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Xupypeus momanbHo20 GeaHzuo3a moacmoli Kuwxu 8 demckoll nonyasyuu npedcmasasem uHmepec: Hem eouHo-
20 MHEHUS 8 cnocobax ycmpareHus 0aHHO20 Msxen020 coCmosHuUs. [1pednioxeHsl Hauboee 4acmo Ucnosb3yemble
nodxodbl 8 Xupypeuu csepxnpomsxeHHol ¢opmbl 6one3Hu upwnpyHea: onepayus Joamens, 3H00peKManbHbIl
uneoaranbHbil aHacmomos. 06a cnocoba umerom npeumywecmsa u Hedocmamku. Mamepuan nOCBAUleH UCNO/Ib-
308aHUI0 NPOOOJIbHLIX USROKOIOPE3epBYapos8 8 Xupypeuu MOMAnbHO20 A2aH2aU03a MoACMOol KUWKU, ONUCAH
cobcmaeHHbIli ycosepLeHCMBOBAHHbIG N0OX00 Npu HopMuposaHuu 3HO0peKmMaabHo20 aHacmomo3sa. llpu scex cno-
cob6ax npomMexymoyHsIM 3Manom BbINOJHAEMCS NPeBeHMUBHOE CMOMUPOBAHUE HA PA3NUYHBIX YYACMKAX KULIeYHOU
mpy6Ku, Yawe mepmuHanbHom omoesne moHkol kuwku. llpedcmasieH kamamHes 0emel, 3AKOHYUBLIUX XUpYpauYe-
CcKuli aman u Haxo0AWUXCA Ha 3mane peabunumayuu — om 7 mec. 0o 8 sem.

KJIDYEBBIE CJIOBA: 6one3tb [upwinpyHea, momansHas gopma bonesHu [upwnpyHea, npomsxeHHas gopma 6oneHu upwnpyHaa, momansHsii
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There is no consensus on total colorectal agangliosis in children and two modalities are most often to use: Duhamel
procedure and endorectal ileoanal anastomosis. The paper presents the experience of ileocolonic pouch in these
patients. An original modified technique is described. All patients underwent previous diversion, more often terminal
ileostomy. The follow-up was 0.6-8 years, the late results were estimated.

KEYWORDS: Hirschsprung’s disease, total form of Hirschsprung’s disease, extended form of Hirschsprung’s disease, total colon agangliosis, con-
genital agangliosis
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BBEOEHUE

[lo KOHUa HepelweHHON Npo6aemMoil COBpeMeHHOro 3Ta-
na pasBuTUs XUpypruu 6onesHn MmpwnpyHra senseTcs
TOTaNbHbIA araHrnMo3 TOACTON KULWKW AU CBEPXNPO-
TAKeHHas (opMma 3a6oneBaHUs — MOPOK, XxapaKTepu-
3YOWNIACA OTCYTCTBMEM WHTPaMypanbHbIX TaHIMeB
CMIETEHUI CTEHKW TOJICTOM KUILKW HA BCEM ee NpoTs-
YKEHUU C pacnpocTpaHeHMeM NaToNor1n Ha TEPMUHAN b-
Hble OTAenbl NofAB3AoWHON kuwkm [1]. Lo HacToswe-
ro BpeMeHW NpefMeToM AUCKYCCUU OCTaeTcs BOMPOC
XUPYPruyeckon KOPPeKLuUn BPOXAEHHOTO TOTANbHOIO
araHrn1o3a TOACTON KMWKU: He CyllecTBYeT eAnHOro
MHEHWUS O MPUMEHEHUM TOW WKW UHOW OnepaLnu Kak
VHUBEPCaNbHOW ANA NleYeHUs AaHHOTO TAXKENoro coc-
TosHMA [2,3].

[letanu3zauma xupypruyeckux 3TanoB onucaHa B psfe
3apy6exHbix pabot [4]. Mepsblit 3Tan — hopmMupoBsa-
HUe wuneoctombl. MeTogoM BhiGOpa NeYeHWUs ToTaslb-
HoW opMbl araHrivo3a aensetca onepauusa [ioamens
[5-7].

[locTaTouHO WHPOKO 06CYKAAETCA MCNob30BaHUE
NPOAONbHbLIX  TOHKO-TOJCTOKUWEYHBIX  aHACTOMO-
308 no tuny «side-to-side» mo cnoco6am Kumypa
n MaptuHa [5,8].

Tak, B npeactaBneHHoit cepum 35 cnyydaes TCA
(Oramens — 20, MaptuHa-foamens — 4, Coase — 5,
Knmypa — 6) aBTOpamu yKa3blBaeTCsA MeHblUee Koanye-
CTBO OCNOXHEHUW U NyYliMe UCXOLbl NPU BbINMOAHEHWUY
meToanku [ioamens [5,6,9].

[nckytabenbHblM 0OCTaeTCs BOMPOC CPOKOB OKOH-
YaHUA XWPYPruyeckoro 3Tana JseyeHus: dopmu-
pOBaHMA 3HAOPEKTaNbHOr0 aHacToM03a M PEeKOH-
CTPYKUWUU KUWeYHOW TpyOKu. TaK, ecTb MHeHue,
YTO NPUOPUTETHBIMU KPUTEPUAMU HABNAKOTCA BO3-
pact (2,5-3 roga) U BO3MOXHOCTb KOHTPOAUPOBATh
mMoyeucnyckaHue [10].

B HacTosilwem uccnefgoBaHUM Mbl NPeAcTaBiseM co6-
CTBEHHBI OMBIT XMPYPruu TOTaNbHOW hopMbl 60NE3HM
[MpwnpyHra y feTeit ¢ UCNOAb30BAHUEM MPOLOJIbHbIX
nneo-KonopesepByapos.

Mcrnonb3osaHue NpofoNLHOTO UneoKonopesepByapd B XMpPyprum
ToTanbHoi $popmbl GonesHu MMplnpyHra y aeten
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LLEJSTb

MpeacTaBuTb BO3MOXHOCTM MCMNONb30BAHUA MPOAOJb-
HOFO TOHKO-TOJICTOKMLWEYHOr0 pe3epByapa Kak anbTep-
HaTMBHOro Cnocoba XMpypruu TOTANbHOrO araHriMo3a
TONICTON KULWKK Yy feTen.

MALUMEHTBI M METO b

®opmupoBaHue NPOAONbHLIX WIEOKONOpe3epByapoB
BbINOJIHEHO OfHOW XMpypruyeckoit Gpurapgoit Ha base
LleHTpa aHOManuit pa3BuUTUA aHOpeKTasbHOM 0bnacTy
U KonopekTanbHOM xupypruu KeaHo-MaTpeHuHCKON
[ETCKOM KnuHuvecko GonbHuLbl (MpKyTCK) y 6 peTeit
C TUCTONOTUYECKN YTOYHEHHOI TOTaNbHOM hopmoit 6o-
ne3un MvpwnpyHra. B npepcraBneHHon rpynne getei
¢ BpoxpaeHHbiM TCA npeobnaganu pesovku (66,7%).
Y Bcex AeTeil B aHaMHe3e OTMEYEHO MO3AHee OTXOXAe-
Hue MeKoHus. B 100% AuarHo3 6bin yTOYHEH BHeCaU-
3UCTOM NECTHUYHON (MO3TaXHoI1) Buoncueit ¢ ructono-
TMYeCcKUM U 006s3aTeNbHbIM UMMYHOTUCTOXUMUYECKUM
uccnegoBaHueM GUONTATOB HAa KalbpeTWHUH. Ha Mo-
MEHT BMelLaTenbCTBa C UCNONb30BaHWEM pe3epByapHOM
TEXHOAOrMU BO3PacT NaLMEHTOB COCTaBMA OT 2 Mec.
po 9 net (MepuaHa 14 mec.). [lo MomeHTa ycTaHoBJe-
Hus auarHosa TCA nmauueHTbl MMeNu B aHamHe3e OT 2
po 5 onepauuit. Bcem fetam n3HayanbHO BbIMONHANOChH
NpeBeHTUBHOE CTOMUPOBAHME Ha pa3inyHble OTAEnb
KuwedyHol TpybKM no nosogy fAebiota 3aboneBaHus
B BUJi€ CUMMTOMOB HU3KOM KMILEYHON HEMPOXO[MMOCTH,
HEKPOTU3UPYIOLWEro 3HTEPOKONUTa HOBOPOXAEHHbIX.
JleTanbHbIf ncxop B 1 cnyyae Ha NPOMEXYTOYHOM 3Tane
neyeHuns Ha GoHe hOPMUPOBAHMA CUMHLPOMA KOPOTKOM
KMLWKK.

Onucanue cnocoba

OCHOBHOI 3Tan pPeKOHCTPYKTMBHOTO BMeLATeNbCTBA
3aKNoYanca B pe3eKuMu TONCTOM KUWKK, Popmupo-
BaHUM TOHKO-TOJICTOKMIIEYHOTO (MNeo-Kono) pesep-
BYyapa Ha ypoBHe BOCXOAslWeN 060404HON Kuwku (1),
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HUCXOAAWEH 000A0YHOW KMWKM (4) M nonepeyHo-
060f04HOM KUWKK (1). [ucTanbHblil cerMeHT TONCTOI
KWWKN NOLBEprancs MaKCMMaNbHO HU3KOW pe3eKuuu
C OCTaBNeHneM KynbTu ganHon fo 7-10 cm Hag Ta3oBon
GptownHoit. WneokonopesepByap BbLIBOAMICA CTOMOIA,
COAepiKalleil CTEHKY TOHKON U TONCTOM KULWOK, efUHbIM
OTBEPCTUEM Ha MEPEeAHIon OPIOWHYI0 CTEHKY B NEBOI
unu npasoi 6okoBbIx o6nactsx (Puc. 1).

Yepes 6-10 MmecAueB nocne npoBeAeHUA WHCTPY-
MEHTANbHOTO ~ WUCCNefOBaHWs  WieoKonopesepsyapa
(KOHTpacTHOe pEHTreHONOTMYECKOe; IHAOCKONMUA) Bbi-
MONHANACh Pe3eKLus NPAMOil KUWKKU 6e3 coxpaHeHUs
MbllIeYHOro (yTnapa W TpaHCaHanbHOe HU3BEAeHue
pe3epByapa, (hOpMUPOBAHME IHAOPEKTANLHOrO WIEo-
KofoaHanbHoro aHactomosa (Puc. 2,3).

OueHka cocTosHMA CHOPMUPOBAHHOTO WNEO-KOMO0a-
HaJbHOTO aHacTOMO3a M KanubpoBOYHOe OYKMPOBaHME
BblNonHANUCh, Ha 10-12 cytku nocne onepauuu. Cpok
peabunutauMoHHOro nepuofa coctasua ot 5 go 11 me-
cALeB c MeAnaHow B 7. Kputepnamm roToBHOCTM BKIKOYe-
HMA pe3epByapa B nuiLeBapeHue ABAANNCL BO3PACTHON
pasmep Oy)Ka, OCBOEHME HaBblKa aedekaunn Knu3mamu,
LEeKOHTaMWHaLMA pe3epayapa).

KatamHes. Cpok KaTamHe3a — OT 7 Mec. Ao 7 net. B Ha-
cTosillee BpeMs y Bcex Aeteit (5) Xupypruyeckuii atan
nedyenus TCA okoHueH. Hamu npoBefeHO aHKETMpOBa-
HMe C MCnoNb3oBaHWEM aAanTUPOBAHHOIO OMPOCHMKA
PedSQ 4.0. AHanu3 nokasan pecepeHTHble 3HaYeHus
nHpekca maccel Tena B 80%. B HacToswwee Bpems putm
pedekauun ot 3 go 5 B cyTkM, TMN 5 no bpucronbckon
WKane oueHnBaHMA Kana. Mo3biB Ha fedekaLunio ycToii-
YMBBIA. INU30Abl HeyAepxaHWA Kana meHblwe 1 pasa
B Hepento y 3 (60%) neteit; B 20% cny4aeB NpoOsBAEHMIA
aHanbHOM MHKOHTUHEHLMUMU HeT. B aByx ciyyasx umeer
MEecTo NpueM aHTUAWAPENHBbIX NpenapaTtoB 3NWU30[M-
Yecku. B ofHOM HabNOAEHUU CNOXKHOTO ANUTENLHOTO
XUPYPruyecKkoro aHamHesa BCNefCTBME HEOJHOKPATHBIX
BMeLaTeNbCTB Ha TOHKOM U TONCTOM KulwKe chopmMupo-
BaNACA CMHLPOM KOPOTKOM KWLWKKM, NO NOBOAY Yero 3a-
NNaHWPOBAHO NPOBeAeHMe 3HTeponnacTuku. Y opHOM
NauMeHTKN Npu KOHTPONbHOM OCMOTpe [UAarHOCTMpO-
BaHO (hOpMMpOBAHME MepuaHanbHbIX MOUMNOB, reHes
KOTOpbIX He ficeH (Puc. 6).

[leTn BOCCTAHOBMIM COLManbHbIA CTaTyC B BUAE OYHOTO
00y4eHus B LWKONe W noceleHus petckoro caga (80%),
VUpEXAEHWI T LONONHUTENbHOrO 06pa3oBaHus, pacliu-
pUan AnanasoH o6LWeHUs CO CBEPCTHUKAMM.

OBbCYXAEHNE

Ha cerogHAWwHMIA fAeHb CTpaTernsa neyeHus nauueH-
TOB C TOTafbHbIM araHra1030M TONCTON KUWKN — Ap-
KWit npumep CTPOro nepcoHMdULMpPOBaHHOrO Nofxona

KOJIOMNPOKTONOINS, Tom 23, N2 4, 2024

B [ETCKOM XMpypruu. 3a4actyio NO3LHAS AMArHOCTUKA
ABNAETCA onpejensowum HakTopoM B XUpPYypruu To-
TaNbHOMO araHrAno3a TONCTON KUIWKK. CNOXKHBINA Xupyp-
rMYecKUn aHamHes 6le'| Yy nauMeHTKn C YTOYHEHHbIM
puarHosom TCA nuwb B Bo3pacTe 7 neT.

PucyHok 1. Bud uneokosocmomsl Ha nepedHel OptowHol
cmeHke
Figure 1. Type of ileocolostomy on the anterior abdominal wall

PucyHok 2. Bud koHdyuma (pesepsyap) nocne mobunuzayuu
u desackynsapusayuu 6accelia a. colica sinistra

Figure 2. Type of conduit (reservoir) after mobilization and
devascularization of the a. colica sinistra basin

PucyHok 3. Bud 3H0opekmanbHO20 U1e0KON0AHACMOMO3d
Figure 3.Type of endorectal ileocoloanastomosis

KOLOPROKTOLOGIA, vol. 23, N2 4, 2024
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Kputepusamu, onpegensiowumu Boibop cnocoba 1 3Tax-
HOCTb, SIBNAIOTCA WCXOHbI COMaTUYeCKUit CTaTycC na-
LiMEeHTa, BO3PACT, XMPYPrUYECKUIA aHAMHES, pe3y/bTaThl
MHCTPYMEHTanbHOro obcnefoBarus. B nopasnsiowem
GONbLIMHCTBE CYYAEB UMEET MECTO NPEBEHTUBHOE CTO-
MUpoBaHMe naumeHTa. QUeBMOHLIMU NpPEUMYLLECTBAMMY
KUIWEYHOI CTOMbI SBASETCA [EKOMNPECCUs KUWEYHOI
TpyOKKM, NpoBefeHne HeobXoAMMbIX PEHTreHonoruye-
CKUX UCCNEeLOBAHUIA, AEKOHTAMUHALMA KULWKK, @ TAKKe
npeaynpexaeHmne pana oCNoXHeHuN.

CyTb  MCNONb30BAHMA TOHKO-TOJICTOKMUWEYHOMO pe-
3epByapa npu TOTlbHOM araHriMo3e 3aK/KYaeTcs

PucyHok 4. KoHmpossHoe KoHmpacmHoe uccnedosaHue yepes
7 Mec. nocsie KOMOUHUPOBAHHO20 BPIOWIHO-NPOMEKHOCMHOZ0
Hu3BedeHus uneoKosopesepsyapa (8o0opacmsopumblii KOH-
mpacm sgedeH 4epe3 uneocmomy). CmpenKamu yKa3aHbl cmex-
Ka moHkol kuwku (1) u moncmoli Kuwku (2)

Figure 4. Control contrast study 7 months after combined ab-
dominal-perineal reduction of ileocoloreservoir (water-soluble
contrast was introduced through ileostomy). The arrows indi-
cate the wall of the small intestine (1) and colon (2)

- : 4
PucyHok 5. 3Hdockonuyecks kapmuHa npocsema uaeoKosope-
3epsyapa. BudHbl cmeHKu moHKoU u Moacmol KUWOK, TUHUS
MOHKO-MONICMOKULWIEYHO20 GHACMOMO3a

Figure 5. An endoscopic picture of the lumen or near the res-
ervoir. The walls of the small and large intestines are visible,
the line of the small-colonic anastomosis

Mcrnonb3osaHue NpofoNLHOTO UneoKonopesepByapd B XMpPyprum
ToTanLHOM Ppopmbl Gonesnu MMpwinpyHra 'y geten

B COXpaHEHUU MOTOPHOI yHKLMK 33 CYET nepucTanb-
TUYECKUX [BUKEHUN CTEHKM TOHKOMN KUILKMK, TEM CaMbIM
obecneynBaeT GU3NOAOTUYECKYIO (DYHKLMIO KUWLEYHU-
Ka; C ApYroi CTOpPOHbI, NPUCYTCTBME B pe3epByape CTeH-
KW TOJICTOM KULWKM 0OecneymBaer BCaChbiBaHUE XUOKO-
CTU U MUKPO3JIEMEHTOB.

KpoBocHabeHne H13BeJeHHOro pe3epByapa ocCyllecT-
BASETCA COCYAaMM OpbIKENKM TOHKOM KULWKM, NO3TOMY,
no Hawemy MHeHU, HOPMUPOBAHME KOHLYUTA BO3MOX-
HO Ha Nto6boM OTAee 06004HOI KULWKM: NPOUCXOAsLLEE
MHTpamypanbHoe obbeauHeHe COCYyANCTbIX GacceitHoB
CTEHOK N03BOJISET B OGO CUTYaALMM BINOAHUTL HU3BE-
AeHue nocnefHero 6e3 HapylweHWs KpoBoobpalyeHus.
B npepcraBneHHoOW cepuu Mbl HE UCMNONb30BaNM NPUH-
uMn bopMMpPOBaHMA TONCTOKMLWIEYHBIX 3aniaT U uaeoa-
HanbHOE 3HAOpEeKTanbHOEe aHaCTOMO3MpOBaHWe, OTAaB
npennoyTeHne HU3BEAEHMIO pe3epByapa € (popmupo-
BaHWEM WIeOoKON0aHaNbHOro coycTbs. Ha Haw B3rnag,
LAHHBIN MOLXO[L HeceT onpefeNeHHoe CMbICNIOBOE 3Ha-
yeHue, KOTOPOe TpebyeT fanbHenero n3ydYeHns.
HemanoBaxkHoe 3HayeHue B AeTCKON NONynALUM UMeT
BONPOCHl (YyHKLMOHaNbHOW NOArOTOBNEHHOCTU pe3ep-
Byapa nepej BKIOYEHWEM B MPOLECC NULeBapeHus:
obyyeHune aKkty fedekauuu, onpefeneHue NOHUMaHUs
KOHCUCTEHLMM Kana, aHasbHOe yaepxaHue, a TaKxe ero
AeKaHTamuHaums. Mo Hawemy MHeHMIO, NPOLLECC NONHOM
ajanTauum pesepByapa K CMelaHHoN hyHKLMKY 3aHMMa-
€T 0T 4 0o 6 mMecsLeB.

PucyHok 6. llepuaranbHble nonunsl y pebeHka 5 nem yepes
2 2000 Noc/ie OKOHYAHUSA XUpPypeu4ecKoeo eyeHus

Figure 6. Perianal polyps in a 5-year-old child 2 years after
the end of surgical treatment
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Mbl monaraem, YTO OCHOBHOW LENbI TOHKO-TOJICTOKU-
WEYHbIX Pe3epBYapoB fBIAETCA Y/yylleHUe XxapakTe-
PUCTUKM Kana, ypeXeHue 4acToTbl CTyna, OTCYTCTBUE
MWHKOHTUHEHLUN N HOYHbIX ,U,ed)EKaLI,VIVI, 4YTO, B KOHEYHOM
uTOre, YIyyllaeT COMATUYECKUN WM COLMANbHBIA CTaTyC
nauueHToB.

SAKITKOYEHUE

ToTanbHbI araHrAnO3 TONCTOM KWWKKW MpeacTaBaser
CNIOXHYIO XMPYPTrUYECKYI0 CUTYaLLMIO C NO3ULMUM cnocoba
KOppeKLMHn. 3a4acTylo No3fHAA AMarHocT1Ka 3aboneBa-
HUA NMPUBOAUT K MPUHATUIO HEBEPHbIX TAaKTUYECKUX pe-
WeHWit, BIUAIOLWMX HA NoCnefylolime 3Tanbl KOPPEKLUK.
HecmoTps Ha oueBMAHbIE yCNexu, A0 HaCToALLero Bpeme-
HU OCTAETCA HepelEHHbIM BONPOC 00bEMA PEKOHCTPYK-
TUBHbIX BMeLWaTenbCTB NPU ToTanbHOW hopme araH-
rAn03a: UCNoAb30BaHWUA Pa3NNYHbIX «pe3epByapHbIX»
TEXHONOT NI UM TONCTOKULWEYHBIX «3annaTy, onepauum
[ioamens unm GopMUpOBaHMA WNEOAHANBHOTO 3HAO-
peKTanbHOro coyctbA. Beibop xupypruyeckon onuuu
3aBWUCUT OT HAKOMIEHHOTO OMNbITA OTAENbHO B3ATOrO CTa-
umuoHapa. OfHaKo, B KOHEUHOM UTOTe, 6E3yCNOBHO onpe-
Lensiolei Lenbio ABnseTcs obecneyeHne fanbHeiwWwero
pa3BuTUs pebeHka, ero coumannsaums. Micnonb3osaHue
NPOJONBHBIX U1E0KONOpe3epByapoB B XMPYPrumM BPOX-
AEHHOro TOTaJbHOTO araHraMo3a TONCTOW Kuwku (60-
ne3Hn lupwnpyHra) B AETCKOW NONyAAUMM CyMTaeM
NepcneKkTUBHbLIM, MOCKONbKY Cnoco6 no3BonseT ONTU-
MU3MPOBATb COLMANbHBIA CTaTyC W pa3BuTue pebeHka,
VAYYLWUTb KAYeCTBO XN3HU NaLUEHTOB.
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