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HOMaauga Obmireiina (A9, kom mo MKB-
10 — Q 22.5) — 5TO CAOXKHBIM BPOXKIEH-
HbIHT TIOpoK cepana (BIIC), dpopmupyro-
myica B IIpollecce AMOpHOreHesa Kak
pe3yAabTaT  HEIOAHOM  JeaaMHHaIIUU
(«pa3MpIBaHHS») MHOKapZa IIPUTOYHOIO OTAeAd
npaBoro xeaymodka (I12K) cepalla um HapylieHHUT
cernapaliid CTBOPOK TPUKYCIHIAABHOT'O KAallaHa
(TK) or sHmokapma IpaBoro xeaymodka. AD xa-
paxkTepu3yeTcd CMEIIEHHUEM CENTAaAbHOH, a TaKKe
3agHei ctBOpoK TK Brayows I12K, mMHTUMHBIM HpHU-
AETaHHEM U CpallleHHEM 3THX CTBOPOK C 3HAOKAap-
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JIOM ZKEAyZlo4YKa, YKOPOYEHHEM XOpJ, THIIoNIAa3ueH
TIIaIUAASIPHBIX MBIIII], Pa3BUTHEM TPUKYCHIHUAAAB-
HOoMt perypruranuu (TP) u Taxuapurmuii. Ilepen-
Hsd CTBOPKa TPUKYCIHOAABHOTO KaamnasHa Iipu AD
4Jalle BCEro OKa3bIBAETCH PE3KO YBEAUYEHHOM, Ia-
pycoobpa3Hoii, QeHecTPUPOBAHHON. AHOMAABHO
PacIioAOKEHHOE (CMEIIEHHOE allMKaAbBHO M POTHU-
poOBaHHOE B HaAIIpaBA€HUH BBIXOAHOI'O TpakTa [12K)
¢pubpPO3HOE KOABIIO TPUKYCIHIAABHOTO KAallaHa
JEAUT IIPaBBIM JKeAyLO4UeK Ha IIPOKCHUMAaAbHYIO aT-
PHaAM30BaHHYI0 4YacTh WU AUCTAABHYIO (DYHKIIHO-
HAABHYIO YMEHBIIIEHHYIO KEeAYJ0YKOBYIO KaMepy [1
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Puc. 1 (Fig. 1)

Puc. 1. CxemaTtuyeckoe n3obpaxeHue cepaula
NpU AHOMAAUK DO6LITENHA B NPOEKLUN BbIXOAHO-
ro TPAKTA NPABOro XeAyAouKa [3].

1 — AeBBIN KeAyOOYEK, 2 — YMEHBIIIEHHBIN IPaBhIii Ke-
AyZO4YeK, 3 — aTpHUaAHu30BaHHAs 4acTh IIPABOTO KEAY-
oodKa, 4 — mpaBoe mpezacepnue, S — nedeKT MeKIIpea-
CEepAHOH IIEPETOPOAKMU, 6 — AeBoe Ipeacepane, 7 — Ae-
roYHas apTepHUs.

Fig. 1. Schematic representation of the heart in
case of Ebstein's anomaly in the projection of the
right ventricular output tract [3].

- 5].

CrerieHb BBIPAKEHHOCTH MOP(OAOTHIECKUX
n3menenuit TK u ITXK y nanmentoB ¢ AD GrIBaeT
pasHoOM, BapbUpPyd MEXAy INPaKTUYECKH HOPMAaAb-
HBIM U IPUMHUTHUBHBIM 3MOPHOHAABHBIM CEPALIEM,
a KaXAbId cAy4Yall IIOPOKa IIPEACTABAAETCH I1aTO-
AOTHYECKH U F'eMOANHaMHUYeCKH YHUKAABHBIM [6].

B mHacroamee Bpema B Hayunom IlenTpe
cepaedyHo-cocyaucTod xupypruu umeHu A.H. Ba-
KyA€Ba IpUHATA caenyroas aHaTOMO-
dusmosorudeckass KaacCHU(HUKAIUS II0OpOKa (MO-
oudunupoBaHHaa Kaaccudukanmua A. Carpentier
1988 roma) [1]:

e Tumr A. VI3MeHeHUd B CepAlle MUHUMAABHEI,
HE3HA4YHUTEABHO CMEIIEHBl CeNTaAbHad U 3aaHdd
CTBOPKH.

e Tunn B. Bamaaa manmuaagpHad MBIIINA OT-
CYTCTBYyeT. 3aaH4S U CeITasbHas CTBOPKHU OILyIlle-
HbI B MpaBbIf KEAYAO4YEK, KPENATCd KOPOTKHUMH
xXopraMu, (popMHUpPYs aTPHaAAN30BaHHYIO YacCTh.

e Tun C. BrIpaxkeHHO€ OrpaHUYEHHE B IIO-
OBUXKHOCTU CENTAABHOU U 3aHEN CTBOPOK. ATpHU-
aAHM30BaHHAS 4acTh OOABIIIAS U TOHKOCTECHHAS.

e Tun D. OrcyrcrBHe TpabeKyAsSpHOH 4HacTH
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IIPaBOTO JKEAyJO4YKa, IIepeaHds
MBIIIIIA He auddepeHnupoBaHa.

e Tumr E. [TlepenHss cTBopKa TakKe cpallleHa
C MHOKapAOM, XOPAbl OTCYTCTBYIOT, IIPaBBIM Ke-
AYIOYEK IIPAKTUYECKH IIOAHOCTBIO IIPEACTaBACH
aTpPUaAN30BaAHHOMN 4acCThIO.

AD cunTaeTcd peaKOo BCTPEHAIONINMCS II0PO-
KoM cepana. Jacrora AD y KUBOPOXKIAEHHBIX CO-
craBageT B cpenHeMm 1:20 000 [7, 8, 9]. YacroTa
AD y mAOIOB B HMCCAENOBAHUSAX H3PAHABCKHUX CIIe-
nuasuctoB (2012), okazasack IpUMEPHO B 3 pasa
BBIIIIE, YEM B CPEOHEM y KHBOPOXKIEHHBIX, U CO-
craBuaa 3,36:20 000 obcaemOBaHHBIX O€epPEMEHHBIX
xkeHITUH [10]. CoraacHO EBpomeiickomMy perucTpy
BpPOXKIEHHBIX M HACAEACTBEHHBLIX 3a0oAeBaHU
(2012-2016), uyacrota AD y maomoB Opira B 1,26
paza BbIIlle, YeM Y KHUBOPOXKAEHHEBIX [9]. Cpemu
Bcex BIIC y XKuUBOpOKOEHHBIX AD COCTaBASIET, IIO
MaHHBIM 0OABITHMHCTBA aBTOpPOB, 0,5 - 1% [1, 4, 7].

deTasbHBIE U HEOHATaAbLHBIE (DOPMBI IIOPOKA
IIPOTEKAIOT HauboAee TIKEAO, JacTO 3aKaHIHBa-
dchk paHHed cMmepThio. Ecan pebeHOK IepeskuBaeT
IePBBIA I'of KWU3HU, €Tr0 IIPOTHO3 yaydInaercd [11].
B cratre D.J. Radford u coaBrt., omyGAMKOBaHHOH
B 1985 r., mpuBeneHa wHQoOpMAaIUsa O BpeMeHU
MaHHu@ecTanuu KAUHUKYA AD y 35 manmeHTOB: 12
cAydaeB IIPOSABHAU ceba B 1-Y meHb KU3HU, 2 — Ha
1-#1 meneae, 10 — B mepBoM necaTtuaeTuu, 11 —y
IIOAPOCTKOB U B3POCABIX, U3 HUX 3 - Ha 6-U neka-
ne. Takum o6pazom, 40% caydaeB AD MMeAU KAU-
HUYEeCKHe IIPOSIBAEHHUI y3Ke B caMOM pPaHHEM HeOo-
HataabHOM Inepuoze [12]. [lo mamupiM D. Mair
(1992), no roma yMHUpaeT HOYTH IIOAOBUHA AETEH C
AD [13]. Tlo mauueiMm D.S. Celermajer u coasnr.
(1994), BBIKHMBAEMOCTDh KHUBOPOXKIEHHBIX B Tede-
HHue 1 roma cocraBuaa 67% [14]. B MyAbTHIIEHTPO-
BoM HccaemoBauuu M.B. MeaBemeBa H COaBT.
(2003) n3 9 HOBOPOXKAEHHBIX ¢ AD TOABKO 3 pe-
benka ocraauch B XKuUBBIX (33,3%), 6 (66,7%) —
ymepan Ha 2-24 cytku [15]. Hepenko mpu AD
BCTpeYaeTcs Tak:Ke BHYTPHyTpoOHas Irubeab IIAO-
na. B wmccaemoBannu D.B. McElhinney u coasr.
(CIIIA, 2005) morubam aHTeHaTaAbHO 9 IIAOHOB, a
u3 49 KUBOPOXKAEHHBIX 14 yMepau no 1 mecdra
(28,5%) [16]. B MyABTHIIEHTPOBOM HCCAEIOBAHHUU
243 nianomoB ¢ AD U aucriaaszued TPUKYCIIHIAABHO-
ro kaanaHa ([ITK) R.Freud Lindsay u coast. (CILIA
u Kanapga, 2015) no mecsaia ymepau 32% IIAOLOB,
aHTeHaTaabHo — 17% [17]. Ilo cBemenusam EBpo-
IIEHCKOTO PEerucTpa BPOXKIEHHBIX U HACAEICTBEH-
HBIX 3a00AeBaHUN, 3aKOHYHANCEH MEPTBOPOXKIEHU-
em 16 (7,7%) n3 206 nuarHoCTUPOBaHHBIX B 2012-
2016 rr. caygaeB AD [9]. Y.M. Chang u coaBr.
(TatiBanb, 2009), anHaausupya 26-AeTHUH OIBIT
HabAIOeHUs 3a 77 maipeHTamMu ¢ AD, TakxKe ITH-
mIyT O TOM, 4YTO BBIXKHMBAeMOCTBH Oblaa Hamboaee
HU3KOH Ha CTaaVuH HOBOPOXKIEHHOCTH, CHHU3HUB-
IINCH JJaA€e TOABKO B TpeTbeM mecsaTHaeTHu [18].
R.S. Luis-Miranda u coasr. (Mcnauusa, 2013) KoH-
cTaTUpOBaAH, 4To AD, MIUArHOCTUPOBAHHAS Y IIAO-
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[a, Jasa InepuHaTaAbHYI0 CMepTHOCTh 87,5% [19].
ABCTpaAHMCKHE KOAAETH B OIyOAMKOBAHHOM B
2017 r. 30-aeTtHeM ombITe HabamoneHud 80 HOBO-
POXKIeHHBIX ¢ AD coolbuvau o6 obireit 15-aeTHeit
BBIXKHBAeMOCTH 67%, OTMETHB HOpPU ITOM, UTO Yy
MIaIllMEeHTOB, KOTOPble HE HYXKIAAWCh B OIl€pallui,
15-AeTHAS BBIKUBAEMOCTH paBHsSAACh 79%, a y
TeX, KOMy OBIAO IIPOBEAEHO XUPYPTHUYECKOE HAU
KaTeTepHOE BMEIIATEeAbCTBO, COCTaBHAA TOABKO
45% [20].

Xupyprudeckoe AedeHHe 60ABHBIX ¢ AD, oco-
GEHHO HOBOPOXKIEHHBIX, IMPEACTaBAsIeT co0oi ce-
pBE3HYI0 IIpo0AEMy M IIPOBOAUTCS B HACTOSIIEe
BpeMs C IIepeMeHHBIM ycrexoMm. CylIiecTBYIOT Kak
IIaAsAMaTHUBHBIE, TaK U Ooaee paguKasbHBIE oIlepa-
WY Pa3sAMYHBIX Momudukanui [1, 21]. C.J. Knott-
Craig (CHIA) B 2015 r., mpoaHaAU3UPOBaB HCXOIbI
32 mpoonepHpoOBaHHBIX HOBOPOXKAEHHBIX, ITHIIET,
4TO O0Illas paHHAA CMEPTHOCTH cocTaBuaa 28%,
IpUdeM C aTpe3ueil aerouHoi aprepuu (AA) — 40%,
0e3 arpesnu AA — 8,3% [22]. J.J. Yu u coasr. (IO.
Kopea, 2013) B craThe, NOCBAIIEHHON HCXOAaM y
59 HOBOPOXKOEHHBIX ¢ AD B COBPEMEHHYIO 3IO0XY,
yKasbIBaeT o0Iyio cMepTHOCTEH 23,7%, a Imokasa-
TeAW BBIKUBAeMOCTHU 1 U 5 aeT — 78,6 u 76,3% co-
orBeTcTBeHHO [23]. B 2017 r. mpoBeneHO MYABTH-
LIEHTPOBOE HCCAENOBAHUE PE3yAbTATOB XHPYPIH-
YEeCKOr'o A€deHHud faeTeit ¢ AD B KAMHUKAaX EBporsl,
B KOTOPOM y4YacCTBOBaAH CIlellMasucThl HunepaaH-
noB, Fepmannu u H3pauasga. 63 mammeHTaM OBIAO
coeaaro 109 omepanmii. HabaromeHue oCyIiecTB-
asianock oT O mo 216 mecsieB (B cpemuem 121 me-
camn). 29 nanmeHTaMm (46%) XUpPyprudeckKoe BMe-
IaTEABCTBO IIPOM3BENEHO B 1-U rox XKWU3HU, B TOM
4HcAe OBaAllaTH OAHOMY — B Bo3dpacTe no 1 mecs-
na. [AByxX:KeAyZoO4YKoBasd KOPPEKIIUS BBIIIOAHEHA ¥
59% OOABHBIX, IIOAYTOPAIKEAYIOYKOBas KOPPEKIIHUI
-y 5,8%, ogHOXKeAyqOYKOBasd KOPPEKIIUs, APyTrHe
IIaAAMATHUBHBIE BMENIATEABCTBA U PEBU3HL — Y
33%. IloBTOpHBIE oOmepannu He HoTPebOBaANCH
gepe3z 1 - 5 - 10 aer 'y 89% - 79% - 75% maimeH-
TOB COOTBETCTBEHHO. 9 GoapHBIX (14%) ymepau B
craroHape B TedeHue 30 gHeM Iocae oIlepariyu.
[pyrux cMepTeABHBIX UCXOO0B He ObIAO [24].

PeBoaroiiuio B XUPYpPrU4eCcKOM AedeHUu AD
IIpou3BeAa OIlepallus aHaATOMHUYECKOH KOHYCHOH
PEKOHCTPYKIINH, BIIEpBBble onrcaHHad Da Silva.
OmbIT KOHYCHOH PEKOHCTPYKIHH y 84 ITallleHTOB
c AD B cpenueMm Bospacte 10,1 5,9 aer B Mayo
Clinic (CIIA) omy6ankoBaH B 2014 r. Y 98% 00ab-
HBIX oIlepanus Oblaa ycrermHo# [25]. L. Irving u
coaBT. (CIIA, 2017) B cBoeM 0030pe OTMEYAIOT,
YTO HMEHHO «PEKOHCTPYKIIHS KOHyCa SBASETCS
IPEeaIIOYTUTEAPHOH TEXHUKOH Y HOBOPOXKIEHHBIX»
[260]. IlybamKarmii o pe3yabTaTax KOHyCHOHM PEKOH-
CTPYKIIMHU y HOBOPOXIEHHBIX HE MHOIO, HO HMe-
oIIMecs  BIIeYaTAdroT. Xupypru w3 CaHkT-
[TerepOypra (2017) mpoornepupoBasn II0 3TOH Me-
TomuKe 19 marneHTOB B Bo3pacTe oT 3 AHeH mo 52
AetT. 3a nepuon HabAIOZIEHHUS IIOCAE OIIePaIlluH, CO-
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cTaBUBIIHUY OT 2,5 MecdneB a0 3,5 A€T, CMEPTEeAb-
HBIX HCXOMOB He OBIAO, OTMEYAAOCh 3HAYHUTEABHOE
yayanrenue [27]. S.C. Huang u coaBr. (TaiiBaus,
2017) mpoomnepupoBasM IIyTeM KOHYCHOH pPEKOH-
CTPYKILIMHU 7 HOBOPOXKIEHHBIX M OeTedl MaAaaIllero
Bo3pacrta ¢ AD, 6 mainueHToB (86%) BeIKHAHK [28].
He 6p1A0 HMKaAKHX MO3MHUX CMePTEH HMAM IIOBTOP-
HBIX BaAbBYAOIIAACTHUK ITPH IIOCAEAYIOIeM HabAlo-
neauu ot 0,8 mo 9,9 aer.

Y metell crapliero Bo3pacTa M B3POCABIX, IO
3akarogeHuio D.S. Celermajer m coaBt. (1994),
IPU3HaAKKU CEPAEYHOM HEeIOCTAaTOYHOCTH BCTpeda-
I0TCS peke, CAydarHble HaXOIKH U apUTMHUd — 4a-
11e, JOATOCPOYHBIE PE3YABLTATBI AydYIlle, BbIKHUBae-
MocTh K 10-aeTHeMy Bo3pacry cocraBuaa 59%
[14]. [doarocpodyHOe WCCA€QOBaHHE BbIKUBAHU,
npoBegeHHoe y 61 marmmenTa ¢ AD B 1993 r Y.M.
Hong u coast. (CIIA), mokaszaro, YTO CpemHSs
IIPOOAKUTEABHOCTb HX KH3HH cocTaBHAa 15 aer
[29]. ITo D. Mair (1992), no 50 aAeT HOKHUBAET TOAb-
Ko 5% 6GoapHbIX [13]. Tlo manusiM A. Flores
Arizmendi u coaBt. (Mcmanuga, 2004), mo 30 aer
noxuau 65% [30]. A. Oxenius u coanrt. (UIBetina-
pus) B 2013 r. coobuwmiau o 10-aeTHell BbIXKHBae-
MOCTH JAeTeH IIocAe XUPYPTUUECKUX BMEIIATEeALCTB
85,3%5,6% [31]. Q. Luu m coaBT. (ABCcTpaasus,
2015) Habaomasu 49 naiueHToB ¢ AD BO B3pOCAOH
KHU3HH U 3aperuCTPUPOBaAK OOIyI0 BBIKHBae-
MmocTh 100% mo 40 aet, 95% mo 50 aet u 81% mo
60 aert [32].

[JTaTOrHOMOHHYHBIMH  3XOKapauorpadpuie-
CKHMH IIpHU3HakKaMu AD gBAGIOTCA aHOMaAbHOE
alMKaAbHOE CMEIIeHHEe YPOBHS IIPUKPEIIACHUS
cenrraabHOH cTBOPKH TK K MeKKeAyTO4KOBOU Iie-
PEropoaKe OTHOCUTEABHO YPOBHS IIPUKPEIIACHUS K
Hel cenTasbHOH CTBOPKH MHTPaABHOIO KaallaHa B
COYeTaHHH C TPHUKYCIIHIAABHOH perypruTaiyei.
Kpome Toro, mpu AD yacTo BBIIBASIIOTCS Kapauo-
Meraaus, aTpuasu3oBaHHad 4dacTb [12K, a Takxke
codeTaHHas cepledyHas 1aTOAOTHS.

TunuyHOM COmyTCTBYIOLIEH KapauasbHOU
raToAoTHeH IIpu AD SBAFIOTCH OTKPBITOE OBAaAbHOE
OKHO/nedpeKT  MEKIIPEACEPAHOH  IIepPeroponKH
(AMIIII), creHO3/aTpe3us aerogyHodl aprepun (AA),
nepeKT MeKKEeAyMOUYKOBO#H meperopoaku (IM2KII)
U TaXuapuUTMHUH, 0O0yCAOBA€HHBIE HAAWYHEM IIaTO-
AOTHMYECKHUX MpoBoxdmmux Imyteit [1, 2, 3, 27, 33].
AccornupoBaHHag KapauasbHas IIATOAOTHUS IIPHU
A3 BrigBAgeTrcsa ¢ gacroToi ot 38,4% mo 90% [30,
31, 34, 35].

OxorpadudeckuM KputepueM AD y B3poC-
ABIX U feTell IIPUHATO CMeIeHHe CTBOPKH Ooaee 8
MM /M2 IOBEPXHOCTH Teaa mnanueHta [2]. Y maoxa
npu AD, kaxk nunier M.B. MenBenes, cenTasbHas
crBopka TK B GOABIIMHCTBE CAyYaeB CMEIIAeTCs
Ha 4 MM u Goaee [7]. OgHAKO IOHATHO, YTO 3TO
paccTogHHMe  MOXKET OKas3aTbhCsd  3HAYUTEABHO
MEHBIIIEM Ha pPaHHHUX CpoKax OepeMeHHOCTH. Tak,
B HabawneHusax M.B. KomapoBoi#i u coaBT. B 12
Hemeab 3 gHA [36] (puc. 2, 3), a Takxke H.A. Aa-
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1 D 0.40cm

- n =

Puc. 2 a (Fig. 2 a) Puc. 2 6 (Fig. 2 b)

Puc.2. YAbTPA3BYKOBOE UCCAEAOBAHMUE.

dPerasvrHag axokapauorpacdus npu AD, 2D-pexuM, 4eTbIpeXKaMepHbIE CPe3bl Ceplla, U3MEPEHHE CMEIIEHUS CEeIl-
TasbHOM cTBOpKH TK B 12-13 Heneab (a) u B 22-23 Hexmeab 6epeMenHocTH (6) [36, 39].

Fig. 2. Ultrasound.

Fetal echocardiography of Ebstein's anomaly, 2D-mode, four-chamber heart sections, measurement of the septal
sash displacement in 12-13 weeks (left) and 22-23 weeks of pregnancy (right) [36, 39].

Puc. 3 a (Fig. 3 a) Puc. 3 6 (Fig. 3 b)

Puc. 3. YAbTPA3ByKOBOE UCCAEAOBAHMUE.

derasbHag 3xokapauorpadus npu AD, deTbIpeXKaMepHBIE CPe3bl CepAlla, TPUKYCIHAAABHAS PEryPrUTALHS B pe-
xkuMe LIJIK B 12-13 Heneasb (a) u B 22-23 Henmeaun 6epemeHHOCTH (6) [36, 39].

Fig. 3. Ultrasound.

Fetal echocardiography of Ebstein's anomaly, four-chamber sections of the heart, tricuspid insufficiency in color
doppler mode in 12-13 weeks (left) and 22-23 weeks of pregnancy (right) [36, 39].
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TBIHHUK B 11 Hemeabp 6 nHei recramuu [37] cme-
IIIEHHUE COCTABHAO 2,7 MM.

FaaBHBIM 3XOKapAUOrPA(PUIECKHUM CPEe30M
cepalla OAd OUArHOCTUKHU AD y maoda SBASETCH
IOAYy4YeHHBIH B 2D-pexxmMe dYeTbIpexXKaMepHBIH
cpe3, rae 4YeTKO BUAEH «KpecT» cepana (cardiac
«CTux»), TO €CTb MECTO, TZ€ COECQUHAIOTCS HUXKHIA
9acTh MEXKITPENCEPAHON IEPEeropogKH C BEPXHEH
YaCTBI0O MEXKIKEAYIOYKOBOH MEePEeropoaKH U IIPHU-
KPEIIASIOTCHS  CTBOPKH  aTPHUOBEHTPUKYATPHBIX
KAQIIaHOB. BTOphIM BajXHBIM MOMEHTOM IIPU
OILIEHKE YeTBIPEXKAMEPHOTO Cpe3a SIBASETCS Heob-
XOAUMOCTb HCIIOAB30BaHHS pPEXKHMa IIBETOBOTO
[omIAepoBcKoro kaptupoBanuda (LI/IK), uTo mmo3Bo-
ASIET YBUOETH CBOMCTBEHHYIO MOPOKY TPHUKYCIIH-
OAABbHYIO PEeTrypTUTaIlHIo, dYallle TOAOCHCTOAHYE-
cKyio [2, 7]. Ecau LIZIK cepana y 1maoza He IIPOBO-
OUTCS, MaAb(popMallks MOIKET ObITh IIPOIIyIIEHA
[10, 38].

[To wuMmeromMMCH AUTEPATYPHBIM [aHHBIM,
CpeaHNEe CPOKH BBIABAEHUS MaAb(opMalluu y IIAO-
[Ja HaxoAdTcs B Aualia3oHe OT Hadasa BTOPOTO
TpUMecTpa OO0 Hadasa TPEThero TpuMmecTtpa Oepe-
MEHHOCTH M HMMEIOT TEeHIEHIINIO K YMEHBIIEHHIO
(raba. Nel).

CoBpeMeHHbIH ypOBeHb IIpeHaATaAbHOM 3XO-
Kapauorpacdouyd  3aKOHOMEPHO  IIPUBOAUT K
HEYKAOHHOMY VBEAMYEHHIO 4YHCAA BBIIBAEHHBIX
cAydaeB IIOPOKa Y IIAOLOB IIapaAA€ABHO C yMEHb-
IIEHHWEeM TIeCTallHOHHBIX CPOKOB [AWMArHOCTHKHU U
TEOPETUYECKH IIPEAIloAaraeT BO3MOXKHOCTH OOHAa-
PY?KeHHs He TOABKO TPYOBIX, TSIKEABIX (DOPM 3TOTO
BIIC, HO 1 HOopM MaAOCHUMIITOMHBIX, OTHOCUTEABHO
OaaronpugaTHBIX Oaa XKu3HU [2, 45]. Ilomcky u
aHaAu3y (paKTOpPOB IIOBBIIIEHHOTO PHCKa paHHeH
OETCKOHM CMEpPTHOCTH, OCHOBAHHBIX Ha OCOOEHHO-
CTIX 3XOoKapauorpadpruiecKold KapTHHbI AD y IIAO-
[la UAW HOBOPOIKIEHHOTI'0, IIOCBSIIEHO MHOI'0O 3apy-

Tabauma Nel.

CpeanHe CPOKH AHArHOCTHKH AD y maoza.

29, 5 Henenp 2003 r. M.B. Mengenes u coanr., Poccus [15]

22 "emenu 2005 r. D.B. McElhinney u coasrt., CIIIA[16]

14-16 venenn 2012 . E.Z. Zimmer u coasrt., M3paunis [10]

27+6 Henenn 2015 . R.Freud Lindsay u coasr , CIIIA u Kanana [17]
25,0 Henenn 2017 r. |.Gottschalk u coasr., I'epmanus [43]

18-24 nenenn 2017 r. E.S. Selamet Tierney u coasr., CILIA [44]

[TepBbBIl caydalli OpeHaATaABHOM YABTPa3BY-
KOBOHM auarHocTUKU AD y maozma B 35 Heneab re-
craiimu ObIA onmybamkoBaH B 1983 1. B «Beaom
xKypHaase» M. Sharf u coaBt. [40], B oTeuecTBEeHHOH
auteparype — B 1986 r. B xxypHaae leguatpus»
M.B. MenBeneBbIM U COaBT. B 32 HEIEAU TeCTalllU
[41]. B 2003 r. M.B. MenBeneBbIM B COaBT. OBIAO
IIPOBENEHO IIEPBOE OTEYECTBEHHOE MYABTHIIEHTPO-
BO€ HCCAENOBaHHE II0 aHTEHATAABHOM AHMAarHOCTH-
Ke ¥ [epUuHAaTaAbHBIM HcxXomaM 15 caygaeB AD
[15]. ParHUM BBISIBAEHHEM MIOPOKAa HA TOT MOMEHT
CYHUTAACH CPOK [0 24 HemeAb, eAUHCTBEHHBIH CAy-
yait u3 15 BomleqIIMX B aHaaW3 OblA OOHApyKeH B
18 HemeAb, BCe OCTaAbHBIE — B 22 HeIeAd U Ooaee.
B 2011 r. J.E. Jadaon u coaBt. paspaboraHbl U
OITyOAMKOBaHBI HOMOI'PAMMBI HAWHBI AVS (aTpuo-
JKEAYJOYKOBOH IIePeropoAKH, HWAHW PACCTOSHUS
MEXAy MeCTaMH IIPUKPEIIACHHUS  CEeNTaAbHBIX
CTBOPOK MHTPAABHOI'O U TPHUKYCIIHIAABHOTO KAa-
IaHOB K MEXKIKEAYIOYKOBOU meperopoake) ot 11
1o 34 Henmeab OepemeHHocTH [42]. B 2012 r. uspa-
HABCKHE CIIEIIMaAWCTBI HaIllHMCaAu O 8 AHarHOCTH-
poBaHHBIX U 1 IIpoIryiieHHOM cAaydae AD B 14-16
Hemeab 6epemenHocTH [10]. B 2018 r. H.A. AATBIH-
HUK coo0IlAa O caMOM paHHEM IIpeHaTaAbHOM
BBIIBAEHUHU IIOpoKa — B 11 Hemeab 6 gHeM Ipu
Kommyuko-TeMeHHOM pasmepe (KTP) 58 MM (Taba.
Nel) [37].
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OeskHBIX paboT.

[ToryAdpHBIM M YacTO HCIOAB3YEMBIM [AS
OporHO30B saBaderca wuHaeKc Celermajer-GOSE
(Great Ormond Street Echo, Beamkobpuranus)
(nvHOeKCc mpaBoOM mpencepoHOM 00AaCTH, HWHIEKC
Leaepmaiiepa, Hll), npensoxkeHHBIH B 1992 1. [14,
35, 47]. Ha ypoBHe 4YeTBIpEXKaMEPHOTO cpe3a
cepalla mnaozma B a3y AHACTOABI IIPOU3BOLAT H3-
MepeHUe TAomaned mpaBoro mnpenacepaud (RA)
BMECTE C aTPHaAAN30BaHHBIM IIPABBIM KEAYIOYKOM
(aRV), a Takske CyMMBbI maoIaaeil (PyHKIIHOHAAB-
HOro mpaBoro xkeaymodka (fRV), aeBoro mpencep-
ouga (LA) u aeBoro xeaymouka (LV). Omperneasior
otHoiteHue RA+aRV/fRV+LA+LV (puc. 4).

[To pesyabTaTaM 3THX HCCAEIOBAHHUH CMEPT-
HOCTBb MAazeHIieB ¢ UL > 1,1-1,5 ipu coueTaHUuu C
IIMaHO30M U KapauoMmeraaueit mocruraer 100%;
npu 3"Hadenuu UII < 0,99 puck cmepTu He IIpe-
BeImaeT 8-10% (taba. No3, No4).

Brraucaerne UL (Taba. Ne2) y maomoB M HO-
BOPOXKIEHHBIX ¢ AD U aHaAW3 BAUSHHUA €r0 BEAU-
YUHBI Ha PAHHIOKI JETCKYIO CMEPTHOCTH IIPOBOIH-
AVICb B IIOCAEIYIOIIIEM Pa3HBIMH CIIEIIHAANCTAMHU,
MHOTHE U3 KOTOPBIX TAKXKe Ha3bIBAIOT IIPOTHOCTH-
yecku HebGaaronpudaTHbIM WL, mpeBbrnatouii 1,0
(D.A. Roberson um N.H. Silverman, 1989, [47],
A.Flores Arizmendi u coast., 2004, [30], D.B.
McElhinney u coasr., 2005, [16]). A.T. Yetman u
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Tabauma Ne3.

Hunekc Lleaepmaiiepa (Celermajer) H mporHocTH4YecKasa LIKaAa CMEPTHO-
CTH HOBOPOXXAEHHBIX ¢ AD, yYHTHIBAIOIIAA MAOLIAAH KaMmep cepaua [35].

[xama Otnomrenue (RA +aRV)/(fRV + LV + LA) Puck cmepTHOCTH
HOBOPOXKICHHBIX
1 <0,5 0%
2 0,5-0,99 10%
3 1,0-1,49 44 —100%
4 >1,5 100%

Tabauma Ne3.

IIporHocTHYECKAasA IIKaAa A€TAaAbBHOTO HCXOZA HOBOPOXKAEHHBIX IPH AD
Celermajer-GOSE, yuHThIBalonlass NAOIIAAH KaMep cepAlla H HaAHYHe/OTCyTCTBHE ItHaHoO3a [14,

46]. Hlxana OtHoIIIeHUE PHUCK J1eTaIbHOTO KCX0/1a HOBOPOXKICHHBIX
(RA +aRV)/(fRV + LV + LA)
! <0,5 5
2 05-10 5%
; 10 — 45%
(oTcyT- 11-14
CTBHE IIMAHO3Q)
3 100%
(Hamuume nuaHo3a) 11-14
: oo 100%

Area RA

Areas RV + LV + LA

Puc. 4 (Fig. 4)

Puc.4. Cxema.

Meroauka BeIYHCAECHHA HHAEKCA lleaepmaliepa y maoga
IIPU yABTPA3BYKOBOM HCCAEIOBAHUH.

Fig. 4. Scheme.

Method of calculating the index of Celermajer in the
fetus during ultrasound examination.
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coaBTt. (1998) mokaszaau, yro UII>1,0 mporuo3upo-
Baa tubeab 100% ITMAHOTHYHBIX HOBOPOIKIEHHBIX
c AD [48]. L. Gottschalk u coaBrt. (Fepmanus, 2017)
Ha OCHOBAHHUH MYABTHIIEHTPOBOI'O HCCACIOBAHUS
76 caydaeB IIpeHATAABPHO MUArHOCTHUPOBaAHHOU AD
IIPUIIAN K BBIBOAY O CBSI3H C IIOCTHATAABHBIMH IT10-
Tepamu UI> 0,7 [43].

R.S. Luis-Miranda u coaBt. (2013) cpenu
(haKTOPOB ITAOXOTO HCXOAA OTMETHAM TAKOH ITOKa-
3aTeAb AUCIPOIIOPIINI IIPAaBBIX M AEBBIX OTAEAOB
cepalia KaK COOTHOIIEHHE IITHPHUHBI IIPABOTO U Ae-
Boro xeaymoukoB (IIIT2K/IIIAXK) Goawmre 2 [19];
R.Freud Lindsay u coast. (2015) [17] m E.S.
Selamet Tierney u coant. (2017) [44] — BbIpazkeH-
Hoe yBeAaWdeHHe auaMerpa (PHUOPO3HOTO KOABIA
TK.

CBa3b OTpazKalollero CTerneHb oliiedl Kap-
OUOMETAANH  KapAHMOTOPAKAABHOTO  OTHOIIEHHUS
(KTO) u paHHel cMepTHOCTH IIpu AD IoKa3aHa B
paborax A.Flores Arizmendi m coast. [30], R.S.
Luis-Miranda u coasrt. [19], E.S. Selamet Tierney
u coaBT. [44], I. Gottschalk u coaBT. [43], KOTOpBIE
cyuTaoT PakKTOpoM IMOBBIIIeHHOTO prucka KTO 1o
naomaau, npesbimaroriee 0,48, 0,5, 0,55, u KTO
I0 auaMeTpy, paBHoe HAHM IrpeBblnaroinee 0,65.
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CoraacHO IHEPBOMY OTE€YECTBEHHOMY MYABTHUIIEH-
TPOBOMY aHaAWU3y ITpeHaATaAbHOM AUAarHOCTUKU AD
y naoga, nposeneHHoMy M.B. MenBeneBeIM U co-
aBT. B 2003 r. [15], Hauboaee BazKHLIMH (PAKTO-
paMM IIPH COCTaBA€HHMH IIPOTHO3a IBHAOCH HaAHU-
4le COYeTaHHBIX IIOPOKOB M/HAM HEMMMYHHOH BO-
oKy, a Takke KTO mo maomany, npeBbIniaronee
0,5.

B To ke Bpemsd, IO OJaHHBIM APYTHX HCCAE-
noBateaett, uu UL, gu IIIT2K/IIAXK, au KTO =He
OBIAM ITOA€3HBIMH ITPOTHOCTHYECKHMH MapKepaMHu
(M. Pavlova u coast., 1998, [49], E. Barre u co-
aBT., 2012, [50], J.J. Yu u coasrt., 2013, [23]). B
MYABTUIIEHTPOBOM aHaauide 243 maomoB ¢ AD u
AOTK R.Freud Lindsay u coaBt. (2015) «M1I npume-
HHUTEABHO K IIAOZaM IIPHUBEA K HEIIOCAEIOBATEAb-
HBIM pe3yAbTaTaM, BEPOATHO, B CBS3HU CO CAOXKHO-
CTBIO BBIIIOAHEHHH Y HHUX KOHTYPHOH TpPacCHpOB-
K [17].

dakTOpaMH IIOBBIIIEHHOI'O PHUCKa IIOCTHA-
TAABHBIX IIOTEPH OOABIIHMHCTBO aBTOPOB €IHHO-
TAACHO CYHTAIOT OOCTPYKTHUBHBIE IIOPasKEHUS BbI-
xonHoro Tpakta 12K, a umenHo: arpe3uto AA, aHa-
TOMUYECKYI0 AU (PyHKIMOHaAbHYIO (A.T. Yetman
u coamt., 1998, [48], C.J. Knott-Craig u coasT.,
2015, [22], Y.M. Chang u coaBt., 2009, [18],
Christopher J. Knott-Craig u coasrt., 2012, [51], L.
Irving u Mark Elliot Roeser, 2017, [26], J.C.
Luxford u coast., 2017, [20]); arpe3uio AA/cTeHO03
AA (D.S. Celermajer u coaBrt. [14], A. Khositseth u
P. Khowsathit [52], R.S. Luis-Miranda u coaBT.
[19], J.J. Yu u coaBt. [23]); peTporpaigHblii IIo-
TOK/OTCyTCTBHE aHTErPaJHOro II0TOKAa depe3 Kaa-
naH AA (D.B. McElhinney u coasr. [16], E. Barre u
coaBt. [50], E.S. Selamet Tierney u coast. [44],
R.Freud Lindsay u coasr. [17]).

Ha orcyrcrBHE mDOTOKa/peBepc B apTepH-
aABHOM ITPOTOKE KaK (PaKTOp, YXYAIIAIOINUH IIpo-
rHO3, yKa3aau R.S. Luis-Miranda u coasrt. [19].

Baugnre Ha OporHo3 auaMerpa nedekrta
MeKIIpeNCePIHOH ITePeropoaKH ¥ HOBOPOKIEHHBIX
c AD ormeueno B paborax A.T. Yetman u coaBr.
[48], R.S. Luis-Miranda u coasrt. [19], J.J. Yu u
coaBT. [23].

AuchyHKiysa /cCHUKeHNe (PYHKIIUU AE€BOTO
JKEeAyI04YKa B Ka4eCTBE IIAOXOI'0 IIPOTHOCTHUYECKOTO
napamerpa paccMmarpuBaercsas A.T. Yetman u co-
aBT. [48], J.J. Lasa u coasBr. [53], R.Freud Lindsay
u coaBrT. [17], E.S. Selamet Tierney u coast. [44].

R.Freud Lindsay u coaBT. Ha3bIBaIOT IIpPE-
BECTHHKOM BOJSHKH U COOTBETCTBEHHO MapKepoM
AETAABHOIO HCXOAa IIePHUKaApPAHAABHBIH BBIIOT Y

CIHCOK AHTEpaTyphI:
1. Borepusi A.A., Iloosonkoe B.II., Cabupoe B.H. AHomanus
BSéwmetina. M.: HI[CCX um. A.H. Baxynesea PAMH, 2005. 240
c.
2. Becnanosa E./I., Cypamosa O.I., Bokepusi E./\., Bapmazosa
M.H., I'acarosa P.M., TiomeHesa A.H. /luazHocmuKka u sieueHue
KapouanbHol namosaozuu y naooa. I1od ped. A.A. Bokepusi. M.:
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naoga [17].

Haamuyme wnam nogBaeHHE IIpH AWHaAMH4Ye-
CKOM HabaroeHuN (eTasbHOH BOIASHKH, CAyXKa-
IEH KAMHHUYECKUM OTPaKEHHEM THXKEAOU Cepred-
HOHM HEIOCTATOYHOCTH, IIPUBOAUT B OOABLUTMHCTBE
CAydaeB K aHTeHaTaAbHOM rubeau maoga [17, 43,
53]. J.J. Lasa m coaBT. HamucaAu, 4TO BOASHKA
6rira y 75% MmeprBOpoX)RaAeHHBIX [53]. I. Gottschalk
U COaBT. Ha3BaAM BOAIHKY €IWHCTBEHHBIM Iapa-
METPOM, IIPsIMO CBS3aHHBIM C BHYTPHYTPOOHO
cMmepThio [43].

CreneHb CMeENIEHUd TPHUKYCIIHIAABHOIO KAa-
aHa B KadeCTBE IIPOTHOCTUYECKOIO MapkKepa y
IIAOZla U HOBOPOXKIEHHOI'O OTMeYeHa AUIIL HEKO-
TOPBIMHU CIIelIHasucTaMu [19, 47, 52].

Heo6xoauMocTh B XUPYPTHUIECKOM A€YEHUH B
IepHoie HOBOPOXKIEHHOCTH IIOBBIIIAET PHCK pPaH-
Hell cmepTHOCTH coraacHo aHaausdy J.C. Luxford u
coaBT. [20] 1 Y.M. Hong u J.H. Moller [29]. Ycy-
IryOASIOT ITPOTHO3 TaKKe AHUCTPECC IIAoAa, HeIo-
HOIIIEHHOCTh M HH3KHH Bec IIPH poxKAeHHH [17,
23].

Boaee paHHUH recTallMOHHBIA CPOK AMAarHo-
ctuku AD y maoza yTaKeAdeT IIPOTHO3 COTAACHO
R.Freud Lindsay u coaBt. [17] u 1. Gottschalk u
coanT. [43].

Ha BO3MOXKHOCTE BHYTPHYTPOOHOIO IIPO-
rpeccHpoBaHUa 3a00A€BaHHUA C YBEAHMYEHHEM Tre-
CTaIIMOHHOI'0O BO3pacTa MU CAOXKHOCTH IIOCTPOEHUS
IIpOrHO3a Ha pPaHHUX CPOKax OepeMeHHOCTH 00-
pamator BHuManue E. Barre m coaBt. [50], E.S.
Selamet Tierney u coanrt. [44], R.Freud Lindsay u
coanr. [17].

BaBepirag o0030p AHTEPATYPBI, I[IOCBAIIEH-
HBIM 5TOMy penkoMy U MHoroBapuaHTHoMy BIIC,
XO04eTcsd BBIPA3UTb HANEXKIy, YTO TIIATEABHO IIO-
nobpaHHad ¥ IIpoaHaAU3HUPOBaHHAdA HHQPOPMAIIUI
OymeT MHTEpPecHOHM U IIOA€3HOH KaK BpadaM-
[oUarHocTaM, HalleAMB HX Ha IIOMCK 3XOKapauo-
rpaouuecKuxX MapKepoB BBICOKOIO PHUCKa IIepHHA-
TAABHOM CMEPTHOCTH, TaK U CIIEIIHaANCTaM, BXO-
OSIIAM B COCTaB IIPEeHATAABLHOI'O KOHCHAHyMA,
obecrieyuB UX COBpeMEHHOM 0a30#l JaHHBIX 00 HC-
XOo[ax ¥ IIPOTHO3UPOBaHUU IIpU AD y mmaoaa.

Ncrounuk puHaucupoBauus u KOHIUKT
HHTEPECOB.

ABTOpPEI MaHHOH CTATHbU IOATBEPIHAH OTCYT-
cTBHe (PHUHAHCOBOM MONNEPKKHU HCCAEIOBAHUS U
KOH(AHKTA HHTEPECOB, O KOTOPBIX HEOOXOIHMO
COOOIIUTE.
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