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Pesiome

MpencTaBneHo KNMHMYECKOe HabMAEHME NALMEHTKM C MHOXECTBEHHbIMU Nopokamu passutuns — VACTERL-
accoumaumeit: V - 0o6aBOYHbIN 1€BOCTOPOHHMIA Nonyno3soHok C7, ,06aBoYHOE WweiHoe pebpo, acuMMeTpus
3agHux ayr Thl-2 (aHomanua kayecTBa) C NpM3HaKaMM YaCTUUYHOM KOHKpeCLEeHLMM cneBa; A - BpOXaeHHas
aTpesus aHyca M npsmMoi kuwku; C — nekcTpakapams, KOapKTaLmsa aopTbl, OTKPbITbIA apTepuanbHbli NPOTOK,
fedeKT MexnpeacepaHon neperopoaku, aedekT Mex KenyLoYKoBOM neperopoaku, [,06aBoYHas BepXHAS
nosias BeHa C/ieBa C aTUMMYHbIM IpEHUMPOBaHMEM B NeBoe npeacepame; TE - NpOMeXHOCTHbIN CBULL; R — eauH-
CTBEHHas ranetoobpasHasi noyka cnpaea; L — runonnasmMpoBaHHble hanaHrv Nepeoro nasblia NpPaBoi pyKu.
06cyaatoTCs AMArHOCTMKA, AnddepeHLManbHasn AMAarHOCTUKA M TakKTUKA NIeYEHUS.

KnroueBblie cnoBa: VATER-accoumaumsa; VACTERL-accoumaums; BpOXAEHHbIM NOPOK CepaLua; areHesus ner-
KOro; BPOXIEHHbIM NMOPOK pa3BUTMS MO3BOHOYHMKA; BPOXKAEHHbIA MOPOK MOYEBLIAENUTENbHOW CUCTEMDI;
MHOXECTBEHHbIE NMOPOKM Pa3BUTUS.
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Abstract

A clinical case of a patient with multiple developmental defects - VACTERL association is presented: V -
additional left-sided hemivertebra C7, additional cervical rib, asymmetry of the posterior arches Th1-2
(quality anomaly) with signs of partial conception on the left; A - congenital anal and rectal atresia;
C - dextrocardia, coarctation of the aorta, patent ductus arteriosus, atrial septal defect, ventricular septal
defect, additional left superior vena cava with atypical drainage into the left atrium; TE - perineal fistula;
R - single gall-shaped kidney on the right; L - hypoplastic phalanges of the first finger of the right hand.
Diagnosis, differential diagnosis and therapy are discussed.

Keywords: VATER association; VACTERL association; congenital heart defect; pulmonary agenesis; congenital
spine malformation; congenital urinary malformation; multiple developmental defects.
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BeepeHue / Introduction

Accounauuvs VACTERL npenctasnset cobom
pPeaKuni, CNOXHbIN BPOXAEHHbIN NOPOK Pa3BUTUS
(BIMP) ¢ mHOrodakTopHbIMM NpuynHaMn. HecmoTps
Ha TO Y4TO AMArHOCTUYECKME KPUTEPUN PA3INYAIOT-
C$l, YyacToTa BCTPEYaEMOCTM NATONOMMN OLLEHMBAETCS
npumepHo oT 1K 10 Tbic. A0 1 K 40 TbIC. XXMBOPOXAEH-
HbIX MnageHues [1].

Accoumaumsa BKOYAET WECTb NEPBUYHbBIX aHO-
Manuin: pedekTbl N03BOHKOB (vertebral defects, V),
aHopekTanbHble aHoManun (anorectal anomalies, A),
nopoku cepaua (cardiac defects, C), TpaxeonuuieBon-
Hble NOPOokM padeuTus (tracheoesophageal defects,
TE), nedektbl noyek (renal anomalies, R) n aHomanum
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KoHevHocTel (limb anomalies, L) [2]. AnddepeHun-
anbHbIN AnarHo3 Bk4YaeT cuHapom bannepa-Te-
ponbaa, cuHapom CHARGE', cunapom KyppapuHo,
cuHapom ageneumn 22g11.2, aHemuio PaHKOHU, CUH-
npom darivronsbaa, cuHgpom MpuHca, accoumaumio
MURCS?, okyno-aypuikyno-sepTebpasibHyio aucnna-
3uto, cuHgpom Onunua (nnu cnngpom G/BBB), cuH-
apowm Mannnctepa—Xonn, cnHapom TayHca—-bpokca,
VACTERL c rugpouedanven n gpyrue natonoruu [1].

Accoumnauunto VATER/VACTERL BnepBble onu-
cann B 1972 r. L. Quan n D.W. Smith kak VATER-ac-
counaumio — abbpeBmatypy, KoTopas MAEHTUPULUM-
pPYeT Hecny4varHoe coBnageHne no3BoHO4YHbIX (V),
aHopekTanbHbIX aHOManum (A), TpaxeonueBOAHOMO

"Cungpom CHARGE - Coloboma (gedekT rmasa), Heart disease (Mopoku cepaeyHo-CocyamcTol cucTemsl), Atresia of the
choanae (aTpe3usi xoaH), Retarded growth and mental development (3apepxka pocTa n pa3sutus), Genital anomalies (aHo-
Manum nonoBbix opraHoB), Ear malformations and hearing loss (aHoManum opraHa cnyxa, 4acTo C NOTEPEN cnyxa).

2Accoumaumsa MURCS - Mullerian duct aplasia (annasus mionneposa npoToka), Renal dysplasia (aucnnasus nouek),
Cervicothoracic somite abnormalities (aHOManuu WeNHO-rpyaHbIX COMUTOB).
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cauLa n/unu atpesum nuwesona (TE), pagmansHom
oucnnasun (R). B 1973 1. Te xe aBTOpbl 0Ny6amnko-
BaJIN pacLUMpeHHOe onpeaeneHne abbpesnaTtypbl,
Tenepb cBa3biBalOLLEN 6ykBY R He ToNbKO ¢ pagu-
anbHOM aMcnnasnen, Ho U ¢ aHoManuamMm noyek [3].
B 1974 . S.A. Temtamy u J.D. Miller no6aBunu kap-
onansHble gedexTbl (C) n gedekTol KOHeYHOCTEN (L),
1 abbpeBunaTypa 6bina nameHeHa Ha VACTERL [4].
B nocnegayowme rogpl 66110 NPEATIOXEHO HECKOBKO
pacLUMpPeHUI KIIMHNYECKOro onpeneneHns, BKo4as
cocyauctble (V), ywHble (A) n pebepHble (R) aHoma-
nuun. bBonee TOro, HeaaBHKE NCCNELOBAHMS NOKasanu,
YTO MOMUMO KTACCUYECKMX U PACLUMPEHHbBIX KOMMO-
HEHTHbIX MPMU3HAKOB Y MHOTMX NauMeHTOB Habno-
[Al0TCs MEHee YacTble BPOXAEeHHble aedekTol [5].
B HacTosiuiee Bpems auarHo3 VACTERL-accoumaumm
TpeOyeT HaNN4YNs Kak MUHUMYM TPEX OCHOBHbIX KOM-
NOHEHTOB: AedeKTbl TeN NO3BOHKOB (V), aHOpekTasb-
Hble NopokK pa3suTus (A), nopoku cepgua (C), Tpa-
XeonuLLEBOAHbIN CBULL C aTpe3uen nuwesoa (TE)
nnu 6e3 Hee, NOPOKM Pa3BnUTUS noyek (R) 1 oedexTol
KoHeuHocTel (L) [5, 6].

OnpepnensitoT TPM reHeTUYECKMX BapuaHTa CUH-
npoma: VACTERL-accoumaums ¢ Hanmumem gedekra
B XpomocoMe 2q31-g32, ¢ reTeporeHHon MmyTaumnei
B reHe HOXD 13, VACTERL-H accouvauus ¢ rugpoue-
danuveli, ayToOCOMHO-PELLECCUBHBIM UK X-CLEeneH-
HbIM TUMOM HacnenoBaHus ¢ myTauueli B reHe FANCB,
VACTERL-H accouunauus ¢ rugpouedanueii ¢ nokanu-
3aumen pedekta B 10923.31. MyTaumm B aTnX reHax
MOTYT ObITb CBSI3aHbI C FTEHETUYECKMM HACNEAOBAHNEM
nedekra nmbo JENCTBMEM TepaTOreHHbIX GakToOpoB
pasnuyHon atuonoruu [7]. MauneHTbl ¢ HaNn4Ynem
VACTERL-accoumaumm nnm reHeTU4eckoro CMHapoma
nMeloT Oonee BbICOKUIA PUCK Pa3BUTUS BPOXAEHHbIX
nopokoB cepaua (BMNC) [8] ¢ wumpokmm amana3oHoM
yacToTbl — 0T 9% 10 40% [9, 10].

OnucaHue cny4vas / Case report

JoHolueHHas neBoyka (Macca tena 2390 r, onmHa
Tena 47 cm) Oblna 4OCTaBNeHa B AETCKUIA CTaumoHap
B BO3pacTe 2 CyT Xn3HW. 113 aHaMHe3a BbISICHEHO, YTO
pebeHok oT matepu 23 NeT C OTArOWEHHbIM COMaTu-
YeCKMM aHaMHE30M — He0CTaTO4YHast Macca Tena,
PETUKYNAPHBIN Bapukod, pybew, Ha maTke. bepemeH-
HOCTb TPETbS, NpoTeKana Ha GoHe aHeMuu | cTene-
HW, XPOHNYECKONM NNaLeHTapHOM HEA0CTAaTOYHOCTH,
Rh-npuHagnexHocTe 6€3 TUTpa aHTUTEN, NO3OHSAS
dopma 3agepxkn pocta naoga. Mo gaHHbIM Tpex-
KpaTHOro NpeHaTasbHOro ybTPas3ByKOBOrO Uccie-
nosanus (Y3W) natonormm He BbISIBAEHO.

C poxpaeHust cocTosiHue pebeHka oLeHMBaNoCch
KaK yooBeTBOpUTENLHOE. Hepes 2 4 nocne poxaeHus
Habnoganack oTpuuaTenbHas AMHamMuKa B BUAE Ha-
pacTaHusl AbIXxaTeNbHON HEAOCTAaTOYHOCTN, PEOEHOK
Obl1 MIHTYOMPOBAH N NEPEBEAEH HA UCKYCCTBEHHYIO
BEHTUASILMIO JIEFKUX C YMEPEHHO-XECTKMMM Napa-
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MeTpamu. Ha aTom poHe oTMevanacb HeycTonymeas
okcureHaums, notpedHocTb B 100% kmucnopoge ¢ no-
CTeNeHHbIM YXXeCTO4eHNneM napamMeTpoB. BeinonHeH
Y3W-CKPMHUHT: B NPaBOii NeBPanbHOM NOOCTHY Jier-
KO€ He B13yann3mpoBasniocb, 06HapyXeHa AeKCTPOMNo-
31ums cepaua co cnoxHeliM BIC: remogmMHamuyeckm
3HAYUMbIN AeDEKT MEXOKENYL0HKOBOM NeperopoaKm
(OMXTT), enmHoe npencepave, U3MEHeHHbIN aTpro-
BEHTPUKYJISIPHBINA KnanaH.

Bo Bpems ocMoTpa o6palanm Ha cebs BHUMa-
HWe Masble aHOManumM Pas3BUTUS: ayPUKYISPHBIA Npu-
BECOK Cnpasa, KOpoTKas Wes, HU3KO NOCaXEHHbIE
ylwin, acMMMeTpurs naeyveBoro nosca, rmnonnasnpo-
BaHHble hanaHr1 Nepeoro nasnbLa npaBon pyku, ycTa-
HOBOYHOE NOJIOXEHNE KUCTEN PYK.

BbinonHeHa 0630pHast peHTreHorpadus opraHos
rPYLHOM KNEeTKM 1 BpIoLHOM nonocTtu (puc. 1).

Puc. 1. Ha peHtreHorpamMme 1-X CyTOK >XM3HM onpepensercs
TOTaNbHOE 33aTEMHEHWEe MPaBOro reMUTOPaKCa, 1eBoe nerkoe
Incdbdy3HO B3LYTO C YCUNEHUEM JIEFOYHOMO PUCYHKA 3a cyeT

COCYAMCTO-NEepPUBACKYNSIPHOMO  KOMMOHeHTa.  CpepocTeHne
CMeLLEHO BMpPaBo, KOHTYPbl €r0 OTYET/IMBO HE OMpenenstoTcs.
Tpaxes cMeLLeHa BnpaBo. ACUMMETPUYHOE pacluiMpeHne Mex-
pebepHbix MpoMexyTKoB Ha ypoBHe |1-11l pebep cnesa. Joba-
BOYHOE LWeiHoe pebpo cneBa, L0BaBOYHbIE NEBOCTOPOHHME
nonynossoHku C7, L3

Fig. 1. A radiograph taken during the first day of life reveals
total darkening of the right hemithorax, diffusely distended
left lung with increased pulmonary markings due to a vas-
cular-perivascular component. The mediastinum is shifted to
the right, its contours are not clearly defined. The trachea is
shifted to the right. Asymmetric widening of the intercostal
spaces at the level of the second and third ribs on the left.
An additional cervical rib on the left, additional left-sided
hemivertebrae C7, L3
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KIMHWUYECKHUE CJIYYAHU

Ha HelipocoHorpadunm Ha GoHe BblpaXeHHOro
MOBbILWEHNS MEPUBEHTPUKYASPHON 3XOMIOTHOCTH
B JJOOHO-TEMEHHO-3aTbIJIOYHbIX OTAENAaX He Nnosy4ye-
HO AaHHbIX 3a BIP ueHTpanbHOM HEPBHOM CUCTEMBI,
OTMeYeHbl TMKBOpOANHaMmyeckme HapyLueHms. Cyo-
3AMNeHANMAaNbHbIE KUCTbI B TalaMokKayAasibHbIX BbIpE3-
Kax ¢ 06enx CTOPOH. ApKne NOTHOKPOBHbIE COCYAM-
CTble CreTeHnst ¢ 06enx CTOPOH, MHTpanekcasbHble
KMCTbI. o gaHHbIM gonnneporpadunmr, KPOBOTOKN MO
LepebpasnibHbIM BEHO3HbIM CUHYCaM 6e3 HapyLLEHWA.

PebeHoK 0OCMOTPEH Kapanoiorom, BbiNoSHEHA
axokapamorpadus ¢ 3akntoveHmem: BMNC - cybaop-
TanbHO-NPUTOYHbIN OMXIT no TMNy eANHCTBEHHO-
ro Xenygoyka, egmHoe npeacepane, Henb3s NCKI0-
YNTb @HOMaSIbHbIN APEHAX NErOYHbIX BEH, MMNONAasns
Oyrn aopTbl C KOApPKTaLUMEN aopTbl, OTKPLITbIN apTepu-
anbHbI NpoTok (OAI) — 3aBMCMMas remoamHamMmnKa.

B Bo3pacTe 2 cyT X13HN NpoBeAeHa MYLTUCTIN-
panbHas komnbtoTepHaa Tomorpadpusa (MCKT) op-
raHoB rpyaHon knetkn ¢ KT-aHrnorpadwuen cepaua
(pwuc. 2, 3), npu KoTopon yctaHoBNEeHbI: BIP nerkmx —
areHeans npasoro nerkoro; BMC — pekctpakapans,
koapkTaumsa aopTbl, OAl, oedekT mexnpeacepaHon
neperopoaku, MXXI, no6aBoyHas BepxXHSS nosas
BEHa cfieBa C aTUNUYHbIM APEHNPOBAHNEM B IEBOE
npeacepane. Beicokoe pacnonoxeHme npaBoro Ky-
nona gnadparmbl C PacnosIOXEHNEM NEYEHN B HUX-
Hel NOIOBMHE rPyaHONM NONOCTM cnpaea (KOMMNeHca-
TOpHO, Ha ¢poHe BI1P npasoro nerkoro). KT-kapTuHa
BIP no3BoHO4YHMKA: JOOABOYHbIA TEBOCTOPOHHUIA NO-
nyno3soHok C7. [lobaBo4yHoe LieinHoe pebpo cresa.
AcummeTpus 3agHux ayr Th1-2 (aHomanus kavecTtsa)
C Npu3HakamMm 4YaCTUYHOM KOHKPECLIEHLMN CneBa.

B pesynbrare BbIIBEHWS areHe3nmr NpaBoro ner-
Koro (4to He xapakTtepHo ansa VACTERL-accoupaumn),
a TakXe yTOYHEeHUs Bcex KOMNoHeHTOB BI1C TakTuka
BeAEHNSA NAUNEHTKN, MNIaHNPOBAaHME ONePaTUBHOMO
BMeLLaTeIbCTBa OblIV NEPECMOTPEHbI.

Ha 4-e cyTkn Xn3Hm pebeHOK OCMOTPEH reHe-
TUKOM, NPOBEAEH aHanM3 Ha kapmoTun. Mo AaHHbIM
MeOMKO-reHeTUYeCcKoro LeHTpa, y pebeHka Hopmasib-
HbI kKapnoTun — XX, 46 XxpOMOCOM, XXeHckuii. OgHako,
yuntbiBas BINC, nopok passutma 3agHero npoxoaa,
areHeanio nerkoro, BIMP koHeyHOCTEN 1 NO3BOHKOB,
Henb3sa uckntountb VACTERL-accoumaumio.

Mo gaHHbIM Y3 noyek 1 Mo4eBOro ny3bips: €AnH-
CTBEHHas ranetoobpasHas noyka cnpasa (yaBoeHue
npasoi noykun). OTCyTCTBNE BU3yanmM3aLmmn nesom
noyku (puc. 4). NpusHaku anddysHoro obegHeHus
KPOBOTOKA ranetoodpasHom npaBoi NoYKN.

PebeHoK 0CMOTPEH AETCKMM XMPYProM, 3akiitode-
Hue — BIMP xenygo4yHo-KMWEYHOro TpakTa: BPOXOEH-
Hasg aTpes3uns aHyca 1 NPsSIMO KULWKN C MPOMEXHOCT-
HbIM CBULLLOM (puC. 5).

[Tocne ocmoTpa kapamonoramu u Kapamoxmpyp-
ramm Ha 15-e CyTKU XU3HW NPUHATO peLleHne ob one-
pPaTUBHOM JIe4YEHMM NO XNIHEHHbIM NokasaHusm 6e3
NCKYCCTBEHHOIO KPOBOOOPALLEHNS: CTEHTUPOBAHME
OAI 1 cyxnBaHne eaUHCTBEHHOM BETKN IErO4HON ap-
Tepumn. PUCK xnpyprnyeckoro BMeLlaTenbCcTea Kpam-
He BbICOKMI. BbinonHeHa peHTreHorpaMmma OpraHoB
rPyOoHON KNEeTKM B NPSMOW NPOEKLMN nocne onepa-
TMBHOIO fieveHuns (puc. 6).

HecmoTps Ha NpoBEOEHHOE NEYEHME N peaHnMa-
LIMOHHbIE MEPONPUATKS, B Bo3pacTte 1 mec n 2 gHen
HacTynun netanbHbll ncxod. Mo pesynbtatam na-

Puc. 2. MCKT-anrnorpadusa B Bo3pacte 2 CyT Xu3HWU. PepopMaLms B KOPOHANbHOM MAOCKOCTU:
a - NeroYyHoe OKHO, OTCYTCTBYET NpaBbli MMaBHbI OPOHX (CTpenika), NpaBas nerovyHas apTepus U NpaBoe Nerkoe, BpOXAEeHHbIM no-
pOK pa3BUTUS NIETKUX — areHes3uns NpaBoro Ierkoro; b — cpefoCTeHHoe OKHO, eAMHCTBEHHAs NeBas NeroyHas aprepus (CTpenka)

Fig. 2. MSCT angiography at the age of 2 days of life. Reformation in the coronal plane:
a - pulmonary window, the right main bronchus (arrow), right pulmonary artery and right lung are absent, congenital malformation
of the lungs - agenesis of the right lung; b - mediastinal window, single left pulmonary artery (arrow)
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Puc. 3. MCKT-aHrnorpadus B Bo3pacte 2 CyT XM3HWU. 3D-peKkoHCTpyKLmS:

a - COCYAMCTbIN anropuTM, BPOXAEHHbIM NOPOK cepAua — AeKCTpakapams, KoapKTauMs aopTbl (CTpenka), OTKPbITbIA apTepuanbHbIi
NpOTOK, AedeKTbl MeXNpeacepaHON U MEXOKeNyn04KOBOM Neperoponok, fo6aBoYHas BepXHSS Monas BeHa CNeBa C aTUMUYHbIM
LpeHUpoBaHMeM B NleBOe npeacepane; b — KOCTHbIA anropuT™, BPOXKAEHHbIA MOPOK Pa3BUTMS MO3BOHOYHMKA — [06ABOYHbIN S1€BO-
CTOpPOHHMI nonyno3soHok C7 (cTpenka), aob6aBoyHoe wWweiHoe pebpo cneBa, acMMMeTpus 3aaHux ayr Thl-2 (aHomanus kavectsa)
C NPU3HAaKaMKU YaCTUYHOM KOHKpecLeHLUMn cneea

Fig. 3. MSCT angiography at the age of 2 days of life. 3D reconstruction:

a - vascular algorithm, congenital heart defect - dextrocardia, coarctation of the aorta (arrow), patent ductus arteriosus, atrial and
ventricular septal defects, accessory superior vena cava on the left with atypical drainage into the left atrium; b - bone algorithm,
congenital spine malformations - accessory left-sided hemivertebra C7 (arrow), accessory cervical rib on the left, asymmetry of
the posterior arches Th1-2 (quality anomaly) with signs of partial concrescence on the left

Puc. 4. Ha peHTreHorpamMme OpraHoB rpyAHOM W GPHOLWHOM No-
nocteil B NPSMOM NPOEKLMM (AN KOHTPONS LEHTPasbHOro Be-
HO3HOrO KaTeTepa), BbIMONHEHHOW Yepe3 1 4 nocne npoBeneHus
KT-aHrnorpadum cepaua (BBefeHO KOHTPACTHOE BELLEeCTBO «Y/b-
Tpasuct 300» B 0bbeme 5 mn) onpeaenseTcs KOHTPacTMpOBaHMe
pacLIMPEHHOr0 YalleyHO-T0XaHOYHOro KOMMIeKca Crnpaea, pac-
LUMPEHHBIA X04, MoveTouHuKa. [uctanbHee anddepeHumpyertcs
POTUPOBAHHbINM, YMEHbLUEHHbI B pa3Mepax 4YalleyHO-NOXaHOY-
HOro KOMM/eKC — NpU3HaKK raneToobpasHoi Nouku

Fig. 4. Chest and abdominal radiograph in the frontal projection
(to monitor the central venous catheter), performed 1 hour af-
ter cardiac CT angiography (with 5 ml of Ultravist 300 contrast
agent administered), reveals a dilated renal pelvis and calyceal
complex on the right and a dilated ureter. Distally, a rotated,
reduced renal pelvis and calyceal complex is visible, indicating
a gall-shaped kidney

TONOr0aHaTOMMNYECKOrO BCKPbITUS BbISIBAEHbBI MHO-
XECTBEHHbIe BINP, BaXHENLWMM N3 KOTOPbIX B TaHa-
ToreHese sIBMUJICS MOPOK cepaua, noTpeboBaBLIni
XMPYpPruyeckoro BMewlatenscTsea. lNocne onepaumm
COXPaHSNNCb BblpaXEeHHbIE FrEMOANHAMUNYECKME pac-
CTPONCTBA, PasBUINCb FEMOCUAEPO3 NIEFKUX N MY-
ckaTHasi neyeHb (puc. 7, 8). CmepTb pebeHka HacTy-
nuna oT NOAMOPraHHOM HEAOCTATOYHOCTH (purc. 9).
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Puc. 5. ®oTo npu ocMoTpe, BU3yanusnpyeTcs atpesns aHyca

Fig. 5. Photo during examination, anal atresia is visualized

O6cyxaeHue / Discussion

VACTERL/VATER-accoumaums onpenensercs Ha-
nmymnem Tpex n bonee BIMP n3 cnepyowmx: nedexol
NO3BOHOYHMKA, aHanbHasa aTpesuns, NOPOKnN cepaua,
TPaxeonuLeBOAHbIN CBULL, /UK aTPe3ns NULLEBO-
[a, aHoManus noyek n koHeyHocten [1, 7]. B Hawem
HabNOEHMM Y EBOYKN AMArHOCTUPOBAHbI TSXENbIE
NOPOKM PasBUTUS CEPAEYHO-COCYANCTON U MOYEBbI-
LEenNTenbHOM CUCTEM, a TakxXe BPOXAEHHas aTpe-
3151 aHyca 1 NPSIMON KULLKWM B CO4ETaHUU C areHesunen
NpaBoro JIErkoro, KOTopble, HECMOTPS Ha NPOBEAEH-
HOe NleYyeHne 1 onepaTuBHbLIE BMELLATENbCTBA, Npu-
BEN K IETANbHOMY NCXOAY.

J.P. Jessy et al. onncanu cnyydanm aytoncum
19-HefenbHOro NioAa MyXCKoro noJjia nocne me-
OMKaMEHTO3HOro NpepbiBaHs 6epeMeHHOCTH [6].
AHTeHaTaNbHO Oblf1 BbICTABNEH AMArHO3 — dpeTalb-
HbI TMapoHedpo3 no pesynsratam Y3W neBoii nou-
k. [Ipyrnx nopokoB pa3BUTUS NPU aHTEHATaIbHOM
CKaHMPOBaHUM BbISBNEHO He Obi10. [Mpu BCKPbITUK
OblIM 06HapY>XeHbl aHOManuu nuua, AedeKkTbl BEpX-
HUX U HUXHUX KOHEYHOCTEN, pacLLEenieHnsi NO3BOH-
KOB 1 aTpes3uns aHyca C NynoBUHOW, COCTOALLEN N3
nByx cocynoB [6]. [aHHbIl cnyyan nogyepkmBaeT
B2XHOCTb NMPOBEAEHMS ayTONCUN N104a, MOCKOJIbKY
HEKOTOPbIE aHOMaNMM BbINW NPONYLLEHBLI NPY NPeHa-
TanbHOM Y3W 1 TouHbI anarHod VACTERL ctan Bo3-
MOXEH TOJIbKO MOCIEe ayTONCuu.

MpumepHo 90% cnyvyaes VACTERL-accoumaumm
HOCAT cnopaamnyeckuii xapaktep [1]. B.D. Solomon
et al. obHapyxunum, yto 'y 9% neteit 3aboneBaHne Mo-
XET UMETb reHeTn4yeckyto ocHoBy [11]. NaToreHes
paccmaTpuBaloT Kak aedekT pa3snuTnsg mesonepmel
BO BpeMs aMbpuroreHesa BCNeACTBUE NMPUYMH, BE-
OyLLMX K MHOXECTBEHHbIM NOpOKaM pa3eBuTtusa [6].
EOVHMYHBIE AN MHOXECTBEHHbIE BIP, cBA3aHHbIE
¢ VACTERL-accoumaumeit, umetot 8o 10% poacTeeH-
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Puc. 6. Ha peHTreHorpaMme OpraHoB rpygHOM KNeTKu B Nps-
MOV MpoeKkuun (MONOXKEHUE NeXa) Onpeaensercs: COCTOsHMeE
nocne onepauuu, B NPOEKUMMU TPYAMHbI PEHTreHOKOHTpacT-
Hbl€ LLIBbI, CTEHT B MPOEKLMM apTePUANbHOMO NPOTOKA, APEHaX
B 06nacTi neBoro remMutopakca. ToTanbHOe 3aTeMHeHWe npa-
BOrO reMMUTOpaKca, 1eBoe Ierkoe yMepeHHO B3AyTO C ycune-
HWeM IerOYHOr0 PUCYHKA 3a CYET COCYAUCTO-MEepUBaCKYNsp-
HOro KommnoHeHTa. CpenocTteHMe CMeLleHO BMPaBO, KOHTYPbI
ero OTYeTIMBO He onpeaenstoTcs. Tpaxes CMelleHa Bnpaso.
AcMMMeTpUYHOe paclimpeHne MexpebepHbIX MPOMEXYTKOB
Ha yposHe |I-1ll pebep cnesa. [lobaBouHoe LeliHOe pebpo
cnesa, 406aBOYHbIE N€BOCTOPOHHKUE Nonyno3soHku C7, L3

Fig. 6. Chest X-ray in the frontal projection (supine position)
reveals the postoperative condition, with radiopaque sutures
in the sternum projection, a stent in the projection of the
arterial duct, and drainage in the area of the left hemitho-
rax. There is total darkening of the right hemithorax, the
left lung is moderately distended with increased pulmo-
nary markings due to the vascular-perivascular component.
The mediastinum is shifted to the right, its contours are not
clearly defined. The trachea is shifted to the right. There is
asymmetrical widening of the intercostal spaces at the level
of the I1-1ll ribs on the left. An additional cervical rib on the
left, additional left-sided hemivertebrae C7, L3

HWKOB MEPBOW NMMHUN POACTBA — UHLIMU CJIOBaMMU,
€CTb AaHHble O HaIMYMMN HACNEACTBEHHOIO KOMMO-
HeHTa. [103TOMY TLLATENbHbIN CEMENHbI aHaMHE3
C DaNbHENLINM KITMHUYECKMM HabnoaeHEM SABNS -
€TCS OCHOBHOW 4acTbio 1I060Oro reHeTU4eckoro 06-
cneposaHus naumeHToB ¢ VACTERL-accoumnaumen [1].

Mo pesynbtatam nccnepgosaHuii B.D. Solomon,
oOHapyXeHne egMHCTBEHHOW apTepUn NYNOBUHbI
MOXEeT OblTb MEPBbLIM KJIIOYOM K MOCTAaHOBKE Auma-
rHo3a [11]. J.P. Jessy et al. Takxe cumTaloT, 4TO cne-
[yeT 06paTuTbh BHMMAHWE HA MHOFOBOAME U OTCYT-
CTBME XENYHOro Ny3bipst Ha NpeHaTansHom Y3U [6].
Wx Hannyume Bcerga AOKHO COMPOBOXAATHCH TLLA-
TeJSIbHbIM J,OPOA0BEIM 06CNeA0BaHMEM A5 UCKITO-
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Puc. 7. [laHHble TMCTONOrMYECKOro UCCefoBaHWUs, MUKponpenapaT — TKaHb fierkoro (a, b). Peakuus Mepnca (okpacka 6epnuHckom
nasypbio), ysenndenune x20. B npocBeTe anbBeon BMU3yanusupyroTcs Makpodaru, Cogepxalime reMocuaepuH (CTpenku)

Fig. 7. Histological examination data, microscopic specimen: lung tissue (g, b). Perls reaction (Prussian blue staining), magnifica-
tion x20. Macrophages containing hemosiderin are visualized in the alveolar lumen (arrows)

Puc. 8. laHHble TMCTONOTMYECKOrO WUCCIELOBaHUS, MUKpOMpe-
napar - TkaHb neyeHu. OKpacka reMaToKCUMIIMHOM M 303UMHOM,
yBenuuenve x20. Busyanusupyercs nepenonHeHne CUHyCoM-
[l0B LeHTPabHbIX LOMEK MEYEHU KPOBbIO, HOPMUpYHOLLAACA
«MYCKaTHas neyeHb»

Fig. 8. Histological examination data, microscopic specimen:
liver tissue. Hematoxylin and eosin staining, magnification
x20. The sinusoids of the central lobules of the liver are
visualized to be filled with blood, forming a “nutmeg liver”

YyeHus NopokoB, Bxoaswmx B rpynny VACTERL-acco-
Lmaumm, a Takxe Apyrmx BpOXKAEHHbIX aHomanui [1].
[MocTHaTanbHOE nevYeHmne BKIIOYAET XUPYPryecKyio
KOppekuuio KoHKpeTHbIX BINP, npu aToM nocnenosa-
TENbHOCTb OnepaLmi onpeaensieTcs KInHNYeCKMMm
NPOSIBNEHNAMMU.

3akmovyeHue / Conclusion

VACTERL-accoumaumsa — nonnuaTmonormieckoe
3aboneBaHne, 0O6yCnoOBJIEHHOE OOAHOBPEMEHHbLIM
BO3HUKHOBEHMEM MHOXEeCTBEHHbIX BIP. AnarHo3
yCTaHaBNMBaETCS HA OCHOBAHUM KIMHNYECKNX OaH-
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Puc. 9. [laHHble TUCTONOrUYECKOr0 UCCEL0BaHMS, MUKPOTpe-
napat - Muokapa. Okpacka reMaTOKCUIMHOM U 303MHOM, yBe-
nunyenne x20. Busyanusumpyetcs otek sHAOMM3MS (CTpenka)

Fig. 9. Histological examination data, microscopic specimen:
myocardium. Hematoxylin and eosin staining, magnification
x20. Edema of the endomysium is visualized (arrow)

HbIX C Y4ETOM NPUCYTCTBMSA ONPeneneHHOro KomM-
nnekca BMP n TpebyeT TwLaTENbHOIO U CBOEBpE-
MeHHOro o6cnenoBaHns, B TOM YMCHE C NMOMOLLLbIO
BbICOKOTEXHOIOMMYHbIX METOA0B JIy4EBOM ANArHO-
CTUKU, KOTOPbIE 3a4aCTYIO ABASIOTCA KIOYEBLIMU
B MOCTaHOBKE AmarHo3a. Ha cerogHswHni oeHb naet
AKTMBHbIN NOUCK FEHHbIX MyTauuii, OTBETCTBEHHbIX 32
pasBuTue accoumaumn. B cBA3M C 9TUM BaXKHbIE BO-
NPOCbI, KOTOPbIM CNeayeT yaoennTb BHUMaHue, — Twa-
TenbHOE O0POA0BOE 0bcnenoBaHMe, a TakKe PUCK
peunanBa B CEMbSIX C HANMYMEM OETEN C NOATBEPXK-
OEHHbIM ANarHO30M.
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