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Pesome

Accommaimsi VACTERL npencrasnsier co6oii Habop
ONpEIeTICHHBIX AHOMAJMI Pa3BUTHS, COCPEIOTOYEHHBIX
Y OITHOTO HOBOPOXKAEGHHOTO, KOTOPBIE BKITIOYAIOT MTOPOKU
Pa3BUTHSI MUIEBO/IA, MPSMON KUILIKH, CEP/LA, TTOYEK, M0~
3BOHOYHOIO CTONIOA M KOHewuHocTel. HaydHble paGoThl,
MOCBSIICHHBIC U3YyYEHHIO 3TOTO CIIOKHOTO 3a00JIeBaHNs,
HO-TIPSKHEMY SIBIISFOTCS PEAKMMH. BobIMHCTBO Hcce-
JIOBaTesieii HaCTaUBAIOT HA TOM, YTOOBI B COCTABE CHHJIPO-
Ma TPHUCYTCTBOBAJIM IO KpaiHel Mepe TpH KOMIIOHEHTa
(aHOMaNMsl TO3BOHKOB, TPAaXEONMUILEBOAHAS (HCTYNa
Y QHAJIbHAS aTpPe3ust), XOTs IPYTHE CTOST HA TIOCTOSIHCTBE
cocrapisroiinx VACTERL-acconmanuy. JleueHue cus-
ApoMa ODBIMHO OrPAHIHBACTCS XMPYPIrHYECKUMH BMe- eliminate abnormalities of the cardiovascular and
WATeNECTBAMH, HEOGKOMMMBIMH, OGB! BOCCTAHOBHTS excretory system and extremities. The scientific

TTILCBOZ, aHYC, YCTPAHUTL aHOMAJTMH CEpACHHO-COCYH- research is devoted to the study of VACTERL,
CTO#i ¥ BBIJICITUTEILHOM CHCTEMBI, KOHEIHOCTE!H. HayaHbit

0030p mocesmieH mydeHmo VACTERL-accommanmm,
HPaBUIILHOI MHTEPIPETAINH €€ KOMIIOHEHTOB, OIpe/ierie-
HUIO CJIA0bIX CTOPOH 3HAHU U OMHMCAHUIO COBPEMEHHBIX
JIe4eOHBIX TIOAXO0I0B, PEAHA3HAYCHHBIX I KOPPEKLIMU
XUPYPrHIECKUX aHOMAJINH, BXOISIIHMX B CHHIIPOM.

Abstract

VACTERL association is a set of certain ab-
normalities in one newborn which include defects
of the esophagus, rectum, heart, kidneys, vertebral
column and extremities. Research papers devoted
to the study of this complex disease are still rare.
The majority of researchers insist that the syn-
drome was composed at least of three components
(abnormalities of vertebra, tracheoesophageal fis-
tula and anal atresia) though others believe that the
constituents of VACTERL are constant. Treatment
of the syndrome is usually restricted by surgeries
which are needed to restore the esophagus, anus,

correct interpretation of its components, determi-
nation of knowledge weaknesses and description
of modern therapeutic approaches intended for the
correction of surgical abnormalities included into
the syndrome.
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3Us NUWLEB00A, HOBOPOHCOEHHbIE

Beenenue u D. Smith [1]. DTo noHATHE BKIFOYAET CTATHCTHYCCKH

Cunnpom VATER — akpoHHM, COCTOSIIIMHA M3 Ha-  HecOy4yailHOE OJHOBPEMEHHOE BO3HHKHOBEHHE TPYIIIBI
YaJbHbIX OYKB AHIIMACKMX Ha3BaHMW TIOPOKOB pa3-  BPOXKACHHBIX aHOMaui [2]: mo3BoHOUHBIE Ae(eKThI (V),
BUTHSI, — BIIEPBBIC Onmucaiy B KoHIe XX Beka L. Quan  anampHas arpesus (A), TpaxeonumeBoanbii ceuil (TE)
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¢ win Oe3 aTpe3un MHIIEeBOA, aHOMAJIMHU JTy9IeBOI KOCTH
i HapytieHus popmuposanus modek (R). [Tockombky
1oo0HBIN HA0Op MeeKTOB HAOMFOAJICS TOPa3/I0 dallle
BMECTE, YEM pa3JeNbHO, TO TaKOE SIBJICHUE HAa3BaJM ac-
conManyeid. 1o yTBepikAeHHE ObUIO MOIJIEPIKaHO TEM,
YTO JI0 CHX TIOp He ObLla 0OHapy)keHa Kakasi-T1u00 00b-
eIMHSIONAas PUYNHA, KOTOopas mpuBesia Obl K 3TOMY
COCTOSIHHIO, KOTOPOE Tereph 0003HAYar0T CHHAPOMOM.
OnHo W3 00BsICHEHWIT OOBEIMHEHUS MHOKECTBEHHBIX
MOPOKOB Pa3BUTHSI B OHY TPYIMITy MpPEAIonaraeT Uaeto
«aedekra pa3BUBAIOILETO TIONS», KOTOPBIH BBI3BIBAET
TIOSIBIIEHNE MHOYKECTBEHHBIX aHOMAJTHIA, TIPOUCXOSIINX
B TiepHoj OnacToreHe3a B TPaHWIAX HEONPENEeNIeHHO-
IO MPOCTPAaHCTBAa AKTUBHBIX T'eHOB [3]. OxoHuarensb-
HOE€ MPEAIONIOKEHNE 3TOM TEOPHH IPELyCMaTpHUBAcT,
yro accormamus VATER Oblna Ob1 Oosee TOYHO omuca-
Ha KaK «IEPBUYHBIA TOIUTONHBIA Ae(EeKT pa3BUBAIO-
IIETOCS TOJIsHY, TIOCKOJIBKY 3TO OMpEeNIeHHE OTpaKaeT
CBSI3b MIPUYMHBI C Pa3BUTHEM MHOTOYHCIIEHHBIX aHOMa-
mmid. Bekope mociie mepBoHavYaibHOTO OnucaHus, (hop-
myna cuHapoma VATER Obima TpanchopmupoBaHa
B VACTERL [4, 5]. lnarnoctuueckue KpUTepruu paciim-
PEHHO accoIMaIy MPEToaraloT COCYAUCTbIE aHOMa-
mun (dacth OykBeI «V» B VACTERL), BKITIOUas emuH-
CTBEHHYIO ITyTIOYHYIO apTepHUIO KaK YacTh OMpPEIeIeHUs..
Bpoxnennsie mopoku cepana («Cy») 1 TOTIOTHATEIbHBIC
aHoMaJMu KoHeuHocTed («Ly), ommunbe oT JaedexToB
JIy4eBOH KOCTH, KOTOpBIE SBIISIOTCS B HACTOSILIEE BpeMs
HOBBIMU KOMIIOHEHTaMH «CTaporoy CHHAPOMA.

Crout 00paruTh BHUMAaHUE HA TO, YTO JIO CETOIHSIII-
HET0 MOMEHTa HE CyIIeCTBYeT YCTOWYMBOTO COIJIacHs
OTHOCUTEIIFHO CTPOTHMX JIMarHOCTUYECKHX KpPUTEPHEB
VACTERL- cunpoma, X0Tsi OOJBIIUHCTBO KIMHUIIMCTOB
1 HccieioBaresieil HacTauBaroT Ha MPUCYTCTBHUH T10 Kpaii-
Hel Mepe TPEX COCTABIIAIOMINX JUArH03a — TOPOK PAa3BUTHS
TO3BOHOYHHMKA, TPAaXeoNuIIeBoAHas (hUCTyIa U arpe3ust
a”yca [6]. Ipyrue akuueHTUpyIOT BHUMaHUE Ha OIPENIENICH-
HBIE «OCHOBHBIE)» OCOOCHHOCTH, TAKHE KaK aTpe3usl IHIIe-
BOZIa U QHOPEKTAIbHBIE AHOMAJIUM, YTO HE MEHEEe BaXKHO,
MOCKOJIBbKY auddeperimansabiii  quario3 VACTERL-
accoIManyy JOCTaTOYHO IMPOK [5]. TimarenbHbI KiH-
HUYECKHI 1 JJAOOPATOPHBII aHAIN3 HE TOKESH IPHUBOIVTE
K JIOKa3aTebCTBaM aJbTepHATUBHOTO AuarHo3a. Jis mo-
JIy4eHHs! TOCTOBEPHON MH(OPMAIK OTHOCUTENBEHO KaK-
JIOT0 KOMIIOHEHTa CHHIPOMA HEOOXOOUM KIMHHYECKHI
Ppazdop ero COCTaBIISIIOIIMX KOMIIOHEHTOB.

UccnenoBannsi, W3ydaOmye aTpe3wio  IIHIIe-
BOJAa B COCTaBE AacCOLMAlMM aHOMAJMHA, W3BECTHOM
kak VACTERL, sBrstorcst papuretHpiMu. Jlo cux mop

96

POCCUMCKWH BECTHUK 2016 Tom VI N 3

OCTAIOTCSl HESICHBIMH MCXOIbI JIEYEHUS 3TOTO CIIOXKHOTO
B IUIAHE JUArHOCTHKH U BBIOOPA ONTHUMAJIBHBIX XUPYPIHU-
YeCKHX CTpareruii 3adonesanus. Hay4nsiii 0030p mocss-
meH meydennto VACTERL- accormarim, mpaBHIIEHOM
MHTEpIPETALIH €€ KOMIIOHEHTOB U OIIMCAHUIO COBPEMEH-
HBIX JIEYeOHBIX IMOIXONOB, MPEIHA3HAYECHHBIX IJISI KOp-
PEKLINH XUPYPIUUECKUX aHOMAJIMH, BXOJISIHX B HEE.

Kianaudeckoe onucanme

Accommarmuss VACTERL onpenensiercst kak Habop
OTIpe/IeNICHHBIX aHOMAITNH Pa3BHUTHS, COCPEIOTOUEHHBIX
Yy OIHOTO HOBOPOXIEHHOTO. BONBIIMHCTBO HccienoBa-
Tenel HacTauBalOT Ha TOM, YTOOBI B COCTaBe CHHAPO-
Ma IPUCYTCTBOBAJIU 110 KpaiHEl Mepe TPU KOMIIOHEHTA
(aHOoManus TO3BOHKOB, TPAaXEOIHIIEBOAHAS (HCTYA
W aHaJIbHAs aTpesus), XOTs JPYyTHe HaCTauBaloT Ha IMO-
CTOSTHCTBE cocTapisromux [7—12]. Takum obpazom, cy-
IIECTBYET MIUPOKAsi CTETIeHb MHTEPIIPETAIlM TEePMIHA
C TOYKH 3pEHHUS TOTO, KaK JUarHOCTHUECKUE KPUTEPUU
ofpeneNieHbl U MpuMeHeHbl. Kaxaplil maiuenT ¢ noao-
3peBaemoii accormanueit VACTERL 3acmykuBaet Tia-
TENBHOTO paccMOTpeHus. VccenoBareny U KIMHAIH-
CTBI JTOJDKHBI aKKYPaTHO MTPUMEHSTH TUAarHOCTHIECKUE
KPUTEPHUU CHHAPOMA, TIPEICTABIEHHBIE Iajee.

«V»: aHOMalIM{ TMO3BOHOYHHUKA BBISIBIAIOTCS IpPH-
ommsurensHo y 60-90% mnanuentos. [103BoHOYHBIE aHO-
MaJTH BKJTFOYAIOT 1e(peKThI CETMEHTAIINH, TAKHE KaK I10-
JIYTIO3BOHOK, TIO3BOHOK B BUJI€ «0a00YKI, KITMHOBHTHBIH
TO3BOHOK, CpPAaIeHUs] TO3BOHKOB, CBEPXKOMILIEKTHBIN
WM OTCYTCTBYIOIIMI IO3BOHOK U Apyrue (opMbl Hapy-
IIEHNs pa3BUTHA MMO3BOHKOB (pHc. 1). Y marueHToB Mo-
ryT OBITh aHOMaUK pebpa 6e3 M03BOHOYHBIX AHOMAJIHHA.

CrienmasnpbHOE 3aMeuaHne KacaeTcsl eANHCTBEHHON
MYTIOYHON apTepuy, KOTOpast BBIABISIETCS OTHOCHTEINb-
HO yacTo y nmauueHToB ¢ accouuanueit VACTERL. Oto
OUYCHb BaXXKHBIM JAOPOMOBBINA MPU3HAK ACCOLMALIUU, TO-
CKOJIbKY OH MOXKET OBITH ITEPBBIM PU3HAKOM CHHIIPOMA.

«A»: aHanbHasg arpe3usi BCTpedaeTcs NpUOIH-
3utensHO Yy 55-90% mammentoB. OTCyTCTBHE aHyca,
KaK MpaBuiIo, 00HAPYKUBAETCS CPasy MOCIIe POKIACHUS
(puc. 2). Onnako apyrue GopMbl, CONPOBOKAAIOLINECS
CTEHO30M WJIH 3KTONMEN aHyca, MOTYT Ka3aTbCs aHaTO-
MUYECKH HOPMAJTHHBIMU Ha MEPBBII B3I U TTPOSIBIIS-
I0TCsI B OOJIee MO3/IHEM BO3pacTe.

«C»: BpOXKIIEHHBIC TIOPOKH CepAra HaOIIOTaroTCst
y 40-80% nauuenToB ¢ accounanueit VACTERL. Bax-
HO yKa3aTb, 4YTO HEKOTOPbIE HCCIIEIOBAHUS PEKOMEHTY-
10T HE BKJIIOYATh CEpJEYHbIE aHOMAJIUK B JUArHOCTHYE-
ckue kputepun VACTERL-cuHapoMa, MOCKOIBKY OHU



Puc. 1. KoxtpactHas KombloTepHas ToMorpadhuisi C TpeXMEpHO
(3D) peKOHCTPYKLME FpyAHOIA KNETKI HOBOPOKAEHHOTO C aTpe3uel
MULLEBOAA — aHOMaNK Pa3BuTs No3BOHKOB B Buae 10-ro nonyno-
3BOHKa v pebep no Tuny cpatlerns 9-ro u 10-ro pebpa cresa (0bo-
3HaYEHO CTpenkamy)

Puc. 2. AxanbHas atpesus y naumenta ¢ VACTERL-accoumavmeit

pacrpocTpaHeHbl y MAIMEeHTOB C aCCOIMAIlel He JaIlle,
4yeM B O0IIeil MOIMyJISIY MMAIEHTOB C aTpe3neil IHIIe-
Boza. TeM He MeHee CTPYKTYpHbIE CEpIACYHBbIE aHOMa-
nuu BeTpevaroTcs B coctaBe accouuanu VACTERL,
U UX CIICKTP MOXKET KOJIeOaThCsl OT CEPbE3HBIX CTPYK-
TYPHBIX JIe()eKTOB, HECOBMECTUMBIX C JKU3HBIO, 10 Ma-
JIBIX aHATOMUYECKHUX aHOMaJIHMH, KOTOpble HE TPeOyroT
KOppEKIIMM B TMEpUOoJ MIaZeHuyeckor »ku3Hu. Kare-
ropu3aius CcepleyHbIX Ae(PeKTOB TMOAHWMAET APYTou
BaXHBI BOIIPOC, KOTOPBI OTHOCUTCS K acCOLHaIUs
VACTERL, — HexoTopble Majble aHOMaJIU{ pa3BUTHA
cepana (OTKPBITHIN apTepHaIbHBIA MPOTOK U OTKPBITOE
OBaJIbHOE OKHO) HY)KHO CTaHJIAPTHO CYUTATh HOPMAJb-
HBIMH COIyTCTBYIOLUIUMH COCTOSTHUSIMH, & HE COCTaBIISI-
ro1uMu komnoHeHntamu accouuanyu VACTERL.
«TE»: arpe3us nuineBoja BCTpeyaeTcs: NpruOI3u-
tenpHO Y 50-90% manmenToB (puc. 3). AHTeHaTaIbHBIC
MIPU3HAKY aTPE3WH MUIIEBOA BKITFOUAIOT TOJIUTHIPAM-
HUOH, WJIH OTCYTCTBYIOINH kemymok. CrekTp 330(a-
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Puc. 3. PenreHoBckoe 1ccnienoBaHe HOBOPOXAGHHOMO C aTpe3neit
MULLIEBOAA — OMPELENEHie «CMEnoroy MPOKCUMAmbHONO CerMenTa
MULLIEBOAA (ORMHAPHAS CTPENKA), aHOMamy Pa3BIUTA MO3BOHKOB

B BIYTIE MOMYMO3BOHKA (ABOIHAs CTPENKA), HANMUMS rasa B KULLEYHMKE
(TpoitHasi cTpenka)

reanbHoi arpe3un B coctaBe VACTERL- cunapoma
HE OTJIMYACTCS OT Kjaccuyeckoi (opMbl mopoka. ITo
COCTOSTHUE, KaK MPaBUIIO, HY)KIA€TCS B OINEpaIiu, KO-
TOpasi MPOU3BOANTCS B TIEPBBIC HECKOJIBKO JHEH KU3HMU.

«R»: moueuHbIe aHOMAJNH COCTABISIOT IPUOITH3H-
tenbHO 50-80%. ITopoku pa3BUTHS MOYEK BKIIIOYAIOT
areHe31I0 WK TUIOIUIA3UI0 TIOYKU C OJTHOM CTOPOHBI
WIN C JBYX CTOPOH B PEAKUX CIIydasX, MOIKOBOO-
OpasHyI0 MOYKY, MyJIBTUKACTO3HBIE TTOYKH, AHOMAIIUU
MOYETOYHUKOB. B OTIIMYme OT MHOTHX JPYTHUX KOMIIO-
HeHTOB acconuanuu VACTERL, kotopble sBISIOTCS
OTHOCUTEIFHO KJIMHUYECKHA OYEBHUIHBIMHU, MOYEUHBIE
AHOMAJIMU CKPBITHI OT IJIa3 U OOHAPYKUBAIOTCS TOCIIE
yIITyOIeHHOTO 00CTIeIOBaHMSL.

«L»: aHOManuyu KOHEYHOCTEW BCTpEUYaroTCs MpH-
ommsurensHo y 40—-50% nanueHToB. DTH TOPOKHU KIlac-
CHYECKHU OIpeAeNICHbl KaK paJualibHble aHOMAJIWU,
BKJIIOUAIOIIME aIlIa3ui0 WM THUIOIIIA3UI0 Jy4eBOM
KOCTH, JHMana3oH aHOMAaJui KOHEYHOCTEH JOCTaTo4-
HO IIMPOK W BKIIIOYAET aHOMAJIMU OOJIBIIOTO Maliblia
(aruTa3us WM THIOIIIA3W), KOJIMYECTBA MaJbIeB (110~
JTUIAaKTUINS ), KOCONANOCTh (puc. 4).
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Puc. 4. BpoxzenHas gechopmauys nesoit CTonbl (KoconanocTs)
y naumenTa ¢ VACTERL-accouvaLmer

InuAeMH 00T U

JI0BONIEHO TPYAHO TOUHO ONPEAETUTh YACTOTY MOSIB-
nenust VACTERL-cunpoma, mockoIbKy pa3IndHbIE UC-
CJIEIOBAHUSI MCTIONB3YIOT OTIMYAIOIINECS IPYT OT Apyra
muddepeHIaTbEHBIE  KPUTEPUN  BKITIOYCHUST TIOPOKOB
pa3BuTUs B accouuanuro. I1oatomy yactora BOZHUKHO-
BEHUSI aCCOLMAIMU IIHPOKO BApbUPYET U COCTABISIET
ot 1:10000 mo 1:40000 noBopoxkeHHbIX [13—15].

He cymecTtByer yOeauTEeNbHBIX JOKA3aTEIbCTB
BBICOKOTO YPOBHS BBISIBIIGHUS] CHHIPOMA B OTIPENIEIICH-
HBIX O0JIACTSIX MUPA WX B OTIPEIETICHHOMN KOTOpTe Ha-
ceneHusi. Hekoropble uccienoBaHusl MPEANONOKUIIH,
YTO KOMIUIEKC TIOPOKOB Pa3BUTHsI Oojiee pacmpocTpa-
HEH y MalUeHTOB My)ckoro mona. Ilockonbky acco-
nuanus VACTERL odens pazHOpoaHA, TPYNITUPOBKA
MAIMEeHTOB TOCPEACTBOM OTOOpa (HEHOTHUITUYECKHUX
MIPU3HAKOB SIBISICTCS BAXKHEHMIIINM 11aroM.

Takast rpynnupoBKa monaraercst B OOJIbIION CTe-
MIEHU HAa TIIATEJIBbHYIO U MOJHYIO KIMHUYECKYIO OLIEH-
Ky TaIlMeHTOB U OYCHb Ba)KHA, TaK KaK OOBEIUMHCHUC
B accolManuio QEHOTUITMYECKH OJMHAKOBBIX MallieH-
TOB MOXKET Pa3rpaHUUYUTh MAlMEHTOB C MHOXECTBEH-
HBIMHU IIOPOKaMH Pa3BUTHUA, KOTOPbIE OTIMYHBI OT ac-
cormanuu VACTERL.

Cunapom VACTERL-H

Oxazanoch, 4TO MAIMEHTHl ¢ THITUYHBIMU TPHU3HA-
kamu accormarn VACTERL, HO compoBoXkaromuecst
runpornedanuei (H), bopMupyror rereTndecku u heHo-
tunuuecku oTnuHbeld 0T VACTERL-cunapoma nopok
pa3BuTHS, KOTOPBI HocuT uMst bpruapna DBanca (Briard
Evans), wmu VACTERL-H. D10t cunapom o0bIMHO Ha-
CJIETyETCs TI0 ayTOCOMHO-PEIIECCHUBHOMY THITY.

beuio ompenmeneHo, dYTO TPUYMHON OOJIC3HHU
VACTERL-H sBnsiercs MyTtauus reHa, pacroyioxeH-

98

POCCUMCKUM BECTHWUK 2016 Tom VI Ne 3

Puc. Ne5. OxoHuaTenbHblit BUf TOPaKOCKOMMYECKOro aHacToMO3a
n1wesona

Horo B jokyce PTEN [16]. IlogoOHOE MecTomonoxe-
HHUE MyTalll{ 3aMe4eHo Taroke npu cuaapome Cowden
u cunapome Bannayan Riley Ruvalcaba. TpeOyercs
JMANbHEHIINIA yTITyOIeHHBIA aHAJIM3 STOTO JIOKyca,
YTOOBI ONpPENeINTh KOHKPETHBIA T'€H, OTBETCTBEHHBII
3a Bo3HUKHOBeHHe cunapoMa VACTERL-H.

V¥ mnaunuentoB ¢ cuHapomMoMm VACTERL-H ua-
CTO €CTb JABYCTOPOHHHWE W CUMMECTPUUYHBIC aHOMAaJIUU
Jy4eBOM KOCTM B BMJE aIUla3uy, aTpe3us MUILEBOIA
W aHajbHas arpesus, ruaponedanus, paciuieruieHue
BepxHel TyOnl 1 Heba, aHOMaJIMH YIIHBIX PAKOBHH.

Otronorus ruApouedaniu NpeacTaBieHa CTeHO-
30M BOZIONIPOBO/IA MO3Ta, HO MOYKET BKJIFOUATh U IPyTHE
MIPUYHMHBI, HAIIpUMep aHoMaluio ApHonbaa-Kuapu.

VACTERL c¢ rupponedanueit — dUpe3BEIYaAWHO
peoKoe TEeHETHYECKOe OTKIOHEHHE, OTIMYaroIeecs
ot npocroiil accormanun VACTERL, kotopas sBnser-
sl ciy4yaliHON accouuanyell BpoXIeHHbBIX 1e()EeKTOB.

IIporuno3 manuentoB ¢ cuaapomomM VACTERL-H
HEYTELIMTEJIEH U3-32 CEPbE3HOCTH aHOMAJIUM pa3Bu-
Tusl. BopkuBaeT Tonpko HeOONbIIAs 4acTh HOBOPOXK-
JneHHbIX. OHAKO XM3Hb BBDKUBIIMX MIIJICHLEB YC-
JIOKHSIETCS IOCIEACTBUSIMHI MHOKECTBEHHBIX IOPOKOB
U CBsI3aHa C OTPaHMUCHHEM UX (QPU3NUIECKUX BOZMOKHO-
creii. TakuM 00pa3oM, MPOTHO3 IS )KU3HHU MAlUCHTOB
¢ arpesuedd mmmeBona, crpamarommx VACTERL-H,
ocTaeTcs HeOIarompusITHBIM, Jake HEeB3Upas Ha d¢-
(heKTHBHBIN aHACTOMO3 330(hareanbHBIX CETMEHTOB.

ITHoJOTHSA

CymectBytot nanusie o nmoropenuun VACTERL-
aCCOITHAINH B CEMBIX, KOTOPHIE HABOMAT HAa Pa3MBIIII-
JIEHHsI O HACJIEZICTBEHHOM MTPOUCXOXKICHUU CHHIIPOMA.
I'eHeTHyeckre MPUUYUHBI, BBI3BIBAIOIINE ATPE3UIO TIH-
IIEBO/Ia, OMKCAHBI JJI1 000COOJCHHBIX TPYIIl Tally-
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€HTOB C 330(areabHBIM HMOPOKOM (TPHUCOMHUS, JIele-  KOTOPBIC THITBI IO3BOHOYHBIX aHOMAJHH, BPOXKIEHHBIX

U1 XPOMOCOM, MyTallM T€HOB), HO HE OJlHA U3 HUX  TOPOKOB CepAlla U MOYeK, AedopManuyl KOHEYHOCTEH

He cBs3aHa ¢ acconmanued VACTERL. MOTYT OBITh YCTaHOBIICHBI JOBOJILHO JIETKO € TIOMOIIBIO
ITockonbky accommamuss VACTERL kaxercss — mpeHATATBHOTO YABTPA3BYKOBOTO MICCIICTOBAHMS.

Ha MEpBbIA B3DISIA PAa3sHOPOLHOM, CYIIECTBYET BO3- BaxHO NOMYEPKHYTh, UTO BBIIBJICHUE €AMHCTBEHHOM

MOKHOCTH TOTO, YTO 3TOT CHHJIPOM MOXXET OBITh pea-  MYIOYHOH apTepry MOXKET OBITh IIEPBBIM KITFOUOM K pa3-
TU30BaH uyepes moBpexxaeHabie Tensl [17, 18]. Ilomyde-  ramgke auarHosza. [IpucyTcTBre eMHCTBEHHON ITyTIOYHOM
Hbl HE3HAUUTENBHBIC MOATBEPKICHNS T'€HETUYECKOM  apTepuu JAODKHO BCEra CKIJIOHSTH K THIATEIbHON J0po-
MPUPOJBI CHHIPOMA, KOTOPBIE BBISBIEHBI B OKCIEPH-  JOBOH 3KcriepTrse Ha penmer VACTERL-accormaruu.
MEHTE Ha TEPaTOICHHBIX MOIEIISAX aTPE3Uy IHUIIEBO- Huarno3 accormanuu VACTERL mocie poxmerust
J1a, BOCIIPOM3BE/ICHHBIE Y Ta00paTOPHBIX )KUBOTHBIX.  YCTAHABIMBACTCS HA OCHOBAHHMU KIIMHUYECKHX JaHHBIX,
JKuBoTHBIE ¢ MyTalUsSMH TEHOB, TakKMMU Kak Shh  OCHOBAaHHBIX HAa TPUCYTCTBHU OIPEACICHHOIO KOM-
u Gli, nmeror ocobernoctu accounanuu VACTERL.  muiekca BpOXKIEHHBIX MOPOKOB pa3BUTHA. OTIHMYHTENb-
B TO xe Bpems y momed ¢ M30JIMPOBAHHOM accoumM-  HbI quarHo3 cuHapoMa VACTERL mupok u Bkiroyaer
arueit VACTERL He BbwIsBnsitoTcss MyTanmuu Shh.  MHOTOYHMCICHHBIC BPOXKIACHHBIC TIOPOKH Pa3BUTHUS Pa3-
VY manueHToB ¢ MyTalUsSMH, 3aTparuBalOllMMU T'€H  JMYHBIX CHCTEM OpTaHH3Ma, IEpeYrCIICHHBIC BBIIIE.
Shh, ompenensiercs rononpo3snuedanus. BosmoxkHo,  CylecTByeT HEOOXOAUMOCTh B TEHETHYESCKOM TECTH-
YTO y JIIOAEH CYIIECTBYET OoJjiee CIIOKHBIA MEXaHU3M  POBAaHWM BCEX MAIMEHTOB IS BBIABICHUS OTKJIOHE-
peanm3anuy AefcTBHs MOBpeXAeHHOTO TeHa Shh, ko-  Huil B reHerudeckoMm kozae Juist audepeHIraIbHOTO
Topelii MOxkeT mpuBectd K acconuauuu VACTERL — nuarno3a ¢ XpoMOCOMHBIMH M MOHOTEHHBIMH 3a0o0ite-
0e3 MO3roBeIX aHoMaiwid. [Ipyrumu cioBamu, MyTa-  BaHusiMuU. [IpubmusurensHo 90% ciyyaeB acconyanyu
1Sl B T€He, KOTOPbII UrpaeT kiroueByto poib B Bo3-  VACTERL sBustoTcs ciopaaindeckuMu. Y OCTaBIIAXCS
HUKHOBEHUHU CHUHApOMA, MOXKeT (aktuuecku uMmeTb  10% MOryT ObITh OOHAPYKEHBI KAKHUE-JINOO JTOKA3aTelTh-
MHOTOKpaTHbIe AP PEKTH Yepe3 MIMPOKYIO CeTh B3aW-  CTBA HACIEICTBEHHOTO xapakrepa [21-24].
MOJICMCTBUI HA TEHHO-MOJIEKYJISIPHOM YPOBHE.

Ob6cyxaaercs BIMSHHUE TEPAaTOreHHBIX (akTopoB,  JleueHme
BKJIIO4as auabet Marepi [ 19], koTopble MOTYT IPHBECTH Jleuenne manmenToB ¢ accouwmarmeii VACTERL
K accoraniui VACTERL. B nmomonnenue xk MarepuH-  SIBISETCS CIOKHBIM mporieccoM. CyIecTByIOT HIOAH-
cKoMy auabery npyrue (GakTopbl OKpYKaIOIIeH Cpelibl,  ChbI PH PACCMOTPEHHUH MPOOIIEM, CBSI3aHHBIX € KX TOM
BKJIFO4asi BO3ZIEHCTBUE 3CTPOr€HA W/WIIM NIPOTeCTEPOHA,  COCTABIAIOLICH 3TOTO CHHAPOMA.
CTaTHHOB, CBUHIIA, CIIOCOOCTBYIOT Pa3BUTHIO CHHAPOMA. B nenoM neueHuwe mMalMeHTOB C accoluarver

Takum 00pazom, ¢ no3uuuii coppeMmenHbix 3Hannii ~ VACTERL wmoker OBITH pazzeneHo Ha JBa dTara.
MOXHO KOHCTaTHPOBaTh MHOTO(AKTOPHYIO dTHOMOTHH ~ Ha miepBOM 3Tarie BBITOMHSIETCS KOPPEKIHSI COCTOS-
accormmarun VACTERL, B xoTopoil mycKkoBbIe MeXa-  HHIA, OIPEICSIISIONTNX KU3Hh HOBOPOXKACHHOTO. K HIM

HU3MBI, BO3HUKAIOIINE TI0/I BO3/ICHCTBUEM TEPATOTEH-  OTHOCSTCS — WCIPAaBIIEHUE aHOMAaJHMi MHUIIEeBOMa
HBIX (DAaKTOPOB, B3aUMOAEHUCTBYIOT C TI€HETHMYECKOM W NPSAMON KHIIKH, cepAla, Modek. D3odareaabHbIH
BOCIIPUUMYHUBOCTBIO [20]. aHACTOMO3 MU KOJOCTOMHS SIBJISIFOTCS CTaHAAPTHBIMU

MEePBUYHBIMU TIPOIIElypaMH, KOTOpble HEOOXOAMMO
JAmnarno3 BBINOJIHUTh B IIEPBbIE CYTKH XU3HU peOeHKa. AHaTo-

Kak 1 B OTHOIIIEHHU MHOTHX IPYTUX aCCOLMAIIMI TIO- ~ MHUYecKash WM TeMOJUHAMHYECKAs KOPPEKIUS BPOXK-
POKOB, BO3MOKHOCTH 00Hapy UTh VACTERL-cHHIpOM  NEHHBIX ITOPOKOB pAa3BUTHS Cepla MPOU3BOAUTCS
MIPEHATAJIbHO, WUCTONB3Ys yAbTpa3Byk wid MPT, 3aBH- B TeueHHe NEPBBIX MECSLEB KU3HU MJIaICHLIEB.

CUT OT YMEHHS U ONbITA Bpada-niepuHaronora. Onpene- HeoOxonuMo akieHTUpOBaTh BHUMAaHHE YHUTa-
nenHble ocobeHnoctu accormanmu VACTERL, Takwe — Tess Ha ToM, 4to B koroprte mamueHtoB ¢ VACTERL
KaK arpes3ys MUIIEBOJA U aTrpesus aHyca, 4acTo He 00-  acconpanuell Hy)KHO OYEHb TIIATENFHO OTHOCHTHCS
Hapy>KUBAIOTCS [0 MOSIBJIEHUS] HOBOPOXK/ICHHBIX HA CBET. K COXPAHEHHIO COOCTBEHHOTO IUINEBOAA, TAK KaK €ro

OnHaxo onpezeeHHbIE HAXOIKU, TAKUE KAK MIOJIM-  pa300IleHne Cco3AaeT Uil HalueHTOB B Oyayllem
TMAPaMHUOH U OTCYTCTBHE WJIM TUIIOIJIA3Us JKEJIyNKa,  3HAYUTEIbHBIE MPOOIEMBI MPH BOCCTAHOBICHUH He-
MOTYT npeanokuTh Hannuue anoMannu VACTERL. He-  mpepbhIBHOCTH  KeNTyZOYHO-KHIIEYHOTO TPaKTa, TaK
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KaK TOJICTas KHIIKA MOCJIC CEPUU aHOPEKTATBHBIX pe-
KOHCTPYKIWH OyleT HeJOCTyITHA B KaueCTBE IpruemIIe-
MO 3aMeHbI NHILEBOAA (PHC. 5).

Ha BTOpOM 3Tarie BRINONHSIETCS UCIIPABICHUE aHO-
Mamuil, He MPEACTABISIOMINUX YIPO3bI )KHU3HU MIIaJICH-
1a. DTUMHU COCTOSHUSIMU SIBJISIFOTCSL TIOPOKU Pa3BUTHS
MMO3BOHOYHUKA, BEPXHIUX KOHEYHOCTEH, MaJibie aHOMa-
JIMU pa3BUTHS cep/nia u rmouek [25]. Ilnactuka noxan-
KW WJIH HEOUMIDIAHTAIUS MOYETOYHHKA ITPOU3BOIUTCS
B PaHHUE MECSLBI )KU3HU.

IIporuos

B Hacrosimee BpeMsa [OMarHo3 — accoLManuu
VACTERL conpoBoxaaeTcsi HaMHOT'O JIy4IIUM IPOTHO-
30M, YeM B NPEKHUE rofipl. TeM HE MEHEe JaKe C ONTH-
MaJIBHBIMU XUPYPTrHUECKUMU TEXHOJIOTUSIMU HCIIPaBiIe-
HUS «OONBIINX) aHOMAJIUH pa3BUTHSL, TAKHX KaK IOPOKH
pa3BUTHS NHIIEBOMA, aHyca, CepIa, MalueHThl MOTYT
CTOJIKHYTBCSI CO 3HAUUTEJIbHBIMU TPYIHOCTSIMH Ha IIPO-
TSDKCHUH BCEH JKU3HU. DTH TPYAHOCTH KacaroTcs B Iep-
BYIO OUEpE/Ib MHOTO3TAITHBIX KOPPEKIIUI U BO3MOXKHBIX
OCJIOKHEHU Mepuoja nocie XUpypruuecKoro JedeHus
aTpe3uu NUIIEeBoa (CTEHO3 U HECOCTOSATENbHOCTh aHa-
CTOMO33, PeKaHAIN3aLUs TPAXEONHUILEBOIHOTO CBUILA),
aHaJIbHOU arpe3nu (CTEHO3, HeIepKaHue Kaja, peTpak-
LsL KUILKH ), IOPOKOB PA3BUTHS CEPALA.

Cnucok JuTepaTypsl

POCCUMCKWH BECTHUK 2016 Tom VI N 3

CriermansHOE 3aMeYaHHe JIOJDKHO OBITH CIENaHO
Uit arpe3un nwmeBoga. C Touku 3peHus (GyHKIHO-
HAJBHOTO pe3yJbTaTa CyIIeCTBYET ONpeAecHHAs CBA3b
C XHPYPTUYECKOW TEXHUKOH M CIIOCOOOM KOPPEKIIMU
(Topakockomms). Harpapienue B kKBaTu(pUIIMPOBAHHBII
LEHTP, B KOTOPOM CYIIECTBYET KOOPAWHHUPOBAHHAS,
MYJABTUIUCLUIUIMHAPHASL ~XUPYprudecKasi KoMaHja,
MOKET 3HAYUTENBHO YIYUIIUTh PE3yJbTaThl JEUCHUS
aHOMaJIUM NMHILEBOJA 1aKE CPEIU TEX, Y KOTO MEPBOHA-
YaJIbHO OBLIM OTHOCUTEIBHO MPAYHbIC IIPOrHO3BI B OT-
HOIIICHUU COXPAHEHHUSI COOCTBEHHOI'O IMUIIIEBO/IA.

3ak/ouyenne

Heo0xonuMo oTMETHTB, 4TO B pe3yJbTare IMpH-
MEHEHHUSI COBPEMEHHBIX XUPYPIrHYECKUX METOI0B
N YIIYy4YHICHUA KauC€CTBA BBIXAXKMBAHUA B OTACIICHUAX
MHTEHCUBHOM TEpAIUn IJI1 HOBOPOXKJACHHBIX, ITallUCH-
ThI ¢ acconpanreit VACTERL umerot ceroias ropaszio
JYYIIAN TPOTHO3, Y€M HECKOJILKO ACCITHIICTHIA Ha3asl.
Bynymue uccienoBaHus MOTYT ONpENENUTh OOIIUE
OuoNornuecKue IPUUMHBI B MpeJenax OJHON TPYIIIbI,
MOCKOJIbKY OTKJIOHCHHMSI, 3aTparvBalollie CBSI3aHHBIC
MpoIecChl POPMHUPOBAHUS PA3TUIHBIX OPTaHOB, MOTYT
o0ecrneunTh TOHUMaHHUe MIPUPOJBI OCHOBHOTO OMOJIO-
THYECKOTO SIBICHUS W YBEJIMYUTH MOTEHIHAN ycrexa
MIOMCKa BO3MO)KHOW TeHHOH MPUYMHBI CHHIPOMA.
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