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AHIMXKAHCKOTO TOCYIAPCTBEHHOTO MEAUIIUHCKOTO UHCTUTYT
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AH,Z[I/I}I(aHCKOFO rocyagapCTBEHHOI'O MCAUINHCKOT'O HHCTUTYT

KaHJ. MeJl. HayK, 3aBeIyIOIINi kadeapoil aHeCTEe3NOIOTUN -PEaHUMATOJIOTHH,
JETCKOM aHECTE3UOJIOTUU U PEaHUMATOJIOT MU

["adypos 3.1
Bpau opaunaTop

AHJIMKAHCKOTO 00J1aCTHOTO JETCKOTO MHOTONPO(GUIBHOTO MEAUIIUHCKOTO
HEHTP

ATPE3USA IMIIEBOJA B COCTABE TEHETUYECKHUX
ACCOILMAILIMU C MO3UIIMU NEJUATPUUECKOM XUPYPIUU

Pe3tome. B HayuyHOM 0030p€ MIPEICTABICHBI JaHHBIC O COUETAHUU aTPE3Un
C TCEHETHMYECKUMH 3a00JICBaHUSIMU, KOTOpPbIE JOKHBI OOCYXKJIaThCsl B
00s13aTEIbHOM ~ TIOPAJIKE JO XHPYPTUYECKOTO  BMENIATENBbCTBA, YTOOBI
IIPABUJIBHO PAaCIOPAIUTHCS JAJbHEWIIEHM TaKTUKOM BEACHUS U JICYCHHUS
HOBOPOXJICHHBIX C aTPE3UEH MUILIEBOA.

KarwueBble cJjioBa: arpe3vss MNHUIIEBOJA, COYETAHHBIE AHOMAJIWU,

reHEeTHYECKHE 3200 IeBaHUA
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ESOPHAGEAL ATRESIA AS PART OF A GENETIC
ASSOCIATION FROM THE STANDPOINT OF PEDIATRIC
SURGERY

Annotation. The scientific review presents data on the combination of
atresia with genetic diseases, which must be discussed without fail before
surgery, in order to properly manage the further management and treatment of
newborns with esophageal atresia.

Keywords: esophageal atresia, combined anomalies, genetic diseases

Pacnpoctpanennocts AIl B mupe cocraBisger 2,99 na 10000 Hacenenus
[9, 21 ]. ATpesus numeBona ¢ Tpaxeo-330¢areanbHoii kommyHukanueit (TOK)
SBJISICTCS.  OTHOCHTEIIBHO  PACIpPOCTPAHCHHOW  BPOXKJICHHOHW  aHOMAJIUCH,
BO3HHKaromed mnpuMepHo y 1:2500 HoBopoxmenunix[2,12,16,17,19,24].
N30mupoBaHHbIA BPOXKIAEHHBIM TPAXEOMUILEBOIHBIN CBUIL OTHOCAT K PEIKUM

MOPOKaM Pa3BUTHUA: 4acToTa ero cocranisieT 3—4% Bcex aHOMaIUM MUIIEBO/IA.
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Atpess numeBoaa (AIl) u TOK kmaccuduuupyrorcs B COOTBETCTBUU C HX
aHATOMUYECKOM KoH(puUryparmei [5].

Y nereit co cBuieBoil popmoit AIl BepoSITHOCTH BPOXKACHHBIX aHOMAIIUIH
Ha 50% Berme, npu 3toM VACTERL sBasieTcst Haubosee pacnpocTpaHEeHHON
acconuarueii [3].

Ecaiu  XpoMOCOMHBIE aHOMaJIMM UCKIIOYEHBI, POJb TIE€HETUYECKUX
dakropoB B martoreneze TOK wmenee cymectBenusl. Koadduiment
COTJIACOBAHHOCTH JJIsi OJIU3HEIOB cocTaBiseT 2,5% [5,6], Takke HET HUKAKUX
JI0Ka3aTenbCTB cBs3u Mexay TOK u Bo3pactom matepu.

YacToTa BO3HUKHOBEHHUS TPUCOMHH U JPYTUX XPOMOCOMHBIX HApYyIICHUI
B couerannu ¢ TOK cocrasisieT ot 6% 10 10%. Tpucomus 18 accounnpyercs ¢
TOK game, yem Tpucomuss 21 [11]. Cuaapom DeitHronpaa, mpu KOTOPOM
OTMeYaeTcs MHKpoleanusi, MUKPOTHATUS U CKEJIETHbIE aHOMAJHMH, TaKXKe
MOXKET Mpeapacnoioraromum (HakTopoMm pa3Butusa cBuuieBoil popmbl All. B
1962 romy YorepctoH u Jp. ObUIM MPEIJIOKEHBI CTpaTU(UIUPOBAHHBIC
KpPUTEPUM pUCKA JJIS MAIMEHTOB JaHHOW KaTeropuu, OCHOBaHHBIE Ha Bece NP
PO’KJICHNH, THEBMOHHH M CBSI3aHHBIX ¢ HUMHU aHoMausamu [ 23] Tlo3xe, Spitz
ap. [14,19,20] npenioxuin MeHEe CIOXKHYK CHCTEMY, OCHOBAaHHYIO Ha
accoIMallMM BPOXKICHHBIX MOPOKOB CEp/illa U HU3KOTO Beca MPU POXKICHUM.
BookuBanne y nereit g0 1500 T u 6e3 cepbhe3HBIX CEpACUHBIX aHOMAIHM B
HacTosIee Bpems npudimxkaercs k 97%, Ho pe3ko mamaeT a0 22%, ecinm Macca
Tela MPU POXKICHUM HHU3Kash W CYIIECTBYIOT cepjlieuHble aHoManuu. Octpas
3a0071€Ba€MOCTh M CMEPTHOCTh 4Yallle BCEro CBsI3aHbI C CEPACYHBIMU U
XpoMOCOMHbIMH  Aedektamu.  [lo3gHsis  CMEpPTHOCTH  OOYCJIOBJIEHA
IPOI0JIKAOIIEHCS AbIXaTeIbHOM OCIIOKHEHUS [4].

[MudpoBsle maHHBIE 1O COYCTAaHHIO H3odMpoBaHHOTO TOK m

accoUralMel ¢ OPYTMMH BPOXKIACHHBIMM AHOMAIHMSMU BapbUPYIOTCS MEXKIY

38,7% [22] u 57,3%. [11].
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['enetrueckue accoruanuu cBUMIEBBIX (GopM Al MoxkeT ObITh CBSI3aHO
C JAPYTMMH aHOMAJIUAMH, U HX CJEAYyeT HCKaTh BO BpEeMsl PaHHEH OILICHKH.
HauGonee pacnpocrpaneHasiM siBisiercs VACTERL  accormmarus  [7,8].
Kommeke VACTERL otTHocutcss k aHoMmanusiM mo3BOHKOB (V), aTpesuu
AHAJIBHOTO WJIM >KETYJOYHO-KHUIIEYHOTO TpakTa (A), BpOXKIACHHBIM IMOPOKaM
cepama (C), nedexkram TpaxeomnumieBogHoro otaena (TE), anomammsm
MOYEYHBIX U JIUCTAJIBHBIX OTJEJIOB MOYEBBIBOAAIIUX MmyTel (R) u mopakeHusm
koHeyHoctei (L). Takke MOTYyT BCTpeuaTcst Ipyrue reHeTUYeCKue acColraliu
B BHAC AaTPe3Wu JABCHAIIATUIICPCTHOW KHUIIKWA, HAPYIICHUS POTAIUU
KUIIIEYHUKA U JIpyrue aHoMalluu ckenera. /o Hacrosiero BpeMeHH HE ObLIO
BBIABJIEHO onpeaeisitomen renetnaeckor ocHoBel All ¢ TOK. IIpumepno B 1%
CJIy4aeB HacleOBaHUE MO HACJIE/ICTBY, OCTAIbHBIE ABIISIIOTCS CIIOPATUYECKUMHU
auarHozaMu[15]. DOTM aHOMadMM MOTYyT BKJIHOYaTh B ce0S  JAe(eKThI
CEerMeHTallHH, aHOMAaJIUU pebep, VCKPUBJICHUS MMO3BOHOYHHKA,
KOCTOBepTEeOpaibHble aHOMAIUUA. AHOPEKTAJIbHASI aHOMAJIHs BCTpeYaeTcs B 55-
90% cayyaeB. TmareapbHblii MEIUUMHCKHI OCMOTP M (DU3UKAIBHBIA OCMOTP
SBJISIETCS KJIOUOM K BBISIBJICHUIO HENepOpUpPOBAHHOIO aHyca M JPYrux
reHuTabHbIx aHoManui [18]. Tloyeunsle anoManuu 3aTparuBarot 50% metei ¢
VACTERL-accomuarueii [18]

AHOManmuu KoHeuHocTed Bcrpevarorcss y 40-55% nereit. @usnueckoe
o0OcneoBaHNe MOXKET UACHTU(DHUIIMPOBATH U YTOYHATH aHOMAJIMH KOHEUHOCTEH,
MOJIMAAKTUIINIO, THIOILIa3uio. [18].

Ha ocHOBaHMM aHATOMHYECKHUX BapHAHTOB pa3IMYalOT IIECTh THUIIOB
aTpe3uu NMUIIEeBO/A :

o MOJHOE OTCYTCTBME MHIIEBOJA; BMECTO HEro  CYIIECTBYET
COCTMHUTEITLHOTKAHHBIHN TSIK;

e TMHILEBOJ 00pa3yeT JIBa U30JIMPOBAHHBIX CIEMBIX MEIIKA;

e BEpPXHUH OTPE30K MHUINEBOJA OKAHYMBAETCS CJICTIO, HIKHUN COSTUHEH

CBUIIEBBIM XOJIOM C Tpaxeei Bhiie e€ OudypKammm.
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AHaromuyeckue POpMbI aTpe3UH MUIIEBO/Ia OBIBAIOT KaK 0€3 cOOOIIeHNs
C Tpaxeeil (IOJIHOE OTCYTCTBHE MPOCBETA, aruia3usl MHINEBOJA), TaK U C
TPaxeoNUIIEBOAHBIM CBHILEM. Pa3mepsl CBUIIEBOro Xoja pasnuunble. [lpu
BTOPOM BapHaHTE aTPE3UM BEPXHUM OTPE30K MUIIEBOJA HAXOAMTCS HA YPOBHE
[ I—III rpyqHOTO MO3BOHKA, a HIXKHUM OTPE30K COETUHSAETCS CBUIIEBBIM XOJ0M
c 3a7Heil i O0KOBOM CTEHKOM Tpaxeu uiau Oponxa. Ob6a oTpe3ka HaXOIATCs
OpYr OT JIpyra Ha pacCTOSHUU OT HECKOJIBKMX MHIUIMMETPOB O HECKOJBKHUX
CaHTUMETPOB. YPOBEHb COOOIIEHUS C AbIXaTeIbHON TPYOKOM pa3iuyeH: Boiiie |
IPYAHOIO IMO3BOHKA, Ha ypoBHE [[—III rpyaHbix no3BoHkoB, HU*ke III rpynHOro
NO3BOHKA (IIOCJIEAHUI BapuaHT BCTpedaercs Haubosee dyacto). W3BecTHbI
cliyyau C JBOWHBIM cBHIEeM. Kak mpaBuio, guaMeTp BEpPXHEro OTpe3Ka
nuimeBoaa 0ospine HUxkHero. Clenble KOHIBI OTPE3KOB MOTYT COIPUKAcaThCs
APYT C APYTOM HJIM 3aXOJUTh OJIUH 3a Apyroi [1]

Hanbonee wyactelii NOATUN aHOMaJIMM — aTpe3us IMHUIIEBOJAa C
JUCTAJIBHBIM TPaXEOMUILIEBOIHBIM CBHILEM. BTopoil Hanbosee yacTblil THI —
M30JUpOBaHHAs WM  «4ucTas»  (Gopma  arpe3ud  nuieBojga  0e3
TPaxeonuUIEBOAHOTO cBUIIA. lIpm ngaHHOM BapuaHTe MPOKCHUMAIbHBIM U
JOUCTAJIbHBIA ~ CErMEHThl NHUIIEBOJA 3aKAHYMBAIOTCS  CJIENIO B 33HEM
cpenocteHuu. TpeTuii NOATUI TIOpOKAa pa3BuTUsa nuuieBojga — H-tun
TPaxeonuIIeBOAHON (HUCTYIBI O€3 aTpe3ru MUIIEBO/IA.

OTHOIOTUS U HYMOPHUOJIOTUSL COCTOSIHUS OCTAIOTCS HESICHBIMU, B TO BpeMsI
KaK acCcolMalyy ¢ JPYTMMU 3HAYUTEIbHBIMU aHOMAIUSAMU SIBJISIOTCS OOLIMMU
[17]. Pa3sBurue mopoka CBs3aHO C HapylIeHHEM SMOpPHOreHe3a TOJOBHOTO
oTAena nepBUuYHOM Kuiikd. [locne 20-ro qHs recraiuy OpOUCXOIUT OTACICHUE
JOpCaTbHOM YacTW KUILKHU (MUIIEBOJA) OT BEHTpaJbHOM (Tpaxes) B 00JacTu
KapyHbI, PACIpOCTPAHSSACh B TOJOBHOM HarpaBiieHHH. [Ipu HecoOTBeTCTBUM
HaInpaBJeHUs] U CKOPOCTH pPOCTa Tpaxeu M MUIIEBOJA, a TAaKXKE IPOILIECCOB
BAKYyOJIM3allMM, KOTOPYIO MHIIEBOJ MPOXOAMT BMECTE C APYIMMH OTIEIaMHU

KHUIIIEYHON TpyOKH, 00pa3yercsl MOPOK pa3BUTHUS MUIIEBO/A, OKOHYATEIHHOE
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(opMupOBaHHE KOTOPOTO 3aKaHUMBaeTCs K 32-My nHIO rectanuu. [lpu atpesun
NUIIEBO/Ia BHYTPUYTPOOHO NPOUCXOIUT HAPYIIEHUE PAa3BUTUS Tpaxew W
OponxoB. BepxHHWil CerMEHT MNWINEBOJA PACTATUBACTCS  3arjOYECHHOMN
AMHHOTHYECKOM JKMAKOCTBIO M JAaBUT Ha Pa3BUBAIOLIYIOCS TPAXEIo,
pe3yJAbTaTOM 4YEro SBJSETCS HApYUIEHHWE Pa3BUTHS XPSALIEBBIX  KOJEI]
(Tpaxeomaisinmst). Kpome 3T0ro, aMHUOTHYECKasl KUIAKOCTh U3 JIETKUX 4Yepes3
JUCTANbHBIA CBUI MOMAJACT B KEIYJOYHO-KUILIEUHBIH TpakT. [losTomy, 6omnee
HU3KOE, YeM B HOpME, MHTPAOpOHXEaJbHOE JaBJICHUE MOXET ObITh MPUUUHON
HapyILIEHUs BETBJICHUS OPOHXOB M ayibBeoil. M3-3a OTCYTCTBHS NPOXOJIUMOCTH
0 TMHWINEBOJY AaHTEHATAJbHO HE (POPMUPYIOTCA  KOOPJIAUHUPOBAHHBIC
MEPUCTAIBTUYECKNE  JIBHOKEHWS  NUIIEBOJA,  HAPYIIAETCAd  KOPTUKO-
BHCILIEpAJIbHBIN TIOTaTeNbHbIA pediiekc. Ho HambOomnbpliee 3HAUYEHHE UMEET
HAJIMYHUE TPSAMOTO COOOIIEHUS MEXIY KEIYIKOM U TPaxeoOpOHXHATbHBIM
JIEPEBOM 4Yepe3 AUCTAIbHBIA TPaXeONUILEBOAHBIM CBHUI, OOYCIOBIMBAIOLIETO
NepepacTsHKEHUE JKeNyika BO3IyXOM BO BpeMsl KpHuka pedeHka. OrpaHudeHue
MOABMKHOCTU AuadparMbl, BO3HUKAIOIIEE MPU ITOM, BEAET K OOpa30BAHMIO
aTEeJIeKTa30B B 0a3albHBIX OTAENAX JIETKUX W MOCIEIYIOWEMY PpPa3BUTHIO
NHEBMOHMHU. Kpome TOoro, 4epe3 AUCTAIBHBIA TPaxEONMUILEBOJAHBIN CBHII
HETMOCPEJICTBEHHO B TPaxeOOpPOHXHMANIbHOE JEPEBO MPOUCXOIUT 3a0poc
KEIYJOYHOTO COAEP>KUMOI0, BBI3BIBAIOLIETO «XMMHUYECKYH» ITHEBMOHMUIO,
KOTOpasi MOXKET OCJIOXKHUTHCS OaKkTepuaabHOW MHeBMOHUEH. HTpamypanbHoe
BET€TATUBHOE CIUIETEHUE, PACIIOJIOKEHHOE MEXKAY MBIIIEYHBIMU  CIIOSAMH
MUIIEBOAA, W TAHIJIMA MUIPAIOT BAXXHYIO DPOJIb B IOJJECP)KAHUU PABHOBECHS
MEXIy COKpallleHHEM U paccilallIeHHEeM TJIaJIKOMBIIIEYHbIX KIETOK. OTHU
BHYTPEHHHUE HEPBHBIC CUCTEMBI (DYHKIIMOHUPYIOT CUHEPTUYHO C OJIyKAAIOIIUM
HEpPBOM JUIsl  OCYLIECTBIICHUS IEPUCTAJbTHKH NuuieBoga. Jlucrnmasus
UHTPAMYPAJIBHOTO  HEPBHOTO  CIUIETEHWS W  TaHIJIMEB  INPUBOJUT K
MMaTOJOTUYECKOM MEpUCTaNbTUKE nuuieBona. Ilpum arpe3um nuieBojaa

AUCILIa3usad  Cro HHTPpaMypaJIbHOTO HCEPBHOIO  CINUICTCHUA  MOKCT OBITH
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3HAQYUTENBHOM, & KOJMYECTBO TaHIVIMEB YMEHBIIEHO, 4YTO MOXET CTaTh
HIPUYHHOM MOCIICONepaMoOHHON quchyHKIuK numieBoaall].

Bo Bpems paHHero sMOpPHMOHANBHOTO Pa3BUTHUS JIbIXaTEJNbHBIC IYTH
pa3BUBAIOTCS KaK JMBEPTUKYJ OT MPUMHUTUBHOM KHIIKK. Kak TOJBKO
JTUBEPTUKYJ CPOPMUPOBAH, OH PACIIPOCTPAHACTCS KayAaJbHO U JCIUTCS Ha JIBE
TpyOOUKH, KOTOpble C(HOPMHUPYIOT TPaBbIi W JIEBbIM TiaBHbIe Oponxu. B
TE€YEHUE YETBEPTOM HENEIN pa3BUTHS IUIOAa, 00pa3yercs JapuHroTpaxeanbHas
TpyOKa, KoTopas paszaenseTrcs Ha nwummeBonq U Tpaxero [10]. Korma
JapUHrOTpaxeajabHas TpyOKa HE paclleIuisieTcs AOJKHBIM 00pa3oM, MOKET
BO3HUKHYTb CBUIL U / UJIM aTpe3usl MUIIEBOJIA.

Takum 00pa3oM, OTHOIIEHHE JACTCKOrO XHUpypra K OOJIbHBIM C
FEHETUYECKUMHA aHOMAIMSAMH JIOJDKHO 3aKJII0YaThCsl B 3HAHUM  CIIEKTpa
COIYTCTBYIOIIMX 3a00JIEBaHUN, KOTOpbIE MOTYT TIOBJIUATH HAa TEUYEHUE
ITOCJIEONEPALMOHHOTO TEeprUoaa. TaKTUKAa XHPypra IpU COYETAHUU AHOMAJIUH
IUIIEBOJAa ¢ IN€HETUYECKUMHU IIOPOKAMHU COCTOUT B OINPEACICHUM CTPATETHH
MOCJIEIOBATEILHOIO HMCIpPAaBIEHUs H3TUX aHoMainuid. B mrobom  ciywae
JOMUHHUpYIOLEH ManbhopMalue SBISETCS aTpe3usl MHUILEeBOJA, KOTOpas
HYXXJaeTcsl B NepBoouepeHON Koppekuu. OcoOEHHOCTbIO TEUEHHS Mepuoa
MocJie HaJOKEHUs 330(areaJbHOr0 aHacTOMO3a SBIIAECTCS MPUCOCIUHEHUE
NOJUOPraHHbIX HApYyIIEHUH Ha (OHE BPOXKIEHHBIX MOPOKOB pPa3BUTHUS
KU3HEHHO BAKHBIX OPraHOB, KOTOPBIE B ONPEACIICHHBI MOMEHT CTaHOBSTCS

MPUYUHON CMEPTH OOJbHBIX.
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