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Bpooicoennvie nopoku cepoya zanumaiom eedyujee Mecmo 6 CmMpYKmype MIA0eHUecKol 3a001e6aemMocmu u
emepmuocmu. OKONO NONOBUHBL 6CEX CIYYAECE BPONCOCHHBIX AHOMAIUL CepOYa GbIAGISAEMCS. 00 POJHCOeHUs. peOeHKA.
Tomanvuvlil AHOMANLHBIL OPEHAIIC IE2OUHBIX BEH XAPAKMEPUIYEMC sl OMCYMCMBUEM COCOUHEHUSL TIe20UHbIX GEH C Jie-
8bIM npeocepoue.

Ilpeocmasnen cayuail peokoii 8pOA€COeHHOU NAMONO2UY CepOYd — UHPPAKAPOUATbHBIL MUN MOMAIbHO20 AHO-
MAIbHO20 OPEHAdCA TIe2OUHbIX GeH. Bpooicoennbvlil nopok cepoya He Obli GbISIGIEH HUL 6 AHMEHAMAIbHOM Nepuooe, Hu
nocie poacoenusi pebena. J{uaznos 6wl nocmagien NOCMepPmHoO y pebeHKa 6 603pacne mpex Mecayes u mpex OHell.
Boszmooicnocms arcusnu 6 meuenue amo2o epemenu Ovlid Céa3aHA CO 3HAUUMETbHIM PA3MEPOM 0eeKma mexncnpeo-
ceponoul nepezopooxu. Ilpuseden 0630p aumepamypvl ¢ aKyenmom Ha USMeHeHUs. NOOX0008 K NPEeHAMANbHOU OUud-
2HOCMUKE 8PONCOCHHBIX NOPOKOE CEPOYA, d MAKICE HA BOZMONCHOCHU XUPYPSUUECKOU KOPPEKYUU MOMATbHO20 AHO-

MAIbHO20 Opeﬁaofca J1e2OYHbIX BEH.

Venewmnoe neuenue nayueHmoes ¢ momaibHovlM AHOMATIbHbIM ()peHCL?fCBM JIE2O0YHbIX 6€H 603MOJCHO npu ceoespe-
MEHHO npenamwlbﬂozi ouazHocmuke nopoka, coeepueHcmeosanuu mexHuKu onepaum] u yayduieHuu nepuonepayu-

OHHO020 6eOeHUS.

Kniouegvie cnosa: bOepemennocmo, 8podcoeHnble NOPOKU cepoyd, MOMAIbHbII AHOMATbHBII OPEHAIC Te20UHbIX
6€H, YIbMPA38YKOB0E UCCLe008AHUe, NPEHAMAIbHbII CKPUHUHE

Jna yumuposanusn: Peoxuil criyyai momansHO20 AHOMAILHO2O OPEHANCA Ie20YHbIX GEH. ONUCAHUE CILYYas U 0030p aumepa-
mypowt / A. P. [Tnoyxui, E. A. Cepeeii, E. Y. Jlynauux, B. H. Kononos // XKypuan I poonenckozo 2ocyoapcmeeHno2o MeouyuHcKo2o
yrugepcumema. 2025. T. 23, Ne 4. C. 370-376. https://doi.org/10.25298/2221-8785-2025-23-4-370-376

Beeoenue

Bpoxnennsie mopoxu cepamna (BIIC) — nam-
Oosiee paclpoCTpaHCHHBIC AHOMAIUM Pa3BUTHS
Yy UeJIOBEKa, SBISIONIMECS BeAylEH NPUYMHOU
3a00J1€Ba€MOCTH W CMEPTHOCTH HOBOPOXKIICH-
Heix [1]. BIIC oOHnapyxuBaroTcsi C 4YacTOTOH
6—12 ma 1000 xuBOpOXIACHHBIX [2, 3]. YcTaHoBIIE-
HO, uTo B TiepuoA ¢ 1950 mo 1994 r. 42% cmydaes
MJIa/IeHYeCKON CMEPTHOCTH acCOIMMPOBAHO UMEH-
Ho ¢ BIIC [2].

ToranpHBII aHOMAJTBHBIA JPEHAX JIETOYHBIX
BeH — peakuil BIIC, Bcrpeuaromuiicss ¢ 4acToToi
5,9-7,1 Ha 100 ThICSIY HOBOPOKIECHHBIX [4], a cpe-
I BCEX BPOXICHHBIX aHOMAJWH CepIia OH Ha-
omoaetcs He Oosiee ueM B 1,5-3% ciyyaes [5, 6].
[Ipu sTOM mMOpOKE BCE YETHIPE JETOYHBIC BEHBI
BIIAJIAIOT HE B JICBOE MPEICEPAUE, a COCTUHSIIOTCS
C MarucTpalbHBIMHA BEHAMHU HITU TIPABBIM TpeJIcep-
neM [6, 7]. B cooTBeTcTBHE ¢ Hamboyiee pacmpo-
crpadeHHol kraccudukanueit Darling [5, 6] Boine-
JISIOT YeThIPEe BapuaHTa TOTAIbHOTO aHOMAJIHLHOTO
JpeHa)ka JEerovHbIX BeH. [Ipu cympakapanaabHOM
BapuaHTe (TWUIl 1) BCE JICTOYHBIC BEHBI BIAJIAIOT
B CHCTEMYy BepxXHeW monod BeHbl. KapauanmbHbIi
BapuaHT (THI 2) XapaKTepH3yeTcs COCTUHEHH-
€M JIETOYHBIX BEH JIMOO ¢ KOPOHAPHBIM CHHYCOM,
00 HEMOCPEICTBEHHO C TPaBbIM MPEICEPANEM.
[Tpu tune 3 (nHdpakapAUaNbEHBIA BapHAHT) JIETOY-
HBIC BEHBI JIPCHUPYIOTCS B CUCTEMY HIDKHEH TOI0H
BEHBI: 9TO MOKET OBITh BOPOTHAS BEHA, JIeBas JKe-
JlyI04YHasi BEHa WIH IeYeHOUYHble BeHbL. [Ipu 4-Mm,
CMEIIaHHOM, THIE€ HWMEET MECTO pa3HooOpasHas
KOMOWHAIIMS yKa3aHHBIX BbIIe BapuaHToB. Cympa-
KapAHadbHBIA BapUAHT BCTPEUYACTCS MPUMEPHO B
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MIOJIOBMHE BCEX CIy4aeB TOTAJIHFHOTO aHOMAJILHOTO
JpeHa’ka JIETOYHBIX BEH, HHTPAKAPIUATBHBINA U WH-
¢bpakapauanbHbIi — npuMepHo B 20-25% ciyuaes,
a cmemansbii tun — B 5—10% [6, 8]. B Gonbmma-
CTBE CJIy4acB JIETOUHBIC BEHbI COCTUHAIOTCS B OJJUH
WJIH HECKOJIBKO OOIIMX BEHO3HBIX KOJUIEKTOPOB, HO
WHOT/Ia TAaKOH KOJUIEKTOP MOYKET OTCYTCTBOBATb.

IIpu otcyrcTBUM nedenust 80% MaMeHToB ¢ TO-
TaJbHBIM AHOMAJbHBIM APEHAXKEM JIETOUHBIX BEH
MOrudarT B TEYCHHE IMEPBOrO roja XusHu [5, 9].
Bo3MoXHOCTh BBDKHBAaHHS B Oollee TUTENHHBINA
MEPHUO/ CBSI3aHA C HamWMdreM JedeKTa MEeXIpea-
CepIHONW TEepPeropojKy 3HAYMTENBHBIX Pa3MEpOB.
Y 5THUX AeTell NOCTENEHHO PAa3BUBAETCA Kapauo-
Merausi, TeMaTOCIICHOMET s, JEeroYHasi TUIep-
TEH3Us, OTMEYAETCs] OTCTaBaHHE B (UIMUECKOM
pa3BUTHH, HAOIIOJAIOTCS YacTble WH(EKINOHHBIE
3aboneBanusaM. [lo 3Toi mpUYMHE TOTAIBHBIN aHO-
MaJIbHBIN JpPEHaXX JIETOYHBIX BEH MPAaKTHYECKH HE
BCTpEUaeTcs y B3pOCIBIX, TEM HE MeHee Ka3yH-
CTUYCCKHE HAOJIOJICHUSI OIMCAHbl B JINTEPAType B
ciyvae CynpakapIualibHOrO BapUaHTa MOPOKa, IPU
oOmupHOM AeeKTe MEKITPEeICepIHON Teperopo-
KM M OTCYTCTBUM 3HAYMMOW JIETOYHOW BEHO3HOM
obctpykruu [10].

Bposxnennble aHOManuu cep/iiia sSBJSIOTCS Hau-
0oJiee 4acTo MPONYCKaeMbIMH TIPY aHTEHATAILHOM
yIIbTpa3ByKoBoM wuccienoBanun (Y3M) mopoxa-
MU pa3BuTus [2]. JIums nmonoBHHA BceX aHOMaIUM
cepana JAUArHOCTHPYETCS M0 POXKIACHHA peOeHKa
[1]. YacroTa BBISBIEHHS TOTAJIHHOT'O aHOMAJIHHO-
ro JpeHa)ka JICTOUHBIX BEeH KpaiHe Hu3kas [9, 11].
B To xe Bpems Bce BIIC — u ToTanbHBIN aHOMAIb-
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HBIH ApeHaXX JIETOYHBIX BEH HE SABJISCTCS MCKITIOUe-
HUEM — HAOJIOJAIOTCS CPEeIyd MOTOMCTBA TAIlUCH-
TOB, HE UMEIOIIUX (DAKTOPOB PUCKA U IKCTPaKap. -
aJIbHBIX aHOManui [2].

[IpuBoauM cOOCTBEHHOE HAOIIOJICHUE PEIKOTO
BapHaHTa TOTAJHHOTO aHOMAIBHOTO JIpEHaXKa Jie-
TOYHBIX BEH, HE JTUAarHOCTHPOBAHHOTO TIPH KU3HU
pebeHka.

Onucanue KiuHuueckozo cayuan

[Maruent X., My»KCKOTO TI0J1a, B BO3pacTe Tpex
MeCSIeB U TpeX IHed ObUI JOCTaBJIeH JUIS I1aTo-
JIOTOAHATOMUYECKOTO WccienoBanusa u3 ['pomHen-
CKOll 007acTHOM WHQEKITMOHHOW KIMHUYECKON
OOJIBHUIIBL.

W3 anamHe3a M3BECTHO, YTO POAMIICS BTOPBIM
peOEHKOM B ceMbe ITyTeM OIepaluyd KecapeBa
CEYeHHUs C OIEHKOW 1o mKane Arnrap 8/9 Gamios.
Macca Ttena mnpu poxiaenun — 3640 T, quHA
tena— 52 cMm. O6a poauTens SIBISIOTCS HHBATHIAMA
B CBSI3M C 3a00JIeBaHHEM OpraHoB 3peHus. [lepBoiit
pebeHoKk B cembe 370poB. [Ipu yIbTpa3ByKOBBIX
WCCIICJIOBAHUSX, BBHIMOJHCHHBIX B TEYCHHE He-
OCIIO’)KHEHHOU OEpEeMEHHOCTH TPHIKIBI, TTATOJIOTHH
CO CTOpOHHI IIT0JIa He OBLIO BEISBIEHO. B oTmene-
HAW HOBOPOXICHHBIX Y3U cepmria HE BEHITIONHS-
sock. IIpu ayckynmpTanuu cep/una maToioTHYecKue
[IyMBbl HE BBICIYIIMBANIUCH. [Ipu aHanmze 31exTpo-
KapJAHOTpaMMbl YCTaHOBIJIGHO HAJTMYNE CUHYCOBOTO
pUTMa U OTKIIOHEHHUE 3JICKTPUYECKOW OCH Cepiia
BIpaBo. llocie BBIMHMCKH W3 CTalroHapa peOeHOK
HaXOAWJICS TIOJ] HAONIONEHWEM Bpada-Teauarpa.
Macca Tena pebeHka B BO3pacTe 0JHOTO Mecsila co-
craBuna 4400 r, B Bo3pacte n1Byx Mecsies — 4900 r.

B Bo3pacte Tpex MmecsneB peOeHOK OB FOCTIH-
TaIu3UpOBaH B ['pOAHEHCKYIO O0JIACTHYIO MH(]EK-
[IMOHHYIO KIMHUYECKYIO0 OOJBHHILYy C THATHO30M:
OcTpblif TracTpodHTEPUT HH(EKITMOHHON 3THOIIO-
rud. BHerocnurtaigbHas JBYCTOPOHHSISI OdYaroBas
MHEBMOHHUS. benkoBo-sHepreTyeckas HeJ0CTaTou-
HOCTb 2-U CTeneHUu. IKCUKO3 2-i cTerneHu. Jlpixa-
TeJbHasl HEAOCTATOYHOCTh 2—3-1 CTENEeHHU.

[Ipu Y3U Obuta BBIABICHA IUJIaTaIysl IMPaBO-
ro Tpeacepausi W MpaBOro J>KENyAodKa, AedexT
MEXIIPEACEPAHON Teperopoiku, Ha OCHOBAHHUU
yero 3amono3pern BIIC — anomanust DOuireiiHa.
B ycnoBusix orieneHUss MHTEHCUBHOW Tepamnuu H
peaHrMaInuu OCYIIECTBISUIOCH JIEUEHUE BBISBIICH-
HOW MaTOJIOTHH, OJJHAKO HECMOTPS Ha TIPOBOIANMYIO
Teparnuio, MPOUCXOIUIO MPOTPECCUBHOE YXYZIIe-
HHUE COCTOSHUS TMallMeHTa, U Yepe3 ABOE CYTOK IO-
cJie TOCTIUTAIM3alui KOHCTaTHPOBaHa €ro OHoJo-
THYECKasi CMEPTh.

[Ipy MmaTomOr0aHaTOMHYECKOM HCCIEIOBAaHUH
yCTaHOBJIEHO: Macca Tena — 4530 r, JyiHa TyJl10BH-
ma — 61 cm. CTpoeHHe BHYTPEHHUX OPTaHOB — 0€3
0cOOEHHOCTEH, 32 UCKITIOUCHHEM Cepjla: oTMeda-
JIOCh pe3Koe YBEIMUYEHHE B pa3Mepax MpaBbIX OT-
JIEJIOB Cep/la, TPUKYCIHUIAIbHBIN KJIallaH COCTOSIT
U3 JBYX CTBOPOK M OBUI cMellleH KHu3y. Ha BHY-
TpeHHEW IMOBEPXHOCTH JIEBOTO TPEACEPANs YCThs
JIETOYHBIX BeH He ObTM OOHapyxeHsl (puc. 1),
camo mpejcepane ObUIO PEe3KO YMEHBIIEHO B pas-
Mepax 1o CpaBHEHHIO ¢ IpaBbiM. Mmencs aedekt
MEXKITpeZcepIHON Meperopoaku (puc. 2). Jlerounsie
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Pucynok 1 — Buympennsan nogepxnHocms 16020 npeocepous
¢ omcymcmeuem ycmoeg 1e204HbIX 6eH
Figure 1 — Inner surface of the left atrium with absence of

pulmonary veins

BEHBI CJIIMBAIUCH B €IUHBIN CTBOJI, KOTOPBIN MTPOXO-
JIAIT Yepe3 nuadparMy M Bajan B BOPOTHYIO BEHY
(puc. 3). Jmamerp JErOYHOTO CTBOJA COCTAaBHII
32 MM, AMaMeTp aopThl — 18 MM.

Pucynok 2 — Jlechexm mescnpedceponoii nepezopooxu
(cmpenka)
Figure 2 — Atrial septal defect (arrow)

Pucynok 3 — Oouquii eeno3nwtit konnekmop (1), enaoarowjuii
6 sopomuyto eeny (2). Kenobosamutii 3010 (3) 66eden 6
HUIICHION NOIYIO 6EHY.

Figure 3 — The common venous collector (1) drains into the
portal vein (2). A grooved tube (3) is introduced into the vena
cava inferior
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Ciyuall U3 IpakTUKU

[Ipu rucTosornyeckoM HCCIEIOBAaHUU OTMEYE-
HBI TIPU3HAKK MEITKOOYaroBOi MHEBMOHNHY Ha (OHE
TP PY3HOTO HHTEPCTUITUATILHOTO (GUOPO3a JIETKHX.

Takum 00pa3oM, MPUYWHOH CMEPTH MaIHeH-
Ta B BO3pacTe TPEX MECALIEB U TpeX AHEU SBUIIACH
JIETOYHO-CEpPACUHAs HENOCTATOYHOCTh Ha IOYBE
cnoxkaoro BIIC (ToTanbHBIN aHOMATBHBIN IpeHAX
JIETOYHBIX BEeH, MH(PpaKapAHaIbHBINA THUI B coYeTa-
HUH C JePEKTOM MEKIPEICEPIHON MeperopoKy 1
aHoMayren D0ITeiiHa) U THEBMOHUH.,

Oobcysricoenue

[IpenaranbHas nuarnoctuka BIIC mperepnena
CyIIECTBEHHBIE M3MEHEHUS 3a TIOCIEIHUE JEeCSITH-
netust. Eme B 1987 romy cuutanock, 4To BU3yalu-
3anus YeTHIPEXKaMEepHOTo cpe3a cepiaua y Iioja
(6azoBoe oOcCiEqOBaHKE) TMO3BOJSET JIUATHOCTH-
pOBaTh OOJBIIMHCTBO BPOXICHHBIX KapIUAIbHBIX
aHOMaJIMA C YyBCTBUTEIHHOCTHIO U CIIENU(UIHO-
ctrio 6omee 90% [12]. OmHako cymecTByeT TpyIa
MIOPOKOB, MPHU KOTOPHIX MOJyYCHHE HOPMATHHOTO
YJIBTPa3BYKOBOT'O U300paKeHUsI YEThIPEXKaAMEPHO-
ro cpesa cepjila He CBHJETCILCTBYET O OJaromno-
Ty4ud 1iona. HakorsieHne KIMHUYECKOTO OIbITa
MOKa3aj10, YTO MPOBEACHWE TOJIBKO 0a30BOrO HC-
CJICIOBAaHUS SIBHO HEMOCTATOYHO. DH(HEKTHBHOCTD
Takoro TMOJXOJa IO pe3yjbTaTaM MeTaaHalu3a
2015 rona e npessimaet 50%. Busyanuszanus de-
TBIPEXKAMEPHOI'O cpe3a cepua IIoa He MO3BOJIs-
€T JTUarHOCTHPOBATh TOPOKH, aCCOIMMPOBAHHEIC
C aHOMaJMSMH BBIXOJHBIX COCYAWCTBIX TPAKTOB:
TPAHCTIO3UITUSI MAaruCTPalIbHBIX COCYAOB, TETpa-
na danno, oOmmii apTepuaIbHBIA CTBOJ, a TaKXKe
AQHOMAJIBHBIN JpeHa)x JIerouyHelX BeH [3]. Vxke ¢
2006 roma B pekoMeHAAUUIX MexXIyHapOIHOTO
oOmiecTBa yiabTPa3BYKOBOH JHAarHOCTUKA B aKy-
IIepCTBE M THHEKOJOTHH YKa3aHO O Ieliecoodpas-
HOCTH JIOTIOJIHATH 0a30BO€ HCCIIEOBAHHME CEpAla
IJI0/1a BU3YaJU3AIMEeH BBIXOIHBIX TPAKTOB 000MX
JKETYJIOUKOB, aTPUOBEHTPUKYIISIPHBIX COCAHMHECHHI
U BHCLEPOATPUAIBHOTO cTaTyca (pacIilupeHHOE
obcnenoBanue) [2]. Jlerounble BeHBI MOTYT OBITh
BH3YaJIM3UPOBAHbI TIPU MX BIAJICHUH B JIEBOE MPEJI-
cepaue (puc. 4), ¥ B HACTOSAIIEE BPEMsI TTOJTYICHHC
M300paKEeHUS XOTsA OBl OJHOM JICTOYHOW BEHHI B
xoJie mpeHatainpHoro Y3U saBnsercs pyTUHHOM pe-
komenaamuei [1]. Bomee Toro, orneHka cocTosiHUSA
cep/a TUIoa JI0JDKHA HAYMHATHCS C JlaTepalinia-
WU JUIA WCKIIIOYEHUS] CHHAPOMOB TeTEpPOTaKCHH,
XapaKTepU3YIONMXCS HEMPAaBMIBHBIM  PacIOo-
KEHHEeM OpraHoOB TPYJHOW KJIETKH W OpIONTHOMN
MOJIOCTH, PA3HOOOPA3HBIMH TOPOKAMH CepJia M
COCYJIOB, B TOM YHUCJIC U Pa3IUYHBIMUA BapUaHTAMHU
AHOMAJIBHOT'O JPEHaKa JIErOYHbIX BeH [13].

VYnpTpa3ByKoBasi AMArHOCTHKA MIPH OEpEMEHHO-
CTH OKa3bIBAaeT CYIIECTBEHHOE BIMSHUE HA MpPEHA-
TaJIbHOE W TTOCTHATAJILHOE BEACHUE MaIueHToB [3].
N3BectHO, 4TO 3D (PEKTUBHOCTH aHTECHATATILHON JIH-
arHoctuku BIIC 3aBUCHUT OT OmbITa CHEIUANKCTA,
KJlacca yIbTPa3BYKOBOHM armaparypbl, TeIOCIO-
JKEHHS TIAIMEeHTa, TTOJIOKEHHUS TUT0/1a, KOJMYecTBa
OKOJIOTLIOMHBIX BOA. KadecTBo MpeHaTasbHOTO
CKpUHUHTA MOXHO YJIyYIIUTh HETPEPHIBHBIM 00-
YYEHHEM Bpauell yJbTPa3BYKOBOW JIUArHOCTUKH,
WCIOJIb30BaHUEM B pa0OTEe CTaHJAPTU3UPOBAHHBIX
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Pucynok 4 — Ynompaszeykoeoe uzoopasicenue n1e204HblX 6eH
(Kpacuvle cmpenku) npu ux enadeHuu 6 negoe npeocepoue
(6enas cmpenka) (u3 yiompazeyKko6020 apxuea aenopoes)
Figure 4 — Ultrasound image of the pulmonary veins (red arrows)
as they enter the left atrium (white arrow) (from the author’s
ultrasound archive)

MIPOTOKOJIOB M KOMAaHJHBIM B3aUMOJIEHCTBHEM CO
CHEHUAINCTAMU TIO0 CEPIEUYHO-COCYIUCTBIM 3a00-
JeBaHuAM U Kapauoxupypramu [1]. Ilpuuem BaskHa
HE MPOCTO KOHCTATAINS BBISBICHHBIX OTKIOHEHHUN
y U103, HO ¥ BAyMYHBAasl KIMHAYECKas OIEHKA B
MIPOrHOCTHYECKOM aCTeKTe — K 4eMy OOHapyXeH-
HbIe U3MEHEHHs MOTYT MPUBECTH IMOCIE POXKACHUS
pebenka?

[larueHTHl C TOTAJIBHBIM aHOMAJIBHBIM JIpe-
Ha)XeM JIETOYHBIX BEH B OOIBIIMHCTBE CITydacB
MOTYT TIOTPeOOBaTh OKa3aHWA HEOTJIOKHOW Kap-
JUOXUPYpPrudecko nomouiu. B 3Toii cBsi3u nene-
CO00pa3HO IJIAHHPOBATh POJOpa3pelicHue Oepe-
MEHHBIX C TOJ03PEHHEM Ha HaJINYHe TOTAJIHHOIO
aHOMaJILHOTO JIPEHaXka JITOYHBIX BEH y IUIONA B
TIedeOHBIX YUPEKICHHUSIX, MMEIOIINX BO3MOYKHOCTb
OKa3aHUS BBICOKOKBATU(HUIIMPOBAHHON TTOMOIIN
HOBOPOXXJACHHBIM.

Bo Bpems npenatansaoro Y3U ToTansHBIN aHO-
MaJIbHBIN JIPEHaXX JICTOYHBIX BEH OOHAPYIKUBACT-
cs mumb B 9-11% ciydaes, 4ToO ABISETCS CaMbIM
HU3KUM MoKa3areneM cpeau Bcex tunoB BIIC [9].
IToMrMO HEBO3MOXKHOCTH BH3YaJIM3allN XOTS OBI
OJIHOM JIETOYHOM BEHBI, YJIBTPA3BYKOBBIM MapKe-
POM TOTaJIbHOTO aHOMAJILHOTO JpeHaka JIETOYHBIX
BEH MOXKET OBITh TUCTIPONIOPIHS Pa3MEPOB MPaBbIX
u sieBbIX otnenoB cepana [11]. [TogoOHas HesHauw-
TeJbHAS aCUMMETPHS SBISIETCS BapHAHTOM HOPMBI
B TPETbEM TpHUMeECTpe OepeMEHHOCTH, HO TpHU 00-
Hapy)XeHHU ee B cepeanHe OepeMEeHHOCTH HeoO-
XOJIMMO HUCKJIIOUYUTH CHHJIPOM THITOIJIA3UU JIEBBIX
OTJIEJIOB Cep/illa U aHOMAJIbHBIM ApeHaXX JIETOYHBIX
BeH [1]. Crnenyer Takxke oOpaliath BHUMaHHE Ha
YBEJIMYEHHUE PACCTOSHUS MEXIy JIEBBIM TIpeicep-
IUEM W aOpTOMl TpH TOMEPEYHOM CKAaHHUPOBAHHUH
TPYAHON KIJIETKH IIoja (peTpoaTpuaibHOe paccTo-
sIHHE), OCOOCHHO B Cllyyae yMEHBIIEHHBIX pa3Mme-
poB seBoro mpencepaus [11]. B cBoeil mpaxTuke
MBI Ha0JIIOJIAJIA BBIPAKCHHOE PACIINPEHUE HUKHEH
TOJIOM BEHBI Y TUIO/Ia C TOTAJIBHBIM aHOMAJLHBIM
JpeHa)KeM JIETOYHBIX BEH (puc. 5).
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Pucynok 5 — Pacuupenue nusicneii noioit genvl (cmpenka)

Y n100a ¢ mMomanbHylM AHOMATILHBIM OPEHANCEM J1€20UHBIX
6en (U3 yIompazeyKko8020 apxuea agmopos)
Figure 5 — Vena cava inferior dilatation (arrow) in a fetus with
total anomalous pulmonary venous drainage (from the author’s
ultrasound archive)

C mepBBIX 4acoOB JKW3HU Y MAllUEHTOB C TOTAIIb-
HBIM aHOMAJbHBIM JIPEHAKEM JIETOYHBIX BEH OT-
MEYaeTcsl TaXWITHO?, TaXUKap/Ius, [IMaHo3, ObICTPO
nporpeccupyer merabonudeckuil amunmos [5, 6].
OTO CBA3aHO C HECKOJIBKMMM MaTOr€HETHYECKH-
MU acriektramMu. CMelnBaHUEe OKCHUTEHHPOBAaHHOW
KpPOBH, TTOCTYTAIONIEH U3 JIETKUX B TIPaBbIe OTHEIBI
cep/a, ¢ BEHO3HOM BeJEeT K TMIIOKCHH U ITHAHO3Y.
[Ipu aTOM meperpy3ka MpaBbIX OTIENIOB cep/ia 00-
YCIJIOBJIMBAET MOBBILICHHUE IaBJICHHS B JIETOYHOMN ap-
TEPUH W Pa3BUTHE TUNEPTPOPUU MPABBIX OTACIOB
cepana [6]. Hammume nedexra mexmpencepIHom
MIEPETOPOJIKA ¥ TIPaBO-JIEBBIM IIYHT OOecrednBa-
€T CHCTEeMHOE KpOBOOOpaleHue, HO He B MOJHON
Mepe M3-3a OTCYTCTBHUS JOCTATOYHOHN MpeaHarpys3-
KU Ui JIeBBIX OTAenoB cepamna [4]. [Ipu ymeHs-
HICHHBIX pa3Mepax MeXKIIPEeICEpAHOr0 COOOLIeHNUs
JIEKOMIICHCAITUSI COCTOSTHUS TIAIIMEHTa TPOUCXOTUT
opicTpee [7]. BaxxHbIii aHATOMHYECKUH KOMITOHEHT
MTOpOKa — OOCTPYKIIHS JICTOUYHBIX BEH. 3aTpyIHEH-
HbIJ BEHO3HBIN BO3BpPAT PETUCTPUPYETCS B KAKIOM
TperbeM ciyyae [5]. OOCTpyKTHBHBIE M3MEHEHHS
MOTYT HaOIIOAAaThCSl HENOCPEJACTBEHHO B CaMHX
BEHaX, KpOMe TOT0, BEHBI M OOIIFe BEHO3HBIE KOJI-
JIEKTOPBI HEPEJIKO TTO/IBEPTAIOTCS JTOTIOTHUTENBHOM
KOMIIPECCHH BBUY Pa3INYHBIX BAPHAHTOB WX aHa-
TOMHYECKOTO PACIIONIOKEHUS MO0 BCIEICTBUE IKC-
TpakapIuaJIbHBIX NMPUYMH [6]. 3aTpynHEeHHEe Toka
KpPOBHU IO JIETOYHBIM BEHAM CIIOCOOCTBYET OTEKY
nerkux. [1o 3Toii npuunHe B KapIUOXUPYPrUUECKOU
MPaKTHKE, TMOMUMO YIIOMSIHYTOW KIaCCH(HKAIH
Darling, ucrnonms3yercss knaccudukarmus Herlong,
B KOTOpPOHl yYHTHIBAIOTCS KaK ypOBEHb BIAJCHHUS
JIETOYHBIX BEH, TaK M HAJTMYUE OOCTPYKLIUH C yKa3a-
HUEM ee Ipu4HH [ 5, 6]. HakoHen, BecbMa 3HAaUUMBIM
(hakTopoM, yCYTyOIISIFOIIINM COCTOSTHHUE TTallUEHTOB,
MOTYT OKa3aTbCs COIYTCTBYIOUIHE KapIuallbHBIC
aHOMaJnH, OCOOEHHO HaIMYHe eINHCTBEHHOTO
Kelly/louka (Tak Ha3blBaeMas YHUBEHTPHUKYJISIpHAs
reMoarHaMuKa) [5], 4To HaOMI0MaeTCs MPH Pa3Ho-
00pa3HBIX CHHAPOMAaX TeTePOTAKCHH.

JlmarHocTrka aHOMAJIBHOTO JpeHaka JIETOYHBIX
BEH TIOCJIE POXKJIEHUS peOEHKa OCHOBBIBACTCS Ha
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OIIEHKE KIMHUYECKHUX NaHHBIX M pe3yJbTaTax Jo-
MOJTHUTEIBFHBIX METO/IOB MccnenoBanus. [Ipu Tpan-
CTOpaKaJbHOM IXOKapauorpaguu oOHapyKUBACTCS
yYBEJIMYEHHE pPa3MepoB MPaBBIX OTAENOB cep/ua,
MpaBo-JEBbI COPOC KPOBU HA YPOBHE MpeaCepAnit
1 OTCYTCTBHE COCTUHEHUH JIETOYHBIX BEH C JIEBBIM
npeacepaueM. Ilpum HEOOXOIUMOCTH MOXKET OBITh
WCTIOJb30BaHa MAarHUTHO-PE30HAHCHAs TOMOTpa-
¢ust, KOMITbIOTEpHAst TOMOTpadusi, KaTeTepu3aIus
cepaua [6, 9].

XUpYprU4ecKkoe  BMEIIATENBCTBO  SIBISETCS
€MHCTBEHHBIM J((EKTUBHBIM BapUAHTOM JieUe-
HUS TTallMEHTOB C TOTaJIbHBIM aHOMAIBLHBIM JIpeHa-
KEeM JIETOYHBIX BEeH [5], IPU €ro OTCyTCTBUU Me-
JIMaHa BBDKMBAEMOCTH COCTABIIIET JiBa MecsIa [6].
IIporpecc B pa3BUTHH KapAHOXUPYPTUUYECKHX Me-
TOJIOB JIEUEHUS] 3HAYUTEIBHO CHU3MJ JIETAIBHOCTD
Cpe/iu ATHUX TIAIIMEHTOB, YTO CBS3aHO C YCOBEPIICH-
CTBOBAHHMEM TEXHHKH OTIEpaIiil, yIyUIIeHUEM IIpe-
JIOTIEPAIIMOHHON ITOATOTOBKM U TTOCIIEOTIEPAIOH-
HOT'O MEHEKMEHTA.

OcHOBHasl 1IeTb OMEpalu — CO3AaTh Oecrpe-
MATCTBEHHBIN TOK KPOBU M3 JIETOYHBIX BEH B JIEBOE
npencepaue myteM (GOpMHUpPOBaHMS aHACTOMO3a,
T. €. BOCCTaHOBJICHWE HOPMAJbHOW aHATOMUH.
Bun omepaTHBHOTO BMENIATENHCTBA OIPENEISIETCS
AHATOMMEH JIETOYHBIX BEH.

IIpakTrueckn BO BceX MyOIMKAIUAX, MOCBS-
HIEHHBIX XHMPYPIHYECKOMY JIEUYEHHIO TalMEHTOB
C TOTAJIbHBIM aHOMAaJbHBIM JIPEHAKEM JIETOYHBIX
BEH, TIOJYEePKUBACTCS Upe3BbIUAiiHAS BaKHOCTH
aZIeKBaTHOW TIPEONEepPaliOHHON TOATOTOBKH [4,
7, 14, 15]. Hannuyme OOCTPYKTHBHBIX H3MEHEHHUU
B BEHaX W JIETOYHOM THUINEPTEH3UU MOXKET CONpO-
BOXKJIaThCSI IIOKOBBIM COCTOSTHHEM, BBIPa’KEHHBIM
aIuI030M, 4YTO OOYCIIOBIMBAEeT HEBO3MOXKHOCTH
BBITIOJTHCHUS paguKaabHOW ormeparuu. s cradu-
JU3AIUA COCTOSTHUS TAIMEHTOB MCIIONB3YIOT Bazo-
AIATaToOphl (KOHTPOJb JIETOYHOW THIEPTEH3HH),
IKCTPAKOPIOPATBbHYIO MEMOPaHHYIO OKCUT€HAIINIO,
Pa3IUYHBIA CHIEKTP MAUIMATUBHBIX dHIIOBACKYJISIP-
HBIX BMEIIATENIbCTB [5, 6]. YcTaHOBIIEHO, YTO YeM
0oJpIIIe TIeproJl BPEMEHH OT MOMEHTa TOCTYILIe-
HUS TIAIEeHTa 710 CTAaOWIIU3aIlui er0 COCTOSHUS U
BBITIOJTHEHHUSI XUPYPTrUYECKOTO BMEIIATeIhCTBA, TEM
Xy>Ke ucxon [5].

Kpome BeHO3HOH OOCTPYKUMH U JICTOYHON
THIEPTeH3UH, WHBIMH (aKTOpaMH HEOIaronpu-
ATHOTO WCXOJla ONEpPAaTHBHOTO BMEIIATEeIhCTBA
Y TIOCJICOTIEPAIIMOHHON CMEPTHOCTH ABJISIOTCS aHa-
TOMUYECKUI BapUaHT MOPOKA, 'eCTAllMOHHBINA BO3-
pact manuenta [7], Bec manueHnTa Menee 2 kr [14],
HaJINYMe COMYTCTBYIOMIMX CEPJICUHBIX aHOMAJINN U
apuTMuil [5], InuTenpHas 10onepaluoHHas UCKYC-
CTBEHHAs BEHTHJIAINSA JieTKuX [6, 9]. [Ton pedenka
HE paccMaTpuBaeTcs B KadecTBe (akTopa pHCKa,
HO TIPU TOTAJIBHOM AHOMAJIbHOM JIpEHaXe JIerod-
HBIX BEH OTMeuaeTcsi MpeodialaHue II0I0B MYX-
ckoro mona [5, 14]. BBuay HeOOIBIIOTO KOJIMYECTBA
HAOIIO/ICHHUI W 3HAYNTEIILHOTO Pa3HOOOPa3Hsl KIIH-
HUYECKHX BapHUaHTOB HE TPEJCTABISETCS BO3MOXK-
HBIM OTPEJENNTh, KaKOH M3 YKa3aHHBIX (PaKTOpOB
SIBIIIETCS BEAYIIHM.

Cpenn OCIIO)KHEHUH TOCIeONepaluoHHOrO Te-
prona HamboJee YacTo PErHCTPUPYIOTCS CENTH-
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YecKhe OCIIOKHEHWsI, TIOYeuHasi HeJ0CTaTOYHOCTb,
TpeOyromas MpoBeIeHUsI 3aMECTUTEIFHONW MOYed-
HOW Teparuu, HapyIICHUS] PUTMa U MTPOBOJIUMOCTH
cep/ua, mape3 ropTaHu, BO3IYyIIHAS dMOOJHUs, TMO-
BpekAeHue quadparMaibHOro Hepsa [5, 7, 8, 14].

[locneornepanoHHasi JI€TATBHOCTh COCTAaBJISIET
10 JJAHHBIM Pa3JIMYHBIX aBTOPOB OT 2,7 10 24,3% [3,
8, 14, 15], u Bemymmmasi mpuYrHa CMEPTHOCTH — CTe-
HO3 JICTOYHBIX BeH. [Ipu Haiu4uu 3aTPyIHEHHOIO
BEHO3HOT'O BO3BpATa JI0 ONepaluu 0JIarOnpUsTHBIN
MCXOJ XUPYPrUYeCKOT0 BMENIATEIbCTBA HAOIIO A~
€TCsl MeHEee YeM Y MTOJIOBUHBI TTAIlHeHTOB.

Yacrora 0O0CTpYKIIMU JIETOYHBIX BEH TOCJE XH-
pyprudeckoro nedeHus cocrasisier 5-20% [6, 7,
9], ocobeHHO HacTo — mpH WHPpaKapIHaTHLHOM
tune nopoka. OOCTpyKIIUsl pa3BUBaeTCs Kak B ca-
MUX JICTOYHBIX BEHaX, TaK MU HA YPOBHE UX BIIaJic-
Hus B npencepaue [4]. Pa3Butue cTeHosa Jierou-
HBIX BEH HaOJfomaercs depes3 2—12 Mecsmen mocie
OTIEPAaTHBHOTO JICYEHHUS BCIEACTBHE TEXHHYECKUX
MOrpenHocTedl mpu  (HOPMHUPOBAHUKM aHACTOMO3a
MEXJly BEHAMH U JICBBIM IIPEJICEPIUEM JINOO B CBsI-
31 ¢ U30BITOYHON Tposudeparreli HHTUMBIL B 30HE
anactomo3a [8, 15]. Knunuueckas kapTuHa nocie-
OTIEPAIIOHHOTO CTEHO3a MOKET OBITH OECCHMITTOM-
HOM, TTO9TOMY HEOOXOIWM MOHHUTOPHHI CKOPOCTH
KpPOBOTOKAa B JIETOYHBIX BEHax C MoMomsio Y3U,
OJIHAKO OOINEMPUHATHIX KPUTEPHEB STOrO IOKa-
3areisi He yCTaHOBJICHO, W Pa3HbBIC aBTOPHI TOJb-
3YIOTCSl pa3IMYHBIMU TOKa3aTelsiMu (0T 2,5 cm/c
mo 1,1 em/c) [5, 6].

[IpodmmakTiKoit OCICOTEPaIHOHHOTO CTECHO3a
JICTOYHBIX BEH MOXET OBITh MCIIOJIb30BAHUE TAK Ha-
3bpIBaE€MOM OECIIOBHOU TexHUKHU (sutureless repair).
[Ipu naHHOI METOIUKE KOJUIEKTOP JIETOYHBIX BEH
MOJIIIMBACTCA K TEPHKApy, COOTBETCTBEHHO OT-
CYyTCTBYeT KOHTAKT MEXIy CTEHKOW JIETOYHBIX
BEH W JIEBBIM TpeacepaneM (CHHOHHMOM MOXKET
CIIyXHTbh TEPMHH «aTPUONEPHKAPIUAIEHOE BOC-
cTaHoBieHHe») [7]. BBuay oTCyTCTBHS IIOBHOTO
MaTepuaia HeIOCPECTBEHHO Ha CTEHKE JISTOYHBIX
BEH He HaOIIO/aeTCs peakTHBHAS Tposmdepanus
WHTUMBl KaK OJHA W3 TPUYWH CTEHO3UPOBAHWUS.
Taxxe «OecIIoBHAs TEXHUKA» JaeT BO3MOKHOCTD
chopmupoBaTh OONBIION IUAMETP AaHACTOMO3a.
Ora omepanys MNEPBOHAYAIBHO HCIOJIB30BAIACH
TOJILKO TIPU YK€ Pa3BUBIIEMCS IOCICOIEepaIu-
OHHOM CTEHO3€ JIETOYHBIX BEH, HO ITOCTEIIEHHO
€€ CTaJH BBINIOJHATHh KaK IMEPBUYHOE PAJUKAIBEHOE
BMemaTeascTBO [7, 15]. OmHako KOPpPEeKIHs MO-
JKET OKA3aThCsl CJIOKHOW TEXHUYECKH H3-32 0O0JIb-
IIOTO PACCTOSIHUSL MEXK]Iy BEHO3HBIM KOJICKTOPOM
U JIEBBIM Ipeacepauem [6].

HenocpencrBeHHbIE pe3yIbTaThl XHPYPrHUECKO-
TO JIEYeHUS TTAIIUEHTOB C TOTAJhHBIM aHOMAIBHBIM
JIPEHaXeM JIETOYHBIX BEH 3HAYMTENHHO YIIyYIIH-
JIUCh, TEM HE MEHEE MX JIBYXJICTHSISI BEBDKHMBACMOCTb
cocraisier okosio 60% [6]. I ocHOBHBIM (hakTo-
POM, OTIPEISIISIOIINM OT/IAJICHHYIO BBKHBACMOCTb,
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SIBIISIETCS TIOCTIEOTIEPAIIMOHHAS JIETOYHAS OOCTPYK-
uust. JanpHemuil nporpecc BO3MOXKEH MPHU yiIyd-
[ICHUW TIPEHATAILHONW UAarHOCTUKH, COBEPIICH-
CTBOBAHUU IMOJXO00B TOOMIEPAIMOHHOTO U MOCIE0-
MEPaIlMOHHOrO BEJICHUS MaueHToB [14].

3axknrouenue

VYenemHoe pa3BUTUE MEAUIMHCKUX TEXHOJO-
TH IPUBENIO K TOMY, YTO B HAcTOAIIEe BpeMs KO-
JIMYECTBO B3POCIBIX JIOAEH ¢ KOPPUTHMPOBAHHBIMU
TSKEJIBIMM [TOPOKaMU CepJilia MPEBBIIAET KOIHYe-
CTBO JETeH, POIUBIIMXCSH C aHOMAIMSMHU I0100-
Horo pojia [16]. ToranbHbI aHOMATBHBIN JpeHAK
JIETOYHBIX BEH HE BXOJUT B 3Ty KOTOpTY, U MpPUBE-
JICHHBIN HAMU CJTy4aii MOATBEPIKIACT JaHHBIH (aKT.
MpI HaOJFOJANIK PEJIKKI BapUAHT MOPOKa — UH(ppa-
KapIuanbHbINA TUII C IPCHUPOBAHUEM JICTOYHBIX BEH
B BOPOTHYO BeHy. lHTepecHO, 4To 3TO ObLiTa H30J1H-
pOBaHHAs aHOMAJIHS Cep/Ia, KaKUX-ITHOO TTOPOKOB
BHYTPEHHHX OPTaHOB BBISIBICHO HE OBIJIO, COOTBET-
CTBEHHO, CHHJIPOMBI T'€TEPOTAKCUU B JAHHOM CITy-
Yyae MOTYT ObITh UCKITIOUEHBI. BO3MOXHOCTB )KU3HU
peOcHKa B TEUEHHE TPEX MECSLEB ObLIa CBA3aHa
CO 3HAUUTENILHBIM pa3MepoM jedeKTa Mexmpea-
cepaHoil meperopoaku. Ilogo3peHue Ha Haau4ue
[IOPOKA HE BO3HMKIJIO HU BO BPEMS IPEHATAIBLHOTO
CKPHHUHTA, HU TIPU HAOJFOIEHUH 32 PEOCHKOM IO-
cie poxxaenus. K coxaneHuro, BO3MOXHbBIE KITUHH-
YecKHe MPOsIBICHUSI TOPOKa — MOSBICHUE [IUaH03a
npu (PU3MUYECKON Harpys3ke (KpHK, Iiad U Mpoyee)
— HEe MOTJM OBbITh 3aMEUYeHBl POAMTEISIMH, B CBSI-
3M C HAJIMYMEM y HUX MATOJIOTMU OPIaHOB 3PEHUS.
PeTpocniekTHBHO clenyeT OTMETHTb, YTO JIMHAMH-
Ka yBEJIMYECHHUsI MacChl Tesia peOeHKa 3a TpH Mecsia
JKU3HU Obuta HemoctarouHoil. Hamumuwe muddys-
HOT'O MHTEPCTUIHAIBLHOTO (hrOpo3a JIETKUX CBHUJIE-
TEIHCTBOBAIO 00 YK€ CYIIeCTBOBABIIEH BEHO3HOM
00CTpYKIINH, a TPUCOSAMHUBIIASCS PECTIUPATOPHAS
WHQEKIHs CIOCOOCTBOBANA JIEKOMITCHCAIIUN Cep-
JIEYHOM JIeATeNIbHOCTH. JJaHHBIN ciyyaid MoJ4epKu-
BaeT M CIOPAJUYHOCTb BO3HUKHOBEHMSI MOPOKA —
y CYIpyXKecKoW mapbl He WMENOCh (aKTOPOB pH-
cka Bo3HuUKHOBeHus BIIC y mnoromcTBa: 1m03-
Ke y HHX POIWICA TPETHH pPeOCHOK, TakkKe, Kak
u nepBbiii, 6e3 BIIC, xots ucxon OGepeMEHHOCTH
oKazaJicsi HeOJIaronpusiTHBIM, B CBSI3U C TPEIKACB-
PEMEHHOI OTCIOWKON HOPMAJIbHO PacIOIOKEHHOM
TUTAIIEHTHI U aHTEHATAILHOW THOEINBIO 1101,

ToTanbHbI aHOMAJBHBIA JpEHAX JIETOYHBIX
BEH SIBJISIETCSL PEIKUM U TPYAHOJUATHOCTUPYEMBIM
BPOYKJAECHHBIM IMOPOKOM pa3BUTHA. OHAKO TUATHO-
CTHKa €ro BaKHAa, TaK KakK IO3BOJHUT OOECIECYHTh
poJlopa3pellieHe MalUeHTOB Ha COOTBETCTBYIO-
IEM TEXHOJIOTMYECKOM YpPOBHE OKa3aHMs Mepu-
HATAJILHOW TIOMOIIH, ITOCKOJIBKY (PakTOp BpeMeHH
OT MOMEHTa POXJIEHHUS peOeHKa 0 TMOCTYIUICHHUS
B KapJUOXUPYPTHUECKUN CTAllMOHAP U BBITIOJHE-
HUSl paJUKaJbHOM Ollepaluuu KpaiHe BAXKEH JUIS
YCHELIHOT0 CX0AA JEUSHHUS.
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A RARE CASE OF TOTAL ANOMALOUS PULMONARY VENOUS
CONNECTION: CASE REPORT AND LITERATURE REVIEW
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Congenital heart disease is a leading cause of infant morbidity and mortality. Only one half of congenital cardiac
anomalies are identified before the birth of a child. Total anomalous pulmonary venous connection is characterized by
the pulmonary veins failing to connect to the left atrium.

A case of a rare congenital heart defect — infracardiac type of total anomalous pulmonary venous connection —
is presented. Congenital heart defect was not detected either in the antenatal period or after the child's birth. The
diagnosis was made after the death of the child at the age of 3 months and 3 days. The possibility of survival during
this time was associated with a significant size of the atrial septal defect. A review of the literature is provided with an
emphasis on changes in approaches to prenatal diagnosis of congenital heart defects, as well as on the possibility of
surgical correction of total anomalous pulmonary venous connection.

Successful treatment of patients with total anomalous pulmonary venous connection is possible in case of accurate
prenatal diagnosis and improvement of both surgical techniques and perioperative management.

Keywords: pregnancy, congenital heart defects, total anomalous pulmonary venous connection, ultrasound
examination, prenatal screening.
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