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ACCOUMALUNA VACTERL

(OB30P JIUTEPATYPbI U KJIMHUYECKUIA CITYYAA)

OmHMM 13 HauboJiee CJIOKHBIX Pa3iesioB Ieau-
aTtpum, Tpebymux crenuduyeckux 3HaHWUI, SB-
JISETCSI AMArHOCTMKA BPOXKIEHHBIX 3a00eBaHMIA,
CUHIPOMOB, IPEICTaB/ISIONMX 0607 HaGOp OTHO-
CUTEJIbHO YCTOMYMBBIX KOMOMHALMII CMMIITOMOB.
Korma peub 3aXOOMT O MHOMXECTBEHHBIX IMOPOKAxX
PasBUTHS, ODHMUM U3 TAKUX COCTOSTHUII SIBJISIETCS
Tak HasbiBaemas accoumanus VATER (VACTERL).

CunapoM BriepBble GbUT omycaH JInHmoii Iro-
aHb u [IsBugom Cmurtom B 1972 ropy [1] n BKIIIO-
YMJT CTATUCTUYECKU HeCTyJaliHoe OJJHOBPEMEHHOe
BO3HMKHOBEHME TPYIITbl BPOKIEHHBIX aHOMAJINIA.
C/10BO «accouualys» B JaHHOM CTydae MoauepKu-
BAeT, UTO coUeTaHue MoJo0HbIX MedeKToB 06Hapy-
SKMBAeTCs yalle BMeCTe, UeM paszfenbHo, K TOMY Ke
IO HACTOSIIIIEro BpeMeH ! He BbIsIBJIeHA 06111ast Ipu-
YMHA, CIIOCOOHASI MPUBECTM K 3TOMY COCTOSIHUIO,
KOTOpOE Terepb 0603HAYAIOT KaK CUHAPOM.

Cungpom (accommanusi) VATER (VACTERL) —
abbpeBuaTypa, COCTaBAeHHAS U3 MEPBbIX OYKB aH-
ITIMICKUX Ha3BaHUI BPOKIEHHBIX TIOPOKOB Pa3BU-
tusi: V (Vertebral defect — medekTsr pasBuTus 1o-
3BOHOUYHMKA, a Takke Vascular defect — mopoku
COCYIOB, eOMHNYHAS MTyToyHas aprepus), A (Anal
atresia — orcyrcTBue anyca), T (Tracheoesophagal
fistula — TpaxeonmuineBomublii cBuin), E (Esopha-
geal atresia — arpesus numesona), R (Radial and
renal abnormalities — anomanuu siyyeBoit KocTu U
nodek). Hekortopsie uccnemoatenn (¢ 1973 roma)
BBOJIST B UMC/I0 OCHOBHBIX ITPY3HAKOB CMHAPOMA U
nopoku cepaua (C — Cardiac anomalies, KoTopbie
BCTpeuarTcsy 75%), koneuHnocreii (L — Limb anom-
alies), mamensst Ha3BaHue Ha VACTERL-cuagpoM.
OnuaeMMoIOrUs

B cBSI131 ¢ pa3HOPOIHOCTHIO KIMHUYECKOI CUM-
IITOMAaTUKY, BKJIIOYAIOIIEN Pa3/MUHbIE CUCTEMBI
OpraHoOB, ¥ HEOMpPeIeIeHHOCTbIO B TPAKTOBKE IMa-
TOTeHe3a OIpeJeUTh PeaIbHYIO YaCTOTY BCTpeva-
emoctu VACTERL-cuHapoma Becbma CJI0XKHO. Pas-
JIMYHBbIE aBTOPbI YKA3bIBAIOT PA3HYI0 YaCTOTY BO3-
HUKHOBeHMs accoumauuy — ot 1:10000 go 1:40000
HOBODOXZeHHBIX [2], B cpenHeM — 1:25000 HOBO-
POKIEHHBIX.
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He cyuiecTByeT Kakux-m1M60 yOequTeNIbHbIX J0-
Ka3aTelbCcTB 0Oo0siee BBICOKOTO YPOBHSI BBISIBIIE-
HMSI CMHApPOMa B OT[E/NbHBIX perMoHax Mupa WUin
B OIpelleJIeHHOJ KOropTe HaceneHus. Pe3ynbTaTsl
HEKOTOPBIX MCC/IeS0BaHMI MTO3BOISIOT IPEATIoo-
SKUTD, YTO TaHHBINM CUHIPOM 6ojiee pacrpocTpaHeH
y TIaliMeHTOB MY>KCKOTO I1orna [3].

ITUOIOTUS

DTHONMOTMS, MAaTOTeHe3 M XapaKTep Hacjae[o-
BaHUS He BbISICHeHbI. OOHO U3 OOBSICHEHUIT 00B-
eMHeHNSI MHOXXeCTBEHHBIX ITOPOKOB PasBUTUS B
OJHY TpYyMIly IpeArnonaraeT uaei «iedexra pas-
BUBAIOIIETO TOJS», KOTOPBIV BbI3bIBAET IIOSIBIIE-
HMEe MHOXECTBEHHBIX aHOMauii, MPOUCXOISILINX
B mepuoj 6jacToreHesa B TpaHMIAX Heolpere-
JIGHHOT'O TIPOCTPAHCTBA aKTUBHBIX reHOB [4]. Cy-
1eCTBYIOT HEMHOTOUMC/IEHHbIE TaHHbIE O MOBTO-
penun VACTERL-cuHApOMA B CeMBSIX, UTO ITO3BO-
JISleT TPenNoOKUTh Hac/lIe[CTBEHHOE IPOUCXO-
koeHue cuHapoma. OpHako noutu 90 % cioydaes
accoumauyy VACTERL gBnsiloTcsl criopagyiuecku-
Mu. Y ocraBmmxcs 10 % MoryT ObITb OOHApysKe-
Hbl KaKue-nbO TOKa3aTelbCTBAa HaCAeACTBEHHO-
ro xapakrepa [5]. [eHeTHuecKe MPUUNHBI, BbI3bI-
Balollye aTpe3uio MUIIEBO/A, OTIMCAHbI JIsT 060C0-
GJIEHHBIX TPYIII MAIMEHTOB ¢ 330(areayibHbIM I10-
POKOM (TpUCOMMS, Jefelyss XpOMOCOM, MyTalun
TeHOB), HO HM OJJHAa M3 HUX He CBsI3aHa C accolua-
uneii VACTERL.

[Tockonbky accoumanmsi VACTERL kaxkeTcs Ha
MePBBIi B3IVISIL, Pa3HOPOLHOI, CYILECTBYeT BO3-
MOXXHOCTb TOTO, YTO 3TOT CMHJPOM MOKET ObITh
peann30BaH yepe3 MOBpEeXIeHHble reHbl [6]. Vc-
cylemoBaTeIsIMM ObUTM TTOMyUYeHbl He3HAUUTE/IbHbIe
MOATBEPXKIOEeHMSI TeHeTUIEeCKOl TPUPOABI CUHIPO-
Ma, BOCIIPOM3BeleHHbIe y J1ab0paTOPHBIX SKUBOT-
HBIX.
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OJKCIepUMEeHTaIbHbIe MOJIENIN TI0 aTpe3uu Mu-
11eBOJA MO3BOJISIIOT TOBOPUTH O BO3MOXXHOM yua-
ctuy reHoB Shh 1 Gli B pasBuUTUM JaHHOTO COCTO-
SIHUMSI, OOHAKO Y JIIOZIeli M30JIMPOBAHHbIE MYyTallU
9TUX T€HOB He MPUBOJSIT K €r0 pa3BUTUIO, CJIEL0BA-
TeJIbHO, JAHHOEe COCTOSIHME Y JII0JIeli uMeeT 6oree
CJIOKHBIN MeXaHM3M pPa3BUTUSA [3].

o cux Top HAXOOWUTCS B CTamuM OOCYKIEeHUS
BJAMSHME TepaTOTeHHBbIX (PAKTOPOB, B TOM UuMCIe
nuabeT MaTepy, KOTOpble MOTYT IIPUBECTH K acco-
uuanuu VACTERL [7]. UccnenmyeTrcs: BIusiHME OpPYy-
X (akTOPOB OKpYKAIOIIEi Cpeabl, B TOM UuCIe
BO3JeJCTBMEe 3CTpOreHa U/Uiau IporecTepoHa (B
TOM UM(JIe B COCTaBe KOHTPALIENITUBHBIX CPENICTB),
CTaTMHOB, CBUHIIA HA pa3BuUTHe CMHApPoOMaA. YacTo-
Ta e aHOMaJIMii HepPBHOM TPyOKM, TTO3BOHOUHM-
Ka, aHsHIedaIu B pasHbIX CTpaHax KoJe6iIeTcs
ot 1:1000 o 1:6000 HOBOPOKAEHHBIX, U Y 6OJIbIIIET
YaCcTU 9TUX JeTell OTMeuaeTcs 3a/Iep>KKa BHYTPUY-
TPOOHOTO Pa3sBUTHSI.

C nmo3uiiunii COBpeMeHHbIX 3HaHMI MOKHO KOH-
CTaTUPOBAThb MYIbTU(DAKTOPHOCTb STUOJOTUU ac-
coumnauyu VACTERL, B KOTOpOJi MyCKOBBIE MeXa-
HM3MbI, BO3HMKAIOIIVE 10, BO3eiCTBMEM TepaTo-
TeHHBIX ()aKTOPOB, B3aMMOJEIICTBYIOT C TeHeTUYe-
CKOJi BOCIIPMMMYMBOCTBIO.

KnuHanueckue Kpurepun

B Hacrosimee BpeMsi HeT abCOMIOTHOTO CO-
r7acusi MO TIOBOAY IMArHOCTUYECKUX KPUTepueB
VACTERL-cuHapoma. BonblIMHCTBO KIMHUIIMCTOB
U UCcIefoBaTeneil HaCTauBalT Ha HAIUMYUM XOTSI
ObI TPEX COCTABJISIONIMX AMArHO3a — [TOPOKA pPas3Bu-
TUSI TIO3BOHOYHMKA, TPAXEOMUIIEBOTHOM (PUCTYIIBI
u aTpe3un aHyca [8]. Ipyrue ske 06paIamoT BHUMA-
HMe Ha ompeeieHHble «OCHOBHbIE» OCOOEHHOCTH,
TaKkMe Kak aTrpe3usi MUIIEeBOAA UM aHOPEKTaJIbHbIe
aHOMAJIMM, UTO He MeHee BasKHO, TTOCKONIbKY M-
depennyanbubiii guardo3 VACTERL-accoumanym
IOCTaTOYHO WNPOK [9]. HempemeHHBIM [OMarHo-
CTUYECKUM YCIIOBMEM SIBJISIETCS TIATENbHBIN KIN-
HUYEeCKMi ¥ JabopaTOpHbBI aHaaM3, KOTOPBI He
IO/DKEH MPUBOAUTD K NOKA3aTe/bCTBAM aJbTepHa-
TUBHOTO AMarHosa. B wiydyae BbISIBIEHUS MPUYUM-
HbI, B TOM 4lcJie rTeHeTuuecKoit, nuaraio3 VACTERL-
accouyanus uckiaodaetcs. OuddepeHuyanbHas
IMArHOCTYKA TAaHHOTO CMHPOMA (JIOKHA, BKITI0Ya-
eT pas3nnuHblie BpoxkaeHHble cuHaApoMbl: CHARGE,
Xonta-Opama, TayHca-Bpokca u gp. [lostomy nns
MTOJTyYEHMSI TOCTOBEPHOI MHMOpMAIMM 110 TTIOBOIY
KaKIOT0 KOMITOHEHTa CMHAPOMa HeOOXOAMM K-
HUYECKUI pa36op BCEX ero COCTABISIONINX.

Kak 6bL10 yKa3aHO BbIIIe, K AVMArHOCTUYECKUM
kputepusim VACTERL oTHOcsTCS

1. AHOMamuM NO3BOHOUHUKA («V»), KOTOpBIE
SIBJISTIOTCST Hamubosiee TOCTOSSHHBIM IIPU3HAKOM U
BCTpeYaroTcs mpuommsuTenbHo y 60-90% mnatneH-
TOB C JAHHBIM CHMHAPOMOM. B 06IIeit momynsimm

YacTOTa BCTPeUaeMOCTM aHAJIOTUYHbBIX aHOMAaJIUIA,
He CBSI3aHHBIX C accolualyeii, cocTaByseT oT 4,7
mo 7 Ha 10000 >kMBOpPOXAEHHBIX (B 3aBUCUMOCTU
oT pernona npoxuBanus) [10]. Haubomnee xapak-
TepHbI TedeKThl CeTMEeHTAalNY, TaKye KaK MOJTyII0-
3BOHOK, IIO3BOHOK B Buae «6a60UKM», KIMHOBU-
HbIV TTO3BOHOK, CpallleHMsI TT03BOHKOB, CBEPXKOM-
TUIEKTHBIV MM OTCYTCTBYIOIIMI TTO3BOHOK U APY-
rve GopMbl HapyIIeHNsT Pa3BUTHSI ITO3BOHKOB. Mo-
I'yT GBITH aHOMAINYU pedep 6e3 MO3BOHOUHBIX aHO-
Maynit. OnpenesieHHYI0 4acTh OYKBBI «V» MOSKHO
OTHECTU K aHOMaJMSIM Pa3BUTHUS COCYIOB. [InarHo-
CTUYeCKMe KpPUTepuy accoluainuy mpearonaramT
aTpesuio, IUCTONMIO COCYAOB, B TOM UMC/Ie eIUH-
CTBEHHYIO MYTIOYHYIO apTepuio, KoTopasi SIBJISIeTCs
Ba)KHBIM JIOPOIOBBIM MTPM3HAKOM acCOIMAIAMN.

2. ATpesus aHyca («A»), BCTpeuaeTcs Ipubansm-
TeabHO ¥ 55-90% manyeHToB. I301MpOBaHHO OT ac-
colualy JaHHasi aHOMaJIusl BCTpevyaeTcsl I0BOJIb-
HO 4acTo — B omHOM ciydae Ha 4000-5000 HOBO-
poskmeHHbIX [11]. OTCcyTCTBME aHyCa HOKHO OBITh
0OHApYKeHO cpa3y IMociae POKIEHUST UM B Iep-
BbI€ JHU KU3HU, HO €CTh (DOPMbI, KOTOPbIE COTIPO-
BOKIAIOTCS CTE€HO30M WJIM 3KTOIMel aHyca (Ha-
MpuMep, PeKTOBarMHaJbHBIN CBUII) U MOTYT TPO-
SIBUTHCSI B O0JIee IMO3aHEM BO3pacTe.

3. Cepmeunbie aHomamuu («C»), HAGIIOMAIOTCS Y
40-80% naiueHTOB. [10 pa3HbIM JAaHHBIM, ITOKa3a-
TeM PacrpoCTPaHEHHOCTU BPOXKIEHHbIX ITOPOKOB
cepaua (BIIC) y meteit 6e3 VACTERL 3HaunTENBHO
oTamyaioTcst — ot 4 go 50 ciayuaeB Ha 1000 skMBO-
poskmeHHbIX [12]. Takas BapuabeTbHOCTb OObSICHS-
eTcsl pa3HUIlel B KpUTePUSIX Ux olleHKu. Tak, pac-
MPOCTPAHEHHOCTDb MaTOMOTUM YBETUUUBAETCS TIpU
yJeTe feTelt ¢ MaJIbiIMi BPOXIEHHbBIMU aHOMAaN-
sIMM, KOTOpbIe He BO BCeX rocyJapCTBax CUMTAIOT-
Cs TIOpOKaM#u (IBYCTBOPYATHIN aOpTaIbHBIN Kia-
MaH, MaJblii OTKPBITHI apTepuasabHblii IIPOTOK,
OAII). ITo manHbIM EBpoOmeickoro peructpa BpoxK-
meHHbIX TTopokoB pa3suTusi (EUROCAT), B iepuon,
2010-2014 rr. pacnpoctpaHeHHOCTb Bcex BIIC co-
crasiisisia 8,1, B TOM UMCIie TSDKeIbIX TPOSIBIEHUI —
2,2 Ha 1000 HOBOpOXOeHHbIX [13]. HekoTopsie nc-
CjieloBaTeNy MpeiiaraloT UCKIIUNTD JaHHbBIN 110-
KaszaTejb M3 IMAarHOCTUYECKUX KpUTepueB, OCHO-
BBIBAsICh Ha TOM, UTO TIOPOKM Cep/iiia MpU accoly-
anyu VACTERL BcTpeuaroTcsl TpUOIU3UTETBHO C
TO1 XKe 4aCTOTOM, UTO U B TPYIIIeE JIeTel ¢ aTpesn-
el MuUIEeBoAa, , COOTBETCTBEHHO, HE MMEIOT C06-
CTBEHHOTO JMArHOCTUYEeCKOro 3HaueHus1. C Ipyroii
CTOPOHBI, MOCKOJIbKY KapauaibHbie mTedeKThl MMpu
JIaHHOI accoumaIy BeCbhMa pa3HOOOPa3HbI, YaCTh
aBTOPOB TIpeJijlaraeT He CUUTATh OUATHOCTUUECKHU
3HAUMMBbBIMM KPUTEPUSIMU TONBKO TaKue «Majibiex»
aHOMaJIMM, KaK OTKPBITBIN apTepuaabHbIil ITPOTOK
U OTKPbITOE OBaJbHOE OKHO.

4. TpaxeonuiieBogHble aHOManuu («T» u «E»)
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SIBJISIFOTCSI BTOPBIM I10 YaCTOTE BCTPEUaeMOCTHU TPU-
3HAKOM U BK/IIOYAIOT aTpe3uio, CTeHO3 U CBUIIN.
BoiaBstioTcs nipubnusutenbio y 50-90 % maru-
€HTOB C accolyalyeii. B To ke BpeMs pacrpocTpa-
HEHHOCTb BPOXXIEHHBIX TTOPOKOB Pa3BUTUS TIUIILE-
BOJi TPYOKYM M30JIMPOBAHHO OT CMHAPOMA COCTABJIS -
et oT 3,1 mo 20 Ha 10000 HOBOPOXXAEHHBIX, U3 HUX
Ha JoJII0 uieBoda Boinnagaet ot 10 go 13 %, a ya-
CTOTa BCTPEYAeMOCTM HENOCPEeACTBEHHO Tpaxeo-
MUIIEeBOSHOIO CBUIIIA COCTAaBIISIET 3-4 % OT Bcex I10-
poKOB pas3BuTus nuiesoaa [14]. CriekTp 330¢are-
anbHOI aTpe3un B coctaBe VACTERL-cuHApOoMa He
OT/IMYAETCST OT KJIacCUueckoii opmbl rmopoka. Tak
KakK JaHHOE COCTOSTHME 3aTPYAHSIeT KU3HeIesITeb-
HOCTb pebeHKa, YTPOsKaeT ero KM3HM, OHO HYKIa-
eTCsl B IMarHOCTUKe U XUPYPrUUecKoii KOppeKIumn
B IIepBbIe HECKOIBbKO OHEV MOocye POKIEHMSI.
5.TIopoku pas3BuTust mouek («R») BCTpevaroTcs
B 50-80% cyriyuaeB mpy OMarHOCTHMKE acCOIMAIIVIN.
BHe accoumanyuy BpoXXaeHHbIe TOPOKM MOYEBbIIE-
JIUTETbHOM CUCTEMbI OTHOCSITCS K Hanb0jIee 4aCThIM
aHOMAaJIMSIM M COCTaBJISTIOT 35-40% OT IMOPOKOB BCeX
opraHoB U cucteMm [15]. K maHHOIT TpyIiie aHOMa-
JIUii pa3BUTUSI OTHOCSITCS areHe3usl, TUMOTIIa3us
TTOYKY C OJTHOJ MJIY C IBYX CTOPOH, TTOJIKOBOOOpa3s-
Has T0YKa, MYJIbTUKNUCTO3HbIE TTOYKM, aHOMAJIUU
pPasBUTUSI MOUYETOUHMKOB. OCOOGEHHOCTHIO ITUX
QHOMAJUI1 SIBJSIETCS TO, UTO OHU PEAKO COMPOBO-
SKIAIOTCST BhIPAKeHHOM KIMHMYECKON CUMIITOMaA-
TUKO¥, PEIKO OYEeBMIHBI M OOHAPYKMBAIOTCS,KaK
MPaBWIO, TOJIBKO TIOC/IEe THIATETbHOTO, YITyOIeH-
HOT0, YaCTO — MHCTPYMEHTAIbHOTO 00C/IeOBaHMS.

6. AHOManMuM KoHeuHoCTel («L») BCTpeuyaroTcs
npubnusutenbHo y 40-50% natnenTos ¢ VACTERL-
CMHIPOMOM. B 0011I€ei1 MOIy/ISIINY YacTOTa BCTPe-
YaeMOCTM AAHHOTO MOpOKa pas3iauuHas: oT 1 Ha
30000 mo 1 Ha 100000 HOBOpPOKOEHHBIX [16]. ITn
MOPOKM KJIACCUYECKM OTIpefleJieHbl KaK paaualib-
Hble aHOMaJuM, BKIOYAKIIMe aruia3uio WU TU-
MOTIIIa3UI0 TyUYeBOM KOCTU (JTydeBasi KOCOPYKOCTD),
aHOMaJIMY GOJIBIIOTO TaIbIla (aIIasus UM TUIIO-
naasusi), KoauMvecTBa NaibleB (MOMUOAKTUINS),
KOCOJIamnoCThb.

[TockonpKy accouyanusi BKIOYAET TaAKKe CUM-
MITOMBI (IedeKTbl pa3BUTHSI), BCTPEUAIONIecs] BHE
IAHHOTO CUMHJPOMA, ClIefyeT TIIATEeJbHO B3BEIIN-
BaTh KaXXObIil U3 HUX, IPOBOANUTH TITYOOKYIO Ayd-
(dbepeHIMATbHYI0 IMATHOCTUKY IO KasKAOMY KOM-
TMOHEHTY U TOJIbKO TIOCe 3TOTO CUMTATh OMATHO3
JIOKa3aHHBIM.

JviarHos

BosmokHo o6Hapykenne VACTERL-cuumpoma
MPEeHaTa/JIbHO C TOMONIbI0 YABTPA3BYKOBOTO MC-
CJIeIOBaHMSI WIM MarHUTHO-PE30HAHCHOW TOMO-
rpadun. Takue HAXOOKY, KaK MOJUTUMAPAMHIOH U
OTCYTCTBME WM TUIIOIUIA3US >Kemyaka IpU Mpo-
BeIeHUM CKPUMHUHTOBBIX MCCAeJOBaHMIA, TTO3BOJISI -
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10T MIPennoyokuTh Hanuume aHomanuu VACTERL.
HexoTopsie TUITbI ITO3BOHOYHBIX aHOMAaJINIi1, BPOXK-
JEeHHBbIX TTOPOKOB CepAlla U Iouek, medopmanun
KOHEUYHOCTe! MOTYT OBITh YCTAHOBJIEHBI TOBOJIBHO
JIETKO C MTOMOIIbIO TPEHATATbHOTO YJIbTPa3BYKOBO-
ro uccoiegoBanusi. OMHUM M3 BasKHBIX KpUTEPUEB
MperpaBUIapHOI JMarHOCTUKUA MOSKET ObITh BbISIB-
JIeHVe eIMHCTBEHHOI IyTIOYHO apTepum; SIBISISICh
KJII0OUOM K pasrafke OMarHosa, JaHHbBIMA CUMIITOM
MpeArionaraeT TIATeIbHYIO JOPOLOBYIO SKCIIEPTU-
3y Ha ipegmeT VACTERL-acconmanun.

B TO ke BpeMsI Takye 0COOeHHOCTHM aCCOLMaLn
VACTERL, kak aTpe3us NuIleBOAA U aTpe3us aHy-
ca, yacTo He OOHApPYKMBAIOTCS O POKIEHUS, Of-
HaKO B ITOCTHATAIbHOM TIE€PUO/Ie TPeOYIOT He TOJb-
KO CKOpeJIIero Xupypruueckoro BMeNlaTelabCTBa,
HO 1 00C/IefoBaHMs Ha MpeaMeT IPYTUX aHOMAaJIniA,
Bxopsimux B accouyanyio VACTERL.

[Tocne poskaenus auarHo3s acconnaiysi VACTERL
YCTAHABIMBAETCSI HA OCHOBAaHUM OMNpeneleHHOro
KOMILJIEKCa BPOKIEHHbIX MOPOKOB Pa3BUTHS, BbI-
SIBJIEHHBIX B pe3y/bTaTe MPOBeJeHN!s TIATeIbHOTO
KIMHNYECKOro obcnenoBanus. ['eHeTuuyeckoe Te-
CTUpPOBaHMe BCeX IMAallMeHTOB C BbISIBTIE€HHBIMU OT-
KJIOHEHUSIMM MOSKET ObITh HEOOXOAMMO IJIsT OUd-
(bepeHLMaTbHOrO AMAaTrHO3A.

JleueHue

JledyeHVe MAlVMEHTOB XUPYPTUYECKOE, MPOBO-
JIUTCS TIOCTENIeHHO U BKIIOUaeT TPM OCHOBHBIX 3Ta-
na [3]. [lepBblii mipeArionaraetr MpoBefeHe HeOT-
JIOSKHBIX BMEIIATebCTB, HEOOXOAMMBIX JJIsSI yCTpa-
HEHMSI COCTOSIHUI, HeNOCPeICTBEHHO YIPOKaro-
IIMX XXU3HU HalyeHTa (KoppeKkuys aHoMauii mm-
1IeBOjia U MPSIMOI KUIIIKHU, CepAIia, ITouek). Bropoii
3TaM BK/IKYaeT KOPPEKIINIO IIOPOKOB B TeUeHMe I1e-
proZia HOBOPOKIEHHOCTU U B TPYOHOM BO3pacTe:
BpPOXIEHHBIX TOPOKOB Pa3sBUTUSI CepAlla, JIOXaH-
KM U/MIM MOUYETOYHMKOB. Ha TpeTbeM 3Tare BbI-
TIOJIHSIeTCSI MCIIpaBieHe aHOMaJuii, He MpeCcTaB-
JISTIOMIMX YTPO3bI KU3HU, TAKMX KaK TOPOKU Pa3BU-
THS TIO3BOHOYHMKA, BEpXHUX KOHEUHOCTel, MaJjible
aHOMaJIMM Pa3BUTUSI cepllla U ITOYeK.

CNYYAW M3 NPAKTUKHU

Manpunk Poctucnas C. 03.01.2016 roma poxkmeHMs,
HaxomMUTCs B PecryGIMKaHCKOM CIEIMaIN3UPOBAHHOM
nmoMe pebeHka T. [loHerka ¢ 04.04.2016 1. 110 HacTosiIee
BpeMmsi. VI3 aHaMHe3a U3BeCTHO, UTO pe6GeHOK POIUIICS OT
IV 6epemMeHHOCTH, ITpoTeKaBIiei 6e3 ocobeHHoCcTel (Co
c1oB matepu). Cpoxk recrauuu — 35 Henenb. Poap 111, my-
TeM KecapeBa ceueHust. Macca nmpu pokgenuu — 2500 T.
B popunbHOM 3ajie BBISIBJIEHO OTCYTCTBME aHATbHOTO OT-
BepCTusi, pe6eHOK TepeBeieH B XUPYPruuecKoe OTaese-
Hue Pecny6IMKaHCKO TETCKOM KIMHUYECKO 60TbHUIIBI
M3 THP (POKB), rme B ypreHTHOM IOpSIIKe ObLIa TPOM3-
BeJleHa orepanyst Mo GopMUpPOBaHUIO CUTMOCTOMBI.

B manpHerimeM B pe3ysibTaTe MHCTPYMEHTATbHBIX UC-
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C/1eOBaHMI GbUTM BBISIBJIEHBI IPYTVie aHOMAIMM PAa3BU-
TUSI: OIUBEPTUKYIT MeKkKesisl, BPOKAEHHBI ITOPOK Cepp-
1a — nedeKT MeXIpeAcepaHOi Meperopoaku, areHes3ust
TpaBoii BETBU JIETOYHO apTepuiu, CTeHO3 JIeBO Jierou-
HOJI apTepun.

IMocsie poxkaeHMst peOeHOK HAaXOAWICS B XUpypruye-
ckoMm otaeneHuu mo 15.02.2016 r., 3aTem ObUT TepeBe-
IleH B renuaTpuyeckoe otaesneHue JeTCKOro KIMHuYe-
CKOTO 1IeHTpa I. MakeeBKa C A1arHO30M: «MHOXeCTBeH-
Hble TIOPOKM Pa3BUTHSI: aTpe3usl aHAIbHOTO OTBEPCTHUS
M TIPSIMO¥A KUILKM, 6e3cBulieBast Gopma, HOCUTENb Oy-
BepTuKy/na Mekkessi. BpoXKIeHHbBI TIOPOK cepua: Je-
(hexT MeKIpencepaHOi eperopoaKkm, areHesust paBoii
BETBMU JIETOUYHONM apTepuu, CTEHO3 JIEBO JIerOYHOM ap-
tepun. I'unorpodus I-1I creneHm». B otnenenuu pebe-
HOK ObUT IOTIOTHUTEILHO 00C/IeJOBaH, BhISIBIIEHa aHOMA-
JIUS Pa3BUTHMS TOJIOBHOTO MO3Tra: mu3sHIedanus B mpa-
BOJi BUCOUHOII 06actu, cuHApoM eHau-Yokepa C JIeBo-
CTOPOHHUM remunapesoM. [Ipu uccieqoBaHmUy KapUOTH-
ma (26.02.2016 r.) XxpOMOCOMHasl TTaTOJIOTHSI He 06GHAPY-
SKeHa.

MasbuMK MOCTYIWI B IOM pebeHKa B BO3pacTe Tpex
MeCSILIEB B TSIKEIOM COCTOSIHMM. OObEKTUBHO MPU OCMO-
Tpe BBISIBJIEHbI MHOXECTBEHHbIE CTUTMbI IM33MOPUO-
re’esa: makpoiedannueckass Ggopma roJIOBbI, IIMPOKast
TepeHoCHuIla, HM3KO PacIioNoykKeHHbIe YIM, TpaBoe yXO
POTMPOBAHO K331y, rOTUYECKOe Hebo, HUKHSIS MUKPO-
THaTUSI, KOPOTKMIT GUIBTD, y3Kast BepXHsIS ryba, Mmpo-
KO paccTaBjieHHble COCKM, YKOPOUYEHMe IPaBOTO IIpe[-
TJ1eYbsi, JeopMalus IPaBoro Jy4e3arsiCTHOTO CyCcTaBa
C TIpMBeJieHMeM ero K JyueBoit KocTu (medekt ManenyH-
ra), aHoMaJusi GOJIBIIIOTO TajIbIla ITPaBoii KUCTH, aHOMA-
JINsS TIaJIbLIeB JIeBOV CTOIbl — HepopasButue [-1II manb-
1leB; OTMeuajach BbIPaKeHHAas! OMbIIIKA, aCMMMeTpPHUs
ayCKYJIbTaTUBHBIX LITYMOB B JIETKUX, YTO ObUIO SIBMJIOCH
TOKa3aHMeM JIJisI TPOBeieHMsI peHTreHorpaduy opraHoB
I'PYIHON KJIETKU. BbISIB/IeHbI areHe3usl paBoro Jerkoro,
aHOMAaJIUM Pa3BUTHUS I'PYIHOTO CKejleTa (AaHOMaJIUST pas3-
BuUTHA [11-V, X-X1 1T03BOHKOB Py HOIO OT/eJ1a [I03BOHOY-
HIMKa, CMHOCTO3bI pebep: cripasa — II-111, ciesa — I-1V).

23.05.2016 r. mpoBeIeHO MeAMKO-TeHETUUYEeCKOe KOH-
Cy/lbTUpOBaHMe B PecITy6IMKaHCKOM CITelMaan3MpoBaH-
HOM IeHTpe MeOUIIMHCKO} TeHeTUKU U MpeHaTaabHO
IVArHOCTUKY, 3aKmoueHne: «COBOKYITHOCTb CTUTM V-
35MO6pHOTeHes3a 1 MOPOKOB pasBUTHUS Y pebeHKa Xapak-
TepHbl Ayig accormanyy VACTERL. 3aboneBaHue rere-
POTeHHO MO MPOUCXOXKIEHUIO U UMeeT CIIopaguuecKui
xapakrep. JleueHre CMMIITOMaTUYECKOe y MPOGUIbHBIX
CIIeLIMaINCTOB. 3aKTIOUUTENbHbIV UarHo3: accolualus
VACTERL (mumndp 1mo MKB X — Q 89.8)».

3a BpeMs HaXOXOeHMs B loMe pebeHKa MabuMK He-
CKOJIBKO pa3 IrepeHec OCTpble pecrupaTopHbie MHGEK-
LYY, HEOJHOKPATHO ObL TOCIMUTAJIU3MPOBAH B OGOKCHU-
poBaHHOe otaeneHne PIKB 1o moBogy 06CTPYKTUBHOTO
6ponxuta. [eTcKuMyU MHOEKIMOHHBIMY 3a60IeBaHMsI-
MU He 6osenn. KoHTposbHast sxokapauorpadust mpoBeze-
Ha 08.11.2017 r., 3akmouenne: «Cepaiie 1eBocGopMupo-
BaHO, NTPABOPACIIOIOKEHO (CMeIeHO B MPaByIo MOJIOBU-

HY IPyIHOM KJIeTKM). Pa3Mepsl mosocTei ¥ TOMHA CTe-
HOK He M3MeHeHbl. HacocHasi U coKpaTuTenbHast QyHK-
LMY MMOKapaa He u3MeHeHbl. MOpdoIorus 1 KMHeTUKa
KJIaIIaHOB He M3MeHeHbl. CenTanbHbIX Ae(heKTOB He BbI-
sIBJIeHO. [eMoiHAMMKa He M3MeHeHa».

51 KOppeKUMu aTpe3un aHyca pebeHKy MmpoBeseHa
(04.04.2018 r.) 3agHsIsA carMTTa/JbHAsI aHOPEKTOIIACTH-
ka o [Tena (xupypru: mpodeccop I'pona B.H., accucreHt
YepkyH A.B.).

O6beKTMBHO. B HacTOgMIMIT MOMEHT 0bliee COCTOsI-
Hue pebGeHKa cpenHei TsskecTu. OU3UYECKOe Pa3BUTHE
OUeHb HU3KOE, TaApDMOHMYHOE (COOTBETCTBYET BO3PacCTy
1,5-2 ner). Ha6nmofaoTcsi MHOXKECTBEHHbIE CTUTMBbI M-
35MOpHMoOreHesa: acMMMeTpuyuHas ¢Gopma TOJOBbI, IIU-
poKas INepeHOCHIla, HU3KO PACIONOXKeHHbIe YN, Ipa-
BOE YXO POTUPOBAHO K3a[M, TOTUUECKOe He6Oo, HUKHSIS
MMUKPOTHATHS, y3Kast BEpXHSISI Ty6a, YKOPOUEHe ITPaBOro
Npearvieubst, fedopManysi MPaBoro Jyue3arscTHOTO Cy-
CTaBa C IpUBeLeHNeM ero K JiyueBoii koctu (IedexTt Ma-
JIeJTyHTa), aHOMaJIusl GOJIBIIIOTO IMajblla MIPaBOii KUCTH,
aHOMaJIMsl TaJIblIEB JIEBOV CTOIbI — HegopasButue I-111
nasnbleB. KoskHble TOKPOBBI O671eIHbIE, YMCThIE, TPOXJIaL-
HbIe Ha OIYIb. [Tlepudepuyeckue TuMdaTUIECKIE Y3IIbI
He yBenuueHbl. Cm3ucTasi HeOGHBIX TYKEK, MUHIAINH,
3aJHeli CTeHKM ITIOTKM DO30Basi, ppixias. [lepkyTopHO
HaJI JIeBbIM JIETKMM — SICHBII JIETOYHBIN 3BYK C KOPOOOU-
HBIM OTTEHKOM, HaJl IPaBbIM JIETKUM — TYTON. AyCKyJib-
TaTUMBHO TaxUITHO3 0 40 B MUHYTY, CJieBa KECTKOe [IblI-
XaHVe, XPUITbI He BHICJIYIIMBAIOTCS, CITPaBa 0C/IabeHHOoe
Be3VKY/ISIDHOe IbIXaHMe BBbICAYLIMBaeTCs 00 ypoBHS III
MexXpe6epbst. TOHbI cepAila BBICTYLIMBAIOTCS CIIpaBa OT
IPYAVHBI Ha YpoBHe V-V Mexkpebepbsi, HECKOIbKO MPU-
[JTyLIeHbl, yYallleHbl, Taxukapaus no 130 ymaposB B Mu-
HYTY, HEIIOCTOSIHHBIV CUCTOIMYECKNI IIYM Ha BEpXYIIKe
u B V Touke. Ha miepefHeit 6pIOLIHOI cTeHKe — py6el] OT
OTepaTMBHOTO BMeIaTeabCTBA 110 TTOBOY BbIBEIEHUS U
3aKPBITUSI CUTMOCTOMBI. JKMBOT MSTKUi, 6e3601e3HeH-
HbII Npu naneiauuu. Kpaji neuyenu nanenupyercs Ha 1
CM HV3Ke YPOBHSI peGepHOil oyry, cele3eHKa He MajbIn-
pyetcs. OcMoTpa aHyca pe6eHOK oCTeperaeTcs, paccTpa-
uBaeTcst (MOMHUT GykupoBaHue). Kan odopMieHHbII,
6e3 rmarosoruvyeckux mnpumeceit. CTyl CaMOCTOSITENb-
HBbIA, TIPU BbICAKMBAHMM HA TOPILOK, OJHAKO Oe3 IMO3bI-
BOB K Aedekauyy. MouyencIryckaHue He HapylIeHo.

MaJibuMK aKTMBEH, TIOJBMUKEH, XOOUT 1 6eraeT camo-
CTOSITENBHO, JTIOOUT UIPaTh C UTPYIIKAMM, MSIUMKOM, C
IeTbMM He KOHQUIMKTYeT. MabuMK TOBOPUT MPOCTHIMU
TIpeJIOKEeHUSIMU, TPOV3HOILIeHVE CJIOB HAPYILIeHO, COOT-
BETCTBYET IOIyTOpa-IByXJIeTHEeMY BO3pacTy, 3HAaeT CO-
TPYIHMKOB OMa pebeHKa 110 MMeHaM, Ha3bIBaeT OCHOB-
Hble IIBeTa IO I0Ka3y B3POC/bIX, ONpenessieT LBeTa 10
3aIaHNI0, COGMpPAeT «CopTep» U MUPAMUIKN, OTBEYAET,
KakK «TOBOPSIT» XMBOTHbBIE, HA3bIBAET KMBOTHBIX I10 Kap-
TUHKE, Pa3yuMBaeT IIPOCThbIe NIeCEHKY, Ha3bIBaeT BpeMe-
Ha roja, siBleHus Ipupoabl. HaBbIkaMu caMOOOCTysKI-
BaHUS BJIAJEeT C IMTOMOIIBIO B3POC/IBIX, HA TOPIIOK ITPO-
CUTCSI PeIKO, MOKET CaMOCTOSITe/IbHO MPUHMMATD IIUIILY.
HecMOTpsT Ha MHOKeCTBeHHbIe TTOPOKM Pa3BUTUSI, OIa-

111



YHuBepcuteTckaa KnuHuka | 2019, N2 4 (33)

rojapst 3aHATVSIM C TefaroramMu, nedexkromoramu, JI0ro-
negamu, OTCTaBaHMe B HEPBHO-MICUXMYECKOM PasBUTUN
COOTBETCTBYET JIMIb JBYM-TPEM 3MUKPU3HBIM CPOKaAM.
B 3akmioueHUM MCUX0I0r0-MeaNKO-IeJarorn4eckoii Ko-
MMCCUM BBICTaBJIEH OMArHO3 — yMepeHHasl YMCTBeHHas
orcranoctb. OTHeceH K III rpyrmmne 3040poBBs, HO, B CBSI-
31 C HapacTaHKeM CMMIITOMOB, BO3MOXeH mnepexof, B [V.
[IporHo3 10 pasBUTHIO 3aboieBaHUsI CKOpee Hebaro-
TIPUATHBIN: HECMOTPS Ha MPOBOAVMYIO 6a3VCHYIO Tepa-
MMUI0 MHTAISIIMOHHBIMY KOPTUKOCTEPOUIAMMU, JIEUeOHO-
OXPaHUTENIbHBIN PEXUM, MPOPWIAKTUKY JIETOYHON TU-
TepTeH3UY, CEPIeYHOI HeIOCTATOUHOCTH, Y pe6eHKa OT-
MeyvaeTcsl yCUIeHye MPOSIBJIeHUI AbIXaTeIbHOM He[0CTa-
TOYHOCTY J@ske IIPY MUHUMAaIbHOM (Pr3ndecKkoit Harpys-
Ke. AreHe31is1 IIPaBOTro JIETKOT0, a C/1e;0BaTeNbHO, XPOHMU-
yecKast TUTIOKCHMSI, He TI03BOJISIET Pa3BUBATLCS PeGEHKY B

COOTBETCTBMUM C BO3PACTOM HY HEPBHO-TICUXUUYECKU, HU
usuuecku. B HacTosIIIIee BpeMsI MajIbuMK SIBJISIETCS] IH-
BaJIMIOM [IETCTBA B CBSI3U C YMEPEHHO YMCTBEHHOI OT-
CTaJIOCTBIO. B manbHeliieM, B ciyyae JOCTVKEHUST UM CO-
BepIIIeHHONeTHs, OyIeT pacCMaTPUBATLCS BOIIPOC O Ha-
3HAUEHUY TPYIITbl MHBAJIMIHOCTU B CBSI3Y C OCHOBHBIM
3a60/1eBaHMEM U €TO0 MTOCTEACTBUSIMMA.

BblBOAbI

JlaHHBIN CIy4ail OT/IMYaeTCsl COYeTaHueM acco-
umauyy VACTERL ¢ areHesmeii erkoro, 4to ooy-
CJIOBJIVIBAET TSDKECTb COCTOSIHMS NJAHHOIO IMallueH-
ta. HecMoTpss Ha mpoBoAMMble peabMIUTAIIMOH-
Hble MepOIPUITHS, OTMeUaeTCsl HapacTaHue AbIXa-
TeJbHOM HeJOCTATOYHOCTM U OTCTaBaHMe pebeHKa
B HEPBHO-TICUMXMUECKOM U GU3UUEeCKOM Pa3BUTUMN.

C.A. SIpowenko, B.1U. Kpueyuies, B.5. Bucsieun, C.U. Bakynenko, U.A. Onvxoeuk, M.B. BakyneHnko, A.B. YepkyH
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ACCOIIVAITAS VACTERL (OB30P JINTEPATYPBI I KITMHUYECKUI CITYYAT)

B craTbe paccMaTpuBaeTcsl AMarHOCTUKA, SITUIEMUO-
jgorus cuHpgpoma VATER (VACTERL), BxiIrouarouiero
MHOKECTBEHHbIE€ TIOPOKM pPa3BUTHS: IedeKTbl pa3sBU-
TUSI TTIO3BOHOYHMKA, MTOPOKM COCYLOB, aTpe3ui0 aHyca,
TpaxeomuIleBOAHbIN CBUI U aTpe3nio MUIeBOa, aHO-
MajauM JIy4eBOl KOCTU U TOYeK, a TaKKe MOPOKU Cepp-
11a ¥ KOHeuHOoCTei. CMHAPOM BCTPEYaEeTCs C 4aCTOTOM OT
1:10000 mo 1:40000 HOBOPOKOEHHBIX.

OTpaskeHbl ¥ TOAPOOGHO OOCYKIAIOTCS COCTABJISIO-
mye cuHAapoMa. IIpousBeeH pa36bop KIMHNIECKOTO CITy-

yas couetanus cuapoma VACTERL c areHe3ueli mpaBo-
ro jierkoro. OTMeueH MOI0KUTeNbHbI 3P deKT Koppuru-
PYIONIMX OMEepaTMBHBIX BMENIATEIbCTB U peabuinTamny-
OHHBIX MepOTPUSTUIL TI0 TTOBOJLY TTOPOKOB, BXOJSIINX B
cungpom VACTERL, ogHako cocTostHue pebeHKa U Ipo-
THO3 B 3HAUUTEIbHOI CTeIeHy 00yCIOBIEHbI APYTUM I10-
POKOM — areHe3ueii ITpaBoOro Jerkoro.

Knoueswle cnosa: netu, accouyanus VACTERL, k-
HUYECKUIi CTydait, BpOXKIEeHHbIEe TIOPOKM PA3BUTHSI.

S.Ya. Yaroshenko, B.I. Krivushchev, V.B. Visyagin, S.1.Vakulenko, I1.A. Olkhovik, M.V. Vakulenko, A.V. Chercun

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

VACTERL ASSOCIATION (LITERATURE REVIEW AND CLINICAL CASE)

The article discusses the diagnosis and epidemiolo-
gy of VATER (VACTERL) syndrome, which includes multi-
ple malformations: defects in the spine, vascular defects,
anal atresia, tracheoesophageal fistula and atresia of the
esophagus, anomalies of the radius and kidneys, as well
as heart and limb defects. The syndrome occurs with a
frequency of 1: 10,000 to 1: 40,000 newborns.

The components of the syndrome are discussed in de-
tails. The clinical case of VACTERL syndrome in combina-

tion with agenesis of the right lung was analyzed. A pos-
itive effect of corrective surgical interventions and reha-
bilitation measures for defects associated with VACTERL
syndrome was noted, however the condition of the child
and prognosis are largely due to another defect — agene-
sis of the right lung.

Key words: children, VACTERL association, clinical
case, congenital malformations.
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