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tA3epbaiigkaHCbKMit MEAUYHUIA YHIBepCUTET, M. baky, AsepbaiixaH
2N1Y «HauioHanbHWI IHCTUTYT cepLeBO-CyauHHOI Xipyprii iMeHi M. M. AMocoBa HAMH Ykpainus», M. Kuis, YkpaiHa

[lBOHanpaBneHUin KaBanylbMOHa/IbHUA aHaCTOMO3
SIK eTan reMoAMHaMI4YHOI KOpeKLii CMHAPOMY rinonnasii npaBux BiaAinie cepus

Pe3rome. CuH/poM rinomnsasii npaBuUx BiA/IIB ceplis € piAKICHUM LIiaHOTUYHUM BPOJ>KEHUM 3aXBOPHOBAHHSM
cepus 3 LIMPOKUM CHEKTPOM CeplieBUX aHOMaJlilf, 1[0 XapaKTepU3y€eTbCs HEJJOPO3BUHEHHSIM IpaBUX BiaainiB
cepud. BWKMBaHICTD | THII XipypriYyHOro BTpy4aHHd y LJMX NALLEHTIB MAIOTh NPAMY KOpPeJIALio 31 CTPYKTYPHOIO
aHaToMiero Ta ¢iziosoriero KpoBooOOGIry.

MeTa - oL[iHUTHU NlepionepaliiiHi XapaKTEpPUCTHUKHU y MALi€EHTIB i3 CHHAPOMOM rinomnsasii mpaBux BiAAiniB cepis,
6e3nocepe/iHi Ta BifiaseHi pe3y/IbTaTH Mic/s ABOHANPABJIEHOr0 KaBaly/J1bMOHAJIbHOIO aHACTOMO3Y.
Marepiam Ta MmeToam. 3 1996 no 2022 pik y IV «HICCX im. M. M. AmocoBa HAMH Ykpainu» npoBezieHO reMou-
HaMiuHy Kopekuito y 80 nauieHTiB i3 rinonsasiero npaBux BiAAiIIB cepls. Ycix nanieHTiB NOAIIWIN HA TPU BiKOBI
rpynu: rpyna I (n = 18) - nanieHTH, IKUM BUKOHAJIM TeMO/IMHaMIuHy KopeKlit y Bili 0 1 poky, rpyna Il (n = 33) -
MaLieHTH, IKUX oTlepyBaJsid y Bini Bif 12 1o 36 micanis, rpyna Il (n = 29) - npoonepoBaHi BikoM MoHa/, 3 pOKH.
Pe3yabTraTh. Y paHHbOMY Hic/asionepaniiHoMy nepioai BigzHavyanu 5 (6 %) JieTaJbHUX BUNIAAKIB cepe/| Nalji€H-
TiB Tpbox rpyit: | rpyna - 3, Il rpyna - 2 seTanbHux BUnaku. Cepes nauieHTiB Il rpynu eTasibHUX BUNA/JKIiB He
BiZI3HauyaJsoCcb. MeziiaHa TPUBaJIOCTI ITYYHOI BEHTUJIALI JIereHb, 3arajbHol eKCyaLii, IoOroAMHHO]I Ta 3arajbHol
CHMIIATOMiIMETHYHOI NiITPUMKH, NepebyBaHHs B CTal[ioHApi Oy/iM 3HAYHO HMKYKMMHU B rpymi Il Ha BigMiHY Bij
rpyn nopiBHsAHHSA. Heyck/ialHEHUH nepebir paHHbOTrO micjasionepaniiiHoro nepioAy crnocrepiraau y 59 (74 %)
Marji€HTiB.

BHCHOBKM. Y MalnieHTIiB 3 CHHAPOMOM rinomnsasii npaBux BiJAi/IIB ceplid BU3HAYEeHHS TAKTUKH JIIKYBaHHA I10-
Tpeby€e PeTeNbHOTO MiJIX0y, 0COGJMBO B HOBOHAPOAKEHUX | HEMOBJISIT, 2 BAKOHAHHS TeMOJMHaMi4HOI KopeKLii
MOKa3ye 3Ha4HO Kpallli pe3y/JbTaTH B Iepiofi paHHbOT0 JUTUHCTBA.

Kamouoei caoea: spodiceri sadu cepysi, 36i0HeHUll e2eHe8ULl KPOBONUH, ampe3isi MPUKycnioabHO20 KAANaHa,
€0UHULl WAYHOHOK cepys, aHomanis E6wmeliHa.

1 XXypHan cepueBO-CyAUHHOI Xipyprii =

B YKpaiHCbKKu

Bceryn. CungpoMm rinmomnuasii npaBux BiAAiniB cepud
(CTTIBC) € piakicauM (1 Ha 60 000 nostoriB y CLIA) [1] mi-
AQHOTUYHUM BPOJKEHUM 3aXBOPIOBAHHAM cepusd 3 LIHUPO-
KUM CIEKTPOM CepLeBUX aHOMaJIiH, 1110 XapaKTepU3YETh-
cs He[JOPO3BUHEHHAM NIPaBUX BiJJiJiB ceplis Ta 3a3BUYal
CYNpPOBO/KYETHCA TinomnJiasieto npaBoro uuryHovka (I111)
3 rirnonsasiero 4u aTpesielo TPUKYCHIJAJIBHOIO KJ/alaHa
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(TK) (pucyHok 1), abo kJiamaHa JiereHeBoi apTepii (JIA),
Ta/abo rinomasiero cToBOypa i riiok JIA B moeaHaHHi 3
iHIIMMY BPO/PKEHUMH Ba/IaMU Ceplis.

Ha crorozHi He Gy/10 ONMKMCAHO KOAHUX KOHKPETHHUX
nemorpadivHux ¢paxTopiB 4M GaKTOPiB HABKOJUIIHBOTO
cepeoBHUII, 1[0 Mok 60U mpusBectu Ao CITIBC. Tomy
JlesiKi BUeHi, Bpax0OBYIOUH CIIa/JKOBUN YMHHUK, [TPUTNyCKa-
I0Th, 10 CTaH BUKJIMKAHUH OJHUM F€HOM 3 ayTOCOMHO-
JIOMiHAaHTHUM THUINOM ycnagkyBaHHs [1,2]. [lepuie mpo-
BeJleHe reHeTUu4He aocaigkeHHs y 32 nauieHTis 3 CI'TIBC
BUSIBUJIO KiJIbKa PiAKICHUX BapiaHTIB KONiM reHiB, AKi BiJi-
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PucyHok 1. CuHdpom einonnasii npasux 8iddinie cepus. Ampesis TK

MOBiZJAI0Th 32 PO3BUTOK NPaBUX BiAALIIB ceplid, BKJIKYa-
I0YM KJIANlaHHI CTPYKTYPH, TA CBIJYUTD IIPO Te, L0 reHe-
THKa BiZiirpae nNpoBiJHY POJib Y PO3BUTKY KOMIIJIEKCHOTO
3aXBOPIOBaHHA mNpaBux BiaainiB cepusa [1]. OcHoBHHUM
kJiHiyHUM nposiBoM CI'TIBC € niaHo3, 110 BUHHKAE yepe3
3HW)KEHUH JlereHeBUM KPOBOTIK, Ta LIYHTYBaHHSA Kpo-
Bi cnpaBa HaJiBO Ha piBHI nepejcepAb. Y HEMOBJATH 3
CI'TIBC anbTepHaTMBHE KpPOBONOCTAa4aHHA JiereHb, Ha-
MPHUKJIAJ, Yepe3 BiAKpUTY apTepiajibHy IPOTOKY 3a6e3me-
4ye€ NPUIIJIMB KPOBI 3 IPOKCUMaJIbHOTO BiZ i1y HU3XiZHOL
aopTH B JlereHeBy apTepito. OHaK y Mipy MUMOBIJIBHOTO
ii 3akpUTTA B paHHBOMY Bil[i HEMOBJISA a60 JUTHHA CTAE
L[{aHOTUYHO0, 3aJIeXXHO BiJ po3mipy ngedekty Mixme-
pecepAHOI IeperopojKU Ta CTyIlleHd HeJLO0PO3BUHEHHH
IHIIMX MPaBOCTOPOHHIX CTPYKTYp cepld. TakuM 4YHHOM,
CTYIiHb JIET€HEeBOIr0 KPOBOTOKY CTAHOBUTbH OCHOBHY Je-
TepMiHAHTy ILiaHO3y B TaKWUX JiTed, Ta BU3HAYAETbCA
CTyneHeM JiereHeBoi 06CTpyKIii, HasgBHICTIO Ta po3MipoM
BHYTPIIIHbOCEPLEBUX KOMYHIKallii, CHiBBiJJHOLIEHHAM
MaricTpajJbHUX apTepid Ta HasBHICTIO BiJKPUTOI apTe-
piasnbHOI mpoToku [3]. BrxkuBaHicTb i THHN XipypriyHoro
BTPY4YaHHA Y UUX NAL€EHTIB MalOTb NPAMY KOpeJsALio 3i
CTPYKTYpPHOIO aHaToMi€lo Ta ¢isiosioriero kpoBoo6iry.
IcHye pekinbKa HUIAXIB XipypriyHoi Kopekuii ckiaj-
HUX BPO/PKEHUX BaJ, Cepl, L0 CyNpOBOKYIOTbCA Ti-
MOMJIa3i€l0 MpaBUX BIAALIIB cepud: pajUKajbHa omepa-
ist, a6o ABOLLJIYHOYKOBA Kopeknis (aHes. biventricular
correction), Ta/a6o remMoAMHaMiYHa O/ HOLLIYHOYKOBA
ctparterig ®oHTeHa (aHes. Fontan procedure) y nanieHTiB
3 ¢isiosoriero eaunoro nutyHoudka [4,5]. [lepeBaru mep-
woi onepayii 04eBU/HI, ajie MOXKJIUBICTD il BUKOHAHHA Y
NayieHTiB L€l rpynu yepes BeJUKYy aHATOMI4YHY pi3HO-
MaHIiTHiCTE 0OMexeHa. [pyruii Buja Kopekiili GakTUIHO
€ Na/IlaTUBHOIO NPOLEAYPOIO I CYIIPOBOAXKYETHCA XapaK-
TEPHUMHM YCKJIAaJHEHHSIMHY, ajle BUKOHYETBCS y Gi/b1I0CT]
nanienTis 3 CI'TIBC. [lnig rpyny nauieHTiB 3 rinonsasiero
[ Ta/a6o Horo auchyHKIEI, B IKUX PaZjiKaJbHa KO-
pekIiisi MoB’si3aHa 3 BUCOKMM PU3MKOM BUHUKHEHHS CHUH-
JPpOMy MaJIoTro CepL,eBOro BUKUAY yepe3 He3aaTHicTh [1HI
CIPABJIATUCA 3 YCIM CUCTEMHHMM BEHO3HUM IOBEpPHEH-
HAM, 3alIPOIIOHOBAHA AK aJIbTEPHATHUBA OJHOIJTYHOYKO-
BOMY IIJISIXY «[MiBTOPAIJIYHOYKOBA Kopekuisi» [6]. [lepure

NOBIZIOMJIEHHSA NPO J0AABaHHSA JBOHANPaBJIEHOr0 KaBO-
nyJbMOHasIbHOTO aHacTomo3y ([JKITA) go xipypriunoi ko-
pekuii BHyTpillHbOCEPLEBUX BaJ, 3 YBeJEHHAM TepMiHYy
«BiHOBJIEHHS1 TiBTOpa wIIyHOUYKiB» 3po6uB Billingsley
et al. y 1989 poui [7]. OcHoBa wLi€il KOHLeNIii moasATaE B
KOpeKIil BHYTPiIIHbOCEpPLIEeBUX aHOMaJil Ta pO3BaHTa-
»KEHHI moraHo QpyHKI[iOHYIOYHX paBUX BiJiIiB 3a Aomo-
moroto JIKIIA, Tozi gk iHIIMK JiBUX LIJIYHOUYOK HOPMaJlb-
HO QYHKLIOHYE i 3JaTHUH NepeKayyBaTH MOJ0BUHY KPO-
B00Giry [8]. [lig yac #ioro BOpoBaKEHHS Ta M0/ aJIbIIOT0
PO3BUTKY BKa3aHWU BUJ KOPEKILii Ha3UBa/IM N0-Pi3HOMY:
nyabcyroun JIKIIA, yacTkoBe 6iBeHTPUKY/IsIPHE BiJlHOB-
sieHHs. [Ipote niBTOpauIyHOYKOBa KOpekis (aHa/. one-
and-a-half ventricle repair) 3106y/1a 6i/ble nomMpPeHHs,
4yepes Te L0 IepeBaXKHO BUKOPUCTOBYBAJIACh Y NALLIEHTIB
3 rinomsiazoBaHuM a6o noraHo ¢yHkiionywyum I11I. Jle-
reHeBUH KpOBOOOIr 3a6e3MevyeThCs 32 paxyHOK BKJIAZY
gk [, Tak i BepXHbOro KaBalyJbMOHaJbHOTO CHOJIY-
YeHH$, IPU [bOMY CUCTEMHUH IIJIYHOYOK MepeKadyye Bce
JlereHeBe BEHO3He IOBEpPHEHHS fK €QWHUU cepleBUU
BUKH/A. CTBOpeHHsS MoAMGIiKOBAaHOI MOC/IiJOBHOI IIUPKY-
Jaauil fae 3Mory miATprMyBaTH nmoBHe Ta ¢isiosoriune
pO3/iJIeHHs JIeTeHeBOT'0 M BEJIMKOTO KiJl KpOBOOOIry 6e3
CKHJIAHHA KpOBI ClIpaBa HaJ/liBO Y4 HaBIAaKW, YHUKAIOYU
3MillyBaHHA Ta JecaTypauii kpoBi. MeToz miBTOpamiy-
HOYKOBOI KOpEKIIii AiHiCHO € aJIbTePHATHUBOK KPOBOOOLIry
@®oHTEHa, MpoTe y 6araThoX Mali€HTIB 3 OJHOLIIYHOYKO-
Boto ¢isiosioriero TexHiYHO HeMOXK/IMBHUH. XipypriuHe Ji-
KyBaHHS L€l ckyagHoi ¢isiosorii 3a3Buyail mobyoBaHe
Ha TpUeTaNHIi{ NajiaTUBHIN Npoueaypi, 110 3aBepUIYETh-
€Sl TOTaJIbHUM KaBaly/JIbMOHaJbHUM aHAaCTOMO30M.

3 Toro yacy sk Binbsam [neHH Bmepuie y 1958 pomi
YCIIIIHO BUKOHAB OJHOHAINpaBJIEeHUH KaBamy/JbMOHaJIb-
HUH aHACTOMO3 7-piYHOMY XJIOMMYUKY, PO3po6JieHO Ge3-
Jiid Mogudikaliil KJaCUYHOTO aHACTOMO3Y. Y OibIIoCTi
Mali€HTIB 3 [[IaHOTUYHUMHU BPOJKEHUMH BaZlaMU cepud
nepeBary BiffaloTb 6Giabll cydacHid Moaudikanil y Bu-
aai JAKIIA, skuil € cTafidHO0 NajiaTUBHOI NpPOoLeny-
poro Ha msAXy Ao «omnepaunii @onrtena» [5]. JKIIA € yac-
TUHOIO T€MOJAMHAaMIYHOI KOPEeKIii CKJIaJHUX BPO/PKEHUX
Ba/l ceplid 3i 30iAHEHUM JiereHeBUM KPOBOOGIroM Ta oJi-
HOIJTYHOYKOBOM ¢isiosiori€eto, SsKuii 3/1iiCHIOE BiBeAeH-
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1 XXypHan cepueBO-CyAUHHOI Xipyprii =

B YKpaiHCbKKu

32 BpopykeHi Baau cepua

HsI KpOBIi i3 cucTeMHu BepxHbOI mopokHKUCTOI BeHH (BIIB)
B JIA. Buepie y 1948 poui Popbapj ycninmHo 06iiioB
[l co6aky HISIXOM aHACTOMO3Y BYLIKa IIPABOro Mepej-
cep/is 3 MPOKCUMaJIbHO nepeB’sizaHoro JIA. TakuM YyHMHOM
6ysa cdopMoOBaHa KOHIEMNIisA XipypriYHOTO JIiKyBaHHS Y
nanieHTiB 3 QYHKIIIOHAIBHO OJHOULIYHOYKOBOI aHATO-
Mi€ew cepud. OfgHak icTopis KaBamyJbMOHaJbHOI'O aHac-
TOMO3Y OYMHAEThCs 27 6epe3Hs 1950 poky B [taunii, [1a-
nys - BeHenisi, kosm Ha Il ky1iHiYHOMY KOHTpeci Bifjoynocs
3acilaHHa MDbKHapoAHOI KoJierii XipypriB, Ae iTamiicbki
Xipypru npeacTaBUJIM CBill eKCepUMEeHT JOC/Ti/pKeHHS
KaBaIllyJIbMOHAJIbHOTO aHacToMo3y [9]. 3 Toro vacy Tex-
HiKa aHacTOMO3y 3a3HaJla 3MiH, aJjie He Il reMoHaMi4yHa
koHuenuis [10]. BHecok noToky kpoBsi 3 BIIB y cucrem-
HUH KPOBOIUIMH y NpoLeci pocTy AUTHHU 3MIiHIOETBCH.
Y HOBOHapO/PKEHUX Ta HEMOBJIAAT BOHA CTaHOBUTb 49 %
06'eMy IIMPKYJIIOI040i KPOBi, y iTEeH B mepios paHHbOTO
JOUTHHCTBA 70 2,5 pokiB gocsirae 55 %, Ta 3 pocToM u-
TUHU 3HWKYETHCA 1 B mepiof nepuioro AUTUHCTBA (Bif 4
Zlo 7 pokiB) pocsirae 35 % [11]. [IpoBeseHe mocaipKeHHS
crpaBJisie 6e3nocepe/iHii BIVIMB HA BU3HAYeHHS TepMi-
HiB OIlepaTUBHOT0 BTPY4YaHHH y TaKil KOTOPTi Nali€HTIB.

MeTa - OLiHUTH NepionepaliiHi XapaKTEPUCTUKH Y
nauienTiB i3 CI'TIBC, 6e3nocepenHi Ta BigganeHi pesysb-
taTtu nicas JAKIIA.

Marepiaau Ta MmeTogM. 3a nepiof 3 1996 no 2022 pik
y Y «HICCX im. M. M. AMocoBa HAMH Ykpainu» BUKOHa-
Ho /JIKIIA y 80 nmaujienTiB i3 CI'TIBC. BHecok noToKy KpoBi
BIIB y cucTeMHUI KPOBOIJIMH 3MIHIOETHCS 3 BIKOM JIIOJU-
HU, TOMY B OCHOBY PO3II0Zi/ly /11 BUSHAYEHHS TaKTUKHU 1
ONTUMa/IbHUX TepMiHiB BUKOHaHHA JIKIIA, nmpoBejeHHs
SIKICHOTO aHasli3y nepionepaniiHux, 6e3nocepeHix i Bij-
JlaJIeHUX pe3y/IbTaTiB Ta 3aM06iraHHs MOXXJIMBHUM YCKJIA[I-
HEeHHAM YCiX NaLi€EHTIB IOAIJIN/IN Ha TPU BIKOBI rpynu: rpy-
na [ (n = 18) - nanieHTH, AKUM BUKOHAJIW reMOAUHAMIYHY
Kopekuito y Bini o 1 poky, rpyna Il (n = 33) - nanienTy,
SIKUX onepyBaJiv y Bini Big 12 go 36 micanis, rpyna Il (n =
29) - mpoornepoBaHi BikoM MoHa 3 poKy. XapaKTepUCTHKa
NALLIEHTIB y rpynax 3a/1eXHO0 BiJi BCTAHOBJIEHOT'O JiarHO3y
Ta CyMyTHIiX BPO/PKEHUX Ba/l Ceplis NoKa3aHi B Tabuui 1.

[TanieHTiB YoJi0BivOi cTaTi 6ys0 49 (61 %), >kiHOUOI -
31 (39 %). Ha momMeHT omnepariii cepe/iHii Bik narjieHTiB
ctaHoBUB 47 + 52 Mic. Mezgiana (Me) = 32 [3,5; 312] (mic.).
BisbluicTh naunieHTIiB Ma/ii TPUKYCIiAANBHY aTpesito, TOo-
MY BiICYyTHICTb paHHbOI JIilarHOCTHUKH Ta JIIKyBaHHS OYJI0
pU3UKOM BHCOKOI cMepTHOCTI. Ilepes rocmitasnizani€to
NPOBOJMJIM 3aX04H1 AJIs1 KOPeKILil BiIXU1eHb, 3yMOBJIEHUX
apTepiasbHOIO TiMOKCEMiEIO Ta HU3bKOIO Nepdy3ieto. Jis
Kpalloro 3MilllyBaHHA JlereHeBOro Ta CHCTEMHOT0 KPOBO-
06iry B manieHTiB 3i 36ilHEHUM JIereHeBUM KPOBOTOKOM
npoBoAWIH iHQYy3ito npoctarnanauny E1 (Bazonpocrany,
asnbnpocTtany) y f103i 0,01-0,1 MKr/Kr/xB AJis miATpUMaH-
Hs QYHKLIOHYBaHHSI BiJKPUTOI apTepiasibHOI MPOTOKH.
lllo6 Mo6inisyBaTH HasgsBHI KOMIeHCAaTOPHI pe3epBH, Ha
JloonepaliliHOMY eTalli 3a BiAICyTHOCTI MiXknepeicepaHO-

Tabnuusa 1

Xapakmepucmuka nayieHmie 3a/1exHo 8i0 8CMAHOB/IEH020
0iazHO3y ma cynymmHix 8pooxeHux ead cepusi

Mauientu, n = 80

[HiarHo3 Irpyna Il rpyna Il rpyna
AHomanis Ebwrenna, Tun C, D 3 8 7
CIMBC (rinonnaszis ML, TK), TeTpa- - 1 2
na ®anno

CIMBC (rinonnaszia ML, TK), - 2 1
aOMLn, aMnn

CrMBC (rinonnaszis ML, TK), 1 - -
TAONB, CNA, AMLUMN, AMMOM, TMC

CrMBC (rinonnaszis ML, TK), 1 - 2
TALJIB, atpesia JIA, AMII

CIMBC (rinonnaszig ML, TK), CNA 1 - -
CIMBC (rinonnasiga ML, TK), KTMC, - - 1
OMnn

CIMBC, €ELUC 3a niBuM TUMNOM, 8 16 11
atpesis TK, CJIA, AMLUM, AMMM

CIMBC, ELUC 3a niBuM TUMNOM, 2 3 2
atpesis TK, CJ1A, AMLUM, AMIM,

T™MC

CIMBC, atpesia TK, atpesis J1A, 2 3 3
OMLUM, AMn, TMC

Ycboro 18 33 29

(23 %) (41%) (36 %)

Ipumimka. JMIIl - pedexkT MixnepeacepZHOI NEPEropojKy,

JAMIIIT - pnedekTt MixkmiyHOUKOBOI neperopoaky, ELUIC - equnui
myHodok cepuysd, TMC - TpaHcnosuuis MaricTpajJbHHUX Cy[UH,
CJIA - cTeHno3 siereHeBoi aptepii, TA/l/IB - ToTasbHUN aHOMa/IbHUMN
ApeHax JiereHeBUX BeH, KTMC - kopuroBaHa TpaHCIO3ULis1 Mari-
CTpaJIbHUX Cy[JUH.

ro CHoJly4eHHsl BUKOHYBaJIM IIpoleypy 6aJloHHOI aTpio-
centoctoMmii. Ilepes omepali€to, iHTpaonepauiiiHo Ta y
nicasionepauiiiHoMy mnepiofi BciM maljieHTaM BUKOHYBa-
JIV 3arajIbHOKJIiHiuHi, 6ioximMi4yHi, 6akTepiosoriuni gocsmi-
JDKeHHs, 3allUCyBa/lu eJleKTpokapAiorpagito, BUKOHYBa-
U peHTreHorpadiro oprahiB rpyHoi KJITKU. 30J10TUM
CTaH/AapTOM Y JiarHOCTHUL BaJ [J1s OL|iHIOBAaHHS CTaHY
reMoiMHaMiku, MopdoJiorii Ta KiHeTUKH CTPYKTYp cep-
s 6yso TpaHCTOpakasibHe exokapghiorpadiune (ExoKI)
JLOC/Ti/I)KeHHS Ta 30H/AyBaHHSA NOPOXKHUH cepld. [eHep-
Hi [aHi nayieHTiB y rpynax NOpiBHAHHSA [0 olepauil Ta
AHTPONOMETPUYHIi i3 3a3HaueHHAM MefiaHu (Me) [MiH.;
Makc.] HaBeJieHi B Tabauni 2.

[lix yac ExoKI-mocnigkeHHA NpOBOAWIM BUBYEHHA
Mopdoiorii Ta KiHEeTUKU CTPYKTYp Ceplid LIIAXOM BU-
MipIOBaHHSl KiHLeBO-/iacTO/MIYHOTO 06G'€EMY, YAApHOTO
06’eMy, dpakuil BUKMAY NMpaBoOro Ta JiBOro LLIYHOUKIB
yu EUIC, KiHUEeBO-AiacTOJIYHOIO IHAEKCY, XBUJIHWHHOTO
06’eMy KpoOBOOGIry, po3MipiB KJjamaHiB, cTOBOypa Ta Ti-
sok JIA. Ilif yac BU3Ha4YeHHs CTyIleHs rinomnasil cTpyk-
TYp ceplid 3a BiZIXWUJIeHHSIM BiJj HOpMaJIbHUX [T0Ka3HUKIB
NPOBOJMJIM OLiHIOBaHHA CTPYKTYp cepld 3a Z-score. [la-
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Tabnuug 2
[eHOepHi ma aHmponomempuyHi 0aHi nayieHmie 2pyn NOpieHIHHSA
| rpyna Il rpyna Il rpyna p-value

MokasHuk (n=18) (n=33) (n=29) * *

iHoua 7 (39 %) 15 (47 %) 9 (32 %)
Crate Jonosiva 11 (61 %) 17 (53 %) 19 (68 %) 0.039
BiK, Mic. 11[3,5; 12] 24 [13; 36] 66 [38; 312] < 0,05 < 0,05
Maca Tina, kr 8,5 [5,3; 14] 12 [7;16,7] 16,5 [11,8; 65] <0,05 <0,05
3pict, cm 68 [50; 92] 86 [72; 102] 111,5 [90; 182] < 0,05 < 0,05
MAT, m2 0,39 [0,29; 0,59] 0,56 [0,38; 0,8] 0,78 [0,57; 1,77] < 0,05 < 0,05

Ilpumimka. * - pi3HULA CTAaTUCTUYHO 3HAdyila Ha piBHI p < 0,05 (t-xputepiéi CTriozieHTa) (*HOPIBHAHHA MiX
111l rpynamy, ** mopiBusiuHsA Mix 11 i 11l rpynamu). [T - nutoia noBepxHi Tina.

Hi ExoKT y rpynax nopiBHsIHHA i3 3a3Ha4eHHAM MeJiaHu
(Me) [minH.; Makc.] HaBeieHi B Tabuuni 3.

Jnsa nmigTBepz)KeHHs AiarHO3y Ta BU3HA4YeHHH IIO-
JaJIb1I0] XipypriyHol TAKTUKHU 30JI0TUM CTaHAapTOM BBa-
»)KaEMO 30H/JyBaHHS MOPOXXHUH cepls, sKe BUKOHAIU Y
65 (81 %) mawieHTiB, 110 y BiACOTKOBOMY CNiBBijHOLIEH-
Hi BcepeJiMHI KOXKHOI I'pyny cTaHOBWJO: rpyna [ - 14 3
18 nauieHTiB (78 %), rpyna Il - 28 3 33 nauieHTiB (85 %),
rpyna Il - 23 3 29 nauienTiB (79 %). BumiproBanu Ha-
CUYEeHHs KPOBi M TUCK Y KaMepax ceplis i MaricTpajbHUX
cyAuHax. Y BciX ManjieHTiB BUBYAIN 0COGJIMBOCTI reMOIu-
HaMmiku 3 onjiHtoBaHHAM ¢yHkuii [11, TK Ta knanaHa JIA,
YU HasIBHICTb OZ{HO- a60 JIBOHAMPABJIEHOTO LIYHTA Yepe3
nedekT MixnepecepAHOI Neperopoiky a6o iHmi crosy-
4yeHH4. [loka3HMKM reMOJMHaMIKU NALi€EHTIB A0 oneparil
3a JJaHMMMU KaTeTepu3allii NOpoXKHUH ceplis B rpynax Io-
piBHSIHHA i3 3a3HaYeHHAM MeziaHu (Me) [MiH.; Makc.] Ha-
Be/leHOo B TabuulLli 4.

CucreMHuli/nereHeBUl KoeQillieHT BiAmoBigHO A0
npuHnuny ®ika 6yB 064YMCIEHUH MaTeMaTUYHUM ILIsI-
XOM: CUCTeMHUU cepleBui BUKU/ (Qs, J1/XB) = JiereHeBUI
BEHO3HUH NOTiK KpoBi (Qp) + noTik kposi B HIIB (Qivc);

Qs = Qp + Qivs; Qivs = Qs - Qp.

CHCTEeMHHUH TPAaHCIOPT KUCHIO KPOBi (MJI/XB) = TpaHC-
NOPT OKCUT€HOBAHOI KPOBI 10 JIereHeBUX BeHax + TPaHC-
nopT KUCHIO KpoBi o HIIB. OTxe, Qs x (31aTHICTDb nepe-
HOCUTH KHCeHb) x SAsat = Qp x (3aTHICTb NEPEeHOCUTH
KuceHb) x PVsat + (Qs - Qp) x (3#aTHICTb MepeHOCUTH
KuceHb) x [VCsat. TpaHCIOPTYyBaHHS KUCHIO € HE3MIHHOIO
JIJIS TeMOTVIOGiHy TaHOTO MallieHTa MiJ Yac KaTeTepu3allii
Ta COPOCTOBYE piBHAHHSA [12] TaKUM YHHOM:

Qp _ SAsat - IVCsat

Qs PVsat - IVCsat
e Qp/Qs = cniBBifHOLIEHHS JIereHeBOro/CUCTEMHOTO
NOTOKY KpoBi; SAsat = cucrteMHa caTtypauis; [VCsat = ca-
Typauis HIIB; PVsat = HacuyeHHs JiereHeBUX BEH.
CTaTUCTUYHY OOpPOOKY MNpOBeJleHO 3a JI0IOMOTOI0
nporpam Microsoft Excel 2016, IBM SPSS Statistics 21.0,
GMDH Shell DS. Bixg oTpumMaHuX pe3yabTaTiB BUKOHAHO
00YHC/IeHHsl cepefjHbOr0 3HAueHHs, CTaHJAPTHOrO Bij-
XUJIEHHS Ta MoKa3HUKa MefiaHu (Me) [MmiH.; makc.]. Juas
BU3HAYeHHSA JOCTOBIPHOCTI BiIMIHHOCTiI CTaTUCTHUYHHUX
nokasHUKiB (p) 3acTtocoByBaiu t-kputepiit CTbIOJeHTA.

Ta6nuug 3
ExoKT daHi nauieHmie epyn nopigHIHHS

| rpyna Il rpyna Ill rpyna p-value
MokasHuk (n=18) (n=33) (n=29) * *
KOO /L, mn 36 [9; 107] 45 [12; 98] 62 [19; 253] < 0,05 < 0,05
YO, mn 17,6 [5; 63] 25[9; 53] 37 [13;121] <0,05 < 0,05
OB 1L, % 59 [52; 78] 64 [45; 85] 60 [48; 87] < 0,05 < 0,05
KAl, Mmn/m? 65 [26; 210] 72 [20; 148] 100 [19; 164] 0,1 < 0,05
XOK, n/x8 2,71,1;0,68] 3,0 [1,0; 0,63] 3,47 [1,3; 9,68] 0,08 < 0,05
KOO N, ma 15 [4; 52] 21[7;59] 43[12;108] < 0,05 < 0,05

Ilpumimka. * - pi3HULA CTAaTUCTUYHO 3HAYylla Ha piBHI p < 0,05 (t-xkpuTepiit CTbiogeHTa) (*nopiBHaAHHA Mix I i Il rpynamu, ** nopiBHAHHA
mix 11 i Il rpynamu). KJO JILI - kiHyeBo-zAiacToniyHUN 06'€M JiiBoro miyHouka, K/I - kiHneBo-aiacToniynui ingexc, YO - ynapHuil 06'eM,
OB JIII - ppakuis Bukugy aiBoro nuryHo4yka, XOK - XBUTMHHUN 06'€M KpOBOOOIry.
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LoonepayiliHi NoKasHUKU 2eMOOUHAMIKU 3a OGHUMU Kamemepu3auii

I rpyna Il rpyna Il rpyna p-value

MokasHuk (n=18) (n=133) (n=29) * *
Tuck y 1M, 6 [1; 15] 6 [1; 15] 7[1; 15] 0,3 0,23
MM pT. CT.

SatO, y I, % 55 [46; 88] 57 [45; 74] 71 [60; 85] 0,09 < 0,05
Tuck y JIMN, MM pT. CT. 3[1; 8] 4,5 [1; 8] 51[1;12] 0,14 0,18
SatO, 8 /1M, % 95 [85; 98] 91 [72;99] 92 [74;100] 0,1 0,21
CUCTEMHUI TUCK, 88/50 92/60 100/60 <0.05 <0.05
MM pT. CT. [80/35; 110/80] [70/35; 110/70] [75/45; 135/95] ’ ’
CucremHa SatO,, % 72 [50; 90] 78 [74; 85] 81 [69; 86] < 0,05 0,16
Tuck y JIA, MM pT. CT. 8,5 [3; 22] 8 [4; 16] 16 [12; 23] 0,09 < 0,05
SatO, B JIA, % 75 [68; 87] 74 [58; 84] 78 [69; 85] 0,12 0,07
SatO, y HIMB, % 55 [44; 88] 58 [45; 74] 72 [63; 85] 0,19 < 0,05
4CC, xB 132 [100; 150] 120 [80; 150] 96 [55; 122] < 0,05 < 0,05
Op/Qs 0,42 0,6 0,45 < 0,05 < 0,05
femornobin, r/n 152 [113; 230] 170 [121; 212] 177 [127; 253] < 0,05 <0,05
Eputpoumntn x 10'2/n 4,8 [4;9,1] 5,6 [3,7; 8,6] 5,713,9;9,7] < 0,05 0,09

[IpumiTka. * - pisHULS CTATUCTUYHO 3HA4YyLa Ha piBHi p < 0,05 (t-kputepit CThiofenTa) (* nopiBHssHHS Mix i 1l rpy-
namy, ** nopisuanua mix 11 i Il rpynamu). SatO, — catypauia kuchto, Il - npase nepeacepas, JIII - sise nepencepas,
HIIB - HmxHsA nopoxkHucrta BeHa, YCC — yacToTa cepL,eBUX CKOPOYEHb.

flk noporoBe 3HaYyeHHs [/ NPUNHATTS 260 BiJXUJIEHHS
HYJIbOBOI TinoTe3u NpuUHATO 3Ha4eHHA p < 0,05.

Pe3ynbraTH. Y paHHbOMY Hic/asionepauliliHoMy nepio-
Ji BigzHavanu 5 (6 %) seTaabHUX BUNAJKIB cepes, nmari-
€HTIB TPbOX I'PyIL Y rpy1i | - 3 eTasbHUX BUNTAJ KU, CEpe],
SIKHX JIBOE MALi€HTIB O6y/M 3 BaXKKoo $opMoI0 aHOMaJIii
E6urteiiHa, Tuny D, 3rifHo 3 kiaacudikaniero Carpentier.
Cnpo6a BUKOHATU IJIacTU4YHY Kopekiito TK 6ysa HeBAa-
Jla yepe3 BHpaXKeHy Tinonsiasiio CTy/J0K Ta 3Ha4Hy aTpi-
anizanito [1I, ToMy €4MHUM BapiaHTOM 6Y/10 YIIMBaHHSA
TK 3a Miosiepom (aHesa. Muller procedure) Ta jonoBHeH-
Ha [IKIIA. Y pesysbraTi nepiia AUTHHA NIOMepJia yepe3
10 roguH nicsg onepauil y Bii 8 micsAwiB, a pyra — yepes
9 ni6 micas onepauii y Bini 3,5 Micaus Big roctpoi ceple-
Boi HepoctaTHOCTI (['CH) Ta AuxanbHOI HEAOCTATHOCTI. Y
TpeTboro nauieHTa 3 arpesiero TK, eJMHUM LIJIyHOYKOM
3a JIiIBUM THUIIOM Ta BUPaXeHOI0 MiTpa/IbHOIO HeJOCTaT-
HICTI0O BUKOHAJM IJIaCTUKY MiTpaJibHOTO KJamaHa i Jjo-
noBHuUU /[IKIIA. [HBa3MBHO Biji3HAa4aBCsl BUCOKUM TUCK Y
JIA (25 MM PT. CT.), TOMy BUKOHa/u 3akpuTTA JIA. [licas
BiJIKJIIOUEHHS ITYYHOT0 KPOBOOOIry gpikcyBasu Bupaxe-
Hy ceplieBy c1a6KicTb Ha GpOHI BUCOKHUX 103 CUMIATOMi-
MEeTHKIB, i Ha 6-y A006y micjsa onepauii y Bini 10 micauis
nanieHT noMmep yepes I'CH.

Cepepn mauientiB rpynu Il nertaspHuUX BUNAAKIB He
BifzHavasocsa. Y rpyni III 6ysno 2 jeTaJbHUX BUNAJAKU.
[lepwinit y nanieHTky 3 atpesieto TK: micis BUKOHaHHSA
JKIIA B paHHbOMY mic/sionepayiiiHoMy nepioZii BUHUKJIA
KpOBOTeYa 3 Micllsl aHaCTOMO3y, a 3roJloM 4epe3 2 THXHi

KpOBOTe4Ya NOBTOPHUJIAC, 1110 TOTPebyBaJio ypreHTHOI pe-
Bisil. Yepes 1 Micaup mic/s onepauil nagieHTKa nomMepJia
Biz iHdekuilHUX ycKIaJHEeHb Ta cencucy. /lpyromy nati-
EHTY 3 Baxkkoo ¢opMoto aHoManil E6urteiiHa, Tuny D Ta
BUpaxkeHoto rinomasieto [l yHacnizok 3HayHOI Horo
aTpiasizayii BUkoHaau naactuky TK 3a Carpentier 3 go-
naBaHHaM JIKIIA, npoTe nanieHT nomep yepes 2 06U Bij
I'CH Ta guxaibHOI HEJOCTAaTHOCTI.

Yci onepanii BUKOHYBa/Id i3 cepeJUHHOI CTEpPHOTO-
Mii B yMOBax WITYYHOro KpoBoobiry. PapMakoxo/100BY
KapJiomnJseriio 3acTocoByBasid y 52 (65 %) nauieHTiB
TPBOX TPyI [Jisi BUKOHAHHS KOpeKIil BHyTpillHbOCED-
neBUX Baj. Y 28 mauieHTiB 3i 3HUKEHUM JIeT€eHEBUM
KPOBOTOKOM Ta LliaHO30M, B IKMX MePIIUM eTanoM 6y/a
BUKOHAaHa olepalis CHCTEMHO-JIereHeBOTO aHACTOMO3Y
Bienoka - Tayccira 3a fonoMorowo CyJMHHOI'O NpoTe3a
3,5-5,0 MM, y nepiog Bif 1 1o 3 MicaniB UTTA 6y/10 BU-
KOHAHO iX 3aKpUTTs. /g 3an06iraHHs BUHUKHEHHIO 3
pOCTOM JUTHHHU CTEHO3IB risiok JIA BaXJIMBUM € BiJcCi-
KaHHsA aHacToMo3y. Takox 7 (9 %) nauieHTiB noTpeby-
BaJIM IJIACTUKU OZHIEl 3 risiok JIA kyanTeM 3 ayTonepu-
Kap/ia yepe3 BUpaxkeHi cTreHo3U. Y 2 (2 %) nauieHTiB f0-
JlaTKOBO BUKOHAJIU KOPEKILil0 TOTaJbHOIO0 aHOMAJIbHOI'0
JipeHaka JiereHeBUX BeH, ¥ 2 (2 %) - nJ1acTUYHY KOpek-
Liro MiTpasbHOro kjamnaHa, B 1 (1 %) nauieHTa - npo-
TesyBaHHA TK. YacTkoBy pesekuiio MixnepencepHOl
neperopoziky, abo aTpiocenTocToMito, 6yJ10 BUKOHAHO Y
36 (45 %) nauieHTiB BCiX rpyn 1K 060B’I3KOBUIH KOMIIO-
HEHT reMOJMHAaMI4YHOI KOpeKIiii.
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B okpeMux BUIAJKax y Malmi€eHTiB 3 aHoMasiero E6-
IITEeHHA 3a/MIIAAM MiHiMaJbHY ¢(eHecTpalilo B MixIe-
pefcepAHiii nmeperopofli A/ pO3BaHTaXKeHHS NPaBOTO
nepezcepasa. Bukonysanmu JKIIA y aBox Moaudikauisx: y
npaBy risiky JIA «Bi-Di Glenn» -y 76 (95 %) nauieHris, gBo-
6iyHui y npaBy i yiiBy rinku JIA «Bilateral Bi-Di-Glenn» -y
4 (5 %) nanieHTiB, y MauieHTIB 3 0JaTKOBOIO JIIBOCTOPOH-
Hboto BIIB. Y 23 (29 %) nauieHTiB TpbOX rpyn BUKOHAJIH
onepawio MiBTOPaLJIyHOYKOBOTO BiJHOBJIeHHA: | rpymna -
3 (4 %), ll rpyma - 9 (12 %), Il rpyna - 11 (14 %) nanien-
TiB. [Ipy niBTOpamyHoukoBii kopekuii /IKIIA BukoHyBaB
dYHKLiI0 3HMKEHHSI 00'€EMHOTO HaBaHTAXKEHHsI Ha TiIlo-
miazoBaHui [III micasg ycyHeHHs BHYTpIlIHbOCEPLIEBUX
aHoMaJsiiH, Ha BigMiHy Bij iHmwux 57 (71 %) mauieHTis, B
akux JJKITA BUKOpHCTOBYBa/IM fIK eTallHy YacTKOBY reMo-
JMHaMIiYHy Kopeklito 3a PoHTeHOM. [HTpaomnepauiiiti no-
Ka3sHUKU B Ipylax NOpiBHAHHSA i3 3a3HaUYeHHAM MejliaHU
(Me) [miH.; Makc.] HaBeieHi B TabJuii 5.

AHanizyroud oTpuMaHi iHTpaomnepaliliHi MOKa3HUKH,
MIPUBEPTAE YBary cepefiHs TPUBAJIICTb POGOTH IUTYYHOIO
KpOoB00Giry, nepdysii Ta nepeTHCKaHHS A0PTH, 10 OyJia Hak-

Ta6nuusg 5
IHmpaonepauyiliHi NOKA3HUKU 8 2pynax NOpPieHSHHS

Hx4ow B Il rpymi, nopiBHO0OYM 3 IHIIKMMU rpynamu. [Ipu
I[bOMYy 06€M BHKOHAHHMX MaHiNyJsALil y rpynax GyB Mmpak-
TUYHO OJIHaKOBUH. /laHi micssioneparniiiHoro nepioay i3 3a-
3Ha4YeHHAM Me[iiaHu (Me) [MiH.; MaKc.] HaBe/ieHi B TabJIHUIIi 6.

MepniaHa TpuBasOCTI IITYYHOI BEHTUJIALII JiereHb
4 [1; 52] roauHwy, 3aranbHOI ekcypauii - 48 [24; 264] ro-
IuH, moroauHHoi 5 [3; 10] MKr/Kr/rof Ta 3araJbHOi CUM-
natromMiMeTuuyHol miaTpumMku - 50 [25; 96] roauH Bcboro,
nepe6GyBaHHs B crauioHapi 16 [7; 29] ai6 6ysu 3Ha4HO
HWX4YMMHU B rpyni Il Ha BigMiHy Bif rpyn nopiBHsAHHS.
HeycknagHeHu# nepe6ir paHHBOTO Tic/sioNnepaliiHoOro
nepiony crnocrepiranu y 59 (74 %) nauienTi. ¥ peurtu
21 (26 %) mamieHTa TpBOX rpyn BiAsHaudanu: rpyma I,
y 6 nauieHTiB - 8 ycksiagHeHsb, rpyna lI, y 4 nanieHTiB —
5 ycknagHens, rpyna I, y 11 nanienTiB - 18 yckia/iHeHb,
110 MaJiv 3B’130K 3i crienudivHUMH 3MiHAMU KPOBOOGIry,
xapaktepHuMu jus JKIIA. Oco6suBy yBary nmpuBepTae
I'CHy 10 nauienTis: rpynal - 3, rpyna Il - 1, rpyna III - 6,
fKa MOTaHO MiAfaBajach KOHCEPBAaTUBHOMY JIIKyBaHHIO
Ta y 4 NaLieHTIB cTajsa NIPUYUHOIO JIeTAJIbHOCTI. YCKIaz-
HEeHHS Tic/sionepaliiiHoTo Mepioay HaBeeHi B TabnLi 7.

| rpyna Il rpyna Il rpyna p-value

MokasHuk (n=18) (n=33) (n=29) * **

TpuBanictb onepawii, x8 285 [200; 460] 240 [150; 360] 275 [150; 480] < 0,05 < 0,05
Mepdysis, xB 95 [39; 160] 80 [28; 160] 90 [41; 244] < 0,05 < 0,05
[epeTuckaHHa aopTu, XB 37 [15; 45] 17 [3; 46] 35 [5; 100] < 0,05 < 0,05
LIBT BB, MM pT. cT. 14 [9; 19] 12 [7; 17] 12 [7; 16] 0,18 0,06
LLBT HMB, MM pT. cT. 91[7;11] 71[3;12] 8 [4; 14] 0,09 0,23
CucteMHa SatO,, % 86 [65; 90] 86 [82; 100] 89 [60; 98] 0,07 0,12

Ilpumimka. * - pi3HULA CTATUCTUYHO 3HAYy1la Ha piBHi p < 0,05 (t-kpuTepiii CTeiofenTa) (* nopiBHAHHA Mix | i Il rpynamu, ** mopiBHAHHS Mix

IIi Il rpynamu). LIBT - neHTpasbHUI BEHO3HUH THUCK.

Tabnuusg 6
MicnsonepayiliHi NOKA3HUKU 8 2pynax NOpPi8HSHHS

I rpyna Il rpyna Il rpyna p-value

MokasHuk (n=18) (n=33) (n=29) * **

LIBT BIMB (Glenn), MM pT. CT. 12 [7;19] 11 [6; 17] 11 [7;17] 0,17 0,07
LIBT HIMB, MM pT. cT. 91[7; 11] 7 [5; 15] 8[6;12] 0,12 0,15
Cucremna Sat0,, % 84 [80; 96] 88 [78; 98] 89 [78; 98] < 0,05 0,24
Tpusanictb LB/, rog, 10 [1; 118] 41[1;52] 7[1;70] < 0,05 < 0,05
Ekcynauis, Bcboro rog, 72 [48; 216] 48 [24; 264] 58 [4; 120] < 0,05 < 0,05
MepebysaHHs y BPIT, rog 96 [72; 768] 96 [48; 336] 90 [24; 192] 0,07 0,12
[NepebyBaHHs B cTauioHapi, 8i6 20 [10; 52] 16 [7; 29] 21 [8; 42] < 0,05 < 0,05
CuMnaToMiMeTUKM, MKI/Kr/ron, 10[2;12,5] 51[3; 10] 7[3;15] < 0,05 < 0,05
CMMnNaToMiMeTUKM, BCbOTO rof, 78 [18; 624] 50 [25;96] 62 [24; 120] < 0,05 < 0,05

IIpumimka. * - pi3HULS CTATUCTUYHO 3Havy1a Ha piBHi p < 0,05 (t-kpuTepiit CThrogenTa) (* nopiBHsHHS Mix [ i Il rpynamuy, ** mopiBHsAHHS Mix
111 Il rpynamu). IIBJI - mrty4Ha BeHTUALis JereHb, BPIT - BiafineHHs peanimanii Ta iHTeHcHBHOI Teparmil.
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Tabnuusa 7
[icnsonepauiliHi ycknaOHeHHs 2pyn NOPIBHSIHHS

Irpyna Il rpyna Il rpyna
YcknapHeHHs (n=18) (n=33) (n=29)
focTpa cepueBa HefOCTaTHICTb 3 3 1 - 6 1
[uxanbHa HeQoCTaTHICTb 2 - 2 - 5 -
Kpogoteua - - - - 1 -
MpoxiaHa aTpioBeHTpUKYNSp- - - - =1 -
Ha 6rokaaa
TpaxeobpoHXiT - - - -1 -
EkcynaTvBHMIA NneBpwrT, - - 1 - 1 -
nepukapauT
Nlimdbopes - - 1 - - -
IHdiKyBaHHA nicnsonepavin- 1 - - - 2 -
HOi paHu
Mapes piadparmu 1 - - - - -
Cencuc - - - =1 1
Tpombo3 BINB 1 - - - - -
Ycboro 8 3 5 0 18 2

OuiHOBaHHS pe3yJsbTaTiB XipypriyHOro JIiKyBaHHSA
nauieHTiB i3 CI'TIBC 3 BupaxkeHoto rinomnsasiew abo guc-
¢yukuiero I, gk iHTpaonepauiiiHux, Tak i micasonepa-
L[iHHUX, JOBOAUTL IlepeBard BUKOHAHHS ONepaTHBHOIO
JIIKyBaHHA B TaKOI KOTOPTH CKJIAJHUX MALIEHTIB y Nepion
paHHbOrO AUTHHCTBA. CepeJHiN nepiog crnocTepexeHHs
cTaHOBUB 45 [6; 180] MicaA1iB. 3a yac criocTepeXeHHs ce-
pen 72 (90 %) nauieHTiB 060X rpyn 3adikcoBaHo 2 (2,7 %)
JleTaJibHUX Bullagku cepey nayieHTis [ Ta Il rpyn. [Mani-
€HT | rpynu 4epes 3 THKHI IiCJI BUTMCYBaHHSA 3arUHYB,
Ha pO3THHI Bii3HavyaBcs Tpom603 BIIB, B iHmIoro mari-
eHTa 3 Il rpynu npuduHa cMepTi, 10 BUHUKJIA Yepe3 6
MicsniB, He Bioma. Tpoe (4 %) manieHTiB Ha OrJisj He
3'aBJIsIMCA. 3aK/II0YHUE eTal reMoJUHaMiuHOI KopeKIil
y BULJIA/1 TOTAJbHOIO KaBaly/IbMOHAJIbHOI'0 aHACTOMO3Y
BUKOHaHO y 49 (68 %) nanjieHTiB, o cioctepirauaucs. [lo-
Ka3HUKHU reMOJIMHaMIiK{ B 00CTeXeHHUX Malli€eHTIiB, AKUM
BUKOHYBAJIU KOPEKIil0 N0 MiBTOPALIJIYHOYKOBOMY IIJIfA-
Xy, IOKa3au A06pi pe3yJbTaTH y BifJaieHoMy Iepiofni
i He noTpebyBa/iv iHIIKX BTPy4YaHb. CepeHil MOKAa3HUK
CUCTeMHOI caTypallii Ha MOMeHT NOBTOPHOr0 06CTeXeH-
Hs1 cTaHOBUB 92 % [79; 98] % i MiHiMa/IbHO 3HM3UBCA 3
MOMEHTY ollepaliii, Ha BiAMiHy BiJ MalLliEHTIB, MpooInepo-
BaHMUX 10 OJHOLJIYHOYKOBOMY LIJIAXY, [ile CUCTeMHa caTy-
pauis crana HuK4o10 Hixk 79 [73; 89].

O6roBopenHsa. CITIBC € pifgkicHOlO I[iaHOTHYHOMO
BPO/PKEHOI BaJIOI0 Ceplid 3 LIMPOKUM CIHEeKTPOM ceple-
BUX aHOMaJil. [/ KJIIHILUCTIB BaXXJIMBO 3HATH IpoO il
pi3HOMaHITHI KJ/iHIYHI NpOSIBY, [iarHOCTHUYHI 0CO6JIU-
BOCTi yepe3 3HAYHUU nosiMopdi3M Ta PO YUCIEHH] eTa-
U MaJiaTUBHOrO XipypriyHoro JiiKyBaHHd. bBinbiiicTb
[[UX MAali€EHTIB MalOTh OAHOILIYHOYKOBY disiosorim, 110
€ cepiio3HOI0 MpobGJeMO AJisS JUTAY0l KapAioJsorii Ta

kapaioxipyprii, i Bukonanus /JJKIIA Heo6xiznHe, 06 miz-
roTyBaTH ix /10 qupky/sanii @onrena [13]. ¥ nanieHTis 3
rinonuiasieto [N1II BuHMKaE cucTosivyHa JucyHKIis, yepes
AKY 3HWXKYETbCA CepLieBUH BUKHUJ, 110 NPU3BOAUTH [0
MpaBoGiYHOI HEIOCTATHOCTI. Y pe3ysbTaTi reMoJUHaAMIY-
Horo nepeaHTaxeHHd [ 3milmyeTbca MDKIIIyHOYKOBA
neperopojKa, 110 3HUKY€ HallOBHEHHS JIIBOTO IIJIYHOYKa
3i 3MeHILeHHSIM HOTO0 KiHLeBO-/[iacTOJIiYHOrO 06’EMY, TO-
My Iicad XipypriyHol KopeKLil 4acTO CIOCTepiraroTbCs
03HAKH cepleBoi HeJocTaTHOCTI. 3aBAsaky ¢yHkuii JKITA
3MEHIIYETbCA BeHO3He NoBepHeHH: i3 cuctemu BIIB y
[T Ha 30-40 %, 0 3a6e3ne4ye nonepesHE HABAHTAXKEH-
Hs Ha JIIII Ta € epeKTHBHUM KOMIOHEHTOM Yy GOpPOTHOI 3
HU3BKHUM CeplieBUM BUKHUJOM Yyepe3 MpPaBOLIIYHOYKOBY
aucdyHkiito. Takok MokpalleHHsT cUcToJiYHOT PyHKIT
JIIBOT0 LIJIYHOYKA JOCATAEThCA B pe3y/bTaTi po3BaHTa-
»keHHs [T 3 mokpaleHHAM ioro reoMmeTpii, 403BOJMBIIX
MEeHIIMH 3CYB MIXKILJIYHOYKOBOI IeperopoiKy JiBopyd Ta
NPU3BOAUTB /10 6i/bII0T eEeKTUBHOCTI MIKIILIYHOYKOBOI
B3aeMozil. [loeasHaHHA aTpesii JIA 3 IHTAKTHOIO MIXKILIY-
HOYKOBOIO TIEperopoakor Ta rimomasiero I a6o aTpi-
amizopanui [ npu aHomauii E6GmTeliHA € KJIaCUYHUM
npukaazoM, koau o6’em [l mMoxe O6yTH HemocTaTHIM
JAJ51 MATPUMKM 3arajlbHOTO CeplieBOro BUKUAY, TOMY Li
nalieHTH MepebyBalOTh HA iHIIOMY KiHI ciekTpa [14] &
NoTpeOyIoTh Oi/bll peTesJbHOrO BejeHHs. [lorpaHuvHa
MopdoJioris MpaBUX BiAAiJiB Mepenko/Ka€ BUKOHAHHIO
GiBEHTPUKYJISIPHOI KOpeKIil BHACHiZOK HeJ0CTaTHbOTO
yZapHoro o6’emy. [liBTOpalsiyHOUKOBHH LLISX JA€ 3MOTY
BrutouatH 11 y KpoBooGir 3i 36epexeHHSIM NyJIbCYI040-
ro KpoBoToky B JIA [15].

CMepTHICTh micisA WyHTYBaHHA 3a [JleHHOM y mpo-
BiIHMX KJIiHiKaxX KOJIMBAETHCA i CTAHOBUTH Bif 5 710 15 %
BoaHouyac ofHUMU 3 OCHOBHUX PaKTOPIB, 1110 BIJINBAIOTh
Ha CMEepTHICTb, € CUHAPOM reTepoTakcii, aHOMaJbHUI
JIpeHaK JieTeHeBUX BeH, aHOMaJIbHa apXiTeKTypa Ta 0co-
6,1MBO BUCOKMH TUCK Y JIA [16].

[lpoBeseHe HaMU AOCAIAXKEHHA B MOPIBHAHHI MaJsio
pe3yJbTaTH y HWXKYOMY Aiana3oHi 6 % paHime 3apee-
CTPOBAHUX MOKAa3HUKIB cMepTHOCTI. YoTUpU BUNAAKHU
CMepTi HacTaJIM BHACJAIA0K CepLieBOl HELOCTATHOCTI, L]0
noTpebyBasio BUCOKUX 03 iIHOTPOMHOI MiAITPUMKH, a iH-
MU NaLieHT NoMep Bij cencucy. Ham focBif Takox J10-
BOJIUTh GAKT 3B’I3KY BiKy 3 jieTa/IbHiCTIO: y TpyTi | TpU
JleTaJIbHUX BUNAJKU crocTepiraau y Bigi 3,5 micang,
8 Ta 10 MicAuiB »kUTTH, iHIII JBa BUNAKW B CTapIlii Bi-
KOBi# rpyni BiizHavyasnuce y 6 Ta 10 pokiB. Y 6araTodak-
TopHOMY aHaJsisi Sarris et al. [17] onucyBanu MoJion-
MUK BiK IK He3aJIeKHUH MPEJUKTOP CMePTi, 0CO6JIUBO
B HOBOHAPO/P)KEHUX Ta HEMOBJIAT, TOJI K JIeTaJbHICTb
OyJ1a 3HAYHO HUXKYOIO B Nepiosi paHHBOr0 AUTHHCTBA.
[IpyHUMD ynpaBJiHHSA €0 BaJl00 PO3BUTKY Ma€ 6a3y-
BaTUCS HAa KOMIJIEKCHOMY OLiHIOBAaHHI BiKy, KJIHIYHUX
NposiBiB, aHATOMI4YHIA BaXXKOCTi Ta HAsABHOCTI iHIIKX
Ba/Ji pO3BUTKY.
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BuCHOBKH

. BU3HayeHHA TAKTHUKH JIIKYBaHHSA y NALEHTIB 3 CUH-
JpOMOM rinomiasii npaBux BiJJiJiB ceplst MOTpedye
peTesIbHOro MiJIX0/ly, 0COBJUBO B HOBOHAPO/KEHUX i
HEMOBJIAT.

. KomniekcHu# JlikyBa/JIbHUH NiAXiJ OpHU JIiIKyBaHHI Na-
LIEHTIB 3 PI3HUM CTyIleHeM rinoiasii npaBux Bigai-
JIIB ceplis MOKasye A06pi 6e3nocepeani Ta BiaganeHi
pe3y/abTaTH Ha BCiX eTanax JliKyBaHHS.

. Bukonanus JIKIIA € BaXJIMBUM MaJliaTUBHUM eTalloM
JIIKyBaHHS TAL[iEHTIB 3 OJHOULIYHOYKOBOIO ¢i3iosio-
riero, akuK 6Ge3nocepeHbO BIJIMBAE HA HACUYEHHS
KpOBi KHCHeM, 3abe3neuyroun ePeKTUBHUH JiereHe-
BHU KPOBOTIK.

. 3a/sexXHO Bij| BiKy MaljieHTa BHECOK MOTOKY BEPXHbOI
MOPO’KHUCTOI BEHU Y CUCTEMHUIN KPOBOILJIMH 3MIiHIO-
€TbCS, TOMY KJiHiYHUN edekT BukoHaHHsA JIKIIA €
3HAYHO KpallMM MpPH BUKOHAHHI omepalii B nepio
PaHHbOTO AUTUHCTBA.

CnMCcOK BUKOPUCTAHUX AKepesa
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Bidirectional Cavapulmonary Anastomosis as a Stage of Hemodynamic Correction
of Hypoplastic Right Heart Syndrome
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*Azerbaijan Medical University, Baku, Azerbaijan
“National Amosov Institute of Cardiovascular Surgery of the National Academy of Medical Sciences of Ukraine, Kyiv, Ukraine

Abstract. Hypoplastic right heart syndrome (HRHS) is a rare cyanotic congenital heart disease with a wide spectrum
of cardiac anomalies characterized by underdevelopment of the right heart. Survival and type of surgery in these patients
directly correlate with structural anatomy and circulatory physiology.

The aim. To evaluate perioperative characteristics in patients with HRHS, immediate and long-term results after
bidirectional cavapulmonary anastomosis.

Materials and methods. In the period from 1996 to 2022, 80 patients with HRHS underwent hemodynamic correction
at the National Amosov Institute of Cardiovascular Surgery. All the patients were divided into three age groups: group I
(n = 18) with patients who underwent hemodynamic correction under the age of 1 year, group Il (n = 33) including
patients who underwent surgery between the ages of 12 and 36 months, and group III (n = 29) comprised of those
operated at the age older than 3 years.

Results. In the early postoperative period, 5 (6%) deaths were reported among the patients of three groups: 3 in group
I and 2 in group III. There were no deaths among patients of the group II. Median durations of mechanical ventilation,
total exudation, hourly and total sympathomimetic support, hospital stay were significantly lower in group II in contrast
to the comparison groups. An uncomplicated course of the early postoperative period was observed in 59 (74%) patients.

Conclusions. In patients with HRHS, the determination of treatment tactics requires a careful approach, especially
in newborns and infants. The implementation of hemodynamic correction shows significantly better results in early
childhood.

Keywords: congenital heart defects, reduced pulmonary blood flow, tricuspid valve atresia, single ventricle of the heart,
Ebstein’s anomaly.

CraTTs Haaimia B pepakiito / Received: 02.02.2024
[Ticnsa foonparntoBanHs / Revised: 15.02.2024
[Ipuiinaro po apyky / Accepted: 17.03.2024



