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Pe3iome

Bsedenue. Ha ceronHATHUI IeHb BPOXKICHHBIC TIOPOKY Pa3BUTHS 3aHUMAIOT JIMAMPYIONITHE TTO3UIINK B CTPYKTYpe 3a00jieBaeMO-
CTH ¥ CMEPTHOCTH JeTell B HeoHaTaIbHOM Itepuoe. Cpean HOBOPOXKISHHBIX YACTOTA BBISIBJICHU ST BPOXKIEHHBIX TTOPOKOB Pa3BUTH ST
cocraBisieT 2-3%, oqHaKO yXe K MepBOMY TOIy XXM3HU peOeHKa TaHHbII IToKa3aTtelib focturaet 5%. [1pu 3ToM MOpOKK pa3BUTHU S
MOXHO BCTPETUTh KaK B MOHOBAapUaHTE, TaK U B PA3JIMYHBIX KOMOMHAUs1X. OTHON U3 peqKUX, TPEACTABISIOLINX HAYYHbBI MHTE-
pec COBOKYITHOCTEH BpoxXIeHHbIX aHoManuii pazButus siBisiercss VACTER L-acconnanus (MKbB-10: Q87.2), BnepBble ynoMsiHyTast
n onucaHHas L. Quan u D. Smith eme B 1972 1. JlanHas ab0peBuaTypa He ciiydyaiiHa, OHa OTpaxkaeT MOPOKHU, KOTOPbIe UMEIOT TeHACHIIU IO
K OJHOBPEMEHHOMY BO3HUKHOBEHUIO Y OIHOTO HOBOPOXICHHOTO: «V» — Me(eKThl pa3BUTHSI IIO3BOHOYHMKA, «A» — OTCYTCTBME aHYyca,
«C» — mopoku cepaia, «I» — TpaxeonuIeBOAHBIN cBUIl, «E» — arpe3us nuineBoaa, «R» — aHoManuu nmouek, «L» — aHOMaIuM KOHEY-
Hocreii. [ToMrnMo yKa3aHHBIX aHOMAJINi y peOeHKa MOTYT BCTPEUAThCS U APYTHUe BPOXKICHHBIC TTOPOKHU Pa3BUTHUS pa3INUHbBIX OPraHOB
U CUCTEM OpPTaHM3Ma, UTO 3HAUMTEJIbHO pacIIupseT KPYT AUarHOCTHYECKOro morcka. HecMoTpst Ha OCTUXEHU S HAYKU, STUOJIOTHU S
U ITaTOreHe3 JaHHOTO 3a00JIeBaHU S JOCTOBEPHO HE YCTAHOBJICHBI. MHOTHE YUeHBIe aKTUBHO UCCIEAYIOT TeHETUYECKUE MapKephbl
accoumnanuu VACTERL yxe HeCKOJIbKO AeCATUNETU, UMY ObLJIM YCTAHOBJIEHBI CEMb BEPOSITHBIX T€HOB. [Ipr 5TOM U3BECTHO, UTO
3HAUYUTETBHYIO POJIb B pa3BUTUHN 3a00JIeBAHNST UTPAIOT Ipeapacoaraoniie (hakTophl, TAKMe KaK BCIOMOTaTeTbHbIe PETTPONYKTUBHbIE
TEXHOJIOTM U, OKMUPEHNE W CaXapHBIX 1rabeT MaTepu, OTCYTCTBUE ITpreMa (hoJTMeBO KUCIOTH M KypeHUe BO BpeMsi 06 peMeHHOCTH.
Pesyasmamor. HekoTopbie 13 BpOXKISHHBIX TOPOKOB Pa3BUTHSI MOXKHO YCTAHOBUTD aHTEHATAJIbHO ITPY ITPOBEICHUM YIbTPa3ByKOBOTO
ckprHUHTra. OgHaKO OOJBIIMHCTBO KJIIOYEBBIX TOPOKOB, MO3BOJISIOLUIMX YCTAHOBUTD 1UAaTHO3, BBISIBJISIIOTCS YK€ MOCe POXIACHU S
pedenka. [Topoku, Bxonsiniue B accornannio VACTERL, kak npaBujio, He yrpoxaloT X U3HU HOBOPOXJAEHHOTO U MOIIaI0TCs YCITel-
HoIt Koppekuuu. B nanHoii cratbe oTpaxeHo TeyeHue VACTER L-accoumanuu y HOBOpOXAEHHOro pebeHKa.

Kuouesbie cioBa: accounanusi VACTER L, MHOXeCTBEHHBIE BPOXASCHHbBIE TOPOKY Pa3BUTHSI, aTPE3Usl MUIIEBOAA, TPAaXEOMUIIEBOI -
HBIM CBUILL, BPOXICHHBIN IMOPOK CepaLa.
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Maxkaposa JI. M., OscsuaukoBa M. A. Accontnanust VACTERL B mpakTuke Bpaua-HeoHaTtoJjora. Jlesammuii Bpau. 2024; 1 (27): 8-15.
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KoHp KT mHTEpECOB. ABTOPHI CTAThHU MOATBEPIUIN OTCYTCTBHE KOHMINKTA UHTEPECOB, 0 KOTOPOM HEOOXOIMMO COOOIIUTh.
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Abstract

Background. To date, congenital malformations occupy a leading position in the structure of morbidity and mortality of children in the
neonatal period. Among newborns, the frequency of detection of congenital malformations is 2-3%, however, by the first year of a child's
life, this indicator reaches 5%. At the same time, malformations can be found both in monovariant and in various combinations. One
of the rare sets of congenital malformations of scientific interest is the VACTERL association (ICD-10: Q87.2), first mentioned and
described by L. Quan and D. Smith back in 1972. This abbreviation is not accidental, it reflects defects that tend to occur simultaneously
in one newborn: "V" — defects in the development of the spine, "A" — absence of the anus, "C" — heart defects, "T" — tracheoesophageal
fistula, "E" — esophageal atresia, "R" — anomalies kidneys, "L" — limb abnormalities. In addition to these anomalies, a child may have
other congenital malformations of various organs and body systems, which significantly expands the range of diagnostic search. To date,
despite the achievements of science, the etiology and pathogenesis of this disease have not been reliably established. Many scientists have
been actively studying the genetic markers of the VACTERL association for several decades, they have identified seven probable genes.
At the same time, it is known that predisposing factors play a significant role in the development of the disease, such as assisted reproduc-
tive technologies, obesity and diabetes mellitus of the mother, lack of folic acid intake and smoking during pregnancy.

Results. Some of the congenital malformations can be detected antenatally, during ultrasound screening. However, most of the key defects
that make it possible to establish a diagnosis are detected after the birth of a child. The defects included in the VACTERL association, as
arule, do not threaten the life of a newborn child and are amenable to successful correction. This article reflects the course of VACTERL
association in a newborn baby.

Keywords: VACTERL association, multiple congenital malformations, esophageal atresia, tracheoesophageal fistula, congenital heart
disease.
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cconunanusg VACTERL (MKbB-10 Q87.2) onpenensiet-
Cs1 HAJTMYMEM MHOXECTBEHHBIX BPOXJAEHHBIX TOPOKOB
pasButus (BITP), 3axBaTbeiBaouM ornpeaeaeHHbIe
OpraHbl U CUCTEMBI Y OTHOTO U TOI'0 XKe pedbeHka [1].
AKpPOHUM Tofpa3yMeBaeT HaJinuure 1e(PeKTOB ITO3BOHOUYHMU-
Ka (Vertebral defect), ananbHoOIi arpe3un (Anal atresia), mopo-
koB cepana (Cardiac anomalies), TpaXeoNUILEBOLHOTO CBUIIA

MpaKTUKe Mbl CTOJKHYJIUCH ¢ TedyeHueM accounanum VACTERL
Y HOBOPOXJIEHHOI'0 peOeHKa C TSXKeJbIMU MHOXECTBEHHbIMU
BITP. Llenbio HacTos1Iei paOOTHI ObljIa OLIEHKA BO3MOXKHBIX BPOXK-
NEHHBIX aHOMAJIMI pa3BUTUSI, AUATHOCTUYECKUX U JEYEOHBIX
MepornpusaTuii y peberka ¢ accouuanueisr VACTERL.

(Tracheoesophageal fistula), arpe3uu numeBona (Esophageal
atresia), anomanui mouek (Renal anomalies) u koneuHocTeit (Limb
anomalies) [2]. CoueTanue Tpex u 6osiee BI1P u3 Bermenepeunc-
JICHHBIX MT03BOJIsIeT 3anon03puth accouunanuio VACTERL [3].
TTomumo BeIIenepeyucaeHHbIX BITP y HOBOpOXAEHHBIX MOTYT
BCTpPEYaThCs U ApYyrue BPOKICHHbIE AHOMAJIUU OPIraHOB U CUCTEM,
HO Yalle BCero rnopaxaercs XeayI0uHo-KuieuyHbli TpakT (KKT)
[4]. YacToTa BCTpeyaeMOCTH JaHHOM MaTOJIOTUU BapbUPYET OT
1:10 000 no 1:40 000 >xuBOpOXIAEHHBIX JeTel [S]. Accounanus
VACTERL, kak npaBujio, BO3HUKAET CIIOpagudeCKu, OTHAKO
BJIMTEpaType OMucaHa BCTPEYaeMOCTb KOMIIOHEHTOB aCCOLIMAIIUN
Yy POACTBEHHUKOB NepBoii TnHNY [4]. B Halel KJIMHU4YeCcKOM
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Manpuuk B. ot maTepu 32 1eT, ot 2-i1 6epeMeHHOCTH, 2-X TIpe-
JKIIEBPEMEHHBIX POJOB Ha 35-11 Henene rectanuu. [lepBbie pomabt
B 2010 r., cBOeBpeMeHHBIE, €CTECTBEHHbBIE, POIUIACH 3M0POBast
TIOHOIIIEHHAsI IeBOUKa, peOEHOK POXJIEH B IpyroM Opake. Mathb
“MeJia BpeHble MPUBBIYKY (KypeHUe) 10 OepeMeHHOCTU. [laHHas
0epeMeHHOCTb MpOoTeKaa ¢ TAXKeJIbIM TOKCMKO30M Ha BCEM MpPo-
TSXKEHUU, aHEMUEN, OCTPOIA pecrTMpPaTOpHO BUPYCHON MH(MEKIIU-
eit ¢ hedpuabHOl Tuxopaakoii. Ha y1sTpa3BykoBOM CKPUHUHTE
Ha 30-11 Hexesie recTally BIIEPBbIE BbISIBIEHBI TOPOKU PA3BUTHU S
cepaua nioaa (nekcrpano3uius aoptsl) U 2KKT (aTpe3ust aBeHa-
LIATUTIEPCTHON KUIIKU). BbIT MpoBeneH KOpAOLEeHTe3, KAPUOTUIT
pebenka — 46XY.



Meanatpun

Ha 35-i1 HexeJie recTaliny MO JTaHHBIM KapIUOTOKOrpaduu
0TMEYaJIoCh yTHETEHUE CePACYHON NesITeIbHOCTH T1101a, TIPU-
HSATO pellleHre 00 9KCTPEHHOM pOAOpa3pelIeHNH ITyTeM Kecape-
Ba ceueHUs1. OOpamanu Ha ce6s1 BHUMAHME XKEJITHI [IBET OKO-
JIOTIJIOMHBIX BOM, a TaKKe OOJIbIIIOe X KOJIMUYeCcTBO. Pomnuics
KM BOM MO3IHEHEIOHOIIEHHBI 1 MaJIbuMK ¢ Maccoit Tena 1840 T,
nauHout tena 49 cm, no APGAR oneHeHn Ha 7/8 6ayoB.
ITo rabauuam INTERGROWTH-21st pocT cooTBeTCTBOBaI
90-My MepLEeHTUIII0, a Macca — 5-My rnepleHTuI0. CoOCTOsIHUE
pebeHKa IMocje POXACHUS TSIKEJI0€ 3a CYET MHOXECTBEHHbIX
BI1P: arpe3us nuiieBona ¢ tpaxeonuueBoaHbiM cBulieM (TTIC)
U AIBEHAIIaTUTIEPCTHOM KMUIIKHU, BPOXKACHHBIN MOPOK cepalia
(BIIC), mopok pa3Butusi mo3BoHouHUKA. [Ipn ocMoTpe odpartman
Ha ce0sI BHUMaHUe JOTOJHUTEIbHBIN pyIUMEHTAPHBIN TTaJiel]
rpaBoit KucTu. CocTOosSTHHUE TallMeHTa 00YCIOBUIIO OpraHM3aIiIo
JIe4eOHO-TNAaTHOCTUUECKUX MEPOITPUSTUIA B YCIIOBUSIX OTHCIC-
HUS peaHUMAIlMM U MHTEHCUBHOM TepariMi HOBOPOXIECHHBIX
(OPUTH) nepuHaraibHOro neHTpa. Metonom axokapauorpabu-
YEeCKOT'0 UCCIIeOBAaHU I BBISIBJIEHBI CJIEYIONIME TIOPOKHU CepIlia:
epruMeMOpaHO3HBIN TedeKT MK KeTyT10UKOBOI MePeroponKu
(AMXIT), BTopuuHBIi qeheKT MeXKIpeacepaHOM Meperopoaku
(AMIIIT), ymepeHHBbII KJIalTaHHBII CTEHO3 JIETOYHOM apTepUuH,
NEKCTParo3niMs aopThl. B epBble CYyTKU KM3HU MTPOBOAMIIOCH
ornepaTUBHOE JiedyeHue: TopakoTomusi, pazoodiienue TIIC; nanmapo-
TOMUSI, HAJIOXKEHUE TYOJIeHO-IyOoIeHOaHACTaM03a, TACTPOCTOMMSI.
B nmocneonepanimoHHOM niepuoze B TedyeHue 21 THS TPOBOAUINCH
pecnupaTtopHas MoaaepkKa METOIOM MCKYCCTBEHHOM BEHTHUIIS-
uuwu gerkux (MBJI), nndy3nonHas Tepanus ¢ mapeHTepaabHbIM
MUTaHUEeM, aHTHUOAaKTeprabHas U IPOTUBOTPUOKOBAS Teparusl.
[Mocne cTabunu3any COCTOSTHUSI HAYATO MTOCTETIEHHOE BBEICHUE
SHTEpaJIbHOTO MTUTAHU S CMECHIO Ha OCHOBE TITYOOKOT'0 THIPOJIU-
3aTa Oesika yepes ractpocTtomy. B Bo3pacTe 1 mecsiia 18 cyTok
MIPUHSITO pellieHre O MepeBoje pebeHkKa B OTIeJeHUe BTOPOro
9Tara BbIXaxk MUBAaHUSI MHOTOMPOMUIBHOTO CTallMOHAPA C LIEJbIO
onpeaeaeHus JaJbHEN e TAKTUKY BEACHUSI.

CocTosiHMe MaJibuMKa OCTaBaJIOCh TSKEJIbIM B CBSI3U C HaJIM-
yueM MHoOXecTBeHHBIX BITP. I1pu noctynjieHuu ooHapyXeH

y4acTOK HEKpO3a MATKMX TKaHel ToJIeHU, TPOBEIeHO KOHCep-
BaTUBHOE JICUCHHUE C MOJOXKUTEIbHON nuHaMuKoM. [To maH-
HBIM HelipocoHOTpaduu, IpoBeIeHHOI B Bo3pacTe 1 Mecsla
19 cyTOK, OTKJIOHEHWIA He BhIsABIeHO. Ha peHTreHOrpamMmme opra-
HOB TPYAHOI KJIETKH ONpeAesiach aHOMaJIus pa3BUTH S Teja
IX rpyaHoro no3BoHka.

PeHTreHOKOHTpacTHOE MCCIieNOBaHNe MTUIIIEBOA, TPOBEICHHOE
B OTIEJEHUU, MOATBEPAMIIO HATUYME aTPe3un NuieBoaa. bolio
MPOBEJEHO OINEePaTUBHOE JIeUeHUE: TOPAKOCKOMUSI, HAJIOXKEH e
330(aro-33o¢aroaHacTomos3a B BO3pacTe 2 MeCsLEeB KU3HU.
B nocneonepalnimonHoM nepuone pedbeHokK Haxoaucs Ha MBJI,
nepeseneH B OPUTH no crabunuszauum coctossHus. B panuem
MocJieonepaiiOHHOM TIEPUOIE COCTOSIHUE OCTABAIOCH TSIKEIBIM,
MPUCYTCTBOBAJIM MIPU3HAKH AbIXaTeIbHOM HETOCTATOUHOCTH,
00ycIaBIMBAOIINE HEOOXOIMMOCTh PECTTUPATOPHON IMMOAIEPKKH,
¥ TeMOAMHAMHWUYECKEe HapyILIeHU S, TpeOyoIIe MpOBeAeHU
KapIUOTOHMYECKOM MoaaepXKu. Pe6eHOK OB MepeBeieH Ha
MOJIHOE TIapeHTepabHOe MuTaHue. Ha KOHTPOJIbHOM peHTTe-
HOKOHTPACTHOM UCCJIENOBAHUY Yepe3 7 CyTOK MOCJIe ornepanuu
3aT€KOB KOHTPACTHOTO BEILIECTBA HE BBISIBJICHO, OMPEIEIISIIOChH
KOHTpacTUpOBaHUE C(HOPMUPOBAHHOIO MUIIEBOAA MAKCUMAaJIb-
HOM mupuHoit 10 0,8 cMm.

B 1aba. 1 npeacraBieHa IMHaAMKKa JaOOpaTOPHbBIX ITOKa3aTeseit
MalueHTa.

Ilo pe3ynbraTam MpoBeIEHHBIX UCCICIOBAHUI Y peOeHKa ObLIN
BBISIBJICHBI: aHEMU S, JICHKOTICHU S, TUTIONIPOTEMHEMUS U TUITO-
aJIb0yMUHEMMUS, TIOBHIIIICHE YPOBHSI TpaHCAMMUHA3 U BOCITAIH-
TEJIbHBIX OCJIKOB.

B Mukpo6moIornuecKmnx rmoceBax KpOBU ObLI BBISIBJICH POCT
Staphylococcus epidermidis. Pe3ynbraTbl 0aKTEPUOJOTUYECKUX
KCCIIeOBaHW I UCITOJIb30BAJINCh TTPU Ha3HAUYCHU W aHTUOAKTe-
puaibHO Tepanuu. [1py MpoBeAeHU YN MOJTUMEPa3HOM LIETTHOM
peakIy HYKJIEMHOBBIX KMCJIOT BUPYCOB HE OOHapYKEHO.

Ilo pe3yabraTaM HMTOT€HETUUECKOTO UCCIEIOBAHUSI — KapUO-
i 46XY.

PeGeHOK KOHCYIBTUPOBAH AETCKUM KapaKOJOrOM MO IMOBOLY
BIIC, Ha3HaueHa AuypeTudecKas Teparmusi.

Tabavua 1. NabopaTopHble noka3aTeAu nauueHTa B. B AMHamuKe [Tabauua cocTaBAeHa aBTopamu] / Laboratory parameters

of patient V. over time [table compiled by the authors]

KAMHUYECKMII aHaAU3 KPOBH

MNoka3ateAb, eAMHULbI U3MEPEHUA 22.06 29.06 02.07 05.07 10.07 11.07 12.07 17.07 25.07
femorno6buH, r/a 89 82 127 95,9 90,1 84,3 113,7 115 121
SputpounTsl, 1012/a 3,17 2,95 4,16 3,38 3,21 2,89 4,01 4,14 4,15
Tpom6ouutsl, 109/a 441 518 403,6 327,6 391,4 3926 | 3633 424 434
NeitkoumTbl 109/ 11,48 8,07 7,75 5,40 5,13 6,55 12,8 10,80 9,62

BUOXMMHUECKNIA aHaAU3 KPOBHU

Moka3aTteAb, eAMHULbI U3MEPEHUSA 22.06 29.06 05.07 10.07 19.07
061wt 6enok, r/a 49,5 40,5 43,9 52,3 64
AAbBYMUH, /A 34 29 35 39 45
ANT, Ea/A 158 62 54 23 23
ACT, Ea/n 125 47 61 36 24
KpeaTuHWH, MKMOAb/A 27,5 25 26,3 29,6 27,1
BuAMpy6UH 061N, MKMOAL/A 37,8 20,1 15,9 11,9 10,07
BUAMPY6UH NPsIMOI, MKMOAL/A 26,03 13,6 11,7 4,3 7,0
CPB, mMr/a 6,2 1,3 41,3 5,7 0,8
MKT, Hi/MA 0,2 0,09 0,74 0,18 0,02

MpumeyarHme. AAT — araHuHaMuHoTpaHcpepasa; ACT — acnaptatammuHoTpaHcpepasa; CPb — C-peakTuBHbIN 6eAok; [TKT — npoKaAbLIMTOHUH.
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Tabauua 2. AeueHue, npoBeAeHHOE NauueHTy B. B ctaunoHape [Tabanua coctaBaeHa aBTopamu] / Treatment provided to patient V.

in the hospital [table compiled by the authors]

HanpaBaeHue Tepanuu

UcnoAab3yemMble npenapaTtbl/MeTOAbI

AbixaTeAbHas NOAAEPXKKA

TMBA" B nocaeonepauyoHHoM neproae 04.07-12.07

KapAMOTOHMUECKas NOAAEPXKA

AonamuH, A06yTamuH

AHTUKOAryAsHTHas Tepanus

lenapvH HaTpua

[emocTaTnyeckas Tepanus

d1am3aunnat, MeHaAMoH (Bukacon)

AHTHBaKTepUarbHas, NPoTMBOrpMbKoBas Tepanms

Llebenum/cynbbaktam, AMHE30AWA, METPOHWUAGZOA
DAYKOHA30A, MUKaDYHIUMH

NHPY3nOHHana Tepanus U napeHTepabHOE NUTaHne

AeKcTpo3a, CoAeBble PacTBOPbI, aMMHOKUCAOTbI, XXMPOBbIE 3MYALCUU, MOAUBUTAMUHbI

AHaArocepauus U MUopenakcaums

deHTaHUA, AMasenam, Luucatpakypus 6e3uaat, TpuMenepruAnH, Tpamaaon

AunypeTtnyeckasn Tepanusa

®ypocemMua, CNMPOHOAAKTOH

[emoTpaHcdy3um

SputpoumnTapHan B3Bech: 01.07, 11.07; C3M 04.07, 10.07

OHTepanbHOE NUTaHne

Cmecb Ha ocHoBe raybokoro ruapoansata 6enka 22.06-04.07, 13.07-22.07 uepes
ractpoctomy. AeuebHas cMech ¢ MoBbllLeHHbIM KanopaxeMm ¢ 20.07 yepes pot

Mpumeyarne. TUBA — TpaAnLMOHHasA MCKyCCTBEHHas BeHTUASILMA Aerkux; C3IT — cBexe3amMopoXeHHas niasma.

3a BpeMsi ToCIuTaJIM3aluu pedeHOK Mojyva JjeyeHue, pei-
cTaBJICHHOE B Ta0I. 2.

JIIUTeIbHOCTDh T€pAaNuu B MOCIEOIePallMOHHOM MEPUOIe
B ycnoBusix OPUTH cocrtaBuna 9 cyrok. DkeTybanus nmposene-
Ha Ha 8-¢ rmocjieonepaluMoHHbIe CYTKH, IbIIIAJI CAMOCTOSITEJIBHO,
B KHMCJIOPOIHOI TTOnIepXKKe He HykKaaJics. B Bo3pacrte 2 mecsiiieB
9 cyTOK, Ha 9-¢ CyTKU IOCJIe Orepaliy Ha MHIIeBoIe, ObIIO HAYaTo
MOCTETICHHOE BBEICHUE SHTEPATbHOIO MMTAHUS Yepe3 raCTPOCTOMY
¢ pacmmpeHueM oobema. CrycTs etrie 7 CyTOK 3aBepILeHO YaCTUYHOE
MapeHTepabHOe MUTaHWe, HAuaTo BBeIeHNE ITUTAaHWST Yepe3 POT.
B Bo3pacre 2 MecsiieB 19 cyTok nosyyalt NoaHbIi 00beM KOPMJIEHU ST
MepopabHO, yCBAaUBaJI XOPOILIO, CTAOMIIBHO ITPUOABIISIIT B Macce.

PeGeHok BrinmucaH cnycTts 33 1HS CTallMOHAPHOI'O JICUEHU S
B BOo3pacTe 2 MecsileB 23 CYyTOK B YAOBJIETBOPUTEIbHOM COCTOSI -
Huu. Haxonuicsa Ha MCKYCCTBEHHOM BCKapMJIMBAaHUM adanTH-
POBaHHOIi CMEChIO, BeCh 00beM MUTaHU s ycBanBal. Macca Tesa
npu Boinucke — 3240 r (+606 r B craiimoHape), AJIMHA TeJia — 52 cM
(T. €. OTMEYAIOCh OTCTaBaHME B (pr3MUecKoM pa3BuTruu). HepBHO-
MICUXUYECKOE Pa3BUTHE COOTBETCTBOBAJIO CPEIHUM TI0Ka3aTeIsIM
no mkane Bayley-I11I.

B Bo3pacTe 4 Mecsi1ieB peOeHOK OBIJI TOBTOPHO TOCITUTAIN-
3MPOBAH B CTAIIMOHAP B COCTOSTHUM CPEIHEN CTEIIeH! TSKEeCTU
¢ kajjo0aMM Ha CHUKeHUE alleTUTa 1 TOBBIIIIEHHOE OecIto-
KoiicTBO. Macca tesa npu noctyrnjaeHuu — 4770 r, piuHa —
59 cMm. HepBHO-nicuxuyeckoe pa3BUTUE COOTBETCTBOBAJIO BO3-
pacTtHbIM HopMaM. [Ipu 00ciiefoBaHM M BBISIBJIEH CTEHO3 B 001aCTH
330(haro-33ocaroaHacToMo3a, IpPoBEIEHO IHIOCKOMMYECKOE
OyxupoBaHMue. ManbuuK HaxoauJjcs B craiimoHape 10 cyTok,
B YIOBJIETBOPUTEIBHOM COCTOSIHUM OBLI BBITTMCAH TOMOM.

Acconnanust VACTERL nipeacraBisieT co60ii COBOKYITHOCTh
onpeneneHHbix BITP y HoBopox neHHoro pedeHka. [lepBoHauaibHO
ucnoJib3oBajiack abopesuatypa VATER, npemyioxenHas L. Quan
u D. Smith B 1972 1. [6]. OHa BKJTtouasia «V» — Mo3BOHOYHBIC aHOMA-
JIUU, «A» — aHaJIbHYI0 aTpe3uto, <[ E» — TpaxeonuIieBonIHbIi CBUILL
W/WJTM aTPe3nIo MUIeBoaa, «R» — nucrra3uio movex v 1ydeBoit
KOCTH [5, 6]. B TeueHMe ceayommnx HeCKOJIBKHX JIET, OCHOBBIBASICh
Ha HaOJTI0ICHUSIX 32 MaLlMeHTaMU, UCCJIeI0BAaTEeIN MPeIJIOK TN
pacmputh abopeuatypy 10 VACTERL, Bkitouast «C» — mopoku
cepana, «L» — necdeKTbl KOHEYHOCTE B IOMTOTHEHME K aHOMAJIUSIM
JIy4eBoit KocTH [5].
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TTomumo ocHoBHBIX Tpy1in BITP, y HeKOTOpbIX AeTel BCTpe-
YaloTCs U JOTOJHUTEIbHbIC MOPOKU, TAKHUE KaK eMMHUYHAS
MyToYHas apTepusi, aCUMMETPUS JUlla, CTEHO3 TOPTaHU, aTpe-
3UsI X0aH, TIOPOKM Pa3BUTHUS JETKUX, oMbaolese, MalbpOoTallus
KUIIeYHUKa U apyrue [7].

B Ta6i. 3 mpuBeneHa cpaBHUTENIbHAS XapaKTePUCTUKA KJIH-
HMUYECKUX OCOOCHHOCTEI UcCienyeMoro pebeHKa U JaHHBIX
JIUTEPATyPHI.

CoBokynHocThb npeactabieHHbIX BITP y onucanHoro pebeHka
orpaxaet TeueHrue VACTERL-accouuanuu, npu aToM OoTCyT-
CTBOBAJIM MOPOKU Pa3BUTH S MTOYEK U aHaIbHas aTpesust. [lomumo
TOro, HabJKoAaaach aTpe3n s ABEHAAATUTIEPCTHOM KUIIKU,
koTopas He BxoauT B accouuannio VACTERL [13]. Fujishiro Emi
C COAaBT. ONpPEAEIMIN, YTO aTPE3Usl IBEHAILIATUIIEPCTHOM KUK
HabOmonaercsa B 6,3% cnydaes npu accounanuu VACTERL [14].

DTUOJOTUS U TTAaTOTeHEe3 JAHHOTO COCTOSIHUS IO CUX TTOp
He u3y4eHbl. B GoJbIIMHCTBE ciyyaeB 3a00JIcBaHNE BbISIB-
ngetrcsa ciopaandecku [1, 9]. OmHaKo B TUTepaType OMUCAHBI
ceMelHBIe cTydyan 3a00JIeBaHU S, YTO IMMOATBEPXKIACT TUIIOTE3Y
O HaJIMUUU F€eHEeTUUYECKOM nmpeapaciogoxkeHHocTu [15].
Ha ceromHgmHmnit neHb UACHTUGUIIMPOBAHO TOJIHKO CEMb
BeposITHBIX reHoB: FGFS, FOXFI, HOXD13, LPP, TRAPI, PTEN
u ZIC3. Bce aTu noteHunanbHbie reHbl accouuanuu VACTERL
CBSI3aHBI C TIOYSCTHBIM (DEHOTUTIOM, KOTOPHIII 0OHAPY KM BaeT-
cg HauboJiee yacTo. OgHaKoO KpyImHOMaclITabHOe MOBTOPHOE
CEKBEHUPOBAHUE CMOIJIO MOATBEPAUTH TOJAbKO TRAPI v ZIC3
kak re”sl accormanuu VACTERL [2]. XpoHuueckoe Bo3aeli-
cTBUE (DAKTOPOB OKPYKaloIlell cpelbl B Iepuo 61acToreHesa
MOXKET 00BSICHUTh MHIYKIIMIO MOPOKOB Pa3BUTU S aCCOLIUALIUU
VACTERL [16]. Tak>ke ycTaHOBJIEHBI HEKOTOPbIE MATEPUHCKIUE
(axkTOpHI prCcKa pa3BUTHUS aCCOLIMAIIMM, 8 UMEHHO BCITOMOTa-
TeJIbHBIC PENPONYKTUBHBIC TEXHOJOTUM, CaXapHBIN 11abeT,
XpOHUNYECKOE OOCTPYKTUBHOE 3a00JIeBaHUE JIETKUX, ITpere-
CTaLlMOHHBII M30BITOUHBIN BEC, OTCYTCTBUE TTprieMa (DOJIMeBOit
KUCJIOTHI, KypeHHe. YUUTHhIBAs BhILIENEPEUYUCICHHOE, MOXHO
yTBepxaarh, uto accouuanuss VACTERL umeetr myabTudak-
TopuajibHylo npuponay [11, 17-19].

Juarnoctuka VACTERL 6a3upyeTrcst Ha yTOMSIHYThIX BbIllIe
KJIMHUYECKUX NposiBaeHUsX [11]. BonbIIMHCTBO KIMHULIMCTOB
U MccliefoBaTesIeil CUMTAIOT, YTO JIsl MOCTAHOBKMU NMarHosa
HEOOXOAMMbI MUHUMYM TPU MOATBEPKACHHBIE aHOMAJUU pa3-
BUTU S U3 BeILIenepeynciaeHHbIX [3]. [IpeHaranbHast 1MarHoCTU-
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Tabanua 3. CpaBHUTEAbHaA XxapakTepucTuka npoaBaeHui VACTERL-accoumauum y uccnepayemoro pebeHka U paHHbIX AUTEpaTypbl
[7-12] / Comparative characteristics of VACTERL association manifestations in the studied child and literature data [7-12]

XapaktepucTuka

VACTERL-accouMauuf, 4actota BCTpEUaeMoCTH

KAMHMYeCKui cayyan

AHOMaAUK NO3BOHOYHUKA

OTcyTCTBME MAK AePOPMALMA NO3BOHKOB (MOAYNO3BOHKU, MO3BOHKM
B popme 6abouKM, pacLLEAUHBI AU CPALLEHWS MO3BOHKOB), TaKXe
BCTPEUAOTCS OTCYTCTBME UAU YBEAUYEHUE KOAMUECTBA pebep,

MX CpalleHre WAK pacuiennaeHune (60-90%)

Mopok pa3sutus IX rpyAHOro no3BoHkKa

AHanbHasa aTpesus

OTCyTCTBME @HAaAbHOrO OTBEPCTHS. MOXET BbITb YyCTAHOBAEHO
aHTeHaTaAbHO (55-90%)

Mopoku cepaLa

Mopoku cepaua u marucTpanbHbix cocyaos: AMXI n AMMM, runonaasus
AEBbIX OTAEAOB CEPALLA, OTKPbITbIM a0pTaAbHbIA NPOTOK, TeTpaaa danno,
TPaAHCNO3ULMA MarucTpanbHbIX COCYAOB U Ap. (50-80%)

MeprmembpaHosHbli AMXIT, BTOPUUHbIN
AMIM, yMepeHHbIN KAanaHHbI CTEHO3
AErOYHOMN apTeEPUU, AEKCTPANo3nLIMS aopTbl

TpaxeonuLEBOAHbIN CBHLLL

TpaxeonuiieBoAHbIN cBuLL (50-85%)

TpaxeonuLLEBOAHbII CBHLL

ATpesus nuLLeBoAa

Atpesus nuwesoaa (50-85%)

ATpesus nuLLeBoaa

[oueuHble aHoOMaAuK

Avcnaasus, anaasus, SKTONUA NOYEK, Ny3blPHO-MOYETOUHUKOBBIN
pedAoKe, ruapoHedpos, runocnaaus (50-70%)

AHOMaAUW KOHEYHOCTEeWH

[MnonAasns WA anaasus Ay4eBOM KOCTU M BOABLLOIO NaAbLa,
TpexpanaHroBbii HOAbLION NaAeL, MOAUAAKTUAUS, CUHAAKTUAWS,
AYUYEAOKTEBOW CUHOCTO3, KOCOAAMOCTb, M’MNonAa3usa 6OAbLLOIO nanblia
cTonbl U 6oAbLLEOepLOBO KoCTH (40-50%)

[oAMAKTUAKSA

MopaxeHusa pecnupaTopHom
cUCTEMBI

CreHo3 roptaHu, atpesnsa XxoaH, NOPOKKU PA3BUTUA AETKNX

Apyrue nopaxenuna XKT

Omdbanouene, ManbpoTaLMS KULLIEYHUKA, aTPE3NUsi ABEHAALATUNEPCTHOM
KULLKK

ATpe3uns ABEHaAALLATUNEPCTHOW KMULLIKK

YepenHo-AvueBble
aHoMaAuK

PacuueanHa ry6bl 1 HEGa, aCUMMETPUS AMLA, aHOMaAUK yxa

HepBHo-ncuxuueckoe
pas3BuTUe

Kak npaBuAO, COOTBETCTBYET BO3PACTHbIM HOpMam

CoOTBETCTBYET BO3PACTHLIM HOpMaMm

Ka STBJISIETCSI CJIOXKHOU 3a7aveil, TOCKOJIbKY MHOTHE KJTIOUeBbIe
0COOEHHOCTH acCOIMAIlMU HeJIETKO OOHAPYXUTD 0 POXKIACHUSI.
B MupoBoOii METUIIMHCKOI JTUTEpaType CYIIeCTBYIOT TaHHbIE
o nuarHoctuke accouuanuu VACTERL B I TpumecTpe 6epe-
MeHHocTH [11]. B mpeacraBiieHHOM KJIMHUYECKOM HaOJIOAEHU
BIIC 6b11 amardHoctupoBaH Ha 30-it Helese recTalluu, Ipyrue
BITP 6b1111 06HapyKEeHBI TOJILKO MOCJIe POXACHU . AcCoLMal s
VACTERL 6b111a nMarHocTUpoOBaHa MOCTHATAJIbHO B CBSI3U
C HaIM4ueM 4 aHOMaJInii pa3BUTHS U3 6 BBILIEIICPEUMCICHHBIX.

BIIP, xapakTtepnsie nis accoumanuu VACTERL, moxHo
HaOII0IaTh U TIpU psae Apyrux coctosHuii [20]. 3aboneBaHusd,

C KOTOPBIMU CTOUT MIPOBOAUTH nupdhepeHIna bHyI0 TUarHo-
CTUKY, IPUBENEHBI B Ta01. 4.

YV npencraBieHHoro pederka accouuatuss VACTERL 6b11a
YCTAaHOBJIEHAa METOJOM MCKJIIOUEHU I HA OCHOBAHU U XapaKTEPHBIX
BITP 1 oTCcyTCTBMSI TEHETUYECKUX MAapKEePOB HACIEACTBEHHbBIX
CUHAPOMAaJIbHBIX COCTOSIHUI. PebeHOK B. poausicst MaJloBeCHbBIM,
B 9TOM ChITpajia HeMaJI0BaXKHYIO POJib HUKOTUHOBASI MHTOKCUKA-
uus (MaTh KypuJia Ha TPOTSIKEHU U BCell 6epeMEeHHOCTH).

ITopoku paszButus, cBsizanHble ¢ accounnanueiit VACTERL,
3a4acTyIo He yTpoXaloT KM3HU U TIOANAI0TCS KoppeKinu. B rienom
JeyeHue nanneHToB ¢ accounanneit VACTER L MmoxeT OBITB pa3-

Tabanua 4. AuddepeHumanbHas puarHoctuka accounaumu VACTERL [20-26] / Differential diagnosis of VACTERL association [20-26]

3aboneBaHue 06wue yepTbl c VACTERL

OT1AMumA ot VACTERL Mpuunna

AHemua ®aHKoHU Moryt HabAtoAaTbCA BCE NPU3HAKK

VACTERL

[emaTtonormyeckme aHomanuu, aHomaAun
NMUrMeHTaunn

22 reHa rpynnbl
komnaemeHTaumn FA (FANC)

CuHapoM Xoata — Opama Mopokun pa3BnUTHs cepaLia, KOHEUHOCTen

3aboneBaHUs NPOBOASILLEN CUCTEMDbI [eTepo3UroTHbIE MyTaLWK

aHOMaAMK CepaLLa

cepala TBX5
CuHapom TayHca — Bpokca AHaAbHas aTpes3us, aHoMaAun Au1cnAacTMyeckue yLuu, noteps cayxa [eTepo3nroTHble MyTauun
60AbLUOrO NaAbLa, aHOMaAUKU NMOYEK, SALL1

CuHApoM aeneumnn 22qg11.2
(cuHApOM An AXOPAXM)

Takxe coobLLanocb 0 NOpokax cepaLa,
NoYeYHbIX aHOMAAUSIX U APYTUX
aHomManusx Tuna VACTERL

TMNokanbLMeMusl, aHOMaAuUu HEDa,
TPYAHOCTH C 0ByUYeHUeM, UMMyHHas
AUCOYHKLMUSA, HEPBHO-MCUXMUECKUE
HapyLUeHWsl, XxapaKTepHbIe YepThbl AL

Aeneumns 22q11.2

OKyAO-aypUKYyAO-
BepTebpanbHas AUCMAa3ua
(cuHApoM ToabpeHXapa)

AHOMaAMKM NO3BOHOYHUKA, CEPALA,
KOHEYHOCTEeM, yporeHUTaAbHble
aHoMaAun

AHOMaAUK yxa, remudauarbHas
MWUKPOCOMMUSA, HEMPOKOTHUTHUBHbIE
HapyLleHus, pacLlleAnHbl AMLa

BosHuKaeT cnopaanyecku,
MHOropakTopHoe
HacAaepoBaHKe

CuHpapom CHARGE MopokKn pa3BuTHA cepala, aHOMaAUK

MOYEMNOAOBOIN CUCTEMBI

Konobombl, aTpesns xoaH, HEMPOKOTHUTUBHbIE
HapyLLEHWA U HapYLLIEHUA POCTa, aHOMaAUK
yxa, AUCOYHKUMS YepenHbIX HEPBOB,
XapaKTepHbIE YepTbl AULIA

[eTepo3nroTHble MyTaLmuu
CHD7
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JeJieHo Ha 1Ba 9Tana. Ha mepBoM aTare BBITTOTHSETCST KOPPEKIIUS
COCTOSTHU 1, OTIpENeSIIONINX XXKU3Hb HOBOpOoX aeHHOTo. K Heit
OTHOCHUTCS MCTIPaBJIeHe aHOMAJIN i TUIIEBOIA W TIPSIMOI KUTIKU,
cepalia, moyek [27]. Ha BTopom 3Tarie BBIOTHSETCS UCIPABICHUE
aHOMAaJINIA, He TPEACTABIISIONINX YT PO3bI TSI JKU3HU MJIaIeHIIA.
DTUMU COCTOSTHUSIMU STBIISTIOTCS TOPOKY Pa3BUTHSI TO3BOHOUHU-
Ka, BEepXHUX KOHETHOCTEM, MaJible aHOMaJIMU Pa3BUTUS Cepalia
U nouex [28].

PeGenky B. u3 KimHu4YecKoro Hab1101eH ST ObIJIO TTPOBEAECHO
oIepaTUBHOE JICUeH e B IepBbIe CYTKU XU3HU: pazodiieHue TTIC,
dopMupoBaHue NyoneHO-AyoleHOaHACTaMO03a, TaCTPOCTOMUSI.
BriocieacTBry OBLIO BBITIOJTHEHO HaJIOXeHe 330¢haro-330¢aro-
anactomo3sa. BI1C He yrpoxain xxu3Hu pebeHKa B HEOHATATbHOM
Tepuosie, orepaTUBHOE JieUeHNe TUIAHVPYETCSI HA BTOPOM 2Tare
JIeYeHU .

B nactosmee Bpemst nuarno3 accouuanuu VACTERL compo-
BOXJIaeTCSI HAMHOTO JIYUIITM TTPOTHO30M, YeM B TIPEKHUE TOJIBI.
TeM He MeHee gaxe IMPU ONTUMAJIBHBIX XUPYPTUUECKUX TEXHOJIO-
TUSIX UCTIPaBICHUST «OOIBIINX» aHOMAJIUIA pa3BUTH I, TAKMX KaK
MOPOKY Pa3BUTHSI MULIEBONA, aHyca, CepALla, MAMEHTHl MOTYT
CTOJIKHYTBCS CO 3HAUUTEIbHBIMU TPYAHOCTSIMU Ha MPOTSXKEHU N
Bceit xku3Hu [27]. [TporHo3s st Xk u3Hu pebeHKa U3 rnpeacTaB-
JIEHHOTO Ha0II0AeH s 6J1aTONPUSITHBII, HEPBHO-TICUXUYECKOE
pa3BUTHE COOTBETCTBYET BO3pACTHBIM HOpMaM. B Oyayiiem
pebeHKyY MoHAaI00MTCs onlepaTUBHOE JieueHUe 1o moBoay BITC
U TTOJTUAAKTUIIA Y.

VACTER L-accoumanms — moJu3THOJIOTHYECKOe 3a00JIeBaHNE,
00YCJIOBJICHHOE OJTHOBPEMEHHBIM BO3HUKHOBEHUEM OIpPEesIeH-
HbIX MHOXecTBeHHBIX BITP [11, 18]. XoTs acconmaiiusi BO3HUKAET,
KaK MpaBuUJIo, CIOPAANYECKU, ONTUCAHBI CEMEHbIE C1yyau 3200~
JIEBAEMOCTHU, YUEHbI€ aKTHBHO IMbITAIOTCS ONPENEIUTh FTeHETU-
YyecKue MPUYMHBI €€ BOSHUKHOBEHMsI. YCTAaHOBJIEHBI HEKOTOPBIE
npeapacnoiaratouiue pakropsl [2, 15-17]. BBuay orcyrcTBus
JIOCTOBEPHBIX JTUATHOCTUYECKUX TECTOB JMArHO3 YCTAHABIMBAET-
Cs1 HA OCHOBaHUM KJIMHUYECKUX HAOTIOAEHU I METOIOM MCKJITI0ue-
HUSI CUHAPOMAaJIbHBIX COCTOSIHUIA, TpuBoasiinux K BI1P, u Tpedyet
y4yacTusl 60JIbII0M rpynbl ciennaauncToB [11, 20]. B HacTosmee
BpeMsI UJeT aKTUBHBIM TTOMCK TEHHBIX MYTALIN i1, OTBETCTBEHHBIX
3a pa3BuTue accouuanuu. [lonreepxaeHa poysb reHoB TRAPI
u ZIC3, MmyTaliuu B KOTOPbIX MPUBOAAT K MHOXXeCTBeHHBIM BITP
[2]. CriekTp KJIMHUYECKUX MPOSIBJEHU I UMEET IIUPOKYIO Bapu-
a0eJIbHOCTb, MOCKOJIbKY JII00asi KOMOMHAIIMS TPEX TPU3HAKOB,
coctaasomux VACTERL, naet npaBo Ha MOCTAaHOBKY AUarHo-
3a [4]. Ha ceronHsimiHuii aeHb netu ¢ accouuanueit VACTERL
MMEIOT 6oJiee 6JIaronpusITHBINM MPOrHO3, YeM HECKOJIBKO IECSITKOB
net Ha3ad. OrpoMHBIi BKJIa/ B 9TO BHECIU MYJIbTUAUCIUIIIMHAD-
HBII TOIXO ¥ COBPEMEHHbIE OMTUMAaIbHbIE METOABI XUPYPruye-
ckoit koppekiuu BITP, Bxonsmux B 1aHHY10 accouuarnuio [27].
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