna mo A. Pena. Ha tomctom
karerepe Dojest chopMUPOBAH TYHHEIb, MOCIIE YEro
peOCHOK IepeBepHYT Ha CruHY. Paspe3om, okanimiis-
FOIIIIM CTOMBI, BCKpPBITa OpIOITHAsS TOJOCTh (pHC. 4a).
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Puc. 2. Bua Bo Bpems onepauyy 1 cxema nopoka

\
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(o}
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! Puc. 3. Cxema 1-it onepatmm:
\ /’ a-6 — hopmmposaHue TpybKu

3 y4acTKa TOMCTOM KLLIKN;

B B — KOHLIEBbIE KONOCTOMA
Y UrieocToma

OcTtaTok TOJCTOM KUIIKM BbIAeNeH (puc. 40) (mimHa
ero oxojo 12cm, nuamerp 2 cm), MOOMIIM30BaH, C TO-
Motrpio Karerepa dones HU3BeIEH Ha NMPOMEKHOCTh
yepe3 HapyKHBIH CcOUHKTEp (pHc. 4B) W TONIIHUT
M0 OKPY>KHOCTH K KOke (pHcC. 4T).

[locne HM3BEAEHUS TOJICTOM KHILIKH €€ MPOKCH-
MaJIbHBI KOHEL| Ompenesijics Ha ypoBHE He Oojee
YeM Ha 1CM BBbIIIE TIEPEXOTHON CKIIAJAKH OpIOLIMHBI
(puc. 4r). DTOT OTHEN aHACTOMO3HPOBAH C MPHUBOIS-
1IeH MOAB3IOITHOM KUIIIKON «KOHEI] B KOHEL» JABYPSJI-




Puc. 4. Cxema 2-it onepauyu: a — nanapotomust; 6 — Bbigenenue
TOMCTOM KALLKA; B — HU3BEEHVE TONCTON KMLLIKM C MOMOLLbIO KaTeTepa
Qores; I - ToncTas kuLLKka NOALMTA K KOXe B 06MacTi HapyKHOrO
CXHMHKTEA; ] — UNIEOKONOAHACTOMOS; € — AABOVHAS MNeocTOMUA

HBIM IIBOM (pHc. 41). Pana OpromHoi cTeHKH yimuTa
¢ popMupoBaHUEM JBOHHOHN MIEOCTOMEI (puUc. 4¢).
[TocneonepaMoHHbINA TIEPUO] TPOTEKAT 0€3 XH-
PYPrHUECKUX  OCIIOKHEHUH, OJHAKO BHOBH CO-
MPOBOXKIAJCS BBIPAKCHHBIMU IOTEPSIMU 110 CTO-
Me, MNOTPeOOBaBIIMMHM O4YEPEIHOW 3aMEHBl CMECH
(na «IIperecTuMmID») U TOCTOSHHOTO MUKPOCTPYHHOTO
KOpMJICHUS uepes3 30H]1. Hauaro OykupoBaHue aHyca.
Uepes 1,5 mecsmia mocne omepanu (B BO3pacTe
rojia) wieocToMa 3akphiTa. [locneonepauoHHbIi iepu-
o — 0e3 XUPYPrudecKUX OCJIOKHEHUH, CTYJ CTall OTXO-
JMTh 13 aHyca ¢ 4-x cyTok. Bo3oOHOBIIEHO Oy:KHupOoBaHUe.
Ha stom sranme xupypruueckass 4acTb JICYCHHUS
peOenka Obuta (hakTHUecKH 3aBepuieHa. Ho, yduThl-
Basi CJIOKHOCTH PETYIMPOBAHHS DHTEPATBHOTO M Ta-
PEHTEPANIbHOTO THTAHMS, MaJbuUK eIlle B TCUCHHUE
HOCIeqyIomMX 9 MecsleB OCTaBajcs B CTalMOHa-
pe (B ycloBHMsX meauarpudeckoro otneneHus). He-
CMOTpsI Ha MPOBOAMMOE JICUCHHE (BHOBb Ha3HAYCHBI
pacuiernyeHHas cMech «AJbdape», 3ateM — «[lentu-
KeHT», apeHTepaibHOe MUTaHUE, KypChl aHTHOAKTe-
PHAIBHOM Tepamnuu, SHTEPOCOPOEHTHI, MPOOHOTHKH),
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y peOcHKa MepuoIUIECKH BO30OHOBIISITUCEH TIPOSIBIIC-
HUSI SHTEpOnaTuu (B BHJIE KUAKOTO CTyla M MOTEPb
B Bece). TeMm He MeHee yaajaoch HE TOJIBKO OTKa3aTbCs
OT MAapeHTEePaJbHOTO W HAJAAUThH TOJIHOE SHTEPalIb-
HOE NMHUTaHUE, HO U M00YEPETHO BBECTH BCE OCHOBHbBIE
MPUKOPMBI, TaK YTO B KOHEUHOM UTOTE PeOCHKa CMOT-
JIM TIEPEBECTH Ha OOBIYHBIN cTON — «MaioTka» ¢ uc-
KJIFOUCHHEM XJIEOHBIX U MOJIOYHBIX IPOAYKTOB. OKOH-
YaTeJIbHO MajibiuK OBbUI BBINKMCAH B Bo3pacte 1 roma
10 mecsie ¢ Maccoli Tena 9850 1, B yA0OBIETBOPUTENb-
HOM COCTOSIHHU.

Pe3ynbTaThl HCCI€10BAHUS U UX 00CY:KIeHHE

[Ipu mociemHEM KOHTPOIBHOM OCMOTPE MAaJTBIH-
Ky 2 roma 3 wmecsna, Bec 10,5kr. Pebenok momydaer
MPAKTHYECKU TOIHOIIEHHOE (IT0 BO3pPACTy) MUTAHHE,
aKTUBEH, X0poIo pa3BuBaercs. CTya OTXoAMT 6 pa3
B CYTKH, KaIIUIIEOOpa3HBIA. DMU30bI SHTEPOIATHU
HE BO30OHOBIISITUCH. AHYC JIETKO TIPOITyCKaeT Oy>K BO3-
pacTHOTO TUaMeTpa.

B cBsi3u ¢ TeM, YTO peKTabHBII MEIIOK — PEAKUI
W HETHITMYHBIN I eBPOIIEHCKUX CTpaH MOPOK pa3BU-
THsI, caMa TIOCTaHOBKAa U MPaBHWIbHAs (OPMYIMPOBKA
JIMarHo3a y’Ke MOXET BBI3BIBaTh TPYIHOCTU. OmrcaHo
4 Tuma MopoKa, B 3aBUCUMOCTH OT JITTHHBI CETMEHTA He-
W3MCHEHHOM TOJICTOM KHWIIIKH, a TakKKe 5-U THUI — ¢ Ha-
JUYUEM OTHOBPEMEHHO ABYyX MewkoB [6, 9, 12]. Hawm
cilyuall, CKopee BCero, npaBujibHEe OTHECTH K | Tumy
PEKTAIbHOTO MEIIKa, IPU KOTOPOM HOPMAJIbLHOHN TOJI-
CTOM KHIIKHU HET, a MOJAB3IOIIHAS BIAJAaeT HEMOCPE -
CTBEHHO B MemoK. OmHAaKO OOBIYHO MPH ITOM THUIIE
MOpOKa MIMEETCSI CBUII B MOYEBOW ITy3BIPh, KOTOPOTO
B HAIlIeM ClTydae He ObLIO.

B nuteparype BcTpeuaroTcst OnMCcaHus €IMHUYHBIX
CJIy4aeB PEKTaJbHOTO MeIIKa 0e3 CBUIlla (Hampumep,
B ontHOM uccrnenoanuu [3] u3 41 pebeHka ¢ peKTaib-
HBIM MEIIKOM JIUIIb y 3-X oH 0611 0e3 cumia). Ho gaxe
HEMHOTOUHCJICHHBIC OMHCAHUS OCCCBHUIIEBBIX (OpM
OTHOCSITCS TUOO K IPYrOMY THITY PEKTAIBHOTO MEIIIKA,
100 K IPyroMy BapuaHTy aHOPEKTaJIbHBIX aHOMAJIHIA,
BXOJIAIINX B CTPYKTYpy nopoka [3, 4, 8].

BousiBnisiemblii Ha HMHBEpTOrpamMmax (Wi 0030p-
HBIX PEHTI€HOrpaMMax OpIOITHOM TONIOCTH) pa3myThId
JI0 OONBIIAX pa3MePOB KyTION KUIIIKH, TI0 JTUTePaTyPHBIM
JTAHHBIM, TUTIMYEH (€CJIA He TAaTOTHOMOHWYEH) JUISl JIaH-
HOM matonoruu [3, 6, 8, 10, 12]. bonee Toro, BeIcKa3biBa-
€TCsl MHEHHE O TOM, YTO TI0 BHEIIHEMY BUJIY U PACIIOO-
’KEHHIO 3TOTO KyIOJIa MOXKHO €IIIe JIO ONepaIliy CYAUTh
0 KOHKPETHOM (hopme pekTaipHoro Merka [ 10].
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W30OpanHas HaMu XHUpypruyeckas TaKTHKa CO-
mIacyeTcs ¢ TAKTUKOW, NpeutaraeMoi uisl KOppeKLUU
pexTanpHOTO Memka | Tuma GONBIIMHCTBOM aBTOPOB
[6, 9], onHako CymIeCTBYIOT MyOIMKAIIMK O BO3MOXKHO-
CTH PaJMKaJIbHOTO XUPYPrHYECKOTO JICUCHHS B OJUH
arar [5].

B HEKOTOpBIX HCCIENOBAaHMSX OTHAICHHBIX pe-
3yasTaToB [11] TOBOPHUTCS O COXpaHSIOMIEMCs TMocie
orepaInyy HeJlep)KaHUH Kajia Yy MHOTHX OOJibHBIX. He-
CMOTps Ha YCHEIIHBIN pe3y/bTar JeUeHUs Hallero na-
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BriBoabI

1. B omnuceiBaeMOM cilydae Mbl CTOJKHYJIUCH
HE TPOCTO C PEIKHM, HE XapaKTepHBIM ISl €BPOIEO-
WIHOHN pachl BUJIOM aHOPEKTAILHOW aHOMAJIUU — PEK-
TaJbHBIM MEIITKOM, HO ¥ C HEOOBIYHBIM €TO BAPUAHTOM.

2. B mogo0HBIX CHTyalusx IeJIeCOo00pa3HO MaK-
CUMAJIbHO COXPaHATh UMCHOIIYIOCA TOJICTYIO KUIIKY —
Jlake pyaAuMeHT JJIMHOKW 10cM MOXKHO BIIOCIEACTBUM
WCTIOJIH30BAaTh JIJIsl HU3BEJIEHUS Ha TTPOMEKHOCTD.

3. J1ns ycrienrHoro JiedeHust of00HBIX OOJBHBIX UC-

[IUEHTa, OH, OC3yCIIOBHO, HYXIACTCs B JalbHEUIIEM
JUTATENTLHOM JTHCIIAHCEPHOM HAOITIOACHUH.

KJIFOUMTEJIHO BaKEH KOMILIEKCHBIN MOIXOM € YYaCTHEM
XUPYPIoB, IEAUATPOB U BPAUEH IPYTUX CIIECLUAIBHOCTEM.
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