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COBPEMEHHBIE HOAXO/IbI K XUPYPI'TUYECKOMY JIEYEHHUIO
TOTAJIBHOT'O ATAHIJIMO3A TOJICTOM KUIIKU Y JETEH

H.H. Axnapoe
HayuHbiih LleHTp lNeguatpuun n HeTtckon Xupyprum, Anmatel, KazaxctaH

Tok iwekmiy momanbObiK azaHa2/1u03bi 6ap 7 HayKac 6alaHbiH 3e pmmey KopbimbIHObIIapbl KepceminezeH. 6 6anaesa oma xacanzaH
- momandsik konakmomus, Coaee b6olibIHWa KYPCaK Kybicmbi- apasibiKmbiK IPOKMONAacmukKa, oHbiH jwiHdezi 4-ive Kocbimwa Kumypa-

Bosiess omacbl xkacaseaH.

Tyiiindi ce3dep: acaH21U03, MPOKMOINIacMuUKa ,MokK jwek, uppuzozpadus.

Ipedcmaenensi pesynsmamsi uccriedoegaHull 7 demeli c momasibHbIM a2aH2Uu030M mosicmoli kuwiky. lllecmepo demeli onepupoea-
Hbl — TomansHasa konakmomus. bprowHo-npomMe XHOCMHasA npokmonacmuka ro Coaee, uz Hux y 4 demeli dononHUmMeNbHO NpUMeHeHa

onepayus Kumypa-bones.

Knroueenie croea: az2aHanuo3, NpokmonnacmuKka, moszicmas Kuika, uppuaoapad)un.

Presents the results of studies 7 children with total agangliozom colon. 6 children were operated — Total kolektomia. Abdominal-
perineum proktoplastika by Soave, of them have 4 children advanced applied operation Kimur-Boley.

Keywords: aganglioz, proktoplastika, large intestine, irrigografia.

[wnarHocTtuka 6onesHu MpLunpyHray oetei B MUpO-
BOI NpakTuKe 3a nocnegHune rogpbl npubnuaunack k 100%
cny4yaes. B aTom psay, kak MOXET NoKa3aTbCH Ha NepPBbI
B3rNS4, CTPAHHbLIM, ANAarHOCTUKA TOTaslbHbIX araHr o308
TonCcTOM KMWwkn 1 knwedHmka (TATK n K) npencrasnaer
ocobble CNOXHOCTU. BMecTe ¢ TeM OTe4YeCTBEHHbIE
[EeTCKne XMpypru yoensiot HegoCTaTO4HO BHMMAaHMS
npo6semMam Kak AUarHOCTUKK, TaK 1 NTIeHeHns TOTasbHbIX
araHrnMo3os, 4To 06yCoBIMBaET HEOOXOANMOCTb UX Ae-
TanbHoro paccmoTpeHus. TATK n K coBeplLueHHO ocobas
dopma 3aboneBaHus, 151 KOTOPOI XapakTepHbl MO3AHSS
OMarHoCTUKa 1 HepeLleHHble NpobemMsl B neveHun [1].
[axe ¢ y4eToM TOro, 4To KANHUKA KMLLEYHOM HEMPOXO-
OMMOCTU NMPY TOTasIbHbIX araHrnmmMo3ax PasBMBaeTCs, Kak
npaeuno, Hanbosee SPKO 1 OCTPO, NPABUIIbHBIA AUarHO3
B 1-bIil MECSIL, XXM3HWN YCTaHABAMBAETCH TONbKO B 67,4%.
A.Philippart ykasbiBaeT, 4TO y TPETM HOBOPOXOEHHbIX
araHrnMo3 He gmarHoctuposancs go 3-6 mecsqHoro
Bo3pacTa [2].

HecBoeBpeMeHHas AMarHOCTMKa B CBOIO o4Yepenb
CHMXaeT n 6e3 Toro HebosbLUKE LWaHChl Ha Graronpu-
ATHbIM ncxon, 3aboneBaHus. Mo gaHHbIM C.Fekete n co-
aBT. 1 P.Kalicinski n coaBrt., 33% mnageHueB ymepnu, He
Noy4YMB a4eKBaTHOMO XMPYPrMYEeCcKOro neveHus BBuaOy
3anospganon amnarHoctukun. MNpu atom C. Fekete n co-
aBT. yka3blBaloT, 4TO B 55,5 % cny4yaeB OKOHYaTENbHbIN
OnarHo3 yctaHasnueancs B nepsble 40 gHen nocne
poxaeHus, y 26% peten — B TedeHne 1 roga v B 2 (7,4%)
cnyyasax — B Bo3pacTte 6 n 13 neT nocne HeOAHOKPATHbIX
Xnpyprudeckmnx sMewlatenscts. Y 11,1 % geten gnarHos
araHrino3a yCTaHOBJ/IEH TOMbKO MOCAe CMepTu Npu na-
TOJSIOr0aHATOMMYECKOM BCKpPbITUN [3].

AHanNn3 nuTepaTypbl NOKa3bIBAET, YTO NETANILHOCTb
NPV TOTasbHbIX araHrMo3ax TOCTOM KULIKW C BOBJe-
YeHMeM TOHKOW KMULIKN nan 6e3 Hero nepBoHavyasbHO
noctuirna 65-85%, a ToTasbHbIA araHrmMo3 KULLeYHuKa
BCEeraa 3akaH4MBaeTCcs CMepThbio pebeHka [4].

M xota ¢ 80-x rogoB oTMevaeTcs TeHOEHUMS K No-
BbILLEHMIO BbIKMBAEMOCTW, IETANBHOCTb M KONMNYECTBO
ocnoxHeHunn TATK n K npogonkatoT octaBaTbCsA BbICOKM-
MU, COXPaHSAs CTEMEHb akTyaslbHOCTU N3YYEHNS AaHHOro
3aboneBaHus [5].

Martepuansl 1 meToabl uccnepoBaHma. Mare-
puasioM MccnenoBaHus MOCHYXUNN AaHHble Habnoae-
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HUIA 3a 122 60MbHLIMK C B0oNEe3HbO MMPLLINPYHra; N3 HUX
7 petei ¢ ToTallbHbIM araHriimo30oM TOJSICTOM KULLKK, 3
pebeHka C BOBJIEHEHNEM TEPMUHANBLHOIO OTAena nof-
B340LUHOM KWk, Bo3pacT 60sbHbIX konebasncs oT 1 oo
10 mecaues. 6 geTtel onepnpoBaHbl. JnarHo3 yctaHas-
JINBANCS Ha OCHOBAHUN KAWHWUYECKUX OAHHbIX, YnbTpa-
3BYKOBOIO MCCNeA0BaHNsi OpraHoB GPOLLIHOM MOSIOCTMH,
nppurorpadun, GrdpPoKOIOHOCKOMNMM, TMCTOSOrMHECKOIO
N 3N1EKTPOHHO-MUKPOCKOMMNYECKOrO MCCNeaoBaHUN
Yy4aCTKOB PE3NLMPOBAHHOM TONCTOM KULLIKWN. PEeHTreHo-
JIornmyeckoe uccriegoBaHne OCYLECTBASNIOCH Mo 0bLe-
NPUHATON METOOMKE, pEKOMEHA0BaHHOM A.A.ACKapOBbIM,
A.A.DuHkens 1 H.Y.WHurep. (1959r.)

KonoHockonuio n nneockonuio NpoBOAUAN MO
MeToauke, npegnoxeHHon B.M.CTpekonoBCkMM u
C.J1.XaHkuHbIM (1983) 1 mogndrumpoBaHHOM Ans npu-
MeHeHna y petenn O.A.Cypukoson (1984). MNMpn atom
ncnonb3oBancsa konockon GIF — K ¢pupmbl «Olimpus»
(AnoHws).

YneTpa3BykoBOE MCCiefoBaHMe OpraHoB OproL-
HOWM MONOCTX NPOBOAMAM Ha YNbTPA3BYKOBOM arnnapaTe
«SIEMENS SONOLINE Si-450» (ABCTpMSl) C KOHBEKCHbIM
narymkom 5 Mrlu. KomnbloTepHO-TOMOrpagpuyeckoe nuc-
cnepoBaHve AMCTaNlbHOMO OTAena TONCTON KULLKK Npo-
BeJEeHO Ha annapaTte «AcTeoH» (Towwnba). Mukpobuono-
rMYeckoe NCcnefoBaHMe Kkana NPoBeaEHO MO METOAMKE,
onucaHHoi P.B.OnwTteiH-Jluteak n ®.J1.BunbliaHckon
(1977).

HelpornctoxmmMmyeckoe nccneaoBaHme nposoannm
no metoay B.H. LLsanesa n H.N. XXy4ykosoi (1987). Cneu-
NPrYECKYIO NIOMUHECLEHUMIO BbIMOAHSAN MUKPOCKOMbI
MBW - 15 n Jliomam U-3. AKTUBHOCTb aLeTUNXONNHACTE-
pasbl onpenenanu no metony Karnovsky — Roots (1988).
3anuBka npenapaTtoB NPOBOAMUSACH MO OOLLENPUHATOMN
Metoguke. Cpesbl MCCNeaoBaNnCh MO, 3/1EKTPOHHBIM
Mukpockonom — JEM 7A (AnoHus).

PesynbraTbhl U 0o0cyXxpaeHue. [1ns BbiBNEHUS
Hanbonee xapakTepHbIX KJIMHUYECKMX MPOSIBAEHUIA TO-
TasfbHOrO araHrnMo3a TOICTOM KULKN Mbl aHanM3npoBa-
1 faHHble 7 G0JbHbIX. YCTAHOBMIEHO, YTO KJIMHUYEecKas
KapTMHa B OCHOBHOM MNPOSIBASAACh TOHKOKULLEYHOMN
HEeNpPOXOOUMOCTBIO (B3AYTME XMBOTA, pacLUMpPEHne pe-
GepHo Ooyru, pBoTa C NpuMeckto xenuu). Y 3-x peten
KIMHUYEeCcKas KapTuHa npoTekana no TMny SHTepokonmTa.

THeduampusi scone 6ana xupypeusicer. Nel. 2011 xe.
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Manbnaums XnBoTa Bbi3biBana pe3kyto 60/1e3HEHHOCTb,
6ecrnokoicTBO, nnay pebeHka.

Mpn 0630pHOI peHTreHorpaduy opraHoB OPIOLLHON
NoJIOCTU B BEPTMKASILHOM MOJIOXEHUM, BbISIBIEHO B3y THE
neTeslb TOHKOM KULIKK, Yy 3-X OETEeN C rOPU30OHTASIbHbIM
YPOBHEM. BTopbIM 3TanomM npoBoanAn nppurorpaduio B
2-x npoekumax. TunnyHasa kapTruHa 6onesHun MpwnpyHra
(30HbI CTEHO3a W CYNPaCTEHOTMYECKOrO PacLUNPEHMS)
BbISIBNIeHa TOSIbKO Yy 1-ro 6onbHOro. Y 2-x netent obHa-
pyXunacb KapTuHa MUKPOKOSIOHA — PE3KO CYXEHHOM
N YMEHbLUEHHON B pa3mMepax C PUrMaHbIMU CTEHKaMU,
yyacTkamm crna3ma, MiaBHO paclUMpsiBLUECS Mo Mepe
NPOABUXEHNS K cnenon kuwke (puc. 1). Y 4-x neten sua,
TOJICTON KMLLKW OLIEHMBAIN KaK HOPMaJSibHbIA, HO Pe3Ko
paCLUMPEHHbI B TEPMUHASIBHOM OTAeNe NoAB340LLHON
kuwikm. Y 3-x geteii npoeeieHa 0TCpOYeHHasi ppurorpa-
dus, nokasasLLan 3aaepxkky 6apusa oo 2-3—x CyTokK.

PucyHok 1. Uppurorpacdus. ToTanbHbiA araHrnm-
03 TOJICTON KULUKMW.

OHO0CKOMMYECKOE MCCneaoBaHne y Bcex aeten
nokasasio Hanm4ne BoCnasmTeNbHbIX UBMEHEHWI B BUOE
rMNepemMmnn, 0TEYHOCTH, aTPODUN CIU3NCTO 0O0NOUKN
C NpuU3HakamMu M3bsA3BAEHUS U KPOBOTOYMBOCTU MpU
NPUKOCHOBEHNN.

Xupypruiyeckomy MeToay fieHeHuss NoaBeprHy Tl 6
60sbHbIX. 1 pebeHok ymep OO NPOBeEAEHMs onepauumn
BCNeacTBME MO34HEro MOCTYMJIEHUSI C BblpaXeHHbIMU
BOOHO-3/1EKTPOSINTHBIMA PacCTPOMCTBAMM, NMPUYMHOMN
JIeTanbHOro Ucxoa SIBUINCL SHTEPOKOINT C cenTuye-
CKMMW OCNOXHEHUsIMU. Bcem 6 60J1bHbIM NepPBUYHO Ha-
JIOXXeHa 3HTepOCTOMa B Hallel MoaudukaLmm ¢ MHTPao-
nepauyioHHOM NOCNonHON Buoncuen ToncTon kuwikm (AC
N 14753) (puc. 2). CyTb METOANKM 3HTEPOCTOMMUM 3a-
KJI04aEeTCs B TOM, HTO B MPOKCUMasbHbIV OTAEN TOSICTON
KWLLKW, NOArOTOBAEHHbIN K BbIBEAEHWIO, HA PACCTOSIHUN
1,0-1,5 cM OT 6pbIXenku ¢ 06emx CTOPOH, HaknaablBaloT
CEepO3HO—MbILLIEYHbIE LWBLI (KANpoH, LWeNkK), co3naBas
My®dTOOOPAa3HbIN TOHHESIb N3 BCEX CNOEB KULLIEYHMKA, B
NPOCBETE KOTOPOro HAXOAMTCS BpbiXelika C KpaeBbiM CO-
cynom. NpokcumarsbHbI 0TPE30K BIBOASAT HA NepeaHIon

Heouampus u demcxast xupypeus.. Nel. 2011 .

OPIOLLHYIO CTEHKY Ha 3,5-5 CM Ha1, MOBEPXHOCTHLIO KOXM,
BUKCUPYIOT CEPO3HO-MbILLEYHLIMU LLIBAMW K GPIOLLHOWM
CTEHKE C MOMOLLbIO PaHEEe HaNOXEHHbIX MPOBU30PHBLIX
HMTE. YILIMBAIOT arnoHeBPOo3 Tak, YTOOLI ero Kpas naoTHO
conpuKacanncb CO CTEHKOW BbIBEAEHHOM KMLLIKW MO BCE
OKPY>XHOCTU. MocneaHIon A0NOMHUTENLHO MNOALLNBAIOT
K Kpalo KOXHOro paspesa.

PucyHok 2. Cxema onepauuun. Cnoco6 KOH-
ueBov nneoctomum (1-bpbixeeyHasa aptepus,
2-HanoxeHne cepo3HO-MbILLEYHbIX LLIBOB).

BTopbiM pagukasnbHbiM 3TanoM onepauumn Yyepes
2-4 Mec. nocsie 3HTEePOCTOMUU NPOBOAMAN OPIOLLIHO—
NPOMEXHOCTHYIO NpokToniacTuky no Coase.

Name:. - &

. . o 20 10 2003 |
N B h|

PucyHok 3. UHTpaonepauunoHHoe ¢poto. BonesHb
MpwnpyHra, TotanbHas ¢opma C BOBJIEYEHUEM
TepMMHaNIbHOro oTaesna NoAB3A0LWHONA KULLKW.

-

16 9 2004

PucyHok 4. UHuTpaonepaumoHHoe ¢oTto (1-YyacTtok
araHrnMoHapHon Bocxoasiueli 060404HON KULLKMN,
2-TepMUHanbHbIN OTAEN NOAB3O0LLIHON KULLKK).
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PucyHok 5. UHTpaonepauuoHHoe ¢oto. MNocne
HaNOXXeHNs aHAaCTOMO3a «00K B GOK» araHrnvo-
HAPHOro y4yacTKa TOJICTOW KULIKU C HOpMaJib-
HbIM Y4aCTKOM MOAB3A0LUHOW KULUKWU.

Mocne sHTepocTOMUN MPOBOOUAN PAAUKAbHYIO
onepaumio GpPIOLLHO—MPOMEXHOCTHYIO MPOKTOMAACTUKY
no Coage. C LeNbto YMEHbLLIEHUS YaCTOTbl OCJIOXHEHNIA
y 4-x 60JbHbIX NPOBEN 3HOOPEKTaIbHOE HU3BEAEHME
TOHKOW ku1Lku no Coaee ¢ opurMHanbHo moauduKaLm-
en. bonea — Kumypa, 3aknio4yarolenca B coeguHeHnn
3annarky 15 cm 13 Npasori NOI0BMHbI TOSICTOM (araHrmo-
HaPHOMN) KULLKM C TEPMUHANbHOM NOAB3A0LLHON KULLKOM
Ha 6-8 cM npokcumarnsHee uneoctomsl (Puc. 3, 4, 5).

Bo Bpemsi onepalmii o0CnoxHeHuii He Habnoaanu. B
GnuxaiiuemM nocneonepaunoHHoM nepunogey 1 pebeHka
oTMevaniocb 060CTPeHME NOCeonepaLoHHOro 3HTEPO-
KONUTa C BbIPaXXEHHBIM METEOPU3MOM, HTO BMOCNEACTBUN
KOHCEepBaTMBHbLIM NMyTeM paspelunnocb. Bce onepupo-
BaHHbIE e TV BbINNCaHbI B YO,0BNETBOPUTESIbHOM COCTOSI-
HUW. OTAaneHHbIe pesynbTaTbl XMPYPrmyeckol KoppexkLmn

Jinteparypa:

TOTaJIbHOrO araH-
rnuo3a TONCTON
KULIKW ObINn Apo-
ClIeXeHbl Y BCEX
OnepupoBaHHbIX
neTen B Cpokn oT
1 ropga poo 4 net
nocne onepaunu.
Bce netn obcne-
NOBaHbl B YC/O-
BUSIX CTaLMoHapa.
PeHnTreHonoruye-
CKU: y4aCTOK Tep-
MUHaIbHOIO OTAe-
na noaB3aoLLHON
KWLLIKM C araHrnno-
HapPHbLIM Y4aCTKOM
TONICTON KWULIKW
oTMevaeTcsl aeno
KOHTPAaCTHOrO
BellecTBa, OMo-
POXHEeHMe yno-
BIETBOPUTENBHOE
(Puc. 6).

Taknm 0OpasoMm, HaluM pes3ynbTaTbl XMpypruye-
CKOIO JIEYEHUS TOTaJIbHOIrO araHrnnmo3a TONCTOM KALLKK
CBMOETENbCTBYIOT O TOM, 4YTO NPU AAHHOI NaTtonornu
HeobXoaMMa PaHHAS AuarHoCTMKa N XMPYPruyeckoe ne-
yeHue. MNpu paankanbHOM XMPYPrM4EeCKOM fIe4eHUM Mbl
cyYMTaeM MeToaoM Bbibopa OPIOLLIHO—NPOMEXHOCTHYIO
npoktonnactuky no Coase-Kumypa-Eonesi, kotopas
anaeTca apOEeKTUBHOM KOPPEKLMEN TOTaNIbHOIO araH-
rnnmo3a TONCTOW KULIKWN Yy AeTen.

PucyHok 6. Uppurorpadpusa
yepe3 6 mecsiueB nocne one-
pauum.
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