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ITenb. PeTpocreKTUBHBIN aHA/IN3 OMMOOK ¥ OCTOXKHEHUII B [UATHOCTHKE M JIEYeHNN [ieTell C aHOPEKTalb-
HbIMUI Manbdopmanyamu (APM).

Metonbl. PeTpocniekTuBHBI aHanus nedeHus 63 perein ¢ APM, rocnuranusuposaHHbix B II'Kb Ne 9
M. I'H. Cnepanckoro ¢ 2017 mo 2020 r.

PesynbraTer. Cpegunit BospacTt 2 Mec. — 17 net (Me 6 net). ®opmbr APM: yperpanpHble cBumm 27 %,
IpOMEXHOCTHbIe — 17,5 %, BecTnbynsapuele — 15,9 %, Be3ukanbHble — 6,3 %, 6e3 cBuma — 7,9 %, Kio-
aku — 11,1 %, «kmoaka» mpyu HapyueHuyu ¢opmyupoBanus nomna — 1,6 %, pekTanbHbIl Memok — 1,6 %,

peKTaNbHbIN cTeHO3 — 4,8 %, yBOEHME aHA/IbHOTO KaHana — 3,2 %, BaruHanbHble cBu — 3,2 %. Y 76 %
HanyeHToB Koppekiuyus APM Oblta paHee 3aBepllieHa IIPeVIMYLIECTBEHHO B APYIMX KIMHMKAX, 14 % Obum
cToMypoBaHsbl, 10 % He omepupoBaHbl. Ilpy aHanM3e aHaMHe3a ObUIM BBISB/ICHBI OMIMOKM Y OC/IOXKHEHVS
Ha JIOOIIepPaLMIOHHOM 3Tare y 48 % (HecBoeBpeMeHHasl JUAarHOCTMKA, HeIIpaBUIbHAs VHTEpIpeTalys Baph-
anta APM, mymMTenbHas OTCPOYKa aHOPEKTOIUIACTUKM). B 22 % cy4yaeB B pe3y/nbTaTe JaHHBIX OCTOXXHEHMI
OTPeOOBA/ICh HEOT/IOXKHBIE BMEIIATE/IbCTBA WM M3MEHEeHUe BEKTOpa XMPYPIrUMYecKoro jaedeHus (Jomorn-
HUTETbHOE CTOMUPOBaHNMe, OOmMpHBble pe3ekuny Kuiku). OCTOKHEHMs MTOCIe aHOPEKTOIIaCTUKM (CTe-
HO3, BHeCOUHKTEpHOEe HM3BeeHMe, BhINAJIeHNe CAM3NUCTON KUIIKY) ObUIM BBIABIEHBI Y 56 % IalMeHTOB.
OcnoxHenns cromypoBauus — y 5 %. ITosgHue OCIOXXHEHMA B BUJE HEYOBIETBOPUTEIbHBIX (YHKIMO-
HAJIbHBIX Pe3y/IbTaTOB ObIIM BBIABIEHBI y 98 % feteil. 13 % paHee OblmM 6€3yCIIEIIHO ONEPUPOBAHBI 110 II0-
BOJY aHA/IbHOJ HEJOCTATOYHOCTM C IPUMEHEeHNEeM Pas/INYHbIX METOUK BOCCTAaHOB/IEHN CUHKTEpOB, IpK
3TOM 4allle BCETO MMM CIMHAIbHYI MATONOTMI0 KaK NMPUYMHY (QYHKIMOHA/IBHBIX PacCTpoycTB. JInmb
MOJIOBYHA IALMEHTOB C HapyIIeHMAMM fedeKanyy ObUIM OCBEZOMJIEHBI O HeOOXOAVMOCTY HpVMeHEHNs
OYMCTUTENIbHBIX KIU3M, IpU 3TOM 38 % He BBINONHAMN peKOMEHJAalUl, HEKOTOPble VIMeNN 3aTepXKKy CTy-
J1a, KaJIOBBIN 3aBasl, IICeBJOHeAep)KaHMe Kama. Y 45 % KIM3MBbl BBIIIOJHS/INCh HEPETYISAPHO WM He ObUIN
b deKTUBHBI, UYTO TPeOOBATIO KOPPEKIUYU JIEYEHNS.

3akmoyenne. B neyenun peteit ¢ APM Heob6xopmumo onmpatbest Ha Knmundeckue pexomenpanmmy Poccmit-
CKOI1 accoumMalyuy AeTCKUX XMPYProB, COITIACOBAHHBIX C MUPOBOI IPAKTUKOIL.

KmroueBbie crmoBa: AHOPEKTOIUTACTUKA; KaTaMHE3; YIIpaB/JI€HNE KMUIIEYHMKOM; IIOBTOPHbIE OIl€paluy; AETU.
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Purpose. This manuscript aims to introduce errors and complications of diagnosis and treatment in children
with anorectal malformations (ARM).

Methods. A retrospective analysis of 63 children with ARM treated at a single tertiary Speransky children’s
Hospital.

Results. The patients’ ages ranged from 2 mo to 17 y. o. (median, 6 y. 0.). The types of ARM included:
rectourethral fistula 27%, rectoperineal fistula 17.5%, rectovestibular fistula 15.9%, rectobladderneck fistula
6.3%, no fistula 7.9%, cloaca 11.1%, “cloaca” with urogenital sinus and disorder of sex development 1.6%,
pouch colon 1.6%, rectal stenosis 4.8%, anal duplication 3.2%, and rectovaginal fistula 3.2%. Of these patients,
76% underwent surgery earlier at another hospital (surgical treatment completed), 14% had stomas, and
10% did not have any prior procedures. The historical analysis showed diagnostic errors in 48% of children
(untimely diagnosis, incorrect interpretation of the ARM variant, prolonged delay in anorectoplasty).
Errors led to emergency procedures or changes in subsequent surgical treatment (further ostomy, excess
bowel resection) in 22% of cases. After anorectoplasty (stenosis, mislocated anus/rectum, rectal prolapse),
complications were detected in 56% of cases, whereas ostomy complications were observed in 5% of cases.
Long-term problems after the surgical treatment (constipation, incontinence, and pseudoincontinence) were
evident in 98% of children. Different surgical reconstructive techniques of the sphincter formation had been
performed previously in 13% of patients. Moreover, they most often had spinal pathology as the cause of
functional disorders. Only half of the children’s parents had information about bowel management, 38% did
not follow the recommendations and usually had fecal impaction and pseudoincontinence. 45% of children/
parents performed non-effective or irregular enemas and required corrective treatment.

Conclusion. It is recommended that Russian pediatric surgeons treat children with ARM, according to Russian
pediatric surgeons’ guidelines consistent with international protocols to avoid errors and complications.

Keywords: anorectoplasty; long term follow up; bowel management; redo; children.

BBEAEHUE

ppIMM aBTOpaMM OTME€Ya€TCA CHVDKEHUE YaCTOThI

Mertoznpl OMAarHOCTUKY, JIeYeHUS U peabun-
TalMM JeTeil C aHOPeKTaJbHbIMU MajnbdopMa-
nusamu (APM, ycrapeBumiasgs TepMMHONIOTUS —
aTpesys aHyca M HPAMON KMIIKM) XOPOIIO
usydennl. B Poccum ocHOBHbBIE acIeKTBI BOIPO-
Ca M3JIOKEHBl B KIMHUYECKUX PEKOMEHJAIM-
AX «AHOpeKTajbHble MaTbpopManuy y feTei»
VI COIVIACYIOTCA ¢ MUPOBON npakTukoi [1]. Homsa
OIMOOK ¥ OC/IOXKHEHUIT B [JINTETLHOM, VMHOITA
MHOTOJIeTHEM IIpoliecce jeYyeHMsA IalMeHTOB
C QaHOpPEKTaJbHBIMU MOPOKAMMU [0 HACTOAILEro
BPEMEHI OCTAETCs BBICOKOI. B oTedecTBeHHOI
NTUTepaType JaHHble 06 OmMOKax JedeHMs [e-
tein ¢ APM enquuununbl [2]. Haubonee ocseme-
HbI BOIIPOCHI OC/IOXHEHUII IOC/Ie aHOPEeKTOoIl/Ia-
CTUKU — BBICTOSIHME CAM3UCTON HU3BEIEHHON
knmkn (19,2 %), cTOMUpOBaHMsT — IBarMHALUS
U creHo3upoBaHue ctoMm (o 6 %) [3]. Hekoro-

PEeKTaJIbHOTO BbINAfIeHUs IIPY JIallapOCKOIMYe-
CKUIX METO[VIKaX HM3BEJEeHMs KUIIKY, IIPU 3TOM
OIJMCAHO yBeIMYEHMEe YaCTOThI CTEHO30B aHyca
II0C/Ie BUJEOACCUCTPOBAHHBIX onepannit [4, 5].

Omnbkn guargoctukun APM He 4acTo 06-
CY)XXJJAIOTCSl B JIMTepaType, OFHAKO TaKXe MOTYT
IpUBECTV K HEYZOBJIETBOPUTETBHBIM pe3y/bTa-
TaM Jle4eHus (HEeOT/IOXKHbIe COCTOSIHUA, KMIIeY-
Has HENPOXOAMMOCTb, MErapeKkTyM, 3ajepKKa
CTyIa, HeflepXKaHye Kama) [6].

OTmaneHHBIN KaTaMHe3 malnueHToB APM
B Halleil cTpaHe IPUBJIEKAeT MHTEpec MCCIefo-
BaTeslel, HO 3a4acTyl0 He IpeBbllIaeT 1-2 ser
[7, 8]. 3apybe>xHble KOJUIETY BBIJIE/IAIOT PaHHME
IIOC/IeONepalIOHHbIe OC/IO)KHEHUsI — CTEHO3
anyca (14-16 %), paneByo nHpexnuo (7-24 %),
pexTanbHbI nponanc (3,8-27 %), penuguBupy-
IOlIJie PEeKTO-yporeHuTaabHble cBUIM (1-16 %),
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3aJJHUIT JUBEPTUKYT ypeTpsl (OCTaTo4yHas KU-
meyHass Kynbta — 2 %) [5, 9-11]. Heynosnet-
BOpUTeNbHbIe (YHKIMOHANbHbIE PEe3YIbTAThI
(3amop, Hefep)kaHMe U TICEBIOHENEeP>)KaHMe Kaa)
OTHOCAT K MO3IHUM OCTIO)KHEHUAM KOMIUIEKCHO-
ro (OImepaTMBHOIO ¥ KOHCEPBATMBHOIO) JIEYEHNS
M UX CUMUTAIOT OCHOBHOM COCTAaBJIAIONIEN HU3KO-
ro YPOBHS KadecTBa >XM3HU ITOJPACTAIOLIVX Jie-
teit ¢ APM [12, 13].

DyHKIUA KUIIKM 3aBYICUT OT BapMaHTa XU-
PYPIMYECKOTO JIeYeHNs, TEXHNIECKNX 0COOEHHO-
CTeil BMEIIATeNIbCTBA, IIPY 3TOM OjiecTslle BBI-
IOJTHEeHHAs ollepanusa — He 3ajI0T ycmexa [
HOC/TefYIOMNX (PYHKI[MOHAbHBIX Pe3yIbTaTOB.
HopmanpHas paboTa AMCTaNbHBIX OT/ENIOB KI-
IIeYHVKA 3aBYICUT B OCHOBHOM OT TPeX KOMITOHEH-
TOB: PEKTa/JIbHOM 4YBCTBUTETbHOCTY, MOTOPHOI
dyHKUMM KUIIKY ¥ CQUHKTEPHOTrO ammapara [14].
3anop oTMmevaeTca npumepHo y 30-80 % manuen-
ToB ¢ APM. Hepepxanne Kaja, 10 JaHHBIM JC-
cnepoanuit B CIIIA u EBpome, — y 60-70 %.
IIpu s3TOM aKLeHTUpyeTCA BHMMaHNe Ha pasrpa-
HUYEHUV VICTUHHOJ aHaJIbHOJ VHKOHTMHEHIUN
U TICeBJOHeAep>KaHuA (BTOPUYHOTO Hefepika-
HIS Kana Ha ¢oHe 3ajiep>kku cryna). Hambonee
«ONMaroNpUATHBIMU» I HOCTERYyoIero QyHK-
VOHVPOBAaHNA KUINEYHMKa ABAATCA APM
C PeKTOBeCTUOYIAPHBIMN/IPOMEKHOCTHBIMU
Y peKTOypeTpalbHBIMU CBMUIIAMM ([jONIA HOp-
MasbHON GYHKIVM fepkaHusa — 41-42 %). Ila-
IIVIEHTBI C KJI0AKOJ C IJIMHHBIM KaHAJIOM, PEKTO-
BaryHa/IbHBIMM Y PEKTOBE3VKATbHBIMM CBUIAMMU
B OO/BLIMHCTBE CTy4aeB CTPATAIT COYeTAaHHBIM
HapylLIeHeM MOTOPUKN, 3BAKyallM TOJCTOM
KMIIKY, PeKTAJbHON YyBCTBUTETbHOCTU M KO-
OPAVIHMPOBAHHON paboTsl CPUHKTEPOB (oS
HalJMEeHTOB ¢ HOPMabHON (QYHKLMEN Jiep>KaHMNs
B 9TOJI TPYIIIIe, IO JAaHHBIM HEKOTOPBIX aBTOPOB,
npnbmokaeTca K Hymo) [15-19].

[Tpu nw6bpix dpopmax APM mnporuosmpo-
BaThb (YHKI[MOHA/IbHbIE HAPYIIEHNS BO3MOXKXHO
Omaromapst pacdery kpecriosoro uapekca (0,7
u 6osee — xopommnit Tporuos; 0,6 U MeHee —
I/IOXOJ1). AHOMaIuM KpPecTI0BO-KOIMYMKOBOI
0071aCcTy 3a4aCTYI0 CONPOBOX/JAIOTCSA MATOIOTH-
el CIIMHHOTO MO3Ta, KOTOpas UTPaeT 3HAUYMMYI0
PO/Ib B IIOC/IEOINEPALVIOHHOM HapyIIeHUN (QyHK-
uun [14, 18].

B crmy4yae HeymOB/IEeTBOPUTENBHBIX (YHKIVIO-
HaJIbHBIX Pe3y/IbTaTOB HEKOTOpPbIe aBTOPHI IIpef-
NaraloT aKTUBHYIO XMPYPTUMYECKYI0 TaKTUKY IIO
BOCCTAQHOBJIEHUIO VI TIPOTE3MPOBAHNIO AHATIb-
HBIX cuHKTepoB [20], 4TO AUCKyTabe/NbHO, yYu-
TBIBAas VIHYI0 NIPUYNHY HapylleHus pedexanumn
y OOBLIMHCTBA ieTell ¢ MHKOHTMHEHIIVE.

PebeHka ¢ aHOpeKTa/lTbHBIM IOPOKOM HeO00-
XOMMO 00CeoBaTh Ha INpefMeT IIaTOJIOTUMK
CIIMHHOTO MO3Ta ¥ JUCTAJIbHOTO OT/e/la II03BO-
HOYHMKA. Y JieTeil paHHero Bo3pacTa I BU3ya-
NU3ALUU CTPYKTYP CIMHHOTO MO3Ta IPUMEHSIOT
YIBTPa3BYKOBOE VICC/IEOBaHNe, Y IeTeil CTapIie-
r0 BO3pacTa BBICOKOJ TOYHOCTBIO [UMATHOCTMKY
o6najjaeT MarHUTHO-Pe30HAHCHasl ToMorpagus.
Yacrora couertanusa APM u cnmHanbHOI maro-
JIOTUM JJOCTOBEPHO HEWM3BECTHA, MOXKET KOJIe-
6arbcsa ot 30 mo 60 % u Bhime [8, 21].

KoMmiekcHoe o6ceoBaHMe, BKIIOYAOLIee
BCe BBIIIEYKAa3aHHbIe HIOAHCHI, HEPEIKO ABJIACTCA
IIPepPOraTUBOIl CIIELMaNTNCTOB KPYIIHBIX XUPYP-
TMYEeCKMX L[EHTPOB, MMEIOUINX ITOTOK OONTbHBIX
¥ 6OJIPIION OINBIT JIEYEHUA LeTell C NaHHBIMU
TIOPOKaMIL.

YuuTbiBasg OONBLION IPOIEHT OCTOKHEHMII
Y HU3KOe Ka4eCTBO >KM3HM, OPTaHM3aIysA ITOMO-
mu getsiM ¢ APM TpebyeT cucTeMHOro Iopxona
Ha BCeX YPOBHAX MEIVIVHCKUX OpraHM3auuii,
OJHAKO B HACTOsAIee BpeMsA pean3yeTcs B paM-
KaX NVIOTHBIX IPOEKTOB /IUIIb B HEKOTOPBIX pe-
rmoHax [22].

Takum 06pasoM, OCIOKHEHVA B JIEYeHUU
mereit ¢ APM pasHoo6pasHbl U MHOTO(AKTOP-
Hbl. PaHHMe OC/IOXKHEHNUS B BUJie CTEHO30B, IIPO-
Marca, BHECPMHKTEPHOTO HU3BEMeHUs INPAMOI
KUIIKY TIPeAIIONAraloT XUPYPrudecKnii BapuaHT
petrenyst npo6nemsl. [lo3gHne ocnoxxHeHus (Ha-
pymeHus QYHKIUM KUIIKYM) OTHOCATCA K OT-
[le/ICHHOMY KaTaMHe3y, 3a4acTyi0 CIIOXHBI JIIs
OLIEHKM JeTCKMMU XUpPYpraMiu, IpOV3BOAALIIMU
olepauyy, TaKk KaK MAalMeHThbl [ePeXoisiT B pas-
Psf, «COMAaTHYECKMX» U IIONYYaIOT JIeYeHue Y Iie-
AMATPOB, TACTPOIHTEPOJIOTOB U PEAOUINTONOTOB.

[IpuBneyeHre BHMMaHUSA K BO3MOXXHBIM
omnbKaM, OCIOKHEHNUAM B AMAarHOCTUKE U JIe-
yeHun perenn ¢ APM, ocBelieHue BOIPOCOB,
OPMEHTUPOBAHHBIX Ha IPUYNMHBI M BapUaHTHI
OCJIO>KHEHUI, MOXXeT CII0COOCTBOBATH yIydllIe-
HII0 METOAMK JIeYeHVsI ¥ TOBBIIIEHNIO KayecTBa
JKVI3HU JJAaHHOJ IPyMNIbl OOMBHBIX [23].

LJenvto 0anHoli pabomv. — pPeTPOCHEKTUB-
HBIJI aHA/IM3 OLIMOOK VI OCTIOXKHEHUII Ha pasind-
HBIX 9TallaX AMATHOCTVIKY U JIEYEHUs IalVIeHTOB
C QaHOPEKTa/IbHBIMY Ma/bGOpMaLUAMIL.

MATEPUAADBI U METOADI

ITpoBefieH peTpOCHEKTUBHbBIN aHANNU3 AuUa-
THOCTMKM U jledeHus nauyeHToB ¢ APM, rocimra-
msupoBaHHbIX B JIKB Ne 9 um. I'H. Cnepanckoro,
Mocksa (rmaBHbI Bpad mpodeccop, JOKTOp Me-
muuuHCKMX Hayk A.A. KopcyHckmuii, rnaBHBIN
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JeTCKUI XUPYpr OONBHUIBI Ipodeccop, TOKTOP
MeguUMHCKUX Hayk B.M. PosmuoB) ¢ 2017 mo
2020 r. Kpurepun BkmroueHnss — Bo3pacT oT 0
1o 18 net, fuarHos — aHopekTanbHasA Manbdop-
Mauysi, HOANMCaHHOe MHGOOPMUPOBAHHOE COIJIA-
CMe Ha TOCIMUTAIN3AINI0, 00CIeoBaHNe U Jlede-
Hl€e TAlIeHTOB MM UX POAMTEsIeli/OeKyHOB.

[Tpy rocnmranmusanuy NAlMEHTOB TPAJULIN-
OHHO TOMMMO c6opa anob MoZpoOHO M3ydan
aHaMHe3 >KM3HU U 3a007IeBaHMs, TIPOBOIVIIN OC-
MOTp, IIOC/Ie Y€TO0 Ha3Hayajy COOTBETCTBYIOIEE
ob6cneoBanIe 1 JIeYeH e,

CratucTudecKuii aHanmm3. YYNUTBIBAsA pas-
HOPOJHOCTDb TPYIIIbl, OTCYTCTBYE HOPMaJIbHOTO
pacnpenieieHus, NMPUMEHANNM HelapameTpude-
CKMe METOHBI OIMMCATeNIbHON CTAaTUCTUKK (Ipo-
rpamma IBM SPSS Statistics).

PesynpraTpl. C 2017 mo 2020 r. B KIMHHU-
Ky OBUIO TOCHMTAIM3MPOBAHO 68 MHaIMEeHTOB
¢ ocHOBHBIM JmarHo3oM APM. Ilarepo peren
C AaHOPEKTAJIbHbBIMI IOPOKaMM MCK/IIOYEHbl U3
VICCTIEIOBaHMsA, TaK KaK He ObUIM OIepUpPOBaHBI
(BepBbIe BBIsIBIIEHHBIE TPAHCCHUHKTEPHBIE TPO-
MEXHOCTHbIE CBUILM y HETeN cTapllie 5 JIeT co
CIIVIHHOMO3TOBOJI TPbDKeN 1 HapylleHreM (pyHK-
LMV TAa30BBIX OPraHOB — 3, AHA/IbHBIN CTEHO3,

paspemmBIINiicss mociae OyxupoBaHusas — 1,
MIPOMEXHOCTHBIVI CBUILL Y JEBOYKM 6 JIET C pe-
TY/ISIPHBIM CTY/IOM M OTCYTCTBMEM amo6 — 1).

V3 63 manmeHTOB, BOWIEAIINX B MCCIEIOBA-
HMe, MaJlIbuuKOB Obl10 33 (52,4 %), OeBOYEK —
29 (46 %). OpuH mauyeHT ¢ 46 XY-HapyleHneM
dbopMMpoBaHMs 1MO1a, BOCIUTHIBAEMBIIl B XKEH-
ckoM morne (1,6 %). BospacT maiueHTOB Bapbu-
poBan ot 2 Mec. o 17 net (cpemHee 6,69 ropa,
MenmaHa 6,0 roga, mofa 8,0 roxa). ®opmbr APM
BK/IIOYanyu B cebs: yperpanbHble cBuiu (17),
npomexxHocTtHele (11), Bectubynsapusie (10),
Be3uKanbHble (4), knoaku (7), «kjloaka» C mep-
CHCTUTYIOIUM YpPOTE€HUTAIbHBIM CUHYCOM IIpU
HapymeHnn ¢opmuposaHus mnona (1). Pemkue
¢opmbl, cornacHo Kpukenbekckoit xmaccudu-
Kauuu, 8 Cly4yaeB: PEeKTajAbHbII MemoK — 1,
PEKTaNbHbIN CTEHO3 — 3, U3 HUX 2 B COCTaBe
cuHapoma KyppapuHo, ynBoeHMe aHaIbHOTO Ka-
Hajma — 2, BarMHaibHble cBum — 2 (puc. 1).

Kamo6s1 npu nocrynmnenun. [Ipu nocrymre-
HUM B KIMHUKY 6 (9,5 %) mereil paHee He ObLIU
onepupoBaHbl (MepBUYHOE OOpaljeHye, OCHOB-
Hadg Xamoba — OTCYTCTBME aHyca B OOBIYHOM
mecre). 9 (14,3%) mereit ABISINCH HOCUTEIAMU
KMIIEYHBIX CTOM, FOCINUTAIM3MPOBAHBI /IS TIPO-
BelleHUsI aHOPEKTOIUTACTUKM (OCHOBHAs >KaJo-
6a — HOCUTENIbCTBO CTOMBI). 48 (76,2%) maiueH-
TOB paHee OBUIM OIEPUPOBAHBI PATVIKAIBHO MM

3TAIlHO IPEUMYILIEeCTBEHHO B APYIMX KIMHUKAX
(koppexunsa APM 3aBepuiena). B manHoi rpymnme
JMIIb OaVH pebeHok (2,1 %) MMen HOpMaIbHYIO
byHKUMIO KMiredHuKa (eXeZHEBHBI CTY, OT-
cyrcTBMe kasmoMasanus). OctanpHble 47 (97,9 %)
fileTeil VIMeNy pasiudHble XKanoObl, B OCHOBHOM
CBsA3aHHBIE C HapyLIeHMsAMM HedeKauuu: 3a-
[iepXKKa CTYyJIa, HeIOJIHOE ONOPOXKHEHMeE, OTCYT-
CTBMe TI03bIBa Ha fleeKaliIo, Heflep)KaHue Kaa.
Y 6 u3 48 (12,5 %) nauyeHToB IOMMMO (PYHKIIV-
OHA/IbHBIX HAPYIUIEHUI PORMUTENN IMPELbSIBISIN
a/o0bI Ha HEYZOB/IETBOPUTENbHbBIE KOCMETIYe-
CKJle Pe3y/IbTaThl aHOPEKTOIUIACTUKM — BBIMa-
feHye (BBICTOSIHME) CIIM3UCTON MPSIMON KMIIKU
(puc. 2), pyOLIOBBIT CTeHO3 HeoaHyca. B kKaxmom
Clyyae IPMHMMANM pelleH)e O HeoOXOoxMMo-
CTV IOBTOPHOJ aHOPEKTOIUIACTUKM, YYUTBIBAS
¢dbopMy OpOKa, CTeNeHb BBICTOSHMSA CIMU3NUCTOI,
CTelleHb CTeHO3a aHyca, IPOTHO3a MOC/IeNyIoLel
GYHKIMY € y4eTOM HaIM4ys WX OTCYTCTBUS CO-
Iy TCTBYIOLIEN MaTOJIOTMY CIIMHHOTO MO3ra 1 He-
BPOJIOTMYECKOro JeduIpyuTa MBI Ta30BOTO JiHA.
[Ipu c60pe aHaMHe3a Y BCeX MAIVIEHTOB ObUIN
aHAJIM3JMPOBAHBl TPU OCHOBHBIX aCIIeKTa IIpefi-
IIECTBYIOIIETO JI€YEHVA: OMMOKM M OC/IOKHEHNA
B [MArHOCTMKE U JIOOIEPALMIOHHOM IUIaHMPOBa-
HUJ; B XMPYPIUYECKOM JIeYeHUN Ha Pas3IMIHBIX
3Talax; B IOC/IEONEPALVIOHHOM BeJeHIN.

OwndKM M 0OCAOXKHEHUSI B AMATHOCTHUKE
U AoOomnepaunoHHOM MAAHUPOBAHUH

PeTpocrieKTMBHO OBI/IM BBISBJIEHBI OMIMOKM
U OC/IO)KHEHUsI B JMArHOCTMKe ([J0OTepalnyoH-
HoM BefeHuM) y 30 u3 63 (47,6 %) maiyueHToB.
Cpeny HMX OBUIM OTMeYeHBI HECBOEBpPEeMEeHHas
puarHoctuka APM, mosgHAA AMArHOCTUKA peK-
TOypeTpalnbHBIX COYCTUII C HaauuueM peuu-
OUBUPYIOLLEN MH}EKIUNM MOYEBBIX IyTeu, He-
IpaBU/IbHAasA MHTepHpeTanusa BapuaHTa APM,
oTCyTCcTBUMe AuarHocTuku APM B cocraBe cuH-
npoma KyppapuHo, anuTenbHas OTCpOYKa oOlle-
pauuy Ipy BeCTHOYIAPHBIX ¥ MPOMEXKHOCTHBIX
cBUIAX 63 CTOMMPOBAHMA.

Ocob6o0e BHMMaHUe HEOOXOLMMO YAETUTH
nospHenn guarHoctnke APM. CornacHo KamHUYe-
CKUM peKOMEHJALMAM AMAarHO3 aHOPEKTa/TbHOTO
IOpOKa B OOJIBIIMHCTBE CIy4aeB JO/DKEH OBITH
IIOCTaBJ/IeH B TI€pBble CYTKM >KM3HM, B IMATHOCTH-
Ke Befylllee 3HaueHMe OTBOJAT TIIATETbHOMY OC-
MoTpy npomexxHocTu [1]. IIpu ananmse mosgHei
muarHoctuku APM (10 mammenTtoB u3 63, 15,9 %)
MBI BBIJIEIVIN TPU TPYIIBL: MO3AHAA AMATHOCTU-
Ka IpM OTCYTCTBUM CBHUIIEN Ha IPOMEXHOCTH,
PV HaIM9MM IPOMEXHOCTHBIX/BECTUOYISAPHBIX

m Russian Journal of Pediatric Surgery, Anesthesia and Intensive Care.

2020.  Vol.10. Ne2



PEAAKUMOHHAA CTATbY / EDITORIAL 129

OnarHo3s APM

il Mon .
MY¥CKOW 1M Ges canwa ]
YKEHCKUM [B BarvHasnbHbIiA cauL
-
B Hen ] BesukanbHbliii camy

B BectvbynapHblit camy
"1 Knoaka
B Knoaka (ypetpasnbHblit

cBMLL)
|1 NMpomekHOCTHbIN cBuLY,

YacTtoTta

[] PekTanbHbili melwok

[E1 PektpanbHbiit cTeHo3
[ | YaBoeHue
|2 YpeTpanbHbiit cauLL

TR
b obBb e

Bospact npu noctynneHu

b

Puc. 1. OnucarenbHas CTaTUCTUKA TPYIINB NALMEHTOB C aHOpPeKTalnbHbIMU Majnbdopmaunamu (APM). HOIT — napy-
meHue GpopMmUpoBaHys MOIa

Fig. 1. Descriptive statistics of a group of patients with anorectal malformations

7

a b

Puc. 2. MecTHBIN cTaTyc Mal[MeHTOB MY TOCIUTANIU3AUNN: 4 — MalMeHT A., 1 T. 9 Mec., aHOpeKTa/lIbHasA ManabGopManus
C PEKTOypeTpaNbHbIM CBUIOM, COCTOSIHME IIOC/Ie aHOPEKTOIUIACTUKI II0 MECTY >KUTENbCTBA (COMYTCTBYIOMMII AMArHO3:
«CuHAPOM (PUKCHPOBAHHOIO CIMHHOTO MO3Ta, IUIIOMa TEPMMHAIBHON HNUTWU»). BBICTOSIHME MPSAMOI KMINKM HEIOCPES-
CTBEHHO IOC/Ie aHOPEKTOIZIACTUKY (TeXHU4YecKas 0cOOEHHOCTb BBINONHEHHOI omepainun); b — manueHT M., 8 net, aHo-
peKTanbHas MaabQopManys ¢ PeKTOBe3UKaIbHbIM CBUILOM, COCTOSIHME IOCIIE IBYX aHOPEKTOIVIACTUK (COMYTCTBYIOLINIL
mnaruos: «CHHAPOM KayaabHOI perpeccuu, HapylleHue (QYHKIMM Ta3OBbIX OpraHoB»). CTeHO3 aHyca M BbINafieHue
CIM3UCTOI IPSMON KMIIKM Yepes3 6 MeC. MOC/Ie aHOPEKTOIIACTUKY Ha (OHe aHa/NIbHOJ HeJOCTaTOYHOCTH; TIepepOKIeHUe
Cnm3uCToN B GpubOpOsNUTENNaIbHBIN HOINUII, BEPOSITHO, IO IPUYNMHE TPAaBMATU3ALUN IPY KIN3MaxX

Fig. 2. Status localis of patients with anorectal malformations: a — patient A., 1.9 y. o., anorectal malformations with
rectourethral fistula, view after anorectoplasty in the other hospital (concomitant diagnosis—tethered cord, terminal lipoma).
Rectal prolapse immediately after anorectoplasty (a technical feature of the performed procedure); b — patient M., 8 y. o,,
anorectal malformations with rectobladderneck fistula, condition after two anorectoplasty (concomitant diagnosis—caudal
regression syndrome, dysfunction of the pelvic organs). Stenosis of the anus and prolapse of the rectal mucosa six months
after anorectoplasty; degeneration of the mucosa into a fibroepithelial polyp, probably due to trauma during enemas

CBUILEN ¥ IpPY HOPManbHO CHOPMUPOBAHHOM
aHyce (YABOEHNSA aHAJIbHOTO KaHaJIa, PeKTa/IbHBIN
CTEHO3).

[Tpr HanuM4uy BeCTUOYIAPHON WMIM HpPO-
MEXHOCTHOM GUCTYN (OTXOXAEHMM MEKOHUS,
a 3aTeM peryIApHOTO CTy/lIa) pacHo3HaBaHUe
BPOXX/IEHHOTO IIOpPOKAa Pa3BUTUS NMUIIb 4Yepe3
HECKOJIbKO MeCSIIEeB IIOCIe POXKJeHMs OBbITIO OT-
MeueHo y 5 mereit u3 63 (7,9 %), mpu HOpMaIbHO
cdopmmpoBaHHOM aHyce — y 3 (4,8 %). ¥ mByx
Masb4MKoB (3,2 %) co CBMIAMM B MOYEBYIO CM-

CTeMy aHOPEKTaJbHbI/I IOPOK YCTAaHOBJIEH Ha
2-e M 4-e CYTKM >XM3HM Ha OCHOBAaHUM KJIVHMU-
YeCKMX INPU3HAKOB KUIIEYHON HENPOXOAMMO-
ctu. Oba pebeHka ObUIM U3 COLMANbHO 6raro-
IOTYyYHBbIX Ce€MeN, HEOJTHOKPATHO OCMOTpPEHBI
HEOHATO/IOTaMyl U IeAMaTpaMy, OfMH pebeHOK
OBbII BBINNCAH M3 POAMIBHOTO JOMa Ha TPETbU
CYTKU XU3HM C «jedekanyer» depes yperpy,
4TO He OBIIO 3aMeYeHO.

PekoMeHIOBaHHBIII BO3pacT omepauuy (aHO-
peKTomnacTuku) y geteit ¢ APM B 60nbIMHCTBe
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B HeyToYHEHHbIA AMarHo3
NP OTCYTCTBUM HAPYMHbIX GUCTYN B OTcpoyKa onepaLym
W To3aHAs AMarHocTuka

MPY HASMYMK HAPYKHbIX dUCTYN

NPy HOPManbHO CHOPMY/IMPOBAHHOM aHyce

Puc. 3. AHanu3 gedekToB AUATHOCTUKM U JOOIEPALIOHHOTO IUIAHMPOBAHMA Y fleTeil C aHOpeKTa/lIbHOI MabdopMariyeit
IocJie POXKAEHMSA

Fig. 3. Diagnostic and preoperative planning errors in children with anorectal malformations after birth
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Puc. 4. Ocno>xHeHMs OCTTe aHOPEKTOIUTIACTUKIL: d — CTPYKTYpa ocnmoxHeHuit (n = 38). 3[1Y — 3aHuit AMBEPTUKYN ypeTPhl;
b — mucrampHas curmMocToMorpadis IAMEeHTKY C K/I0aKOIi (B MOYeBOIT ITy3bIph 3aBefieH KareTep). [T — mpsimMast KMIIKa, BIIa-
Jaolas B MaTKy; B — ymBoeHHOe Biaranuiie; CKO6Koil OTME4eHO paccTOsTHME OT IPSIMOIL KMIIKY IO aHATbHOI MeTKM; ¢ —
BHeC(MHKTepHOe HI3Be/eHNe IIPAMOIT KMILIKY (IepefHss OCTeonepalyiOHHast SKTOMNA aHyca). Beroit crpenkoit o603Hade-
HO MeCTO TO/DKEHCTBYIOIIErO aHyCa, YIUTBIBAs PACIIONOXEHE BOMIOKOH HAPY>KHOTO CPUHKTepa Ipy MUOUAEHTUUKALINN;
d — 1yucTOypeTpOCKONNs MaljMieHTa MOoCIe XMPyprudeckoit koppekunu APM ¢ pekToypeTpanbHbIM cBUIIOM. Bernoit ctpen-
KOV IIOKa3aH BXOJ] B MOY€BOJI IIY3bIPb, YEPHOII CTPEIKON — IIMPOKUIL 3aTHUI JUBEPTUKY YPETPbI (KY/IbTS IPSAMOI KMIIKMN)

Fig. 4. Complications after anorectoplasty: a — descriptive statistics (n = 38); b — distal sigmoidostomography of a patient
with a cloaca (a catheter is inserted into the bladder). IT — the rectum, which flows into the uterus; B — doubled vagina;
the brace marks the distance from the rectum to the anal place; ¢ — mislocatsd anus and rectum (anterior postoperative
ectopia of the anus). The white arrow indicates the place of the intended anus, considering the location of the fibers of the
external sphincter during electroidentification; d — cystourethroscopy of the patient after surgical correction of the arm
with a rectourethral fistula. White arrow shows the entrance to the bladder, black arrow — a wide posterior diverticulum
of the urethra (rectal stump)
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cnydyaeB — oT 1 o 3 Mec. )XM3HM, IIpU K/loa-
ke — 6 mec. [1]. Y 17 (47,6 %) pereir ¢ APM us
63 aHOpEeKTOITaCTMKa ObI/Ia BBIMIOTTHEHA IMO3XKe
Ha HECKOJIbKO MecALEeB WIN JeT. B HeKOTOphIX
CTy4asiX OTCpPOYKa oIepaumy ObUIa MPOAUKTOBA-
Ha pas/MYHBIMU CONYTCTBYIOIIMMU 3a00/IeBaHU-
MM, TPeOYOIMMY TIEPBOCTEIIEHHON KOPPEKIIVIN,
OHAKO B OONBIIMHCTBE C/Ty4aeB OOBEKTUBHBIX
IPUYMH [/1A OTK/IA[bIBaHMA aHOPEKTOIIACTUKY
U, COOTBETCTBEHHO, CBOEBPEMEHHOT'O 3aKPBITUA
CTOMBI He OBIIO.

HeBepHo ycTaHOBNeHHas ¢(opMa aHOpPEK-
TanbHOrO mopoka (3 n3 63 — 4,8 %) 6puta OT-
Me4yeHa B OCHOBHOM Y JleTeil C pefKMMIU Bapu-
aHTaMu (BarMHaNbHBIN CBUIL, «PEKTAaJTbHBI»
MeIIOK, yABOeHMs npsamoit kumku). CTpykTypa
medeKTOB [MATHOCTUKM B Tpymme aeteir ¢ APM
(n = 30) npencraBneHa Ha puc. 3.

OcAOXHEeHUs XUPYPrU4€CKOoro Aev4eHus

OcnoxHeHNUs Ha pa3HBIX 3TANaX ONEpaTUB-
HOTrO JledeHMs1 ObUIM BbIABIEHBI y 38 (60,3 %)
meteit. IIpeobGnamany manueHTH C HaAM4YMEM
OCJIO)KHEHUI MOC/Ie aHOPEKTOIUIACTUKM (IIpen-
cTaB/ieHbl Ha puc. 4) — 35 (55,5 %). Yame Bcero
MIMETI0 MECTO BBICTOSIHVE CIM3UCTON HU3BEMEH-
HOJI MPsAMONM KMIIKY, B OOJIBIIMHCTBE CIy4aeB
TpeOyollee MOBTOPHOTO OIEPATUBHOTrO Jieye-
HysA, — 12 manmentos (19 %). BHechmuKTepHOE
HU3BeJleHIe KUILIKM, BBISBIEHHOE IPU IPOBEPKe
aHaJbHOTO pedyieKkca M ¢ MOMOIBI0 3JIEKTPO-
muongeHtudukanuy, 6o y 2 pereir (3,2 %).
[TocneomnepanioHHBIT CTeHO3 3adUKCUPOBaH y 4
(6,3 %) marmenTtoB. Y 2 (3,2 %) cormacHO Ipefbi-
AYLMM BBIMCKaM Y[alOCh YCTAHOBUTb B aHaM-
He3e HEeCOCTOSITeTbHOCTh LIBOB M PeTPaKIVIO
KUIIKA B PaHHEM IOCIe0NePALIOHHOM TIepHUOofie.
Tpoe manbumkoB (4,8%) ¢ peKTOypeTpaabHBI-
MU CBUIIAMU TOC€ aHOPEKTOIUTACTUKN MMENIN
«3aTHUI JUBEPTUKYN YPeTpbl» — OCTATOYHYIO
Ky/IbTIO IpsAMoit KK, Y 2 (3,2 %) oTMedeHSbI
HIOC/IeONepaL[IOHHbIe CBUIIM (peKTOBaruHaib-
HBIMI CBUIL Y [€BOYKM U PEKTOYpeTparbHbIN
y Manpumka). ¥ 11 manmentoB (17,5 %) 6bu10
OTMEYEeHO COYeTaHMe BBIIIEYKAa3aHHBIX OCIOX-
HeHUII XUpyprudeckoro nedeHus (puc. 4, a).
3a4acTyi aHaMHe3 TaKNUX fAeTell BK/IYaj MHO-
JKECTBEHHbIE OIllepalyi — IIOBTOPHBbIE aHOPEK-
TOIUTACTUKM, IPUBOAAILINE K PYOLIOBON TpaHC-
dbopmanuy aHaNbHBIX CPUHKTEPOB, CTEHO3aM,
cBumaM. OC/IO)KHEHMsI CTOMMUPOBAHUA ObUIN
oTMedeHbl y 3 pmereit (4,8 %). Y opHOro manu-
eHTa, COIJIaCHO BBINMNCKE, MMela MeCTO 3Baru-
Hauust komoctomsl (1,6 %), moTpeboBaBiIas pe-

KOHCTpyKIu. K OCTIOKHeHMAM XUpPypruueckoro
JIedeHNs] Ha 9Talle CTOMUPOBAHUS HAMU TaKXKe
OBUTM OTHECEHBI CUTYAI[MM, KOTJja KMIIeYHas
cToMa Obl/Ia Ha/IOXKeHa VCTa/ibHee HEOOXOmMO-
IO YPOBHS, YTO IPUBENTO K TEXHUYECKUM TPY.-
HOCTSIM BO BpeMsI IOC/IeAyIoLleil aHOPeKTOIlIa-
CTMKU ¥ 3aKPBITKSI CTOMBL. J[aHHBIX MAI[MEHTOB
ob110 2 (3,2 %), B 060MX cry4yasx cToma Oblia
HaJI0O)KeHa Ha YpOBHEe CUTMOBM/HON KUIIKU:
y JeBOYKM C Kioakoil (puc. 4, b) u y manpumka
C Be3MKa/IbHBIM CBUIOM. B mepBoM ciydae pm-
Ha PEKTOCUTMOU/A OTBOJSIIEN CTOMBI COCTaB-
nsima He 6omee 10 cMm, mpsMas KUIIKa CBUIIOM
OTKpBIBalaCh B MATKy (pacrojiaraaach 3Ha4MMO
BBICOKO), B CBA3M C YeM He XBaTa/l0 TKaHeW I
AQHOPEKTOIIAaCTUMKYU. Dbl/la BBINOTHEHA pe3ek-
VA OUCTAJTbHOTO CErMEHTa, KMIIKY, HU3BeEJe-
HYle IPUBOJAIIETO CETMEHTa CTOMBI Ha IPOMEX-
HOCTb, HaJIO)KEHNE MPOTEKI[MOHHOI MIEOCTOMBI.
Bo BTOpOM ciy4yae croMa 6bma HajOXeHa Ha
MOC/IEHIOK TET/I0 CUTMOBMUIHON KUIIKMU, 4TO
OpY 3HAYMMOI BBICOTE MOPOKa (Be3MKATbHOI
CBUIL) MPUBEIO K HU3BEHEHUIO MPSIMOI KUIIKN
C HATSKEHMEM.

[Tpn cb6ope aHaMHe3a BBIABICHBI JIeTH, Y KO-
TOPBIX BbIllIeyKa3aHHble AedeKTbl AUarHOCTUKN
U JIeYeHUs TPUBENNM K M3MEHEHUIO [[a/bHel-
eyl XMPYPrUyecKoil TaKTUKM, PacUIMPEeHHBIM
pe3eKLMAM TOICTON KUIIKM WIK K HEOTTIOXHO-
MY COCTOSIHMIO, TpeOylolleMy 9KCTPeHHOII ro-
cnuranusannn. Beero Takux cimydaes 6wuto 14
(22,2 %). Cpenut HuX: OIMOKM AVArHOCTUKY (Ha-
THOEHVE HeIMarHOCTMPOBAHHOTO YABOECHMUS Hps-
MOV KUIIKHU, IIUTETHHO HEAMATHOCTUPOBAHHAS
APM c pasButmeM HEMPOXOAUMOCTHU U IMEPUTO-
HUTa) — y 4/14 (28,6 %), OCNOXHEHNs aHOPEK-
TOIUTACTUKM (peTpaKius HU3BEeJEeHHON KUIIKU
C pasBUTMEM IMApPAMPOKTUTA, CTEHO3a C HENpo-
XOIOUMOCTBIO) 6/14 (42,9 %), OMMOKM B METOHM-
Ke CTOMMPOBaHMs (IBarMHAIVIsI CTOMBI, «HU3KO»
Ha/llo)KeHHas cTtoma) — 3/14 (21,4 %), 0CIoX-
HEHUS TOC/Ie 3aKPBITUSI CTOMBI (HECOCTOSITENh-
HOCTb aHacTOMO3a) — 1/14 (7,1 %).

OcAOXHEHHs B NOCA€ONepPaLMOHHOM
HAaOAIOA€HMU U A€YECHUU

HeynoBnerBopurenbHuble GyHKIMOHATbHBIE
pe3ynbTaThl IpUCyTcTBOBamm y 47 (74,6 %)
HAI[MeHTOB, TO €CTh NPAKTUYECKU Y BCeX ro-
COUTANM3UPOBAHHBIX JeTell C 3aKOHYEHHOI
Koppekiueit nmopoka. Hapymenus pedexarun
B OCHOBHOM BKJIIOYa/Iy B ce0s 3a[jep>KKy CTyIa
C Ha/IM4MeM BTOPUYHOTO HEfEP)KAHMS Kaja VTN
6e3 Hero. Heo6xomuMo OTMETUTD, YTO MAHHBIX
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0 pacyeTe KpecTI[OBOTO MHJEKca (pacueTa Ipo-
THO3a IIOC/IEONePalIOHHON (QYHKIIMM KULIKN)
He OBbIIO IIPeICTaBIE€HO B BBINNCKAX HU y Of-
HOTO NalMeHTa. Y4YMUThIBasA 60/blIoe 3HaYeHUe
HaTONOIMM KPECTIIa, KOMYMKA ¥ CIIMHHOTO MO3-
ra B HapyIIeHN) MOTOPMKM KUIIKM IIOC/Ie OIle-
panuu u pasBUTUM QYHKIVIOHATBHBIX IIPOOIEM,
yAeNAIN BHUMaHMe 00CIefloBaHMIO HAHHOI 06-

Pasnuunrnie BapI/IaHTbI IIaToO/IOTUM ONCTalb-
HBIX OTAEC/IOB IIO3BOHOYHMKA MMEIN MECTO y 37
mereit (58,7 %). Y 16 manuentos (25,4 %) maH-
HbI€ M3MCHECHUA 6bI}'II/I BbIABJ/ICHDI BHepBbIe HPI/I
rocuuTanusauuy B KIMHUKy. CTpyKTypa marto-
JIOTUM BKJIIOYA/Ia pasiMIHble HAPYLIEHWs: areHe-
3MI0 KOIYMKA, TMITOIIa3MI0 KPECTIa, paciierie-
HUe Jy>)KeK IOACHUYHBIX IT03BOHKOB (/IaT. spina

acTH. bifida occulta) ¢ mpusHaKamMy HelPOreHHOTO MO-

(L0 N
A A A
b e g e i e

4 41737317347

Puc. 5. Knuunueckoe nabmonenue. [Tanuentka b., 6,5 roga. CoueTaHHble IIOPOKY PasBUTKS — MEHMHTOMUETOPAJVKY-
JIoLiesie MOACHMYHO-KPECTIIOBOTO OT/ie/a I03BOHOYHYIKA VI aHOPeKTaIbHasA MalbGOpMalys ¢ PeKTOBECTUOY/IIPHBIM CBU-
oM (OTCYTCTBHUE PEKTATbHOM YyBCTBUTEIBHOCTY, BOJIEBOTO COKPAILIEHMs): d — AHOPEKTa/IbHAs BOJZHO-Tep(y3NOHHAs
npodunomeTpus (CMHMIT OBal — [aBjleHMe B aHA/JbHOM KaHajle B IIOKOe, KPAaCHbIl OBall — IIONBITKA BOIEBOTO COKpa-
IIeHNs), OTCYTCTBUE IPUPOCTA aHAIBHOTO JaBeHNs (HEBO3SMOXKHOCTb COKpallleHNs CPMHKTepoB); b — aHOpeKTa/nbHasA
MaHOMeTpusi ¢ 6a/IoHOM (0Balm — MapKepbl IpafueHTHOI nHCYypdsiuun Bodnyxa (oT 10 go 80 M), IPAMOYTOIBHUK —
OTCYTCTBIE PeaKI[uyl aMITyIbl IPSMOJL KUIIKY B OTBET Ha pacTsDKeHMe (COYeTanoch ¢ CyOBEKTUBHBIM OTCYTCTBUEM peK-
TaJIbHOJ YyBCTBUTEIBHOCTY, II03bIBA)); ¢ — BHEIIHMII BUJ, MIOCNIE XUPYPIUIECKOI KOPPEKIVM CIMHHOMO3STOBOJI TPBDKI;
d — BHeIIHWIT BUJ [IOC/IE TepeIHEeCarnTTa/lbHOM aHOPEKTOIIACTUKY B BO3pacTe 1 roja, «peKOHCTPYKLUM 3aMMPATelb-
HOTO alllapara IoIepeyHO-II0NI0CaTON MYCKY/IaTypoil» B Bo3pacTe 5 jieT

Fig. 5. Clinical case. Patient B., 6.5 y. 0. Meningomyeloradiculocele and anorectal malformations with rectovestibular
fistula (absent of rectal sensitivity and voluntary sphincters contraction): a — anorectal water-perfusion profilometry
(blue oval — resting pressure in the anal canal, red oval — an attempt at volitional contraction), no increase in anal
pressure (impossibility of contraction of the sphincters); b — anorectal manometry with a balloon (oval — markers of
gradient air insufflation (from 10 to 80 ml), rectangle — lack of reaction of the rectal ampulla in response to stretching
(combined with a subjective lack of rectal sensitivity, urge)); ¢ — status localis after surgical correction of the herniated
disc; d — status localis after anterosagittal anorectoplasty at the age of one year and “reconstruction of the obturator
apparatus of the striated muscles” at the age of five years
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4eBOTo Iy3bIpsl Mn 6e3, paHee OllepUpOBaHHBIE
CIITHHOMO3TOBble TppDKM (naT. spina bifida ap-
erta et complicata), nepegHue CIMHHOMO3TOBBIE
TPBLKIM ¥ AaHOMa/IMM KPecTlia B COCTaBe CUHJPO-
ma Kyppapuno.

HeBponornuecknit gebpuunut Ha ¢oHe cru-
HaJIbHBIX aHOMAa/NM, IPUBOAAIINI K CHVDKEHUIO
WIN TIOTepe PEeKTAbHOM YYBCTBUTEIBHOCTHU SB-
NsieTCs Befylleil NPUYMHON (PYHKIMOHATbHBIX
HapyweHnnii npu APM. CHuXeHne peKTanbHOM
YYBCTBUTE/NIBHOCTY OBIIO MOJTBEPXKAEHO IpPU
IIPOBEIEHNN AHOPEKTa/TbHOI MaHOMETPUN Y Jie-
Tell ctapuie 5 neT. Koppekuusa Heep>kaHus Kaja
IpY 9TOM 3aK/II04anach B Ha3HAYEHUM Perysap-
HBIX OYMCTUTEIbHBIX K/IM3M UM IepOpPaTbHOTO
npueMa CIabUTeNbHBIX Ipenaparos (B KIMHUKE
IJIA TaKuX mangueHToB ¢ 2019 r. BHempeHa mpo-
rpaMMa «YIpaBjeHue KUIIEYHNKOM).

[Tpu aHanu3e paHee HaA3HAYEHHOTO JICYEHVIS
”3 48 IMalMeHTOB C 3aKOHYEHHBIM XUPYypruye-
ckuM ntedenneM 27 (56,3 %) ObUIM OCBETOM/IEHbI
0 HeOOXOAVMMOCTY PETY/ISIPHOTO OYMIIEHUS K-
meuyHnka. 18 manuenrtos us 47 (38,3 %) c He-
YIOBIETBOPUTENbHBIMI (QYHKIMOHATbHBIMHI
pesy/nbTaTaMy He BBIIOTHSAMN K/IN3MBI, YTO B He-
KOTOPBIX C/IydYassX NPUBENO K KaJlOBOMY 3aBa-
Iy, TIOCTOSSHHOMY HefIep>KaHUI0 TBEPAOTo Kasa.
12 (25,5 %) pmeteit monydanyu OYMCTUTENbHBIE
KJIM3Mbl HECO/TEeBbIMM, HU3KOKOHIIEHTPUPOBAH-
HBIMJ PacTBOpPaMM WIM B HEJOCTaTOYHOM 00be-
Me, 4TO He ObII0 3P PEeKTUBHBIM U He IPUBOIWIIO
K YMCTBIM IpoMeXyTKaM. 9 (19,1 %) manyeHTam
IPVIMEHS/IN KIM3MBl HEPETry/IAPHO, YTO COIPOBO-
XKIA/IOCh 3aJ]epXKKOI CTy/a 1 KaJIoOMa3aHMUeM.

dynkumsa chuHKTEpHOrO ammapara Ha QoHe
IOTEPY PEKTA/NbHON YYBCTBUTETIBHOCTU Y OOIb-
IIMHCTBA TOCIUTAIN3MPOBAHHBIX JeTell MMena
MUHMMAJIbHOE 3HAYEHMeE JIs peabWINTALN 1 CO-
nyanpHON agantamvim. 6 (12,5 %) manyeHTaMm pa-
Hee ObUIY BBIIIOJTHEHBI Pa3/IMYHble BMEIIATeTbCTBA
Il «BOCCTQHOBJICHVSI» (PYHKLIMM AEp>KaHUS —
CQUHKTEpOIIaCTNKA, NIPOTe3VPOBaHMe MyOOpeK-
TaJIbHOJ MBIIIIIbI MICKYCCTBEHHBIM TpPaHCIIaH-
TaTOM, 33JlHAA NeBaTopoltacTuka mo Ilapkcy,
refieBasi aHOIUTACTMKA, BBEJICHNE MAaTPUKCa U KIle-
TOYHOJ MacChl ayTOJIOTMYHOI'O KOCTHOTO MO3Ta
B NapaaHajIpHYI0 obnacth (puc. 5). Hu B ogHOM
Cy4ae 3TO He IPUBENO K YIyYIIEHUIO (QYHKIVN.

3AKAIOYEHUE

Y 60nbIIMHCTBA MALMEHTOB, TOCINUTAIN3N-
POBAaHHBIX B K/IMHMKY, Koppekuus APM 6bu1a
sapepueHa (76 %). IIpn aHanuse aHaMHe3a 3a-
6omeBaHusA ObUIM BBISIBJIEHBI OIIMOKM U OCIIOX-

HEHMA Ha JloolnepaljoHHOM 3Tare y 48 %. B 22 %
C/Iy4aeB B pe3y/bTaTe OCIOXHEHUI Ha Jo- U IIO-
C/IeONepalMOHHBIX 9TallaX HOTpebOBaNuCh He-
OT/IOKHbIE OIlEpAaTMBHbIE BMEIIATEIbCTBA WIN
3HAYMMOE M3MEHEHME BEKTOPa XUPYPIU4eCKOro
nedeHMs (DOMOTHUTENIbPHOE CTOMUpOBaHue, 00-
IIVPHbIE PE3eKINM KNUIIKN).

OcnoxHeHNA MOC/Ie aHOPEKTOIIACTUKY (CTe-
HO3, BHeC(PMHKTEpPHOE HU3BeIEHNUe, BBICTOSHME
CIM3NUCTON WIM BBbINAJeHNE IPAMON KUIIKMN)
ObUIM BBIABIIEHBI B 56 % ciydaeB. OcmoxHe-
HUA cTOMUpOBaHuA cocraBumu 5 %. Ilosguue
ocnoxxHeHusA nedeHuss APM B Busie HeyoOBeT-
BOPUTENTbHBIX (PYHKLMOHA/IBHBIX Pe3yIbTaTOB
Oblu BBIABIEHBI Y 98 % feTeil ¢ paHee 3aBep-
HIEHHOW XUPYPIUYECKON KOppeKIuen IOpOoKa.
CrnyHanbHas maronorys 6bUla oTMedeHa y 59 %,
y 25 % — BbiAB/IeHa Bnepsble. 13 % perteit pa-
Hee ObIIM 6€3yCIIENIHO OIEePUPOBAHBI IO IIOBO-
Ay aHA/IIbHOM HEJOCTAaTOYHOCTU C IpPUMEHEHUEM
PasIMYHBIX METOAMK BOCCTAaHOBJIEHUS aHaJIb-
HBIX CUHKTepOB. /INIIb MMO/IOBMHA MAI[MEHTOB
C HapyumeHusAMu jgedexaryy O6bUIM OCBefOMIIe-
HBl O HEOOXONVMMOCTY PEeryIsApHOrO BBIIOTHE-
HIUA OYMCTUTENIbHBIX KIU3M, npu 3ToM 38 % He
BBITIOTHANIN PEKOMEHAlLNY, HEKOTOPble MMENIN
3aflep)KKy CTy/la BIUIOTH JJO KaJIOBOTO 3aBaja.
Y 45 % K1u3Mbl BBIIIOHANUCH HEPETYIAPHO WU
He ObUIM 9Q(EeKTUBHBI, YTO NPUBOAMIO K 3a-
IepXKKe CTy/a, Heflep)XaHMio Kajaa 1 TpeboBajio
KOPPEKLMN JIEYEHUA.

B mccnemoBaHuy 6GONBIIMHCTBO IALVIEHTOB
OBbUIM TOCHUTAMIN3MPOBAHBI Yepe3 5-7 jieT mocie
XVPYPTUYECKOl KOPPeKINM, TO eCThb ObUIM OIe-
PUpPOBaHBI O BBIXOfla B Ile4aThb (efepanbHBIX
KIVMHNYEeCKNX PeKOMeHJauuil « AHOpEKTa/lIbHbIe
Manbpopmanuy y feteii» B 2015 . B coBpemen-
HBIX YCNIOBUSAX jedeHue fieteit ¢ APM Heo6xo-
JVIMO IIPOBOJUTD COITIACHO KIMHMUYECKUM PEKO-
MeHjanuAM Poccuiickoil acconmanum AeTCKUX
XUPYpPTOB.

BBuny pasnoo6pasus Bapuantos APM, mpen-
IOYTUTEIbHO 00C/IefloBaHMe U IUIAHMPOBAaHNE
TaKTUKM B CIENVanM3MPOBAaHHBIX LIEHTPaX KOJ-
JIEKTUBOM JETCKUX XUPYPrOB, MMEIOMMNX OO0Jb-
IIOJ ONBIT BefeHMA HanueHToB ¢ APM Ha Bcex
sranax nedenud. K geram ¢ APM Heobxomum
BHMIMATe/IbHBIN, B3BEIIECHHDbIN MOAXOJ], Ha4YMHAA
C Iepnoja HOBOPOX/IEHHOCTM (yCTaHOBKa Bep-
HOTO JIMarHO3a, BBIABJIEH)E COIyTCTBYIOIIMX II0-
POKOB pasBUTHA, IVIAHMPOBAHME ONTUMAIBHOTIO
OIIepaTMBHOTO JIEYeHNA) VM 3aKaHYMBasA OT/aJIeH-
HBIM KaTaMHe30M (KOpPPeKTMpOBKAa HapYIICHHO
GYHKIMM KUIIEYHMKA U MOBBILIEHME KadecTBa
JKUI3HN).
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