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Hocsia XipypriuHoro nikyBaHHsl cknagHux ¢opm aHomanii E6wireiiHa
MEeTOAOM reMOAMHaMIUYHOI KopeKLuii

Pe3rome. AHoMaJtist EGIiTeiHa € piAKICHO i CKJIaZIHO0 BPO/IPKEHO Ba/IOK0 CePlis, 3 MOMUPEHICTIO Big 4 0 7 BU-
nazakiB Ha 100 Tuc. Hapo/»KeHuX *KUBUMHU. Ha 11boMy eTani po3BUTKY Xipypril Bpo/pKeHUX BaJ, cepls JOCATHY-
Ti 3HAaYHi ycnixy y HawoMy po3yMiHHI Ta JiikyBaHHI aHOMautii EG1TelHa, MpoTe TaKTUKA JIIKYBaHHS CKJIAJHUX
$opM, 0co6/1MBO y TIEPioA TPYAHOrO BiKy Ta paHHbOTO JUTHHCTBA 3a/IMIIAETHCS BiIKpUTOI0. Yepes 3HauHy de-
HOTUIIOBY reTepOreHHICTb JIiKyBaHHs aHoMaJlii E6ITeliHa 3HaYHO BiJIpi3HAETHCS y MAliEHTIB i 3a/1€XKUTH Bij
6araTbox $aKTopiB, siki NOTPeGyIOTh KOMIJIEKCHOTO Migxoy. Bubip Metoay xipypriuHoi kopekiii 6e3nocepes-
HbO 3aJIeXKUTb Bi/l aHATOMIYHUX 0COGJIMBOCTEMN: CTyNeHs AUCIIa3ii, 06epTaHHS Ta 3MilLeHHS TPUKYCIiJaJIbHOTO
KJIallaHa, CTyNeHs aTpiajisalii IpaBoro MWJIyHOYKa, TOEJHAHHA 3 IHIIUMHU BpO/KeHHMHU BaJlaMU ceplid Ta BUpa-
»KEHOCTi reMOZJMHaMI4YHUX TOPYLIEeHb.

MeTa AoCaiAXKeHHs - OL[iHUTH NepioneparliiiHi XapaKTePUCTUKH y Nali€HTIB 3i ckJIagHUMU opMaMK aHOMaUTiT
Eb6uTeiiHa, 6e3nocepeHi Ta BiiaseHi pe3ysbTaTH Mic/s reMOAMHAMIYHOI KOpeKIil.

Martepia/im Ta MeTOAU AOCAiKEeHH. 3a nepiox 3 1996 no 2022 pik y 1Y «HaunioHanibHUN IHCTUTYT cepLeBo-
cyauHHoOI Xipyprii imeHi M. M. AMocoBa HAMH Ykpainu» BUKOHaHO NiBTOpallJIyHOYKOBY KOpekKIito y 18 narjieH-
TiB 3i ckslaiHUMU popMamu aHoMautii E6iTelina. [TanieHTiB yost0Bivoi cTati 6ys10 12 (67 %), xkiHouoi - 6 (33 %).
MepaiaHa BiKy marieHTiB Ha MOMeHT omnepauii cranoBua Me = 30 mic. [3,5; 312]. OCHOBHUM MeTOJOM JiarHoc-
TUKH Yy BU3HAYEHHI Baiu Ta OLliHIOBaHHI 6e3nocepeiHiX i BiaganeHuX pe3yabTaTiB 6y/10 exokapaiorpadiune go-
CJIi/pKeHHs Ta 30H/lyBaHHs MOPOXXKHUH ceplid. [1106 sikicHo oniHuTH nepionepariiiiHi, 6e3nocepeaHi Ta BiaganeHi
pe3y/IbTaTH AJ1s1 BUSHAYEHHSI ONTUMaJIbHOI TAKTUKU ¥ TepMiHIB oepaTUBHOI'O BTPY4YaHHs, 3a06iraHHS MOX-
JINBUM YCKJIaJIHEHHSIM YCiX MalieHTiB noAin/IM Ha JBi BikoBi rpynu: [ rpyna - 9 manieHTiB BikoM 10 2,5 poky
(50 %), I rpyna - 9 nauienTiB BikoM noHaz, 2,5 poky (50 %).

PesynbraTu gocaijkeHHs. Y nicasonepaniiiHomy nepiogi BigzHadanu 2 (11 %) seTasbHUX BUNAAKUA B 060X
rpymnax. ¥ BCix IoMepJ/iMxX Nali€HTiB NIPUYMHOIO JIETAJbHOCTI CTajla rOCTpa ceplieBa Ta rocTpa JuxajlbHa HeJo-
CTaTHICTh. AHaJIi3 mic/sionepaniiHOro nepio/ly MokasaB HOpMaJibHi pe3y/sbTaTH y TaKikd KOTOPTi HaJCKJIaJHUX
naunieHTiB 060x rpyn. OfHak 6isbln cTabiibHUM nepebir Bijj3HavyaBcs cepef nalieHTiB | rpymny, npo mo cBia-
4YaTb CTAaTUCTHUYHO J0CTOBIpHI IMpHY NOKA3HUKIB TPUBAJIOCTI IUTYYHOI BeHTU/IALII JlereHb, NepebyBaHHA y BiA-
JiseHHI peaHiMalii Ta iIHTeHCHUBHOI Tepanii, cTanioHapi, cepeAHbOI 03U CHMIIATOMIMETUYHOI MIATPUMKHU Ta il
TPUBAJIOCTI, 3arajJbHOI TPUBAJIOCTI eKkcyjaLii B rpynax nopiBHsAHHS. HeyckaazgHeHn# nepe6ir paHHbOro mic/s-
oneparniiiHoro nepioany cnoctepiranu y 8 (44 %) nauienTis. Y pewtu 10 (56 %) nanieHTiB 060X rpyn Bij3HaA4YaIH:
I rpyna 3 (33 %) nauienTu - 7 ycknaaHensb; Il rpyna 5 (55 %) nauienTis - 13 yckaagHeHb. [IpuBepTae yBary ro-
CTpa ceplieBa HelOoCTaTHICTD y 5 nanieHTiB: [ rpymna - 2 nanienTy, Il rpyna - 3 nanieHTH BiANOBi{HO, siKa MOTpPeby-
BaJla BUCOKHX [I03 Ta TPUBaJIOl CUMNIATOMIMETUYHOI NiITPUMKY Ta y 2 MaLi€HTIB CTaJla NPUYNHOIO JIeTaJIbHOCTI.
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(https://creativecommons.org/licenses/by-sa/4.0/).
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BpopykeHi Bagu cepus

CepeaHili nepio/ ciocTepexeHHs cTaHOBUB 45 MicsniB [6; 190]. 3a yac cnoctepexxeHHs cepef, 13 (72 %) nanieH-
TiB 060X rpyI JIeTaJIbHUX BUNAAKIB He criocTepirany, 3 3 (17 %) nauientamMmu 6yB BTpadeHUM 3B'a30K. [lopy1LieHb
y dyHK1iOHyBaHHI JBOHANPaBJE€HOI'0 KaBaNyJbMOHAJIbHOTO aHACTOMO3y He 6yJ0, IPOTEe BiJJHOBJIEHHSI CUCTO-
JliyHol GyHKLII npaBoro miyHo4ka Bigoysnocsa anue y 8 (44 %) nauienTis. TpukycnifanibHa HeJOCTaTHICTb Oysa
MiHiMasibHa B 5 (28 %) nauieHTiB, noMipHa -y 6 (33 %), BupaxeHa -y 2 (11 %) nauieHTiB.

BucHOBKHU. BusHaueHHs1 TaKTHUKU JIIKyBaHHS ckJaJHUX popM aHoMauii E6iuTeliHa € cepiio3HOI0 MPo6IeMOoto ¥
nayieHTiB pi3HOro BiKy, 0CO6JIMBO B HOBOHAPO/KEHUX Ta HEMOBJIST, Uepe3 BUPaXKEHY AUJIaTallilo Ta CUCTONIYHY
JUCcOYHKIII0 MPaBoro LIJIyHOUYKA, pi3Ke 3MeHIIeHHs] CUCTEMHOr0 BUKHUJY 3a paxyHOK 3MiHM reoMeTpil JliBoro
HIJIyHO4YKa. MeTo/jMKa NiBTOPALJIYHOYKOBOI KOpeKIil ToKasye y»ke 6araToobilsamwodi pe3yibTaTH i MOXe CTaTH
MeTOAUKOI BUOOPY AJIS NALiEHTIB 3 BAXXKUMHU GopMaMu aHoMaJlil E6LiTeliHa Ta BUpaXKeHOI0 NIPAaBOILIYHOYKO-
BOIO HEJIOCTATHICTIO.

Kawuoesi cioea: epodsceni adu cepysi, mpucmy/akoeull KAanaH, ampiaaizayis npagozo wayHouKka, mpukycnioaib-

Ha HedocmamHicms, NieMoOpawWIYHOUK08a KOpeKYis, 080HaNpasaeHull Kagany/AbMOHAAbHUL AHACMOMO3.

Beryn. Anomanis E6mreiina (AE) € pigkicHoro i
CKJIa/IHOI BpO/KeHow Bajoto cepus (BBC), 3 mommupe-
HicTIO Big 4 fo 7 BunazgkiB Ha 100 THC. HAPOJKEHUX KU-
BuMH [1]. Bnepiue 111 Baga cepis 6ysia onvcaHa Bisbresb-
MoM E6urteiinom y 1866 poui micsis po3tuHy 19-pivHoro
naui€eHTa, IKUM MoMep Bif ceplieBoi HEJOCTATHOCTI BHa-
CIiZ0K TPUBAJIOTO LiaHO3Y Ta CepleOUTTs B aHaMHe3i [2].
[Ipu AE aHOMasIbHUN PO3BUTOK TPUCTY/JIKOBOTO KJIalaHa
(TK) yacTo acoriloeThCS 3 NATOJIOTiE€0 MPABOTO HIJIYHOY-
ka ([1II) Ta Moxke MPU3BECTH [0 KacKaJy acouilioBaHUX
CTPYKTYPHHUX aHOMaJIil. Ha iboMy eTari po3BUTKY Xipyp-
rii BBC focArHyTO 3HaUYHUX YCIiXiB Y HAlIOMY PO3YMiHHI
Ta JikyBaHHiI AE, mpoTe TaKTuKa JIiKyBaHHSl CKJIaJHUX
¢dopmM, ocobiuBo y nepiox rpyaHoro Biky (3 11 aHiB g0 1
POKY) Ta paHHbOTO JUTHUHCTBA (3 1 0 3 pokiB), 3aynuia-
eTbcs BigkpuToro [3]. s AE xapakTepHUM € HeIOCTAaTHE
BigmapyBaHHsa TkaHuHM TK BiJ Miokapza LIyHOYKIB mij,
yac eMOpioreHesy, 1[0 NPU3BOJUTh 0 06EPTATBHOTO 3Mi-
LeHHA WApHIPHUX TOYOK CEeNTa/lbHOI Ta 3a{HbOI CTYJI0K
Bil aTpiOBEHTPUKYJISIPHOrO 3'€AHAHHS 10 BEPXiBKH, IPU
HOpPMaJIbHOMY I10JIOK€HHI LIapHIpHOI TOYKMU NepesHbOl
CTy/NKU. Y GinbiocTi namieHTiB 3 AE cenTanbHa Ta 3aZjHs
CTYJIKM 3a3BUYall MaJieHbKi, AUCIJIACTUYHI, HA BiAMiHYy
Bifi mepeHbOI CTYJIKH, siKa MOJOBXKYEThCS, OJHAK QYHK-
i 11 iHKOJIM TaKoX MOXKe OYTH IMopylleHa Yepe3 HasiB-
HicTb XopAanbHOTro 3B’s13yBaHHA [4]. KomneTenTHicTh TK
3a/IeXXUTh Bif CTyneHs o6epTaHHSA Ta 3MillleHHs Kiablsd
TK B nopoxnuny Il i Moxke 3MiHIOBaTUCA B IIHMPOKUX
Mexax Bif He3HauHOI perypriTauii a6o ii BizcyTHOCTI 10
BUpaxkeHoi perypriTtarii. Lle#i mpoijec TakoX IPU3BOAUTH
no nopymeHHs ¢ynHkuii [T 3a paxyHok aTpianisauii iioro
YacTUHY, 1[0 PYHKIIOHYE K YacTUHA MOPGOJIOTiHHOTO
npaBoro nepegcepas (I111) i ckiagaeTbes 3 TOHKOCTIHHO-
ro miokapga IM1I. Knacudikysatu AE Baxkko uyepe3 mupo-
KU crieKTp aHoMastii. [lepiiy cnipo6y 3po6us Carpentier
et al. [5] i 3amponoHyBaB YoTUpH cTymeHi: 1) Tun A - mne-
penHsl CTy/JKa BeJHKa, BIIbHO PyXa€ThbCs, o6JiTepanis
MDXXXOPAAJbHOTO MPOCTOPY BifcyTHS abo obOMexeHa 3
BIJIbHUM IlepejHIM KpaeEM MiX IepejHbOCENTaJbHOI |
nepejHbOJIATEPAJbHOK KOMiCypaMHu. 3CyB CeNTaJbHOI

Ta 33HbOI CTYJIOK MOMipHUH, aTpiasizoBaHa KaMepa He-
BEJIMKA, 3 TOBCTOI0 CKOPOYYBa/JIbHOI CTiHKOIO, 06’'eM [11II
JlocTaTHil; 2) Tun B - nepeiHsA cTy/IKa BeJIMKa, BI/IbHO py-
Xa€EThCA, 06J1iTEpallis MiXKX0PAAJIbHOTO MPOCTOPY BiAcCyT-
Hs 260 o6MexxeHa. HasiBHe BupakeHe 3MillleHHS 3a/[HbOT
Ta CEeNTa/IbHOI CTYJIOK, OCTaHHI 4acCTo € TilONJIaCTUYHHU-
MM Ta NPUJIATAIOTh O CTIHKMU LIJIyHO4YKa. ATpiasizoBaHa
KaMepa BeJIMKa, 3 TOHKOI $i6p0o3HO-M'I30BOI0 CTiHKOIO,
sika He ckopouyeThbcs, [T manenbkuit; 3) Tun C - nepe-
JIHSL CTYJIKA Ma€ OOMEeXeHUU pyX YHacCHifok ob6siTeparii
MIXKXOpZAaJbHUX NIPOMIXKKIB, IPUKPINJIEHHH 1i HUXKHbBOTO
Kpar 10 LIyHOUKa Ta Gi6GpO3HUX TAXKIB, 1[0 TPUKPITLIIO-
I0Tb BEHTPUKYJISIPHY CTOPOHY KJlallaHa Jlo BOTHMILA. 3a-
JIHbOJIaTepasibHA Ta NepeJHbOCENTalbHa KOMicypH [o-
Ope OKpecseHi, OCTaHHI CIYyryIOTh 3B’I3KOM MiX mepef-
cepzHoto KaMmepor Ta [III. Cnocrepira€Tbcs BUpaxkeHe
3MilleHHA 3aJHbOI Ta CenTaJbHOI CTYJOK, AKI MOXYTb
O6yTu pi3ko rimomsacTUYHUMHU. ATpianizoBaHa Kamepa
BeJIMKa, 3 TOHKOK CTIHKOO, 110 He cKopouyeTbcs, [T
Jly’Ke MaJIuH, Koro CKopodyBaJibHa 3/JaTHICTb MOXe Oy TH
3HWKeHa; 4) Tun D - mepeHs CTyJIKA YaCTKOBO CllasiHa
3 TpabeKy/sIpHOI0 YaCTHHOK NPABOTO IIJIYHOYKa, MiXk-
xXopAasibHi npoMixkku ctepTi. lllnyHouykoBUM Kpall Kiia-
NaHa NMPUJIATaE 0 LIJIyHOUYKa pa3oM i3 NpHUJIerso cen-
TaJIbHOIO Ta 33/IHBOI0 CTYJIKaMU. TKaHUHA CTYJIOK MOLIU-
PIOETHCS Ha TPUCTY/IKOBE Kijiblle i CTBOPIOE TaK 3BaHUU
«TPUCTYJIKOBUM Miliok». CrosiydyeHHSI MK ¢$i6po3HUM
MimkoMm (nepezacepaam) i [ gocsaraeTbcss o6MexyBasib-
HUM OTBOPOM y Micli INepefHbOCENTaJbHOI KOMIiCypH.
CriHka MJIYHOYKA, [0 Kol npussirae Gpibpo3HUN MILIOK,
TOHKa i moraHo ckopoT/iuBa. OHaK 1 Kjaacudikallis Mae
CBOi 0OMeXXeHHs, TOMY 1[0 Pi3Hi KOMIIOHEHTH aHOMaJlii He
0060B’sI3KOBO CHIiBBiJHOCATBHCSA 3 QYHKIIOHATBHOIO BaXK-
KiCTIO 3aXBOPIOBAHHA.

Celermajer et al. onucanu exokapgiorpadiuny (ExoKI")
oniHKy /51 HoBoHapomkeHux 3 AE «The Glasgow Out-
come Score Extended Score grade 1-4». Baxkictb AE
oliHIOBasacs Nmpu obyucjaeHHI KoedilieHTa 06’€qHaHOT
ot I11 Ta aTpianizoBanoro I go 06’egHaHOl Mo
JliBorO nepejcep/s, jgiBoro uvtyHouka (JILI) ta pyHkiio-
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HasbHOro Il y BUmIAAi 4OTUPbOX KaMep HaNpPUKIHLI
JAiactonu. CniBBiHOLIEHHS BU3HAYAIOTh YOTHUPHU CTYIEHI
HapocTawuol BaxKocTi: 1-# cryniHb, KoedinieHT < 0,5;
2-# ctyniub - 0,5-0,99; 3-i cTtyninb - 1-1,49; 4-ii cTy-
minb - > 1,5 [6].

Dearani et al. 3anponoHyBa/iMi HOBY KJjacudikarito
BiZIMOBIIHO /10 IBOX pi3HUX mifxoAiB. [lepuinii — Ha OCHOBI
ExoKTI-ouintoBanHs, AE ki1acudikyeTbcs Ha erKy, momip-
Hy a6o Baxky. Lle# miaxia mopibuuit no kiaacuoikauii, mo
BUKopuUcTOBYeTbCA A5 ExoKI KinbkicHOro onjiHioBaHHSA
MiTpaJsibHOI perypritanii. OjHaK BOHH ONMUCYIOTh 110 KJIa-
cudikalilo K HETOUYHY Ta Cy6e€KTHUBHY. Jpyruil migxisn
po3rig/ae TOYHy aHaToMilo Bcix Tpbox ctysok TK, ITHI i
[1I1, B pe3ynbTaTi yoro po3spisusatots AE [-IV Tuny [7].

Yacto AE moepnyetbca 3 iHmnMmu BBC. Mixnepen-
cepaHe 3'€JHaHHA ¥ GpOpMi BiJKpUTOTrO OBaJIbLHOTO BiKHA
a6o gedeKTy MixIepeacepAHOI MeperopojKy, HasBHI B
6isbmocti manieHTiB. CTeHo3 abo aTpe3is KjamaHa Jie-
reHeBoi apTepii (JIA) BusBasgeTbcsa y 30 % manieHTiB, gKi
3BEpTalThCA B paHHbOMY Billi. [lopylieHHS pUTMy cepus
3ycTpivatoTbcs fo 38 % BunagkiB y nanieHTiB 3 AE, BU-
HUKAIOTh 32 PaXyHOK /10/JaTKOBUX UIJIAXIB NPOBIAHOCTI Ta
NIPU3BOAATL A0 aTPiOBEHTPHUKYJIAPHOI MMOBTOPHOI Taxi-
kapaii. Kpim Toro, 3HayHO pifjlie TpanisoTbcs aHoMatil
JIII, 30kpeMa HekoMIakTHUH Miokapz JIII (18 %), npo-
Jlarc MiTpajbHoro kJjanasa (15 %), qucniasis MiTpasnib-
Horo kJianaHa (4 %) Ta ABOCTYJIKOBUH a0pTaJbHUM KJla-
naH (8 %) [8].

[lepencepaHi apuTMil € JpKepesoM 3HAYHOI 3aXBOPIO-
BaHOCTI B maljieHTiB 3 AE Ta po3BUTKOM Oy/b-s1KOi HOBOI
a”HoMaJlii pUTMYy Ta MOBUHHI CHOHYKATH [0 KOMIIJIEKCHO-
ro OLIHIOBaHHS CTPYKTYpHOI ¢yHKIII Ta enekTpodizio-
JIOTIYHOTO oOLjiHOBaHHA. [lalieHTiB 3 nepeacepAHUMU
aApUTMISMHU, 0AATKOBUMHU MPOBiIHUMH IIJISIXaMU ab0 aH-
THUAPOMHHMMMU LLJISIXaMU [IPOBiZIHOCTI CJ1i4 HANPaBAATH Ha
KaTeTepHy abJisnito [9]. HaBiTh 3a BifcyTHOCTI KJ1iHiYHOT
apuTMii, esiekTpodisiosioriyHe JoCTiPKEHHS CTiI PO3TJIs-
HYTH TIepej; ollepalli€lo, OCKiJIbKU MpOBeJeHHs abJIsIil
MOXKe OYTH CKJIaZJHUM a60 HEMOXKJIMBUM MicJIsI omepariil.

Yepe3 3HauHy QEHOTUIIOBY reTEPOTEHHICTD JIiKyBaH-
Ha AE 3HauHO Bifipi3HAETBHCA y MaLi€eHTIB i 3aJeXXKUTh
BiJi 6araThox GakKTOpiB, fKi MOTPEOYIOTh KOMIJIEKCHOTO
nigxoAy. bescMMnTOMHI MalieHTH CTAaHOBJATH GiIBLUIMN
BUKJIMK, TOMY PyTHHHe KJiHiuHe Ta ExoKI-mocaigxeH-
Hsl Ma€ BiZi0yBaTHCa KOXKHI 1-2 POKHU cepesi NALiEHTIB i3
JIEIKOXO Ta NOMIpPHOI0 TPUKYCIiAAJIbHOK perypritauieto i
36epexxeHoto ¢yHkIier I a6o koxHi 6-12 MicaniB ais
NALIEHTIB i3 BAXXKOI TPUKYCHIJAJIbHOIO perypriTtalieo,
AKI 1lle He BIAIOBIJAIOTb KpUTepiAM [Jsl XipypriyHoro
BTpy4aHHs [10]. [sig TUX nalnieHTiB, XTO Ma€ CUMITOMH
a60 3acTiliHy ceplLeBy HEJOCTATHICTb 3 MPOTPeCyYolo
nuchyukuiero I i, iMoBipHO, y nmauieHTiB, sKi JeMOH-
CTPYIOTb 3HWXXEHHS MPOAYKTHUBHOCTI NpPU TECTyBaHHI 3
$i3MYHUM HaBaHTaXKeHHSM, XipypriuHe BTpy4YaHHs € [[0-
peuyHuM. Ilicnda moaBu NOKasaHb [0 XipypriyHoro BTpy-

YaHHS CJIiJi TPOBOJUTH pPaHHE BTPY4YaHHS, He3aJIeXKHO
Bif XipypriuHoi crparerii, 06 YHUKHYTH 3pOCTaHHS
3aXBOPIOBAHOCTI Ta CMEPTHOCTI uepe3 BiACTpOYEHHHA
BTpy4aHHs [11]. Bubip MmeToay xipypriuHoi Kopekuii 6e3-
MoCepeIHbO 3aJIEXKUTh BiJj aHATOMIYHUX 0COGJIMBOCTEMN:
cTyneHs Auciiasii, obepranns ta amimenHs TK, crynens
aTtpianizauii [T, noegHanHsa 3 iHmwumu BBC Ta Bupaxe-
HOCTI reMOZIMHAMIYHUX NNOpyLIeHb. PafiuKkanibHa onepanis
a6o ABoUTyHOUYKOBA Kopeklis (biventricular correction)
BKJIIOYAE IJIAaCTUYHI KJ1anmaHo36epiraroyi oneparii Ta/a6o
npote3syBaHHsA TK. IlepefoBi kapgioxipypriuHi LieHTpHU
JIeMOHCTPYIOTh [TIOKpalleHy JOBTOCTPOKOBY BUKMBaHICTh
nicns niactuku TK mopiBHsIHO 3 mpoTe3yBaHHaM [12]. Y
pasi nmorpaHuyHoi MopdoJIoTii Y MaIiEHTIB 3 BaXKKUMU
dopmamu AE, fie HasiBHa 3HavHa aTpiasisanis [11I Ta iioro
AUcYHKIis, BUGIp MeToAy KOpeKIil € GibILI CKIaZHUM,
TOMY a/JbTEpPHATHUBOIO paJiMKa/bHIM Kopekuil Ta 0AHO-
IIJIyHOYKOBOMY ILJIAXYy MOXKe OyTH MeTOJ[, MiBTOpaLLIy-
Ho4ykoBOI Kopekuii (one and half ventricle repair) [13].
[liBTOpalJlyHOYKOBa KOPEKIisl € 4aCTUHOI TeMOJMHa-
Mi4HOI KopekIiii. BoHa ck/naaeTbca 3 JBOHANpPaBJAe€HOTO
KaBamy/JbMOHa/JbHOTO aHacTtoMo3y (/[IKIIA), npu dpopmy-
BaHHI KO0 3/111ICHIOETHCA Bi/iIBe/IeHHSA KPOBI B JIereHeBY
aptepito (JIA) TisibKU 3 6acelHy BEPXHBOI MOPOXKHHUCTOI
BeHH (BIIB), mo 3HmKye 06'eMHe HaBaHTaXeHHs Ha [111],
Ha [I0[aTOK /10 NOBHOTO BiIHOBJIEHHS BCiX BHYTPILIHbO-
cepleBUX Ba/, y LbOMY BUIaAKy miactuka TK [14].

MeTa AocCaigKeHHA - OLiHUTHU IepionepaniiHi xa-
PaKTEpPUCTHUKH y MaLi€HTIB 3i CKIaAHUMU pOpMaMU aHO-
Mauii E6mtelina, 6e3nocepesHi Ta BifjjasieHi pe3yabTaTu
Mic/a8 reMoAMHaMIYHOI KOpeKIIil.

Marepia/iu Ta MeTOAHU AOCAiAKeHHs. 3a nepioj 3
1996 no 2022 pik y 1Y «HanjioHasibHUI iHCTUTYT ceplie-
BO-CyAMHHOI Xipyprii imeHi M. M. AMocoBa HAMH Ykpa-
iHM» BUKOHAHO NiBTOPALLIYHOYKOBY Kopekuino y 18
namieHTiB 3i ckaagHuMu ¢opmamu AE. IlanieHTiB 9osto-
Biuoi crati 6yso 12 (67 %), xkiHo4oi - 6 (33 %). Megia-
Ha BIKy NALLIEHTIB HA MOMEHT olepauii craHoBus1a Me =
30 wic. [3,5; 312]. OCHOBHUMH KJIiHIYHUMH CUMITOMaMH
Ooynu nepudepuuHUH 1[iaHO3 Ha TJIi 3arasibHOI 6J1i10CTi,
nepudepryHi HAOPSIKW HIWKHIX KiHI[iBOK, FremaToMeraJis,
cepueBa HenoctaTHicTh [IA-IIB cT., 3HM>KeHa ToJiepaHT-
HiCTb /10 Gpi3MYHUX HaBaHTaXKeHb, QYHKIIIOHATBHUH KJ1ac
3a NYHA II-III. Bcim manienTam nepej, onepaitii€to, iHTpa-
omnepalniliiHO Ta y micasgonepaliiHOMy Iepiofii BUKOHY-
BaJIM 3araJIbHOKJIiHIYHI, 6ioxiMiyHi, 6aKTepioorivuHi m0-
CJi/PKEeHHS, 3aNIMCyBaJIM eJleKTpoKap/iorpadito, BUKOHY-
BaJIM peHTreHorpadiro opraHiB rpy/HOI KJITKH B MPSAMii
npoekuii. OfHUM 3 BaXKJIMBUX AiarHOCTUYHUX KPUTEPIiB
Oys10 BU3HAYEHHS, Bi[HOLIEHHS JliaMeTpa TiHi cepls BU-
MipIOBaHOTO B HaWOi/IbII BiAfaleHUX TOYKaX MPaBOro i
JIIBOTO KOHTYPIB ceplif 10 BHYTPILIHbOIO JiaMeTpa I'pyA-
HOI KJIITKH, 1[0 BUMIpPIOETbCS HaJ KylnoJiaMu JiadpparMu
npu npsiMii peHTreHorpadii opraiB rpygHoi KJIITKHA —
kapaioTopakasbHoro ingekcy (KTI) (pucyHok 1).
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Jnis miarHoctuku AE, oliHIOBaHHS Oe3MocepenHix i
BifiasieHUX pe3ysabTaTiB BUKopucTOByBaau ExoKTI-go-
Cai/pKeHHS Ta 30HJAyBaHHA NOPOXXHUH ceplid. BHecok no-
TOKY KpoBi i3 BIIB y cricTeMHH# KpOBOMJIUH 3MiHIOEThCA i
3a/1eXXUTb BiJ BIKYy AUTHUHU. Y TPYAHUH Nlepiof; BiH CTaHO-
BUTH 49 % 06’'eMy LUpKy/II0I040] KPOBI, ¥ AiTel B nepiox
PaHHBOTO AUTHUHCTBA Jocsarae 55 %, a misHime 3 po3Bu-
TKOM JUTUHU IMOCTYNOBO 3MEHIUYETbCA i, MOYWHAIOYU
3 Meploro nepiofy AUTHHCTBA, CTAaHOBUTH 35 %. Illo6
SIKICHO OIIiIHUTHU TepiomnepalliliHi, 6e3nocepeaHi Ta Bigaa-
JieHi pe3y/nbTaTH AJS BU3HAYE€HHS ONTUMaJbHOI TaKTH-
KU Ta TEPMiHIiB OllepaTHBHOTO BTPYYaHHs, 3aMobiraHHs
MOXXJIMBMM YCKJIQJJHEHHAM, BCiX Nali€HTIB NOAIINIM HA
ZBi BikoBi rpymnu: I rpyna - 9 manienTiB Bikom 0 2,5 po-
Ky (50 %), Il rpyna - 9 mauieHTiB BikoM moHapg 2,5 poky
(50 %). l'enpepHi Ta aHTpONOMETPUYHI JJaHi MALiEHTIB i3
3a3Ha4YeHHSAM MejiiaHu Me [MiH.; Makc.] y rpynax mopis-
HSIHHS J10 omepallii HaBeaeHi B Tabuuii 1.

TpaHcTopakaibHa ExoKI' € 0CHOBHMM MeTOJ0M Bi3y-
aJsizanii, AKUHA BUKOPUCTOBYETBHCA AJA JiarHOCTUKU AE
(pucyHok 2).

Tabnuusa 1

PucyHok 1. BusHaueHHs KTl y nauieHmie
3AE:A-KTI=76%;6-KTI=63%
IIpumimka. Heart diameter - pgiameTp cepug,
Chest diameter - giameTp rpyzfHOi KJIITKH.

Y Bcix aitTei nij yac npoBeaeHHs ExoKI' BuB4yaiu Mop-
¢dosiorito Ta KIHETUKY CTPYKTYp Ceplis, OLiHIOBAJIM 0CO-
6JIMBOCTI reMoZiJMHaMiKH: KiHIleBO-/iacToJiYHUH 06'€M Ta
KiHIeBo-AiacTomiunmi po3mip JIUI i I, ynapuuit 06’em
Ta KiHleBo-aiacTosiuyaui ingekc JIII, XBUIMHHUK 06'eM
KpOB0O0Giry, a TakoX po3MipH KJiamnaHiB, cToB6ypa Ta ri-
sok JIA. Ckopotausicts JII 6yna oniHeHa 3a MeTOA0M
Teiixoab1a, a ckopoTauBicTb [ - misixoM BUMiprOBaH-
He noka3Huka TAPSE (Tricuspid Annular Plane Systolic
Excursion, cucrosiude 3mimenHs maomuHu Kinbus TK).
Busnavanbuum ExoKI'-kpuTepiem AE € anikasbHe 3Mi-
IeHHs MapHipHOI TOYKH CENTaTbHOI a60 3a/{HbOI CTYJIOK
TK = 8 MM/M? miioli moBepxHi Tijsia, BUMipsiHOI Ha ami-
KaJIbHIA 4OoTHpUKaMepHil mpoekuii. BukopucroByBaBca
KOJIbOPOBHH i CIIEKTpasibHUH omJiep, 106 OLiHUTH pe-
rypritauiro Ha TK. ¥ manienTiB o60x rpyn Big3Havassacs
BUpaXKeHa TPHUKYCIifa/lbHa HeJOCTaTHICThb. [lopoxxHKHA
[I1 6ys1a 36i/bIIeHa 32 paXyHOK aTpiasi3oBaHOI YaCTUHU
[11II, a nopoxHuHa [ 3Ha4YHO 3MeHIIeHa B YCIX XBOPUX.
JIiBU# LIJIyHOYOK y BCiX NalliEHTIB MaB BiIHOCHO 3MeHIlIe-
Hy NOPOXXKHUHY Yepe3 CIJIoLieHy GopMy 32 paXyHOK Bif-

[eHdepHi ma aHmponomempuyHi 0aHi NAUIEHMI8 2pyn NOPIBHIHHS

| rpyna Il rpyna
MokasHuk (n=9) (n=9) p-value
XiHo4a 4 (44 %) 2 (22 %)
Crae uonosiva 5 (56 %) 778 %) <005
Bik, Mic. 20 [3,5; 26] 120 [34; 312] < 0,05
Maca Tina, Kr 12,5 [5,3; 14,5] 28 [10,5; 65] < 0,05
3picT, cM 75 [50; 91] 134 [84; 176] < 0,05
BSA, M2 0,42 [0,29; 0,63] 1,05 [0,48; 1,77] < 0,05
KTI, % 64 [55;72] 69 [59; 73] < 0,05

IIpumimka. Pi3HULA cTaTUCTUYHO 3Ha4y1a Ha piBHi p < 0,05 (t-kputepiit CTeiogenTa). BSA - nuonja noBepxHi Tisna.
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PucyHok 2. Exokapdioepagiyri ocobnusocmi aHomanii E6wmeliHa
IIpumimka. RA* - npaBe nepegcepas, aRV** — atpianizoBana yactuna 1111, TRV - cipaBxkHi 111,

XUJIEHHS] MDXKIIJIYHOYKOBOI MeperopojKy BHACAIA0K J1U-
Jatauii npaBux BigainiB cepugd. Jani ExoKI' y manieHTis
BIKOBHUX TPyl i3 3a3HAa4eHHSM MeJiiaHu Me [MiH.; MakKc.]
NOKAa3HUKIB 10 onepariii HaBeZileHO B TaOJIHIII 2.

[Ipu npoBeieHHi aHai3y NPUBEPTAIOTh yBary 36iJb-
IIeHHs1 KiHLeBo-AiacTosiyHoro o6'emy [IlI Ta Ginbimi
ctyninb arpiajizayii Il y naunieHTiB cTapiuoi BiKOBOI
IPyINH, L0 MOSCHIOTh GBI BOXKKWUN KJIiHIYHUH epebir
Ta 6e310cepe/HbO 3a/1eXKaTh Bifl CTyIeHs 3MillleHHS Kislb-
g TKy nopoxxuuny II1 i BUupaxeHOCTI TpUKyCHiJalbHOI
perypritauii. Po3noain nanieHTiB 3rifHo 3 Kyacudika-
nieto Carpentier [5] mokasasi B Ta6suni 3.

BpaxoByo4u 0co6JHMBOCTI KJiHIiYHOTO TneEpediry y
12 (67 %) nanieHTiB ABOX BiKOBHUX I'pyIl, J10 ONeparlii BU-
KOHaJIM KaTeTepu3allilo MOPOXKHUH cepls, A Oiabul

Tabnuug 2
ExoKT daHi nauieHmie 2pyn nopieHsIHHS

| rpyna Il rpyna

MokasHuk (n=9) (n=9) p-value
KO0 ML, mn 15[9; 33] 36,5[19;45] <0,05
KAP 1L, MM 17 [11; 41] 40[24;58]  <0,05
KAl MW, mn/m? 29 [20; 63] 28,9 [19; 70] 0,1
YO JILlW, mn 9,6 [5; 24] 22 [13; 38] < 0,05
®B N, % 67 [52; 85] 60 [51; 87] < 0,05
XOC, n/xs 1,191[0,68;4] 1,79[1,3;3,1] <0,05
KO0 ML, mn 78 [32; 88] 104 [90;118] <0,05
KAP ML, MM 31[27; 45] 42 [37; 54] < 0,05
TAPSE, MM 1,4[0,9; 1,5] 1,1[0,7; 1,2] 0,07
DOMELANTS 34 3S[L%S] <005
Z-score TK +2,5[-1,4;+3,5] +4,1[+1;+4,8] <0,05

Ipumimka. K/J10 - kinueBo-aiactoniunuii 06'em, K/[P - kinueso-zia-
crosiuaui po3mip, K/|I - kiHueBo-giactoniuHuii ingekc, YO - yaap-
Hu# 06'em, B JIII - dppaxuis Buxuzy JII, XOC - XBUIUHHUHA 06'€eM
cepus.

YiTKOTO PO3yMiHHS reMOJIMHaMiKH, BUOOPY TAKTHUKH Jii-
KyBaHHfl Ta MeTOZAy XipypriuHoil kKopekuil. BumiproBaiu
Hacu4eHHs KpoBi Ta TUck y BIIB, snereHnesiii aptepii i Be-
Hax, IpaBoMy 1 J1iBOMy niepeJcepAsax Ta aopTi. [emoauHa-
Mmika iHmux 6 (33 %) nauieHTiB Oysa LiJIKOM 3po3yMina
3aBasAKU ExoKT-gocipkeHHI0, TOMY BOHM KaTeTepu3alil
He noTpebyBasu. MeniaHa Me [MiH.; Makc.] MOKa3HUKIB
reMo/iMHaMiK4 3a JaHUMU KaTeTepu3allil NOpoXKHUH cep-
151 1o omnepaliil y marnieHTiB 060X BiKOBUX IpyIl HaBeJ[EHO
B Ta0JIML 4.

[lif, yac ouiHIOBaHHA pe3y/bTaTiB JooNepaliiiHoi re-
MOJIMHaMiK{ IPUBEPTAIOTh YBary BUCOKUM cepeiHiN THCK
y JIA: Me =15 MM pt. cT. [11; 16] Ta cniBBijHOLIEHHS Jiere-
HeBo/cucteMHoro koedinienra 0,9 y nauienTis Il rpymny,
AKi B IOJaJbLIOMY MaJd BaroMMy BIJIMB Ha TPUBAJiCThb
nepe6GyBaHHs MaliEHTIB HA WITYYHIN BEHTUJSALII JIETeHb,
TPUBAJIICTb €KCyAaLil, CUMIATOMIMETHYHOI NiATPUMKHU
Ta KiJIbKICTb yCKJaJjHeHb, Ha BifMiHy Bij Aitei | rpy-
1y i3 cepenHim TuckoMm y JIA: Me = 10 MM pT. cT. [8; 12]

Ta Qp/QS =0,6.

Ta6bnuusa 3
Po3nodin nauieHmis 3a Carpentier

MokasHuk Irpyna (n=9) llrpyna(n=9)
A - -
Tun AE 3a B - -
Carpentier C 2 (22 %) 1 (11 %)
D 7 (78 %) 8 (89 %)
Atpianizauis >50 % 8 (89 %) 9 (100 %)
nw <50% 1 (11 %) -
MiHiManbHa _ _
) (mild)
Tpukycni- noMipHa . .
AanbHa Hepo- (moderate) 3(33 %) 4 (44 %)
CTaTHICTb
BMpAXeHa o o
(severe) 6 (67 %) 5 (56 %)
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Tabnuus 4

LoonepayiliHi NoKasHUKU 2eMOOUHAMIKU 3G OGHUMU Kamemepu3auii NOPOXHUH cepus

MokasHuk | rpyna Il rpyna p-value
Tuck y MMM, MM pT. CT. 9 [6; 10] 10 [9; 14] 0,07

SatO, 8 MM, % 65 [58;72] 62 [57; 67] < 0,05
Tuck y JIMN, MM pT. CT. 5[1; 6] 7 [4;10] < 0,05
SatO, B JIM, % 97 [95; 98] 94 [91; 97] < 0,05
Tuck B aopTi, MM PT. CT. 90/60 [88/58; 92/62] 130/85 [125/75; 135/95] < 0,05
CuctemHa SatO,, % 85 [82; 95] 90 [75; 95] < 0,05
Tuck B JIA, MM pT CT. 10[8; 12] 15[11; 16] < 0,05
SatO, B J1A, % 76 [72;78] 74 [70; 80] 0,09

YCq, xB 132 [94; 150] 100 [76; 120] < 0,05
/0, 0,6 0,9 <0,05

IHpumimka. YCC — yacTora cepleBHX CKOpoueHb, SatO, — caTypallist KUCHIO. Qp/ Q, — nereneso/cuctemuuit koediuienr, JIIT — nise nepenceps.

CTtaTUCTUYHY OOpPOOKY NPOBEZEHO 3a /I0MOMOTOI0
nporpam Microsoft Excel 2016, IBM SPSS Statistics 21.0,
GMDH Shell DS, BUKOHaHO pO3paxyHOK CepeHbOTO 3Ha-
YeHHs, CTaHAAPTHOrO BigxujeHHs Ta MeAianu. KinbkicHi
JaHi OL[iHIOBAJIU IIJIIXOM BU3HA4Y€HHS 4YaCTOTH O3HAK Ta
BiZICOTKa BiJ] 3arajibHOI KiJIbKOCTi CriocTepeXeHb. 3aCTO-
coByBasM t-KpuTepiit CThlofleHTa [JI1 BU3HA4YE€HHS J0-
CTOBIpHOCTI Bif]MiHHOCTi CTaTUCTUYHUX NMOKa3HUKIB (p).
[IpuitHsTo 3Ha4YeHHs p < 0,05, ik MOpOroBe 3HAYEHHS /1151
NPUUHATTA a60 BiAXUJIEHHS HY/IbOBOI rinoTe3u.

Pe3ysibTaTil JgocaifKeHHsA. Y micasonepaniiHoMy
nepiozi BifzHavyaau 2 (11 %) sieTaJbHUX BUIAAKHU B 060X
rpymnax. ¥ I rpyni nomepJsia ofHa gutrHa yepes 10 rogun
nicsis oneparii y Bini 3,5 micsiis, B sskoi cipo6a BUKOHAH-
Hsl MJIACTUYHOI PEKOHCTPyKuii He Masa edekTy uepes
ckyasHicTh aHaToMiil. ToMy eAMHKMM BapiaHTOM 6yJ10 YIIU-
BaHHA TK 3a Mrosiiepom (Muller procedure) Ta fomnosHe-
HHs JJKIIA. Y Il rpyni Ha 2-y n06y nicsia oneparii momepJia
AuTuvHa y Bili 10 pokiB, AKiM BUKOHa/IM MJiKalio aTpia-
saizoBaHoi yactuHu I 3 nmaactukorw TK 3a Carpentier
Ta ponoBHeHHsM /JIKIIA y 3B’s13Ky i3 BUpa)keHO IPaBo-
LIJTYHOYKOBOIO HeJOCTATHICTIO. Y BCIX MOMep/MX Nali-
€HTIB IPHUYMHOIO JIETAJIbHOCTI CTaJla rocTpa cepleBa He-
nocratHicTb ([CH) Ta roctpa guxajibHa HELOCTATHICTB.
OnepaTuBHI BTpy4YaHHA BUKOHYBa/IM 4yepe3 CepeJUHHY
CTEPHOTOMII0 B YMOBaX MITYYHOr'0 KPOBOOGIry Ta momip-
Hoi rinotepwmii 28-32 °C y giTe#t B 060x rpymax. ®apma-
KOXO0JIOZIOBY KapziomJeriro 3actocoByBaiu y 18 (100 %)
NanieHTiB 060X rpyn AJisi BUKOHAHHS BHYTpilIHbOCEp-
neBoi Kopekuii Ta aTpiocentoctomil. /lonoBHeHHs JKIIA
Oy/10 3amIaHoBaHoO y 15 maiieHTiB 10 omepaTUBHOIO Jii-
KyBaHHS NiC/f [eTaJbHOTO NPOrHO3YBAaHHA U BUBYEH-
Hsl aHATOMIl Ta C/yryBasio /sl 3HMKEeHHsI 06'EMHOTO Ha-
BaHTaXXeHHs Ha rinonsiazopanuu I micas kopekuii. ¥ 3
iHIIMX MaLi€HTIB BiZizHaYasmacsa norpaHuyHa Mopdosioris
[II 6e3 Bupaxkenoi arpiasnisamii [, Tomy 6ysa cnpob6a
BUKOHATH JMLIe IJIAaCTU4YHI BTpPy4YaHHf, ajle 4yepe3 ro-

ctpy I HemocTaTHICTD | HEMOXJ/IMBICTD BiJIKJIIOYEHHHA
IITYYHOT0 KPOBOOGIry BUpilieHo iHTpaonepauniiHo goro-
BHUTH Kopekito JKIIA. [Tig yac onepaTUBHUX BTpy4aHb
3actocoByBasn Mozauodikanio JKIIA B mpaBy rinky JIA
«Bi-Di Glenn» - y manjienTiB 060x rpymn. [JogatkoBo 6yso
BUKOHAHO 11ie y 8 (44 %) fiTelt 060X rpyn aTpiocenTocTo-
Mil, 1K 060B’I3KOBUH KOMIIOHEHT JIJIsI TeMOAMHAMIYHOTr0
pO3BaHTaXeHHS NpaBUX BiAAiniB. IHTpaonepaniiiui no-
Ka3HUKH B rpynax MOpiBHAHHSA HaBeJeHi B TabuLi 5.
AHanisyrodu oTpHMMaHIi iHTpaomnepauiiHi JaHi, npu-
BEpPTAlOTh yBary CTAaTUCTUYHO JOCTOBIpHI NOKa3HUKH
cepenHboi TpuBasocTi omeparii 3 Me 300 [180; 480]
XBUJIMH, POGOTHU IUITYYHOTO KpoBoobiry 3 Me 163 [75;
244] XBUJINHY, TA IepeTUCKaHHS aopTu 3 Me 44 [6; 100]
XBUJIMHM y nanieHTiB Il rpyny, mo 3Ha4yHO Bifpi3HAAUCA
Ta OyJIM BUILMMU T10 BiJ[HOLIEHHIO A0 AiTed | rpynu. e
baKT MOXKHa MOSICHUTH PiBHEM JileKoMIeHcalil B namiex-
TiB CTaplLuol BiKOBOI IpyNHy, 110 BIIMHYB Ha BUXiJ 3 Ilep-
¢ysii. [HTpaonepauiiiHe oliHIOBaHHSA XipypriuHoro Jiky-
BaHHA cKa1agHUX GopM AE y nainieHTiB, AKMM HEMOXKJIMBO
BUKOHATH PaZiuKaJbHY KODEKIIil0 y 3B’I3Ky i3 Bupaxe-

Tabnuus 5
IHmpaonepauyiliHi NOKAG3HUKU 8 2pynax NOpPi8HSHHS

MokasHuk Irpyna (n=9) llrpyna (n=9) p-value
Tpwsanictb 240 [180; 300] 300 [180;480] < 0,05
onepauii, X8

Mepdysia, x8 100 [42; 150] 163 [75;244] <0,05
Mepetvckanks 35[18;46]  44[6;100] <0,05
aopTu, X8

LIBT BIB, MM pT. cT. 14 [12;17] 15 [8; 17] 0,17
LIBT HIMB, MM pr. cT. 9 [4; 11] 12 [9; 14] 0,09
CuctemHa SatO,, % 90 [82; 98] 95 [80; 98] 0,12

Ilpumimka. IBT - nenTpaibHui BeHO3HUH TUCK, HIIB - HMXHA mO-
POXKHHUCTA BeHa.
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Tabnuusa 6

licnsionepayiliHi NOKAG3HUKU 8 2pynax NOpPiGHSIHHS

MokasHuk I rpyna (n=9) Il rpyna (n=9) p-value
LIBT BB (Glenn), MM pT. cT. 11 [8; 14] 13[9; 17] 0,14
LLBT HMB, MM pT. cT. 8[6; 11] 8,5[7;11] 0,36
CncremHa Sat0,, % 93 [82; 98] 95 [80; 95] 0,21
Tpusanictb LB/, rog, 5[3; 22] 9 [5; 26] < 0,05
Ekcypauis, mn/kry 1-y noby 9[4,2;12,5] 4,9 [2,4; 10] 0,12
Ekcynauis, Ma/kr Ha 3-10 Loby 2,5[1,1; 5,3] 2,7 [1,8; 4] 0,09
Ekcypauis, mn/kr Ha 5-y noby 51[3; 10,3] 8[2; 15] < 0,05
Ekcynauis, Bcboro rog, 70 [24; 120] 84 [24; 216] < 0,05
MepebyBaHHs y BPIT, rog, 72 [35; 144] 96 [48; 456] < 0,05
MepebyBaHHs B cTauioHapi, 4ib 18 [12; 20] 22 [18; 63] < 0,05
CuMnaToMiMeTUKM, MKI/Kr/rop, 5[5;7] 10 [5; 17] < 0,05
CuMNaToMiMeTHKH, BCbOTO o, 61[41;120] 96 [40; 228] < 0,05

IIpumimka. IBJI - wtyyHa BenTu/IsALis Jerenb, BPIT - BifineHHsa peaniManil Ta iHTeHCUBHOI Teparmil.

Holo rinomasieto a6o aucoyHkuiero I, yiTko nokasye
NepeBary onepaTUBHOrO BTPY4YaHHS 3a MiBTOpALIIYHOY-
KOBMM LIJISIXOM y Nlepiofi paHHbOT'O AUTUHCTBA.

Ananiz micasionepaniiHoro mnepiosy MokasaB HOp-
MaJsIbHi pe3y/bTaTH Yy TaKill KOropTi HaACK/IaJHUX Nali-
€HTIB 060X Ipym, aje 6ijibll cTabiJibHUM nepe6ir Bif3Ha-
4yaBcd cepeJ, nmauieHTiB | rpynu, npo mo cBigyaTh cTa-
TUCTUYHO JA0CTOBipHi 1MPpU NOKA3HUKIB TPUBAJIOCTI
UITy4HOI BeHTU/ALII iereHb — Me = 5 roa [3; 22], nepe-
O6yBaHHSA y BifJijieHHI peaHiMalii Ta iHTEHCHUBHOI Tepa-
mii - Me = 72 rog [35; 144], nepebyBaHHs B cTalioHapi -
Me = 18 zi6 [12; 20], cepeAHbOI 103U cUMNATOMIMeTHY-
Hoi migTpuMKH - Me = 5 Mkr/kr/rog [5; 7] Ta ii TpuBaJsoc-
Ti - Me = 61 ropg [41; 120], 3arasibHOI TpUBaJIOCTi eKcya-
uii - Me = 70 rog [24; 120]. [licisionepaniiiHi NOKa3HUKU
B rpynax NopiBHsIHHSA i3 3a3HaUYeHHAM MeJiaHUu Me [MiH.;
Makc.] HaBeJleHi B Tabiul 6.

Y rpynax nopiBHsHHA IpYM BUIIMCYBaHHI 31 cTayioHapy
Me/liaHa NOKa3HMKa CUCTEMHOI caTypalii 3Ha4yHO He Bif-
pisHsiack, npoTe 6ysa Hik4oto y [ rpymi 93 % [82; 98] na
Biaminy Big Il rpynu 95 % [80; 95].

HeycknagHeHuil mepe6ir paHHbOro micjasonepaunii-
Horo nepioay cnocrtepiranu y 8 (44 %) nauieHTiB. ¥ pe-
wty 10 (56 %) nauieHTiB 060X rpyn BiAsHayaau: I rpy-
na 3 (33 %) nauieHTH - 7 yckaagHeHsb; Il rpyna 5 (55 %)
nauieHTiB - 13 ycknagHenb. [lpuBeprae yBary I'CH y
5 nauienTiB: I rpyna - 2 nauienTy, Il rpyna - 3 nauieHTu
BiANOBiAHO, siKa MOTpebyBala BUCOKUX /103 Ta TPUBaJO]
CAMIIATOMIMETUYHOI NiATPUMKH Ta y 2 NMaLi€HTIB cTajaa
MPUYMHOIO JleTaJbHOCTI. TakoX crocTepiranucsa Juxaib-
Hi po3J1aJi4, B OCHOBI fIKMX JIeXKaJIl 3MiHU B JIeTeHsX Je-
pe3 migBuileHUN TUCK y cucteMi BIIB. ATpioBeHTpHUKY-
JIIpHUH 6JIOK BUHUK Y 2 mauieHTiB Il rpynu, npuduHoo
SIKOTO, UMOBipHO, 6yB HAaOPsIK TKAHUH y 30Hi MJIaCTHUKH,
MpOTe MUHYB Yy PAHHbOMY Iic/sionepaniiHoMy nepiofi 1o

5 auiB. YcknagHeHHs mic/asionepaliiiHoro nepiofy HaBe-
IeHi B TabsmLi 7.

Cepennili mepiof cnocTepexeHHs1 CTAaHOBUB 45 Mi-
caniB [6; 190]. 3a yac cnocTtepexeHHs cepen 13 (72 %)
nalieHTiB 060X rpym JeTaJbHUX BUMA/IKIB He CIIOCTepira-
ay, 3 3 (17 %) nauieHTaMu 6yB BTpaueHUH 3B’A30K. YCiM
nauieHTaM NIPOBOJMJIM 3arajlbHAN OIS/, Ta OLiHIOBaHHSA
remoavHaMiku. BukonyBaiu ExoKI'-pocaigxeHHs B pi3Hi
TepMiHU micjas omepauii. [lopyuiens y ¢pyHKIioHYBaHHI
JKIIA He 6y/10, 1poTe BiHOBJEHHS CUCTOMIYHOI PYHKIIIT
[T Bix6ynocs nue y 8 (44 %) nauienTis. Tpukycnigaab-
Ha HeJloCTaTHICTb Oy/1a MiHiMasibHa B 5 (28 %) nawieHTiB,
nomipHa -y 6 (33 %), Bupaxxena -y 2 (11 %) nauieHTis. Y
6i71p1IOCTI MalieHTIB BiA3HAYa/s0CsA 3HAaYHe MOKpallleHHs
CTaHy, 110 NiATBeP/KyBal0Cs KJIHIYHUMHU NOKa3HUKAMHU.
Peonepariiii 3a nepioz cnoctepexxeHHs He 3adiKCOBaHO.

Tabnuusa 7
licnsionepauiliHi ycKnadHeHHs 2pyn NOpPIeHsIHHS

| rpyna Il rpyna
netanb- netanb-

YcknapHeHHs KinbKicTb HiCTb KiNIbKiCTb  HiCTb
'CH 2 1 3 1
MpoxigHuin A-B
610K N 2 N
roH 1 - 3 -
TpaxeobpoHXiT 2 - 1 -
ExcynatneHui 1 _ 2 _
nnespuT
Lr;d:{u(yBaHHﬂ n/o 1 _ 2 _
Ycboro 7 1 13 1

Ilpumimka. I/IH - rocTpa AuxajbHa HeZOCTaTHICTb.
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OGroBopeHHs1 pe3yabTaTiB AocaigkeHHA. Yepes
BeJIMKY aHaTOMi4yHy reTeporeHHicTb AE k/iHiuHa KapTu-
Ha MAaIi€HTIB, [0 NOTPEOYIOTh XipypriYHOTO JIiKYBaHHS
TaKOX IIMPOKO BapiloeTbca [15]. BinbuiicTh manieHTiB 3
AE, 1110 3BepTaloThCs 0 JONOMOTY 3i CKapramMu Ha 3HMKe-
HY TOJIEPAHTHICTb A0 Ppi3NYHUX HAaBAaHTAKEHb TA MAIOTh
JIETKMH a60 nmoMipHUM 1iaHo3 i nmigBumenun KTI. ExoKT
€ OCHOBHUM MeTOJ|0OM Bi3yasizauii Ta HaWiHpopmaTuB-
HIIIMM JiarHOCTUYHUM iHcTpyMeHTOoM AE. Y pmocaimxy-
BaHUX Ipymnax nauieHTiB AiarHoctoBaHo Tun C Tta D 3i
3HAQYHUM 3MIill[eHHAM KJIalaHHOTO KiJIbLf B MOPOXKHUHY
[1lI Ta BUpakeHOO Horo aTpiasizali€to, SKUM Oy/I0 BU-
KOHAHO MiBTOpALIJIyHOYKOBY KOpeKIito. ['ocniTasnbHa Jie-
TaJbHICTh cTaHoBuA 11 % (n = 18), npoTe BpaxoByIOUU
BaXKKiCTb CTAHY MaliEHTIB Ta pe3y/IbTaTH 6araTbox mnepe-
JIOBUX KJIiHIK aOCOJIIOTHO CIIpUHHATINBA. Y GaraTolleH-
TPOBOMY AOCJi>KeHHi [16] rocniTasbHa JieTa/JbHICTDb 3a
BciMa Buamu xipypriuHoi kopekuii AE cranoBusa 13,3 %
(n=150), a rocriTasbHA JIETATBHICT MiC/I5 NiBTOPAILLIY-
HOUYKOBOI Kopekuii - 16,6 % (n = 42) 7 i3 42. Haw nocBig
JIOBOAUTH GAKT 3B’AA3Ky BiKy MalLli€HTIB 3 JIETAJbHICTIO: y
[ rpyni ogyH feTaabHUN BUNIAJ 0K ClIOCTepiraau B 3,6 Mi-
csaus, apyrué - y 10 pokis. Sarris et al. [16] onucyBanu
MOJIO/|IIMH BiK SIK He3aJIeXKHUH IPeAUKTOP CMepTi Ha 6a-
raTo$aKTOpPHOMY aHaJi3i, KJiHIYHO NajiaTUBHA Xipypris
OyJsia 4iTKO MMOB’sI3aHa 3 Jy?Ke MOJIOJJUM BiKOM, 0COGJIMBO
HOBOHApO/pKeHI Ta HEMOBJIAATA, TOJI K rocCNiTajJbHa Jie-
TaJIbHICTh OyJ1a 3HAUHO HIKYOI0 B MEPioJji paHHbOTO Ju-
TUHCTBA. L[i BUCHOBKHU mifKpeca0i0Th ¢akT, mo AE - 1e
xBopo6a He Tisibku TK, a 1 [111I, i BUGip TaKTUKHU BeJeHHS
TaKUX MaLI€EHTIB € J0BOJII HenpocTUM. [I[puHLIMN ynpas-
JIIHHS 1[i€l0 BaZ|0I0 PO3BUTKY Ma€ 6a3yBaTHCS HA KOMII-
JIEKCHOMY OLIiHIOBaHHI BiKy, KJIIHIYHUX NPOSBIB, aHATO-
MiYHiil BaKKOCTIi Ta HasABHOCTI iHIIKUX BaJ, po3BUTKY. [Ipu
LbOMY CJiJi BAKOPUCTOBYBAaTHU €KJIEKTUUYHUM Miaxiz, He
HaMarar4uchb 3aBX/1 NOBTOPIOBATUCH y TaKTULi. CuMII-
TOMAaTHU4YHI HOBOHApO/ KeHi Ta HeMoBJATa 3 AE 3a3Bu4ai
MalwTh CKJIQJIHY aHATOMil, ripmy natodisiosorito Ta B
I[iJIOMy HECTPUSATIIMBUHN PorHo3 [17], Ak i B HaIIOMy BU-
nazky. [Ipore BUKOHaHHA NIBTOPAILYHOYKOBOI KOPEKILil
y AiTel BikoM nmoHaz 3 pOKU MOXKYTb BifloGpaxkaTH 6i/bIl
BaKKUH nepe6ir [18]. Po3aBanTakyBasbHuM edekT JKIIA
HaKbinbI epeKTUBHUHN y Nepiosi paHHbOTO JUTHHCTBA,
TOMY BUGIp 30J10TOI CepeIMHY € HAa/I3BUYaHHO BOXKJINBHM.

BuCHOBKH
1. AHomautisg E6mTeiiHa € pigkicHow i ckiagHor BBC 3

BeJIMKMMHU BiMIHHOCTSIMH Yy CTYIEHSX TSKKOCTI Ta

KJIIHIYHUX NPOABIB. BU3HAaYeHHA TAaKTUKHU JIIKYBaHHA

ckinagHux opm AE € cepiio3HoI0 Tpo6JIeMolo y mari-

€HTIB pi3HOTO BiKY, 0COGJIMBO B HOBOHAPO/KEHHUX Ta

HEMOBJIAT, Yepe3 BUpPaXKeHY JAUJaTal|ilo Ta CUCTOJIIYHY

aucoynkiito I, piske 3MeHIIeHHsI CUCTEMHOTO BU-

KHZY 33 paxyHOK 3MiHM reoMetpii JIII.

2. MeToMKa NMiBTOPAUIJIYHOYKOBOI KOpeKILil y BUIIAAIL

KOHYCHOI peKOHCTpPYKL|il aTpiasizoBaHoi yactuny 1111,

nonoBHeHa /IKIIA, nokasye ay»xe 6aratoobinsroui pe-
3yJIbTATH i MOXKe CTaTH METOJMKOI0 BUGOPY [Jis Mmarii-
€HTIB 3 BaXXKUMH popMamu AE Ta BupakeHOI0 paBo-
LIJTYHOYKOBOIO HEeJOCTATHICTIO.

3. PimeHHs Mpo BUKOHAHHA NiBTOPALIYHOYKOBOI KOPEKLil
Ma€ puiMaTHce Ha joonepaliiiHoMy etai micas ExoKT -
OLiHIOBaHHSI MOP}OJIOTIYHUX Ta TeMOJUHAMIYHUX 0CO-
6siMBOCTel aTpiasizoBaHoi i QyHKIiOHAJIBHOI YaCTHHU
[11, kiHiYHUX IPOABIB Baiu. YacTKOBe pO3BaHTaKEHHS
[T msaxom HakaagaHHA JKIIA y noejHaHHI 3 ycyHeH-
HAM TPHUKYCIIJAJbHOI HeLOCTAaTHOCTI NOKAa3ye XOpOlli
Ge3nocepe/iHi ¥ BifJjaseHi pe3ysbTaTH 3a paxyHOK BiJ-
HOBJIEHHs QYHKLII 000X IIJIYHOYKIB, NOKpallleHHs KJli-
HIYHOTO CTaHY MALIEHTIB Ta AKOCTI IXHbOI'O )KUTTS.

KoHuiKT iHTepeciB. ABTOpH 3asIBJISIOTH PO BiJICYT-
HiCTb OTEHI[IHHUX KOHQJIIKTIB iHTEpeciB.

Y4yactb aBTOpIiB: [[3t0puii 1. BABPEF Tpy6a 4. T1.APEF, To-
sioBeHko 0. C.AP, [lepeneka . A.BP, JlazopuiunHerip B. B.APEF

A - KoHIenIiss po60oTH Ta Au3akH, B - 36ip Ta aHasi3
nanux, C — BiZnmoBiga/IbHICTh 3a CTaTUYHHUM aHaJsi3, D -
HanucaHHd ctatTi, E - kpuTuuHuit orsisag, F - octaTouHe
3aTBepAKEHHS CTATTi.
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Experience of Surgical Treatment of Complex Forms of Ebstein’s Anomaly through the Method
of Hemodynamic Correction

Ivan V. Dziuryi, laroslav P. Truba, Oleksandr S. Golovenko, Iryna A. Perepeka, Vasyl V. Lazoryshynets
National Amosov Institute of Cardiovascular Surgery of the National Academy of Medical Sciences of Ukraine, Kyiv, Ukraine

Abstract. Ebstein’s anomaly (EA) is a rare and complex congenital heart disease, with a prevalence of 4 to 7 cases
per 100,000 live births. At this stage of the development of EA surgery, significant progress has been made in our under-
standing and treatment of EA, but the question of the tactics of treating complex forms, especially in the period of infancy
and early childhood, remains open. Due to significant phenotypic heterogeneity, the treatment of EA varies greatly from
patient to patient and depends on many factors that require a comprehensive approach. The choice of the method of
surgical correction directly depends on the anatomical features: the degree of dysplasia, rotation and displacement of the
tricuspid valve, the degree of atrialization of the right ventricle, the combination with other congenital heart diseases, and
the severity of hemodynamic disorders.

The aim. To evaluate perioperative characteristics in patients with complex forms of EA, immediate and long-term
results after hemodynamic correction.

Materials and methods. In the period from 1996 to 2022, at the National Amosov Institute of Cardiovascular Surgery
of the National Academy of Medical Sciences of Ukraine, one and a half ventricle repair was performed in 18 patients with
complex forms of EA. There were 12 (67%) male patients, 6 (33%) female patients. The median age of the patients at
the time of surgery was 30 months [3.5; 312]. The main diagnostic method in determining the defect and assessing the
immediate and remote results was echocardiography and probing of the heart cavities. In order to qualitatively evaluate
the perioperative, immediate and long-term results to determine the optimal tactics and terms of surgical intervention,
prevention of possible complications, all the patients were divided into two age groups: I group up to 2.5 years including
9 patients (50%), Il group older than 2.5 years including 9 patients (50%).

Results. In the postoperative period, 2 (11%) deaths were noted in both groups. In all the deceased patients, the cause
of death was acute heart failure and acute respiratory failure. The analysis of the postoperative period showed normal
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results in such a cohort of highly complex patients of both groups, but a more stable course was noted among patients of
the I group, as indicated by statistically significant values for the duration of mechanical ventilation, stay in the intensive
care unit, stay in the hospital, the average dose of sympathomimetic support and its duration, the total duration of exuda-
tion in the comparison groups.

An uncomplicated course of the early postoperative period was observed in 8 (44%) patients. The remaining
10 (56%) patients of both groups had: I group, 3 (33%) patients: 7 complications; II group, 5 (55%) patients: 13 com-
plications. In 5 patients (2 patients in I group and 3 patients in II group), attention-grabbing acute heart failure was ob-
served, which required high doses and long-term sympathomimetic support, and in 2 patients caused death. The average
observation period was 45 months [6; 190]. No deaths were observed during the observation period among 13 (72%)
patients of both groups, contact was lost with 3 (17%) patients. There were no violations in the functioning of the right
ventricle, but the recovery of the systolic function of the left ventricle occurred only in 8 (44%) patients.

Tricuspid insufficiency was minimal in 5 (28%) patients, moderate in 6 (33%), severe in 2 (11%) patients.

Conclusions. Determining the tactics of treatment of complex forms of EA is a serious problem in patients of various
ages, especially in newborns and infants, due to pronounced dilatation and systolic dysfunction of the left ventricle, a
sharp decrease in systemic output due to changes in the geometry of the left ventricle. The technique of hemiventricular
correction shows very promising results and may become the technique of choice for patients with severe forms of EA
and pronounced right ventricular insufficiency.

Keywords: congenital heart defects, tricuspid valve, atrialization of the right ventricle, tricuspid insufficiency, one and a
half ventricle repair, bidirectional cavapulmonary anastomosis.
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