JICYEHUS] TIPU TaKUX MEpeioMax SBIIAETCS aKTyalbHOW MpPOOJIEeMON COBpPEMEHHOM
TPaBMAaTOJIOTUHU.
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AHHOTAIIUA

BBenenue. ['wnormnazuu JEBBIX OTACNIOB CEpAllA SBISIETCS OJHUM U3 HauOoliee
TSDKEJIBIX  BPOXKJICHHBIX TIOPOKOB Cepilla W TPUYUHONM CMEpPTHOCTU Yy JETeH.
XHUpYyprudecKoe JICUCHUE CUHAPOMA TUIOIUIa3UuU JIEBBIX OTIEIOB CEpAlla SBISETCS
HauOoJiee CJIOXKHBIM Pa3JCIOM KapAUOXUPYPTHH BPOXKICHHBIX IMOPOKOB Cepala.
Hean ucciieoBaHus - ONMKUCAaTh KIMHUYECKUH CITydail BHYTPUYTPOOHON KOPPEKIIHH
OCJIO’)KHEHHUM THUIMOIIACTUYECKOTO CHHAPOMA JIEBBIX OTIIENIOB cepna Marepuanisl U
metroabl. B 2021 roxy na 6aze 'AY3 CO COKB Nel Bmepseie B Poccuu Obuia
MPOBEJICHA TPAHCKATETEpHAsT BHYTPUYTPOOHAs KOPPEKIHUS CUHAPOMA THUIOIIIa3UU
JIEBBIX OTHAENIOB cepjua. M3ydeHbl mepeornepalnrioHHble XapaKTepUCTUKHU MallUEHTA.
Pe3yabTatsl. [TaninenTka Obia poopaspelnieHa rno akynepckuM MmoKa3aHusiM myTeM
oriepaliuu KecapeBa ceueHus: B cpoke 34-35 Hen. HoBopokaeHHBIN MaJIbUUK BECOM
2090r., poct 43 cm, 6/7 GamnoB Mo mKajae Anrap, Ha CaMOCTOSTEIHBHOM JbIXaHHUH.
[TateHT OBUT CTAOWIM3UPOBAH M BBIMMCAH B Bo3pacte 28 JHEHW KU3HU B
YIABOJETBOPUTENbHOM  cocTosiHuM  OOcy:xknenme. HenaBHue — uccienoBaHus
McElhinney DBetal., nanu oOnanexuBarome pe3ynbratbl: 35% - 40% mioaoB
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['JIOC mnocne BanbBYJIOIJIACTUKA AOPTAIbHOTO KJlalaHa IUIoJaM ObLJIO COXPaHEHO
OMBEHTPUKYJISIpHOE KpoBooOpaiieHue. BbiBoabl. Takum o0pa3om, co3naHue
aedexkTa B MEXKMPEIACEpAHONW TMEperopojke y JaHHOW TPYNNbl MAIMEHTOB
NEUCTBUTEIBHO JAET HEKOTOPOE MPEUMYUIECTBO B IUIAHE MPEAONEPALMOHHOM
MOATOTOBKH, T.K. HOBOPOXAECHHBbIE C JePEKTOM > 3 MM B MEXOPEICEPAHOU
NEPEropoJIKE MMEIOT OOJIbIlIee HACHIIICHUE KHUCIOPOJAOM MPHU POKIACHUH U PEXKE
HYXKJAIOTCSI B CPOYHOM MOCIEPOAOBOM JEKOMIPECCHH JIEBOTO IPEJICEPIHS.
KiroueBble ciaoBa: [unoruiasum JeBbIX OTAENOB  cepana, (GudposIacTos,
BaJIbBYJIOIIACTUKA, OBAJIbHOE OKHO, BHYTPHYTPOOHAsI XUPYPIHSL.

CASE OF INTRAUTERINE CORRECTION OF COMPLICATIONS OF
HYPOPLASTIC SYNDROME OF THE LEFT HEART
Kirill A. Vozzhaev!, Lev V. Kardapolcev?
'Ural State Medical University, Yekaterinburg, Russia
2SAHI SR Sverdlovsk Regional Clinical Hospital Nel
'mr.kirillvo@mail.ru
Abstract
Introduction. Hypoplasia of the left heart is one of the most severe congenital heart
defects and the cause of mortality in children. Surgical treatment of hypoplasia
syndrome of the left heart is the most difficult section of cardiac surgery of
congenital heart defects. The aim of the study - to describe a clinical case of
intrauterine correction of complications of hypoplastic syndrome of the left heart.
Materials and methods. In 2021, transcatheter intrauterine correction of hypoplasia
syndrome of the left heart was carried out for the first time in Russia on the basis of
the GAU SB SOCB No. 1. The postoperative characteristics of the patient were
studied. Results. The patient was delivered according to obstetric indications by
cesarean section at the time of 34-35 weeks. A newborn boy weighing 2090g., height
43 cm, 6/7 points on the Apgar scale, on independent breathing. The patient was
stabilized and discharged at the age of 28 days of life in a doubling condition
Discussion. Recent studies by McElhinney DBetal., have given encouraging results:
35% - 40% of fetuses with GLOS after valvuloplasty of the aortic valve, biventricular
circulation was preserved in the fetuses. Conclusions. Thus, the creation of a defect
in the atrial septum in this group of patients really gives some advantage in terms of
preoperative preparation, because newborns with a defect of > 3 mm in the atrial
septum have greater oxygen saturation at birth and less often need urgent postpartum
decompression of the left atrium.
Keywords: Hypoplasia of the left heart, fibroelastosis, valvuloplasty, oval window,
intrauterine surgery.

BBEJIEHHUE

['unomnazuu neBwix otAenoB cepana (I'JIOC) sBasercs oquuM u3 Haubosee
TSDKEJIBIX BPOXKJICHHBIX IMOPOKOB Cep/illa U MPUUYUHOU CMEPTHOCTH y nereit B 20% -
25% cny4aeB, pOXKACHHBIX C MOPOKOM cepaua. YacrtoTra BCTpEUaEeMOCTH IMOPOKa
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cocraBiser 7-9%, y MaJbuMKOB BCTpeUaeTcs B 2 pasa yaiie, ueM y aeBouek [1]. Ha
100 ThICSY HOBOPOXKIECHHBIX O0OBIYHO pokaaercss 16 xkuBbix gereir ¢ [JIOC.
XapakTepHbIM aHATOMUYECKUM TMPU3HAKOM IOPOKA SIBJISIETCSl YBEIUYEHHBIN MPaBbIi
KEITYNOYEK C OTXONSIIEM OT HEro pe3KO paCIIMPEHHOW JIETOYHOW apTepuei.
Bepxymka cepama oOpa3oBaHa MpaBbIM JKEIIyIAOYKOM. Bocxopsmias aopTa
MIPEACTABISIET COO0M COCY/l TMaMeTpOM HECKOJIbKO MUUTMMETPOB. [lonocTs seBoro
KEJIyI0YKa YMEHbIIIEHA B 5-7 pa3

B Hacrosimiee Bpems, HeAOCTaTOYHO cBeAeHU o mpuuuHax pazButus ['JIOC.
B OonbmmHCTBE ciydyaeB AaHHBIN MOPOK, KAK MOJIATal0T, BO3HUKAET BTOPUYHO M3-3a
CHIKEHHOTO IOTOKA B JIEBOM JKEIYJIOYKE cepAla IUIOAA, OJHAKO B HEKOTOPBIX
CIIy4asiX, HEIOCTaTOYHBIM POCT JIEBOTO JKEIyJAOYKa MOXET OBITh TICPBUYHBIM
nepektom [2]. CymecTByrOT yOeauTenbHBIE JIOKA3aTEIhCTBA T'C€HETHYECCKOM
stuonorun ['JIOC, mpu 3TOM OYEHb MAJIO0 HM3BECTHO O CaMHX TE€HETHYECKHUX
MexanuzMax Jexamux B ocHoBe ['JIOC. ¥V 19% poacteennukoB munazaeHues ¢ [ JIOC
HMMEIOTCS BPOKICHHBIE MTOPOKHU cepta. Kpome Toro, ecTb HECKOJIBKO XPOMOCOMHBIX
Hapymenut, kortopbelie cBs3anbl ¢ [JIOC. Tak 10 % Bcex mmapennes ¢ ['JIOC
poksaroTes ¢ TepMuHaibHOM Aenenueiil 1q (Jacobsen syndrome). Myrtanust B oqHOM
reHe (CcepAeuHbl TpaHCKpUNIMOHHBIA (akrop NKX2.5) Obuia BbIsiBIEHA Y
MAIMEHTOB UMEHHO ¢ 3TUM TopokoM [3]. IIpu ecrectBeHHOM TeueHuU mopoka 80%
HOBOPOJXKJICHHBIX MOTHOAIOT B T€UEHHE MEpBOM Henenu xu3Hu. [Ipu crnenuaisHoM
M3YyYECHHH MATOJOTOAHATOMHYECKOTO MaTepuajga HE HallIM KOppeIsuuid MExXIy
BEJIMYMHOW OTKPBITOTO OBAJIBHOTO OKHA UM MPOJOJLKUTENBHOCTBIO KU3HU. [3]
[Iporno3 mr000ro BapmaHTa CHHApPOMA THIOINIA3UM JICBOTO cepama mmioxou - 97%
OOJLHBIX OTUOAIOT B TEUEHHUE NIEPBOTO roja KU3HU. HemocpeacTBeHHON MPUYUHOM
CMEpPTU SIBISIFOTCS CEpJieuHasl HEJOCTATOYHOCTh, IHEBMOHHUSI U THUIIOKCUYECKOE
COCTOSIHUE.

Xupypruueckoe jsedenue ['JIOC saBnsercss HanOosee CIOXHBIM pPa3eioM
KapJIMOXUPYpruu BpoxkieHHbIX TopokoB cepana (BIIC). [To MexayHapoaHOit mikaie
OlleHKH cTeneHu pucka xupyprudeckoro jedeHus (RACHS) BIIC s>tu onepanuu
OTHOCSTCA K caMoi cioxkHou 6 rpynme. IIporHo3upyemMas J€TaabHOCTh IPU HHUX
nocturaet 47%.
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Puc.1.ITattmentka I1. 27-28 nen. 6epemennoctu. ['JIOC ¢ pecTpeKTUBHBIM OBAJIBHBIM
OKHOM.

MHoroneTHIE ¥ MHOT'OYHMCJICHHBIC ITONBITKM HAWTH ONTHMAJIbHBIC CITOCOOBI
MaJUTMATUBHOTO  JICYECHUS] WA TEMOJAMHAMUYECKON  KOPPEKIMU CHHIpOMaA
TUIIOIIa3UM JIEBBIX oThenoB cepana Cayler G. etal., 1970r.; VanPraagh R., 1971r.;
Doty D., 1977, 1980r.r.; Mohri H., 1979r.npenctaBnstoT CeromHs JUIIb
HUCTOPUYECKUM UHTEPEC.

Heab wucciaenoBanus - Onucath KIMHUYECKUW Clydyail BHYTPHYTPOOHOMU
KOPPEKIIMH OCJIOKHEHUM TUITOMIJIACTUYECKOTO CHHPOMa JIEBBIX OTEJIOB Cep/lia

MATEPHAJIBI U METO/bI

[IpoBeneHn mepBblii B Poccum ombIT Aunaranuy 3aKpbITOrO OBajJbHOIO OKHA
mona B 30 Hen. OGepemenHoctu ¢ ['JIOC y mamuentku II., 36 ner, xoropas
Haomonanace B DI'BY «VYpansckom HHUU OMM» B cBsI3u ¢ pa3BUTHEM
O0epemenHoctd Ha (onHe caxapHoro nuadera I Tuma ¢ 20 ner. Hacrosmas
OepeMeHHOCTh Y Hee - Bropas. [lepBasi 3aBepiuiack npepbiBaHHEM OEpPEeMEHHOCTH
0 MEAUIMHCKAM TOKa3aHUsM, Yy 1ioaa Obul BeisiBieH BIIP nieHTpanbHoil HEpBHOM
CUCTEMBI: BEHTPUKYJIOMETAJIHS.

B 20 nenens 6epeMEeHHOCTH JaHHOM MalMEHTKE OBLIO MPOBEAECHO SKCIEPTHOE
yJIBTPA3BYKOBOE HCCIIEIOBAHUE M YCTAaHOBJIEH AMArHo3: (uOposnacTo3 sHAOKapa
JIEBOTO JKENMy/I0oYKa, IWISTAlMOHHAas (opMa ¢ YMEHBIIEHHOW CHCTOJIMYECKOM
(dyHKIMEH, KPUTHYECKUI CTEHO3 aOpTAJbHOrO KJalmaHa, HEeJO0CTATOYHOCTh
MUTPAJILHOTO KJIAllaHa M PETPOrpaJHblii MOTOK KpOBH B Bocxoasuied aopre. OT
npepbIBaHUs OEPEMEHHOCTH MAIMEHTKA 0TKa3aj1ach.

B cpoke 27-28 nen. 6epemennoctu chopmuponancs ['JIOC ¢ pecTpeKTUBHBIM
oBadbHbIM OKHOM. (Puc.2.) Ilocne mpoBenaeHUs MNEpPUHATAIHLHOTO KOHCHJIMYMa
MalyeHTKe OblIa TPEaNioKeHa BallbBYJIOIIIACTHKA OBalbHOTO OkHAa. B 30 Hen
OEpeMEHHOCTH HaMH COBMECTHO C COCYIUCTBIM XUPYProM TIOJ TOCTOSHHBIM
yIBTPa3BYKOBBIM KOHTPOJIEM TIPOBEJICHA BHYTPUYTPOOHAS BaJbBYJIOIUIACTHKA
OBaJILHOTO OKHA. Yepe3 mpaBoe MpeacepAaue BBEIECH IMPOBOJAHUK B IOJIOCTH JIEBOTO
npeacepausi, 3aTeM CTaHIapTHBIM KOPOHAPHBINA JUISTAIIMOHHBIN OaJNIOHHBIA KaTeTep
«MINI TREK» 2,0 x 12 mm, npousBoautens AbbotVascular, CIIA.
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Puc.2.9xokapanorpamma naruentku I1. 30 nen. 6epemennoctu. I'JIOC
OTKPBITOE OBAJIBHOE OKHO IMOCJIE BAJIbBYJIOIIJIACTUKH.

bainon karerepa TpwKIabl ObLT MaKCUMaJdbHO PACIIMPEH, 3aTEM HIjia C
OAJJIOHHBIM KaTeTepoM ObUIM ynajeHbl u3 mpencepauii. Bo Bpems omnepanuu
0COOEHHOCTEH B CepJIEYHON JIEATENbHOCTH Y TIJ10/1a 3apErUCTpUpoBaHO He ObuIo. [Ipu
MPOBEJCHUM HXOKapauorpaduu IUJI0Ja TOCJE ONepaluu  3aperucTPUpPOBaHO
OTKPBITOE OBAJIIBHOE OKHO.

PE3YJIBTATHI

[TaniuenTka ObLIA pOJOpA3pEIICHAa IO aKYIMIEPCKUM TOKa3aHUSIM IyTeM
omnepannu Kecapea cedeHus B cpoke 34-35 Hen. HoBOpOXKAEHHBIM MalIbUMK BECOM
2090r., poct 43 cMm, 6/7 GamioB Mo mKajae Anrap, Ha CaMOCTOSTEIHPHOM JbIXaHHUH.
[Tocne KOHCYJNbTalUM KapAUOXHUPYPra HEMNPEPHIBHO OCYIIECTBISJIOCH BBEJICHUE
Ba30MPOCTaHa C IIEJIbI0 MPO(HUIAKTUKY 3aKpbITUA (PETAIbHBIX KOMMYyHHKanui. B
teuenue 10 nHeit pebeHok Habmomancs B nerckod kinuHuke OI'BY «Ypanbckuii
HM OMM», nepeBeneH B OTAEICHHE NETCKOW KapIHOXUPYpPruu U B Bo3pacte 11
nHedt ku3HU. CTaOuWnmu3MpoBaH W BBIIMCAH B Bo3pacTe 28 JHEH JKU3HU B
YIBOJIETBOPUTEILHOM COCTOSIHUU

OBCYXIEHUE

HenaBune wccaemoanuss MCEIhinney DBetal., mamu oOnaxgexuBaromiye
pesyabtarel: 35% - 40% mnonos ¢ I'JIOC mociie BanbBYJIOIUIACTHKUA a0PTaIbHOTO
KJIanaHa TUiojaM OBIJIO COXpaHEHO OWBEHTPHUKYJSpHOE KpoBooOpamieHue [5]. B
nepuon ¢ mapta 2011 roma mo oktsaopp 2021 roma 70 miogamM OHU TPOBEIH
BAJIbBYJIOIJIACTUKY AOPTHI MIPU KPUTHUECKOM a0PTaTIBLHOM CTEHO3€ C pa3BUBAIOIIICHCS
TUIOIIA3UEN JIEBBIX OTIENO0B cepaua. CpeaHuil TeCTallMOHHBIA BO3pPacT HAa MOMEHT
BHYTPUYTpPOOHOTO BMemiarenscTBa Obul 23 Hemenu. [lporemypa Obuta TEXHUYECKH
ycnemHa y 52 monoB (74%). V'  nmeBaru OepemenHbix (13%) mnpowmsonniu
npeXaeBpeMeHHble poabl. Y 17 miomoB Obuta coxpaHeHa OWBEHTPHUKYJISIpHAS
HUPKYJIALMS KPOBU B CEPIIE.

BbIBO/IbI
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Takum oOpa3om, co3gaHue naedexrta B MEKIPEICEPAHON IEPErOPOIKE Yy
JAHHOW TPYMIIBI MMAIIMEHTOB JICHCTBUTEIIHHO JAaeT HEKOTOPOE MPEUMYIIIECTBO B TIJIAHE
MIPEIOTNICPAIMOHHON TMOATOTOBKH, T.K. HOBOPOXKIEHHBIE C aedexkrom > 3 MM B
MEXKIIPEICEPAHON TIEPETOPOJIKE HMEIOT OOJIbIIee HACHIMICHUE KHCIOPOJOM TIpH
POXKIICHUN U peXKe HYKIAIOTCS B CPOYHOHN TMOCIEPOIOBOM JIEKOMIIPECCUHU JIEBOTO
npeacepaus. XoTs OILIEHKa IOCIEPOIoBOro BhDKMBaHUsS y manueHToB ¢ [JIOC u
MIPOBEICHHONW BHYTPHYTPOOHON KOPPEKIIMH 3aKPBITOTO OBAIBHOTO OKHA MOTpEOyeT
OOJIBIIIETO YMCIIa HAOJIOJCHHUMA, TMOTCHIIMAN IS MPEAOTBPAICHUS ITOCIEPOJIOBOTO
YXYIIICHUE COCTOSIHUSI TaKUX HOBOPOXACHHBIX OBUT MPOJEMOHCTPUPOBAH HAMHU.
PebGeHok nekoMITIEHCHPOBAI CBOE€ COCTOSIHUE TOJBKO Ha 11 JIeHB )KM3HU U B TIEPBBIC
9achl )KU3HU XUPYpPrUUecKas MajuIMaTHBHAS MMOMOIIh HE MOTpeOoBagach (OTKPHITHE
OBaJIbHOTO OKHA).
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AHHOTALMSA

BBenenue. AKTyanbHBIM SIBJISIFOTCSL UCCIIEAOBAHMUS, TTO3BOJISIONINE BBIICIIUTH HOBBIE
(bakTopsl POrHO3a Y OONBHBIX KOJIOPEKTAIBHBIM PAKOM Pa3HOro ToJia B paMKax
OJIMHAKOBBIX cTaauu 3a0oseBanus. Llesib Mcciie0OBaHUA — BBISIBUTH BIMSHUE TM0OJa
MalyeHTa Ha S5-JIETHIOI BBIKMBAEMOCTh OOJIBHBIX KOJIOpEeKTalibHBIM pakoMm (KPP).
Marepuaiasl M Meroabl. B wnccnenoBanme BrimodyeHel 654 manmeHTa  C
KkojopektaibHbiM pakoMm (KPP), naxonmuBmuxcs nHa nedenun B PKOJ[ M3 PT.
IIpousBeneHa cpaBHUTENbHAs OLIEHKA IOKAa3aTeJIe 3aBUCUMOCTH PE3YyJIbTAaTOB S-
JIETHEW BBDKMBAEMOCTH OT PsZia KIMHUKO-MOP(DOIOTUUECKUX KPUTEPUEB U HATUUUS
WM OTCYTCTBHUSI MyTalud B reHe K-ras y manueHToB pa3Horo mosa. Pe3yabTarhl.
I'engepHblii MOAXOA K OIEHKE OTIAJICHHBIX PE3yJbTaToB JieueHUs: O0o0ibHbIX KPP
[OKa3aJl HaJIu4yue IMOJOBBIX PA3JIMYMi B PE3yJIbTaTax JICYEHUs MAUEHTOB JaKe IPU
OJMHAKOBBIX cTaausax paka. OQo0cyxapenue. Hamum wuccnemoBanus NOATBEPIWIN
BIIMSIHUE TIOJIa Yy OOJIbHBIX KOJOPEKTAIbHBIM pakoM Ha Oojiee XyIIIUN MPOTHO3
3a00JiIeBaHUsl Y MY>K4YWH, 4eM Y >KeHIIMH. BbiBoabl. MccienoBanue reHaepHoO-
aCCOIIMMPOBAHHBIX OCOOEHHOCTEW pe3ynbraroB JedeHuss KPP akryampHO nist
OHKOJIOTOB MNpu  BbIOOpe A EKTUBHBIX TUArHOCTHMYECKUX, JEYEOHbIX U
peadUIUTAIMOHHBIX MEPOTIPUSITHH.

KiroueBbie ci10Ba: KOJIOPEKTAJIbHBINA paK, FreHaep, myTauus resa K-ras, ornaneHHbie
pEe3yJbTaTHI.
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