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Abstract: Duodenal atresia is the most common variant of congenital
malformation, which accounts for up to 50% of cases of intestinal obstruction. Pathology
is diagnosed in one newborn per 7-10 thousand live-born babies. In 30% of cases, it is
combined with Down syndrome and other congenital malformations, so it is of great
interest not only for pediatric surgery, but also for clinical genetics.
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"ATPE3MA JBEHAJLIATUIEPCTHOM KUIIIKHA"

JKxymaeBa XuioJia XaJInJIOBHA
Kanunos Ha6u:xkon A6aueBuY
npenodasamenau byxapckozo koaaedxca o6ujecmeaeHHblll 300p08bs
umeHu A6y Aau ubH CuHbl

AHHOTanusA: Ampe3usi deeHadyamunepcmHolU KuwKu sie/asemcs Haubo.iee
pacnpocmpaHeHHbIM 8APUAHMOM 8POHCOEHHO20 NOPOKA pa3eumusl, Ha 00110 KOMopoz20
npuxodumcs do 50% cayyaes  KuwewHoU  Henpoxodumocmu. Ilamosozus
duazHocmupyemcsi 'y 00HO020 HOB80POM#OEHH020 HA 7-10 mbicAY HUBOPOHOEHHBIX
MmaadeHyes. B 30% cayuaes oHa coyemaemcsi ¢ cuHOpomom JlayHa u Opyaumu
8POHCOEHHbIMU NOPOKAMU pA38UMUS, NO3MOMY npedcmasisiem 60/1bWoll UHMepec He
moJ1bko 015 demckol Xupypauu, HO U 0151 KAUHUYeCKOU 2eHemuKu..

Kiro4yeBsble cioBa: HacsedcmeeHHOCMb, 8p0XHCOEHHbIU NOPOK pasgumus, nepuod
AMOPUOHA/IbHO20 pa3sumusi, dgeHadyamunepcmHasi HenPoxoouUMOCmMsy, AemMaJlbHOCMb,
KOpMJieHue pebeHKd, CUMNIMOM 080UH020 Ny3bIpsi.

ATpe3us JABeHAaJAUATHUNEPCTHOM KWIIKHU - 3TO 06JMUTepalus MpocBeTa
JlyOJleHAaJIbHOTO  KaHaJ/la, KOTOopas  BbI3bIBa€T  BPOXAEHHYK  KHUILEYHYIO
HenpoxoAuMocTb. OHa BO3HHMKaeT B TMepUOJe ISMOPUOHAJBHOIO Pa3BUTHS,
NPOBOLIUPYETCS TEPATOreHHbIMU BO3JEUCTBUSAMM M 3a4acTYK) CONPOBOXIAETCS
Apyrumu nopokamu KKT. [lpusHaku aAyojeHa/JbHOU OOCTPYKLUMU MOSIBJASIIOTCS C
POXJAEHHUSA U BKJIOYAKT MHOTOKPAaTHYK PBOTY, OTCYTCTBHE MEKOHHS, 3aTSKHYIO
eatyxy. [nas pauarHoctuku npuMeHsarT Y3W  6epeMeHHOCTH, KOpP/OLIEHTE3,
pentreHorpaduro KKT B mnocTHataibHOM nepuoje. JledeHue aTpe3uu
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XUpypruyeckoe, B 60JIbIIMHCTBE C/y4YaeB onepalusi NpoBOJUTCS B MepBble 48 yacoB
nepuo/ia HOBOPOXK/AEHHOCTH.

JlyofeHasibHasi aTpe3usi — caMblil pacnpoCTpaHEeHHbIH BapUaHT BPOXKJEHHOTO
NOPOKa, KOTOpbIM cocTaBisieT A0 50% ciaydyaeB kuueyHou o6¢cTpykiuu. [laTosorus
JIMaTHOCTUPYETCS Y OJHOr0 HOBOPOXJEeHHOro Ha 7-10 ThIC. XUBOPOX/JIEHHBIX
maazeHneB. B 30% ciyyaeB oHa coyeTaeTcss C CHHApPoMOM JlayHa v JApYyTUMHU
BPOXX/IEHHbIMU NOPOKAMH Pa3BUTHUS, IO3TOMY NpPeACTaBJsSET GOJIbIION UHTEpecC He

TOJBKO [AJIi4d LEeTCKOW XUDPYPIUH, HO U AJ1 KJIWHUYECKOW TeHEeTUKHU. TsKesble

NpOsIBJIEHUS] aTPE3UH ABEHAALATUIIEPCTHON KUIIKU 00yC/IaBJAUBAOT HEOOXOAUMOCTh
YCOBEPILIEHCTBOBAHHUS €€ paHHEW JUAarHOCTUKU U aJIEKBaTHOWU KOPPEKIUU.

[Ipu4MHBL

[losiBJieHHe aTpe3uy CBSA3aHO C HApyLIEHUSMHU 3aKJIaJKU U pa3BUTHUS OPraHOB
KKT B mepBoM TpuMecTpe 6epeMeHHOCTH. JTHOJIOrMYecKHe (aKTOpbl MOKa He
yCTaHOBJIEHbl. PaHee y4yeHbIMM o06OCyXAajsacb HJesd O BJIMUSIHHUM OTSTOIEHHOHN
HaCJIeJICTBEHHOCTH, OJHAKO IMpPH aHa/lu3e MeAUIMUHCKUX HCTOPUKW MALUEHTOB C
JlyOoZleHaJIbHOM aTpe3ved 3Ty TEOPHI0 He YyAaJloCh NOATBepAuTh. IIpeamnosaraercs,
YTO aHAaTOMHYeCKasi aHOMaJiusi 00yCJI0BJIeHa JeCTBUEM TepaTOreHHbIX GaKTOPOB U
conpsiKeHa € ;PyrMMU NOPOKaMHU pa3BUTHSL.

[TaTosiorus ¢opmupyeTcsa B mnepuojie ¢ 5 mo 12 HeAesu BHYTPUYTPOOHOTO
pa3BUTHS 3MOpUOHA. B 3TOT BpeMeHHOU nepuo/ ABeHaAlaTunepctHasa kumka (AIK)
NPOXOAWUT CTaJUI0 TMOJHOrO 3apaileHus (o6sauTepanuu) npocBeta. Ilocie
3aBepIlIeHHs1 BaKyoOJIM3allUM B HOpPMe MPOMCXOAUT peKaHa/JU3alUus KUILIeYHOH
Tpy6kHu. [I[py HapyeHUU GU3HUOJOTUYECKOTO Mpollecca IMOpUOreHe3a pa3BUBAIOTCS
aTpe3ud Ha pa3HOM BbICOTe 12-MepCTHOW KHUIIKWA. Takou BapUaHT NaTOJOTHUHU
Ha3bIBAalOT BHYTPEHHEN aTpe3uen.

B penkux ciaydasax GopMUpyeTcs BHEIIHsS AyoJleHalbHasg 06CTPYKIMs, KOTOopas
CBSI3aHa CO CJaBJieHHWeM KHIlledyHUWKa u3BHe. Takue cjaydyaud MOTYT ObITh
CIPOBOLIMPOBAHbl KOJIbLEBUAHOW MOJXKEJNYJOYHOW >KeJie30M, KOTOopas OXBaTbIBAeT
HUCXOJSALIYI0 4YacCThb [ABeHaAUaTUNepPCTHOM KUIIKU. OmnvcaHbl eJUHUYHBIE CJay4au
aTpe3vu NPU KOMIIPECCUU KUIIIEYHOU TPYOKH MaJIbpOTHPOBAHHOW BOPOTHOU BEHOM.

[TaTorenes

ATpe3us 12-mepTCHOU KHUIIKW BbI3bIBAET TsKeJible HAPYIIEHUS MUILEBapeHUs
y>Ke BO BHYTPUTPYOHOM mepuoze. [Ipy BbICOKOU KHUIIEYHONW OOGCTPYKLIMU Yy MJIoAA
HapyllaeTcss aMHUOTPOMHBIA THUN NUTAHUS, KOTOPbIM 3akJ/4yaeTcs B abcopOuuu
NOJIE3HBIX BeIeCTB U3 aMHUOTHUYECKOHN XUAKOCTHU. ITO NPUBOJAUT K HELOCTATOYHOU
Macce TeJa, 3a/iepKKe BHYTPUYTPOOHOIO Pa3BUTHUS, NOBBILIEHHOMY PUCKY TMIIOKCUU.

Ocobyto onacHOCTb npeAcTaBJiseT Bbicokasg 06cTpykiusa KKT.
B mnocTHaTa/ibHOM MepuoJie BCe HapylleHUs ycyryoustoTcs. [yojeHasbHas
aTpe3usi XxapaKTepu3yeTcsl OOJIbIION TOTeped IKUAKOCTU ¢  3JIEKTPOJIUTOB,

BbI3bIBAlOLel TUMJIPOMOHHbIE HapylleHUs1. [IposiBisieTcs aToHUA KeayaKa, KOTopas
HauMHaeT GOpPMHUPOBATHCA ellle B IJIOJHBbIN MepuoA. Y aeTell 06HApy:KMBaeTCs He
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6o0s1ee 60% ryi1aJKOMBbILIEYHbIX FACTPAJbHBIX BOJOKOH, YTO CTAHOBUTCH NMPUYUHHOU
HU3KOT'0 BHYTPUKEJTYA0YHOTO [aBJIeHUs U 3aMe/lJIeHHOU 3BaKyalluM MUILIEeBbIX Macc
Jlaxke 1ocCJie ONepaTUBHON KOPPEKLIMU aTPE3UH.

Knaccudpukanus

[lo MexaHM3My pa3BUTHUSA pa3/iM4al0T BHYTPEHHIOI Y BHEIIHIOW pOpPMYy MOPOKa.
[lo MecTy o6CTpyKuuMH 12-mepCTTHOM KHUUIKKA BbIAEJAKT MNpeaMNOyJsipHYyI0 U
noctaMnyasipHyr ¢opmsl. IlocienHsas BcTpedaeTcss HaMHOTO yalle, COCTABJAET [0
85% csiyyaeB Bcex AyoJieHa/NbHBIX aTpe3ul. B npakTHueckor XUPYypruu HanboJibliee
3HaYeHHWe HMeeT KJacCMPUKaALUa BPOXKIEHHOrO IMOpPOKa MO MOP(POJOrH4YecKUM
0COOEHHOCTSAIM Ha 3 Tuma:

o I TMI. YacTbIV BapUaHT aTpe3uu ABEHAALUATUIIEPCTHON KULIKH, [JI1 KOTOPOro
XapaKTepHO Ha/Muue MeMOpaHbl, 3aKpblBalIleld MNpPOCBET KULIEYHOW TPYOKHU.
MpbllieyHasa cTeHKa UMeeT HOpMaJlbHOe CTPOeHUe, OHA HellpepbiBHA B IPUBOJALLEM U
OTBOZSALLEM OTZe/1aX.

o Il TMN. XapaKTepu3yeTcd IOJIHBIM 3apallleHheM IpocBeTa 12-nepcTHOU KULIKU
B BHUJe QUOPO3HOTO TSKA, KOTOPBIA COEJUHSIET JBa CJIENO 3aKaHYUBaKUIMXCS
OTpe3Ka MHIEBAPUTEJbHOW TPYOKU. ITU OTZAeJbl HEe HMEKT HenpepbIBHOU
MblIlIEYHOU 060JI04KH, B OTJINYHKE OT | Tuma.

o Il TMNM. Haubosiee peakuil BapuaHT aHOMAJIUM, NPU KOTOPOM OTpE3KHU
JIBEHAILIaTUIIEPCTHOU KHUIIKH IOJIHOCTbIO ~ PA300IeHbI. OHn 3a4acTylo
CONPOBOXJAETCS MHOXXECTBEHHbIMU aTpPe3usMHA MUIIEBAPUTEJNbHOIO TpakKTa M
OTJIMYAEeTCS HEGJIArONPUSATHBIM TEYEHUEM.

CUMOTOMBI aTpe3nu IBEHAALIATUIIEPCTHOU KUILKHU

[TosiHasg o6aMTepalys MPOCBeTa KHUIEYHUKA BbI3bIBAET SPKYI KJIWHUYECKYIO
KapTHUHY C EePBbIX 4YaCOB >KU3HU HOBOPOXJAeHHOr0. OCHOBHBIM NPHU3HAKOM SIBJISIETCS
MHOTOKpaTHas pBoTa. [Ipy pacnoJio’)keHUU aTpe3uu HUxKe paTepoBa COCKa PBOTHbIE
Macchl MPUOOPETAIOT KeJTOBATO-3€JIeHbIH 1BET, MOCKOJIbKY B HUX MPUCYTCTBYET
*kes14b. [Ipy BbICOKOH J1yo/ieHa/IbHOM OOCTPYKLMU HAOGJ/0AaeTCsl pBOTA OeCliBETHBIM
COZleP>KUMbIM, IPU MOMNBITKAaX KOPMJIEHUs MJIaJieHlla — CTBOPOXKEHHBIM MOJIOKOM.

XapakTepHbIM NMPHU3HAKOM 0O0JIE3HU SIBJSIETCS OTCYTCTBHE MEKOHUSI B INEPBbIE
CYTKH KU3HHU, 4YTO HabJstogaeTcsa y 70% paeteit. bosiee 40% muafieHLleB CTPaZalOT OT
naToJiornyeckoi xeatyxd. OHa BbI3BaHA HapyllleHUeM OUJIMPYOMHOBOrO Oo6MeHa U
MOBBILIIEHHOMN CeKpelhel TJIIOKYPOHUAA3bl B KUIIEYHUK — pepMeHTa, CBSA3bIBAIOIIETO
6uaupyouH. Ha ¢oHe pBOTHI U OTCYTCTBUS IHTEPAJbHOrO MUTAHUS HapacCTAlOT

NpU3HAKH 00e3B0OKUBAHUS, BO3MOXXHbI CYJIOPOTH, COHJIMBOCTb U apyrue
HEBPOJIOTHYECKHE CUMIITOMBI.

OcnokHeHUs1

JlyofieHanbHasi aTpe3usi - KpailHE ONacHOe COCTOSIHWEe, KOTOpoe JeJiaeT

HEBO3MOXXHbIM KOpMJIeHHE pebeHKa W OBbICTPO TMNPHUBOAUT K KPUTHUYECKOU
jerujapartanudu. HapyuieHus  BOJHO-3JIEKTPOJIMTHOTO OOMeHa  MNpPOSIBJASIIOTCA
3amajlaHueM pOJHUYKOB, /[JMTEJbHbIM IJlayeM 6e3 cJje3, pPe3KUM W CKYAHbIM
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MOY€E€HCITYyCKaHHUEM. HpI/I OTCYTCTBHUHU KOPPEKLHUHN IIOTEPL KHUIKOCTHU Ha6JII'O,£[aeTCH
[Iporpeccupyriiee YrHeTeHue CO3HaAHHA BIIJIOTb A0 KOMDI. CocTosiHUE
YCYFY6J'IH8TCH 0eJIKOBO-9HEPreTUYeCKOU HeJJOCTaTOYHOCThIO.

B 2,1-44% cny4daeB pAyoJeHa/lbHas OOCTPYKIMS CO4YeTaeTCsd C aTpe3ven
nuieBoga. KoMOuHanusa AByX NOPOKOB Pa3BUTHSA Ha3blBaeTCs CHMHJPOMOM CpeJHEN
auHud. [laTonoruss vMeeT HeOJIATONPUATHOE TedyeHUWe M C TPYAOM MOALAeTCs
PEKOHCTPYKTUBHBIM OIepalusM, K TOMYy e B peabUIATAMOHHOM Iepuoje
CYyLeCTBYeT BbICOKMU PUCK OCJIO)KHEHUH. B CBA3M ¢ 5TUM KOMOMHMPOBAHHBIN MOPOK
OTJ/IMYaeTCH BbICOKOM JIETAJIbHOCTBIO.

Y HeKOTOphIX JeTel OCJIOXKHEHUSA BO3HUKAIOT B IIOCJE0NepalMOHHOM Iepruo/e.
CaMbIM 4YacTbIM NOCJECTBUEM XUPyprudyeckon koppekuuu atpesuu JAIK cuuraerca
YKeJyJOUHO-MUIeBOJHBIN pedJIIOKC, KOTOPbIM NOBBIIAET PUCK Pa3BUTHUSA 330Qarura.
U3penka Hab/0faeTcs MerajyoJleHyM - paclidpeHhe NPOKCUMaJIbHOTO OTAeJa
JIBEHAILIATUIIEPCTHOW KHILKH, KOTOpOe CBfI3aHO C HapylleHUsAMU MOTOPHOH
$YHKIMM NUIEBAPUTEIbHOIO TPAKTA.

JluarHoctuka

CoBpeMeHHble MeTO/Jbl BH3yaJM3alUU [JeJIaloT BO3MOXHbIM BbISBJIIEHUE
NaTOJIOTUX ellle BO BHYTPUYTPoO6HOM mnepuojie. [lopok mosHOCTbIO cHOpMUPOBaH
npubIU3UTEeNbHO K 12-14 HeJe/siM aHTeHAaTa/lbHOTO Pa3BUTHUS, YTO COBIAJAET C
BpeMeHeM I[pOBeJleHUsI MepBOro CKPUHUHIra OepeMeHHOCTH. /[ljsi [0pOJ0BOro
ompejieJieHUs] aTpe3uMu /[BeHaJLIaTUIEPCTHOW KHUIIKU MPUMEHSKT CJeAyloliue
MEeTO/bl:

« Y3U GepeMeHHOCTH. [Ipu sxocoHorpaduu omnpejessieTcss NaTOTHOMOHUYHBIN

NPU3HAK aTpe3uM [ABEHA/LIAaTUINEPCTHON KUIIKHA — CUMIITOM JABOWHOTO My3bips. OH
npe/CcTaBJseT cO60U ABA YPOBHS CKOIJIEHHUS KU/JKOCTH, PACIIOJIOXKEHHBIX B JKeTy/iKe
¥ Ha4aJIbHOM OTZeJie KUIIEYHUKA. 3a4aCTYI0 BBIABJISIOT MOJUTHAPAMHUOHUIO.

« KopaouenTes. UHBasuBHOe HcC/leZloBaHUE Ha3HA4yalOT NPU MOJO3PEHUU Ha

COYyeTaHHble aHOMAJIMM Pa3BUTHS, KOTOpPble MOTYT OBbITh NPOSIBJIEHUEM OJHOU U3
XPOMOCOMHBIX aHOMaJIUuH, npexje Bcero, cuHpoM /JlayHa. [losydeHHBI MaTepuas
MCIIO0JIb3YIOT JJ1s1 KAPUOTHUIIMPOBAHUS IJI0/A.

[locTHaTa/sbHasi [AMArHOCTUKA MNAaTOJOTMM HAYMHAETCs C  BbISIBJEHUSA
XapaKTepHOM  KJMHUYECKOM  KapTUHbL.  /JlJig  NOATBEpXKJeHUs  JUarHosa,
AuddepeHUPOBKU MOJHON U YaCTUYHON GOpMBbI OOCTPYKL UM JIBEHAJLLATUIIEPCTHOM
KULIKA Ha3HavyaeTcs 0630pHas peHTreHorpadus OpIOIIHON

I0JIOCTY HOBOpPOXKAeHHOoro. Ha cHUMKe omnpepesisieTcsl ONMUCAHHBIA Bblllle MPU3HAK
JIBOMHOTO My3bIps. UYTOOBI OLIEHUTH TSXKECTb HapylleHWH roMeocTasa, MPOBOAAT
KJIUHUYECKUN U OMOXMMUYECKHUHM aHAIU3bl KPOBU.

JleyeHue aTpe3uU ABEHALLATUIEPCTHON KHUILKHU

Xupyprudeckass omnepaunusi -  €JUHCTBEHHBbIA  CIMOCO6  BOCCTAHOBHUTHb
NPOXOAMMOCTb KHILEYHOU TpPyOKU. Eciu AuarHos Obl yCTAaHOBJIEH NpeHaTaJbHO,
BMeILaTe/bCTBO JIAHUPYIOT HAa epuo/, 24-48 yacoB nocJie poxgeHUs: MiaJieHla nIpu
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YCJIOBUM €ro yAOBJETBOPUTEJbHOro caMoyyBcTBUSA. Ecau artpesus [IIK
JIMarHOCTUpPOBaHa M03)e, HE06X0JUMO BOCIOJHUTb BOJHO-3JIEKTPOJMUTHBIN 6GasaHC
Y HOpMaJIM30BaTh COCTOSIHUE NAllMeHTa 0 HavyaJ/la onepaluu.

[Ipu [ Tumne 06CTPYKIUU BO3MO>XHO pacceyeHue MeMOpaHbI
JIBEHA/ILIaTUNIEPCTHON KUIIKKM 6e3 aHAacTOMO3UpPOBaHUA. B ocCTa/bHBIX Cjydasx
HaKJIaJbIBAlOT aHACTOMO3, YTOObI 00ECHeYUTh MPOXOXKJEeHHEe MUIIEBbIX MacC IO
KulleyHuky. Omnepanydu  BBINOJHSAKTCA  JByMsl  CIIOCOOAaMH:  JIalapOTOMMS
(kslaccuyeckuil paspe3) W Janapockonus (MaJloMHBa3WBHas TexHUKa). BTopoi
BapyMaHT UWMeeT IMpeuMyllecTBa OJiarojapsi MNaHOPAaMHOW  BHU3yaJM3alluu
OMEepPalMOHHOI0 MO0Jisl, MeHbllled TPAaBMAaTUYHOCTH U JydlleMy (YHKIMOHAJIbHOMY
pe3yJbTaTy.

Xupypruueckoe JiedeHUe [10NOJIHSAeTCS UHQY3MOHHOU Tepanuerd, 06beM U
COCTaB KOTOPOW OMpeessiioT C yUeTOM JAaHHbIX JlabopaTOpHOro ucciaenoBaHus. s
NUTaHUsA pebeHKa A0 BoccTaHoBJieHUs paboThl KKT HasHavyaloT nmapeHTepasibHOE
BBeJleHHe HYTPUTUBHBIX cMeced. [lo mnokasaHUSM NPOBOAUTCSA BOCIOJHEHHE
TUIIOBUTAMHWHO30B, KOppeKLUd [JApYyrux M[epuHaTaJbHbBIX WA BPOXKAEHHBIX
MaTOJIOTHH.

[Iporuos u npoduasakTrHkKa

[Ipy H30/IMPOBAaHHOU aTpe3WM /[BEeHAJLATUIEPCTHOM KUUIKU MPOTrHO3
OTHOCHTEJIbHO 6J1arONpUSATHBIN, 0COOGEHHO MPU JAO0POJIOBOM AUATHOCTHKE MPOO6JIEMBI
M YCHEeIIHOM MNpOBeJeHUU IJaHOBOM omnepanuu. Cepbe3Hble ONaceHUs Bpadeu
BbI3bIBaeT coyeTaHHas atpe3us JIIK u nuieBo/a, 1eTalbHOCTb NPU KOTOPOU MOXKET
nocturatbh 50%. AjnekBaTHble Mepbl NPOPUJIAKTUKUA MATOJOTMM He pa3paboTaHbI.
Jl/is1 paHHero BbISIBJI€HUS MATOJOTUU GepeMeHHbIM Heo6X0JUMO Cob6J0AaTh rpaduK
CKPUHUHIOB Y BU3UTOB B XXEHCKYI0 KOHCYJ/IbTALUIO0.
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