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AHHOTAIHA

BpokeHHBIC TOPOKH Pa3BUTHS SBISIOTCS YacTO BCTpeyaeMoi maronorueil. OHU MOTYT ObITh OCHOBHBIMU
MpUYHHAMHE 3200JIeBAEMOCTH, CMEPTHOCTH Y MJIQJICHIICB M MHBAJIHUIHOCTH B cTapiieM Bo3pacte. Llens o030pa:
pacmIpuTh MOHUMAaHUE O YaCTOTe, CTPYKTYpe, MPUYMHAX, JTUATHOCTHKE JETCH C BPOXKICHHBIMU MOPOKAMH
JKETYIOYHO-KUIIICYHOTO TpakTa. J[is momcka HaydHBIX cTarbedl Obia wucmonb3oBaHa cuctema Google,
caiitel: E-library u PubMed. Ilo xmroueBbiM ciioBaM Haiineno 2478 myOnukarnmii B 6a3e naHHbIX E-library,
764 nmy6nukanun B 0asze manHbix PubMed 3a mocnennue 5 sert, omucana 41 u3 Hux. [IpuBeneHsl qaHHBIE 00
OpraHOTCHEe3¢ MUIICBAPUTEIILHON CHCTEMBI U CBEIICHUS KaKUE MOPOKH (HOPMHUPYIOTCS U3 PA3IUUHBIX OTACIOB
MEPBUYHON KHIIKHU. B TaHHOM cTaThe pacCMaTpUBAIOTCS aTpe3Hs MUIIEBO/IA, THIIEPTPOPHUESCKII MUITOPOCTCHO3,
nuBepTHKYT Mekkens, 6ose3Hb [ upimnpyHra, cuaapom Jlena, arpesus anyca, a TAKKe aTpe3Hs )KEITICBBIBOISAIINX
nyteil. [IpencrapieHa yactota MX BCTPEYAEMOCTH, HaMOOJIEe YacThIM MOPOKOM sIBIsieTCsl aTpesusi. OmucaHo
(bopMHpOBaHHE OTIEIOB IKEITYJOUYHO-KUIIEYHOTO TPAaKTa B CBSI3M C AHATOMUYCCKHM COOTHOIICHHEM U
KPOBOCHA0)KCHUEM, H3JIOKCHHE TPOBEICHO TOCIICAOBATEIHHO B CBSI3M C SMOPHOHATIBHBIM HCTOYHUKOM.
Kparko ommcan matoreHes3, OCOOCHHOCTH KIMHHYCCKHX TPOSBICHUM, pPa3IHMYHBIC METOIbI COBPEMEHHOMN
JIUATHOCTHKH ¥ CICIHATH3UPOBAHHON MEIMIIMHCKON momonid. OCHOBHBIM METOJOM JICUCHHUS B HACTOSIICE
BpeMs SIBIISICTCS. MAJIOMHBA3WBHAs XUPYPrusi. [IpUMEHSIOTCS BHICOACCUCTUPOBAHHBIC OMEPAIMH, TAKUE KaK
nepopayibHas MOJCIU3UCTas MHUJIOPOMHOTOMUSI TIPU TUIEPTPOGUUECKOM TMHIOCTEHO3e HIM TpPaHCAHAILHOE
JHJIOPEKTATbHOE HU3BECHUE TpH Oomne3Hu [ mpumpyHra. O0CyKaaeTcs paciiupeHne Jruana3oHa HCIoIb30BaHUs
PpOOOTH3MPOBAHHOW TEXHUKH JIJIsl TIPOBEACHUSI JieueHHsI. JIMCKYCCHOHHBIM SIBIISIETCS. BOTIPOC 00 MCIOJIb30BAHUH
TPAHCIUIAHTAIIUH TIOJIUIIOTCHTHBIX CTBOJIOBBIX KIICTOK JUTS JieueHHs 6one3nu [uprinpyHra.

KiroueBbie ¢10Ba: HOBOPOXKICHHBIC; BPOXKICHHBII MOPOK; KEITYT0YHO-KHIICYHBIN TPAKT; MAJIOWHBA3HBHAS
XUPYPrHs; arpe3us; 001e3Hb [ HpInpyHra; IMBepTHKYI MEKKest; THIepTpoGUIeCKUi MUTOCTEHO3; MabpOTAIIUS
KHIICYHUKA; ICTU; TPAHCIUIAHTAI[UH TOJUIOTCHTHBIX CTBOJIOBBIX KIICTOK.
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Abstract

Congenital malformations are a common pathology. They can be the main causes of morbidity, mortality
in infants and disability in old age. The purpose of the review: to expand the understanding of the frequency,
structure, causes, diagnostics of children with congenital malformations of the gastrointestinal tract. To search for
scientific articles, the Google system, websites: E-library and PubMed were used. By keywords, 2478 publications
were found in the E-library database, 764 publications in the PubMed database over the past 5 years, 41 of them
are described. Data on the organogenesis of the digestive system and information on what defects are formed from
various parts of the primary intestine are provided. This article discusses esophageal atresia, hypertrophic pyloric
stenosis, Meckel’s diverticulum, Hirschsprung’s disease, Ladd’s syndrome, anal atresia, and biliary atresia. The
frequency of their occurrence is presented; the most common defect is atresia. The formation of the sections of the
gastrointestinal tract is described in relation to the anatomical relationship and blood supply, the presentation is
carried out sequentially in relation to the embryonic source. The pathogenesis, features of clinical manifestations,
various methods of modern diagnostics and specialized medical care are briefly described. The main method of
treatment at present is minimally invasive surgery. Video-assisted operations are used, such as peroral submucous
pyloromyotomy for hypertrophic pylorostenosis or transanal endorectal reduction for Hirschsprung’s disease. The
expansion of the range of use of robotic technology for treatment is discussed. The issue of using transplantation
of pluripotent stem cells for the treatment of Hirschsprung’s disease is debatable.

Keywords: newborns, congenital malformations, gastrointestinal tract, minimally invasive surgery, atresia,
Hirschsprung’s disease, Meckel’s diverticulum, hypertrophic pyloric stenosis, intestinal malrotation, children,
transplantation of pluripotent stem cells
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BBenenue

Lens manHOTO 0030pa — PACIIMPUTH MOHUMAHUE O YacTOTE, CTPYKType, MPUINHAX, THATHOCTHKE
JIETel ¢ BPOXKICHHBIMU MOPOKAMHU JKEITYIOUHO-KUIIIEYHOTO TpakTa. J[JIsi moucka Hay4HBIX CTaTbei
6pu1a ncronp3oBana cucrema Google, caiirer: E-library u PubMed. Haiineno Bcero 2478 myo6nmukaruii
IO KJIIOYEBBIM cJIoBaM B Oa3e naHHbIX E-library, 764 nyOnukanuu B 0a3e nanHsix PubMed.

Bpoxnennsie mopoku pazsutus (BIIP) — 310 cTpykTypHBIC Wit PYHKITHOHAIBEHBIC OTKIIOHCHUS OT
HopMmel. Cpenn BITP momnst maronmorum xemymogno-kumedHoro Tpakra (JKKT) cocrasnser ot 21 mo 25
% u 3aHKMaeT TpeThe MecTo [1]. B npoBenéuHoM MeTaaHasm3e ObLIM BKIIFOUYEHBI 123 HCClIeIOBaHNUSA,
BKITIOUABIIAE B 00MIeH ciiokHOCTH 256507 cirydaeB BpOXKIEHHBIX aHOManuid u 769455220 pomos.
AHopekTasibHas MaibpopManus uMesia CaMyl0 BBICOKYIO YacTOTY BPOXIEHHBIX aHOMAIMH Cpelu
BIIP XKKT — 3,11 cayuas (95 % noseputensusii unTepBan (JAW): 2,77-3,50) na 10000 ponos [2].
Taxoke pacpoCTpaHEHHBIM THIIOM aHOMAaHHU sBisercs arpe3us [3]. Ilpm maHHOM MOpOKE CErMEHT
JKKT ne dhopmupyetcs 1100 3aKIabIBACTCS, & 3aTEM Pa3pyIIaeTcs B pe3ylibTare BHYTPUYTPOOHOTO
pasBuTHs. Hambomee 9acTto BcTpedaeTcss aTpesus IMUIIEBOAA, 3aT€M B CIOHO-WIICATbHOM YydacTKe
n neeHamnarunepctHoi kuike. Yacro BIIP XKKT coderarorcs ¢ mopokamMu JIpYyTHX OpPraHOB:
MOYCIIONIOBOH, CEPICYHO-COCYANCTON W KOCTHO-MBINIEYHOH cucteM. [Ipm OOHapy>KEHHH OIIHOTO
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MOpoKa y peOCHKa BaKHO MPOJOJDKUTH TUATHOCTUYCCKHN IMOHMCK C IEIBI0 BBISBICHUS JPYTHX
agomanuii. Cpenu HUX HamboJiee 4acTo BRIBIIOT TeTpamxy Dammo, medekTsl MeKKeTyTOYKOBOH 1
MEXIIPEICEPIHON MTEPETOPOIOK, AHOMAIIBHBIN IPEHAXK JIETOYHBIX BEH [4].

Huarnoctuka BITP XKKT Bo3moxkHa y»e B aHT€HATaJIbHOM niepuone — ¢ 12-23 "Henenu recrauuu
[5]. OcHoBHBIM MeTOnmOM sBIsieTcs Y3U, KOTOpoe MO3BOMSAET C MEPBHIX Heaenb oOHapyxuTh BIIP.
B MupoBO#l mpakTHKE MPUMEHSETCS T'€HOMHOE/TCHETHYECKOE TECTUPOBAHUE C HCIOJIb30BAaHHEM
(eTaNpHBIX KIETOK, KaK OJUMH W3 O0S3aTENbHBIX METOIOB aHTeHATanbHOW amarHocTuku BIIP.
B HEKOTOPBIX ClTydasix IPUMEHSIETCS. MATHUTHO-PE30HAHCHAsT ToMOrpadust ona [6].

[MumeBapuTenbHas cucTeMa HadyMHAeT (OpPMHUpPOBAThCS Ha 2-3-i Hexene recranuu [7]. B aro
BpeMsI SHTOJEPMAa CBOPAYMBACTCS B MEPBHUYHYIO TPYOKY, CIENO 3aKaHYMBAIOUIYIOCS HA TOJIOBHOM
¥ XBOCTOBOM KOHIIaX TynoBuiia. Ha 4-ii Hemene oOpa3yroTcsi poOTOBas sSIMKa, COCAMHSIONIASACS C
NepeiHel YacThi0 MEPBUYHON KHIIKH, B pe3yibrare GopMupyercst nonocts pra. Ha 5-6-if Hemensx
AQHAJIOTMYHOE BBIIISTYMBAHUE TOSBIISETCS HA KaylaJbHOM KOHIE M (DOPMHUPYETCS 3aJHENpPOXOAHOEC
orBepctre. K 8-Mu Henensam rectanuu 3aBepIraeTcs 3aKiIagka BCeX OpraHOB IMHIICBAPCHUS.

[lepBuuHasi KuIIe4Hash TPyOKa COCTOMT M3 3 OTAEJIOB: MEPEIHCH, CPeaHEH M 3adHel KHIIOK
(tabmn. 1). 3 mepeaHeii KUIITKU 00pa3yroTCs MUIIEBO/, KETYIOK, OOJbIIas YaCTh IBEHAIIATUTICPCTHOMH
xrmka (1K) mo cesa3ku Tpeifna, medeHp ¢ JKEMYHBIM ITy3bIpEM M MOKETyIo4YHas skenesa. U3
cpeaHel KUK GopMUpyeTcsl BECh TOHKUAN KHUIIICYHHK, 32 UCKIIFOYCHUEM YITOMSHYTOW BBIIIC YaCTH
ATIK, cremas KUIIka ¢ 4epBeoOpa3HBIM OTPOCTKOM U ITpaBasi MOJI0BHHA 000109HON KUITKH. V3 3aqHei
KHIIKH 00pa3yloTcsi OCTalIbHbIE OTACIBI TOJICTOTO KUIICYHHKA.

Tabmuma 1
®opmuposanne oraenos KKT no R. Verma [8]
Table 1
Formation of the gastrointestinal tract according to R. Verma [8]
Otaen AHaToMmaecKoe OMOpHOHATBHBII KpoBocuabxenne Baytpennune
JKKT COOTHOUICHUE HCTOYHHK OpraHbI
Bepxuue | IIpoxcumanbHee [epennss kumka UpeBHbIi cTBOI [umeson
OTHEIIbI cBsa3ku Tpeitna Kemynok
KeNTy104- JIBeHauaTunepcTHas
HO- KHIIIKa
KHIIIEYHOTO JKeruHble MPOTOKH
TpakTa [Teuenn
IMomxenynounas xenesa
Hwxane Jlucranbuee cB3kn | CpemHsist KUIIKa Bepxusis  Opwikeeunast | Tomast kumka
OT/ZICIIBI Tpeiina apTepus [Tons3nourHast Kuka
JKETyHod- Crenas Kumka
HO- Bocxomsmas o6omounas
KHIICYHOTO KHIIKa
TpakTa [Mpoxcumarnbuere 2/3

ToNepevHoi 000109HOM

KUILIKH
3aaHss KUIIKA Hwxnsas  Opeokeeunas | ucransHas 1/3 momeped-
apTepust HOW 000/10YHO KHIIKH

Hucxopsiast 060104uHast
KHIIIKa

CurmoBHIHas 00010YHAS
KHIIIKa

[Ipsimast kuika

AHanbpHBIA KaHAI

[£]
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BIIP opranos, copmupoBanHbIX U3 nepeanei kuiku. BITP numesozna.

Atpesnss mmmeBoma (AIl) Brurowaer B ce0s  CIEKTp  BPOXKICHHBIX — aHOMAIWH,
XapaKTePU3YIOIINXCA HapyUICHHEM HEMpPepHIBHOCTH OpraHa, HEPEJKO C aHOMAJIbHBIM COEINHEHHEM
¢ Tpaxeeil (TpaxeommiieBoaHblii cBum). All cocraBmsier npumepro 30 % Bcex ciydaeB aTpe3ui
MUIIEBAPUTENBHOTO TpakTa. BpoxkIeHHbIE aHOMAINU THIIEBO/IA BCTpedaroTcs ¢ yactoToi 1 Ha 3000-
5000 HOBOpOXkAEHHBIX Aerell. IIpu sTtom 3auactyro B 50-70 % cmydaeB AIl BXOOUT B CTPYKTYpbI
MHOKECTBEHHBIX MOPOKOB Pa3BUTHSA, W JIHMIIb B €IMHWYHBIX CIydasx BCTPEYAETCS] M30JIMPOBAHHO.
Boigenstor cnenyromue Bunabl: All ¢ IuCTanbHBIM  TpaxeoNmuIIeBOAHBIM cBUIIOM (86 %)),
n3onupoBanHast All 6e3 csuma (7 %), TpaxeonuiieBOAHbIN cBUIL Oe3 arpesuu, wim H-tun (4 %),
All ¢ mpoxcuManbHBIM TPaXeONMHUIIEBOAHBIM CBHIIOM (2 %), AIl ¢ mpoKcHMaIBHBIM U TUCTATBHBIM
TPaxeoIUILEeBOIHBIMH CBHIIaMU (He npeBbimaet 1 %) [9].

JIMCKYCCHOHHBIM ~ SIBIISIETCSl  HMCTIONB30BaHWE TpeHatanbHOro Y3W mms  BesBueHms AlL
B mHorOIEHTpOBOI MeTaaHanmu3 ObUIO BKIIOYEHO JBajuaTh uccienoBanuil (73246 ruiomos, 1760
n3 koTopeix crpagamu All). B menom wyBcTBHTENBHOCTH NpeHatansHoro Y3U cocrasuna 31,7 %.
Tonbko B IBYX MCCIIEIOBaHHUSX ObLIH IPEJCTABICHbI BCE JAHHBIE O TOYHOCTH JUAarHOCTUKHU. COrllacHO
9THM HCCIIEIOBAaHNAM, UyBCTBUTEIILHOCTD NpeHaraiabHoro Y3U cocrasmna 41,9 %, cnenuduaaocts —
99,9 %, oTHOIIEHHUE TPABAOIIOA00HS ITOJIOKUTEIBHOTO pe3yasraTa — 88, 1, oTHOIIIeHNE TpaBIoIoI00us
oTpHLaTensHoro pesynsrara — 0,58, a iuarHocTuyeckoe oTHoIeHue maHcos — 153,7. IIpenaransHoe
VY3U mpaswieHO ompenenuno 77,9 % cmydaeB AlIl m 21,9 % cmywsaeB AlIl ¢ comyTcTByromeit
TpaxeonuIeBOAHON (ucTymoi. MHoroBoaue HabOmonanock B 56,3 % ciydaeB All, a ManeHbKui
JKEIYJOK WJIM €ro OTCyTCTBHE ObutM BbIBICHBI B 50 % ciyudaeB. Ilpu mpoBeneHMHM MarHWTHO-
pe30HaHCHOM ToMorpaduu IUIoa TMOCHE MOJO03PUTEIHLHOTO  YIBTPA3BYKOBOIO HCCIIEAOBAHUS
oOmrast auarHoctudeckass TouHocTh All Oblia BBICOKOW: WyBCTBHTEIBHOCTH cocTaBmia 94,7 %,
cnenupuaHOCTh— 89,3 %, OTHOIIEHHE TPABIOIO100HS TOJIOKUTETIBHOTO pe3yabTara— 8,8, OTHOLIEHHUE
MIpaBoNoA00us oTpHrLarensHoro pesynbrara — 0,06, OTHOIICHKE MTPaBIONIO00Us THaTHOCTHYECKOTO
pesyabrara — 149,3. Ananu3 aMHMOTHYECKOH KUJIKOCTH C MHJIEKCOM aTpe3ru MUIIEBOAA >3 1MoKazal
qyBCTBUTEIBHOCTH 89,9 % u cnenupuanocts 99,6 % npu BeraBneHnu All. ABTOpBI cleaan BHIBOL,
yro Y3 camo 1o cebe sBIsIeTCs] HEIOCTATOUHBIM AWArHOCTUYECKUM HWHCTPYMEHTOM JUTSl BBISIBICHUS
AIl BHYTpHYTPOOHO M MMEET BBICOKHI IMPOLECHT JIOKHOIOIOKHUTEIbHBIX ararHo3oB [10]. MaraurtHo-
pe3oHaHCHast ToMorpadusi M aHajln3 aMHUOTHYECKON JKMAKOCTH O0JIa/laloT BBICOKOHM JAMAarHOCTHYECKOM.
ABTOPBI PEKOMEHIIOBAJIN UCTIONB30BATh MX MOCIIE TIOO3PUTEIHFHOTO YITBTPa3BYKOBOTO HccenoBanust [ 11].

Panee wame mNpUMEHSINCh ONEpPAllMM C OTKPBITBIM JOCTYIIOM, CeWdac HCIIOJIB3YIOTCA
Topakockonmueckass koppekuust AlIl. B Hacrosiimee Bpems sIBIsieTCS OTIMYHOM aJIbTEpPHATHUBOM
TPaJUIUOHHOMY OTKPBITOMY BMEIIATEIbCTBY. MUHUMAIIbHO-UHBA3MBHAS XUPYPIUsl UMEET BBITO/IHbIC
MPEUMYIIECTBA [10 CPABHEHUIO C OTKPBITHIMU ONEPALUSAMH 10 BPEMEHH, CPOKAX MOCICONEPAUOHHOIO
BOCCTaHOBIICHNS M OTCYTCTBHIO CKEJIETHO-MBIIIEUHBIX JAe(pOpMalMii B OTAAJICHHOM IEpPHOJE.
OCOOEHHOCTSIMM METOJla SIBJISIETCSl MEHBIIAsh TPAaBMaTHYHOCTh Ojarofgapsi HeOONBIIOMY pa3pesy
koxu. [Io cpaBHEHMIO C MCIIOIb30BAHHON paHEe TOPAKOTOMHEH, TOPAKOCKONHUSI UMEET CIEAYIOIIe
NpeuMylecTBa: 0Oojiee OBICTPBIA MEpexoj K SHTEPaJbHOMY IUTAHHIO B IOCJIEONEPALUOHHOM
TIepHro/Ie, KOPOTKHE CPOKH TOCTIMTAIN3AINH B IIeJIoM. B ommyOimkoBaHHOM MeTaaHaJIn3e Ha OCHOBAHUH
1958 caywaeB (B mepBoil rpymme 1369 OTKpHITHIX; BO BTOPOH rpymme 589 TOpakoCKOMMYECKHX
oreparyii) aBTopbl HE BBISIBHIIM CYLIECTBEHHOW Pa3HUIIBI ONMKAWIIMX OCIIOKHEHHH MEXIy TBYMS
METOZIAMH OIIEPAaTUBHBIX BMEMIATENBCTB, TOINA KaK PHCK (OPMHUPOBAHMS HECOCTOSTEIBHOCTH
aHaCcTOMO3a MUIIEBO/Ia ObLI BBILIE B IPYIIIIE OTKPBITHIX Ollepaluii. JJaHHbIE 0 JOJITOCPOUHBIX HCXO/IaX
TOPAKOCKOITMYECKUX M OTKPBITBIX OTIEPALMii IIPEICTABICHBI B OTPAHMYCHHOM YHCIIE UCCIIE0BAHUNA 1
MOKa3aJu, 4To racTpod3odareaibHbIil peIIioKC BCTpeyasics yaiie npu Topakockonuu [12].

BIIP sxemynka. Haunbonee yactoii aHoMasimell y HOBOPOXKJICHHBIX SIBJISICTCS TMIEPTPODUUCCKUMA
mopoctenos (I'TI). On Berpeuaercsi y 0,5 % nereit. OcoOeHHOCTBIO SBISAETCS PE3KOE IPeoOIaganme
MaJBIMKOB HaJl JeBoukaMu: 3-4:1 [13]. YV HOBOPOXKJACHHBIX BO3HUKAET XapaKTepHas KIMHUUYECKast
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KapTiHa. MaHudecTanus MpOUCXOIUT Yallle Bcero Ha 3-4-i Hezene KU3HHU, NOSBISIOTCS OOMIIBHBIC
CPBITHBaHUS, 0€3 KeT4d, KOTOPBIe JOXOIAT A0 PBOTH «(oHTaHOM». OOBEM PBOTHBIX Macc BCerna
Oosbllie 00beMa CheeHHOro pedeHKoM Mosioka. CTyll CTaHOBUTCSI PEAKMM M CKyIHbIM. Bo3Hukaer
MIPOTPECCUpYIOIee CHIDKCHHE MacChl Tela ¢ paszBuTtheM runorpoduu. [Ipm mporpeccnpoBanum
MOTYT Pa3BUTHCS TUIIOXJIOPEMHS, METabOMMIeCKni anuao3, azoremus. Juarno3 ['Tl monTeepxmatoT
Ha OCHOBAaHUM WHCTPYMEHTAJIBHBIX 00cienoBaHuil. Bemonnstor Y3, Ha KOTOPOM oIpeaensercs
YTOJNIICHNE MBIIIIEYHON CTEHKH MPUBpAaTHUKA HA 4 MM, a Takke ymInHeHue ero Ha 14-15 mm. Taxoke
JICTSIM BBITIOJIHSIIOT OO30PHBIA PEHTICHOBCKMH CHUMOK OpPIOIIHOM MOJIOCTH, HA KOTOPOM MOYKHO
OIICHUTH HAJIMYUE PACITUPEHHOTO JKEITy/IKa, a TAK)KE CHIDKEHUE Fa30HATIOTHEHS B ITETIISIX KAIIICTHHKA.

Panee npumensnachk oTkpeiTas nuiopomuoromus no @pene-Pamiurenty, 3areM HCIOIb30BAIICS
nanapockonuueckuit poctyn [14]. OH uMeeT OrpoMHOE KOJMYECTBO JIOCTOMHCTB: MEHbIIAS
MIPOIOIDKUTENEHOCTE OTIEPAaTUBHOTO BMEIIATEIhCTBA, Oojiee OBICTPOE BOCCTAHOBICHHWE (DYyHKIIHN
KKT u ayunmit kocmernaeckuit a3gdekt. OnHaKo B Ka4eCTBE allbTEPHATUBBI JAHHOMY METOJY IS
neuennst ['T1 OpuTa mpemiokeHa HOBask METOMUKA — TIepopalbHas MOACTH3UCTas MHIOPOMHOTOMUS
WIM TepopajbHas JHIOCKONHWYECKass MHOTOMHA. I[IpogeMOHCTPUPOBAHO, YTO TEXHOJOTHU
SH/IOCKONUYECKON TIOACIM3UCTON TYHHEIBHON JUCCEKIMHM U MOACIU3UCTON MHUIOPOMHOTOMUU
BO3MOXKHBI Y TIEANATPUICCKHUX IMAlMEHTOB paHHETO BO3pacTa. JTa MpoIeaypa MpeacTaBIseT co0on
TEXHUYECKH OCYILECTBUMYIO, O€30IacHyI0 U ycrennyo takTuky jgedenus ['TI. Ho aBropsl cunTaror,
YTO HEOOXOAMMO TIPOBECTH IOTIONHUTEIHHOE CPAaBHUTEIHHOE HCCIIEIOBAaHHE, YTOOBI COITOCTABHTH
MIPEeUMyIIEeCTBa 3TOro Metona [15].

BIIP opranos, chopMHpPOBAaHHBIX U3 CpeaHEN KUIIKH. J(uBepTUKYT MeKKes.

Huseptuxkyn Mexkkens (M) — 3To OUBEPTHKYN ITOAB3IOLIHON KHIIKH, KOTOPBIH SBISCTCA
OCTAaTKOM HE MOJHOCTBIO PEIyLIMPOBAHHOIO JKEJITOUHOrO MPOTOKAa. B HOpME KeNTOYHBIN MPOTOK,
(YHKIMS KOTOPOTO KPOBETBOPHAs M TpOoQHUUEcKas, IMOTHOCTHIO PEAyIHPYETCS IO POXKIACHUSL
pebenka. [ns MJ] XxapakTepHO «IpaBWIIO JBOEK»: 2 % 4YacTOTHl B MOMYISIIMH, pacroyiaraercs B
2-X (yTax OT WICOLEKAIBHOTO yTiia, OKOJIO 2 JIOWMOB JUTHHBI U OKOJIO 2 CM B AMaMETpe, MMeeT 2
THUIMA YKTONMPOBAHHON TKaHH, COOTHOIIEHHE BCTPEUAEMOCTH Yy MaJIbiMKOB M jAeBodek 2:1 [16].
Knuanueckn M/ nposiBisieTcss OCIOKHEHUSIMH. Y JieTed Hanboliee 4acTo BCTPEUAIOTCS KHIICUHAs
HEIPOXOIUMOCTh, KPOBOTCUCHHE, IMBEPTHKYIHT, nepdoparusa, a Takke HOBooOpasosaHus. Kax
MIPaBUJIO, OHM BCTPEYAIOTCSl y AETel crapiie Iroja, OJHAKO OmucaHbl ciydau nepdopauun M/] B
HeoHaTansHOM Tiepuozne [17]. M/l HeoOxoauMo yaansaTh, T.K. OH MOXKET CTaTh MPHYNHON Pa3ITUIHOTO
poza OCJIOKHEHUH B Jr000M Bo3pacTe. EMMHCTBEHHBIM METOJIOM JICUCHUS! SIBJISIETCSl ONIEpaTUBHBIM.
Yare Bcero MCIONB3YETCs JIAIapOCKOIIHsI, KOTOpasi SBJSCTCS COBPEMEHHBIM METOIOM KaK JICUCHUS,
TaK ¥ TUArHOCTUKHU Topoka [18].

ManbspoTanus KMIIeYHUKa — 3TO BPOXKICHHAsl aHOMaJIUsl, BOSHUKAIOIIAsl B PE3yJbTaTe HEMOIHOTO
BpaIeHust U (hPUKCAIMH CPeNHEH KUIIKH BO BpeMs sMOpuorenesa. [laTomorus 0ObI9HO MPOSBISIETCS
B HeoHarajbHOM mepuone (75 %) u peiko mocie MilaJieHuecKoro Bo3pacra. OnHUM 3 €€ BUJIOB
sBisiercs cuaapoM Jlenna. PacnpocrpanenHocts nopoka cocrasiser 0,8 Ha 1000 nereil, ManpauKu
CTPa/IaloT B 2 pasa yaille, 4YeM JICBOUKH. 3a00JIeBaHNE BKITIOYAET B Ce0sl BLICOKOE PACIIONIOKEHHUE KyT10J1a
CJIENON KUIIKH, THIEP(PUKCANIO BEHAAATUIIEPCTHON KUIIKK ¥ OTCYTCTBUE (PUKCAINU OpPBDKEHKH
(C BEpOSTHOCTHIO BO3HMKHOBEHHSI COOCTBEHHO 3aBOPOTa CpeAHEH KUIIKH). Yale Bcero 3a00IeBaHme
MIPOSIBIISIETCSI YK Ha 3-4-€ CYTKH XXM3HU peOeHKa KIMHUKOM OCTPOI KHMIIEYHOW HENpOXOIMMOCTH.
Hecnemmduaeckue cHMIITOMBI — yITOpHAs PBOTA C TIPUMECHIO JKEITIH, TIEPHOINICCKIE OOJH B KUBOTE,
rurorpodus [19].

B numarnoctuke cunigpoma Jleana NOMUMO KIMHUYECKOM KapTUHBI OCTPOH KUILIEYHOU
HEIPOXOIUMOCTH, BAXKHYIO WIPAIOT POJb PEHTTEHOKOHTPACTHBIC HCCIEIOBAHUS, TPH KOTOPBIX
MOYKHO BBISIBUTH QTUIIUYHOE PACIIOJIOKEHUE NETeNb KUIIECUHUKA, BEICOKOE CTOSIHHE KyIoJa CJIEHON
KHIIIKH, 3aMeIJICHHYIO ABAKyalllio B HIDKEJIeKaIne OTAeNbl. Bo3MoXHa OTCpoYeHHAs MaHU(peCTanns
Oone3nu. Tak, MHIMICKUMH aBTOpaMy ONMUCaHbl 11 ManueHToB, M3 KOTOPHIX 4 OBUIM HKEHCKOTO,
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a 7 — My>KCKOTO T0J1a, BO3pacT Bapbuposaics oT 14 mecsres 7o 18 net. BonmbHbIe cTapiie MiiaieHueCcKoro
BO3pacTa OOBIYHO KAJOBAIMCH HA JUPQY3HYIO OONIB B JKUBOTE B OTIMYHE OT HOBOPOXXICHHBIX, Y
KOTOPBIX BHE3AITHO BO3HMKAJIA PBOTA C MPUMECHIO JKEITYH, YTO 3aTPY/AHSIIO TUArHOCTHKY. Jlnarnos ObLt
NoBpexAEH Y3 1 KoMIbIOTepHOH ToMorpaduei OpIOIIHO# MOIOCTH ¢ KOHTpacTHRIM ycmiienueM [20].

ITpn newenun ucnons3yercst onepanus Jlenna. CyTs ee 3aKmodaeTcss B TOM, YTOOBI OCBOOOAUTH
JIBEHAILIATUIIEPCTHYO KUIIKY OT TSDKEH CIIeTIoN KMIIKH M JIOKaJIM30BaTh €€ B IPaBbIX OT/eIax OPIOIIHOM
MOJNOCTH. B CBfA3M ¢ pa3BUTHEM WHHOBAIMOHHBIX TEXHOJOTWH B HACTOAIIEE BpPEMS M3MECHHIIAChH
METO/IMKA ONEPaTUBHOIO JeYeHUs. B Xome cpaBHUTENBHOTO MCCIEAOBAaHMS PE3ylIbTaTOB OTKPBITON
U JIarlapOCKOIIMYECKOH omepanny ObUIO YCTaHOBJIEHO, YTO JIANAPOCKONMS SIBJISIETCS BBITOJHUMOMH,
6e3omacHoit u addexTrBHON TexHONOTHEeH [21]. YeTaHOBIEHO, YTO MUHUMAaIbHO MHBA3UBHASI XUPY PrHs
IPEJOCTaBIAET IPEBOCXOIHYIO aAITEPHATUBY OTKPBITOM XUPYPIUU y HOBOPOXKJICHHBIX U MIIAJICHIEB
6e3 momo3peHus Ha 3aBOpOT. Kpome TOro, y4uThIBasi OMBIT HCIIOIB30BAHMUS JIAIAPOCKOIINIECKOTO
MO/IX0/1a B IEYCHUU MaIbPOTAIMH, COIIPOBOXKAIOIIEIICS 3aBOPOTOM U HAPYIIIEHHEM ME3EHTEPHAILHOTO
KpPOBOOOpAIIEHHsI, aBTOPHI 110JIarafoT, YTO CPOYHAsH JIAIIAPOTOMUS B 3TOH TPYIHIIE SIBISIETCSI METOAOM
BbIOOpA, TO3BOIAIONINM BBIITOTHUTH CAMBIN OBICTPBIN TOCTYI K KUIIEYHUKY ¥ MUHUMHU3UPOBATh PUCK
pa3BUTHA €ro HeKpo3a [22].

BIIPsxenueBBIBOASINX Ty TEH. ATPE3Us KETIEBBIBOAAIINX Ty TEH—3TOTIOPOK, XapaKTePU3Y 0L CS
nx oOCTpyKUMeH, MPUBOIAIIUK K (uOpo3y OMInMapHOro Jepesa, BIOCIEACTBUM C BO3MOYKHBIM
HCXO/IOM B IIUPPO3 TIeueHH. 3a00IeBaHue IBISCTCS HEUaCTO MmaTojoruei, Bcrpedaercs ot 1:5000 mo
1:19000 HoBopoxaEHHBIX [23]. [To HaHHBIM HEKOTOPBIX aBTOPOB, HaMOOJIEE BHICOKA BCTPEYAEMOCTh
[IOpOKa B a3WATCKUX CTpaHax, Mo cpaBHEHUIO ¢ EBponoii [24]. ABTOphl IOJararoT, YTO a3uaTrcKue
JKEHIIUHBI JIETOPOJIHOTO BO3PACcTa 4acTo MOTPEOSSIOT OBOIIM M MX M3MEHEHHas KuiiedHas ¢uopa
MOXKET CIIOCOOCTBOBATh BO3HMKHOBEHHIO 3a0oieBaHMs. KimHHMYecKas CHMITOMAaTHKa HauMHACTCS
Ha 3-4-if Hemensax XW3HH peOeHKa, Korma y peOeHKa MOXKHO 3aMETHTh Mepexol (hU3NOIOTHIECKON
JKENITYXH B MaTOJOTMUYECKYIO.

Bireuennnarpe3nm ke TueBbIBOISIINX Ty TEH OCHOBHOE MECTO 3aHUMACT T€aTOIIOPTOIHTEPOCTOMHS
— onepauust no Kacau, koropast 1oypKkHa ObITh IIPOBEZEHA B HauOoJee paHHUE CpOKU. B HacTosee
BpeMsI HMCHOJIB3yeTCs TPEHMYIIECTBEHHO poOoTH3MpoBaHHas mpouenypa Kacam [25]. Bmaromaps
BOBpEMsI IPOBEAECHHO OTEpaLiy MIPEAOTBPAIIAETCA OMIMAPHBIN IIUPPO3, BOCCTAHABIUBAETCSI OTTOK
JKEITYU M OTCPOYMBACTCSI HEOOXOIMMOCTD MIPOBEACHUSI TPAHCIIAHTALMY ITeueH:. HekoTopsle aBTopbl
TIOJIaraloT, 9TO MHOTHM JIETSIM, B HE3aBUCHMOCTH OT ITOPTOIHTEPOCTOMUH, B OyIyIieM morpedyercs
MIPOBE/IeHUE TPAHCIUIAHTAUNU TedeHu [26, 27].

BIIP opranos, copMupOBaHHBIX U3 3aHEW KUIIKH. bone3ns [upmmpyHra.

Bonesnp I'mpumpynra (bI') — anomamus XKT, xapakTtepusyromiascs OTCyTCTBHEM HEPBHBIX
TaHIJIUEB B OT/JEJIbHBIX CETMEHTAX KUIlIeUHUKa. V13-3a JaHHOTO COCTOSIHYS HAapyIIaeTCs NEPUCTANIBTHKA
1 HOPMAJILHOE ITPOABMKEHUE COEPKUMOTI0 Uepe3 nuiieBapureabublil Tpakt. Yacrora BI” cocraBiser
1 ma 5000 HOBOpOXIEHHBIX [28], MaJTBUMKHU CTpanaroT B 4 pasza yaiie, yeM JeBOYKU. CHUHAPOMBI,
cBsa3anHble ¢ BI, BkiouaroT Tpucomuto 21, cunapoMsl MoBara-YuicoHa, BpOyKIEHHONW LEHTPAIbHOM
runoBeHTwsinuK U lllaxa-BaapienOypra.

JlaHHBI TOPOK PEIKO OUATHOCTUPYETCS Cpasy Ke IOCIe POKIACHHSA, B CBA3M C HHU3KOM
HACTOPOKEHHOCThIO HEOHATOJIOTOB M meauarpoB. Yamne Bcero BbUBIATE bIT Bpauam ynmaercst B
no3aHue cpoku. OCOOEHHOCTBIO MATOJIOTHH SIBIISICTCS TO, YTO OHA BCTPEYAETCS Yalle y TeX JIeTeH,
KOTOpBIE ObLTH pOXKAeHBI B cpok. Jletn ¢ BI' nmeror 3HaunTenpbHO OONE€e HU3KOE KAauyeCTBO KH3HH,
CBSI3aHHOE C HEJEepXKaHHWEM KaJjla, 3alopaMy B TOCJICONEpPallMOHHOM IEpPHUOJe, YTO OTPHULATEIbHO
CKa3bIBACTCSl HA YPOBHE MX COLMAIBbHOW KM3HHU YK€ B Oosiee crapiieM M B3pocioM BospacT. [Ipu
BOBpEMS IIPOBEAICHHOM JICYCHHWU IPOTHO3 y MAIMEeHTOB, KaK MpaBmio, OiaronmpusaTHbI. OnHako
CYLIECTBYIOT IOCJICONEPALUOHHBIE OCIOXKHEHUS — PELUIUBUPYIOLUIUI SHTEPOKOIUT, CTPUKTYPHI,
BBINA/ICHUE KHUIIKH. DHTEPOKOJIUT SIBISIETCS HanOosiee 4acTOW NMPUYMHON JIETAIBHOTO MCXOAA TPH
JlaHHoi natonoruu [29].
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Panee wmcronb30BaJIMCh pa3lMuHbIe METOAMKH BMeliareibcTB: CeHcona, [lroamens, Coase,
Jxopmxcona, e na Toppe- Marnparod u Oprera. Celfqac mpeAIouTeHIE OTAACTCS MaIONHBAa3UBHBIM
XUpyprudeckuM BmentarenscTBaM [30]. PazBuTre MEIUIMHCKUX TEXHOIOTHH MPUBENIO K IIHPOKOMY
BHEJ[PEHUIO MUHIMaJIbHO MHBA3WBHBIX 9H/IOCKOITHUECKIX BMEIIATEIIbCTB, 3a4aCTYIO BBITIOIHACMBIX 0€3
(hopMHUpPOBaHHS CTOM Ha Pa3lINYHBIX y4acTKaxX KUIIEeYHOH TpyOku. Ecnu 3aboneBaHue MPeACTaBICHO
B BUJI€ KOPOTKOTO araHIIMOHAPHOTO CErMEHTa C JIOKAJIU3alued B PEKTOCUTMOUIHOM IE€peXojie, TO
9TO SIBJISIETCS] OKA3aHWEM K MPOBEACHHIO JIAMAPOCKOINYECKH aCCHCTHPOBAHHOTO TPAaHCAHAIBHOTO
9HJIOPEKTAILHOTO BMEIIATENLCTBA U TPAHCAHAILHOTO SHAOPEKTaIbHOTO HU3BEACHHS. [IpOTsKEeHHBIH
araHIIMOHAPHBIH CErMEHT SBIAETCS IIOKa3aHWeM K MPOBEACHHIO BHUJIC0ACCHCTHPOBAHHOIO
HU3BCIACHUA. ABTOpBI 3aKJIIOYaKT, YTO MUHHUMAJIbHO WHBA3HUBHBIC CHOCO6I)I OIICPATUBHOIO JICYCHUSA
BI' o0najaror OTIMYHBIMM PE3yNbTaTaMi Kak B KOCMETHYECKOM, TaK M (DyHKIIMOHAJILHOM ILIaHE,
MOTYT IPETEH/IOBAaTh HA «30JI0TOW CTaHIApT» KOPPEKIUH JaHHOTO mopoka [31]. dakTopaMu pucka
TIOCJICOTIEPAIIIOHHBIX OCJIIOHEHHH OBUTH OTCYTCTBHE I'PYJHOTO BCKAPMIIMBAHHS U HEAOCTATOUHOCTD
MMUTaHUSA B IpeAoIeparioHHoM mepuone [32]. YuureiBasgs 0coOSHHOCTH 3MOpHOTEHe3a TOJICTOTO
KUIIGUHHKA, JUIS JieueHHs Oonie3Hu [MpIInpyHra MpeuioyKEeHO HCIOIb30BAHUE TPaHCIUIAHTALUH
TIOJTMTIOTEHTHBIX CTBOJIOBBIX KJIETOK [33]. [Toka SKCIIeprMEHTHI TPOBEACHBI Ha JKUBOTHBIX 1 TIOJTyYCHBI
oOHaaexuBaronMe pe3ynsTarsl [34]. OgHako MHOTHE BOIPOCH OCTAIOTCS CIIOPHBIMH, B TOM YHCIIE U
STHYECKHUE mpodiemsl [35].

AHOpEKTaJIbHbIE ITIOPOKH TAKKe 3aHUMalOT BaxkHoe mecTo B narosoruu JXKT y nereil. Hactora
BcTpeuaeMocT ux — 1 ciuydait Ha 4000-5000 nereit. K HUM oOTHOCSTCS arpe3ud aHAJIBHOTO
OTBEPCTHSI M NPSIMOM KUIIKK Oe3 cBHUIIEH M co cBUIaMH. CylecTBYeT HECKOIBKO MeHETHYECKHX
CUHAPOMOB C MOBBIIIEHHON YacTOTOU AHOPCKTAJIBHBIX IIOPOKOB pPa3BUTHA, TaKUX KakK TpHUalda
Kyppapuno u tpucomus o 21 xpomocome. TspkecTb 3a001eBaHNs U YPOBEHD JICTAIBHOCTH Y JIETEH
C aHOPEKTAJIBHBIMHU TOPOKAMH B 3HAYMTENILHOI CTENEHHW 3aBUCHT OT COITyTCTBYIOIIMX AHOMAJIUH
[36]. BHyTpryTpOoOHO AMArHOCTHKa aTpe3uH aHyca M MPSIMOW KHIIKH IIPEJCTaBISCT TPYJHOCTH
U BBIABIICTCS TPEHMYIIECTBEHHO TOJNBKO MPUMEpHO ¢ 28-if Hexenu rectanuu. llpu stom Ha Y3U
AQHOpEKTaJIbHAsI aTPe3Hsl ONPEEISIETCs] KaK OKPYINIOe MM CJIErKa OBaJbHOE IXOT€HHOE 00pa3oBaHUEe
C YETKHMH KOHTYPaMH W yTOJIIEHHON CTEHKOH, PACIIOJIOKEHHOE B AMCTAIBHBIX OT/AENaX OPIOIIHOM
MOJIOCTU. ATpE3usl TUATHOCTUPYETCsI OOBIMHO BO BPEMsI IEPBUYHOIO OCMOTPa HOBOPOXKJICHHOTO, T/IE
oOpariaer Ha ce0st BHUMaHKE OTCYTCTBHE aHyca. OHaKO MOT'YT BOSHUKHYTh TPYIHOCTH C [TOCTAHOBKOH
JIMarHo3a B CIydae N30JIMPOBAHHON aTpe3ny MPSAMON KHIIKH, KOIZa aHyC c(hOPMHPOBAH HOPMAIBHO
[37]. Ilpumenenue kosocromuu y neteii ¢ BITP J)KKT, B ToMm unciie ¢ aHOpeKTaabHOH MaiibhopMaueii,
¢ y4€TOM COITyTCTBYIOIIMX ITOPOKOB M aHOMAJIMI Pa3BUTHS CO CTOPOHBI JIPyTHX OPTaHOB M CHCTEM,
MO3BOJIMJIO CBOEBPEMEHHO M JU(P(PEPEHIIMPOBAHO TPOBECTH HEOOXOAMMYIO JICYEOHYIO TaKTHKY,
YMEHBIIHUTH YaCTOTY, XapaKTep OCIOKHEHUH M PaHHIOI0 MHBAINAN3ALMIO, 3 TAKIKE Ka9eCTBO JKU3HH U
CONMATBHYIO aJalTaIHI0 TalueHTOB [38].

B nenom ormeuaercst ObICTpOE pa3BUTHE MAJOMHBA3MBHOW XHUPYPTUHM B PazIMYHBIX OOIACTAX
[39]. Ha cocrosBremcs B 2021 romy 30 FO6mmneitnom Konrpecce MexIyHapOIHON ITeaHaTpUICCKOM
rpymmel  SHAoxupyprun — International Pediatric Endosurgery Group (IPEG) npuopurerHoit
TEMAaTHKOH OBUIO «IBOJIONMOHHUPYIOIIEE pa3BUTHE KOPPEKIMH MOPOKOB PA3BUTHS M JAJIbHEHIIee
pacmmpeHue Auana3oHa WCIOIb30BaHUS POOOTHU3UPOBaHHON TexHukm» [40]. JlaHHOE MONOKeHue
OBLIO MOATBEPKICHO U Ha TocieaHeM 33 Konrpecce atoit opranusamuu [41].

3aki0ueHue

BIIP XXKT c nepBbIx aHeH Ku3HM peOCHKA OKa3bIBAIOT MPSIMOE BIUSHUE HA TSHKECTh COCTOSHUS
HOBOPOXXJEHHOT0. TpeOyercst cBOEBpEeMEHHAs! NpeHaTalbHasl IUArHOCTHKA, KBATH(UIMPOBAHHAS
HEOHaTaJIbHas CTaGI/IHI/I?)aLH/IS[ COCTOAHUA W BBIXAXHWBAHUC B MPEAONCPAIIMOHHOM MECPUOIC,
rpamMOTHasi HOMOIIb B TIEPHOJ] XUPYPrHYECKOr0 BMELIATEIbCTBA U JAJIbHEHIIET0 TOCTONEePaiOHHOTO
BOCCTaHOBIICHUS pebeHKa. Ha maHHOM 3Tare JieueHnsl NPUOPUTETHBIMHE SIBISIFOTCS] MaJIOMHBA3UBHBIC
METO/IbI XUPYPIrHYECKHX BMEIIATENLCTB.
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