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Anomauyia: cunopom ni800OIUHOI 2INONNA3I cepys € CKIAOHOK BPOOIICEHOI0 B8A00I0 Cepys,
00YMO0BIEHOI0 NOPYULEHHAM eMOpiozeHe3y 3 (POPMYBAHHAM OepeKkmie MImpanbHO20 ma AopPMAaIbHO20
Ka1anawuie (ampesii ma/abo cmenosy) i cinonnasii 1isozo wiyHouxa. Mema pobomu nonseana y 30iticHenHi
02110y Ma auanizy HAyKogoi nimepamypu wooo emionocii, namozenesy, mopgozenesy, Kiacupixayit,
emobpiozenesy, ICHyIOUUx Memooie nikyeanusa éaou. Ilpoananizoeani dami yKpaincokoi ma 3apy0OiscHOi
nimepamypu onyonikosati y PubMed y nepioo 2014-2023 pp. Pe3ynemamu o2nady ceiouams npo 100%
NOEOHANHA 2INONNA3IT 16020 WIYHOUKA 3 6A0AMU AOPMATbHO20 MA MIMpaibHo20 Kianauis. Kpiw
moeo, 6i0 KomOiHayii KiananHux 6ad (ampesii abo cmeno3y) 3anexcas mun 6y008u 2inONIA308AHO20
78020 WiYHOUKA. B nimepamypi He HasedeHo 3a2anvHonpuiinamoi kiacugikayii cunopomy. Onucano
n’sams nAMoMoppON02IUHUX MUNIE 116020 WLIYHOUKA 8 3ANeHCHOCI 8i0 (popmu nopoxcHunu, 6y006u
cminKU, HassHocmi abo eiocymuocmi ¢ibpoenacmosy: I — winunonodiono-cinonnracmunui (18,2%), 3
MAKCUMATLHOW 2ITNONAA3IEI0 IB020 WIYHOUKA MA GIOCYMHICMIO eHOOKapOialbHo20 (ibpoenacmosy,
SAKULL 3a624COU NOEOHYBABCS C AMPEIIEI0 APMATbHO20 MA MIMpPanbHo20 Kaanawy. Il mun —winunonodiono-
einepmpoiunuil  (19,2%); xapaxmepu3yeagcs HAUMEHWOW 2INONLA3IEN 16020 WLIYHOUKA Mda
NPABUILHON APXIMEKMOHUKOI MIOKAPOIAIbHUX BOJIOKOH, BIOCYMHICMIO (hibpoenacmosa; 3ycmpiuascs
npu cmenosi 0box kaanawis. opmyeanns namomopgonociunozo muny 3 gibpoenacmozom eHOOKapoa
3anedicano 6i0 oiamempa omeopy MimpaibHO20 KIANaHy, npu HaubLIbUWOMY 11020 0meopi (opmyeascs
Il mun — yuninopuunui (42,4%). IV mun (naxynapuuii, nopodcHUHa npeocmagieHa YUcieHHUMU
nakynamu (6,1%)), cynpogodocysascsa oucniaziero mMiokapoa, wjo Ha2adye HeKOMNAKMHUL MIOKapo;
popmysascs npu naumenwiomy mimpanoHomy omeopi, ma V — naxynapro-yuninopuunuil (14,1%),
NOPONCHUHA Y U0 MPaOeKyl ma JAKVH 3 POZUWUPEHHAM 6 Oa3anvhux 8iodinax cepys. Ilpu munax
3 ¢hibpoenacmosom aopmanvrull Kianaw 3aexcou 0ye ampeszoganuti. Bucnoexu: CJII'C € cxknaonorw
8podoicenoro 6adoro cepys 3 100% cmepmuicmio 6e3 Xipypeiuno2o Nikye8anus. Ycnix Niky8aHHs 3a1excaes
8I0 NONepeoHb020 OOCNIONCEHHS Cepysl NAYIEHMA, a came 6CMAHOBNIEHH NAMOMOPPON02IUHO20 MUnY
NI6020 WIIYHOUKA, 3MIHU Y AKOMY 00yMosemosanu eubip nikyeanvhoi makmuxu. IIpoyeoypy Hopeyoa,
CYymHICMb AKOI noifeana y UKIOYeHHI 3 KPOBOMOKY 6020 WIVHOUKA ma 3a0e3nedeHusi Kpogoooicy
E€OUHUM NPABUM ULTYHOUKOM, OOYIIbHO NPOBOOUMU HA CEPYSIX 3 MAKCUMATLHO 2INONIA308AHUMY Ni6UMU
WIYHOUKAMU, WO 3MEHULYBAL0 HABAHMANCEHHSA HA NPAGUI WLTYHOYOK. Biokpumum tuwaemscsa numanmsa
npo 8NPOBAONCEHHS (hemanbHOT Xipypeii 01 NPo6edeHHs AOPMATIbHOT 8AlbBYIONIACTNUKI NPU HAUMEHUL
2inonnazoeanux munax 6y00eu 3 HOPMAIbHOK CIMPYKMYPOIO MIOKAPOA 16020 WLTYHOUKA, WO NOB SA3AHO
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3 NeBHUMU pU3UKamu 01 mamepi ma niooa. Ilpu npenamanvHoMy UAGNIEHHI MUNIB 18020 ULTYHOYKA
3 ¢hibpoenacmosom ma OUCNIA3ZIEN MIOKAPOA MONCIUBO DEKOMEHOY8AmuU OAMbKAM NepepusaHHsl
gazimnocmiy 38 43Ky 3 NPOSHOCMUYHOIO HECNPUAMAUGICMIO iX 015 6Y0b AKO20 8UOY XIPYP2iuHOT KOpeKyii.

KawuoBi caoBa: cunmpom JiBoOIYHOI Timoriasii cepis, eHIoKapaiaibHuid (idpoenacTos,
reMojIMHaMiKa, BPOJKEH1 BaJi CepLis, JTIBUH HMITYHOUOK.

Beryn

CunznpoMm niBoOIYHOT Timormwiasii  ceprst
(CJIT'C) € cknagHOO BPOHKCHOIO BAIOK0 Cep-
us. Brepuie BiH OyB omucaHWii SIK CHHAPOM Yy
1958 pomi Nadas i Noonan Fontan, siki Ha3Banu
fioro KoMOiHOBaHOIO aTPE3i€l0 A0PTAIBHOTO KJla-
naHa (AK) ta mitpansHoro kianana (MK).

BigmoBingHo nmo MixHapomHoi kimacudikarrii
xBopo6 (MKX-10) CJII'C Bxirouae rpyiy aHo-
MaJTiii pO3BUTKY CEPIIs, IO BKIIOYAE aTPe3ito 41
BHUpAXXEHY TIMOIUIAa3110 TUpia ado KianaHa aOpTH
3 TIMOIUIAa31€10 BUCX1THOI YaCTHHU AOpTU Ta Jie-
ekt po3BUTKY JiBoro nuryHouka (JIII) 3 arpe3i-
€10 abo crenozom MK.

CJIT'C Busensietses y 0,5-8% BumMaakiB Bif
yCiX BpOMKEHUX cepueBux Baa. Ha choromHi
€TIOJIOTisl TaHO1 MATOJOTIi 3aJUINAEThCS HE BU-
BUEHO0. Poib ayTOIMyHHHX TpOLIECIB Ta TeHE-
tuaHuX (akropiB sk Tpurepis CJII'C Bce me
muckyciiina (Miyamoto et al., 2014; Belmont et
al., 2022).

Cepen ycix Bpomkenux Baja cepigs CJII'C —
1Ie OJHA 13 HaWJYacCTIUX MPUYUH CMEPTI HOBO-
HapomkeHux (15-25%) (Grossfeld, 2007). bes
XIpypriyHOro BTPYYaHHS CMEPTHICTh XBOPHX
cranoBuTh 100%. Ha mepmomy THXKHI KHUTTS
ruHe 72% HoBoHapokeHux, 38% 3 HUX y mep-
uri 48 rox (Greutmann et al, 2018). HeBenuka
KUTBbKICTP TAI[IEHTIB IOKUBAE JIO IOPOCIIOTO BiKYy
(Wilson et al., 2018). Hiarnoctyetbest CJII'C Ha
eTarnax BHYTPILIHBOYTPOOHOTO PO3BUTKY Bif 18
o 22 TWXKHIB BariTHOCTI. BusBieHHs cKiamae
Bix 18 mo 50% (Crucean et al., 2017), cepen Bu-
siBIIeHUX BUNaAKiB y 11-89% — BariTHicTh mepe-
puBaoTh. Y 12-24% — 6aTbk1 HOBOHAPOPKEHUX
3 CJII'C BiIMOBISIOTBCS Bifl XipypriyHOToO JiKy-
BanHs (Cole et al., 2014).

HaiimomuperimuM crnocoboM XipyprigHoro
JIKyBaHHSI 3aJIMIIAE€THCS TPhOXETAITHA TATiaTHB-
Ha pekoHcTpykuis. [lepmumii etan nmpoBoasTh y
Tepiol HOBOHAPOKEHOCTI, KOJIU 3IIHCHIOIOTH
npouenypy HopByna. ¥ pe3ynbrari BUKITIOUCHHS

3 kpoBoToKy JILII pyx KpoBi o 060X Kojax Kpo-
BOOOIry 3a0e3neuyeTbesi JIMIIe 3aBASKH CKOPO-
4yeHHIo npasoro nuryHouka (ITH). He3Baxaroun
Ha 1€, 3aJMIIAETHCS MPodiieMa y HEMOXKIMBOCTI
crnporHo3yBatu, sk pgosro IIIII 3moxe Buko-
HyBatu cBoro ¢yHkuiro (Vincenti et al., 2020).
Ockinbku CJII'C MokHA AlarHOCTYBAaTH 1€ BHY-
TpIHBEOYTPOOHO mix yac Y3JI-mociimKeHHs, To
y CBITI BIPOBAJKY€ThCs (heTambHa aopTasibHA
BaJIbBYJIOIUIACTHKA, SIKA TIOJISITa€ B YCYHEHHI CTe-
HO3y uM arpesii AK 3 momanbmmM o4ikyBaHHSIM
pPOCTY CTPYKTYp TiNOIUIa30BAHOTO €MOpiOHAIIb-
HOTO MiOKapAy, 3/aTHOTO JI0 TOCHJICHOI IMpOJi-
dbeparii.

Mera

Meta poOotu monsrana y 3A1HCHEHHI OIJIf-
Iy Ta aHalli3y HAyKOBOI JIITEpaTypH OO0 MOP-
¢dorene3y maromopdomoriuaux tumnis JIII mpu
CJIT'C, y3arasiibHeHHs iH(OpMaIlii 00 KIacH-
¢ikaniit mopdonoriunux tumis JIII npu CJIIT'C,
KePYIOUHCh SIKUMU MOKHA CIPOTHO3YBaTH e(ek-
TUBHICTh TPOBEJICHHS XIPYPridyHOi KOpeKIii Ta
MOJANBIINX JIIKYBAJIBHUX 1 1IarHOCTUYHUX JIiH.

Marepiaau i MmeTogu

AHamTUYHUN OIS YKPATHCHKOI Ta 3apy0ixk-
Hoi JiTepatypu 3a 2014-2023 pp., npucBsueHut
BHUBYEHHIO MOp(OreHe3y Ta BHU3HAYEHHIO I1aTO-
Mopdomoriuaux TuniBe CJII'C i3 BukopucTaH-
HSIM TOIIYKOBOi 0a3u OlOMEIWYHOI JTepaTypu
PubMed. Ormsn nitepatypu BkiItouae 32 HayKo-
BUX JDKepena.

Orsap i 00roBopeHHst

Ponv emionoziunux ma namozeHemu4yHux
daxkmopis

CJII'C B1THOCHUTBCS 10 BPOJIKEHUX CEPLIEBUX
BaJ, SIKI BKJIFO4aroTh rimomiasiro JIII 1 moeaHan-
Hsa BapianTiB maronorii AK ta MK. I'inomnasis
JII y Beix Bumaakax (100%) CJII'C noennysa-
J1acs1 3 TIATOJIOTIEI0 KIIalaHiB CEpIIs: aTpe3iero abo
creno3oM AK Ta MK. V 43,4% Bumagkax cre-
Ho3 MK noennyBascs 3 atpesito AK ta 'y 36,4%
criocTepexeHHsx — 31 creHozoM AK; y 18,2%
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criocTepekeHHsx arpesist MK cynpoBomkyeThes
arpesieto AK (Zakharova et al., 2021; CaBuyk Ta
3axaposa 2013; CaBuyk Ta 3axaposa, 2014).

ETtionoris CJII'C 6aratodakropHa, mpoTe He
JOCTEMEHHO BHBYEHA. AyTOIMYHHHI (hakTop sK
NPUYMHY PO3IISAATN HAyKOBLI 13 MEIHMYHOTO
neHTpy awmtsyoi JikapHi [{uanuanHaTti, Oraiio
(CHIA), sixi Bu3Haymmu cepueBuid miosun (CM)
SIK IOMIHAHTHUH ayTroanTured. [lotiM BoHu npu-
nycTwid, mo imyHizamist CM Moxe Nmpu3BecTH
70 TPAHCIUIAIIEHTApPHOTO MPOXOPKEHHSI Mare-
PUHCBKUX ayTOAHTHUTLN 1 MpeHaTaabHOro (eHo-
tuny CJII'C y noniB, siKi 3a3HaU LIbOTO BILTUBY.
[Tigsumeni antu-CM ayTOaHTUTLIA B CUPOBATII
KpOB1 Marepi Ta IUIO/A, a TAaKOXX PEaKTHBHICTh
IgG B miokapai ruio1a KOpearoBaliu 31 HApOCTaH-
HSIM 1IeMii MioKapy, sSika BKJII0Yalia 3SMEHIICHHS
PO3MipiB MOPOKHUHU JIIBOTO ITYHOUKA B ypaKe-
noro noromctBa (Cole et al., 2014).

I'enetnyna etionorist CJII'C nosicHIOETHCS HA-
SIBHICTIO SIK PIAKICHHUX, TaK 1 MOMUPEHUX ayenen
TCHiB, SIK1, KOJIM TTOPYIICHUH eMOpioTeHe3 ceplis,
MOXYTh MPHU3BECTHU JI0 BaJl PO3BUTKY KIIAIaHHO-
ro amapary, 0 XapaKTepHO JUIs AaHOI MaTojo-
rii. Curnansauii msix Notch akTuBye mepexin
eMITeNII0 B ME3CHXIMY MiJl 4ac paHHbOTO Kapji-
oreHesy Ta ¢popmyBaHHs kKamep cepiis (Koenig et
al., 2016; MacGrogan et al., 2018). Kpim Toro,
curHanbH1 Mosekynu Notch cripusitors qudepen-
mianii cepueBux KiamnasiB, a came (paxkTop TpaH-
ckpunii BHLH poguau Hes 13 motuBom YRPW
(HEY)1 1 HEY2 (Soltani et al., 2022; Gomez et
al., 2021). Takum 4YrHOM, N€(PEKTH CUTHAIBHO-
ro mwisixy Notch mpuuerHi no possutky CJII'C.
He3Baxaroun Ha mporpec y reHeTHYHOMY CEKBe-
HYyBaHHIi, Hapa3i reau, acouiosani 3 CJII'C, no-
scHiot0Th Jnme 10-20% sunankis (Parker et al.,
2021; Liu et al., 2021).

BianoBigHo 40 aHamizy  MOJAEIIOBaHHS
CJIT'C na TBapuHax PO3BUTOK €HIOKapAiaibHO-
ro ¢idpoenactoly 0OyMOBICHHIH PO3TATHECHHSIM
Hespioro JIII y moemxnanHi 13 3aCTIHHUM KpoO-
BoTokoM (Shimada et al., 2015). Omy6nikoBano
pesyasratu qocnimkens (Ho, Yap, 2021; Salman,
2021), y AkuX mepeB’s3Ka JIBOTO Mepencepas
emOpioHanbHOTrO cepus kypyaru Ha HH21 Gyna
BuKopucTana sk monens CJII'C, mo nemMoHcTpye
MOp(]oIIOTivHI Ta TeMOAMHAMIYHI OCOOIHBOCTI,
roaiou1 CJII'C mromuanm. Jis miei Moaeni 3axBo-
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pIOBaHHS TIEpeB’si3Ka JIIBOTO Tiepencepis Oyia
3MilicHeHa Ha 3,5 eMOpiOHAIbHUIA JeHb, 110 BiJI-
noBifae craxaii 'amOyprepa-I'aminsrona (HH) 21
Ta MPU3BOAMUTD A0 3HMKEHHS IIBUJIKOCTI KPOBO-
ToKy 1 TucKy B JILII. Yepe3 BiACYTHICTh T€HETHY-
HOI Ta (apMaKoJIOri4YHOT MOAYJALii, HMOBIpHO,
1m0 6ioMexaHika MOTOKy OyJjia MPUYMHOIO HEIpa-
BUJILHOTO PO3BUTKY. OCKUTBKM Ha IUX CTaJIsfAX
OKCHTEHaIlisi eMOpioHa, B OCHOBHOMY, BiJ0yBa-
€ThCS UYepe3 AUQy3i0, TO aBTOPU MPHITYCTHIIH,
10 3MIHU OKCHUTCHallli HE € MPUYMHOI HEeTpa-
BUJIbHOTO po3BUTKY. [lopymiena dyHkuis nepen-
cepap HH25 npusBena 10 3MEHIIEHHS LIBUIKO-
cti kpoBoToky B JIIII. Ha 1mi#i cramii muiyHOUYKH
MalOTh OUIBII TPUKYTHY (OpMYy 3 TOCTPIIIOIO
BEPILMHOIO, a B JESKUX BUMAJKAX aTPlOBEHTPHU-
KyJsipHE 3’ €THAHHS 3MillyBanocss MeaianbHo. Li
3MiHH MPU3BENU JO IMiIBUIIEHHS KOTUBATHHOTO
XapakTepy MmoToky y BinbHIiN crinmi JIIII i Bep-
XIBI[l MUTYHOYKA, a TAKOX JO OUIBIIOI 3aTPHUMKHU
piauau B JILI. ¥V 3B’s3Ky 3 LMMHU yMOBaMH Kpo-
BoToKy Ha HH28 HaBiTh 10 3aBepiieHHs popmy-
BaHHs nieperoponku JIII BusiBisieThes rinmoriac-
tiuHUM, Tofi sK I OyB OimbITUM 3a paxyHOK
koMmrieHcarii (Salman et al., 2021). 3umwkenuit
KPOBOTIK Yy JIIBUX BIJIIJIaX CepIsl MOXKe MpU3BeE-
ctu 10 3MiH (enorunis JIIII Ta aoptu B criekTpi
CJITC (Salman et al., 2021; Rahman et.al., 2022).

Big3HauaeThesi BaKMBa poiib KIIITHH €HIO-
Kapay, emikapay Ta (idbpoOmactiB mig Yac pos-
BUTKY ceplUs Ta JO03pIBaHHSA KapIlOMIOLUTIB,
OCKIJIbKA KIIITUHU €HJIOKapay 4Yepe3 CHCTEMY
BTOPUHHHUX MECEH]IKEPIiB OMOCEPETKOBYIOTh Tpa-
oexymsiito kamep cepus (Bressan et al., 2014).
EnnokapaianbHi BaMKA MICTITh Oarato ¢iopo-
HEKTHUHY Ta T1allypOHOBOI KHCIIOTH, 32 PaxXyHOK
SKMX CHpPHUAIOTH Tpomidepanii KapaioMiolUTIB
Ta 301IBIIEHHIO MacH MioKap/a mija yac eMopio-
rene3y (Miao et al., 2020). ¥V mamienTis i3 CJII'C
OyJ10 BiJI3HAUE€HO 3MEHIICHHS TOMYJIALIT IUX KITi-
tuH (Datta et al., 2023).

Hocnimpxenns Miao et al. mozo mopyuieH-
Hs TIOMYJIAIIi KJIITUH €HIO0Kapay y TaIli€HTIB 3
CJIT'C, npoBenieHe 3a TIOMTOMOTOI0 CEKBEHYBAaHHS
onpnoximitunHol PHK, mokasaio, 1m0 aHoManbHe
BiJIKJIQJICHHS TIO3aKJIITUHHOTO MaTPUKCY Ta €HI0-
TeiaIbHO-ME3eHXIMabHUH TIepexi B €HI0Kap-
TiaMbHUX Ta emKapialbHUX KIITHHAX TPU3BO-
JISITH JI0 3HWKCHHS Tposideparii Ta 103piBaHHS
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Kap1OMIOIIUTIB, IO XapaKTEPHO IJISI PO3BUTKY
CJIT'C (Zhang et al., 2017). ErnoTemianbHO-Me-
3eHXIMAJIBHHUI TIEpexif] - MPoIeC, i Yac SKOro
BHACJIIJJOK MOJIEKYJIIPHUX 3MiH (PEHOTHIl €HJO-
TeMalbHOT KIITHHH 3MIHIOETHCS B CTOPOHY Me-
3€HXIMaJIbHOI KJIITUHHM, IO CTIPHsIE 30UIbIIEHHIO
BIJIKJIQJICHHSI TTO3AKJIITHHHOTO MaTPHKCY, HAIJIN-
IIOK SIKOTO CIIPUYHHSIE PO3BUTOK €HIOKAPiallb-
Horo ¢iopoenacro3y (Silva et al., 2021; Yu et al.,
2022).

Hamomodgpponozciuni munu oyooeu JIII

AHali3 HayKOBHX ITyOJiKaiii IMokasye, IIo
Oynu cipobu knacudikysaru CJII'C Ha Tpu Mop-
¢omoriyni tunu JIII (Crucean et al., 2017): m1i-
JUHOMOIIOHMH, MiHIaTIOPHUH Ta MOTOBIICHUH 13
¢dibpoenacrozoM. Y BHUMAIKy OCTAaHHBOTO Bapi-
aHTy 0araro aBTOpIB XipypriuHy KOpPEKIIil0 BBa-
xaroTh HeeekTuBHO (Chiu et al., 2021).

[Hmi  aBTOpM BUAUIMIM I'STh MaTOMOP-
¢donoriyaux tunis JIII npu paniii nartonorii
(Savchuk et al., 2020). HlimuHOMOAIOHMI THT,
onucanmii Crucean, BiAnoBiga€ IIIUMHONOIIOHO-
rinoriacTuyHoMy, BuauieHomy Savchuk T.,
OCKIJIbKM 00MJIBa aBTOPH 3a3HA4ald, 110 JAHUH
THUI 3aBKIM CYNPOBOJUKYEThes arpesieto AK Ta
MK. Miniatropanii tun (Crucean et al., 2017)
BIJIMOBIAAB  IIUTHHOIMOAIOHO-TiepTpodiuHOMY
tuny (Savchuk et al., 2020), mo BuUHHKaE y pasi
MOEHAHHS MITPAJILHOTO CTEHO3Y 13 aopTalib-
HUM CTE€HO30M/aTpe3i€r0 abo MITpalibHOI arpesii
13 aopranpHuM cteHo3om. JIII 3 ¢idbpoemnacto-
30M CTPYKTYPHO BIAPI3HSUIUCS, IO JO3BOJHIIO
aBTOpaM BUUIUTH HACTYIHI THUIH: IWITIHIPHY-
HUM, JaKyHapHUH Ta JaKyHapHO-LWIIHAPUYHUN
(Zakharova et al., 2021; CaBuyk Ta iH., 2016).
Takuit po3momin Ga3zyBaBcsi Ha OCOOIHMBOCTSIX
MOPOXXHUH, a TaKOX OyloBI MioKapay TpaOexy-
JsipHOTO Ta KommakTtHoro tumy (Savchuk et al.,
2020).

I Tion — IMHONOMIOHO-TIHOILUIACTUYHNIN
JIII HaiMEHIIMX PO3MIpIB 3 IIUIMHOMOIIOHOIO
MMOPOXKHUHOIO 0e3 ¢idpoenacTo3y eHaoKapaa, 3
rinorutaziero crinku JIII, i3 mpaBuibHO cdop-
MOBaHHMM XOZOM BOJIOKOH MiOKapjy Ta BHUpaKe-
HOIO TiNOIUIa3i€0 TpabeKyIsIpHOrO Iapy Mio-
kapna. JII po3BuBaBcs 0e3 HAAXOMKEHHS KPOBi
y WOTO MOPOKHUHY, IO MPU3BEIIO 0 Timoruiasii
MiOKaply BHACIIOK BiJICYTHOCTI HABAaHTAKECHHS
(18,2%).
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II Tun — wrinuHOMOMIOHO-TIMEPTPOPIUHMIA:
JIOI xapaxTepusyBaBcs rinepTpodiero CTIHOK 3a
paxyHOK BHpakeHOi1 TinepTpodii KOMITAKTHOTO
mapy MioKapiy B MOPIBHSHHI 13 TpaOeKyIIpHUM
1 OO0 IIUTMHOIIONIOHOIO MOPOKHUHOKO, HIXK
IpY MEPIIOMY THIIl; IPaBUIbHA OPi€HTALis MiO-
Kap/iaJbHUX BOJIOKOH 30epiranacs. ['ineptpodis
ctiaku JIIII BUHUKaE y pe3ynbTari MOCTHABAHTA-
JKCHHS, 110 CIIPUYMHEHE CTEHO30M YU aTpe3i€lo
AK'y pa3i norparustaas kposi 1o JIII gepes Bia-
KpuTuii creHozoBanuii oTBip MK abo uepes ne-
(eKT MDKIIUTYHOYKOBOI MTEPErOpoAKH (TP arpe-
31 MK) (19,2%).

III v — mumiaapuynnii: crinka JIII rimep-
TpodoBaHa, MOPOKHUHA IMJIIHAPUYHA 13 (iOpoe-
JaCTO30M €HJIOKapAa, XiJl BOJIOKOH KOMITAKTHOTO
1apy 3 NpaBUIBHOIO opieHTalie (42,4%).

IV tun — nakyHapHUil: XapakTepu3yBaBCs Ha-
SIBHICTIO JIAKyH (YHCIIEHHUX MOPOKHUH), BUCTE-
neHux ¢idbpo3oBaHUM eHAOKapAoM. Takox cro-
cTepiranacs BUpPa)XK€Ha JIUCIUIa3is MioKapay 13
NepeBaKaHHAM MiOKapAy TpaOeKyaspHOTro THUITY
(HEKOMITaKTHHI MiOKap/), IPH IbOMY XaOTHYHO
po3TaiioBaHi MioKapzianabHI BOJIOKHA, MPOHU3A-
Hi 3BUBHCTUMHU KaHanami (6,1%).

V tun — nakyHapHO-IMITIHAPUYHUN: (iOpo-
eJ1acTo3 eHAOoKap/aa i3 rinepTpopoBaHUMH CTiH-
KaMU 13 TepeBakaHHSIM KOMITAKTHOTO MiOKap/a.
LlikaBo, mo nopoxxuuna JILII y 6a3anbHiit yacTh-
Hi OyJla DWIIHAPUYHA, B CEPEIHIN Ta amikaabHIN
YacTUHAX CepIsl — IMOPOKHHHA TPEe/ICTaBICHA
YUCJIIEHHUMU JIaKyHaMH y TpaOeKyIsIpHOMY Mio-
Kap7i, o HaraayBajo NOPOKHUHY TpH Tumi [V
(14,1%).

[lepmmii Ta ApyrHid TUI XapaKTepU3yBaJIH-
Cs IIUTMHOMOAIOHOI0 TOPOKHUHOIO, IO OYyJo
OB’ SI3aHO 3 BIJICYTHICTIO €HAOKapAiaIbHOTO (i-
Opoenacto3y. 3MEHIIeHHS 00’ €My MOPOXHHUHU Y
MOPIBHSHHI 13 HOPMOIO CIIOCTEPIranocs y BCiX BU-
nieonucanux Bapiantax (Savchuk T. et al., 2020).

Takox onmcano n’ st TuniB JILI npu CJII'C,
CHHMPAIOYUCh HAa pe3yibTaTd (EeTaqbHOro MpeHa-
tanpHOTO Y3-nochimkenns (Pribadi et al., 2023).
Haii0inpm mommpeHuii Tepmuii THUI aBTOPU
noB’si3yBanu 13 crenozom MK. Jlpyruii tunm xa-
paktepusyBaBcs arpesiero MK, mpu mpomy min
gac Y3-70ChHipKeHHsT He OyJo BHUIUMOTO KpPO-
BoTOKy y JIII Ta #oro CTiHKM HEYITKI 1 TOTaHO
Bi3yastizoBaHi. TpeTiii THIT — BUTIAJIOK 13 BAXKKUM
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creno3oMm MK ta AK. Ilpu uerBepromy THTI CI1O-
crepiraerbest 3ByxeHHs1 JIII, arpesis MK, ne-
(heKT MIXKIILTYHOUKOBOI IEPETOPOIKHU Ta PETypri-
Tallis TPUCTYIKOBOTO KianaHa. OcTaHHil 1’ aTuit
tun onucanuil gk CJII'C pazom i3 BpOIKEHOIO
niagparManbHOO Tprkero. Bumieonucani Tumm
MOXYTh MOCITYTYBaTH MOOIPKOIO KIIIHIYHUX BHU-
MaJKIB JUIS TMOAAJBINOI crucTeMaru3arii Mopdo-
noriyaux tamiB JILI mpu CJIT'C.

Ocnosu nopywienns emopiozenesy. Ponb
giopoenacmosy y eunuknenni eaou.

BinkpuTuMm Ha CbOTONIEHHS 3QJIUIIAETHCS TH-
TaHHs etionorii ¢pidpoenacrozy JILI mpu CJIITC.
@dopMyBaHHS MaTOMOPQOIOriyHUX TUMIB 3 (i-
Opoenacro3om enaokapaa npu CJII'C nos’s3aHo
31 CTaJiel0 eMOpPIOHANBHOTO PO3BUTKY MiOKap-
Iy, Ha sKii 3'sBiseTbest Gidpoenacto3. Didpo-
30BaHMW EHIOKap[ IUIONIB, TOBIIMHA SIKOTO Y
TPETbOMY, UETBEPTOMY Ta I’ SITOMY THIAaX 301J1b-
UIyBajlach MPOMOPIIIHO A0 TepMiHYy BariTHOCTI,
Ma€ psii BIIMIHHOCTEH BiJ €HJIOKapay HOBOHA-
pomxenux (Savchuk et al., 2020). IToroBmenuit
EHJI0Kap/l IJIOAIB 13 HMUIiHApUIHUM Turom JIIII
npu ¢apbysanni MSB (B monudikanii 3epbiHo
J.., Jlykacesuu JI.J1.) npeacraBieHuit MoJIoau-
MU CIIOJYYHOTKAaHMHHUMH €JIEeMEHTaMM SICKpa-
BO-UYEPBOHOTO KOJIBOPY 13 MmiodiOpobiactamu,
MIPH [IBOMY CIIOCTEPIraiocs XaOTUIHE PO3MIIICH-
HSI CHIOJTYYHOTKAaHWHHHX BOJIOKOH, & ITUPKYJISTOP-
Ha BIIOPSAJIKOBAHICTh HAasiBHA JIMILE y BHYTpIill-
HbOMY IIIapi 0€3MocepeIHbO i eHoTeTieM. Y
HOBOHAPO)KEHUX 13 TakuM caMuM Tunom JIII
npu CJII'C ennmokapn mpu ¢dapOyBanni MSB
3a0apBiIIOBaBCs Y CUHIN Kolip, SIK 1 HOpMaJbHa
3pina ¢ibposna TkanuHa. e 1oBOaUTH, 110 TKa-
HUHa, sika Oepe yuacTh y (opMyBaHHI aTOJIOTI4-
HOTO TOTOBIICHHS €HIOKapIy MiJ 9ac pO3BUTKY
IOy, TIOCTYTIOBO JI03PiBa€, IO MiATBEPHKYETh-
csl CTpyKTyporo (Gi0poenacto3y y HOBOHAPOKE-
HuX. Tak y m10AiB 13 4ETBEPTUM 1 II'ITUM TUTIAMU
JIII y mopiBHSHHI 13 TPETIM THUIIOM E€HIOKap/I
Mae OUTBII BHOPSAKOBAHY CTPYKTYpPY KOJIareHo-
BUX BOJIOKOH, 3a0apBJIEHUX Yy CHHIM KOIip, fK i
B HOBOHAPOKEHUX. AJIe y HOBOHAPOIKEHHX
€H/I0Kap/1 BiIPi3HABCS O1BIIOI0 TOBIIUHOIO, O-
piBHSHO 3 eHaoKapaoM 1ofiB (Zakharova et al.,
2021). TakuM YMHOM, TATOMOP(HOIIOTIUHI 3MiHU
y (}ibpo3zoBaHOMy eHIOKapni CBiAYaTh MpoO Iie-
plon BUHMKHEHHs ocTaHHboro. Y rpymi JIII i3

ISSN 2786-6661
eISSN 2786-667X

eHjoKapaiadTbHuM  (10poenacTo3oM CIocTepi-
raBcsi epepo3MoT MIapiB ry0d4acToro Ta KOM-
MaKTHOTO MIOKap/iiB, SKUI MPUTaMaHHUA paHHIM
eranam eMmOpioreHesy. TakuM 4YWHOM, Y TIIOMN-
nazoBanux JIII i3 ¢iOpoenacTo3oM BUSBISIOCS
MOCTYTIOBE 3MEHIICHHSI YaCTKU TPabeKyIsIpHOTO
miokapay Bix IV mo V i no I Tuny 3a paxyHox
HApOCTAHHS YaCTKH KOMITAKTHOTO MiOKapay 3i
30impmenHsaM nopoxkauHu JIUI. Jlakynapuuit
tun JILI noxiOHmiA 10 eMOpiOHAIEHOTO CepIls Ha
4 TWXKHI TecTallll 3 HEYIIUIbHEHUM MIOKap/ioM y
BUIVISAL CITKM Tpabekyn. di6poenacto3 mpusBo-
B JI0 3pOIIyBaHHS TpaOekynd 1 (GopmyBaHHS
YUCJICHHUX MOPOXHUH Ta 3armooiraB ¢GopMyBaH-
HIO KOMIAKTHOTrO mapy Miokapay. Cepiie naky-
HapHo-1wIiHApuyHoro tumy JIII monibue mo
cepls Ha 6-My THIKHI recTalii, KoJiu IoYnHanacs
PEKOHCTPYKIisl TpabeKys Ta yUIiIbHEHHS 3 (pop-
MYBaHHSIM MiOKapAy KOMIIAKTHOTO THIY Y 30B-
HitmmapoMy mapi. Humingpuananii Tam JILI 3a Oy-
JIOBOIO aHAJIOT1YHUHN 10 eMOpIOHAJIbHOTO cepls
Ha 9 TWXKHI recTamii 13 3aBepUICHUM YUIUIbHEH-
HSM MiOKapay Ta c(hopMOBAHOKO MOPOKHUHOIO.
di6poenacTo3 y OCTaHHIX JBOX THIIAX 3amooiras
PO3ILIEHHIO TPaOeKyl Ta YIIITbHEHHIO KOMIAK-
THOTO MiOKapja Ta BIpOTriHO, OyB (axTopom,
110 «(ikcyBaB» pi3HI eTanu eMOpioreHesy cepiist
(Savchuk, 2020).

Ha nymKy neskux BU€HHX, NMPUYUHOIO BH-
nukHeHHs CJII'C 6e3 ¢ibpoenactoldy € 3MileHHS
BJIIBO MallOyTHHOI MDKIUTYHOYKOBOI MEPEropo-
KH B emOpiorenesi. BignoBigHo 1o maromopdo-
JIOTIYHUX 3MiH MPU [IHOMY BUHUKAE IIUTAHOIIO-
nioHo-rinmomactuuauid Tin JIII. OmgHak mosiBy
HIUTMHONOAIOHO-TINEPTPOPIYHOTO THIY MOXKHA
MOSICHUTU 3MIIICHHSIM B eMOpioreHesi mepero-
POZIKH 3araJlbHOTO apTepialbHOro CTOBOypa, 110
BUKJIMKAJIO HAMEHIINH cTymiHb rinoma3ii JIII
(Zakharova et al., 2021).

Ilpoobnemu nikyeanvHoi makmuxu

BusiBnenns maromopdosnoriunoro tumy JIII
npu CJII'C e moxnmuBuM Tipu Y 3-10CTiIKEeHH]
e 10 22 twxHA recraii. Lle gae 3mory He nuie
BCTaHOBHTH BaJly PO3BUTKY, a i mepeadaunTu He-
CIPUATINBI HACIIKN Ta MEpepBaTH BariTHICTb.
Takok HEOOX1THO BU3HAYUTH JIOIUIBHICTH 1 Pi3-
HOBHJ XIpypriuyHOi KOpeKIii: mporeaypa Hopsy-
na abo QetaspHa aopTajbHa BaJIbBYJOIUIACTHKA
(BUKOPUCTOBYETHCS B TIEPEIOBUX KIIIHIKAX CBITY).
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CropustnuBi pesyasraru npouenypu HopByna Bu 3 HOPManbHOIO CTPYKTYpOIO MiOKapja JIiBOTO
onucani pociigaukamu (Zakharova et al., 2021) mTyHOYKA, 11O MOB’S3aHO 3 IEBHUMHU PU3UKAMH
npu HaiiMeHmmx posMipax JIII (I ta IV tunu). nns matepi Ta mnoga. [Ipu npenaranbHOMY BUSB-
Jns  deranbHOi aopTanbHOI BalbBYJIOIUIATUKK  JICHHI THIIIB JIIBOTO HITYHOYKA 3 (h16poenacTo3oM
nouiieHo BukopuctoByBat JILUI II Tumy 3aBas- Ta qucmiasiero MioKapaa MOXIJIHMBO PEKOMEHJY-
KM HaliMEHIIOT CTYIEHI rinoIuiasii Ta HOpMalbHOI  BaTH OaThbKaM IepepuBaHHS BariTHOCTI y 3B’ A3KY
cTpykTypu Miokapaa. Lllnynouku III Ta V TUMIB 3 MPOrHOCTUYHOO HECTIPHUSITIAUBICTIO 1X 715 Oy/Ib
3aBIISIKM BITHOCHO BEJIMKUM po3MipaM Ta ¢pidpo- SKOTo BUAY XipypriqHOi KOPEKIIii.

€J1aCTO3Y € MPOTHOCTUYHO HECHIPUSTIMBUMHU JIJIS dinancyBaHHs

Oy/b SIKOTO BUAY XIPYPIiuHOTO JIIKyBaHHSI. @®iHaHCOBOT MIATPUMKHU BiJl Iep>KaBHOI, IPO-
BucHoBkH MaJICbKOT 200 KOMEPIITHOT opraHi3allii s cTarTs
3 ommdy HAayKOBMX JIKepes BIOMO, IO He oTpuMala

CJIT'C € ckiagHO0 BPOIKEHOIO BaJIOK0 cCepld 3 Konduikr inTepecin

100% cmepTHICTIO 6€3 XipypriyHOTrO JiKyBaHHS. ABTOpH 3asBJISIOTH MPO BiJCYTHICTH MOTEH-

VYenix JiKyBaHHS 3aJ1€KaB Bijl MONEPEHBOro 10- LIHHUX Ta SBHUX KOH(IIIKTIB IHTEpECiB, OB’ s3a-
CJIIJDKEHHSI Ceplld Malli€eHTa, a caMe BCTAHOBJIEH- HUX 3 PYKOIIHCOM

HS TATOMOP(}OJIOTIYHOTO TUITY JIIBOTO IIUTYHOYKA, 3rona Ha myOaikaniro

3MIHHU Yy SIKOMY OOYMOBIIIOBAJIM BUOIp JIIKyBaIb- Bci aBropu 03HaliOMIICHI 3 TEKCTOM PYKOTIHCY
Hoi Ttaktuku. Ilpouemypy HopByna, cyTHiCTH Ta HaJgand 3rofy Ha HOTo ImyOIiKaIito

SIKOT IOJIATaNa y BUKIIFOYEHHI 3 KPOBOTOKY JIIBOTO ORCID ID Ta BHecoKk aBTOpiB

NUTYHOUYKA Ta 3a0e31eUeHHs KPOBOOOITY €TMHUM (A, B, C, D, E, F) Kucherenko Anastasiia

MPaBUM IIIYHOYKOM, JOIJIBHO MPOBOJUTH Ha 0000-0002-7218-0253 (A, B, C, D, E, F)
CepIiX 3 MaKCHMMAaJIbHO TiNomia3oBaHUMU JTiBU- Savchuk Tetiana

MU [IUTyHOYKaMH, 1[0 3MEHIITYBAJIO HAaBaHTAKEH- A — Research concept and design, B —
Hs Ha IpaBuii HUTyHOUOK. Bigkputum mumaerscst  Collection and/or assembly of data, C — Data
MUTaHHS PO BIPOBA/DKEHHS (eTanpHOl Xipyprii  analysis and interpretation, D — Writing the
JUIL TIPOBENEHHS aoprajibHOi BasibBynoruiacTu- article, E — Critical revision of the article, F —
KM TIpH HaMEHIN TimoruiazoBanux Tumax Oymo- Final approval of article
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Abstract: hypoplastic left heart syndrome is a complex congenital heart defect caused by a disorder
of embryogenesis with the formation of mitral and aortic valve defects (atresia and/or stenosis) and hy-
poplasia of the left ventricle. The purpose of the work was to carry out a review and analysis of the sci-
entific literature on the etiology, pathogenesis, morphogenesis, classifications, embryogenesis, existing
methods of treatment of the defect. The analyzed data from Ukrainian and foreign literature were pub-
lished in PubMed in the period 2014-2023. The results of the review indicate a 100% combination of hy-
poplasia of the left ventricle with defects of the aortic and mitral valves. In addition, the type of structure
of the hypoplastic left ventricle depended on the combination of valvular defects (atresia or stenosis).
There is no generally accepted classification of the syndrome in the literature. Five pathomorphological
types of the left ventricle are described, depending on the shape of the cavity, the structure of the wall,
the presence or absence of fibroelastosis: type I — slit-like hypoplastic (18.2%), with maximum hypopla-
sia of the left ventricle and the absence of endocardial fibroelastosis, which was always combined with
arterial atresia and mitral valve. Type Il — slit-like hypertrophic (19.2%), was characterized by the least
hypoplasia of the left ventricle and correct architecture of myocardial fibers, absence of fibroelastosis,
met with stenosis of both valves. The formation of the pathomorphological type with fibroelastosis of
the endocardium depended on the diameter of the opening of the mitral valve, with the largest opening,
type 11l - cylindrical (42.4%) was formed. Type IV (lacunar; the cavity is represented by numerous lacu-
nae (6.1%)), was accompanied by myocardial dysplasia, resembling a non-compact myocardium, was
formed at the smallest mitral opening, and type V — lacunar-cylindrical (14.1%), a cavity in the form of
trabeculae and lacunae with expansion in the basal parts of the heart. In types with fibroelastosis, the
aortic valve was always atresed. Conclusions: hypoplastic left heart syndrome is a complex congenital
heart defect with 100% mortality without surgical treatment. The success of the treatment depended on
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the preliminary examination of the patient's heart, namely the establishment of the pathomorphological
type of the left ventricle, changes in which determined the choice of treatment tactics. The Norwood
procedure, the essence of which was to exclude the left ventricle from the blood flow and ensure blood
circulation by the only right ventricle, is advisable to be performed on hearts with maximally hypoplastic
left ventricles, which reduced the load on the right ventricle. The question of the implementation of fetal
surgery for aortic valvuloplasty in the least hypoplastic types of structure with a normal structure of the
left ventricular myocardium, which is associated with certain risks for the mother and the fetus, remains
open. When types of left ventricle with fibroelastosis and myocardial dysplasia are detected prenatally,
it is possible to recommend termination of pregnancy to the parents due to their unfavorable prognosis
for any type of surgical correction.

Keywords: Hypoplastic Left Heart Syndrome, Endocardial Fibroelastosis, Hemodynamics, Con-
genital Heart Defects, Left Ventricle.
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