Puc. 2. EbexTUBHICTS JIi-
KyBaHHsI XBOpHX 3 pedpax-
TepHIMH HaOpsikamu 11 rpy-
nu: [ — 3HaYHEe 3MEHIIIEHHS
HAaOpsKiB; 2 — 3HUKHEHHS
HaOPSIKiB

MOYXe OyTH HeOe3IeuHo uepe3 MOCUJICHHS Timep-
BOJIEMIi, 1110 MOYKe BUKJIMKATH TIEPEBAHTAXKECHHSI OC-
J1a0JIeHoro Miokapa, KpiM Toro, ipu CH 30i1bIIeHHS
00’eMy IUPKYJTFOI0YO01 KPOBI, IIIO CIIOCTEPIraeThCs
Imi1 yac mepiroi gas3u Aii OCMOTUYHHX A1yPETUKIB,
MO’Ke MMPU3BECTH JI0 PO3BUTKY TOCTPOI JIIBOILTYHOY-
KOBOI HEIOCTATHOCTI Ta HaOpsAKY jereHs [5; 7; 9].

Takum YMHOM, TPOBEICHE TOCIIHKEHHS BUSBUIIO
HaMOIIbII ¢)eKTUBHY CXEMY JIIKyBaHHS: B/B Kpa-
nesbHa 1HOYy3isg Gypoceminy 3 eyiTiHOM 1 BepOIIImi-
POH TIEpOPaTBHO, IO A€ Kpallli pe3yIbTATH JIKY-
BanHs xBopux Ha CH II B-III cr. III-1V ®K 3 PH
Ta € IPH I[bOMY MaJIOIHBA3UBHOIO 1 EKOHOMIUHO J0-
CTYITHOIO.
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IIpencraBnens! oTAaJIeHHBIE PE3YIbTATHI MOJHOW KOPPEKIMHU CII0KHOTO BPOXKIEHHOTO IOpOKa cepAla,
arpesun Jierounoit aprepun (AJIA) ¢ nedexToM MexokenyaoukoBoit neperopoaku (JMIXKII), BeimoHeH-
HOH y 82 GonpHBIX 3a iepuof ¢ 1982 mo 2006 rr. B Hanmonaneaom MCCX um. H. M. AmMocoBa AMHY.
ITpocnexensr pe3ynbTathl y 60 (92,3 %) 60abHBIX B cpoku oT 0,5 10 15,9 et (B cpearem 9,5+3,9). 3a Bpemst
HAOIIOACHHS TIO3IHSS JIETAIBHOCTh cocTaBmia 5 %. [IpuunHaMK JIETAIbHBIX UCXO/I0B ObLTH: MH(EKIMOH-
HBII 9HIOKAPIUT, 3aMeHa KOHIYHUTa IOCIIe TOBTOPHOM OIEpalii, OCTPOE HapyIIeHHe MO3TOBOI'0 KPOBOOO-
pamenusi. CoCTOSIHME MAIIMEHTOB OIIEHUBAJIM COMTACHO (PyHKIMOHAIBHBIM KiaccaM (PK) NYHA cooTset-
crBeHHO Tuny AJIA-JAMKII. Ananuz nokasan, uro y 70 % GonbHbIx nocie [TK AJIA-JAMIKII nab6mona-
IOTCSI XOPOIIIKe OTAQJIEHHBIE Pe3yJIbTAThl U YIyUllleHue (QYHKIIMOHATEHOT'O COCTOSIHHUS.

KitroueBble citoBa: BpOXXI€HHBIHM IOPOK CEPALA, ATPE3UsI JIETOYHON apTepuu ¢ Ae(heKTOM MEeXOKEITy0UKO-
BOH MEPEropoiKy, MOJIHAS KOPPEKIIHS, OTJAJICHHBIC PE3yIbTATHI.
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REMOTE RESULTS OF COMPLETE CORRECTION OF PULMONARY ATRESIA WITH

VENTRICULAR SEPTAL DEFECT

The National Amosov Institute of Cardiovascular Surgery of AMS of Ukraine, Kyiv, Ukraine,
The Odesa State Medical University, Odesa, Ukraine

The article presents remote results (RR) after complete correction (CC) of the complex congenital heart
disease (CHD), pulmonary atresia (PA) with ventricular septal defect (VSD) at 60 patients within the term
from 0.5 to 15.9 years (mean 9.5£3.9). Late mortality composes 5%. The reasons for lethality were the
following: 1) inflectional endocarditis; 2) after repeated operation on conduit change; 3) stroke.

The analysis of RR showed that 70% of patients after CC with PAVSD had good remote results.
Implantation of autologous pericardial VC yields the durable remote results.

Key words: congenital heart disease, pulmonary atresia with ventricular septal defect, complete correction,

remote results.

ATpe3is JereHeBoi apTepii 3 AePeKTOM MIKIILTY-
HoukoBoI neperopoaku (AJIA-JIMIIIT) — me
ckJaHa BpopkeHa Baaa cepilst (BBC) 3 BincyTHicTIO
3B’s13Ky Mix npaBuM nutyHoukom (ITIHI) ta nerene-
Boro aprepiero (JIA), JereHeBe KpOBOIMOCTaYaHHS
MpH SIKiH 3a0e3MeUyeThCs eKCTpaKapaiaIbHUMHU JIKe-
peamMu: BeTMKUMH a0PTOJIETEHEBUMH KOJIATePaITh-
Humu aptepismu (BAJIKA), Binkputoro aprepiajib-
Hoto npotokor (BAII), OpoHXialbHUMU CYyOUHAMU
[1-3]. IIpupoaHuii nepedir BrkuBaHHs miteid 3 AJIA-
JIMILIT mpoTarom mepiioro poxy )UTTS CTAHOBUTh
60 %, a mo 16 pokiB 6e3 onepallii JO)KUBAIOTh TUTBKU
45 % xBopux [1; 3; 4]. €AMHY MOXKITUBICTH 301TbIIICH-
HsI TPUBAJIOCTI KUTTS 1 MOKpaIllaHHs HOT'o SIKOCTI 3a-
OC3IIeUyIOTh XIpYypriuHi MeTOau JiKyBaHH: [1; 4; 5].

3rigHo 3 3-10 MiXKHapOIHOK KOH(pEPEHIIE 3
Howmenknarypu ms xipyprii BBC, AJIA-JAMIIIII
PO3MOIUISIOTh Ha TpH TUIIH («A», «B», «C») 3amex-
HO BIJI aHaTOMIii MaJIoro Koja KpoBooOiry [2]. Tun
«A» CBITUUTH PO HASIBHICTh HATHUBHUX JIA, a jiereHe-
BUI KpOBOTIK 3AilicHIOEThCS uepe3 BAII, BAJIKA
BiacyTHi. Tun «B» — mpucytHi HatuBHI JIA 1 BAJIKA.
Tun «C» — npucytHi Tinbku BAJIKA. Jlerene-
BUM KpOBOTIK Ipu Tunax «B» 1 «C» 30IHCHIOETHCS
yepe3 BAJIKA [1; 2]. Tunu «B» 1 «C» xapakTepusy-
FOTBCS IHIUBIAYaIbHUM ITOJIIMOP(}I3MOM JICT€HEBO-
apTepiaJibHOro OaceifHy 3 BiACYTHICTIO a00 TimoIia-
31€10 aHATOMIUHMX CTPYKTYp cuctemu JIA. YV 3B8’513-
Ky 3 [IUM Ha IUIsIxy 110 rmoBHoi kopekilii (ITK) HeoO-
XiJTHO BUKOHYBATH CEPII0 €TAMTHUX MiATOTOBYMX OIle-
pauii y BUIIIsiAi: yHidoKaizamii, TiapoguHaMidHo-
ro pO3IIKUpPEHHs LeHTpalbHuX JIA Ta cuctemHo-
JlereHeBoro anactoMmo3y. OcobauBe Miclie mociaa-
FOTh IMArTOTOBYI OIepallii 3 FApOIUHAMIYHOTO PO3-
IMUpPeHHs HeHTpanbHux JIA — TpaHcaHysspHa pe-
KOHCTPYKIIisl BUX1IHOTO TPAKTY MPABOTO MUTYHOUKA
(BTIIL) i popmyBaHHS NajgiaTUBHOT'O KOHIYITY
mix ITI 1 JTA 6e3 3axkputts AMILII, siki BuUKOHY-
FOTBCS B YMOBAX IITYYHOTO KpoBooOiry [1; 3]. ITos-
Ha kopekiist AJIA-JIMIIIII Bxiarouae B ceOe 3aKpUT-
s AMILIT Ta BimHOBIeHHS 3B’ 13Ky Mik ITIL 1 JTA
TPaHCAHYJISIPHOIO TUTACTUKOIO (MOHOCTYJIKOBUM KJTa-
ITaHOM 4M 0e3 HhOT'0) a00 IMIUIAHTALIIE€I0 KJIAaITaHHO-
ro KoHmyiry [3-5].

Merta 10CIiKEHHS] — OIIHKA BI/IAJICHUX PE3YJib-
TaTiB IOBHOI KOPEKIII aTpe3ii JIereHeBol apTepil 3 ae-

(hbeKTOM MIXKIIITYHOUKOBOI TIEPETOPOJIKH 3AJIEHKHO BiT
iX aHATOMIYHOTO THUITY BaJ{ CEPIISi TA METO/IY PEKOH-
CTPYKIIi BUXITHOTO TPAKTY MPABOTO IUTyHOUKA.

Marepiaiau Ta METOIH TOCTiKEHHS

3a nepioa 3 1982 o 2006 pp. B HamionansHoMy
IHCTHUTYTI CEPIIEBO-CYAMHHOI Xipyprii iM. M. M. AMo-
coBa AMH Vkpainu 151 xBopomMy NpOoBOAMIN Xi-
pyprque mikyBanHst AJIA-JIMILII. [ToBHa Kopek-
11isI BUKOHAHA y 82 xBopux. Bigganeni pesynbraTi
ITK nocmimxkeni y 60 (92,3 %) xBopux 13 65, 110 yc-
MIITHO TIEPEeHeC N ornepallito, y Tepminu Bif 0,5 1o
15,9 poxy — y cepenrbomy (9,5%£3,9) POKYy. Mero-
JlaMU TOCTIIKeHHS Y BiJAaJIeHOMY Iepiojii Oymu:
3arajJbHOKJIHIYHI, eJeKTpokapaiorpadis, peHTreHo-
rpadis, exoxapmorpacpm aHriokapmiorpadis. Hep-
11€ TJIAaHOBE 0OCTEXEHHS MPOBOAMIOCA yepe3 6 Mic.
TicIIst omepaltii, y moJgajablIoMy — 4epe3 PikK.

Pe3yabraTu gocaimxenns
Ta iX 00roBOpeHHst

3a Jac CrocTepeKeHHs IMi3HA JIeTabHICTh CTAaHO-
Buia S %. IlpuunHaMu JieTabHUX HACTIIKIB OYIIM: B
OJIHOMY BUIMAJIKy — IOJIIOpraHHa HeJOCTATHICTb, 1110
po3BUHYJIAcs Ha (OHI CENCUCy, KUK yCKIIaHIOBAB-
cs1 iH(EKIIHHUM eH0KAPIUTOM, B IHIIOMY — ITICIIS
MOBTOPHOI OTeparlii i3 3aMiHU KOHYITY, Y TPEThOMY
BUIAJIKY — BIJ] TOCTPOI'O MOPYIIEHHS MO3KOBOI'O KPO-
BOOOIry. BukuBaHHS y Bi/y1ajiecHOMY TIepio/ii TpoaHa-
mizoBaHo MerosoM Kartana — Meiiepa (puc. 1).

Ha niarpami 306paskena aKTyapHa KpHuBa BH-
KHBAHHS MALIEHTIB MICIIS MOBHOI Kopekiii AJIA-
JAMILIIT y Biymanenomy rniepioi. I3 anamizy aktyap-
HOT KpUBOI BUHO, 1110 uepe3 1, 41 12 pokis micis [TK
YaCTKa MAL€HTIB, K1 BIDKWIN, CTAHOBUTD BIAIIOBII-
HO 98, 95180 % Ta MOTIM 3aJIUIIAETHCS CTAOITHHOIO.
Pesynbratu [TK AJIA-JIMUIII 36iratoTbcs 3 JaHK-
Mmu, ki ipeacrasieHi K. Amark — 78 % [4].

Cran 006CTeXKEeHNX MALIEHTIB OLIHIOBAJIN 38 (PyHK-
nioHanpHUMU Kiacamu (PK) NYHA (Hwro-Mopk-
ChKa ceplieBa acolrialtis) BiamosiaHo go tuiy AJIA-
JAMIIIT (taba. 1).

3rigno 3 manumu tadwuil, 1o I DK NYHA Ha-
nexanu 34 (56,6 %) nanientu tummy «A» i 8 (13,3 %)
xBopux — tumy «B». [lo I ®K NYHA nanexanu
B OCHOBHOMY XBODi TUITY «B» 1 «C», TOMY 1110 Y HUX
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Puc. 1. Bignanena BmwkuBaHicth micist [TK AJIA-JIMIIIT 3a merogom Kartana — Metiepa

Tabmuys 1
Po3znoain naientis 3a kiaacamu NYHA, n (%)
Tepmin

Tun cnocrepe-| NYHA | NYHA | NYHA

AJTA-AMIUIIT | xeHHsl, I 11 111
poKu

Tum «A», n=41] 15,9%3,1 34 5 2
Tun «B», n=16| 7,814,2 8 6 2
Tun «C»,n=3 | 5,7£4,1 2 1
VYceporo, n=60 | 9,5£3,9 [42 (70,0)|13 (21,6)| 5(3,4)

CIIOCTEPITral0ThCs 3AJIUIIKOBI MATOJIOTIYHI 3MIHU Y
JIETEHEBOMY apTepialibHoMy Oaceiini. Kpim Toro, re-
pen IIK BkazaHi XBopi oTpuMaau HU3KY Majia-
TUBHUX MPOIEIYP, CIPSIMOBAHNX HA yHi(poOKaTi3a-
uiro BAJIKA y cucreMy HATUBHUX IIEHTpalbHUX JIA.
V BijyiaaeHoMy NIepiojii CIIOCTEPEKECHHS B CEPel-
HpoMy 4epe3 (4,310,9) poxy (Bix 0,3 1o 7,6 poky)
5 (8,3 %) xBopuwm i3 [I1 DK NYHA Oyiu BukoHaHi
MOBTOPHI onepartii: y 4 3 mpuBOIy 3HAUHUX TEMO/IH-
HaMIYHHUX MOPYUIEHb, Y 1 — Yepe3 yCcKIIagHEHHS
panoBoto iHpekiiero. Y 3 (5,0 %) Bumnaakax BraBaiu-
Csl 10 OTIEPATHUBHOTO BTPYYAHHS, 3aMiHU KOHAYITY Y
3B’SI3KY 3 IOTO PECTEHO30M, II¢ B OJTHOMY BUIIAIKY
TMPOBE/ICHO 3aKPUTTS PE3U/YaTbHOTO JMIIII, a B
IHIIOMY BUKOHAJIM CTEPHOILIACTUKY (TAOJI. 2)
Haii6inpim BaroMmoro npuanHO0 He3aJ0BUTHHIX
pe3ynbTaTis mics [TK AJIA-JAMILIT e pyHKIis KOH-
JyiTy. 3a HAsIBHOCTI 010JIOTIUHOT'O KOH/TYITY y MEKax
BTTIII 3 yacoMm criocTepiraeTbesi HOro CHOHTAHHA
nerenepartis. Lleit mporec mae cyto iMyHonorquy
npupoy. XapakTepHOIO PHCOIO iOro e ¢i6po3 i
KaJIBIIMHO3 TLTa KOHAYITY 1, HAcaMIepes, CTyJIOoK. 3

Tabnuys 2
Tunu peonepauiii y Bixnaienomy nepiozi
micas [TK AJIA-AMIIIT

Peomnepartis Kinbkicts | JleTanpHICTh
3amiHa KOHOYITY 3 1
3aKpUTTS Pe3nAyaTbHOTO 1 —
JMIITT
CrepHoITTIacTHKA 1 —
VYcboro 5 1

FeMOJIMHAMIYHOI TOUKHU 30Dy, Il IPOIECU MPHU3BO-
JATh OJJHOYACHO /10 CTEHO3yBaHHS 200 HELOCTAT-
HOCTI KJIanlaHa KOHyiTy [5; 6; 8].

VY namowmy gocnigxenHi O0ymo 16 mamieHTiB,
skuMm 1mig yac [TK AJIA-JAMIIIT 6yo iMmutanTo-
BAHO KOHAYIT 1 SIKi MOTPANIN A0 TPYIU Biagane-
HHUX CIOCTEPEkKEeHb. XaPAKTEPUCTUKU IIi€] TPYITH
BimoOpaeHi B Ta0J1. 3. SIk BUIHO 3 HABEJICHUX JAHMUX,
BiJTAJICHUI TEPMiH CIIOCTEPEKEHHS Y BCIX MAII€HTIB
OyB mocTaTHbO AoBruii. HalbGinpmmuii rpamieHT
CUCTOJIIYHOTO THUCKY — (55%7) MM pT. cT. criocTepi-
raBcs y BIUTAJIGHOMY TEPioJii Y TUX XBOPUX, AKi OT-
pumanu kceHorpadt abo O6i0JIOTIYHUN KiIamaH, a
HaiimMeHmui — (26,5+5,0) MM pT. CT., Y TUX, KOMY
IMIJTAHTYBAJIU aBTOMEPUKAPAIaTIbHUNA KOHIYIT
(AIIK). V cBoro uepry, xBopi 3 AIIK O6ynu Haiimo-
JoamuMu B rpymi — (36,8124,0) mic. 1 a1 HUX BH-
KOPUCTOBYBAIM HAWMEHIIIMIA 32 JIaMeTPOM KOHAYIT
— y cepenuboMmy (15,8+1,9) mm. 3 aHamizy naHux
Tab1. 3 BUJHO, 110 HEMAE BIpOTITHUX PO30IKHOC-
Tel y AOCII/DKYBAHUX MOKA3HUKAX MIXK XBOPUMH 3
pI3HUMU TUTTaMU KOHyiTiB. Lle, mepir 3a Bce, MOX-
Ha MOSICHUTU MaJIOIO KUTBKICTIO CIIOCTEPEKEHD Y
KOJKHIN okpemiit rpymi. OnHaK O4eBUIHO, 110 € TEH-
JIEHIIIs1, KOJIM MAIl€HTH 3 KCEHOOI10IOTITUHMMU KJTaria-
HaMu 1pu TepMiHax mpudmmsHo 10 poxis micns [TK
AJTA-JIMUITT MaroTh OLIBIIT BUCOKUH Y CEPETHbOMY
IPAJIIEHT CHCTOMIYHOTO TUCKY Ha KOHAYITI, TAMYacoM
SK TIALIEHTU 3 aBTONEpUKAPIIaIbHUMHI KOHAYITaMI
MaroTh OUThIT HU3BKMH TpajiieHT. [Ipuuomy Taka
3aKOHOMIPHICTh CIIOCTEPITAETHCS HE AUBIISTYUCH HA
T€, [0 Y HUX BUKOPUCTOBYBAJHCS KOHAYITH Y
cepelHbOMY MeHIoro aiamerpa. Lli pakti MoxHa
MOSICHUTH TIEPEAYCIM TUM, IO MPOLECH CIIOHTAHHOT
JIeTeHepallii o BiIHOIIEHHIO JI0 HATUBHOT TKAaHUHH,
SKHM € aBTOTIEpUKAP/I, HE MAIOTh TaKO1 CUJIN BIUIH-
BY MOPIBHSHO 3 KCEHOO10IOTIYHUMHU TKAHUHAMU.

VY 3 (4,5 %) xBopux OyJI0 BUSIBJIECHO aHEBpU3Ma-
tryHy nunatamio BTTIL y 38°s3Ky 3 BiACYTHICTIO
HEOKJIaIaHa JIETeHEeBOI apTepii Ta BAHUKHEHHSIM He-
JIOCTATHOCTI KjamaHa jereneBoi aptepii (HKJIA)
(puc. 2). Yci ui xBopi orpumaim TAIT natkoro 3 aBTO-
niepukapaa BTTIL Ha erami ITK AJIA-JIMIIII, mo-
BTOpHE XipypriuHe BTpy4aHHs iM OYJIO BiIKIAIECHO.
Heo0xigHo 3a3HAUNTH, 1110 TEPMiH «AHEBPHU3MATHYHA
JTIATALlLsD BAKOPUCTOBYBAIM TUTHKHU Y THX BUTIAIKAX,
konu miamerp BTIII, BumiproBanuit npu ExoKT,
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XapakTepHucTHKA BiyIajleHUX Pe3yJbTATiB Y XBOPUX 3 iMINIAHTAIICI0 KOHAYITY

Tabauys 3

IToka3HuKU AIIK Aol'T JI'T KCBK V%
KinpxicTh mamieHTis 7 4 2 3 NS
Bik Ha momenT ITK, Mmic. 36,8%£24,0 130,0£58,6 68,5£32.0 8318 NS
Hiamerp KOHAYITY, MM 15,8£1,9 20,6%1,1 18 19,0£1.4 NS
TepMiH CITOCTEPEKEHHS, POKHI 8,5£2.0 6,4%1,8 3,1+£2,7 9,7%1,1 NS
I'pagieHT THCKY, MM PT. CT. 26,5%5,0 302 444 557 NS
Cryninb perypritaiii IMomipHa [MomipHa [TomipHa 3HauHa NS

Ipumimku: 1. AoI'T — aopranbuuii romorpadT (CTEpUIIBHUN CErMEHT A0PTH 3 KJIANIAHHUM alapaToM TpyIa JIIOAMHN).
2. JITT — mereHeBuit roMmorpadT (CTeprIIbHUN cerMeHT cToBOypa JIA 3 KiTanmaHHUM arnapaToM TpyIia JIOAWHN).
3. KCBK — kcenorpadt (TBapuHHHI CTEPUIIBHHI CETMEHT CYIMHU 3 KJIATIAHHUM arapaToM) a0o MITydHU

CYJIUHHUI MpoTe3 i3 610JIOTYHUM KITATIAHOM.

Puc. 2. Peatrenorpama xsoporo B. (icTopis xBopoou
Ne 1711). Crpinka Bkaszye aneBpusmy BTITLI

OUTBII HIX yJBIYi IEPEBUILYBAB BiAMOBIIHE 3HAUEH-
Hsl, pO3paxoBaHe /UIsl AAHOTO MAallieHTa 332 HOMOTpa-
Moo Rowlatt [9].

3anponoHoBaHuii crocib6 [6; 7] popmyBaHHs MO-
HOCTYJIKOBOTI'O KJIallaHa 3 aBTonepukapaa abo Mmem-
OpaHnu i3 momitetrpaduroopoerunieny (Gore-Tex)
HaOyB IIHMPOKOTO PO3MOBCIOKEHHSI TPU PEKOHCT-
pykuii BTTILI i3 TAIT naTkoro 3 MeTor0 3anob6iran-
Hsa HKIJIA.

Taxum unHoM, nmoBHa Kopekuis AJIA-JIMIIIT
KapIMHAJIbHO 3MIHIOE TPUPOIHUN TEepeOdir Baau.
EdexTnBHE BUKOPUCTAHHS MaiaTUBHUX BTPYYAHb 3
METOI0 (POPMYBAHHS JIETEHEBOI'O apTEPIaIbHOTO PYC-
JIa TIPY yCIX TUNAX BaJM Ta BAOCKOHAJICHHS PEKOHCT-
pykuii BT nokpammrs BijyiajieHi pe3yabTaTH.

BucnoBkn

1. ¥V 70 % nanientiB micus [TK AJTA-IMIIIT
BIJI3HAYAIOTHCS JOOP1 BifJalieHl pe3yJbTaTH 1 Mo-
KpallaHHs (GYHKIIOHAIBHOTO CTATYCy ONEPOBAHUX
XBOPHUX.

2. OnTuMaibHi pe3yabTaTH y BijajdeHOMY Iie-
PploJil MPOCTEXYIOTHCS Y XBOPHUX, SIKI MAIOTh TUIT «A»
AJIA-IMIIIT.

3. lpodinakTrka aHEBpU3MATUIHOI AvIaTamii
BTIILI mpu TAII nocsiraetbest popMyBaHHIM KOM-
METEHTHOT O KJIAIAHHOT'0 MEXaHI3MY y BUIJISIIII MO-
HOCTYJIKH.

4. BUKOpHUCTaHHS aBTONEpUKAPAiaIbHUX KJla-
MaHHMUX KOHJYiTiB 3a0e3Meuye Kpali BijianeHi pe-
3yJIbTATHU.
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