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CapaTtoBCckuii rocynapCTBEHHbI MEANLVNHCKUA YHUBEPCUTET

JaHHoe nccnenoBaHne 0CHOBaHO Ha aHa/In3e COYETaHHOV NaTosiorn y AETeV ¢ aHopeKTasibHbIMY ropokamu (APIT).
B nccnenoBaHs 134 pebeHka c API, onepupoBaHHbIE B KIMHVIKE AeTCKow xvpyprim CapaToBCKOro rocyaapCTBeHHO-
ro MeauLIMHCKOro yHuBepcuteTa B nepvos ¢ 1988 no 2006 rr. Hanbonee YacTbiMy cCOHeTaHHbIMU aHOMATTMSIMU SBJISITIVCH
r1aTos10rvisi MOYeriosIoBOV CUCTEMBI, TO3BOHOYHYVIKA U1 CIIMHHOO MO3ra, cepada. Ocoboe BHUMaHve CreayeT yaensTb naum-
€eHTaM C BbICOKVIMM (popMamMu aHOPEKTA IbHOM areHe3mm 1 ¢ 6eccBULLIEBLIMM €€ BapraHTaMu.

The study was undertaken to review the incidence and types of associated congenital anomalies in patients with
anorectal malformations (ARM). This review was done of 134 cases of ARM, treated in during 1988 to 2006 in the
department of pediatric surgery of Saratov state medical university. Most common association was pathology of urogenital
system, vertebra and spinal marrow, heart. Patients with high and non fistula forms of ARM should undergo a detailed

general investigation for search of associated anomalies.

Xupypruyeckoe neyeHne geten ¢ aHopekTasbHbIMU
nopoKamMu Pa3BUTUSi OCTAETCH OAHOM N3 O4EHb CNOXHbIX
npobnemM B HeoHaTosiorum. CnoXHOCTU, CBA3AHHbIE C
dbopmMmMpoBaHMEM 3anupaTenbHOro anmnapara npsamMon
KULLKW, 3a4aCTyl0 JOMOMHAIOTCS Yy Taknx AeTer TPyaHO-
CTSIMU B BbIOOPE TaKTUKM JIEHEHUST PA3/INYHbIX COYETaH-
HbIX @HOManuii, KOTOpPble MOMYT CTaTb ONPEAENSOLLMMUN
B JasnbHelLen cyabbe ManeHbkoro nauyeHTta. Hepenko
npobnem no6aBNsSET M COMYyTCTBYIOLLAA HEXUPYPruyec-
Kas NaTtonorus, N03TOMy O4€Hb BaXKHO ANArHOCTUPOBATb
aCCOLMMPOBAHHbIE aHOMAIMN KaK MOXHO PaHbLUe, YTO-
Obl, Mes NoNHoe NpeacTaBneHne 06 0COBEHHOCTSAX CO-
YeTaHUsi MOPOKOB Y 6ONBHOr0, PaLMoHanbHO ONPeaensTb
NnocnefoBaTeslbHOCTb MX KOPPEKUMN U HEOBXOOAMMOCTb
OPYrux nevyebHbIX U NPOPUNaKTUYECKUX MEPOTNPUATUIA.

Martepuanbl U MEeTOAbI UCCIIEA0BaHUS

B Hawen knnHuke 3a nepuog ¢ 1988 no 2006 rog,
Haxoaunucb 134 pebeHka ¢ aHopeKTaslbHbIMK NMopoKa-
MK pa3BuTus (56 geBoYek 1 78 ManbynkoB) B BO3pacTe
ot 1 cytok go 10 net. Bonbluyio YacTb COCTaBUIM Pas-
NnyHble GOPMbI aHOPEKTaNbHOM areHe3un (APA), KOTO-
pble 661y 110 geTei, ocTanbHylO YacTb — U30JINPO-
BaHHbIE CBULLM MPU HOPMaslbHOM aHyCce W BPOXOEH-
HbI CTEHO3 aHyca — y 24. [leTn ¢ nopokamMu NocneaHemn
rpynnbl, NPaKTUYECKN HE UMENN COYEeTaHHbIX aHOMAaNI,
MO3TOMY CTPYKTYPY aCCOLMMPOBAHHbLIX MOPOKOB Mbl N3Y -
Yanu TOJIbKO Cpean AeTen C aHOPEKTaIbHOM areHe3nen.
MopoK y aTnX NauMeHTOB AMArHOCTUPOBASICS Cpasy Nnoc-
e POXOEHWS, N OHU Ha NEePBbIE, PeXe — BTOPble CYTKN
XN3HW rocnUTanM3npoBannch Ans obcnefoBaHus 1 ne-
YeHUs B KIIMHUKY OETCKOW XUPYPruun.

JunarHoctnyeckme meponpuatus Obliv HanpaBiEHbI
Ha NOWCK COYETaHHbIX MOPOKOB MOYEMNOI0BON CUCTEMBI,
cepaua, No3BOHOYHMKA: GU3MNKanbHOe oOcnenoBaHue,
yNbTpa3BykoBoe mccnepoBaHve (Y3U) nouvek kak ckpu-
HVHIOBbI MeTOo, 9KCKpeTopHas yporpadus, MUKLMOH-
Has umctoypeteporpadus, LMCTOCKONMS NO NOKa3aHWSIM,
peHTreHorpaduns opraHoB rpyaHONM KNETKN 1 AUCTaslbHO-
ro oTaena no3BoHo4HuKa, K. HacTtoTa coyeTaHHbIX NO-
POKOB OLEHMBaNacb pasaenibHO y AETEN C BbICOKUMU U
HU3KUMW, CBULLEBBIMU 1 BECCBULLEBLIMIU (hopMamu.

Pe3ynbTaTbl n nx o6cyxaeHne

YacToTa coyeTaHHbIX MOPOKOB pPa3BUTUS y AeTeEN C
aHopekTanbHOW areHe3uen coctaBuna 51%, 4to npwu-

MEPHO COOTBETCTBYET AAHHbLIM, MOMYYEHHbLIM APYrUMU
astopamu [10]. 16 (14,5%) Hawmx NnauMeHToB umenm 3
1 6onee komnoHeHTa accouvaumm VACTERL.

AHOpeKTanbHasa areHe3uvs B MoATopa pasa vaule
BCTpeyanacb y mManbyinkoB (66 manbunkoB v 44 pe-
BOYKMN).

AHOpekTanbHaga areHe3uns 6e3 ceuLLa Obina AnarHo-
cTmpoBaHa y 39 Hawwux naumeHToB (35,4%). 20 neTen
MIMENN BbICOKYIO dopMy (13 HUX 13 MMenn coveTaHHble
nopokn — 65%), octanbHble 19 — HU3KYIO (M3 HUX 12
VIMEeNn coyeTaHHble Nopoku — 60%).

CoueTaHHble NOPOKKN y AeTer ¢ 6eCCBULLEBLIMA
dopmamm APA:

10 petenn nmennm 2 KOMMOHEHTa accouunauumn
VACTERL, 7 — 3 KOMMOHEHTA.

CauiLLeBble GOPMbI aHOPEKTANIbHOW areHe3umn BCTpe-
yanucb No4yTy B 2 pasa yalle, Yem becceuliesble: 71 n
39 cooTtBeTcTBEHHO. Cpean ceuLLEeBbIX HGopM Npeob-
napanv Huskme —y 54, ns Hux 18 (33,3%) pnetein umenn
COYETaHHbIE NMOPOKN. BbiCokMx dopm Obino 15, U3 HMX
[EeTen ¢ coveTaHHbIMK nopokamn — 12 (80%).

CoyeTaHHblE MOPOKN Yy OeTE CO CBULLEBBIMU DOp-
mamm APA

7 (13%) petelt ¢ HU3KUMU GOPMaMU UMENN 2 KOM-
noHeHTa accoumaumn VACTERL, 4 (7,4%) manbiwa — 3.
Y Tpounx (20%) geTen ¢ BbICOKON pOPMOIi aHOpeKTalb-
HOI areHe3nmn MarHoCTUPOBAHO 2 KOMMOHEHTA, Y TPO-
nx (20%) - 3, y aBoux (13,3%) — 4 ny ogHoro (6,6%)
— Bce 6 komnoHeHToB accounauun VACTERL.

Bcero pgeter ¢ BbICOKON POPMON aHOPEKTaNIbHOM
areHe3uu 6b110 36 (32,7%), 13 Hux 25 (69,6%) nmenn
COYEeTaHHble NOPOKU Pa3BUTUS; C HU3KOM — 74 (67,2%),
M3 HUX COYETaHHbIE NOPOKU nmenu 25 (33,7%).

Mopoku NO3BOHOYHMKA 6aBOYKOBUAHBINA S, NCKPUB-
JNIeHME KOMYuMKa, PasfiMyHble aHOManuMmM NOSICHUYHOIO U
KPECTLOBOro OTAENOB, cabneBuaHbIN KpecTew, (B pam-
kax cuHgpoma Currarino) BbisiBneHbl y 9 geten (8,1%),
Torpa kak, no CoobLEeHMSIM pa3fiMyHbIX aBTOPOB, NOPO-
KV MO3BOHOYHMKA AMArHOCTUPYIOTCS Y AIETEN C aHOpPeK-
TanbHOM areHe3uen B 16,67 (38,3%) cnyyaes [3, 4, 9].
BaxHOCTb BbISiBNEeHWs gedekToB NO3BOHOYHMKA COCTOUT
B VX co4YeTaHun ¢ gedekrtaMmm MHHEpPBaLMM MOYEeBOrO
My3bIPs Y MPSIMO KULLIKK, @ TaKXKe C MNIOXMM pa3BUTUeM
MbILLL, Ta30BOro gHa. Euwe B 90-e roabl nosBuancb Co-
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o6LeHns 06 MCnonb30BaHUM SAOEPHO-MarHUTHOroO pe-
30HaHca, KOMMNbIOTEPHOM TOMOrpadun ong AMarHocTu-
KV aHOMannii NO3BOHOYHMKA Y AETEN C aHOPEKTaNIbHOM
areHesuen, KpOMe TOro, 9T METOAbl OKa3bIBAIOTCS MO-
Ne3HbIMU AN BbIIBAEHUS NPaBUIbHOCTU HU3BEOEHUS
KVLLKM MO OTHOLUEHMIO K NMyOOPEKTaNbLHOM NeTne 1 Ha-
PY>XHOMY COUHKTEPY NOcne onepauumn, TEM CaMbiM Mo-
MOrasl B BbISIBEHUM APUYMH HAPYLUEHNS KOHTUHEHLUN
(Davidoff A.M.et al., 1991; Peng H.C.et al., 1991; Agustin
J.C.etal., 1992; HeijH.A. et al., 1996; Li Y.W. et al., 1997;
Tassone A.etal., 1992;.Beek F.J et al., 1995.).

Cpeav BpoXAEHHbIX MOPOKOB cepaLa npeobnaganu
nedekT MexxkenynoykoBor neperopoaku (9), 3atem
TeTpaga Panno (2), 6onesHb TonouynHosa Poxe (1),
OTKPbITbIV apTepuanbHbIi MPOTOK M OTKPbLITOE OBa/IbHOE
OKHO (1) n TpéxkamepHoe cepaue ¢ rmnonnaasnen aop-
7ol (1). Takum o6pa3om, 14 neTein c aHopekTaNbHOW are-
He3nen MMenn CoYeTaHHbIN NOPOK cepaua, YTo cocTa-
BUNO 12,7%. MNMpn 3TOM 3HAYUTENBbHBLIX PA3NNYMiA B Yac-
TOTEe BPOXOEHHOIO NOpoKa cepaua cpean oeTen ¢ pas-
JNYHLIMM HOPMaMM aHOPEKTANIbHOM areHe3mn Hamun
BbISIBJIEHO HE ObINo. M0 AaHHBIM pa3HbIX UCCneaoBaTe-
Nnen, yacToTa BPOXAEHHOrO NMopoKa cepaua y oeten ¢
aHopekTaNbHbIMK aHOManuamMmn coctaensget ot 11,7 oo
21% [5, 6, 11].

Mopokn noyek AuMarHOoCTUpoOBaHbl y 21 pebeHka
(19,1%), cpeam Hux npeobnaganu ruapoHedpo3 n an-
na3ns Noyku, Npu aTomM y 6 getei Ob10 coveTaHue an-
na3nm OAHOM NOYKM U rngpoHedpoTMHECKOor TpaHchop-
Maumn — gpyromn (5,5%). AHomanum ypeTpsbl (rmnocna-
OVs, CTPUKTYpa, AMBEPTUKYS, YPOrE€HUTAsbHbINA CUHYC,
aTpesus ypeTpbl) 06HapyxeHbl y 10 geteit (9,1%), npe-
VMYLLIECTBEHHO Y MaJlb4MKOB; aTpe3ust ypeTpbl Obina y
[leBOYKM C HN3KOWN aHOPEKTaNIbHOM areHe3unei 6e3 CBu-
wa. JoCToBepHbIX Pas3nnynii B 4aCTOTE NOPOKOB MNOYEK
y AeTen ¢ pasnnyHbiMu GopmMamm aHOPEKTAIbHOM are-
HE3NW HaMM He NOoJsly4eHO. AHOManMn NOAOBOW CUCTE-
Mbl BKJIIOYASIN KPUNTOPXU3M (4), MOHOPXU3M (1), KUCTY
anyHuka (1), BPOXAEHHYIO NEPCUCTUPYIOLLLYIO Knoaky (1),
remMaHrnomy 60/bLLON NonoBow ryosl (1), atpeauio Bna-
ranvwa (1).

B uenom accouumpoBaHHble aHOMaINN YPOreHu-
TanbHOM cucTeMbl Obinn oBHapyxeHbl y 36 petein
(32,7%). No paHHbIM NUTEPATYPhbI, 4aCTOTa aCCOLUMMPO-
BaHHbIX 2HOMaJsIMN YPOreHUTaNbHOM CUCTEMbI Y AETEN C
aHopeKTabHbIMKY NMOpoKaMu BapbupyeTcs oT 38,57 oo
50% [1,2,5,6,7,8,9].

B Hactosiwem mnccneposaHumn 18 (16,4%) peten
VMEenNn accouMMpoBaHHbIE aHoOManum 6onee 4Yem OfHOM
cuctembl. Duhamel [4] o6Hapyxun, 4To Hanbonee yac-
TbIM COYETAHNEM SBASETCS TPUaLa NOPOKOB NMO3BOHOU-
HUMKa, aHyca 1 MOYenosioBOMN cnucTemsl. Mo HawWmMmM oaH-
HbIM, 8 oeTen nMmenn Takylo Tpruaay NopoKOB, Y ABOUX
[eTen aTa TpmMaaa AoNoNMHUIAaCh BPOXAEHHbLIM MOPOKOM
cepaua, y TPOMX CoYeTanncb aHOPEKTabHasa areHe3uns,
NOpOK cepALa n aHoManus yporeHnTaabHOW CUCTEMBI,
eule y ABOUX — aHOpeKTasnbHas areHe3ns, Nopokn cke-
neTta, MO4YenosIOBOM CUCTEMbI U BPOXOEHHbLIA MOPOK
cepaua. Y ogHoro pebéHka MMenncb BCe KOMMOHEHThI
accouyaunmn VACTERL.

AccouumpoBaHHble MOPOKN Pa3BUTUS XENyO0YHO-
KMLLIEYHOro TpakTa BCTPEeYaNMCb HEYacTo — aTpesuun
nULLEBOAA C AUCTAsTbHLIM TPAXEOMMULLLEBOOHBIM CBULLIOM
(4), 060004HOI KMLLKM HA YPOBHE cpenHer TpeT HUC-
xogawen yactu (1), curmoBnagHom kuwku (1), atpesus
[BEHaALATUNEePCTHOM KUMKW C KONbLEBUOHOM noaxe-
NyOO4HOM Xene3on (1), areHe3us Xen4yHoro ny3ssipd (1).

Mo paHHbIM A. Mittal n coaBTopos [10], accounmpoBaH-
Hble aHOMaNUKN Xenyao4HO-KULWIEYHOro TpakTa Obuiun
obHapyxeHbl umu y 15 n3 140 peteli: aTpesns NULLEBO-
[a C TpaxeonuuieBogHbIM CBULLOM — Yy 12 geTen, ayo-
[eHanbHas atTpesns — y 2 1 atpe3uns NoAB340LLIHON KALL-
ku —y 1 pebeHka.

Penko BcTpeyanucb NMOPOKU Pa3BUTUS  CMUHHOMO
Mo3ra — ClMHHOMO3roBas rpbixa (4), nepeaHein 6pioLu-
HOM CTeHkn — manoe omdanouene (1), anadpparmbl —
noxHas auadparmanbHas rpbixa (1); y ooHoro pebeHka
— situs viscerus inversus totalis.

Y aBoux geten guarHoctnpoBaH cnmHapom Currarino:
ceprnoBuaHbI KpecTel, npecakpanbHoe 06 bemMHoe 00-
pasoBaHue N aHopekTanbHag Manbdopmauma. O6bek-
TUBHO Yy OQHOI0 U3 HUX OBHApPYXEeHbl 9KTONNA aHyCca Ha
npaeylo AroamLy, CBULL B NpeaaBepuun Bnaranuwa, Te-
paToma B JIEBOW AAroAM4HON obnacTu, y ApYyroro cymn-
paneBaTopHasa Gpopma aHOPEKTAIbHOM areHe3um ¢ nNpo-
MEXHOCTHbIM CBULLLOM, AUCTEHE3M1s KOon4yumka, pacLuen-
NeHne KpecTua, nepegHee npecakpanbHOe MEHUHIo-
uene.

Cpenu conyTcTBYOLLMX 3a060neBaHuin HabNaANNCh:
nepuHaTasbHOE NOpPaXeHne LLeHTPasbHOM HePBHOM Cn-
ctembl — y 19 petenn (17,2%), NHEBMOHUS HOBOPOX-
OeHHbIX — y 16 (17%), rugpouedannsa — y 3, 6onesHb
JayHa — y 2. HeqoHOLLEHHbIMY poaunmch 9 aeTen.

19 (17,2%) petein ymepnu. Matepo n3 ymepLunx na-
LMEHTOB HE MMENN COYeTaHHbIX MOPOKOB PasBUTUS, UX
CMEPTb HaCTynuaa n3-3a TSHKeNon ConyTCTBYOWEN na-
TOJIOrMU NN OCNIOXHEHUIA OCHOBHOIO MOpPOKa:

- PE3KOro pacLUMpeHns TONCTOM KULIKN Yy pebeHka,
NOCTYNMBLLErrO B CTaUMOHAp Ha BTOPbIE CYTKU XU3HU C
HN3KOW aHOpeKTaNlbHOW areHe3nei 6e3 CBMLa;

- OBC-cuHapom, pasBuBLUMIACS MOCe onepauumn y
OBOUX OeTen;

- nepdopaTBHOro neputoHuTa y pebeHka, nocry-
NUBLLEro Ha YETBEPTbIE CYTKM XWU3HWU, C HNU3KON op-
MOW aHOpeKTaNbHOW areHe3nn 6e3 CBULLA;

- TXENOro napesa KULLIEYHVKA, Pa3BMBLUErocd y
pebeHka rnocne OGpPIOLLIHO-NPOMEXHOCTHON NPOKTOMIa-
CTVIKW;

OcTanbHble 14 ymepLunx aete UMenu MHOXECTBEH-
Hbl€ MOPOKM pa3BUTUS. MpUYrHbLI CMepTK:

- acnvpauroHHas MHEBMOHUS C COHETaHHOM aTpes3n-
el NUWEeBOAA C ANCTaNbHBIM TPaxeonuLLEBOOHbIM CBU-
wom (2);

- 3BEHHO-HEKPOTUYECKUIA SHTEPOKONNT, HEKPO3
Hucxopsien 060404YHON M CUrMOBUAHOM KULWOK (1);

- KPOBOU3NNSIHNE B FONOBHOM MO3r (1);

- ABC-cungpom y pebenka ¢ VACTERL-accouvaum-
en(1);

- TSXKECTb COYETaHHbIX MOPOKOB 1 OOLLEro COCTOs -
HUs 605bHOro (3):

- CMUMHHOMOS3roBas rpbbka, aHOpPeKTanbHasa are-
He3us C PeKTOBarvHabHbIM CBULLOM, aTpe3uns 060-
[OYHOM KULLKN Ha YPOBHE CpeaHEN TPETU HUCXOOSs -
Lien yactun, BapycHaa nedopmaums rofeHemn, Koco-
nanocTb, nonupakTunusa Ha nesown ctone, BIC
(AMXKIT). HegOHOLWEHHOCTb, MHEBMOHUS, BHYTPUYT-
POOGHbI NepuToHuT (1);

- aHopekTanbHasa areHesuns, aTpesns NuLLEeBoaa
¢ ATNC, nonupaktunua, BIMC. HegoHolweHHoCTh | cTe-
nexu (1);

- aHopekTasnbHas areHe3usi 6e3 ceuLLa, cynpane-
BaTopHas dopma. ATpesuns curmbl. Annasus npaBon
MoYKkmM, rMapPoHedpo3 NeBon, rmapouedanns, noBecC-
KU YLHBIX PAKOBUH. ACMupauMOHHas MHEBMOHUS,
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rnoye4vyHas He4OCTaTO4HOCTb, CUHOPOM AbIXaTeNbHbIX
pPacCcToOpONCTB, FEMOpparnieckmin CUHAPoOM. (1);

- BPOXAEHbIV MOpoK cepaua (2)

- Tshkenasi ConyTCTBYIOLLASA NATONorus (MHEBMOHNS,
Cerncuc, BHYTPUYTPOOHbI NEPUTOHUT, rnybokas Hepo-
HOLLEHHOCTB) (4).

BbiBOAbI
MaumeHTbl C aHOPEKTaNbHbIMU NOPOKAMW AOKHbI

noaBepraTbCs AeTanbHOMY 00cnefoBaHuIo B Nepuoae
HOBOPOXAEHHOCTN 019 UCKITIOYEHNA COYETaHHbIX aHO-
Manuii. Mpu aTom ocoboe BHUMaHWe creayeT yaenstb
o6cnenoBaHNio MOYENOJIOBOM CUCTEMBI, NMO3BOHOYHU-
Ka 1 CN1HHOro moa3ra, cepaua. HacTtopoXeHHOCTb f0-
XHbl Bbl3blBaTb NAUMEHTbI C BbICOKMMU HOpPMaMN aHo-
pekTanbHOW areHe3ann n ¢ 6eccBULLLEBLIMU ee BapuaH-
Tamu.
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