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Hocsip onepauii HaKNaaaHHA CUCTEMHO-/IEreHEBOro aHacCTOMO3y
B NaLi€HTIB 3 OAHOLTYHOUYKOBOIO disionorieto cepus
Ta 36iAHEHMM NNereHeBMM KPOBOTOKOM

Peswome. Cepe/ nanieHTIB 3 BpOJ)KEHUMHU BaJlaMM ceplid, 10 AiarHOCTYIOTbCA B AMTHUHCTBI, 7,7 % MastokKiB
MalTb aHATOMIi4HiI BapiaHTH 3 QyHKIiOHA/NBHOIO (i3io/0Ti€E EAUHOr0 UIJIYHOUYKA, IKA YaCTO MOEAHYETHCS
3i 36i/JHEHUM JIereHEBUM KPOBOTOKOM. THII IJUX BaJ KJiHIYHO MOB’sI3aHUH 3 1[iaHO30M, y 6i/JbLIOCTI BUNA/-
KiB CIPUYMHEHOTr0 AYKTYC-3aJIe)KHUM JIeTeHEBUM KPOBOTOKOM Ta MOTPeOYE HEBiAKIAJHOTO XipypriyHoro
BTPY4YaHHSA.

MeTa - OLiHUTH Ge3nocepe/iHi Ta BiaAaseHi pe3yibTaTh reMoiMHaMiuHOl KopekKIii y narieHTiB i3 ¢isiosorieto
€JJMHOTrO LIJIYHOYKa ceplis 3i 36iJHEHUM JlereHeBUM KPOBOTOKOM.

Marepiaau Ta metoau. 3a nepioz 3 2010 no 2022 pik y 1Y «HICCX im. M. M. AMocoBa HAMH Ykpainu» Buko-
HAaHO CUCTEMHO-JlereHeBUH aHacToMo03 ¥ 114 nmarieHTiB 3i 36iJHEHUM JieTeHEBUM KPOBOTOKOM, CEPeJ] IKUX
64 nmauieHTH MaJM [JBOULIJIYHOYKOBY LIMPKYJALI0 Ta B N0JaJbIIOMY IM BUKOHAJIU PaJMKaJbHY KOPEKIi0.
[Hi 50 maieHTIB MaJu OZHOLIJIYHOUYKOBY ¢i3iosiorito cepiisd, B AKUX CUCTEMHO-JIETEHEBUM aHACTOMO3 OYB
IeplIUM eTanoM reMofiuHaMiyHoi cTpaTerii 3a PoHTeHOM, TOMY BOHM CTa/Id OCHOBHUM MaTepia/ioM LIbOro
JOCJiI>KeHHS.

PesyabraTu. ['ocniTasibHa JIeTaNbHICTD MiC/S CHCTEMHO-JIETreHEBOr0 aHacTOMO3y Jocsaraia 8 % (4 mauieHTu).
HeyckyiagHeHUH Mepebir paHHbOTO MHic/sonepaliiHoro nepioay cnocrepiraau y 38 (76 %) nauieHTiB, y pelITa
12 (24 %) nauieHTiB - 16 yckiagHeHb. MeaiaHa nepiogy cioctepexeHHst ctaHoBua 40 [3; 160] micauis. 3a yac
cnocrepexxeHHs 2 (4,3 %) nauieHTH noMepJiu yepe3 TPoM603 aHACTOMO3Y BHAC/IZJ0OK CAMOCTIMHOTO IPUITMHEH-
Hsl aHTUKOAryJsaHTHOI Tepanii, 3 3 (6,5 %) nanieHTamMu 6yB BTpaueHUH 3B’S130K | HA OIVIAZ, BOHU He 3'BJIAJIMCSL.
Jpyruii etan reMoJMHaMi4yHOI KOpeKIil y BUIJIA/i JIBOHANIPAaBJE€HOr0 KaBaNyJIbMOHAJbHOI'0 aHACTOMO3y BUKO-
HaHo y 41 (82 %) nayieHTa JoCaipKyBaHOI TPyIH.

BucHOBKH. [[allieHTH 3 0AHOIIYHOUYKOBOO disiosorieto cepis 3i 36iAHEHUM JIereHEBUM KPOBOTOKOM — 1€ TPy-
ra BKpaM CKJIaIHUX AiTeH, 0 NOTPebyTh iIHAMBIAyaJIbHOI0 NiZIX0/1y HA BCiX eTanax reMoJMHaMIi4yHOI KOpekKIi,
a paHHA [iarHOCTHKA Ta BUKOHAHHA ollepallil HaK/1aJaHHA CUCTEMHO-JIETeHEeBOr0 aHaCTOMO3Y, He3BaXKalo4M Ha
BHUCOKY TOCIITaJbHY JIeTaJbHICTb, HA CbOTO/HI 3aJHULIAETHC ePEKTUBHUM METOJOM XipypriuHoro JiiKyBaHHS
LIUX Nalli€HTiB.

Kamwouoei caosa: spodiceri eadu cepys, ampesisi mpukycnidaibHo20 KAanaHa, ampe3sis AezeHesoi apmepii, 2ino-
n/a3ist npaso2o W/AyHOYKa, mpaHcno3uyis mazicmpaasHux cyouH, naaiamusHa cmpamezis Ponmena, deoHanpas-
JleHull Kagany/1bMOHA/ILHUL AHACMOMO3.

© 2024 The Authors. Published by Professional Edition Eastern Europe. This is an open access article under the CC BY-SA license
(https://creativecommons.org/licenses/by-sa/4.0/).
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Bcetyn. BigMmiHHOCTI y 3apeecTpoBaHiii 4acToTi Bpo-
keHUX Bag cepus (BBC) 3ymoBsieHi Hacamnepes pisHuU-
MU MOXKJIMBOCTSIMU BUSIBJIEHHA HE3HAUYHUX YpaKeHb, 30-
KpeMa HeBEeJIMKUX M'I30BUX AedeKTiB MiKILIYHOYKOBOI
neperopogku (JMIIII), 3akpuUTTA IKUX 3a3BUYAl Bii6y-
BAaETHCS B PAaHHBOMY AUTHHCTBI. YacToTa TSXKUX GopMm
BBC, mo moTpebyoTh KBasridikoBaHOI KapaAioJsioriqyHoi
JIONIOMOTH, € JOCUTb CTabiJIbHOIO i CTAHOBUTH OJIM3b-
ko 2,5-3 Ha 1000 >xuBoHapomkeHnX. Ha moMipHO Bakki
dopmu npunazae me 3 Ha 1000 >KUBOHAPOHKEHUX, ITPOTE
noBezneHo 1o 13 Ha 1000 >xuBoHapoKeHUX MatoTh BBC,
SIKi TaKOXX 3 4acOM MOTPeOyBaTUMYTh Kap/ioXipypridyHoi
4y iHTepBeHniiHoiI fonoMoru [1]. Cepen nanieHTis 3 BBC,
1O Z[ialHOCTOBAHO B JAUTHHCTBI, 7,7 % MaJloKiB MalOThb
a”HaToOMiuHi BapiaHTH 3 QyHKI[iOHa/JIbHOW ¢i3iosorieto
equHoro nutyHouka (€M) [2]. Tun cknaguux BBC 3 disio-
Jsiorieto €Il kyiHiYHO OB’ I3aHUM 3 1IiaHO30M, Y GiIbIIOCTI
BUIIaIKIB CIPUYUHEHOTO JYKTYyC-3aJIeXKHUM JIereHEeBUM
KpOBOTOKOM. L[ rpyna nani€eHTiB HaJeXXUTb A0 KPUTHUY-
Hux BBC, 1110 moTpe6yoTh paHHBOT'0 BTPYYaHHS y Iepiofi
HOBOHAPO/KEHOCTI, | BPKMBaHHA LIUX MaJIIOKIB 3a/1€XKUTh
BiZi GyHKI[iOHyBaHHA BigKpHUTOI apTepiajbHOI MPOTOKHU
(BAII), sika migTpuUMye JilereHEeBUHM KPOBOTIK YIPOJOBXK
nepionepaniiHoro mnepiogy. IlepmuM eTanoM remoju-
HaMiYHOI KopeKIlii € 3a6e3mev4eHHsT HAJIIHHOTO IKepesa
JIeTeHeBOI'0 KPOBOTOKY YV BUIVISAZI CUCTEMHO-JIETEHEBOTO
a"actomo3y (CJIA) yu crentyBaHHa BAIL Ilpore He3Ba-
’)Kal04M Ha yI0CKOHAJIEeHHH XipypridyHOl TEXHIKU Ta MicJ-
onepanifHOro BeJileHHs, PU3UK YCKJIaJHeHb | CMEPTHICTb
nicsisg popmyBaHHs CJIA 3a/MIaOTbCs BUCOKUMHU Ha PiB-
Hi 10 % ta 15 % BignosigHo [3]. HemogaBHE moBigoMIeH-
HA PEeTPOCIEeKTUBHOIO KOTOPTHOIO JOCTi/pKEHHS cepef,
380 miTeli 3 mepeBaKHO OJHOLILIYHOYKOBOIO disiosoriero,
sIKUM Y Bili Big 1 aHa g0 3 pokiB BukoHaHo CJIA, noBo-
IUTh BUCOKHU 3araJibHUM piBeHb JjieTaqabHOCTI — 31 %, 3
SIKOTO TOCHiTa/IbHA JIeTaJbHICTh cTaHOBUJIA 15,5 %, a pi-
BeHb MiKeTanHoi sieTaabHOCTI —15,8 % [4]. MogudikoBa-

HUM wyHT bsenoka - Tayccir — ToMmaca, padilie BizoMui
SIK TPaAULIMHUN YU KJacCUYHUH WYHT bsenoka - Tayccir,
€ NMaJiaTUBHOIO XipypriyHO MpOoLeAyporo JJs JIIKyBaH-
HA manieHTiB i3 niaHotnuHuMu BBC. [lepme CJIA 6ysio
BUKOHaHO B JikapHi /IxoHca Tomkidca (Johns Hopkins
University, Baltimore, Maryland) B 1944 pori i cTaso pe-
3yJIBTaTOM CIiJIbHOI pOGOTH TPBOX OCi6: JUTAYOTO Kap-
niosora sikapst XeneH Tayccir (Helen B. Taussig), kapaio-
xipypra Anbdpega bienoka (Alfred Blalock) Ta Bis'eHa
Tomaca (Vivian Thomas) - 1a6opanTa [5].

Ille B 1951 pori Dubost moBiJoMHUB PO BUKOPHUCTaH-
HA apTepiabHUX TOMOTPAHCIJIAHTATIB AJ CTBOPEHHSA
aopTo-JiereHeBoro 3’eaHaHHsA. 3rogoM y 1958 poui Herbst
MOBiIOMUB NPO 9 BUIA/KIB, B IKMX BiH BUKOHAB aHACTO-
MO3 Mi>K HU3XiZJHOI a0PTOI0 i JIETeHEBOIO apTepPI€EI0 3 BU-
KOPHCTAaHHSM TOMOTpaHCILIaHTaTiB [6]. [IpoTe nmepuumu
3aMpoIOHYBa/IM MTPOTE3HUH KOHAYIT 3 JaKpPOHY abo Ted-
JIOHy MDX NpaBOI0 MiJIKJIOYMYHOIO apTepi€l Ta MpaBolo
JiereHeBo apTepi€eto (pucyHok 1) Klinner et al. y 1962 po-
i Ta OMy6JIiKyBaJIk pe3y/IbTaT oneparii y 18 marieHTiB 3
TeTpazaor Pasno i aTpesieto iereHeBoi aptepii (JIA) [6].

Y nmochimxeHHi 3 kBiTHA 1975 mo rpyaens 1979 po-
Ky B JlikapHi AJis xBopux aAiTed Ha ['pedT OpMOH/, CTPIT
(The Hospital for Sick Children, Great Ormond Street) 6y-
Jio IpoBeJieHO 99 aHacToMo3iB busiestoka — Tayccir, siki de
Leval et al. Bmepuie Ha3Baau MOAMGIKOBAaHUM IIYHTOM
Bsienoka - Tayccir [7]. OCHOBHOIO MeTOI0 aHAaCTOMO3Y €
3abe3nevyeHHs] JIEFeHEBOTO KPOBOTOKY, AOCTATHIM /Jis
MOJIETIIEHHS 1iaHO3y, He BUKJ/MKAIOUU HaJJIUIIKOBOTO
KpoBoo06iry. OpuriHajibHa TexXHiKa 6yJia 3Ha4HO MozAudi-
KOBaHa Ta eBOJIIOIiOHYBaJsa /10 Mo piKOBaHOTO aHACTO-
mo3y busienoka - Tayccir - Tomaca, e BUKOPUCTOBYIOTb
iHTEpHNO3UIiIHHUI TpaHCIJIAHTAT 3 MoJiTeTpadTOpeTH-
JieHy, 6€e3 IKOIH JJisl M AKJTIYUYHOI apTepii UM 6y b- Kol
3 6paxionedasbHUX CYAUH.

MerTa - oniHUTH 6e3MocepeiHi Ta BiAgaieHi pe3yibTa-
TH TeMOJMHaMIiYHOI KopeKIlii y manieHTiB i3 ¢isiosorieto

PucyHok 1. AHacmomo3s mMixc npagoro nidkaYUYHOI apmepieto ma npagoio 2inkoro JI1A [6]
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€/JMHOTO0 LIITYHOYKA cepls 3i 30iiHEHUM JIETEHEBUM KpPO-
BOTOKOM.

Marepiaau Ta meTogM. 3a nepiof 3 2010 no 2022 pik
y Y «HICCX im. M. M. AMocoBa HAMH Ykpainu» BHKOHa-
Ho CJIA y 114 manieHTiB 3i 30ifHEHUM JiIeTeHEBUM KpPOBO-
TOKOM, cepeJ, AKUX 64 MalieHTU Ma/d JBOLIIYHOYKOBY
LUPKYJ/IALII0 Ta B IOAAJbLUIOMY IM BUKOHAIU paiUKaJIbHYy
Kopekito. [Hii 50 marieHTiB MaJid OJHOILIYHOYKOBY i-
3iostorito cepug, B ikux CJIA 6yB nepiiuM eTarnoM reMo/iu-
HaMi4yHoI cTpaTerii 3a POHTEHOM, TOMY BOHHU CTaJId OCHO-
BHUM MaTepia/ioM [[bOT0 A0CaiKeHHd. binbiicTe namien-
TiB OY/IM YKTyC-3aJIeXKHHUMU Ta NOTpPebyBal BHYTPILl-
HbOBEHHOI iHQYy3ii mpocramtanauny E1 (BasampocTtany,
asnpoctany) y go3i 0,01-0,1 MKr/kr/xB, mo6 3amobirtu
nopyiieHHo ¢yHKIioHyBaHHs BAII 11 mokpalieHHs Jie-
reHeBOro KpOBOTOKY Ha JOrOCHiTaJlbHOMY eTani. Posnozin
naiieHTis 3a TunaMu BBC nokasani B Ta6suni 1.

[lanieHTiB Yos0BivOi cTaTi 6ys10 28 (56 %), *KiHOUOI -
22 (44 %). Ha momeHT onepauii Me/iiaHa BiKy HaljieHTiB
craHoBuaa 4 [0,03; 12] wmicani. [IpeHaTanbHO Tomepe-
JIHIA aiarHo3 BcTaHOBJIEHO ¥ 22 (44 %) mauieHTiB, B iH-
mux 28 (56 %) oapasy micjis HapoKeHHs 3a J0MOMOTOI0
exokapgiorpadii (ExoKTI'). Binpuricte mnarieHTiB Masu
TPUKYCIiJaJIbHY Ta/abo aTpesil JiereHeBoi apTepii, To-
My BiZICyTHiCTh paHHBOI ZiarHOCTUKHU Ta JIiKyBaHHS 6y-
JIO PU3UKOM BHCOKOI cMepTHOCTI. Ha gorocnitaibHOMY
eTali KOpUTyBaJId BiAXWJIEHHH, CIPUYMHEHI apTepiasib-
HOIO TIMOKCEMi€I0 Ta HU3bKOIO NMepdysiero. 3a HAABHOCTI
aTpesil 0lHOTO 3 MepejcepAHO-IIJYHOYKOBUX KJallaHiB

Ta6bnuusa 1
Xapakmepucmuka nayieHmie 3a munamu BBC
DiarHos MNauieHTn

CIMBC, €LUC 3a nium TMNOM, aTpesisa TK. 19
Crenos JIA, AMLUM, AMMN

CIMBC, €LLUC 3a nienmM TMNOM, aTpesisa TK. 4
Crenos JIA, AMLUM, AMMMN, TMC

CIMBC, aTtpesia TK, atpesia JIA, AMLLUM, 5
OMMMN, TMC

€LWC. TMC. ABCA. lNinonnaszisa JILW. AMMM. 2
CreHo3 JIA

ELLIC. TMC. Atpesia MK. OMIMM. CreHo3 JIA 1
E€LLC. TMC. AMIMM. CreHos JTA 14
€WC. NBMC Big MW tvn TMC. AMNM. 2
CreHo3 JIA

[Hekctpokapais. ELLIC. TMC. ABC[L. CreHo3 J1A 3
Ycboro 50

IIpumimka. CTTIBC - cunapoMm rinomsasii npaBux BifginiB cepug,
EUIC - exuHUN miyHOUOK ceprs, TK - TpukycnifanbHUN KiaanaH,
JMIII - pedexT MixnepencepHoi neperopoaku, TMC - TpaHcno-
3ulis MarictpanbHUX cyauH, ABC/l - aTpioBeHTpUKy/NIsIpHUH cen-
TanbHUU AedekT, JIII - niBuit ntyHodok, MK - miTpanpHuil kia-
naH, [IBMC - nogBiliHe Biixo/pKkeHHs1 MaricTpasbHuX cyauHl, [T -
MpaBUH MIJIYHOYOK.

Ta PECTPUKTHUBHOTO MiXKIEpeJCepAHOro 3'€AHAHHA Y
15 (30 %) miTelt Ha goomepaniiiHOMY eTari BUKOHYBaIH
npoleaypy 6aJJoHHOI aTpiocenTocToMii, 06 MOKpaly-
TH IIYHTYBaHHs Ta 3MilllyBaHHS KpOBi Ha Nepejicepz-
HOMY piBHi, AJi Mo6iji3anil HasBHUX KOMIIEHCATOPHUX
pesepBiB i crab6inizauii namienTis. I3 50 y 42 (84 %) na-
I[iEHTIB, IKi He MOTPe6GYBa/IM IJIACTUYHUX KOpeKIii JIA,
omeparil BUKOHYBaJ/IM i3 60KOBOI TOpaKOTOMii, micJisi mo-
nepeAHbOTO aHaJIi3y KOMIT10TepHOoI ToMorpadii. B iHmux
8 (16 %) manieHTiB mocTynoM 6yJa cepejuHHA CTEPHO-
TOMisl B yMOBaX IITYYHOTO KPOBOOOiry, Ha mapaJiesbHil
nepdy3ii yepes BUpakeHy rinormniasiro ofgHiel 3 risok JIA,
AKAM BUKOHYBaJIU IJIACTUYHY PEKOHCTPYKILiIO 3a J0Mo-
MOT010 ayTonepuKapaa Ta opmyBanHs CJIA. Y Bcix naii-
€HTIB BUKOPUCTOBYBAJX CUHTETUYHUI CyJUHHUH IPOTE3
GORE-TEX® B gianazoui @ 3,5-5,0 MM, 1110 BUpaXoByBaJIx
IHMBIlyaJIbHO 3aJIe’KHO BiJ| BiKy, MacH TiJla Ta po3Mipy
rinok JIA.

OuiHOBaHHS CTaHy reMoJWHaMiku, MopdoJorii Ta
KIHETUKM CTPYKTYp cCeplsd NPOBOAWJMU 3a [JONOMOIOI0
ExoKT, 10 BBaXKa€TbhCs 30JI0TUM CTaHAAPTOM y JliaTHOC-
THIi cKJIaAHuX KoMiiekcHuX BBC. Ha Bcix eTamax Jiiky-
BaHHSI BUKOHYBaJ/IM 3ara/IbHOKJIiHIYHI, 6ioXiMiuHi, 6aKTe-
pioJioriuHi gocaiP)keHHs1. AHTPONIOMETPHUYHI AaHi nepef,
CJIA Ta Ha eTani IBOHaNpPaB/IeHOr 0 KaBaNnyJIbMOHa/JIbHOT O
a”actomo3sy (/[IKIIA) i3 3a3HaueHHsAM MefiaHu (Me) [MiH.;
Makc.] HaBeJieHi B Tabui 2.

[Tix yac ExoKI-gocaipkeHHS OKpiM OIiHIOBaHHSI MOp-
¢dosorii Ta KiHETUKH CTPYKTYyp cCepusi BHPaXOBYBaJH
ingekc HakaTa Ta oOLjiHIOBaJM HAsABHICTb aHTerpajHO-
ro KpOBOTOKY Ha piBHi ksanaHa JIA. CTynidb rinomnJiasii
CTPYKTYP ceplisl oliHIoBasiu 3a Z-score. Y 27 (54 %) na-
L[iEHTIB 3 HE3PO3yMiJIOI0 aHATOMIYHOIO KaPTUHOIO BKpau
Ba)XKJIMBUM OYJI0 BUKOHAHHSI KOMIT'IoTepHOi ToMorpadii,
10 Z1a/10 3MOTY Oi/IbII TOYHO BU3HAYUTH aHATOMO-MOP-
¢doJsoriuHi 0co6MBOCTI Ta po3MipHu cTpyKTyp cepls. [lo-
PIBHSIJIbHY XapaKTEPUCTUKY MOKa3HUKIB fo0, micass CJIA
Ta nepeJ; HACTYIHUM €eTaloM KOpeKIiil i3 3a3HaYeHHAM
Menianu (Me) [MiH.; Makc.] HaBeJleHO B TabJumi 3.

BuxifiHi XapaKTepUCTUKU NALi€HTIB MOPIBHAHO 3 Ja-
HUMHU MIC/A eTaniB reMOJMHaMIi4YHOI KOpeKIil Bifpi3HAa-
JINCh, OCOGJIMBO MPUBEPTAE yBary 30i/bllIeHHS po3Mipy
rijiok JIA, migBuILeHHs piBHA caTypalii KUCHIO B apTepi-

Ta6nuusg 2
AHmMponomempuyHi 0aHi nayieHmie

Moka3Huk Ha ertani CJ1A Ha erani OKMNA
Bik, mic. 40,03; 12] 28 [6; 108]
Maca Tina, Kr 512,2;10,5] 12 [6,2; 25,2]
3picT, cMm 58,5 [34; 83] 86,5 [62; 133]
MnAT, m? 0,32 [0,25;0,92] 0,54 [0,35; 1,28]

IIpumimka. IIIIT - nuoma noBepxHi Tisa.
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Ta6bnuusa 3

lopieHsIbHA Xapakmepucmuka NOKA3HUKI8 Ha emanax 2eMoOUHAMIYHO20 J1iKy8AHHS

p-value

Moka3HuK Ho CJIA MNicna CNA Mepen AKNA * **
KOO €W, mn 29 [5; 98] 28 [5; 92] 41,5 [6; 132] 0,39 < 0,05
YO, Mn 18,8 [4; 79] 18,2 [4; 81] 25,4 [3,6; 70] 0,46 < 0,05
OB €L, % 65 [48;75] 64 [48;79] 60 [44; 83] 0,23 < 0,05
KAl, Mni/m? 58 [9; 123] 61[11;125] 67,5[11; 148] 0,21 < 0,05
XOK, n/x8 2,5[0,41;5,5] 2,7 [0,46; 5,8] 2,8 [0,54; 5,4] < 0,05 < 0,05
Cucremna Sat0,, % 67 [52; 80] 84 [74; 88] 77 [50; 87] < 0,05 < 0,05
Po3mip cToBbypa J1A, MM 51[3,5; 14] 6 [4;17] 12 [5; 21] < 0,05 < 0,05
Z-score -3,92 -2,75 -0,72 < 0,05 < 0,05
Po3mip npaBoi rinku J1A, MM 3,91[3;7] 4,2 [3,5; 8] 10 [4,5; 28] 0,12 < 0,05
Z-score -2,02 -1,57 +1,08 0,42 < 0,05
Po3mip nigoi rinku JIA, MM 4[3,5; 8] 4.5 [3,5; 9] 10 [4; 17] 0,51 < 0,05
Z-score -1,30 -0,60 +1,85 0,09 < 0,05
Inoekc Hakarta (Mm%/m?) 141 [121; 149] 145 [130; 160] 168 [153; 198] < 0,05 < 0,05

Ipumimka. *Pi3HULA CTATUCTUYHO 3HAYylLla Ha piBHi p < 0,05 (t-kpuTepiit CTeiofeHTa) (*nopiBusaHHA Ao i micaa CJIA, **nopiBHanna go CJIA
Ta nepeg [AKIIA); KJI0O €L - kiHueBo-aiacTosiyHUi 06’eM eauHoro myHouka, K/[I - kiHneBo-zgiacToniunuit ingekc, YO - ynapHuid 06'eMm,
@B €1l - ppakuisa BUKHAY €AUHOTO LTyHO4YKa, XOK - XBUIMHHUE 06'€M KpPOBOOOIry.

aJIbHIHM KPOBI, 1110 3HaYHO 3pic micss nepuioro i 36epiraBcs
Ha JJ0IyCTUMOMY PiBHI 0 APYyroro eramny NOpiBHAHO 3 BU-
XiIHUM piBHEM Ta 6YB CTATUCTHUYHO JJOCTOBIpHUM. Takox
36inblIeHHd iHAekcy HakaTa came nepes JpyruM eTanoM
reMo/iuHaMiyHol ctpaTerii 3a ®oHTEeHOM 4YiTKO MOKa3ye
pict risok JIA 3aBasiku po6oti CJIA.

CTaTUCTUYHY OOpPOOKY MNpOBeZEHO 3a /I0MOMOTOI0
nporpam Microsoft Excel 2016, IBM SPSS Statistics 21.0,
GMDH Shell DS. O64yuciroBanmu cepeHE 3HAYEHHS MM0Ka3-
HuKa Mefianu (Me) [MiH.,; Mmakc.]. locToBipHicTb BifMiH-
HOCTeH CTAaTUCTUYHUX MOKa3HUKIB (p) BU3HAYa/IH 3 [0-
noMoroo t-kputepisa CTbIOZEHTa, a NOPOroBe 3Ha4YeHHHA
oyso p < 0,05 st npuAHATTS a60 BigXuaeHHS HYJIbOBOI
rinoresu.

PesyneraTu. ['ocnitanbHa setanbHicTh nicaa CJIA fo-
carasa 8 % (4 mauieHTH), IPUYMHAMU SIKOI BiZI3HaUYeHO:
cerncuc — 1 namieHT; rocTpy cepL,eBo-CyAUHHY HeloCTaT-
HiCTb, NMOB’A3aHy 3 rinepdyHKIi€l0 aHacTOMO3y - 2 ma-
L[iEHTH; TPOMOO3 aHACTOMO3y — 1 MalieEHT 3 Macolw Tiia
3100 rpaM Ta BUpaXkeHOIo rinomnasieto risiok JIA (Z-score
npaBoi risku JIA = -2,7 Ta jniBoi riziku JIA = -4,8). KoH-
cepBaTHBHA Tepanid y 3 nanieHTiB Ta 3aMiHa npore3a B 1
He MaJsu ycrixy. HeyckiagHeHuit nepe6ir paHHboro mic-
JisioneparliiiHoro nepioay crnoctepiranu y 38 (76 %) ma-
uieHTiB, y pemty 12 (24 %) nanieHTiB - 16 yck/1aJjHEHb,
cepej IKUX: CTiMKa rinoTeHsis, 110 6y/1a CKOpUroBaHa BU-
COKHMMH /103aMH {HOTPOMHOI MiITPUMKH, TPOM6GO3 aHaC-
TOMO3y yepe3 10 roaguH nicjig BTpy4aHHs 3 JlecaTypaLiero
BHACJi/IOK KoaryJjonarii Ta MaJiuil ZjiaMeTp NpoTe3a, 110
noTpebyBaB peBi3il Ta peiMmnianTauii mpoTesa, mijBulle-
Ha eKcCyjalid, KylipyBaHa 3a JOIOMOI'0I0 KOHCEPBATHB-

Hol Teparii, iH}eKIilH] yCK/IaHEeHHS AUXaJbHUX NJISIXiB
3 JMXaJIbHOI HEeJIOCTATHICTIO, 1[0 MoTpebyBasu GijbIl
TPUBaJIOl BEHTUJIALINHOI MiJTPUMKH, Ta CeNCUC. 3arajb-
Ha KiJIbKICTh mic/asonepaniiHuX yCKIaJHEHb y3arajbHe-
Ha B Tabsuji 4.

Megiana  mepiofly  crmocTepe)XeHHd  CTaHOBUWJIA
40 [3; 160] micauiB. 3a yac cnoctepexxenus 2 (4,3 %) na-
I[iEHTH MOMepJid Yepe3 TPoM603 aHACTOMO3y BHACIILOK
CaMOCTIHHOT0 NPUIIMHEHHS aHTUKOATYJIAHTHOI Teparmii, 3
3 (6,5 %) narjieHTaMu 6YB BTpauyeHUU 3B'130K 1 HA OTJIsA/,
He 3’aABasMCA. [lpyruil eTan reMoZMHaMidyHOI KopekIii y
Burasaai JKIIA Bukonano y 41 (82 %) nanjieHTa gocaipKy-
BaHoi rpynu. Okpim ExoKI' Ta cTaHZapTHUX MeTOAIB 06-
CTeXEeHHSA BBOXKAEMO MPUHIIMIIOBO BaXKJINBO BUKOHYBATH
30H/lyBaHHSA NOPOXKHUH Cepld Nepej APyrUM eTanoM re-
MoJMHaMivHOI Kopekil, o i npoBeaun y 100 % aite, ne
BUMIpIOBa/IM HACUYEHHS KPOBI 1 TUCK y KaMepax cepld |
MaricTpaJbHUX Cy[IUHAX, BUBYAJIU OCOOJIUBOCTI reMoju-

Tabnuusa 4
icnsonepauitiHi ycknadHeHHs

3aranbHa
YcknapHeHHs KinbKictb  JleTanbHicTb
[ocTpa cepueBa HeLOCTATHICTb 4 2
[nxanbHa HeQoCTaTHICTb 5 -
MigBuweHa ekcypauis 5 -
Cencuc 1 1
Tpomb03 aHacTomo3y 1 1
Ycboro 16 4
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HaMiKH 3 OLliHIOBaHHAM QYHKIIII K/JIallaHHOT 0 anapary. Yci
oneparii 3 opmyBanHs [JKIIA BUKOHYBaH i3 cepe JUHHOT
CTepHOTOMIi B yMOBax IMITYyYHOT'0 KPOBOOGIry Ta moMipHO1
rimorepmil. Y 16 (39 %) nanieHTiB y 3B’13Ky 3 HasiBHICTIO
pectpuktuBHoro /JIMIIIl BuKoHyBasiyM aTpiocenToOTOMIlO,
SIK 060B’I3KOBUM KOMITIOHEHT reMOJJUHAMIYHOI KOpPEKIIil.
Y Bcix mani€eHTIiB MpOBeJIM BifCIKAaHHA aHACTOMO3y MicJd
HOT0 3aKpUTTS, L0 € BKpail BXKJMBUM [IJId 3aN06iraHHs
BUHHKHEHHIO 3 POCTOM JUTHHHU AedopMaliidl Ta CTEHO-
3iB rijiok JIA. JleTaJbHUX BUIIQJKIB Mic/sl APYyroro etamny
reMOJJMHaMIi4YHOI KOpEKIil He CIoCTepiraay, Bifl3Ha4yaau
niJIBUIIIeHHS MeiaHM caTypanil - Bix 77 % [50; 87] npu
MOCTYIJIEHHI Ha IpyTrui eTan Kopekiii 1o 85 % [75; 97]
nicas JIKIIA, a TakoXK MOKpallleHHs 3arajbHOrO CTaHy
narnieHTiB. 3aK/IIOYHUN eTan reMoJUHAMi4HOI KOpeKIil y
BUIJIA/|I TOTQJIBHOTO KaBaly/JbMOHaJbHOI'0 aHACTOMO3Y
BuKoHa/nu y 35 (85 %) mauienTis, iHwi 6 manieHTiB eMmi-
rpyBaJiy 3a KOpZOH.

O6roBopeHHs. [Ipe/cTaByieHe OJHOLIEHTPOBE JIOCIIi-
J>KeHHS OLIIHIOBaHHS pe3yJIbTaTiB BeJleHHS Malli€HTIB 3
OJIHOIIJIYHOYKOBOIO ¢i3ziosori€ro Ta 30iAHeHHUM JiereHe-
BUM KPOBOTOKOM I0KA3aJsI0 MPUHHATHI 6e3nocepeHi Ta
BiffjasieHi pes3ysbTaTH, 3 TOCHITaJbHOK JIETAJbHICTIO,
HIDKYOI0 TOPiBHSHO 3 JaHUMH iHIIUX IeHTpiB [3,4]. 3a
HaLIMMU JAHUMH, He 6yJI0 CTATUCTUYHO 3HAYYI0i pi3HU-
i Y TOKa3HHWKaX reMoJIuHaMiku o Ta nicas CJIA, npoTe
3adikcoBaHO 3HAYHe MiJBUILEHHS MOKA3HUKA MeJiaHH
caTypallii, a TaKO»X AOCTaTHIN PiCT i pO3BUTOK CyJIUH Je-
re”HeBoro pycJja. [lepuinii etan reMoHaMidyHOl KOpeKIiil
3a6e3nevyuB HAJ[iHHWUH JlereHeBUH KPOBOTIK /10 HACTYITHO-
ro eTamny XipypriyHoi Kopekjil Ta € ONTUMaJIbHUM BapiaH-
TOM /11 6isibInocTi iaHoTuuHuxX BBC. Y 6araTbox mepe-
JIOBUX KJIiHIKax 3 pO3BUTKOM €H/I0BACKYJISIPHUX MeTO/AIB
IIMPOKO BNPOBAKYETbCA cTeHTyBaHHA BAII ik anbTep-
HaTuBa CJIA 3 KpalMMHu BijajieHUMH pe3yJbTaTaMu [8],
NpoTe y MaIiEHTIB 3 OJHOUIJIYHOUYKOBOK ¢isiosoriero Ta
0cobiMBOCTAMU aHaToMil BAII He 3aBX/H 1€ MOXKJIMBO.
Cnify 3a3HAYMTH, 1[0 MU TAKOX LIMPOKO BIPOBAKYEMO
MeTOAUKY cTeHTyBaHHs BAIl y miTel 3i 36iiHEHUM Jiere-
HEeBUM KPOBOTOKOM 3 JI0BOJIi XOPOLIMMU pe3yJbTaTaMH,
poTe NMOpiBHAHHSA 060X METOAIB HE 6YJI0 METOIO HAIIOTO
poctimkeHHs. Oco6GIMBY IpyIly CTAaHOBJSTH Mali€HTH 3
HU3BKOI0 Macolo TijJla Ta CYNMyTHBOIO MaTOJIOTIEN, OJHAK
AHACTOMO3 € BapiaHTOM BHUOOPY Y MALiEHTIB 3i CKJIaZHOI0
a”atowmieto BAII, mpu skifi 6e3neyHa Ta epeKTHBHA iMII-
JIaHTallifd cTeHTa HeMoxiuBa. [ss1 okpeMux rpyn BBC 3
OZIHOILJIYHOYKOBOIO aHaTOMI€10, KOJIU IPOBeJleHHS pajju-
KaJIbHOI KOPEKIIil HeMOXJ/IMBE, 2 TAKTUYHO BUOOPOM KO-
peKuii € Jnile ofHOIIYHOYKOBA cTpaTeria ®oHTeHa, MU
obupaemo ormiiito HakaagaHHsa CJIA, IKUH € TpUBaTIIIUM
Ta HaAiMHIIIKMM /PKepeJsioM JIET€eHEBOTO KPOBOTOKY. bisib-
IIiCThb NaLiEHTIB 3 OJTHONILTIYHOYKOBOIO pisiosoriero € cep-
H03HOM MpPo6JIeMOI0 AJIsd AUTSYO0I KapaioJiorii Ta Kapaio-
xipyprii, i BuKoHaHHs JJKIIA HeoOXi/iHe, 06 MATOTYBATH
ix ;o nupkynsanii @onTteHa [9], 3 oNTUMaIbHUM BiKOM BHU-

KOHaHHSA BiJ 6 MicsmiB f0 3 pokiB [10]. Y HamomMy gociti-
JPKEeHHI NTOKa3HUK MeJliaHWd BiKy Ha MOMEHT BUKOHAaHHA
Apyroro etamny craHoBUB 28 [6; 108] micanis. [IpuHmun
yHpaBJIiHHSA LUX CKJIaJHUX NOEAHAHUX BaJ, PO3BUTKY cep-
I Mae 6a3yBaTHUCS HAa KOMILJIEKCHOMY OLIiHIOBaHHI BiKY,
KJIIHIYHUX NPOsIBiB, aHATOMIUHIM Ba>KKOCTi Ta HassBHOCTI
CYNyTHIX 3aXBOPIOBaHb.

BucHOBKW. [1a11ieHTH 3 0Z/HONITYHOUYKOBOIO Qiziosioriero
Ta 36iJHEHUM JiereHEBUM KPOBOTOKOM € BKpaMl CKJaj-
HOIO TPYTOI0, 1[0 MOTPEeOYIOTh iHAMBIAyaIbHOTO MiAX0AY.
Onepanis Hak/1aZaHHs CUCTEMHO-JIETeHeBOTr0 aHaCTOMO-
3y, He3Ba)Kal04M Ha BUCOKY FOCHITa/IbHY JIeTaJbHICTh, Ha
CbOTOZHI 3a/TMIIAETHCS ePEKTUBHUM METOJ0M Xipyprid-
HOT'0 JIIKyBaHHsI MAIiEHTIB 3 OIHOIJIYHOYKOBOIO dizioso-
riero Ta 36iAHEHUM JiIereHeBUM KPOBOTOKOM.

KoH@utiKT iHTepeciB. ABTOpH 3asBJISIOTH PO BiJICyT-
HiCTb KOHQJIIKTY iHTepeciB.
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Experience of Performing Systemic-to-Pulmonary Artery Shunt in Patients
with Univentricular Heart Physiology and Depleted Pulmonary Blood Flow

Elnur Imanov?, Ivan V. Dziuryi?, laroslav P. Truba?, Oleksandr S. Golovenko?
tAzerbaijan Medical University, Baku, Azerbaijan
ZNational Amosov Institute of Cardiovascular Surgery of the National Academy of Medical Sciences of Ukraine, Kyiv, Ukraine

Abstract. Among patients with congenital heart disease diagnosed in infancy, 7.7% of infants have anatomical variants
with functional single ventricle physiology which is often accompanied by depleted pulmonary blood flow. The type of
these defects is clinically associated with cyanosis, in most cases caused not by mixing of blood at the level of the heart
chambers, but by the presence of ductal-dependent pulmonary blood flow, which requires urgent surgical intervention.

The aim. To evaluate the immediate and long-term outcomes of hemodynamic correction in patients with single-
ventricle heart physiology with depleted pulmonary blood flow.

Materials and methods. In the period from 2010 to 2022, 114 patients with reduced pulmonary blood flow underwent
systemic-pulmonary anastomosis at the National Amosov Institute of Cardiovascular Surgery of the National Academy
of Medical Sciences of Ukraine. Among these, 64 patients had biventricular circulation and subsequently underwent
radical correction. The other 50 patients had single-ventricular heart physiology and underwent placement of systemic-
pulmonary anastomosis as the first stage of the hemodynamic strategy according to Fontaine, so their data became the
main material of this study.

Results. Hospital mortality after systemic-pulmonary anastomosis was 8% (4 patients). An uncomplicated course of
the early postoperative period was observed in 38 (76%) patients, and 16 complications were observed in the remaining
12 (24%) patients. The median follow-up period was 40 [3; 160] months. During the follow-up period, 2 (4.3%) patients
died due to anastomosis thrombosis as a result of self-discontinuation of anticoagulant therapy, 3 (6.5%) patients
were lost to follow-up and did not come for examination. The second stage of hemodynamic correction in the form of
bidirectional cavopulmonary anastomosis was performed in 41 (82%) patients of the study group.

Conclusions. Patients with single-ventricular heart physiology with depleted pulmonary blood flow are a group
of extremely complex children who require an individual approach at all stages of hemodynamic correction, and early
diagnosis and palliative systemic-pulmonary anastomosis continues to be a reliable alternative for these children, despite
the fact that mortality after the first stage remains quite high.

Keywords: congenital heart defects, tricuspid valve atresia, pulmonary artery atresia, hypoplasia of the right ventricle,
transposition of the main vessels, Fontaine’s palliative care strategy, bidirectional cavopulmonary anastomosis.
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