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PE3IOME. 'mpwnpyHr-accoLumpoBaHHblit 3HTepokonnT (FTAIK) aBnseTca 4OCTaTOYHO PeAKUM OCNOXHEHUEM
6onesHu MpwnpyHra. boNbWNUHCTBO CNyYaeB neTanbHOCTU Y NALMEHTOB C 60Me3Hbi0 MMPLLINpPYHra CBA3aHO
MMEHHO ¢ ocTpbIM TeyeHnem FAJK. Tem He MeHee nepdopauma TONCTON KULIKKM KaK MPOSABIEHUE TSHKENOro
TeyeHus [MpLINPYHr-accoLNMpOBaHHOIO SHTEPOKONNTa — 60Mbluas PeaKoCcTb. B nutepaType onucaHbl cnyyam
nepdopaLum TONCTON KKK Y HOBOPOXAEHHbIX C 60/1e3HbI0 MMpLINPYHra B CTaauu AekoMneHcauuu (fo nony-
YEeHWs NepBUYHO-PAAMKAIbHOTO NeYeHus ), MOITOMY KOHKPeTHble NpuunHbl passutus FAIK nocne onepaumm
0CTalTCA Manon3yyeHbIMu. B cTaTbe NpMBOANTCA ONMUCAHNE KIIMHUYECKOTO HabtoeHns nephopaLnm ToNCToil
KUK Ha ¢oHe FTA3K B nocneonepauyoHHOM nepuoje y pebeHka ¢ HU3BeAEHHO nepexoaHoli 30HON. Takxe
U3JI0XKEHbI iaHHble aHaMHe3a pebeHKa, ONucaHbl BapuaHTbl ONepaTMBHOrO JIEYEHUS U TEYEHNE NocNeonepaLm-
OHHOrO nepuoja.

KJNIIOYEBDBIE CNIOBA: 60s1e3Hb [mplnpyHra, neputoHuT, nepdopauns, AeTH, 1anapocKonus, dIHTePOCTOMa,
9HTEpPOKONT
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ABSTRACT. Hirschsprung-associated enterocolitis (HAEC) is a relatively rare complication of Hirschsprung’s
disease (HD). Most fatalities in patients with HD are associated with acute HAEC. However, colonic perforation as a
manifestation of severe HAEC is extremely rare. Cases of colonic perforation in neonates with decompensated HD
(before receiving primary radical treatment) have been described in the literature. Therefore, the specific causes
of HAEC development after surgery remain poorly understood. This article describes a clinical case of colonic
perforation associated with HAEC in the postoperative period in a child with a low-lying transition zone. The child's
medical history, surgical treatment options, and the postoperative course are also described.
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BBEAEHUE

BonesHb MvpwnpyHra (BI) — 310 BpoXAeHHOe 3a-
6oneBaHne KULIEYHMKA, XapaKTepuayloleecs oTcyT-
CTBUEM 3HTEpasbHblX HEPBHbIX KNeTOK (raHrnue.)
B TONCTOW KWLWIKE, @ NHOTAa U AUCTanbHbIX 0TAenax
TOHKOW KUWKKW [1]. TMpWNPYHr-acCOLUMPOBaHHbIIA
aHTepokonut (FTAJK) sBnseTcs OAHUM M3 Haubonee
TSXKENbIX OCNOXHEHW 6onesnn MmpwnpyHra (br) u
NPUYMHOI CMepTHOCTK y NnauueHToB ¢ bI'. YactoTa ero
BCTPEYaeMoCTH, N0 AaHHbIM pa3HbIX aBTOPOB, Bapby-
pyeT oT 2 go 50%. KonuT MOXeT BCTpeyaTbes y aeTeil
Kak Ao, Tak u nocne pagukanbHON KOppeKLuu nopo-
Ka 1 ABASAETCA OCHOBHOMN NPUYMHOW NIeTanbHOCTN Npy
aToM 3aboneBaHuu [2, 3]. Mepdopauus TONCTOM KUL-
K1 KaK ocnoxHeHune bl onucaHa B nuTepatype y geten
nepuoaa HOBOPOXAEHHOCTH [4].

lMpu aToM cpeau pasnuyHbix hakTopoB puUcKa Hau-
6onee yacTo B iMTepaType yNnoMUHaeTCcs HeCBOEBpe-
MeHHas AWarHoCcTuKa, HepaLoHanbHbIA BapuaHT one-
paLmu, XXeHCKWiA NoN, NPOTSXEHHbIe 30HbI araHr1103a,
OTArOLWEHHbIA CEMENHDbI aHaMHes, CoNyTCTBYOLNE
MOPOKW KULWIEYHUKA, HapYLIEHWEe FTePMETUYHOCTM UK
CTPUKTYpPbl aHacTOMO30B [5]. OAHOIN M3 BeAyLMX npu-
YMH unu pakTopoB pucka pa3sutus FASK cuutaetcs
yacTWYHas MexaHuyeckas HenpoxoguMocTb. OCHOB-
HbIM MPU3HAKOM, NIeXalluM B OCHOBE 3TOr0, MOXeT
OblTb CTPMKTYpa aHaCTOMO3a, a TakXXe HapyLeHue Mo-
TOPUKM KULLIEYHUKA B JaHHOI 30He [6, 7].

OnucaHuit cnyyaeB nephopaLum TONCTON KULIKK
y feTeii cTaplie nepuoja HOBOPOXAEHHOCTM Ha (OHe
FAJK, TeM 6onee nocne ycnewHon XMpypruyeckoii
KOppeKLuuu, B nuTepaType Mbl He BCTpeTunu. B cBAsu
C 3TUM NPUBOAMM COOGCTBEHHOE KIMHUYECKOE Habto-
LeHve.

KAMHUYECKOE HABAIOAEHUE

AHaMHe3 )XU3HU U npeAablayLliue
rocnuTaAMsauum

PebeHOK OT YeTBEPTO HOPManbHO NPOTEKaBLUel
6epeMEeHHOCTH, BTOPbIX CaMOCTOATENbHbIX CPOY-
HblX pogoB. Macca npu poxgeHun — 3500 r, pocT —
51 cMm, ouenka Anrap — 9/10 6annos. Ctapwas ce-
CTpa MaNbyuKa 3[,0p0oBa, Takxe y maTtepu 6bino aBa
abopTa N0 MeAMLWHCKMM NOKasaHMAM. M3 aHaMmHe-
3a 3ab0neBaHNsi U3BECTHO, YTO C YETBEPTbIX CYTOK
XWU3HW Yy ManbyMka OTMeYannucb Takue CUMMTOMbI,
KakK 0TKas OT efjbl, CPbIrMBaHME C MPUMECHIO XKenuu,
CHWXeHMe Macchl Tena u auypesa fo 1 pasa B CYTKU.
Mpu 3aTOM CTyn perynspHbiii, 6€3 NaTonoruyeckux
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npumMeceil. bpuragoi ckopon MeLULUHCKON NOMOLLU
LOCTaBNleH B AETCKUIA XMPYpPruyeckui craluoHap,
rocnuTannanpoBaH B 9KCTpeHHOM nopsagke. Mpu oc-
MOTpPe — COCTOSIHME TAXKeNoe, CO3HaHWUe ICHOE, He
NINXOPaAUT, He 6ecnokouTcs, 06beM CMOHTaHHbIX
ABVXEHUI JOCTAaTOYHbIN. KOXHble MOKPOBbI UKTe-
PUYHblEe Ha SIPKO-PO30BOM (OHE, YUCTble, CyXMe.
MofKOXHO-XUPOBAs KNneTyaTka UCTOHYEHa, Typrop
TKaHeil CHUXeH. ['onoBa okpyrnoi Ghopmbl, 601bLION
POAHMYOK 3anaBLumii 1,5%1,5 cM.

B enypok ycTaHOBNeH HasoracTpanbHblil
30HA, MOJIYYeHO 60NbWIOEe KOMAUYECTBO BO3AYyXa,
CMecb C npuMecbto 3eneHu. XXUBOT B3AYT, MArKMNii
6e360N€3HEHHbIN, AOCTYNeH rny6oKoi nanbnauum
BO BCEX OTAenax. AycKynbTaTMBHO NepucTanbTuKa
coxpaHeHa. CTyna npu oCMOTpe HeT, ra300TBOAHAS
Tpy6ka 3aBefeHa Ha 15 cM, nonyyeHo 6o0sbloe
KOMMYECTBO ra3oB U CKYLHOE KONUYECTBO XENTOro
CTyna, pe6eHok He MoyuTcs. Mo faHHbIM TpaHcabao-
MWHaNbHOTO YNbTPa3BYKOBOrO UCCIIEJOBaHUSI BHY-
TPEHHUX OpraHoB BM3yanusupyemble OTAesNbl TONCTOM
KUWKN He pacliMpeHbl, CTEHKA ee He YTOJLEeHa,
nepucTanbTUka coxpaHeHa. B npocBeTe KULWKKU no-
BblLLIEHHOE CKOMNeHue rasa.

BbinonHeHa uppurorpagus nocne crabunusawmm co-
CTOSIHUA pebeHKa — KOHTpacTUpOBaHa TONCTas KULLIKA,
pacrnonoXeHa TUMUYHO, 30H CTEHO3a He BbISIB/IEHO, ray-
CTpauusi ee coxpaHeHa. lpsamMas u CUrMOBMAHAA KULLKa
He pacliupeHbl, C HEYETKUM HEpPOBHbIM KOHTYPOM,

Puc. 1. Uppurorpadua, naumeHT M., 6-e CyTKU XU3IHU:
TOACTast KMLLIKa pacluMpeHa

Fig. 1. Irrigography, patient M., day 6 of life: large intestine
dilated
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aKTUBHO cokpalatotcs. Mocne pedekaumn onopox-
HEHME KULIKK YA0BEeTBOPUTENbHOE (pUC. 1), KONopek-
TaNbHbIV UHAEKC cocTaBnsaeT 1,66.

Ha doHe KoHCepBaTMBHOI Tepanuu, KOTopas BKJIL0-
yana sHTepanbHYyo naysy, MHQY3UOHHYIO Tepanuto ¢
371eMEHTAMi NapeHTepasibHOro NUTaHWUs, aHTUGAK-
TepuanbHylo Tepanuio, MHTY6aLNI0 HUKHUX OTLEN0B
TONCTOI KMLIKK, COCTOSAHME MaibyYnKa C NONOXMUTENb-
HOW AMHaMUKON. B cBA3K C 3TUM 6blJ10 BO3OOGHOBSIEHO
9HTEpasbHOE KOPMJIEHWE C NO3TaMHbIM pacLIMpeHnem
A0 BO3pacTHoro o6bema. NMutaHne pebeHOK ycBangan,
He cpbirnBan, B Bece Npu6aBnsin, CTyN perynapHbii u
JOMNOJIHUTENbHO C KNu3Mmoi. OT npoBeaeHus 61Uoncum
TONCTOW KULWKKU KOMNErnanbHo 6b1710 NPUHATO peLue-
HMe BO3J1€PXXaTbCs B CBA3U C NONOXUTENbHOI KINHW-
YecKoit fMHaMUKOW Ha GoHe nofobpaHHOI Tepanuu.
PebeHoK BbiNnUCaH B yAOBNETBOPUTENIbHOM COCTOS-
HWUKM, 3annaHuMpoBaHa rocnuTanuaauus B BO3pacTe
1 MecsiLa Ana KOHTPOJIbHOro 06Cnef0BaHuS.

OpHako nocne BbIMUCKM Y POANTENEeN pebeHka co-
XPaHUAKCD Xanobbl Ha OTCYTCTBUE CaMOCTOSATENIbHO-
ro CTyNa, YacTble CpPbIrMBaHMUs, B3AYyTHE XNBOTA, 0TKA3
OT eAbl, NO3TOMY POAUTENN pe6GeHKa CaMOCTOSATENbHO

a/a

SAMETKHU U3 NMPAKTUKHU

o6patunncb B NPUEMHOE OTAENEHUE XUPYPrUYECKOro
CTauuMoHapa. ManbyuK rocnuTannMsmpoBaH B 9KCTPEH-
HOM Mopsifike B CBA3W C NOAO3PEHUEM Ha 60Ne3Hb
MvpwnpyHra. Mo gaHHbIM nppurorpaduu B Bo3pacte
1 Mecsia 6 CyTOK XWU3HU — PacnosioXeHne TONCTON
KULLIKM 06bIYHOE, 30H CYXeHus He onpegensetcs. Mps-
Mas KULLKa YMEPEHHO pacluMpeHa, UMeeT NpocBeT J0
1,8 cM, HO Nocne ONOPOXHEHUA AMAMETP ee He MeHs-
eTca. KOHTypbl TONCTON KULWKK YETKWe, rayctpauus
YMEpEHHO CrnaxeHa B NeBbiX OTAENaxX TONCTON KuL-
Ku (puc. 2).

Peb6eHky 6bina BbIMONHEHA 6UONCUSA MPSMON KNL-
Ku no CBEHCOHY: cnusuctas 060no4yka atpoduyHa,
C 0YaroBbIMMW 3PO3MAMM, NNOTHOCTb KNETOYHOIO WH-
(GunbTpaTa COGCTBEHHON NMNACTUHKM CIN3NUCTON 060-
NOYKW 04aroBO MOBbILIEHA 3@ CYET 303UHO(UNOB,
eAMHUYHbIX NnasMouuMToB. B nofgcnusuctoii ocHoBe
Gn6pos, oTek, NUMPouaHble GONNUKYNbI CPefHEro
pasmepa CO CBET/bIMW LEHTPOM. Busyanusupytotcs
rMnepTpopuUpoBaHHbIe HEPBHble BOMOKHA. BHYTpeH-
HWIA MbILIEYHbIA CNOIA TaKXe rMnepTpo@upoBaH, Mex-
Jy NyyKamu MbILL, PacnoioXeHbl HEPBHbIE BOJTOKHA.
HepBHble cnneTeHnst LOCTOBEPHO He ONpeaenstTcs.

6/b

Puc. 2. Uppurorpadus, naumeHT M., 1 mecsil, 6 CyTOK XM3HU: @ — NMOCAE 3aMOAHEHUSA TOACTOM KULUKWU KOHTPACTHbIM
BELLECTBOM (AMAMETP TOACTOM KULLIKU HEPaBHOMEPHbIN); 6 — CHUMOK NocAe AedeKkalnn (ONpeAeAseTcst 30Ha araHrAMo3a

B PEKTOCUIMOWAHOM OTAEAE)

Fig. 2. Irrigography, patient M., 1 month 6 days of age: a — after filling the colon with a contrast agent (the diameter of
the colon is uneven); b — image after defecation (the zone of aganglionosis is determined in the rectosigmoid region)
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YuuTbiBas BbllIeCKa3aHHOE, N3MEHEHMUS PacLieHeHbl
KaK NpM3HaKW araHrnmosa ToACTON KULWKW, XPOHUYe-
CKOro NOBEPXHOCTHOIO 3PO3UBHOIO KOMUTA.

B BospacTe fBYyXx MecsleB pebeHKy BbIMOMHEHO
paguKanbHOe onepaTMBHOE JIeYeHNe: TpaHcaHanbHas
pe3ekuMs M HWU3BEAEeHMe TONCTOW KWULWKKM No fe na
Toppe. Mo faHHbIM FTUCTONOMMYECKOro UCCNeA0BaHUA
yhaneHHoro Makponpenaparta KpUnTbl pacnpegeneHbl
paBHOMEPHO, B COOCTBEHHON MNAcTUHKe CNIM3NUCTOIA
060M104YKN NNOTHOCTb KNETOYHOrO MHPUAbTPaTa oyaro-
BO MOBbILIEHA 3a CYeT NMMAOLUTOB, Na3MaTUYeCcKuxX
KNETOK, He60MbLIOro KONNYecTBa 303MHO(UNOB, Kpyn-
Hble nuMbaTuyeckne GonnnKynbl CoO CBETbIMU LiEHT-
paMu. B nofcnusucToii OCHOBE 04yaroBblit GMOPO3.
MblWweyHble CNOM YTONLLEHbI 3@ CYET rUnepTpoduu.
Y npokcuManbHOro Kpas pesekuuu B NOACAU3UCTOI
OCHOBE BU3Yyanu3npylTCA HEPBHbIE CMETEHMUS C raH-
FMMO3HbIMU KJIETKAMU W TOHKWE HepBHble BOJIOKHA
TONWMHON A0 10 MKM, MEXMbIWEYHO — HEpBHble
CNAETEHUSA C raHrNO3HbIMU KNeTKaMmu. Y auctanbHo-
ro Kpas pesekuuu B NOACAN3UCTO OCHOBE U MEXMblI-
LWEYHO BU3yanM3upyTCS TONbKO KPYMHble runepnna-

PRACTICAL NOTES

31pOBaHHble HEPBHbIE BOJIOKHA. [TocneonepauyuoHHbIN
nepuog npotekan 6naronpuaTHo, Ha 10-e cyTku npoBe-
JEHO KanmbpoBOYHOEe BYXMUPOBaHWe U PEBEHOK BbiMu-
caH Ans ambynaTopHoro HabnaeHus. B ganbHeiwem
HeOAHOKpaTHO OCMaTpKUBancs B KaTaMHese: CTyN pery-
NAPHBIA, 3NM3040B PBOTHI, HAPYLWIEHNA CTYNa, CO C/OB
matepu, He 6bino. Mpu KOHTPONbHbIX OCMOTPax Yepes
1, 3 1 6 MecALeB nocne onepayun NPOXOLUMOCTb KO-
NOpPEeKTaNbHOr0 aHaCcCTOMO3a He HapyLUeHa.

HacTtoAwana rocnutaAnMsauusa

3a MecsL, 4o rocnuTannsayum B LeHTPasnbHY Kiu-
HUKY y pebeHKa OTMeyanacb MHOrOKpaTHas pBOTa,
B fanbHeiwem pBoTa «kKodeiHoi ryweii». FocnuTa-
NN3UPOBaH MO MEeCTY XUTeNbCTBa C NOJO3PEHUEM Ha
NHQEKLMOHHDII racTpoaHTepuT (6e3 nabopaToOpHOro
NOATBEPXAEHUS), NOyYan KOHCEPBATUBHOE NIEYeHHe,
BbINUCAH Ha 3-U CYTKU B CBA3M C yNyyleHUeM (aHTu-
6aKTepuanbHas Tepanus He NPOBOANNACD).

Yepes gBe Hepenu BHOBb rocCnutann3nMpoBaH
B CBfI3W C MHOTOKPaTHOW PBOTOIA, B3AYTUEM XWUBOTA,

a/a

6/b

Puc. 3. 0630pHan peHTreHorpaMma opraHoB OPIOLLIHOM MOAOCTH, NAUMEHT M., 1 roa 7 MecaLeB XU3HWU: @ — UCCAeAOBaHUe
B AebtoTe 3aboneBaHKA (KapTUHA TOKCUUYECKOrO MErakoAoHa, BblpaXeHHOe pacllMpeHre U YPOBHU XUAKOCTU B TOACTOM
KULKe); 6 — UCCAeAOBaHUE CMYCTA CYTKM NMOCAE AAUM KOHTPACTHOTO BELLECTBA Yepes PoT (Maccax NOAOXKUTEAbHbIN, TOACTASA

KMLLKaA pacliMpeHa Ha BCEM NMPOTAXEHUN)

Fig. 3. Overview roentgenogram of abdominal organs, patient M., 1 year 7 months of life: a — onset of the disease
(picture of toxic megacolon, pronounced expansion and fluid levels in the colon); b — one day after giving a contrast
agent through the mouth (passage positive, colon dilated throughout)
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3aJlepXKoii cTyna. YcTaHOBMeH AnarHos: OCTpblii UH-  HbIM PEHTFEHOKOHTPACTHOrO MCCNefoBaHUsA naccax
(EeKUMOHHbII raCTPOIHTEPUT CPEAHEN TAXKECTU. KCU-  MPU3HAH yAOBNETBOPUTENbHBIM (puc. 3), 0AHaKO,
Ko3 | cTeneHu. KuweyHas HenpoxoanmocTtb? Mo faH-  cO CNOB MaTepu, CaMOCTOATENbHOMO CTyNna 3a Bpems

a/a 6/b

B/C r/d

Puc. 4. O630pHasa peHTreHorpaMma OpraHoB BPHOLLIHONM MOAOCTH, NauneHT M., 1 rop 8 MecsUeB XU3HU: @ — CHUMOK Npu
NoCTyNAEHWK; 6 — nppurorpadus, NpsiMan NPoEKLMS; B — Uppurorpadus, 6okoBas NpoeKLMs; F— CHUMOK NocAe Aepekalmn

Fig. 4. Abdominal roentgenogram, patient M., 1 year 8 months of life: a — image on admission; b — irrigation, direct
projection; ¢ — irrigation, side projection; d — image after defecation
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NeyeHnst He 6bI0o, CTYN NOAyYanu TONbKO Mociie CU-
(GOoHHbIX Knu3M. Crneuuduyeckoil aHTUGaKTEpUanb-
HOW Tepanum n KNLWEYHbIX aHTUCENTUKOB HE nonyyan.
B neHb BbINUCKKM BeyepoM AoMa y pebeHKa Habnoga-
NUCb NOBTOPHbIA 3NU304 PBOTHI, 3afiepXKa cTyna 6o-
nee [BYX CYyTOK, B3yTHe U BbIPaXXeHHbIE 601N B )XMBO-
Te, TeMnepaTypa Tena He NoBbIWanach.

Mocne 3TOro pogMTeNn pebeHka caMoCTOATENbHO
[OCTaBUAY €ro B LeTCKMIA XMPYPruyeckuii ctTaunoHap,
Nnpu HacTosLWen rocnuTanusayum (Bospact 1rog 8 me-
caueB): pocT — 74 cm; macca Tena — 11 Kr, o6Lyee co-
CTOsiHMe cpeaHen TaxecTu. Co3HaHKe pebeHKa ICHOe,
nUTaHue yA0BNETBOPUTENbHOE. ManbymK akTUBHbIIA,
KOHTaKTHbIW, pa3BMT N0 BO3pacTy. A3blK pO30BbIil, Ha-
neT 6en10ro LBeTa M0 LEHTPY, BNaXHbIA. XXUBOT yBenu-
YeH B pa3mepax, B3fyT. [1anbnaTopHO XMBOT MATKUNA,
anddy3Ho 60ne3HeHHbI. CUMNTOMbI pasgpaXeHus
OpOWKHbI oTpuuaTenbHble. CTyn nocne KNusMbl Ka-
Wweobpa3HOii KOHCMCTEHLMUM B HEBONbIIOM KOnuUYe-
cTBe. MoyencnyckaHue He HapyLeHo. Pe6eHok rocnu-
TanusupoBaH ¢ nopospeHnem Ha A3K, cocTosiHue
nocne onepaTUBHOIO fieYeHuss 6onesHu MpwnpyHra.

Mpn nabopaToOpHOM MCCNEAOBaHNUM BbISIBNEH He-
3HauuTenbHblii TpoMGouuTos (400x10°%/n). OcTanb-
Hble MoKasaTenu KPOBU M MOYM B npefenax BO3-
pacTHoii Hopmbl. Mpu Y3WU: cBO60OAHOI XMAKOCTU B
OPIOLLHOI NONOCTM HET, YY4aCTKN BM3yanusmpyemblix
neTeNb KMWEYHWKA pacluMpeHbl B NpaBbiX OTAenax
[0 23 MM, a B NIeBbIX OTAENax A0 22 MM, 3aMO/HEHbI
60NbLINM KONMYECTBOM COAEPXMUMOr0 W rasa, CTeHKa
He YTOMLieHa, 3X0-CTPYKTypa CTEHKM COXpaHeHa. [le-
pucTanbTMKa perncTpupyercs, CHUXKeHa. Mo faHHbIM
0630pHOW peHTreHorpadum (puc. 4): cBOGOAHDII ras
He onpeaenseTcs, ra3oHanoNHeHMe KULWEYHMKA He-
pPaBHOMEPHOE, PE3KO CHUXEHO B HMXHUX OTAenax
OpHOLIHON NOMIOCTH, @ B BEPXHEM €€ 3TaXe OTMeyarT-
CSl MeTAN C MENKMMMW YPOBHSAIMMU XMAKOCTU. [0 faH-
HbIM uppurorpaduu: npsimMas kuwka ao 4,5 cm B no-
nepeyHuke. lMosagmpekTanbHOe MPOCTPAHCTBO He
M3MEHEHO, Yriibl COXpaHeHbl. KOHTYpbl NPAMOI KULLIKK
HepoBHble 1 HeyeTkue. MNpu HaTyxMBaHUM onpegens-
eTcA NpoBUCaHUE GOKOBbIX CTEHOK MPSMON KULLKMU.
060[04HasA KMLIKA He pacliMpeHa, raycTpauus ee He-
paBHOMepHas. lNocne fedekalumu onopoXHEHNE KUL-
K1 HEeyAOBNETBOPUTENbHOE. KOHTPAcTHOEe BELECTBO
onpeaenseTcs BO BCeX oTheNiax TONCTON Kuwku. MNps-
Mas KulKa Jo 3 CM B nonepeyHuke. B BepTukanbHOM
MOJIOXKEHWUM MOLABUXHOCTb KULLKU MPEXHASA.

Mocne obcnefoBaHus HayaTa Tepanus MeTPOHMU-
[a30/I0M, Ha 2-e CYTKN COCTOSIHWE C MOMOXMTENbHOM
AMHAMUKOI, B3AYTHE XXMBOTA YMEHbLUKUIOCD, NOSIBUACA
annetut. CTyn Ha GOHe OYNCTUTENBHBIX KIWU3M TyCTOi

PRACTICAL NOTES

KawmueobpasHoii KOHCUCTEHLMW. C LieNiblo YTOYHEHUS
JMarHosa u OLEHKM CTENEHU BOCNANUTENbHbIX U3Me-
HEHWIi TONICTOW KULLKM 3anaaHupoBaHa KONOHOCKOMMS.
MaTb pebeHka 0TKasanacb OT MCCNejoBaHUsA B CBA3M
C HE06X0MMOCTbIO Ceflalun Ans afekBaTHOI OLeH-
K1 BHYTPUNPOCBETHbIX U3MEHEHUN. 10 3TOW NpuunHe
pebeHKy NpoBeieHa PEKTOPOMaHOCKONMUS, 0OCMOTpPeHa
npaAmas KuLKa Ha NPOTSXEHUU 5-6 cM, ee cnn3ucTas
060/104Ka APKO-PO30BOTO LiBETA, YMEPEHHO OTeYHas,
paspbixieHa. Baata 6uoncua CTeHKWU NPSMOIA KULLKK
Ha ypoBHe 3-4 CM OT aHyca, KPOBOTEYEHMS HET.

Ha cnepgytowumin geHb nocie onucaHHoM npoLeaypbl
COCTOSIHME C OoTpuuaTeNbHOW AuMHaMuKoin. MoBTop-
Hble 3Mn304bl PBOTbI, B3LyTUE XWBOTA, 3ajepxkKa
cTyna. lpu oCcMOTpe — COCTOsAHME TAXKeNoe, Koxa
BlaXHasl, 6nefHas, nuxopaaka go 40 °C. MHorokpat-
Has pBOTa 3eneHblo 60NbWUMKU nopuuamu. XneoT
B3AYT, 60NE3HEHHbIA Npu Manbnayun. CUMNTOMBI
pasApaxeHusi OPIOWMHBLI NONOXKUTeNbHbIE. CamocTo-
ATENbHOro cTyna Het. lpn ycTaHOBKE ra3o00TBOAHOIA
TPYOKU NONYYEHO GOMbLIOE KONMYECTBO XMAKOTO 310-
BOHHOIO CTyNa. B KNMHMYECKOM aHanuse KpoBu: neut-
KouuTo3 29,8x10°/n, TpOMBOLUTLI 644x10°/1, ypoBEHD
C-peakTuBHOro 6enka — 151 r/n, npoKanbLUTOHUHO-
BbI TecT — 2,5. Ha 0630pHOI peHTreHorpaMmme OpraHoB

Puc. 5. 0630pHaa peHTreHorpamMma opraHoB OPHOLLHON
MOAOCTH, NauneHT M., 1 roa 8 MecaLeB XU3HW: crnycTs boree
ABYX CYTOK NMOCAE PEHTTEHOKOHTPACTHOIr0 MCCAEAOBAHUSA

Fig. 5. Abdominal roentgenogram, patient M., 1 year
8 months of life: more than 2 days after X-ray contrast
examination
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SAMETKHU U3 NMPAKTUKHU

a/a

6/b

Puc. 6. NAanapockonus, MHTpaonepaLuoHHasa KapTuHa, naumeHt M., 1 roa 8 MecaueB XU3HU: @ — Pas3AMTON GUOPUHO3HO-
KaAOBbIM NEPUTOHWUT, NepdopaLmnsi AEBbIX OTAEAOB TOACTON KULLKK; 6 — nepdopaums ylmta

Fig. 6. Laparoscopy, intraoperative picture, patient M., 1 year 8 months of life: a — spilled fibrinous-fecal peritonitis,

perforation of the left colon; b — ear perforation

BPIOLLHON NOMOCTW 06HAPYXXEH Cepn BO3Ayxa Noj Kyno-
nom anadparmbl cnpaea, TONCTas KNLWKa C HEPOBHOIA
CTEHKOIA, ocTaTKammu 6apus Bo Bcex otgenax (puc. 5).

B aKCcTpeHHOM NopsAKe Manbyuk B3AT B ONepaLyoH-
HY0, Fie N0 HapKO30M OCMOTPEHa NpsAMas KMLLIKa: 30Ha
B3ATUA 6UONCUN Ha PacCTOAHUM 3 CM OT aHyca 6es npu-
3HAKOB KPOBOTEYEHMS, B CTaAuMN anuTenu3aumm, aedexrt
CTEHKM KMIUKW OTCYTCTBYeT. BbinonHeHa AuarHocTu-
yeckas 1anapocKonus, Ha KOTOpOii 06HapyXeHo 60nb-
LIOe KONNYECTBO BbINOTa U GnUbpMHa B GPIOLIHOI Nono-
ctn (puc. 6). Ha rpaHuLe HUCXOAsLLEH N CUTMOBUIHON
KWWKN onpepensetca nepdopaTuBHOe OTBEpPCTUE NO
nepefHei CTeHKe, Kpyrnioi GopMbl, pasmepamu 3x3 MM,
nocnegHee ywWwuTo ABYMS Y3/I0BbIMW MHTPaKoOpRopanb-
HbIMU WBaMK. bproLwHas NoNoCTb cCaHMpoBaHa aHTUCenN-
TUKamK, B Marblii Ta3 yCTaHOB/EH Tpy6yaTbIiil ApeHax,
YUMTbIBas BblpaXeHHble BOCNanuTenbHble U3MEHEeHUs
B GPIOLIHON NONOCTH, HANOXeHa KOHLeBas M1eocToMa.
Mo faHHbIM 61ONCUN NPAMOIA KMLWIKN HU3BEfeHa nepe-
X0fHasa 30Ha. TeyeHue nocneonepaLyoHHOro nepuoaa
6naronpuaTHoe. BbinucaH B yA0BNETBOPUTENILHOM CO-
CTOSIHUM Ha ambynaTopHbliA 3Tan. B HacToswwee Bpems
pe6eHOK 0CTaeTCcs CTOMaHOCUTENEM.

OBCY)XAEHMUE

Cpepnm nauneHnToB ¢ bI' B nepuose HOBOPOXAEHHO-
CT¥ YacToTa nepdopaLnmn TONCTON KULWKK COCTaBNA-

CHILDREN’S MEDICINE of the North-West

eT 6,7%. MiHTepecHo, YTo NepdopaLus MOXeT MPOUCXO-
AMTb Ha YpOBHE araHrNMOHapHoro cermeHTa (28,9%),
XOTSl B OCHOBHOM MOpa)atTca Bblllenexalliue oT-
genbl (71,1%). AHanu3 nNauWeHTOB NOKa3biBaeT, YTo
FA3K B nepuofe HOBOPOXAEHHOCTM YETKO KOppenupy-
€T C yacToToii nephopaumit TONCTON KMWKK. KnuHnye-
CKMMU npeankTopamu nepdopaTuBHoit Gpopmbl FAIK
ABNAOTCA TakUe KINHUKO-1abopaTOPHbIE CUMMNTOMBI,
Kak pBOTa W NOBblEHWE YPOBHS BOCManUTENbHbIX
mapkepos [8, 9].

F'AJK BcTpeyvaetcs Kak Ao (7,7%), Tak u mocne one-
pauuu (21,4%), a y HEKOTOPbIX NaLMEHTOB U A0, U Mo-
cne xupypruyeckoro neyenus (4,8%). O6was yactora
FA3K, no gaHHbiM D.R. Halleran n coaBT., OCHOBaH-
HbIM Ha aHanu3e neyenus 168 naymenToB ¢ bI, cocTa-
Buna 33,9%, a yactota nepdopaLlum TONACTON KULLKK
Ha poHe TAIK — 2,5% [10]. CornacHo coBpeMeHHbIM
B3rnsijaM Ha OCHOBHbIE MPUYUHbI BO3HUKHOBEHUSA
A3K K TaKOBbIM MOXHO OTHECTU HapyLleHue MUKpO-
61OMa TONCTON KULLKM, NOBbILIEHHYH NPOHULaEMOCTb
KWLWEeYHOM CTeHKN [11]. AHanN3 yyBCTBUTENLHOCTU Me-
TOA0B 06CNe0BaHusA NpM Noao3peHnn Ha bl n TASK n
COOTBETCTBYHOLMX NPU3HAKOB 3a60IeBaHNA NOKasan,
YTO paclIMpeHue TONCTO KULWKKN Ha 0630PHbIX PEHT-
reHorpaMmmax OpOLLIHO MONOCTU SIBNSIETCA Haubo-
nee YyBCTBUTENIbHbIM PEHTTEHOIOTMYECKUM NPU3Ha-
KoM (90%), HO UMeeT Hu3Kyto crneunduyHocTb (24%).
OpHaKO pPeHTreHoNornyeckne NPU3HaKu KULWIEYHOI
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HenpoxoauMocTi (HepaBHOMEPHOE Fa3oHanosHeHNe
neTeNb KUIWEeYHMKA C PE3KUM 06eHEHUEM B HUXHUX
0TAeNax) MOXHO CYNTaTb HE TONbKO YYBCTBUTENbHbI-
MU (74%), Ho 1 cneundudHbiMKM (86%) Ana FTAJK [12].

Mepdopaums ToncTon KUWKKU BcTpeyaetca B 9,7%,
HO TONIbKO B 1 c/yyae, COrNacHoO AaHHbIM nuTeparty-
pbl, 6blna cBsidaHa ¢ TedeHneM FAJK, a y ocTaNnbHbIX
[.eTell BO3SHMKIA KakK OCNOXHEHME PeKTanbHbIX Uppu-
rauuii (knm3m), npuyeM BoO BCex cnyyasx nepdopa-
LMW BO3HUKaNW A0 paaukanbHoit onepauuu [13, 14].
3T0 ABNAETCH KNHOYEBLIM OT/MYMEM B CPaBHEHUU C
ONUCAHHbIM HamK ciydyaem, Koraa nepdopaumns Bos-
HWKNIa B OTAANEHHble CPOKKU Nocie nepBMYHO-pagu-
KanbHOro onepaTMBHOIO BMeLLATENbCTBA, NPU 3TOM
nocneonepaLMoHHbIA Nepuog npoTekan rnagko Ao
KnnHuyeckon maHudectauum F'ASK, Bonpoc o npu-
YnHax KOTOPOro ocTaeTcsi OTKPbITbIM. B onucaHHoM
cnyyae y pe6eHKa C POXAeHUs oTMeyanacb pBoTa U
KAMHUYECKME NPOSIBNEHUS KULIEYHOW HENPOXOAMMO-
cTu. Mo faHHbIM NepBUYHOI 6UONCUN, NPOBEAEHHON
B Nepuofe HOBOPOXAEHHOCTU, AMArHOCTUPOBaH 3po-
3UBHbII KonuT. OfHAKO HK [0, HU MOCSie onepauum ne-
yeHue 1 npohunakTUKa KonUTa He NPOBOANINCH, TaK
KaK KJIMHUYEeCKMX NPosiBAEHW A He oTMeyanocb. 370
Mo3BONSET NPeANnoNoOXNTb HEO6XOAUMOCTb AJIUTENb-
HOro NMpUeMa KULLEeYHbIX aHTUCENTUKOB Y NaLMEeHTOB,
onepupoBaHHbIX Mo nosogy bI, aaxe npu oTcyTCTBUN
KIMHUYECKNX NPOABNEHUA KONWUTA, BO M36exaHue
OCNOXHEHU. MoMUMO 3TOro, CTOMT OTMETUTb, YTO
feTu, onepupoBaHHble no nosoAy bl, HyxpatTCcs B
AMCNaHCepHOM HabnoAeHun Ao 18 neT, perynsipHbix
npoQuaKTMYECKMX OCMOTPax C LieSiblo CBOEBPEMEH-
HOTO BbISIBNIEHNUSI TONCTOKMLIEYHOTrO 06CTPYKTUBHOIO
CUHAPOMa M ucbakTepuo3sa, OCHOBHOI Mepoii Npodu-
NaKTUKKU KOTOPOro SIBNSETCA MUHUMM3aLUs 3acTos B
TOICTOMN KULIKE — KOHTPONb PErynsipHoro cTyna u Ku-
LIEYHbIE aHTUCENTUKM.

3AKAIOYEHUE

Mepdopauusa TONCTON KUWKK — JOCTATOYHO pef-
KOe 0CNoXHeHue TeyeHns bl y geTen, HO BEPOATHOCTb
€e pasBUTUA He 3aBUCUT OT MPOTSXKEHHOCTU 30HbI
araHrniMosa M MOXeT HabnoAaTbca WM Npu ToTaNb-
Hoit popme Bl [15]. CywiecTyeT yeTkas Koppensaums
yactoTbl nepdopauun ToncToi Kuwkm u FAIK, uto
nossonset cuntatb FA3K OCHOBHbIM hakTOpOM pu-
cka. Ho B OCHOBHOM B nuTepaTtype onucaHbl ciyyau
neppopaumnm TONCTON KULIKN Y HOBOPOXAEHHBIX ¢ Bl
[0 MepBUYHOTO NEYEHUS, MOITOMY KOHKPETHbIe Mpu-
yuHbl passutus T'A3K nocne onepauum octawTcs
MaJion3yYeHHbIMU.

PRACTICAL NOTES

Takum obpasom, npu nevyenun bI' cnegyert obpa-
WwaTtb 0c060e BHUMaHNe Ha Mopdonornyeckne name-
HEHUS CNUBUCTOI 060/I0YKM TONCTON KULIKW MPU Bbl-
MOJIHEHMK BUONCUIAHBIX MccneaoBaHmii. Kpome Toro,
cnefyeT paHXWpoBaTb NaLWUEHTOB MO KIMHUYECKUM
(bopmam 3aboneBaHus, 60nee BHUMATENbHO MPOBO-
AUTb OT6OP AeTeil C KAMHUYECKMMM NPOSBIEHUAMM
KONMTa — PBOTOM, KULWEYHON HEMPOXOAMMOCTbIO,
nepdopaumeil TONCTOW KULIKN B NEpUOEe HOBOPOX-
LeHHocTu, asneHuamu FTASK nocne onepauun. Takue
MauueHTbl AO/MKHbI HAbMOAATLCA ANUTENIbHOE BPEMS
W noslyyaTb NPOTMBOPELMAMBHOE NpodunakTuyeckoe
nedyenune F'AIK Bo n3bexaHue Takmx FPO3HbIX OCNOX-
HEeHWiA, Kak nephopaumsa TONCTOR KULLKM.

AOMNOAHUTEAbHAA UHOOPMALIUA

Bknap aBTOpOB. BCe aBTOPbI BHEC/N CYLLECTBEH-
Hblil BK/1ag B pa3paboTky KOHLenLuuu, NpoBeAeHNe nc-
CefloBaHMsA U NOATOTOBKY CTaTby, MPOYNN U 0806pK-
M GUHaNbHYL BepCuMio nepes ny6nukavuen.

WUcToyHnk ¢uHaHcupoBaHua. duHaHCOBOW Mmog-
JEPXKN CO CTOPOHbI KamMnaHU-Nponu3BoauTEnei ne-
KapCTBEHHbIX NpenapaToB M U3AeNnii MeguLUHCKOro
HasHauyeHUs aBTOPbI He Monyvanu.

9Tnyeckan akcnepTusa. lNy6aukauyus paboTbl Bbl-
MoSiHeHa MoJ KOHTPONEM 3TUYECKOro KoMuTeTa npu
®rA0Y BO «Poccuitckuit HauMoHanbHbIA UccnepoBa-
TeNbCKUN MeLUUNHCKUI YHMBepcUTeT uMenn H.U. M-
poroBa» MuHapapasa Poccun.

WHdopmupoBaHHOe cornacue Ha ny6aukauuio.
ABTOpbI NONYYMNN NMUCbMEHHOE COrfiacue 3aKOHHbIX
npeAcTaBuTeNeli NauMeHTa Ha Ny6NuKaLnuio MegULNH-
CKUX laHHbIX.
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