NEPMHATONOIrMd M HEOHATONOIrmM4

Y[K 616-073.432.19:618.33

YnbTpa3BykoBas npeHatanbHas AUArHOCTUKA
NPaBOCTOPOHHEN U ABOUHOWU AYru aopTbl

(aHanu3 56 HabniopeHui)

H.Il. BeponoteensiH, A.A. BoHaapeHKo

Oo6acTHOE KOMMYHAJIbHOE yupeskaeHne «MesKo0JacTHOl IEeHTP MeIUIMHCKOM TeHETUKH

U NpeHaTaIbHOIl JuarHocTuku», r. Kpusoii Por

IIpoBesieH aHaIN3 YaCTOTHI OCHOBHBIX YJIbTPa3BYKOBBIX IIPOSIB-
JIeHHii, COYeTAaHHbIX AaHOMAJIMi{, ICXO/I0B U IIOCTHATAIBHBIX KJIV-
HUYECKHX MPOSBJIEHHI, NMPEHATAJbHO BBISIBICHHBIX CIydYaeB
NPaBOCTOPOHHeI! U BoiiHOH nyru aopTel (ILI/IA, /I/TA). C 2004
1o 9 mec 2014 r. npoBe1eHO NPOCIEKTHBHOE UCCIIeI0OBaHKe Ipe-
HaraubHoii etexiun [1/1A u JI/IA npu yasTpasByKoBOM Ge3BbI-
0OOPOYHOM CKPHUHHHTE PaHIOMU3UPOBaHHOI rpymmnbi 60 090 Oe-
pemennbix 1 30 961 GepeMeHHOI BBICOKOTO IEPUHATAIBHOTO PH-
cka. BeisiBien 1 ciayyvaii JIJTA u 55 cay4aes ITJTA, u3 nux 53 ciy-
yasi ¢ abeppaHTHO¥ JIEBOii MOAKIIOYMYHOI apTepueil u 2 ciryyast
C 3epKaJIbHbIM pa3BeTBieHHeM. Y 34 IUIO/I0B [IeTeKTHPOBAIOCH
cocyaucroe koubno. B 21 caydae IIJIA coueranach ¢ apyrumu
BpO:K/IeHHbIMHU nTopokami cepzua (BIIC) (B Tom uucie 5 B co-
crage MBIIP u 3 npu cunapome rereporakcuu), B 4 ciyyasx ¢
JPYTHMH SKCTPaKapAnaIbHbiMu aHoMammavu. Kaprnotunuposa-
HO 16 WI0/10B (IIPEHMYLIECTBEHHO C COYETAHHBIMU aHOMAJIHSI-
MH), HH B OJJHOM CJIyYae He BbISIBIEHO XPOMOCOMHOIi NaToJI0-
run. BepemenHocts Gbura npepBana B 15 cayyasx, B 36 3akoH-
YIJIACh POZIAMH, B 3 CITIy4asiX HPOOJLKAETCH.

V¥ 12 u3 poauBIIMXCsI €Tel JOMOIHUTEIBHO ObLIH O0HApY3Ke-
HBI IPENMYIIeCTBEHHO MaJjible aHoMaJauu cepana. Y 28 us po-
JMUBIIMXCS JleTeil mpocJieskeH katamue3 ot 1 mec 1o 10 xer, y
13 ¥3 HUX OTMeuYeHbI KIMHUYECKUE NMPOSBJIEHUST KOMIPECCUH
Tpaxeu M MUIIEBOJA, O0YCIOBIEHHBIE COCYANCTHIM KOJBIOM.
N3 17 nereii ¢ yka3aHHBIMH aHOMAJIHSAMH AYTU A0PTHI U COIMYT-
creytomumu BIIC 8 — 6bumn nmpoonepuposanbt. II/IA mMosxer
BBISIBJIATBCA TIpH (peTanpbHOll dXoKapauorpadun HayHHASA C
11 nex Gepemennoctu. M3omposannas IIJIA umeer HU3Kuii
PHCK XPOMOCOMHBIX aHOMAJIMI1 U XOPOIIHii IPOTHO3, Y MOJIOBH-
HBI ZIeTell OTCYTCTBYeT KIMHUYECKAsi CHMITOMATHKA, 00y CI0B-
JieHHasi cocyaucTbiM KoabioM. IIpornos IIJIA mnpu coueran-
HpIx BIIC 3aBucur or tsxectu atux BIIC, a Takke oT xapak-
Tepa SKCTPaKapAHaJbHBIX AaHOMAJINI Pa3BUTHS

Kmouesvie cnosa: npasocmoponnsis dsotinas dyea aopmo, cocy-
ducmoe KoIbYO, NPEHAMATLHAS YIvMPA3BYK06aAst OUAZHOCMUKA.
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Hepsoe omucanue pasoctoponneit gyru aopts (ITJA) 66110
cienano G. Fioratti u F. Aglietti B 1763 1. [1], a ciycrst 55
get J.N. Corvisart [2] orrcan aTy aHOMAJIMIO B COUETAHUM C TET-
panoit Dasio.

®opmuposanue II/IA HaynHaeTcss Ha paHHEM 3Tale M-
Gpuorenesa, KOrja IPOUCXOUT 3aKJIajIKa J0PCATHLHON 1 BEHT-
pasbHOM 1yT a0pThl. [laHHble AyrH CBsi3atbl 6 9MOPUOHAILHBIMU
BETBSIMU, 3 KOTOPBIX TPEThsI, YeTBEPTAS U IecTast 3a/1eiiCTBOBA-
HBI B Pa3BUTHU IYTH A0PTHI, HEKOTOPHIX KPYITHBIX COCY/IOB, &
TaKKe apTepuaJbHOrO MPOTOKA U TJIABHBIX JIETOUHBIX apTEPHUIL.
[Tpu dusmonornyeckoM pa3BUTUN Kaxklas NPUMUTHBHAS IyTa
WJIN TIPEBpaIiaeTcs B GYyHKINOHNPYIONIII COCY/, TN IIPONCXO-
[T ee MHBOJIOIMS. JTOT [POIECC HAYMHAETCs ¢ 28-T0 JIHS 9M-
GPUOHAIIBLHOTO PA3BUTHS 1 3aBepUIaeTCs K 7-if Heese aMOpHo-
renesa. IIJIA oGpasyercst 1py MHBOJIOIMK JIEBOW YeTBEPTON
BETBU JIyTH, C pa3ButueM 1pasoii BerBu [3—5]. Knaccuueckas
nBoitHas myra aoptel (/[/IA) pasBuBaercsi mpu OTCYTCTBUU WH-
BOJIIOIIUY IUCTAJILHOI TIPaBOi YeTBepTOi yri. YeTBepThie mpa-
BbI€ U JIEBBIE JIYTU COXPAHSIOTCS U TIPUCOEMHSIIOTCS K JIeBOPAC-
MOJIOKEHHON HUCXOAsAMIeil aopTe. AGeppaHTHas TpaBast IMOJ-
KJIIOYNYHAS apTepus MPOUCXOANT TIPU aHOMAJIBHOH perpeccuu
4eTBEPTOIl JIyT! a0PThI, CBSI3AHHON € 33/IePKKOI cerMeHTa mpa-
BOH JIOPCATbHON a0PTBI, KOTOPast COEMHSIETCS C TIPABOI Ce/lb-
MOi1 BHyTpHUCETMEHTHOH aprepueii (puc. 1a, 6, B, T).

CortacHO Pa3JInYHbIM UCTOYHUKAM, YACTOTA BCTPEYAEMOCTU
ITJTA moctaToyHo cTabUIbHA 1 MPAKTHYECKH He 3aBUCHT OT ¥IC-
caie/lyeMoii BBIOOPKM M METOJIa WJIM TOJXO/A, UCIOIB3YeMOro
[IPY BBISIBJIEHUH ATOI aTosioruu. Tak 1o TaHHbIM ayTOTICHIT Ya-
crora Berpedaemoctu ITJJA B momyssituu cocrasisier ot 0,04%
no 0,1% [6-8]. Ilo pesynbpratam peHTreHorpacdun TPYIAHON
kieTku ee yactora cocranssiet 0,1% —0,14% [6, 9], a 1o mantbim
TpeHaTasbHOI axorpadun Takxke coctasiset 0,1% [10].

IT/TA MoxeT BCTpeuaThCs KaK M30JMPOBAHHO, TaK U JIOCTa-
TOYHO YaCTO OHA COUYETAETCSI C UHBIMU AHOMAJIMSIME JIyTH A0PTHI,
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Puc.1. a,0,B,r. — cxembl 3MOpuoreHesa: a) HOpMasnbHOW JIEBOCTOPOHHE Ayru aopThbl; 6) ABOWHON Ayrv aopThl;
B) NPABOCTOPOHHEW AYrv aopTbl; r) IEBOCTOPOHHEH AyrvM aopTbl ¢ abeppaHTHOI NpaBol NOAKIIOYMYHOI apTepuei
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MpAIN — npaBocTOpOHHUIA apTepuanbHblii npotok; NMpOCA — npasas obLwas coHHas aptepus; MplknA — npasasi NOAKNIOYMYHAs apTepus;

JleBlMknA — neBas nogkniounyHas aptepus; leBOCA — nesas o6Lias coHHas aptepusi; JlesAl — neBeblii apTepuanbHbiii npoTok; CTBJIA — CTBON NEroyHon aprepum
Puc. 2. JleBOCTPOHHSAS Ayra aopTbl U aHaToMO-Mopdonornyeckue BapuanTtol MOA — a: 6 — MJA ¢ 3epkanbHbiM pa3BeTBIEHUEM
¥ npaBbiM apTepuanbHbiM npotokoM; B — MJA ¢ 3epkanbHbiM Pa3BeTBIEHMEM U JIEBbIM apTepuanbHbIM NPOTOKOM;

r — NPA ¢ 3epkanbHbiM pa3BeTBIEHUEM W [ABYCTOPOHHUM apTepuanbHbiM npotokom; A — MDA ¢ abeppaHTHOIi NeBol NOAKMIOYUYHOI
apTepueli U NpaBbiM apTepuasibHbiM NpotokoM; e — MA ¢ aGeppaHTHOI NeBOi NOAKTIOYUYHON apTepueli U NeBbIM apTepuanbHbIM
npotokom; X — MJA ¢ aGeppaHTHOii neBoi NOAKIIOYNYHON apTepueit U ABYCTOPOHHUM apTepuanbHbIM MPOTOKOM;

3 — NPA, «u3onsums» C NEBOIA NOAKIIOYNYHOW apTepueli, U C NIeBbIM WU ABYCTOPOHHUM apTepuanbHbiM MPOTOKOM

— THTIOTUIa3nel, TepernboM 1 TepePBIBOM JYTH U IPYTHMHI BPOXK-
nernbiMu iopokamu cepaia (BIIC) npesxe Bcero ¢ KonoTpyH-
KaJlbHbIMU aHoMasusiMu (00MInit apTepraibHbIil CTBOJI, TeTpaza
Dasiio) TpaHCIIO3UIMEH TJIABHBIX apTepUil; peke KJIallaHHBIMU
AQHOMAJIMSME TIPaBBIX OTAEIOB Cep/la (JeroyHas U TPUKYCIIHU-
JIaIbHas ATPEe3Hsi) U M3pejiKa cenTtaibibiMu gedexramu [11-15].

TIJTA BcTpeyaercs y 5% HaIFEHTOB € aTPE3nei MUIIeBo/a 1
Tpaxeo-a3odaraibHoil puctysioii [16].

Mzonuposanuast IIJTA taxske goBobho yacto (10-25%) ac-
COITMMPYETCS C OTPEAETeHHBIMI XPOMOCOMHBIMI CHHIPOMaMH,
[IPEMMYIIECTBEHHO 00y CI0BAEHHBIMU MUKpozesenueit 22q11.2,
KoTopbiil umenyercs akporumom CATCH22 (110 ab6peBuarype
MTATOTHOMOHWYHBIX CUMIITOMOB 1 BKJIOYAloMieil CMHAPOMSBI Jln
Jlxopmxku, Taxao, Ilmpensens [17-19], pexe ¢ TpucoMnei
21-it XpOMOCOMBI, UTO BCTPEYAELTCS Yallle IIPU COYETAHUHU C JIPY-
rumu BIIC [20]. Onucanbl HEMHOrOYHCJIEHHbIE HAOJIOECHUS
IIJIA npu CHARGE- u VACTERL-accomnmanusx [21, 22].

AHATOMHYECKU BBIJIEJISIOT JBA IPUHIMIINAIBHO PA3HBIX
tumna [1/IA — ¢ 3epkajqbHbIM pa3BeTBieHeM (TaK Ha3biBaeMblil
nruanid tun) 1 [1JIA ¢ abeppaHTHOI J€BON MOAKIIOYUIHON
aprepueit  (AJIIIA), xoroppie 10  Kjaccudukanuu
Adashi-Williams—Nakagawa nHaspiBatorcst TunoM M u THIIOM
N [12], 1 B 3aBUCHMOCTH OT JIaT€PAINU3AINI 1 KOJINIECTBA ap-
TepuasibHbIX PoToKoB 06a Tuna IIJIA noxpasaensiorces na 7
MOpGOJOTHYECKUX BapHAHTOB (PrC. 2) Ba U3 KOTOPBIX TUIIO-
teTndyeckue (T.K.KIMHUYECKUE CJydyan He n3BectHbl) [12, 23].
Eute k 6osee peakum Bapuantam [IJIA oTHOCAT M30IMPOBAH-
HOe TIPUKpeIieHne abepPPaHTHBIX TOIKIIOYHIHBIX, Oe3bIMSIH-
HOU WJIN COHHBIX apTepuii [24].

C TOYKHU 3peHust KIMHIMYECKO MPakTUKu Haunbosee 3Haun-
MBI BapHaHTHI, Yallie Bcero accorpmpyemsbie ¢ apyrumu BIIC, a
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MNA — npagas nonkniounyHast aptepust; MCA — npaBasi COHHasi apTepus;

JICA — neasi cotHasi apTepusi; A/INA — abeppaHTHasi ieBasi NOAKIIOYMYHas apTepus;
CB — cocynmctas cesiaka; JIBJIA — neasi BeTBb jieroyHoit aptepuu; CJTA — cTeon
neroyHoi aptepun; BOAo — BocxopsLas ayra aoptel; [T — nuwesog; T — Tpaxes

Puc. 3. Cocyauctoe konbuo npu MAA ¢ abeppaHTHOI neBoii
NOAKIIIOYNYHON apTepueil U NeBbiM apTepuaibHbIM NPOTOKOM

141



NEPMHATONOIrMd M HEOHATONOIrmM4

TaK’Ke CIIOCOOHBIE BBI3LIBATD TMOTHBIE U HETIOTHBIE «COCYICTHIE
KOJIbIIay WJIN TaK Ha3bIBaeMble COCYAMCTBIE CBA3KU. Cpen 1o-
caenHux AByx vaie Beero urypupyer I[IJA ¢ AJITIA u neBoc-
TOPOHHWM apTepPHATbHBIM MTPOTOKOM WJIM MPaBBIM apTepHasb-
HBIM [IPOTOKOM COOTBETCTBEHHO.

¥ nanuentos ¢ IIJIA u AJIITA u neBocTopoHHUM apTepualb-
HBIM ITPOTOKOM HEPEIKO MOTYT OTMEUaThCsl XapaKTepHbIe PeCITH-
paTtopibie ¥ TacTpos3odaraibible KINHIIECKUE ITPOSBJIEHIS,
006yCJIOBJIEHHbIE BHYTPUTPY/IHBIM C/IABJIEHUEM TPAXEH ¥ [UIIEBO-
I1a cocymeThiM KosbiioM (puc. 3) [22, 25]. Pecrimparophast cumii-
TOMATHKA BKJIIOYAET 3aTPY/IHEHHOE [bIXAHNe, O/[BIIIKY, TPUCTYIIBI
YAYLIbs, THCIUPATOPHBIN CTPUJIOP, OPTOITHOE C 3AIIPOKU/IbIBAHI-
€M TOJIOBBI Ha3a/l, CyXOi Kalllesb, 3aTsUKHBIE M/ TIOBTOPHBIE BOC-
najmresbHble GPOHXOJIEroYHbIe 3a00JIeBAHNST, JTADUHTUTHI, TPaxe-
uThl 1 iHeBMOHNY [25—27]. TacTpoa3odaraiibiibie CHMIITOMbI [IPO-
SIBJISTIOTCST 3aTPYAHEHHBIM, GOJIE3HEHHBIM TIOTAHNEM, TOTIEPXUBa-
HIEM, CPBITHBAHNEM, PBOTON HertepeBapentoil numieit. K apyrim
BO3MOJKHBIM CHMIITOMAM OTHOCHMTCSI aKPOIMAHO3, OTCTAaBaHKE B
(usnyeckoM pasBuTHH, HeoCcTaTOYHAsT Macca Tena [12, 25, 26].
XapaxrepHble KIMHUYECKHE CUMITOMbI HEPEIKO MPOSIBIISTIOTCS B
HepBbIe MECSAIIbI U TO/IbI U3t [27, 28], oHAKO orrcanbl HAbITIO-
JIEHST, KOT/[a KITMHIIecKast MaHU(ecTalis KOMIIPECCHH TPaxen 1
MTUIIEBO/Ia BIIEPBBIE MPOSIBIJIACH TTocte 50—60 et ;Ku3Hu u crap-
tie [29, 30], yto 0GbsICHSIETCS] BO3PACTHBIMU U3MEHEHUSIMU TTHIIIE-
BOJIa 1 J[yTH A0PTHI M3-3a €€ PUTHHOCTH BCJIE/ICTBIE aTEPOCKIEPO-
THYECKNX M3MeHeHHni. [JOMUHUPYIOMNM CHMIITOMOM TIPU 9TOM
SIBJISIETCST HENOCTOsIHHASL ucarus, yalie MposIB/IAIONascs Ipu
TIPOTJIATBIBAHIN TBEPION IHINH, YCHJIMBATOMascs Mpu usmdec-
KUX ¥ HEPBHBIX HATPSIKEHHSIX, TOPOH COUETAIOIIASICS OOJIbIIE 32
IPYJIMHOI 1 B snuractpuu. Takas KIMHUYECKas CUMITOMATHKA
Gbisia BriepBbie oncana eie B 1735 r. D. Bayford [31] u nmosryunia
nasBanue «dysphagia lusoricar, wiu 3aragounast qucdarusi, Tak
KaK OIpeJIeIeHHBIX IPHYUH VISl ee 00bsICHEH s TOT/a He ObLIO.
CrerneHb BBIPaKEHHOCTH YIIOMSTHY THIX KIMHIUECKHX MTPOSIBICHNIT
[IPSIMO  3ABHCHT OT CTEIEHN TSKECTH CAABJIEHHS COCYNCTHIM
KOJIBIIOM TPAXeU U MUIIEBO/A, YTO 3HAYUTEIBHO GOJICE BBIPAKEHO
mpu [I/IA, wem niput [T/JA. Oncan papuretHsrii cyyaii /IJIA mipe-
HATAJIbHO BBI3BABIINIT BBICOKYIO OOCTPYKIMIO BEPXHIX JIbIXAaTeb-
npix myteit (CHAOS) ¢ xapakTepHoii KapTUHO yBeIUYEHHBIX -
MePaXOreHHBIX JIeTKUX [32]. JumrespHas KOMIIpeccusi CoCy/Iic-
TBIM KOJIBI[OM MOJKET IIPHBOJUTD K TAKUM OCJIOKHEHHSIM, KaK Tpa-
XEOMAJISAIUA, TPAXCOOPOHXHATbHAST OOCTPYKI[HS, CTEHO3 TPAXCH U
GPOHXOB, UTO MOJKET TIOTPEGOBATH OIIEPATHBHOTO JIEYEHHIsT, TAKOTO,
KaK MIHHUTOPAKOTOMUSI, PacCedeHNe COCYMCTOH CBA3KU U a0PTO-
nexcus [33, 34| WK 9HI0BACKYJIIPHBIX METOJ0B XUPYPIuH, ¢ 3H-
JIOTIPOTE3NPOBAHIEM U THOPHIHBIMU METOAAMU XUPYPIUH, KOTO-
PpbIe IIKpe CTAJN IIPUMEHSITH B ocsreanue ecsaturerns [35]. TI/IA
BCTPEYAETCsI U Y JKUBOTHBIX B TOM YHCJIE aHajor cunzapoma /n
JI>KOP/LKN U TIPY HATTMYUH COCYAMCTOTO KOJTbIA TaksKe MOKET Tpe-
6oBatb ornepatuBHOrO Jedenus [36—40].

Emte oxnum penxum crnennduueckum ocsoxkuenuem I1J1A
apasierest anespuama AJITTA [41]. Onucano HabaroneHUe 03/
Heil Manndecrannu 9TON MaToJ0ruy, B 62 TO1a IPOSIBUBIIEECS
OCTPBIM PACCJIOEHNEM CTEHKH BOCXOJSAIEH aopThl M TaMIIOHA-
noit nepukapza [42]. Taxke Bcrpeuatorcst paspsisbl AJIITA, Tpe-
Gyrotue ypreuTHOH Xupyprideckoii momorn [43]. Omy6imko-
BaHO Kasyuctuueckoe Habmozpenue IT1J[A, M30JMpPOBAaHHON ¢
AJIITA, kpoBocHab:kaeMOll 13 JIeBOii BepTeOpaibHON apTepun ¢
PeTpOrpasiHbIM KPOBOTOKOM, OCTIOKHUBIIIeeCs aTpodueii 1eBoro
[OJIYIIAPHsT TOJOBHOTO MO3Ta BCJIEACTBUE CUHIPOMA 0OKPaIbl-
BauuA [44]. K peaxkum ociiokHEHUSM, MMEIONNM acCOITHaTHB-
Hy1o ¢Ba3b ¢ [I/{A n muBepTukyom KommMepers, Tak:ke OTHOCAT
KapIMHOMY TiiIeBoa [45] u pak jierkoro [46].

TeM He MeHee, HEPEIKO BCTPEYAIOTCsT GECCUMITOMHbIE CJTy-
yau [1JIA, KoTOpble CTAHOBATCS HEOKHUAAHHONW HAXOAKOH MpH
ayTOIICHM MAllUEHTOB IIPEKJIOHHOr0 BozpacTa (89 set) [47].

IIpexu3HEHHAS IUATHOCTHKA ITON MATOJOTUH BIIEPBLIE ObI-
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sa npoBenieHa H. Assmann B 1924 r. [48], Ha MPOTsI:KEHUY MOy -
BEKa OHA OCYIIECTBJIANIACH TOJIBKO C MIOMOIIBIO KOHTPACTHON 1
naxke 0030pHON peHTreHorpaduu, MpU KOTOPOH OTMEYaeTCst OT-
CYTCTBHE JIEBOI BepXHeIl yTH cep/ledHoil TeHH, a CIIpaBa ompe-
JIeJISIeTCsT PaCIIMpeHHast cocyaucTasi TeHb Bo 11 Mexpebepbe;
TakKe HabJIIOAETCsT CMEICHUE MUIEBOJA CTIEPEAN Ha KOHTpPa-
CTHBIX 230(QarorpaMMax B ITIEPBOM KOCOM MoOJOkeHun |12,
25-27]. B mocnennue mecstuietust aias Busyammsaruu [1JIA
HIMPOKO TPUMEHSIOT CIUPAIBHYI0O KOMIBIOTEPHYIO TOMOTpa-
duto (KT) u maraurtHO-pesonancuyio tomorpaduio (MPT)
[49]. IlpumeyarepHO, 9TO B MOCTHATAIBHBIN TIEPHOJ 9XOTPa-
¢us npakruueckn HentdopmaTusua B guarnoctuke IIJIA.

O BO3MOXKHOCTSIX YJIBTPA3BYKOBOH ANArHOCTHKH B IIPEHa-
TAJIBHOI JIETEKINI aHOMAJIMii J[yTH aOPThl BIEPBbIE COOOIINIT
R. Achiron, u coasropst 8 2002 . [10]. B ero nmy6aukarmu 6110
npezcrasieHo 18 caygaes II/IA u 1 coayuqait I/IA, ycraHoBseH-
HbIE [IPH PETPOCTIEKTHBHOM aHAJIN3€ AaHOMAJIbHBIX H300pasKeHHi
MOIIEPEYHOr0 CeYeHNsT BEPXHETO CPEIOCTEHHS TIJI0/I0B, TTOJIYUeH-
HBIX [IPH PYTHHHOM YJIbTPa3ByKoBoM ckpununre 18 347 Gepe-
MEHHBIX B 3 IIEHTPaX, CHEIHATM3UPYIONHXCS M0 (heTambHoi
axokapauorpadun (B 9TOM aHajIU3e TAK)Ke PUHSIN ydacTHe
JeTCKHe Kap/AMoJIory U mysiabMoHosorn). IIpocrexTuBHas mpe-
naraibHast guarnoctuka [1JA ¢ cocyaucThIM KOJIBIIOM, B TOM
YucJie ¢ MOMOIIBIO TPeXMePHOiT axorpadun, Oblia BriepBble BbI-
nosiHeHa R. Chaoui B 2003 r. [50].

Ilepsorii cayyait IIJIA y mrosa Gt MpeHATaNIbHO BbISIBJIEH
namu B 2004 rony u onybaukosan B 2005 roay [21]. 1o Gbun
MepBblil ciyyail npeHatanbHoil merexkimn [1/IA B Ykpanne u
npexanosoxkurensio B CHT, tak Kak B To BpeMsi B MUpe CTan
MOSIBJISITHCST JIUIID OT/AEJIbHBIE HAOIIOIEH IS

Ha ocnoBe cepru cobcTBennbix 19 Habmonenuil mpeHaTasb-
noit auarnoctuku ITJIA B 2008 r. Hamu GblT NIPEACTABIECH J10-
kaan Ha Mexaynapoanoii koudepeniun ISUOG B Canxr-Ile-
TepOypre ¥ BBIILIK COOTBETCTBYOIIME Mybnkanuu [51-53].

3a TPOTITe/IIe TObI B MUPE TIOSIBUIIOCH OKOJIO JIBYX JIECSIT-
KOB CTaTeil ¢ OIMCcaHNeM KaK OT/IeIbHbIX CIIy4aeB, TaK U CEPUH Ha-
GurtofieHnit ipeHaTaibHOl auarHocTuku TI/TA, ormy6aMKOBaHHBIX
TIPENMYTIIECTBEHHO B aHTJIOSI3BITHON JTepartype [54—66], a Tak-
ke JiBe 13 HuX B Poccuiickom xxypHasie «IIpenaranbhas quarnoc-
TUKa» [67, 68], OC/IeIHSS U3 KOTOPBIX SIBJISIETCS MYJIbTUIICHTPO-
BBIM aHAJIM30M TpeHaTaabHOl nuarHoctuku 40 caywaes [1/1/1,
BBIABJICHHBIX B 16 pasiuunbix yupeskzenusx. [Ipexacrasmisgem ce-
puio U3 56 ciydyaes IpeHATAIbHO ANATHOCTUKHM aHOMAJIMI JIyri
a0pThI, 0OHAPYKEHHBIX B HAIIEM I[eHTpe 3a MuHYyBIHe 10 ser.

MATEPUAJIbI U METObI

[TpoBeneno MoATOCPOYHOE MPOCIEKTUBHOE MCCIETOBAHME
BO3MOKHOCTH IIpeHaTanbHoit quarnoctuku [T/IA y nutona u pom-
TeJIbHOE KaTaMHECTHYECKOEe HAOMIOIEHNE 3a JIeThMU, POJMBIIH-
MUCSI C 9TOH BPOYKIEHHON aHOMAJIHEN.

B nannoe uccnenosanue Briodetst 55 caydaes [TIJIA u 1 ciy-
vaii JIJTA, oGHapysKEeHHbIe HAMU MIPH TIPOBEIEHIH MacCoBOToO 6e3-
BBIGOPOYHOTO  MTPEHATATHLHOTO  YJIBTPa3BYKOBOTO CKPUHIHTA
60 090 Gepementbix r. Kpuoro Pora i KOHCYJIbTaTHBHO-9KCIIEPT-
HbIx Y3U 30961 GepeMeHHbBIX MYl PUCKA KUTebHUIL JIHem-
POINETPOBCKOM, 3anoposkckoi, HukosaeBekoii u apyrux obmacreit
Vxpaunsl (equnndnbie HabsoneHust manuenTok u3 r. Omeccsl,
r. XapbKoBa, T. XepCOHa), BBITTOJHEHHBIC B HAIIIEM IIEHTPE 32 TIepH-
oxt ¢ 2004 1o TIT kBapran 2014 1. (TonbKO y 2 GepeMeHHBIX 13
r. Mestrronosist Gblia npesaputesibio ycranossiena [I/TA).

[Ipenarampras nerexius I1/IA ocymecTsismach Ha Y 3-cka-
Hepax pasHoro Kjacca 1 HoKoseHuH, nsnadansho ¢ 2004 no ce-
pemunbt 2008 1. Ha cepomkaabubix mpubopax /Aloka-SSD-630
(SInonus), Toshiba-SAL-77A SS u SSA A250 (SInonus)/ ¢ Be-
pucdukanmeit npm momomm Y 3-cuctempr  HDI-3000
ATL/Philips (CIIIA). C 2008 r. npumensiiu nudposbie Y 3-cu-
crembl Voluson 730Pro «GE» (CIITA), SonoAce-X8 «Medison»
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Puc. 4. PaHHgs npeHaTanbHasi AMarHOCTUKa I'I, cpes yepe3 3 cocyna u Tpae

10: a — COCyAMCTOe KOJbLo (GepemMeHHOCTb

11 Hep 6 pAHeii); 6 — U-o6pasHas koHdurypaums rnaeHbix aptepuii (6epemeHHocTs 13 Hepn)

Puc. 5. Cpe3 yepe3s 3 cocyna u tpaxeio: MOA ¢ 3epkanbHbiM
passetsneHnem: PA — neroyHas aptepusa; LPA — neBasi BeTBb
neroyHoi aptepuu; DA — apTepuanbHblii NPOTOK;

Ao — npaBocTopoHHss Ayra aoptbl; DAo — HMCXoasLaa aopra;
T — 1paxes (6epemeHHoCTb 20 Hepn)

(Kopest) 1 HD-11-XE «Phillips» (CIIIA). TTpoBoanin oreHky
He MeHee 7 CTAHJAPTHBIX CEYEeHMI Cep/ilia U COCy/0B, AMArHOC-
tka IIJTA 6a3upoBasach Ha OIlEHKE MOIEPEYHOTO Cpe3a yepes
Tpu cocyzia u Tpaxeio. IloMnMo cepomKaabHOI 9XOKapAnOTrpa-
(bun, IprMeHsIIN 1[BETOBOE JIOIIIIIIEPOBCKOE KAPTUPOBAHME KPO-
BOTOKA 11 9HEPTETUYECKYIO AaHTHO/[ONTLIeporpacduio, B TOM YHCTIe
B peKUMe TpexMepHoii anruorpadguu. B ciaydae obHapyskeHus
IIJIA npentudunmponaiu ee TIl, GUKCUPOBAIN HAJINYKE COCY-
JIFICTOTO KOJIBIIA, YUYUTHIBAIN coueTanwne ¢ Apyrumu BIIC n nubI-
MU aHOMAJIUSMU Pa3BUTHUS.

B 16 cayyasx (1mpenMy1ecTBeHHO 1IPpU COYETaHUU C JAPYTH-
MW BPOXIAEHHBIMU TMopokamu passutuss — BIIP) mposeneno
[IPeHaTaabHOe KAPUOTHITHPOBAHNE TIOJIA B 5 M3 HUX JOTIOJIHH-
TeJIbHO oTIpeieisiiu gesernio 22q11.2 skcrepuMeHTalIbHbIM Me-
TOJIOM, KOTODBIII OCHOBBIBAJICS Ha JIETEKIMHU JeJelnii TeHa
TBX1 (B mpokcUMaIbHOM, IIEHTPATBHOM U JIUCTATBHOM y4acT-
Kax) — KJIIOYEBOI0 CHMITOMO(GOPMUPYIONIEr0 TeHa CHHAPOMA
Jn [Ixxomxku, ¢ MCnosib30BaHNEM TIOJIMMEPa3HOil 1EeMTHOH peak-
wun (IT1IP) u meTekineit IpoAyKTOB peakiny B 2% arapo3HoM
resie. [lpu obuapyskenuu Tsokesbix coderanubix BITP 110 skena-
HUIO CeMbH TTPOBOJINIIHN TIPepbIBaue 10 22 Hell 6epeMEHHOCTH ¢
HocTeayIonell ayTolcuell a3IMMIHIPOBAHHOTO TIJI0/IA, TIPH y4a-
CTUM Bpava-rexeruka 1 Bpadeir Y 3/1.

Bcee nern, ponusiiuecs ¢ IT/IA (kak ¢ 130JMpoOBaHHOM, TaK 1
B komGuHaruu ¢ apyrumu BIIC), cocTosT Ha AnCIAHCEPHOM
ydeTe y TOPOJICKOro U 00JIACTHOTO JETCKOTO Kap/HoJiora, KOTo-
PBIE PETYIISAPHO MPETOCTABIISIOT BCe HEOOXOMMbIE TAHHBIE O Ka-
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Puc. 6. Cpe3s yepe3 3 cocyaa u Tpaxeio: MAA
¢ abeppaHTHOI NeBOil NOAKNIOYUYHONW apTepueit
U-o0pa3Has KoHUrypaumus rnaBHbIX apTepuil B pexume
3HepreTuyeckoy aHruoponnneporpadpum: 1 — neroyHas
apTepus ¢ JIeBOCTOPOHHMM apTepuanbHbIM NPOTOKOM;

2 — NOA; 3 — Tpaxes;

4 — nuweeop, (6epemeHHocTb 23 Hep)

Puc. 7. Cpes yepe3 3 cocyaa u Tpaxeio: U-obGpasHas
KOHMIrypaums raBHbIX apTepuit (6epeMeHHOCTb 22 Hep)

TamHese jeTeil. BeceM skeHmmHaM, KOTOpble 3aBepuimin Gepe-
MEHHOCTD, HaM¥ OBLJIN HAIIPABJIEHbI CIIEIUAJIBHBIE AHKETBHI, B KO-
TOPBIX YUUTBIBAJIN crocob pojopaspelnieHus: (ecTecTBeH-
HBI/ONepaTUBHBII), MacCO-POCTOBBIE ITapaMeTPhl HOBOPOXK-
JCHHOr0, OLEHKY II0 1IKaje Amrap, COCTOSHUE U pasBUTHE pe-
GeHka B MepBble THU W MECSIILI JKU3HM, 10 Tofa u crapiie. OT-
JIeJIHO BKJIIOYEHBI BOINPOCHI C IEPEYUCJeHHEM XapaKTepHOI
CUMIITOMATUKU BO3MOJKHBIX HapylleHUi (QyHKUUY AbIXaHUS U
nuieBaperns (4acth MaTepeit Takxke ObLIN OIPOIICHBI B TEle-
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Puc. 8. Cpe3 uepes 3 cocyaa u Tpaxeio: a — MNOA u neBOCTOPOHHSAS aGeppaHTH

0)

asi MOLKNIOYMYHAS apTepusi, COCYAUCTOoe

konbuo (B pexume LK) Bokpyr Tpaxeu u nuweeopa (6epemeHHOCTb 22 Hep); 6 — cocyamcToe KOMbLO
(B pexume 3HepreTMyeckoy aHruogonmnaeporpadum) BOKpyr Tpaxeum U nuuiesopa

Puc. 9. MpaBocTopouHsis ayra aoptbl ¢ AJIMA B coyeTaHum ¢ Tetpapoit ®anno: a — cpes yepe3 3 cocyna Ha ypoBHe GudypKaumm
neroyHou aptepum: PA — cyxeHHas neroyHas aptepusi; Ao — pacwumpeHHas u cMelweHHas MOA;
VCS — BepxHss nonas BeHa; 6 — cpe3 yepe3 3 cocyaa u Tpaxeio, mexay MIA u neroyHoit aprepueii onpepensiercs Tpaxes

dbonroM peskime). 20 JKeHIIHAM TOJO00HbBIE aHKETHI TTOCHLIA-
JINCh TOBTOPHO crycTst 5—10 set.

[l ycTaHOBJIEHNST 9acTOTHI BCTPEYAEMOCTH M y/IEIBHOTO
Beca ITJIA B crpykrype BIIC ObLiv BBIKONMPOBAHDI JaHHbIE
€)KEro/[HbIX OTYETOB FOPOJICKOTO JIETCKOTO Kap/InoJIora, a TaKKe
IIPOTOKOJIBI Ay TOTICHI, TIPOBEJIEHHBIX B IETCKOM TTaTOTIOTOAHATO-
MHUYECKOM OT/IeJIEHUN HAIIeTo IeHTPa.

PE3YJIbTATbl UCCJNTIEAOBAHUSA
N UX OBCY>XXAEHUE

3a 10 Jsier B HaleM HEHTPE MPEHATAIBHO ObLIO BbISBJICHO
5046 ciyuaes pazimunbix BIIP, uz aux 757 BIIC (15,0 %), npu
9TOM AHOMAJHNN JIATEPATU3AINN JIyTH AOPTHI COCTaBHJIN 56
(7,4%) cayuaes — 55 IIJIA u 1 JIJTA.

W3 Hux 20 cirydaeB BBISBJIEHBI TIPH MacCOBOM OGe3BBIGOPOY-
HOM DYTHHHOM Y 3-CKPHHUHTEe B CyOMomyssiimn GepeMeHHbIX
r. Kpusoro Pora u 35 ciyuaes ITJTA u 1 JIJTA tpu nposenerun
KOHCYJIbTaTHBHO-9KCIIepTHOTO Y 3U GepeMeHHbBIX, HallpaBJieH-
HBIX B HAIII [IEHTP M3 JAPYTUX TOPOAOB U 00JIACTEl, € IETBIO TT0/I-
TBEPK/IEHUS] TOU WJIM UHOU BPOKAEHHON MATOJOTHH Y TLIOA
(1pu 3TOM TOJIBKO B IBYX cuaydastx [I/[A Gbuia oGHapyskeHa U
yKasaHa Mpy HAIPABJIEHNU B HAIII IIEHTP).

Yacrora obuapyskenus IIJTA npu maccoBom 6e3Bbi60pPOU-
HOM Y 3-ckpununre coctaBuia 1:3004, a B cesieKTUBHOI rpyTie
GepeMeHHBIX, HAMpPaBJIEHHBIX Ha KOHCyJbTanuio, 1:884 (cym-
MapHast yactora cocrasuia 1:1655 mionos).

Bospacr Gepemennbix ¢ ITJIA y mroza 6bit B ipejieiax ot 16
110 39 siet u B cpeqieM coctaBuil 26 Jiet. lectaninoHHbII BO3pACT
wioga 1pu obuapyxkenuu [TJIA Bapbuposan ot 11 nen (puc. 4
a, 6) u 10 31 Hex u B cpeaHeM coctaBua 21,5 Hex. KoamdectBo
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Puc. 10. Cpe3s uepes 3 cocyga u Tpaxelo: Tetpaga ®anno
B coyetaHuu ¢ MOA B (pexume LWIK): Ao — paclumpeHHas
aopra; PA — yskas sieroyHas aptepus

GepemennocTell y ket kosebanoch ot 1 10 9, B cpejiaem co-
craBuo 2. C MOMOIIBIO CEPONIKATIBHBIX Y 3-cucteM ObLIO na-
raoctupoBano 13 cayuaeB [1/IA u 42 cayuas [TJIA u 1 JIJIA ¢
nomotibio 1npposeix Y 3-cucrem. [Ipu Y31 6bumn auddepen-
IIMPOBaHbI /[Ba OCHOBHBIX Tuma IIJIA: 2 ciyyas ¢ 3epKaJbHBIM
pasBeTBieHreM (puc. 5) u octambhbie 53 cay4das [1/IA ¢ AJITTIA
(puc. 6, 7), 34 mnona Bkoyas oxguoro ¢ [IIA umenu cocyauc-
Tble KoJb1o (puc. 8 a, 6). B Xoze npoBejeHHbIX UCCIEA0BAHMIA
1IPU OlleHKe 4-KaMepPHOTO Cep/ilia 10/ BBISBIEHO aHOMAJIbHOE
pacIioJio;KeHue MOTePevHOTO CeYeHUsI TPYTHOTO OT/IeJIa A0PTHI: B
28 (50,9%) cyuasix cripaBa ot cpemueil aunun; B 25 (45,5%)
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Puc. 11. Cpe3 yepe3 3 cocyaa u Tpaxeto: a — U-obOpa3Has koHdurypaums rnaeHbix aptepuii npu MNOA v nesoit aGeppaHTtHoi
noakniounyHol aprepueii (B pexxume LK) y nnoga ¢ CHARGE-accoumaumeii; 6 — aytoncusi, makponpenapar cepaua pe6eHka ¢
CHARGE-accoumaumeii: 1 — NOA; 2 — Tpaxesi; 3 — neroyHaa aprepus; 4 — 30H[, BBEAEHHbIA U3 JIGBOrO B MPaBblii XXenyaouek
Yyepes npeAcepAHO-KENYA04KOBbIA KaHan (aopTa, NEroyHas apTepus M Xenyaouku cepaua pacce4eHbi)

o

Puc. 12. Oxorpammbl nocnepoBartesbHbIX CPE30B ABOMHOI AYrM aopTbl HA YPOBHE CeYeHUs Yepe3 3 cocyaa M Tpaxelo (B pexume
3HepreTMyeckoli aHrMogonnieporpadum): a — KnewwHeobpasHas KOHGUIypaLms COCYAMCTOro Konblia cpOopMMPOBAHHOIO JIEBOI W MpaBoi
ayramu aoptbl; 6 — nepesepHyTas Y-o0pasHasi kKoHuMrypaumsa cocyaucroro konbua AIA; B — "namM06pa” npusHak ABOIHON AYrM aopTbi

CJlydasix 110 CpefiHeil JIMHUU 1 TOJIBKO B 3 (5,5%) ciiydasix HOp-
MaJIbHOE PACIIOJIOKEHUE TPYIHOTO OT/Iesa aopThl. 13 21 cayvas
coueranne [T/IA ¢ BIIC B 13 (61,9%) caydasx orMedanocs ro-
PU3OHTAJIbHOE CMEIEHe OCU CEePJilla, BCJIEICTBUE AHOMAJIUIL
koHorpynkyca. B 3 ciyyasx (14,2%) npu cuHapoMax reTepoTak-
crn HabJTIO/IA/Iach Me30Kap/Ivst U IIOYTH BEPTHKATIbHAST OCh CeP/I-
na. B ocraBumxcs 5 (23,8%) ciayuasx He 0TMEYAIOCh OTKJIOHE-
HUIT OCH cep/iiia OT HOPMATUBHBIX 3HAUCHUI.

B 34 cayuasax [TA saBisiiach u30mpoBaHHON aHOMAJIEN, B
21 coueranacy ¢ apyrumu BIIC (13 msosnmposanmble, 5 ciydaes
BIIC B cocrae MBIIP, 3 nipu cungpome rereporakcun). Yarie
Bcero Berpeyasmcn: Terpaga Dasio (10), (puc. 9 a, 6, 10) arpuo-
BEHTPHKYJISIPHBIN Kanas (5), IBOMHOI BBIXOJ U3 IIPABOTO JKeJy-
Jouka (2), YaCTUYHBII aHOMAJIBHBIN JIPEHAK JIETOYHBIX BeH (2).
TPAHCIIO3UIINST MATHCTPAIBHBIX cOCY/I0B (1) ¥ THITOINIa3us JeBbIX
ornesios cepana (1) (B aByX HaOMOACHUSX AaHOMAJIBHBIN JIPEHAK
JIeTOYHBIX BeH codertasics ¢ apyrumu BIIC). Oxun us 2 caydyaes
TT/TA ¢ 3eprasbHBIM pa3BeTBieHreM couetascs ¢ TeTpagoit Maswo.

B 4 nabmogenusix IIJTA coderanach ¢ APYyrumMu OTAEIbHBIME
BIIP: ractpocxus (1), ruaporedanus (1), meitHas mucTOrurpo-
Ma (1), omaonesne (1).

B cocrase MBIIP II/TA BcTpeyasach B 5 HabsoneHusx (B o/1-
HOM cJtydae — Topok J[eHi—Yokepa, paciieHa BepxHeii ryObi
U TBEPAOTO HEDA, IUCILIA3KSI TOYEYHON TKaHW; coueTanne oMpa-
sionienie ¢ AB-kanasiom — 1 caryuait; codetanue omdasoiiese ¢ Tet-
pazoit Masio — 1 ciryyaii; IBOMHON BRIXO/I MATUCTPAIBHBIX COCY-
JIOB 13 ITPABOTO JKEJIY/I0UKA B codeTann ¢ oberpykimeit 12 mx. —
1 cayuait; B 1 cayuae I1/IA coueranach ¢ aTpuoOBEHTPUKYJISIPHBIM
kanasioMm u Bxozmita B coctaB CHARGE-acconmarnmm [21].

B 3 cayuaax IT/IA Gblta oOHApysKeHa IIPH CUHAPOME TeTepo-
tTakcuu (2 cirydas 1npaBocToponHero u 1 ciyuait J1eBoCTOpoHHe-
TO M30Mepu3Ma).
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B 2 nabmonenusix ITJTA Gbiia o6HapyskeHa y 0f(HOTO U3 IJI0JI0B
ripu MHoTorutonw. B iepBoM ciryuae [1/IA mpu imaMHIOTIYECKOT,
MOHOXOPHATBLHOH /[BOIIHE, KOTOPasi couetanach ¢ terpazoii Maswio.
Bo Bropom cityuae IT/TA B couetanuu ¢ rugpouedanueii u Y 3-1po-
SABJICHUSAMU (PeToheTaTBHOTO TPAaHC(HY3NOHHOTO CHHIPOMA.

[IpenaranapHOE KAPHOTHIIMPOBAHIE TPOBEIeHO B 16 ciryyasax
¢ nocseylouieil nuddepennnanbioil G — oKpackoil XpoMOCoM,
HU B OJHOM M3 HHUX He ObLIO OOHAPYIKEHO KOJMYECTBEHHBIX U
CTPYKTYPHBIX aHOMaJIUii, B TOM uncJie fesennn 22q11.2.

[IpepbiBanyie GepeMEHHOCTH COCTOSIIOCH B 15 curyyasix
(27,3%), kak nipasuio, ipu couetannu [IJJA ¢ gpyrumu BIIC u
BIIP. B 2 ciyuasx u3 HUX ObLIO CaMONPOM3BOJILHOE TIPEPhIBa-
Hue 6epeMeHHOCTH (OAUH U3 HUX [P MOHOXOPUAJIBHOU JIMaM-
HUOTUYECKOH JIBOITHE).

BepemenHnocTs 3akoHUmMIach pogamul B 36 caydasx (64,3%).
B 5 nabmonennsx 6epeMeHHOCTb npogoskaercs. Cpean poaus-
mmxca gereit ¢ IIJA — 1 ¢ 3epkajibhbiM passeTsiaenueM (6e3 co-
nyrcrBytomux BIIC), 34 pebenka ¢ AJIITA u 1 ¢ JJTA. Poau-
nocs 6 nereit ¢ BIIC — rerpaga @aiso (4) u npejcepaHo-xeiy-
JIOYKOBBIN KaHas (2), AMArHO3 KOTOPbIX ObLII YCTAHOBJIEH MTPeHa-
TAJIBHO W TIOATBEPK/EH B HEOHATANbHBIN mepuoj. PeGeHoK ¢
CHARGE-accouunanueit ymep na 16-e cyrku. Ilpu ayroncuu ot-
MeueHa JIBYyCTOPOHHSISI [IOJTHAsI KOCTHAS aTPe3ust X0aH, Psijl Ipy-
TUX XapaKTePHBIX (EHOTHNNYECKNX TPOSBJICHUI W IIOATBEp-
sKJIeHa nipeHaTaibio obuapyskenuast [IJIA ¢ AJITIA B coueranuu
€ aTPUOBEHTPUKYJISAPHBIM KaHaioM (puc. 11 a, 6).

[Tocsie Y 3U noBopoxieHHBIX U feTeil 1-1o roga xxuzumn y 12
M3 HUX JIOTIOJTHUTENBHO BbigBJIeHbl cienyionme BIIC, koropbie
He Obliv oOHapy:KeHbl npeHatainbHo: JIMIIIT — 4, menkue
JIMOKII — 3, uyii ne MorJiu ObITh BbIsSIBJIEHBI ITPpeHaTabio: KoAo
— 2 (B Tom uucie y 1 pebenka ¢ JI/TA), OAII - 3 u hyuxuuonu-
pyloliee oBabHOE OKHO — 1 (y OJTHOTO U3 HHUX).
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Takum o6pazom y 33 (58,9%) 11008 U jieTell ¢ aHOMAHsI-
Mu yru aopter umesucs BIIC.

Cocynuctbie KoJiblla, c(hOPMUPOBAHHbBIE [UBEPTUKYJIOM
Kommepesst, nmetror 33 peberka (He cunras 1 cayyait [I/TA). 13
nux 11 B M30IMPOBAHHOM BH/IE, OCTAJIBHbIE — B COCTABE JPYTUX
BIIC. Hu y oaoro us o6c/ie/IoBaHHbIX J€TEl, B TOM YKCJIE C CO-
yeranabiMi BIIC mpu moctHatampHOIl aXokapamorpaduu He
661710 BBIsIBIIEHO Y 3-11postBiienuii [T/JA, cocyIucThIX KOIen nim
csa30k. Y 1 pebenka ¢ JITA (puc. 12 a, 6, B) u KoAo umenacn
TakKe abeppaHTHasl NpaBasi MOJAKIIOYNYHAST apTEPHs, JUarHO3
MO/ITBEPIK/IEH [PU TPOBEAEHNN CHUPAJIBHON MYyJIbTHCPE30BON
KT u MPT (puc. 13) [53] .

ITo manHbIM aHKeTHPOBaHUS 28 Marepeil 1 CBe/IeHMIA, Tpe/I-
CTaBJIEHHBIX JIETCKUM Kapzuosiorom, 6 geteii ¢ [1/IA n cocymuc-
TBIMU KOJIBL[AMU UMEJIM CJIEAYIONINE JKajmo0bl U KINHUYECKIE
MTPOSIBJICHUS: OCUTIJIOCTH TOJI0Ca — 4, IePHOANIECKUI KaIlerb —
6, of1bIIIIKY — 6, IIMAHO3 — 5, CTPHU/IOP MTPU ITPHUEMe JKUAKOI NI
— 5, HApyIIeHUE TJIOTaHKsl TBEPAOH uIu — 3, Homolas 60Jib 3a
IPYANHO# — 5, apuUTMUH — 4.

[lIectb eTeil, y KOTOPBIX MPEHATAIBLHO He OBLIO OOHApy:Ke-
HO COCY/IUCTOE KOJIBIIO, HO TIOCJIE POXK/ICHISI BBISIBIECHBI MEJTKIE
JMIKIT — 2, IMIIII — 1, oTMe4aau OCUIIZIOCTD TOJI0Ca, KallleJIb,
OJIBIIIIKY, IIMAH03 B 3 CIIy4asiX, CTPUAOP — 4, HAPYIIEHUS IJI0Ta-
Hust — 2, nototast 6oJib 3a TPyANHOIN — 4, apurTmMun — 5 (BO3MOXK-
HO, Y HUX MMEJIAaCh COCYIUCTast CBSI3Ka BCJEICTBUE MPABOCTO-
POHHETO apTePUAIBLHOTO TPOTOKA He MaHH(eCTHpyomas mpe-
Haraibho). Takum o6pasom, y 13 (46,4%) us 28 ankernpopan-
HBIX JIeTell ¢ aHOMAJINSIMU JIYTH 20PTHI UMEJINCh PECTTMPATOPHBIE
1 racTpoa3odararbHble MPOSIBICHNST KOMIIPECCHH TPAXEH U IIH-
mesoza. Y oxnoro pebenka ¢ JIJTA ormeden aytusm. B 8 ciyua-
X He YAAJI0Ch MOJYIUTD TAHHBIE KaTaMHEe3a.

W3 17 neteii, nMeIONNX YKA3aHHBIE AHOMAJIUH {yTH A0PTHI 1
conyreryionii BIIC, 610 mpoorepuposano 8 (47%) nereit
mo mpuymae: [IMIIIT — 1, OAIT — 2, KoAo — 1, rerpaga ®Daimio
— 2, AB-kanan — 1, I/IA B coueranun ¢ KoAo — 1.

ITo cratucTuyecKUM JaHHBIM PErHOHAIBHOTO PETUCTPA
BIIP 3a 10 ser B r. KpuBom Pore 6b110 3apeructpuposaio 235
caydaeB pazinuyabix BIIC cpenn HOBOPOXKIEHHBIX, TIPU 9TOM
IIJTA cocraBuna 7,4%.

AHOMaJIMN TyTHW a0PTHI JIEJISATCS HA JIBE Pa3Hble KaTerOPHH.
ITepBast BKJOYaeT OOCTPYKTHBHBIE AHOMAJIWH, TaKue, KakK KO-
apkraius, TyOyJIsIpHAsl TUIIOIJIA3Ksi W IIEPEPBIB JIyTU aOPThI,
BTOpast KaTeropyst MPeICTaBJIseT cOO0H aHOMAIMU MOJOKEHUS
(Jrarepanu3sanumn) v Pa3BeTBIEHUSI IYTH A0PTHI.

ITU AHOMAJIUH JIyTH A0PTHI B CBOIO OYePe/Ib JIEJISITCS Ha 3 Ka-
TETOPHH:

1) ¢ cocyiuCTBIM KOJIBIIOM UJIN KOJIbIIAMU;

2) ¢ cocytucTOl CBSI3KOM;

3) 6e3 cocynucroro kosbita win csizku (tabu. 1) [23, 69].

Tunorernyeckast Moaesb JIJIA Gblia BiepBble NpeaioKeHa B
1948 t marosiorom J.E. Edward [5, 70]. Bapuantsr JI/TA: a) obe
nyru GYHKIMOHUPYIoIMe; 6) OJHA U3 JIyT THIONJIA3MPOBaHa,
o6e (GYHKIIMOHUPYIOT; B) CETMEHT OJIHON M3 JyT aTpe3pOBaH.
ITa MOJIENb TO3BOJISIET TIOHTH (hOPMUPOBAHIE HOPMAJIBHOM J1y-
I'M A0PThHI U €€ aHOMAJIMIi Ha PAHHUX CTaUsAX OMOPHOTEHEe3a.

J. Stewart [71] Boiesser Tpu tuna popmuponanns 11/1A:

1) ¢ 3epKaJIbHBIM PACIIOIOKEHUEM OTXO/ISIIUX BETBE;

2) ¢ AJITIA;

3) ¢ M30JIMPOBAHHON OT JIyTH JIEBOW MOJKJIIOUMYHON apTe-
pHIL.

IIpaBas myra Ao xapakTepuayercs IIPOXOKIEHIEM BOCXO/IsI-
el Ao 1 JIyTH BIIepe/i [IPaBoro TIaBHOr0 GpoHXa. 3aTeM jyra
IPOXOUT Hajl GPOHXOM C MPABON CTOPOHBI TPAXEU ¥ MUIIEBOA
U MIEPEXOJUT B HUCXOASIIYIO a0PTy, KOTOPas MOJKET PacIioJia-
raThCsl CIIPaBa OT CPeHeN JIMHUK UK [IePeXO/isT T03a/[H THIIe-
BOJIa Ha JIEBYIO CTOPOHY, HUCXOAUTH CJieBa. AHOMAJIBHbBII per-
pecc IMCTalTbHON YacTH JIEBOU TTOIKJIIOUNYHON apTepUH BEIET K
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Puc. 13. CnupanbHas MynbTMCpe30Basi KOMMbIOTEPHas
Tomorpadusa A0A y peGeHka B 7 mec

dopmuposanuio IIJ[A ¢ 3epkaJbHBIM pacrosioKeHreM BeTBei
JIyTH 20PThI — JIEBbIII IJIEYETOJIOBHOI CTBOJI, TIpaBast 00Iasi CoH-
Has apTepus U IpaBas NOAKIIOUNYHASA apTepus (IIpU 3TOM THTIe
TITA 06bIYHO TIEPCUCTUPYET MPABOCTOPOHHUN apTepUabHBII
[IPOTOK, a JIEBBII 1ojBepraercs perpeccy). AHOMaJIbHBIN per-
pecc JIeBOii Jiyrit A0PThI MEXK/LY OTXOK/IEHIEM JIEBOIT 001I€e COH-
HOHM apTepuu ¥ JIeBOHM MOAKJIIOUNYHON apTepueil Win MPOKCH-
MaJibHee JIeBOH 00I1ell COHHOM apTepun BeleT K hOpPMUPOBAHUIO
IIJTA ¢ AJITIA win JieBoii Ge3bIMSIHHON apTepueid, Mpu 3TOM
abeppaHTHAast apTepusi UMEET PeTpod3odarajibHOe HAIPABJICHUE.,

L. Knight [72] B 3aBHCHUMOCTH OT PACIIOJIOKEHUSI JUCTATIb-
noro orzaena II/IA u nucxoasieit aopter (caeBa u crpaBa) 1mo-
NIpasfiesisieT 9TH aHOMAJIMU Ha /[Ba BaplaHTa — ¢ PeTpoas3oda-
raJibHbIM CEIMEHTOM 1 Ge3 Hero.

[Ipn HamMuuM JEBOCTOPOHHETO apTEPUATBHOTO MPOTOKA
(uro GoJiee TUMMYHO, MPABBI OOBIYHO PErPECCUPYET) MEKIY
abeppaHTHOM TOAKIIOUNYHOI apTepueil 1 JIeBOil BETBBIO JIerou-
HOIT apTepun GOPMUPYETCS TTOTHOE COCYANCTOE KOJBIO (KOTO-
poe BkJovaeT Bocxozdiyio aopry, IIJIA, nucxonsuryio aopty,
AJITTA win Ge3bIMSIHHYO apTepHUIo, JIEBbIIT apTepHasIbHbIii TPO-
TOK, JIEBYIO BETBb JIETOYHOI apTepuu ¥ JIETOUHON CTBOJI).

[Tpu HAMMYUU TEPCUCTHPYIONIETO TTPABOCTOPOHHETO apTe-
PUAJIBHOTO MIPOTOKA — KOJIBIIO HETIOJIHOE ¥ BOKPYT TPaxeu U Iu-
meBozia popmupyercs cocyaucras cssska. (cm. tabir. 1).

[T/TA 1o oCcTpbIM YIJIOM KOCO BHU3 K K3a/1 MEPEXO/UT B
KOHTpaJIATePaIbHO PACIIOTIOKEHHYIO CJIeBa HUCXOSAIIYIO a0PTy
oT BepxHeit yactu, kotopoii k [1/IA, nognumaercsa AJIITA, sBis-
SICh TIPU OTOM He HEePBbIM, Kak 00bIUHO, & MOCJE[HUM OTBETBJIE-
HUEM JIyTH.

Ecim AJIITA mopnnMaeTcss HEIOCPeACTBEHHO OT HUCXOJIS-
et aopThl (POPMUPYETCST KOHIYUT, UMEIOIINI Ha3BaHUE <«JIM-
BepTHKYJ Kommepesiss» (XOTS UCTOPUYECKH TE€PBOHAYATBHO
HTOT 3MOHUM YIOTPeOSICS B OTHONIEHUH IPABOCTOPOHHEN
nozkmounyHoil aprepun). B 1936 r. B. Kommerell Brepssie
orcasI npaByo abeppaHTHYIO TOJAKIOUYNUHYIO aPTEPUIO, B MeC-
Te OTXOXKIAECHNS KOTOPOIT OT INCTATBHON YaCTH JIeBOI yTH aop-
Tbl chopMuUpoBacs AUBEPTUKYI [73]. Brocnencrsuu anaso-
ruunoe npukperienre AJIITA k TT/IA takke cTtamm nuMeHOBaTh
€T0 UMEHEM.

Eute ognum yactabiM 060cobsentbiv Bapuantom TTJTA sB-
JISIETCS ee BPOKIICHHOE Y/IIIMHEHME, TPY 9TOM JIyTa a0PThI PACcIo-
JlaTaeTcs BBIIIe YPOBHS KJIIOUHIIBI, YTO HA3BIBACTCS «IIeiHAs Iy -
ra A0PThI», WJIN «BBICOKOPACIIOTIOKEHHASI IyTa A0PTHI», HEPEIKO
OCJIOXKHSIONIAsICS KOAPKTAIMEl, I aHeBPU3MOI, MU JKe CO-
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MPOBOKAAMONIASICS TePernGoM («KUHKUHT JIyTH aOpThl», «OaH-
KHHT JyTH a0pThI») [12, 23].

B passutun gedopmanyu yaimmHenHoi anomanbuoi IT/1A
OCHOBHYIO POJTb HTPAcT KOMIIEHCATOPHOE Y/IITITHEHNE U TIEePETH-
GBI a0pTHI BeJieICTBYE (DUKCAIINI BOCXO/ISIIIIETO CETMEHTa JIyTr
HepPeyIIUPOBAHHBIM BOBPEMSI IPABBIM KAPOTUIHBIM TPOTOKOM.
IIpu I1[{A mpaBbIil KAPOTHIHBII ITPOTOK BBI3BIBAET YITITHEHIE
6oJiee JMCTAIBHOTO CErMEHTA JyTH aOpPThl — MEK/Y JIeBOH 00-
1ieit COHHOIT 1 J1eBOil ToKII0YnYHOi aprepusivu. Haubosee ya-
CTO aHOMAJTHS JIOKAJTU3YETCS B 3TOM CEIMEHTE [T KaK IpH Jie-
BOCTOPOHHE!, TaK U NPH HPABOCTOPOHHEM €€ PACIIOJIOKEHUM.
Pexke BeTpeyatorest meperuObl MEK/LY ILICYErOJOBHBIM CTBOJIOM
1 J1eBoii obuieil connoit aprepueii, emte pesxke — B obmactu Gosee
JICTATBHBIX CETMEHTOB.

HecBoeBpementast pefayKiysi 00JUTEPUPOBAHHOTO JIEBOTO
KapOTHIHOTO TMPOTOKA HE MO3BOJSET HAYaJIbHBIM CETMEHTaM
YeTBEPTOIl KaOEPHOI JIyTH «CJIE[OBATH> 3a CEPAIEM TIPU €T0 Ka-
yaaibHoM cMmeliienuu. [Ipu aTOM U co3/iaeTcsi TUMTMYHBIN TTepe-
rub aopThl, a KIMHUYECKH — <IleiiHast jayras. Beaencrsue gect-
PYKTHBHBIX U3MEHEHHII BO BCEX CJIOSAX CTEHKU a0PTHI, CO BpeMe-
HeM T10/1 BO3/ieicTBIEeM TYPOYJEHTHOTO KPOBOTOKa (hOpMUPY-
I0TCSI BTOPUYHBIE aHEBPU3MBI, CTEHO3BI, aTepockiepos [23]. bo-
Jlee IeTaJIbHOe M3JI0KEHIE 9TON PeIKO BPOKACHHON aHOMAIIHI
3aCIYKIBAET OTAETBHOTO PACCMOTPEHUSI.

YaprpasBykoBas npenatanbaas anarHoctuka [IJA u [J/IA
cTajIa BO3MOKHOIT 1mocJie Toro kak S. Yagel B 2002 r. npeaioskun
B KaueCTBe OT/IEJbHOTO CTAHIAPTHOTO CEYEHsI [IPU TIPOBEIEHU I
(erampHOIl sX0OKapaMOrpadUN ONOTHUTEIBHBIN TTOEPCYHBII
Cpe3 B BEPXHEM CPEJOCTEHUH ILTO/Ia Yepe3 3 cocy/a M TPaxelo
[74, 75], yemy npesiecTBOBaA NPEIOKEHHAS 32 5 JIET JI0 9TO-
ro S.J. Yoo orerika mormepevyHoro cedenust yepes 3 cocya [75].

B pambueiiimem B 2003 1. on ke omyGaukoBan (yHaaMeH-
TAJBHYIO CTAThIO, B KOTOPOI HA OCHOBE MOMN(DUITMPOBAHHOI MO-
nemn Edwards 6bu1n getaibio usjiokenbl oMOpruoMopdoretes u
0COOEHHOCTH TIPEHATATIBHO HXOKAPTHHBI PA3JINYHBIX AHOMAJIHI
nyru aoptel [76]. Cirycrst 5 et Ph. Jeanty u R. Chaoui npeo-
JKUJIA CBOM PUCYHKH (TITUPOKO U3BECTHBIE BO BCEM MUPE 1 CPEIIH
oTevyecTBeHHBIX Bpaveit Y3/l B coaBropctBe ¢ M.B. Menene-
BBIM) JIJIsI IPOCTOTHI U O0JIErYeHUst BOCIIPUSITUSI U PACTIO3HAHUS
aTOI maTosoruu 1mpu nposenenun Y 3U [77-78].

IIpu TmiarenpHOI oIeHKe 4-KaMEpHOTO CEYeHUs Cepila
IJI0/Ia MOJKHO 3aIl0/I03PUTh AHOMAJIUH JIATepAIN3alluu JIyTH
aoprel (ITJA u JI/IA) ipu aTOM HUCXO/IAIIAsT A0PTa pacrojara-
ercst boJiee TEHTPAJIBHO, KIIEPEIH OT MO3BOHOYHOTO cToJi0a. B
Haeii BeIGOpKe 3T0 Habmonanock B 45,5% ciaydaes, a B8 50,9%
OTMEUYEHO TPABOCTOPOHHEE DPACIOJIOKEHNEe TPYAHOTO OTAeNa
AOPTBL

OpHako TpeHaTasbHas IeTEeKIUsT aHOMAJIUIN IyT A0PThI U
UIAEHTHUKAINS ee THIIA OCHOBBIBAETCS HAa OIIEHKE MOIMepeyHo-
TO cpe3a uepe3 TpU cocyza U Tpaxero. Kimo4oMm K AMarHocTuke
SIBJISIETCST OpueHTanust 1 (opMa KOHMUTYPAIUN COEAUHEHUS
TJIABHBIX apTepuii (JIETOUHOI apTepuu 1 a0PThI) OTHOCUTETHHO
tpaxen u muieBoza [10, 50, 69, 77-79].

IIpu IIJA ¢ 3epkajqbHBIM Pa3BeTBJIEHUEM, TPaxes U IUIle-
BOJL PACIIOJIAratoTCs He CIpaBa, Kak 0ObIYHO, a CJIeBa — OT OCTPO-
ro yria V-o0pasHoil KoH(MUTYpainm, KoTopyto 00pas3yoT ayra
AOPTHI U APTEPUAIBHBII MTPOTOK, SIBJSIIONIUNCS TIPOAOJKEHUEM
CTBOJIA JIETOYHOI apTepUH.

ITpu TIJA ¢ AJIIIA perextupyercs xapaktepHas U-oOpas-
Has KOH(UTYpAIMs, BETBU KOTOPOii (Zyra aopThl U apTepuab-
HBIIl IPOTOK) OTKPBITHI CIIEPE/IN, & BEPIIUHA TIETIN PACIIOTI0XKE-
Ha M033/I1 TPaxen 1 MUIeBoja (T.e. Tpaxesl U MUIIEBO HaXO/AT-
csT MEKIY yKazaHHbIME cocyaamn). Vcmosb3oBamue [OIILIE-
POBCKHUX PEKUMOB O0JIeryaeT BU3Yalu3aliio 1 JeJIaeT HaTJIsi/l-
Hell aTy aHomasuio. Ilpumenenne 3D/4D-texnomornii mgemaet
aXoKapTuHy eie 6osee remMoncrparusaoil [80].

IpeanrecTByoOlee yKkasaHHOMY Bbilie (110 YPOBHIO GoJiee
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Puc. 14. Cocyaucroe konbuo B Buae uueppbl 6 BOKpyr
Tpaxeu u nuuwesopa, chopmmposanHoe MOA c
NeBOCTOPOHHE abeppaHTHON MOAKNIOYMYHOW apTepuen
1 apTepuanbHbiM NpoTokoM (OepemeHHocTb 31 Hep)

Kay/laJIbHO PACIIOJIOKEHHOE) CeueHre yepe3 3 cocy/ia, XOTs Me-
Hee MH(OPMATHBHO, MO3BOJISIET OOHAPYKUTD €1lle OJINH JIOTI0JI-
HuTeapubiil axo-npusHax IIJIA ¢ AJIIIA — npocBeT uan 1ieib
MEKIy MONIePEeYHBIME CPE3aMU CTBOJIA JIETOYHOI apTepuu 1 BOC-
XOJIAIIEl a0pThI, YTO B HOpMe He Habuomaercs [79].

IIpu II/IA nepBeiii cocys OTXOASANMI OT JyTH — TLJI€Yero-
JIOBHASI apTepusi, KOTOpas Pa3BETBJISIETCS HA JIEBYIO MOJKJIO-
YUYHYIO apTepuio 1 JieByio o01Lyio coHHyto aprepuio. [Ipu or-
cyTcTBuE GudypKannu nepeoro cocya cieayer uckarb AJIITTA,
HCXOJISILYIO OT HUCXOJISAIIEH TPYIHOIT A0PTBI, @ B PEAKUX CIIyda-
X OT JIETOYHOH apTepuy, U MPOXOANLYIO 033/ TPaXen U M-
EBO/IA, YTO MOXKHO 0OHapy:kuTh 1pu Y 31 [58].

Cpenn Bcex mMepevrcieHHbx 5 (OpM COCYIUCTBIX KOJIEIl
(cm. a6 1) Tosbko IJIA GopMuUpyeT KOoJbIlo HCKIIOUUTETLHO
3a CYET COCY/IOB, B OCTAJIbHBIX BAPUAHTAX COCYAUCTOE KOJIBIIO
3aMbIKAETCSI CEP/IIEM U TI09TOMY NPU CKAHUPOBAHWH BU3YaJIu-
3UpyeTcs He KOJBIO, a COCYUCTas MeTJIsA, OTKPBITAs CIIePEIH.
Orubaiomast perpoaszodaranpuasi ayra aoprsl mpu I[IJIA ¢
AJIITA dopmupyer nosHOe cocyauctoe Koubio. [Ipu axokap-
IOTpad M COCYINCTOE KOJIBIIO U aPTEPUATBHBIN ITPOTOK CO371a-
10T KOHGUrypanuio, HanomuHaonuryio nudpy 6 um 9 (8 3aBucu-
MOCTH OT HAIIPABJIEHHOCTU apTEPHAIBHOTO MPOTOKA K HUCXO/IS-
1Ieit a0pTe MJIN NHBIMU CJIOBAMHI — OT PACIIOJIOKEHNS TIO3BOHOU-
HOTO €TOJI0A CIIEPE/IN UJTH C3a/I1 ), UTO TAKIKE JIYUIle BCETO BU3Y-
aNu3upyeTcss ¢ MPUMEHEHUEM JIOTIJIEPOBCKUX TEXHOJIOTHI
(puc. 14).

Busyasuszariuist cocyucToro Koyibiia BO3MOKHA U B PaHHIE
cpoku Gepemennoctu npu mnposegenun ¥Y3U B 11-14 wex [79,
81], mpeHaTasbHO HAM YIaJIOCh BU3YaJIM3UPOBATh 34 COCYNC-
TBIX KoJiblia, 1 u3 nux B I Tpumectpe.

JJIA wMeerT XapakTepHYIO KOHMUTYpAIMIO, HATIOMIHAIO-
1IyI0 NPU CKaHUPOBaHKU rpedeckyio OykBy asmbaa (1) [79]. B
GOJBIIMHCTBE CJydaeB MpaBasi aOpTajbHas Jyra mpeodiagaer
HaJl JIEBOW. 3HAYNTEBHO PeKe O/[HA 3 A0PTAIBHBIX JIyT aTPe3u-
poBaHa, B TAKOW CUTyaIlM¥ HEBO3MOKHO OTINYUTH (1ipn Y 311)
JIA ot opnocroponteil (yHuIaTepaibHoit) ayru [68].

CorylacHO pasJIMYHBIM JIUTEPATYPHBIM UCTOYHUKAM, B TI€P-
BYIO 09€pe/ib aBTOPUTETHBIX PYKOBOJICTB TI0 (DeTaTbHOI 9X0Kap-
auorpacbuu, oryGIMKOBAHHbBIX B ocJeanue 5 jet [69, 79] Ha oc-
HOBAHWM JIAHHBIX MHOTOUMCJIEHHBIX MCCIEA0BaHMUIT 06001IeHbI
XapakTepHbIe Pa3JIIYis OCHOBHBIX aHATOMIYECKUX BapHaHTOB
IT/TA, KOTOpPBIE MBI TIpeICTaBUIN B TabI. 2.

Mbl Takske rpoanaauauposaiu 11 crareit, omy6iInKOBaHHBIX
¢ 2002 mo 2014 1. B KOTOPBIX IIPECTaBICH KIMHUYECKAN MaTe-
pHaJI IIPOCIEKTUBHBIX U PETPOCIIEKTUBHLIX HccJleioBanuii 3a 16
get (1997-2013), pesysbTaToM KOTOPBIX SBHUJIACH ITPEHATAJD-
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Hasl IMarHOCTUKA OT 3 710 98 cirydyaeB aHOMAJIUIT J[yTH a0PTHI BCe- Cxema 1.
ro 411 nabmogenuii (467 Braovas Haum gannbie) (Tabiu. 3). Anroputm npe- U NOCTHaTaNbHOro o0cnenoBaHMs
HawubGoabiee uncsio ciaydas [TJTA 6b110 0GHAPYKEHO TPU PETPO- n0Aa/HOBOPOXAEHHOIO NpU YNbTPA3BYKOBOW [AETEeKLUK
CIIEKTUBHUX MCCJAEIOBAHUAX U [IPU COYETaHIU 000UX MOAXOI0B. aHOManui narepanusauum Jyru aopThbl

B oxnoit u3 nocjaeanux myGauKauii pOCCUIICKUX aBTOPOB 110
aToil Teme [68], B KoTOpoil ananusupyior 40 ciayyaes ITI/TA, 06- l
Hapy’KeHHbIX B 16 yupek/IeHHSAX B Pa3jINYHBIX PETHOHAX, HE
YKa3bIBAETCST XapaKkTep uccaeoBanus (MIpOCIeKTUBHbI/PeTpo- ’
CIIEKTUBHBIN ) U 00beM BBIGOPKH.

XapakTepHoit 0COOEHHOCTBIO SIBUIIOCH TO, YTO CPE/IN BCEX CITY-

vaes [1/]A, kaKk u B Hateil cepun Hab/oeHuii, abCoIOTHO TIPeod- l/
o

l PyTunuslii npenataabnblii ¥3 - ckpunnnr (11-14nep.; 18-22 nen.) l
5 cTaHJapTHBIX CEUCHUIT CepJIlia M COCYJIOB 110 KOPOTKOMH ocH

Ouenka cpe3a 4yepe3 3 cocyjaa u Tpaxeio
(KOH(UIypaLus IJIaBHBIX apTEPHi OTHOCUTEIILHO TPaxeu)

! N

saanu BapuanTbl [ITA u AJITTA, B To Bpemst, kak IT/IA ¢ 3epkasib-

(=] DxeneprHas
HBIM Pa3BETBJIEHNEM YIIOMUHAIACH JIAIIH B YETHIPEX CEPUSIX Ha- o (=) 910-KD
Gumoztenuii, Brovas Hauty. CoorHonrenue BoisgBaenusix [IJIA ¢ Hopva A [AcANA  [JIA Csepraibibm
AJITTA & TI/TA ¢ 3epKajibHBIM Pa3BeTBJIEHHEM COCTaBUIIO 5,2:1, X0- — pmif“em‘\“:
11 cumraeTcst, 4to [T/]A ¢ 3epKaJbHBIM Pa3BETBICHIEM MIPeHATAb- Tlon.

TIpas. Jles.
apr.mp. apT.op.

HO BbISIBJIsIETCST Beero B 2—3 pasa peke, yeM ¢ [1/IA ¢ AJIITA, anoc- 313512 ‘
Jie PoKJIeHUs1, Ha0OOPOT, BCTPEYAELTCs JIAsKe Yallle 32 CYET COYeTa-
Hust ¢ ipyriumu BITC B GosbiimacTie cayvaes [12, 13, 15].

Ha nami B3risiji, BOSMOKHBIM 00bSICHEHHEM 9TOTO (haKTa sIiB-
JISIETCS He MCTUHHO HU3KAsl 4aCTOTA BCTPEYAEMOCTH ITON aHOMA-

JIMK, a CKOpee HeA0CTaTOYHasA IIpeHaTaJbHadA BbIABIAECMOCTD

apT.ip.

~x
Henonnoe
COCyaucToe
KOJIbLIO

Her
COCYyAUCTOrO
KOJiblla

Tonnoe
cocycToe
KOJIBLIO

ATON MATOJIOTUM, BCJEACTBUE TOTO, uTo Bpauu Y 3/, ormeuas Ixerpa .
. KApAMAbHbIE Tuno/annasus CoueTaHHBIi

HOpPMaJIbHYI0 V-00pasiyio KOH(PUTYPAIMIO TJIaBHBIX apTepuil BII TiMyca BIIC

IIPH OIIEHKE Cpe3a uepes 3 cocya 1 Tpaxero Ipu pyTUHHOM Y 3-

CKPUHUHTE, [O-BUANMOMY, He Beerga oOpalaioT BHUMaHKE Ha

CTOPOHY HAIIPABJIEHHOCTH OCTPOTO yTIJia yKazanHoil V-koHpury-
panuu (T.e. ”HBIMH CJIOBAMH TIOITPOCTY HE 3aMEYaIOT KOHTpJIaTe-
pasibHoe pacniosiokenue V-koudurypanuu npu [I1A ¢ sepkasb-
HBIM Pa3BeTBJIEHUEM, OCOOEHHO eCJIM IO/l He PAcloJiaraeTcs B
TOJIOBHOM TIPE/IJICIKAHNN ).

XOTs PUHATO CUUTATH, uTO codetanue ¢ apyrumu BIIC va-
e nHabmogaercs pu [TJTA ¢ 3eprajbHbIM Pa3BETBIECHUEM 1 3HA-
yureabHo pexe npu ITIJA ¢ AJIITA, Kotopast 00bIYHO ABJISIETCS
M30IMPOBAHHON aHOMAJNEH, B TIPEICTABIEHHO HAMI CEPUN Ha-
6uozienuii, coueranue storo tumna ITI/JA ¢ gpyrumu BIIC npena- (30-34 nen)
TasnbHo oT™Mevanoch B 39,6%, a ¢ yuerom BIIC mgomosHuTebHO
BBISIBJICHHBIX CPE/Il HOBOPO’KIECHHBIX B 62,3%. AHaJIoerIHhIej FE—
JlaHHble TpejcTaBieHbl B uccienosanusx V. Zidere [55], S. Li
[63], J.A. Miranda [66], B koTopbix coueranue ITJTA u AJITIA ¢
BIIC cocraBuio ot 48% 10 72% (B Apyrux cepusix HabJoeHu it
[10, 56, 59-61, 63, 68] accounauus ¢ BIIC ormeuanacs or 0%  [IA — aBoiinas ayra aopri; M1JA ¢ ANMA — NpaBoCTOPOHHSS ayra aopTbl
1018%), uTO, Ha HANT B3IJIS, 3aCHyKIBAaeT BHUMAHMS, Tak kak  C A0EPPAHTHO /1eBoit MoAKMouMiHOM apTepuedt; MIA ¢ epkanbHbiM
HaremBaetr Bpadeil ¥Y3/] Ha Gollee TIIATEIbHYIO OLEHKY cepia  Passetsnexnem — A ¢ 3epkanbHbiM pa3BeTBReHNEM;
171018 1 HOBOpOsKienHoro. Kak i GOJIBITNHCTRE JPYTHX HCCTIC- AlplA — abeppaHTHast NPaBOCTOPOHHSS NOAKNIOYMYHAs apTepus; Jles.apT.np.
foBanuii, B maueii cepun cpegn BIIC npeo6]1a11ana TeTpaja — NIeBbli apTepuanbHbli NpoToK; MpaB.apT.np. — npasblii apTepuanbHbIA
®Danmo. B BummeymoManyToii craThe [68] poceniickux asropon  MPOTOK; N .
puBezieHbl carydyan nzosuposasiieit II/[A u couerannsie BIIC, B BIP — epoxaenHbii nopok passuTus; BIIC — BpoxaenHif nopok cepaua;

Jleranbubie u
MHBAMU3UPYIOIIHE
Ja

DIUMHHALAS
AyTomcus ¢ ydacTiHem
TEHeTHKa

Pytunnoe Y31

P, U

DxkcrepTHas eTanbHas
sxokapuorpadpus (30-34 Hen.)

KommiekcHoe 06cie/1oBaHME HOBOPOKIEHHOTO:
KOHCYJIbTallusl KapJIMOXUPYpPra, FeHEeTHKA
(Y31, R6, KT, MPT)

Tabma 1
AHOoManum gyrv aopTbli C HaJIMYMEM M OTCYTCTBMEM COCYAMCTOrO KOJMbLA WMJIM COCYAMCTON CBS3KU

C cocyAuCTbIM KOJIbLLOM

1. [BoliHasa oyra aopThbl

2. NpaBOCTOPOHHSIS Ayra aopTbl C abeppaHTHOM NIEBOI NMOAKIIIOHYMYHON 1MV BE3LIMSIHHOM apTePUEi 1 NeBLIM apTeEPUATIbHBIM MPOTOKOM

3. MNpaBoCTOPOHHSA Ayra aopThl C 3epKasibHbIM Pa3BETBIEHNEM Y JIEBBIM apTepuanbHbIM MPOTOKOM MeXy JIEBO BETBbIO
JIErOYHOW apTepum 1 NPaBOCTOPOHHE PACMONIOXKEHHOM HUCXOASALLEN a0PTON

4. J1eBOCTOPOHHSAS Aiyra aopThl C abeppaHTHON NPaBO NOAKIIOUYNYHOWN N 6e3bIMSIHHOV apTepueit

5. UmpkynsipHasa peTpoadodaranbHas ayra aopTbl (KONbLEBUAHASN)

C cocyauncTtou cBa3Komn

1. JTeBOCTOPOHHSIS yra aopThl C abeppaHTHOM NMPaBovi NOAKIYNYHOW N 6E3bIMSHHOW apTepUElt 1 JIEBbIM apTeprasibHbIM MPOTOKOM

2. MpaBOCTOPOHHS Ayra aopThbl C abeppaHTHOM NEBOW NOAKIIOUMYHOM NV 6e3bIMSHHOM apTepueit 1 NpaBbiM apTeprabHbIM MPOTOKOM

3. KonbueBuaHas peTpoasodaranbHas oyra aopThbl

Bes cocyamMcToro KosbLia U CBS3KU

1. NpaBOCTOPOHHSSA Ayra aopThl C 3ePKasibHbIM PA3BETBIIEHMEM Y MPABOCTOPOHHUM apTepuasbHbIM MPOTOKOM
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CpaBHuTenbHas XapakTepucTMka pacnpocTpaHeHHbix BapuanToB MOA

OcoGeHHOCTU

noAKJIIOYNYHON apTepuen

BcTtpeyaemocTb

C aGeppaHTHOW neBon

Hawnbonee yacto

Tabmua 2

C 3epkanbHbIM OTOGpaXKeHneMm BeTBen

B 2-3 pasa pexe

Cepaue (nonoxeHune, paamepbl)

Be3 ocobeHHocTen

Mo3nums 4yacTo N3MeHeHa, MOXeT ObITb yBeJIM4eHOo

CocyamcToe KonbLo MpucyTtcTByeT Het
PecnuparopHbie B0O3MOXHbI Het
1 33o0daranbHble CUMMTOMbI
CoueTtaHue ¢ gpyrumm BIMC 5-70% 90-98%

Cepus HaGnopeHuii npeHaTtanbHol anardocTuku MOA, ony6nukoBanHbix B 2002—2014 rr.

Tabnmua 3

BbiOopka

NMopxopn

KonunuectBo
HabnooeHun

Cocy-
aucroe
KOJIbLO

nAaA, naA
AJINA/ 3epxkanbHas [AOAo XA
BMC /BIC

. [MpoCneKkTnBHbIN
Achiron R. 1997-
(2002) 1999 C PeTPOCNEKTUBHbLIM 18347 19 19 18/0 - 1/- -
aHanM3oM BUOEO
. [MpocnekTUBHbIN
Zidere V. 1998- 75 (55 npocn. ) :
(2006) 2005 C peTpocnekTUBHbLIM +20 petpo) 71/50 4/ 23
aHann3om BUAEO
Berg C. 1998- PeTpocnekTuBHbIf .
(2006) 2005 aHanma 13000 71 26/4 23/23 2/ 9
Patel C.R. .
(2008) - MpocnekTnBHbIN 6 6 4/2 - 2/1 1
Tuo G. 2002- MpocnekTVBHbI
(2009) 2007 1 PETPOCMEKTUBHbIIA 6 " 6/- ) 5/1 8
Turan S o
(2009) 2009 MpocnekTUBHbIN 3420 4 4 3/- - 1/-
Galindo A. 2000- MpocnekTnBHbIN
(2009) 2007 1 PETPOCMEKTUBHbIN . 48 18 15/2 30/29 8/- 5
Hsu K.C. 2004- [MpocnekTnBHLIN 1 3 3 3/3
(2011) 2009 PEeTPOCNEKTUBHBIN
. 2005- MpocnekTnBHbLIN 1
Li S. (2011) 2009 PETPOCNEKTMBHLIT 94321 41 41 41/-
Miranda 2004- o
JA. (2014) 2012 PeTpocnekTuBHbIf 98 12 18/13 6/- 15
Mepngepes
M.B. (2014) . . 40 38/7 2/-
Beponot-
BengaH H.I1. 2004- [MpocnekTUBHbLIN 91051 56 34 53/23 2/1 1/1
(2014) 2014 (1) (33)

pumeyanue: 33* — konnyecTso Bcex cnyyaes BIC, o6HapyXeHHbIX npeHaTanbHo — 21 1 JONONHUTENBHO 12 NOCTHATANLHO.

COCTaBe KOTOPBIX OT/AEIBHO YKA3BIBAETCS TAKIKE JIEBast abeppanT-
Hasl TOJKTIOYNYHAS apTEPUS KaK CaMOCTOSATEIbHBII TIOPOK, XOTS
camo 110 cebe yKasaHue Ha HaJn4Ke 9TOi CTPYKTYPbI [O/[pasyMe-
BaeT OJIMH 13 KOMIIOHEHTOB, ONMcaHHbIX BapnanTtos [1/IA, a He
Kaxoi-mbo obocobermbiii BIIC.

Coueranue I1JJA ¢ gpyrumu sxerpakapauanbusiMu BIIP B
Haieii cepun orMedeHo B 16,3%, X0OTs1 COITacHO MPOaHAIH3HPO-
BaHHBIM 1yOnukanusam coderanue [T/JA ¢ npounmu BIIP netu-
UYHO ¥ OOBIYHO SIBJIIETCS CiydailHoil Haxozkoil. [68, 78]. B
Tpex ciyvasx Hamreil cepun I1JIA oTmevanach mpM CHHAPOMax
rerepoTakcui. Hanbosibiiee KOJINYECTBO CITyYaeB reTepoTaKkCHu
— 19 6bu10 o6HapysKeno B uccaenosanuu C. Berg [56], Ho npu
9TOM aBTOpaMi He 6T ykazad tum [1/]A.

Kax 6b110 oT™MeueHo Bbiie, ipu codetanuu ¢ XA TTJIA vaie
BCero acconuupyer ¢ gesenueii 22q11, koropas 1Ipu U30/1MPoOBaL-
Hoii TTJTA mpeHatanbHO OOHapyskuBaeTcss B 8% HabJOIeHNI, a
mpu covetannsix ¢ apyrumu BIIC B 46% cayuaes [55]. [Toctna-
TasbHo 11pu usouposanunoil IIJIA nenenus 22q11 BbiaBisercs B
20-25%, a ipu couetanwn ¢ apyrumu BIIC 6osee uem B 50% ciry-
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vaeB [17-19]. [Ipu Hasmumy KOHOTPYHKATbHBIX AHOMAJIHIA B cOUe-
TaHuu ¢ abeppaHTHOI MOAKIIOYMYHOI aprepueil genermst 22q11
BbIsIBIISIETCST B 75% Haburozienuii. Yaiie BCero ata MUKPO/IEIEIst
BBISIBJIACTCST IPH M30JIMPOBAHHOM MOIKITIOUIYHOI apTepuH, a Tak-
JKe B COUETAHUU C TpepbIBaHueM jyru aopThl [17, 18]. YunTsiBasg,
4yTO OAHUM u3 npossienuil generun 22.11 npu cunppome /lu
JI>KOPJUKY SIBJISIETCST THTIOTITTA3MS VIJIH ATlJTa3nst BIJIOUKOBOH JKeJre-
3BI MBI CIMTAEM I11e7IeCOOOPA3HBIM IIPH OI[EHKE CeIeHNs yepes3 3 co-
Cy/la 1 TPaxelo yYUThIBATh HAJIMUKE 1 PA3MePbI BIJIOUKOBOI JKeJte-
3b1. Hu B ofiHOM 13 Hanmx Habsoernii y minoaos ¢ ITJTA He 6bL10
O0OHAPYIKEHO THIIO/AIIa3Ui BUJIOYKOBOI KEJIe3bl TIPU MIPOBEIe-
nun Y3, a Taxske IpH MOCJIE/YIONEM PETPOCIIEKTUBHOM aHAIH-
3e axorpamMM. OTmcaHbl HEMHOTOUNCJIEHHBIE CTyYall COYETAHMUS
IT/TA ¢ Tpucommsivum 21-it u 13-it xpomocom [20, 55, 56, 59]. B 6 u3
npezcTaBieHHbx B Tabu. 3 uccaenosanuii [55—57, 59, 61, 66] Gbi-
s BIsIBIEHBI XA y 7107108 ¢ IT/[A, mpenMyImecTBeHHO cirydan ¢
mukpozesenueit 22q11. B namreii cepun re 6b110 o6HapyskeHo XA
CpeJiH IIpeHaTaIbHO KAPHOTUIINPOBAHHBIX 11710/10B. He 6b110 0TM™Me-
YEHO TTATOTHOMOHNYHBIX KIMHIIECKUX TTPOSBICHIH KaKHX-H00

149



NEPMHATONOIrMd M HEOHATONOIrmM4

XA, B oM unciie CATCH 22 (cunapomos /lu [Ixxopmxu, [npun-
3esist, Takao) u cpean poausixces fereii ¢ [1/[A 3a Bce Bpemst nx
MOCJIE/LYIOIIETr0 MTOCTHATAIILHOTO HAOJIIO/ICHYSI, BKJIIOYast KOHCYJIb-
TAIMK TeHeTHKA (OJIHAKO, aBCOIOTHAST JIOCTOBEPHOCTD ATOTO yT-
Bepsk/ieHyst TpeOyeT PUMEHEHUs] METOI0B MOJIEKYJISIPHON TIUTO-
rerneruky — FISH niu cpaBHUTEIHON reHOMHO THOPUIU3AIIIN ).

YauTeBas, 4TO PyTUHHOE KAPHOTHIMPOBAHIE, KaK TPaBH-
710, Mayoa(hHeKTUBHO, PEryJsipHble TPUCOMUU TPENCTABIIAIOT
cayydaiiHble HaXOAKU U, KaK ysKe ObLIO OTMEYEHO BbIIIE, TIPU
II/IA yame Bcrpeuaercss Mukpojenerust 22q11, npu permeHun
Bonpoca HeoOxoanmoctn nipumenenst FISH win CGH cienyer
006s13aTeIbHO TPUBOUTH HXOTPAYUUECKYIO OLEHKY BUTOYKOBON
JKEJIE3BI, /1T YeTO MOYKHO MCIIOTh30BaTh THMOTOPAKAIbHBII NH-
JieKc, 3nayenue Kotoporo <0,44 cBUETETHCTBYET O TUIIOTLIA3UH
BUJIOYKOBOI skesie3sl [82].

ITo pesysibTatamM CTaTHCTHYECKOTO aHAIN3a HANTNX JTAHHBIX
yaenbublii Bec [I/IA B cTpyKType Kak IpeHaTaJbHO BBISBJIECH-
HBIX, TaK U MOCTHATA/IbHO Auarnoctuposanibix BIIC, cocraBui
7,4%, 9TO B JIBa pa3a BbIIIE AAHHBIX APYTUX MCCJAETOBAHUIT —
1-3,8% [83-86]. Ha naru B3rJisiz, 910 00bsACHAETCS GOJIBIINME
pas3peaonMu BO3MOKHOCTH COBPEMEHHBIX METO/IOB /IUATHO-
CTUKH, 10 CPaBHEHWIO C TEMHU, KOTOPBIC HCIOJIH30BAINCH B
30—60-€ To/bI TPOIILJIOTO BEKA.

B GosbIMHCTBE U3 MPOAHATU3UPOBAHHBIX HaMM MyOJInKa-
Uit 10 1peHaTaabHoil guardoctuke ITJA He ObLIO mpeacTaBie-
HO CBEJICHUIT 110 I0JITOCPOYHOMY KaTaMHEeCTHYeCKoMY HabJoe-
HUIO JieTeil ¢ 9TOl aTosiorueil. B oTesbHbIX HAOMIOEHUSIX Y HO-
BOPOK/ICHHBIX OBIIIM OTMEUYEHbBI PA3JIUYHBbIE CUMIITOMbBI TPAX€o-
930(haraJbHON KOMIIPECCHH, A B OJTHOM CJIydae IPOsIBUBIIEECs Ha
3-i1 menb nocJie poskaenust kpurudeckuii crernos AJITTA norpe6o-
BaJI MTPOBEJCHUS] CTEHTUPOBAHUS C MTOMOIIBIO TPAHCIIOMUHAID-
Hol anruorutactuky [58]. B Hateil BbIGopke 1pu 10JroCcpodHOM
KaTaMHECTUYECKOM HAOJIIOICHUH [TPAKTUYECKU TI0JIOBUHA JIETEH,
10 TAHHBIM 28 aHKEeTUPOBAHHBIX MaTepei, MeJT YMepeHHbIE 1
ractpossodarajibHbie HapyleHus, He TpeOyiolue MpoBeAeHUs
OIIEPATUBHOTO JIEYEHUS, OJJHAKO HTO HE OTMEHSIET HeOOXOAUMOC-
TH WX JQJbHEHIIEro JANCIAHCEPHOTO HAOJIOEHUs CeMeiiHbIM
BpPAuOM WJIM, BO3MOKHO, Y3KOIMPOMHUIHLHBIM CIEIHATUCTOM, a
TaKKe OCTaIbHBIX jleteil ¢ IIJ]A, yunTbiBas BO3MOKHOCTD I103]1-
Hell MaHmbecTamu Tpaxeo33oaraIbHON KOMITPECCUN.

BbIBOAbl

Takum 06pa3oM, UCXOJIst U3 PE3YJIbTaTOB COOCTBEHHBIX HC-
ciieoBaHUi 1 0630pa MHOTOYMCJIEHHBIX JAHHBIX JIATEPATyPbI,
MOJKHO TOJIBITOKUT, UTO:

— COBPEMEHHbIE BO3MOKHOCTH YJIbTPA3BYKOBBIX TEXHOJIOTHIA
TTO3BOJISIOT BBISIBJISITH YKA3aHHbIE AHOMAIUY JIATEPAJIN3AIIUN Y-
' A0PTHI PEHATATIBHO KAK B CEPOIIKATIBHOM PEKUME, TAK 1 C MO~
MOIIIBIO TIBETOBOTO [IONTIJIEPOBCKOTO KapTUPOBAHUST KPOBOTOKA,
KOTOpBIE JIy4Yllle BCErO JAETEKTUPYIOTCS TPU YJIbTPA3BYKOBOI
OIIeHKe MOTMEePEYHbIX CeYeHUIT MArHCTPATbHBIX COCY/IOB CEP/IIA B
BEPXHEM CPEJOCTEHUH IO/, ¥ MOTYT ObITh 3al0JI03PEHBI TIPU
PYTUHHOM HUCCJIEOBAHMY TIPU aHATM3E TOJIOKEHUS HUCXOJISATIEN
IPY/IHOI a0PTHI MIPH OI[EHKE 4-KaMEPHOTO CPe3a Cepila;

— BapuanTsl [1/[A, bopmupyiotnme cocymcToe KOJabIO0 He-
obxoaumo auddepentuposars ¢ A u Mmexay coboit: npu
(opMupoBaHUM COCYAMCTOTO KOJIbIIA, KOTAA apTepUaybHast
CBsI3Ka IPUKPEIISETCS He K caMoil HUCXOAAIIeH Ao, a K ee -
BEPTHUKYJIY, KOTOPBII MOKET pactioiaraTbCs peTpoasodarajbHo
U UMETb Pa3JimyHble pa3Mepbl U (GOPMY, CTENEeHb KOMIIPECCUH
mipu atoM tutne I1/[Ao He yerymaer I/IA. Torna kax BapuanT co-
CYJIUCTOTO KOJIBIIA, TPY KOTOPOM apTePUATIbHBII TTPOTOK COEIM-
HSIET JIEBYIO JIETOYHYIO aPTEPUIO C OCHOBAHMEM JIEBOI MOJIKIIIO-
ypanoil aprepun, a AJITTA BBIXOAUT U3 aOPTHI YETBEPTOH BET-
BbIO, SABJISIETCS HanboJjiee PACpPOCTPAHEHHBIM U OOBIYHO MeHee
Y3KUM, 4eM B mpezbiayiiem Tute. [Ipu atom Tiie cocyaucroro
KOJTbIIa peske BeTpedatorest commyTerByiormue BIIC.
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Kak yske GbLII0 OTMEUEHO BBIIIe, TIOCTHATATbHAS 9XOKaPIANO-
rpaus He M03BOJIIET BBISIBUTH IIPABOCTOPOHHIO YTy A0PTHI,
COCY/IUCTBIE KOJIbIIA UJIU CBS3KH, YTO TPEOYeT IIPUMEHEHUST JIPY-
rux MeToz1oB JiydeBoil quarsoctukn — MPT, KT, penTrenokoH-
TpacTHO# aHrnorpadun.

AHOMAJINY JIATePATTM3AIUU IyTH A0PThl UMEIOT TPU OCHOB-
HBIX KINHAYECKUX TIPUIOKEHUST:

— coueranue ¢ gpyrumu BIIC;

— acCOoIUAIS ¢ XPOMOCOMHBIMU aHOMAJTHSIMI;

— MEXaHWYecKast KOMITPECCHs IbIXaTeJIbHbBIX Ty Tel 1 Mmuiie-
BOJIa COCY/IUCTBIM KOJIBIIOM UJTH COCY/IUCTON CBSI3KOIL.

ITH 0COOEHHOCTH 00SI3aTESIBHO HEOOXOAMMO YUUTHIBATh KAK
Ha dTare YCTaHOBJICHUS INAarHO3a, TaK W TOCTIEAYIONIEH TaKTHKI
BeJIEHMs B TIEPUHATAJIbHBIN U TIOCTHATAJIBHBIN niepron (cxema 1),
4TO Tpe/IoaraeT IpoBeeHre dKCIePTHOH (heTambHOoil aXOKap-
morpaduy, MPEeHATATbHOTO KapUOTUIIMPOBAHS, KOHCYJIbTAIUIO
JIETCKOTO Kap/IMOXUPYPra U JAPYTUX NPOMHUILHBIX CIIEIIUATINCTOB CO
BCeM HEOOXOMMbIM 0GBEMOM HHCTPYMEHTAIBHOTO 0OCTIEIOBAHMUSI.

YnbTpa3syKkoBa NnpeHaTasibHa giarHocTuka
npaBo6ivyHOT i NoABIAHOT Ayrn aopTun
(anani3 56 cnocrepexeHb)

H.I1. BeponotBensiH, A.A. BoHgapeHKo

IIpoBeneno aHali3 4acTOTU OCHOBHUX YJIbTPa3BYKOBHUX IIPOSBIB,
TOEHAHNX aHOMAJIiH, HACIi/IKIiB 1 MOCTHATAIBHUX KIIHIYHUX MTPOSIBiB,
[PeHATAJIbHO BUSIBJEHUX BUIIA/IKIB IPABOOIUHOT i OABIIHOI yru aop-
i (II6/1A, TIA). 3 2004 no 9 mic 2014 p. npoBeeHO MPOCIIEKTHBHE
JlocuipKeHHst npeHaranbhoi gerexii II6/1A i ITIJIA npu yibrpassyko-
BOMy 0e3BHGIPKOBOMY CKpHHIHTY pamgoMisoBanoi rpymu 60 090
BariTHux i 30 961 BariTHOI rpynK BUCOKOTO NEPUHATAIIBHOTO PUSKKY.
Busasieno 1 sunagok ITJIA ta 55 sunazikis I16/1A, 3 Hux 53 Bunajgku
3 abepaHTHOIO JIiBOIO MI/IKIIOUNYHOI0 apTepiero i 2 BUIaJKU 3 J3ep-
KQJIBHUM PO3TAIYKeHHsIM. Y 34 MJIOAIB JeTeKTYBAJIOCsS CYyIUHHE
kizmbie. Y 21 Bunagaky II6/IA noegHyBasacs 3 iHITMMU BPOIKEHUME
Bajtamu cepiist (BBC) (y Tomy uwmcsi 5y cxiagi MBIIP i 3 nipu cumg-
pomi reteporakxcii), B 4 BUNajikax — 3 iHIIMMU eKCTpaKap/iaJlbHUMU
anomauisimu. Kapiorunosano 16 mioziB (IiepeBakHO 3 ITOECAHAHIMU
AQHOMAJIiSIMH ), B JKOZAHOMY BUIQJKy He BHSIBIEHO XPOMOCOMHOI IIaTO-
siorii. Baritnicts Oysa nepepsana B 15 Bumnaakax, y 36 sakimunsacs
OJIOTaMH, ¥ 5 BUIIA/IKAX TPUBAE.

V 12 3 HapouKeHux JiTeil 10AaTKOBO OYJIH BUSBJIEH] EPEBayKHO MaJti
aHoMatii cepud. Y 28 3 HAPOKEHUX JliTeil IPOCTEeKeHMIT KaTaMHes B/
1 mic mo 10 pokiB, y 13 3 HuX Big3HaueHi KJIiH{YHI TPOSIBU KOMIIpecii
Tpaxei i CTPaBOXO/Y, 3yMOBJIEHI CyJIMHHUM KisblieM. 3 17 ziTeii i3 3a-
3HAYEHUME AaHOMAJIIsIME JiyTu aopTH i cymytaiMu BBC 8 Gy nipoorie-
posati. [I6/IA Moske BusiBiisiTUCS TIpH (heTasbHiil exokapaiorpadii mo-
yunaioun 3 11 sk BaritHocTi. [3op0Bana [16/IA Mae HUBBKUI PU3UK
XPOMOCOMHUX aHOMAJIill Ta TIO3UTUBHUIL IIPOTHO3, Y TIOJIOBUHU JiTEl
BIZICYTHS KJIiHIYHA CHMITOMATHKA, 3YMOBJIEHA CYAMHHHUM KiJbIEM.
TTporuos TI6/IA 1pu noenaanux BBC samexuts Bif TSKKOCTI 1UX
BBC, a tako:x Bijf Xapaxrepy ekcTpakap/ialbHIX aHOMAJIIT PO3BUTKY.
Kniouosi cnosa: npasobiuna dyza aopmu, nodsiina dyza aopmu, cy-
OunHe Kilble, NPeHamanivHa yivmpassykosa diazHocmuxa.

Prenatal ultrasound diagnosis

of right-sided and double aortic arch
(analisis of 56 cases)

N.P. Veropotvelyan, A.A. Bondarenko

To analyse the rate,main echo-characteriscs, associated conditions,
outcome and postnatal clinical implications of right aortic arch(RAA)
and double aortic arch (DAA) detected in fetal life. Between 2004 and
9 mon. 2014, 60090 low risk pregnant women and 30961 high peri-
nathal risk pregnant were scanned in the our tertiary centre. All cases
RAA and DAA were prospectively diagnosed. DAA was found in 1
case, RAA was identified in 55 fetuses: 53 of them with the abernant
left subclavint artery and 2-with mirror image branching. 34 fetuses
have a vascular rings. 21 case of RAA were associated with other con-
genital heart diseases (5 of them with the multiple anomalies and
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3with heterotaxy syndrome) and 4 with the extracardic anomalies. 16
fetuses with RAA (previously with associationted anomalies) were
prenataly kariotyped — all without chromosomal anomalies. The preg-
nancy was terminated in 15 cases, 36 — delivered at term, 5 are con-
tinue. At 12 infants small cardiac defects were additionally detected
after delivery. 28 children were follow-up from 1mnth to 10 years, 13
of them have a clinical signs of the trachea and esophageal compres-
sion caused by vascular ring. 8 of 17 children with aortic arch anom-
alies and associated heart abnormalities were operated. The diagnosis

of a right-sided aortic arch can be made by fetal echocardiography,
from as early as 11 weeks’ gestation.Isolated RAA has a good progno-
sis, and in the half of the children it is an asymptomatic vascular vari-
ant with a relatively low risk for chromosomal anomaly. The progno-
sis of RAA with CHD depends on the complexity of the CHD and/or
the associated extracardiac anomalies.

Key words: right-sided aortic arch, double aortic arch, vascular ring,

prenatal ultrasound.
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