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[1Y «HaykoBO-NpaKTUYHUIN MEOUYHUI LLEHTP AUTAYOI Kapaionorii Ta Kapaioxipyprii MO3 Ykpainu», M. Kuis, YkpaiHa

CuHAPOM BiACYTHOCTI KlanaHa nereHeBoi apTepii 3 He3NIMBHUMMU TiIKaMu:
KNiHIYHUIA BUNAAOK Ta OrNaA nitepatypm

Pe3ome. CuH/poM BiZicyTHOCTI KJ1anaHa JiereHeBoi apTepil (CBKJIA) - pigkicHa BpoakeHa BaJja cepls. Bunagku
MO€HAHHSA Li€l Baj¥ 3 HE3JIMBHUMU TiJIKaMU JiereHeBoi apTepii TpanisiioTbcs BKpau pigko. Y Takux BUMaKax
KPOBOTIK B OZIHY 3 T'iJIOK JiereHeBoi apTepii 3a6e3neuye BijkpuTa apTepiasibHa npoToka (BAII), BignoBigHO Kii-
HiYHUU nepe6ir, cTaH JUTUHU Ta NOTpeba B KapAioxipypriuHUX BTPYy4YaHHSX 3ajeXaTh BiJ PyHKLIT apTepiaib-
HOl npoTokd. OJHUM 3 MOXXJIMBUX MaiaTUBHUX METO/[iB 30epeKeHHsI KPOBOTOKY Yepe3 apTepiajbHy NPOTOKY
€ cTeHTyBaHHs. [IpoTe y focTynHil nepiognyHii jiTepaTypi ony6/1ikoBaHO BKpal Maso JaHUX NMPO MOAI6GHUN

MmiAxig y JiKyBaHHI i€l maToJiorii.

[IpescTaBiieHO BJIACHUH AOCBi/ onTUMI3allii JIereHeBOro KpOBOTOKY Ta MPOBEAEHO JITEPATYPHUH OIS TpobJie-
MU eH/I0BaCKYJ/IIPHOTO JIIKYBaHHSI CHH/IPOMY BiJICyTHOCTI KJIallaHa JIereHeBoI apTepii 3 He3JIMBHUMHU TiIKaMU.

KiniHiyHM#i BUNIAQAOK. 3TiHO 3 aHaJi30M pi3HUX MeTOAiB XipypriuyHoro jnikyBaHHsa CBKJIA, y Hamomy KiiHid-
HOMY BUIIa/IKy [TepLUIMM eTanoM 06paHo eHJ0BaCKYJISIPHUN MeToZ JikyBaHHsA. HoBoHapo/pkeHa aAuTHHA (3 Kr) 3
npeHaTa/abHUM JiarHo3oM: CBKJIA Ta He3/1MBHOO JIiBOIO Ti/IKOIO JiereHeBol apTepii, 1110 3all0BHIOBaJach yepes
BAII. BpaxoByouu ckJafjHy aHaTOMil0 BaZii ceplisi, BUpillleHO NPOBeCcTU cTeHTyBaHHsA BAII 3 MeTol0 BifgTepMi-
HYBaHHA paZluKaJbHOI KOpeKLii o ONTUMaJbHOTO BiKy Ta Baru nauieHta. Hagasi npoBesieHe creHTyBaHHs BAII
CTBOPHJIO YMOBH JJI1 KDOBOIIOCTAa4aHHA OZAHIEI 3 JIeTeHb, a TAKOX POCTY i30/1b0OBAHOI TJIKK JIereHeBol apTepil.
JpyruM eTarnoM BUKOHAHO paJiMKaJjbHYy KOPEKILi0 3 XOPOLIMMU Bifi/jlaJlIeHUMU pe3ysbTaTaMM.

BucHoBkHM. JlikyBanHs1 CBKJIA Moe MaTH JiekisibKa BapiaHTIiB XipypriuHoi JOMOMOTH, 1[0 BiAPi3HAIOTbCS OJUH
Bi/l OJTHOTO 3aJI€3KHO BiJ| aHATOMIYHUX 0COGJIMBOCTEN Ba/IU Ta BiKy NaljieHTa. BapiaHTH nasiaTUBHOTO JIiKyBaHHS
JI0IIOMararmThb JUTUHI BUNTHU 3 Nlepioly HOBOHAPO/PKEHOCTI Ta CTBOPUTH ONTUMaJIbHI yMOBH JJIs paZiMKaIbHOI
kopekuii. [IpoaHasisyBaBIIM AaHi JiTepaTypH, BiZj3HAUYEHO, 10 TpeHaTa/lbHa AlarHOCTHUKA € BaXKJINBUM eTalloM
JIIs BUpPiLIEHHS MUTAHHS eKCTPEHOCTI Ta BUGOPY TaKTUKU JiKyBaHHsI CBKJIA 3 He3/IMBHUMU TiJIKaMU JiereHeBol

aprepii.

Kamwouoei cnoea: spodiceHi adu cepysi, cmeHmyeaHHs, 8idkpuma apmepiaibHa Npomokd, HO80HAPOJHCeHI, Xipyp-
2iuHa Kopekyis, npeHamaJbHa diazHocmuka, cyvacHi meHdeHyil.

BcTtyn. CuHpOM BiJICyTHOCTI KJlanaHa JiereHeBoi ap-
Tepii (CBKJIA) € pigkicHolo ¢opMolo Bpo/KeHOI Bagu
cepis, IKa XapaKTepPU3YEThCA TINOIIa3i€lo Kilblsd Ta He-
chOpMOBaHUMH PYJUMEHTAPHUMHU CTYJKaMH KJianaHa
JereHeBoi aprepii (JIA) [1]. BiH nposiBAsSIETbCS BUpake-
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HOI0 JMUJIaTalli€elo CTOBOypa Ta rijiok JIA, MpUYHHOK SKOI
€ TIOEIHAHHS CTEeHO03Y i HeJJoCcTaTHOCTI KamaHa JIA [2].

B okpeMux Bumajkax CTiHKa JujaToBaHoi JIA maTo-
JIOTiYHO 3MiHeHa i rictosioriyHo mozi6bHa g0 3MiH, 110
XapakTepHi nmpu cuHApoMi MapdaHa (nucromejiaHe-
Kpo3) [3], mpoTe y 6Gi/JILIIOCTI MAIli€EHTIB He BHUSBJIEHO
aHoMauJil 11 apxXiTeKTypHu. Y AyxKe piKICHUX BUNaAKax
3ycTpivaetrbes noegHanHs CBKJIA 3 He3/IMBHUMU Tijika-
MU JIereHeBO]l apTepil i3 3alI0OBHEHHAM OJIHIEl 3 TiJIOK 4Ye-
pes BiAKpUTY apTepiasbHy npotoky (BAII), mo 6Ginblre
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YCKJIAJHIOE TaKTUKY XipypriyHOTO JIiKyBaHHS B HeOHa-
TaJibHOMY nepioai [4,5].

[3 3aKpUTTAM apTepiasibHOI NPOTOKU NMPUNHUHAETHCA
KpPOBOTIK B aTpe30BaHy TiJIKy, 1[0 MO>Ke NPU3BECTU [0
3HAYHOTO 3HMKeHH#A caTypanii (SatO,) xucHem apTepi-
aJIbHOI KpOBi Ta KPUTUYHOTO MOTipIIeHHA KJIHIYHOTO
cTtaHy nauieHTa. OKpiM L[bOTO BiZICYTHICTbh KPOBOTOKY B
TiJIKy JIereHeBOlI apTepil Npu3BOAUTH A0 Ii pi3Kol rimo-
maasii Ta HeEMOXXJIMBOCTI aHAaCTOMO3yBaHHS 3i CTOBOY-
pOM JiereHeBOl apTepii Npu paAgrKaabHIN KopeKIii Baau
y cTapimoMy Bili. OfHOMOMeHTHa paJiuKaJlbHa KOpeKLid
Ta NaJjiaTUBHI KapZioxipypridyHi omepanii B HOBOHapo-
JDKEHUX CYTPOBO/KYIOTbCS BUCOKUM PU3UKOM [6,7]. Mu
NpeJCTaBJASIEMO YHiIKaJbHUK KJIHIYHUWA BHUMAJIOK JIiKY-
BaHHs TeTpagu Paso i3 CBKJIA Ta He3/1MBHOIO J1iBOIO
risikoro JIA, sKkui 6YB AiarHOCTOBAaHUU MpeHaTalbHO. [1a-
LIEHT MEepPEeHIC yCchilllHe eTaIHe JIiKyBaHHA 3 BUKOPUCTaH-
HSIM €H/I0BACKYJIIPHUX METO/IB ONTUMi3allii JIereHeBOro
KpPOBOTOKY.

KniniyHui Bunagok. BaritHa BikoM 31 pik Oysa Ha-
npasjeHa ao AY «HIIMIJAKK MO3 Ykpainu» 3 MeTo10
NpOBeJileHHS NIpeHaTaJbHOr'0 CKPUHIHTY Ha 21-My THXKHI
BariTHocTI. [lif yac npeHaTa/JbHOTO YIBTPAa3ByKOBOTO J10-
CipKeHHST OY/I0 A1arHOCTOBAHO: MOMIPHY JE€KCTPano3u-
I[if0 A0pTH Ta HiZJa0pPTaIbHUN AedeKT MiIKIIYHOYKOBOI
neperopogku (AMIIIT) @ 4,3 MM. 3 oco6aMBOCTeN NpHU-
BEpPHY/JIM yBary: rinomn/ja3oBaHi pyAMMeEHTapHi CTYJIKH
kJanaHa JIA, 3i cTeHO30M Ta BUPaXeHO HeJ0CTAaTHICTIO
KJIallaHa JiereHeBOI apTepii MpHU KOJbOPOBiM AoImjiepo-
rpadii (pucyHok 1); BUpakeHa JuJaTallis MpaBol TiJKU
JIA - 10,2 MM (Z-score +4,53) Ta He3/IMBHA JiiBa rijika JIA
IiameTpoM 3 MM, III0 3amoBHIOBasack yepe3 BAII (pucy-
HOK 2). BcTaHOBJIEHO AiarHO3: CHHAPOM BiJICYyTHOCTI KJ1a-
NaHa JiereHeBoi apTepii, BUpa>KeHU! CTeHO3 Ta HeL0CTaT-
HICTBh KJlamnaHa JiereHeBoi apTepii. He3/suMBHI Tijiku Jiere-
HeBoi apTepii (/1iBa risika JiereHeBOI apTepii 3alTOBHIOETh-
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cs 4yepe3 apTepiajsbHy MpPOTOKY). Bupakena auiartanis
npaBoi riziky jsiereHeBoi apTepii. [lizaopTanbuuii JMIIII.
Ha 26-My THXXHI NpoBeZieHO NOBTOPHY NpeHaTalbHY KOH-
cyabTanito Ta MPT-gocnigkenHs naona. 3a JaHUMM Mar-
HITHO-pe30HaHCHOI ToMorpadii, JiarHo3 migTBepmKeHO,
npaga rijika jiereHeBoi aptepii ([1[JIA) - 11 mm, s1iBa riska
JereHeBoi aptepii (JI[JIA) - 4,4 MM, 3alI0BHIOETbCS Yepe3
BAII (miameTtp 1,6 MM). [IpaBu#i roJIOBHUH GPOHX 3/]aBJie-
HU# po3mupenolo [1I71A Ha 10-20 %. HacTynHy KOHCY/1b-
Talil0 MPOBOJUIN Ha 36-My THXKHI BariTHocti (JI[VIA -
5,4 mm, IIVIA - 13,8 MM (Z-score +7,6)), MIOMipHUH CTEHO3
(Ap xnamaHa JIA - 47 MM PpT. CT.) Ta BUpa)keHa HeJOCTAT-
HicTb Ha KJsanaHi JIA. BpaxoByouu HasiBHICTb JyKTYyC-3a-
JIEXKHOTO KPOBOTOKY B JIiBY TijiKy JIA Ta BUCOKMH PU3HUK
PO3BUTKY JIMXaJbHOI HEJJOCTAaTHOCTI, MicJ1 HApOJKEeHHHA
M0JIOTH IJIaHYBAJIU M0GJIU3Y KapAioXipypriuHoro eHTpy
3 MOZA/IbLIOI0 KOHCYJIbTAIEI0 JUTUHU ¥ 1-y 106y KUTTS.

[MagienT C., HapoguBca Ha 41-My THXKHI rectauii mis-
X0oM ¢i3i10JIOTiYHUX MOJIOTIB, 3 Barow 3 KT, 3a IIIKaJI0 AIl-
rap 7/8 6anis. [Ipu nocrymienni: SatO, - 90 %, 9acToTa
IuxaHHs - 52 3a 1 XB, 4acTOTa ceplieBUX CKOpoYeHb — 136
3a 1 xB, apTepiasbHUH TUCK — 65/40 MM PT. CT.

3a JaHuMH exokapziorpadii: migaopranpuui JMIIII
@ 9 MM. BuparkeHa HeJOCTaTHICTb KJamaHa JiereHeBol
aprepil. HessuBHI risiku sereHeBoi aprepil. JliBa riska
3anoBHIOETbCA 4yepe3 BAIL. Bupaxena aunartaunisa IIVIA
(Z-score +4,53).

3a JaHUMH J0CJiPKeHHs] KOMIT'IoTepHOI ToMorpadii:
CHH/JIPOM BIiJICYTHOCTI KJ1alaHa JiereHeBol apTepil. [iku
JlereHeBoOi apTepil He3/uBHI. /liaMeTp cTOBGypa JiereHe-
BOi apTepii -1,2 cM, npaBa rijika B NpOKCUMaJIbHUX Bifji-
Jax @ 9 MM, cepeiHil TpeTuHi - 17 MM, y BopoTax — 18 MM.
JliBa rinka 3amnoBHIOETbCsA 4epe3 BAII, Bi3yasisyeTbcs
y BoporTax, fiaMmetpoM 5 MM. BAIIl - 3 MM, BigX0AUTH BiJ
cerMeHTa «B» ayru aoptH - «BepTHUKasbHa» BAII (pucy-
HOK 3).

Pediatric TIS0.6 MI0.1

+ Vel 311cmls
PG 39 mmHg
% Vel 206 cmis
PG 17 mmHg

PucyHok 1. lIpeHamaneHe exokapdiozpagiyHe docniomeHHs nauienma C. 3 0ia2H030M: CUHOPOM 8idcymHocmi
KnanaHa nezeHegoi apmepii, nioaopmanesHuli AMLUTT, He3nugHi 2inku nezeHesoi apmepii: A — konboposuli
donsep: HedocmamHicmes K1anaHa nezeHegoi apmepii — pulmonary valve insufficiency (PV insuf);

b - 6e3nepepsHo-xsubosa 0onaepozpadis 380pomHo20 NOMOKY MA CMeHO3y KAanaHa ne2eHegoi apmepii
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PucyHok 2. [IpeHamansHa exokapoiozpagis: He3ausHi 2iKu e2eHesoi apmepii: A — knanaH nezeHesoi apmepii — pulmonary
valve (PV) ma npasa einka neeeHegoi apmepii - right pulmonary artery (RPA); b - niga 2inka nezeHesoi apmepii -
left pulmonary artery (LPA), wo 3anogHwemscs 4epe3 apmepiansHy npomoky — ductus arteriosus (DA), ska 8idxodume
8i0 dyeu aopmu - aortic arch (Ao arch)

PucyHok 3. KomntomepHa momozpagis nezeHego20 pycaa: A — n1iea 2ika ne2eHegoi apmepii, uj0 3aN08HIEMbCS Yepe3
«gepmukansHy» BAIl; b - ounamosana [1[71A; B, I = npasa ma niea 2inku nezeHesoi apmepii 8 00Hili NAOWUHI

BpaxoByrouyu Masy Bary naui€eHTa, nepioZs HOBOHapo-
JPKEHOCTI Ta BHUCOKY MMOBipHicTb mpoTe3yBaHHs JI[JIA
yepes3 BeJIMKUU AiacTas Mixk riikamu (20 MM), IpUHHATO
pillleHHAl NIPO eTamnHy KOopekLilo Baju. Ilepmium eTanom
BUKOHAHO cTeHTyBaHHsS BAII fyi 3a6e3neyeHHs Hafii-
HOTO JiXKepeJla KPOBOTOKY B JIiBY JIET€HIO 3 MOXJIUBICTIO
NpoBeJleHHsl paJuKaJbHOI Kopeklil y 6iapLl cTaploMy
Bili. EHl0BacKyJ/IsspHe BTPyYaHHsI BUKOHAHO HA PEHTTeH-
aHriorpadivHiil ycraHoBni Axiom Artis Q, (Siemens, Hi-
MevyunHa). Ilig yac aoprorpadii BidyasizoBaHO HAaTHUBHY
JITJIA, 1m0 JoKani3yeThbCs JIMLIe ¥ BOPOTax JieTeHi Jiame-
TpoM 5 MM, 3anoBHIOEThCSA Yyepe3 BAIL IlpoToka - «Bep-
TUKaJIbHa», Ma€ FOCTPUH Ky T BiIXOZ>KeHHS Bifi cerMeHTa
B ayru aopty, fiameTpoMm 2,2 MM, 3aBA0BXKKH 11,5 MM.
Cnpob6a crenTyBaHHs1 BAIl apTepiajbHUM JOCTYNOM -
HeBJlasa (KpUBU3HU KiHUMKa KateTepa JR 4Fr 6y/i0 He-
JIOCTAaTHbO JJI KaHMoJALIl ycTs npoToku). CTeHTyBaH-
Hsl BUKOHAaHO BEHO3HUM J0CTYIIOM, aHTerpajHoO CTEeHT-
cuctemoro Architect RX 3 x 14 mm (iVascular, Icnanis).

CTeHT N03MILLI0HOBAHO Ta PO3AYTO A0 AiaMeTpa 3 MM. [Ipu
KOHTPOJIbHIM aopTorpadii cTeHT iMmJaHTOBaHO mpa-
BUJIbHO, KPOBOTiK 106pUH, 03HAKU HAOPSKY JiBOi JiereHi
BizicyTHi. Sat0, 3 91 % 3pocaa g0 94 %.

Y nanarti iHTeHcUBHOI Tepamil AUTHMHa nepebyBasa
10 ni6. lITyyHa BeHTU/ALid JereHb — 72 roguuu. Cumna-
TOMiMeTHYHa NifTPUMKa - jonaMiH 5 Mr/Kr/roa. JUTUHY
BUIKCaIU Ha 17-y 106y B 3a/10BI/IbHOMY CTaHi Iij HarI/,
KapZioJiora 3a MiclieM NpoXKMBaHHS, aHTUarperaHTHa Te-
panis - acnipus 5 mr/kr 1 pa3 Ha 100y.

Y Bini 2,7 Micauda yepe3 cTeHO3 CcTeHTa A0 2,3 MM
(mposidepanisa eHfoTeni0) NalieHTY BUKOHAHO 6aslOH-
HY CTEHTOIJIACTUKY 3 BUKOPHUCTAaHHAM 6aJloH-KaTeTepa
4,5 x 15 MM, CTEHT pO3IIUPEHO 70 4,8 MM.

PapukanbHa Kopekuis npoBeseHa y Biui 1 pik. Bara
Ha MOMEHT omepalii craHoBuIa 9,5 Kr, SatO, - 91-95 %.
3a fjaHuMu foomnepauiiiHoi exokapiorpadii: BupaxxeHUn
cteHo3 (Ap ksanana JIA - 65 MM PT. CT.) Ta BUpaXKeHa HeJl0-
CTaTHICTb Ha KJ1aNlaHi JiereHeBOI apTepii, BUpaXkeHa AMJa-
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Tallis NpaBoi TJIKK JiereHeBoi apTepii fAiaMmeTpoM 22 MM
(Z-score +6,4), JIIJIA piametpom 8 MM (Z-score 0,99),
CTEHTOBaHa apTepiajibHa NpoToka GYHKIiOHYE Ao6pe
(niamMmeTpoM 4 MM) 3 MaKCHMaJIbHUM T'PaJliEHTOM THUCKY
Ap aopTta / nereHeBa apTepis - 41 MM pT. CT.

[lix yac pagukaabHOI KOpekKliii: He3/IMBHI Tiku JIA,
[IIJIA BigxomuThk Bif croB6ypa JIA aiametpom z0 30 MM;
JITJIA - 6 MM, miacTas Mix riikamu — 15 MM. AopTasibHUN
KiHellb CTEHTOBAHOI apTepiaJbHOI NPOTOKHU [Bi4i mpo-
LUIMTO Ta pO3CidyeHo, CTEHT 4YacTKOBO BHJAaJeHO. Yepes-
nepeJicepAHUM JIOCTYIIOM BHCiYeHO rinepTpodoBaHi cen-
TomapieTaJbHi TpabeKy/Iu 3 MPaBoro MuIyHo4ka, JMIIII
3aKpUTO JIAaTKOW 3 TIJIoTapayTollepukapga. BuciueHo
Ha/JIMIIOK TKAaHUH Ha MepeiHil CTiHIi npaBoi JiereHeBol
apTepil 3 Mmepexof0M Ha HMXXHbOYACTKOBY, Kpal CTiHKH
3muTo. [IpaBa rizika JIA BiibHO MpoOMycKae po3umrpoBay
Hegar Ne 10 (Esculap, Himeuunna). Y ctinni JIA BuKoHaHO
po3pi3 maH4YeM 5 MM Ta HaKJIaZleHO aHACTOMO3 «KiHelb-
y-6ik» 3 siBoto JIA. JI[JIA BinbHO nponyckae Hegar Ne 6.
Y siereHeBy no3urito BIIUTO KOHAYIT InterGard Ne 20 (In-
tervascular SAS, ®panuisi) 3 3-CTY/JIKOBUM KJIallaHHUM Me-
XaHi3MoM i3 MeM6paHu 3 moJsiTeTpadTopetueny. [licas
KOpEeKIIil THUCK y MpaBUH MIYHOYOK — 50/0 MM PT. CT., IpU
CUCTEMHOMY — 72 /37 MM PT. CT.

3a JaHUMH OPOHXOCKOIIii B pe3y/bTaTi KOpeKii Bif-
3HauYeHO 3MeHUIeHHS CTeHO3y MpaBoro Ta JIiBOrO roJioB-
Horo 6ponxiB 3 ~80 % g0 40-50 % Ta 3MeHIIEeHHs Nepe-
JaTOYHOI MmyJibcallii Mo nepe/iHil i 3aJHil cTiHKaM.

Y BigpisneHi aHecTesioJsiorili Ta IHTEHCUBHOI Teparil
IUTUHA nepebyBasa 7 Ai6. lITyyHa BeHTHJIALiS JereHb
TpuBaJsa 68 roguH. CuMnaToMiMeTU4YHa NiITPUMKA: A0-
oytaMmid - 5 Mr/kr/rog, cumgakc - 1 Mr/kr/roj, aHTH-
arperaHTHa Teparlis - acmipuH 5 Mr/kr 1 pas Ha 006y.

Hapasi futuHa nepeGyBae Ha aMOy/IaTOPHOMY CIIOCTe-
pexkeHHi, 106pe Tosiepye i3nyHi HABaHTAKEHHS, OTPUMYE
aHTHarperaHTHY Tepariio - acmipud 5 Mr/kr 1 pas Ha 1006Y.

O6roBopeHHsA. CUHJPOM BiZICYTHOCTI KJIallaHa Jere-
HeBOI apTepii 3 He3JIMBHUMHU TJIKaMH TPaMJISETbCS BKpal
piZiKo, y KOTOPTi malieHTiB 3 TeTpagoto Passio aiarHoc-
TyeTbcs B 1-3 % [8,9]. Taka aHaToMis Bain yCKJIAJHIOE
BUGIp XipypriyHoi TaKTHUKH B HeOHATaJbHOMY Mepiofi,
OCKIJIbKY paZiuKasbHa KOpeKIid B JAHOMY aHaTOMIYHOMY
BapiaHTi CynpOBOJPKYETbCA BHULIMM BiJICOTKOM JeTasb-
HOCTi Ta yCKJIaJIHEHb, 30KpeMa pe3u/lyaJlbHUX CTEeHO3iB
peiMmIaHTOBAHOI TiJKU JIA, 2 TaKOX BUIIMM BiJICOTKOM
peiHTepBeHLiH y Mali6yTHROMY [10]. Baromimum ¢akTo-
POM TaKO € 0CO6/JIMBOCTI aHATOMIi KJ1allaHa, CTOB6ypa Ta
BHUPaXKEHICTb perypritauii Ha KJalaHi JjereHeBoi apTepil.
[IpeHaTasibHa JAiarHOCTHKA [03BOJIMJA HAaM CIJIaHyBaTH
0COGJIMBOCTI iHTpaHATAIBHOTO BeZleHHs, TPOiHpOpMYyBa-
TH 6AaTbKIiB 3 MOXXJIMBUMH PHU3WKAMH YCKJIAJIHEHDb MiC/Is
HapO/KeHHsI Ta HAZIJaTH BYaCHY KBaJlipikoBaHy Kapaioxi-
PYprivyHy JOTIOMOTY B IOCTHaTa/JbHOMY mepiozi [11,12].
[lepuivM eTanoM BUKOHAHO cTeHTyBaHHs BAII, 1o cTBO-
PUJI0 YMOBH JIJIs1 POCTY i30/1b0BaHOI J1iBOI rijiku JIA Ta, sk

HACJIiJ0K, MOXKJIMBICTb MTPOBEJIEHHA PEKOHCTPYKI|II TiJI0K
JIA miz yac ABOIIJIYHOYKOBOI KOpeKIii CBOIMU TKAHMHAMU
6e3 BUKOPUCTAHHS MITYYHUX MaTepiasiiB. MacuBHa nyJib-
calis Ta po3lIMpeHa TijiKa JereHeBol apTepii 4acTo BU-
KJIMKAIOTh 30BHILIIHE CTUCKAHHS TOJIOBHUX GPOHXIB, iHO-
J1 IOBHICTIO MEpeKPUBAIOYM IX MPOCBIT MiJl 4aC CUCTOJIH.
[licsig HapoPKeHHS 1je MOXKe IPU3BOJUTH /10 YCKIaJHEHbD,
MOB’sI3aHUX 3 PECNipaTOPHOI0 CUCTEMOIO, TAKUX SIK 3/]aB-
JIEHHSI TOJIOBHUX OPOHXIB Ta TpaxeoMaJssliii, B pe3ysbTa-
Ti 4Oro MaIieHT MOXXe MaTH HU3bKUU nepdy3iiHO-BeH-
TUJANIRHANA iHAeKc [13]. 3rigHOo 3 onMcaHUM BUNAIKOM
Swaminathan et al., zuTuHi 3 giarHo30oM TeTpaga Paso i3
CBKJIA Ta He3nuBHoo JIIJIA, sika 3anoBHIOBasach yepe3
BAII, 6ysio mpoBeieHO paAuKa/lbHY XipypriyHy KOpPeKIito
Ha TPeTill leHb XKUTTA i3 3a/J0BiIbHUM pe3ynbTaToM. Of-
HaK l|edl BUMaJIOK MaB YCKJAJHEHUU TicjasonepaniiHui
nepioJ 3 JIeTaJIbHUM HAaCJIiIKOM Ha 29-y 106y »KUTTA [14].
[HIIUMU IUIIXaMW BUPilIeHHST KoMIpecii TpaxeoOGpoHXi-
aJIbHOTO JlepeBa € NMpoBeJeHHs MaHeBpy JlekoMnTa 4u
pe3ekLil AUIaTOBAaHUX TIJIOK JiereHeBoi apTepil. Y pasi
HEBEJIMKOTO JiiacTa3y MOKJIMBe MPOBe/eHHs yHidoKai-
3alii riJIOK BJJaCHUMH TKaHWHAaMHM, NPOTe AKIIO JiacTas
3HAUYHUU — PEeKOHCTPYKILis MOXKJ/IMBa JIUILe 3 BUKOPUCTaH-
HsM npoTesa [15]. CitiJi 3a3HaYUTH, 1110 3a JAHUMU iHIIUX
aBTOpiB, 30KpeMa Yamamoto et al.,, 6yJi0 BUKOHAHO YHi-
KaJIbHY TEXHIKY paJJUKaJbHOI KOpeKLil y BUIVIAI TTiKaLil
ristok JIA. Ajle Taky TeXHiKy YCHiIIHO 6yJI0 3aCTOCOBAaHO
3aB/J KU BIKy Ta Ba3i JUTHHH, 10 HA MOMEHT oneparii
CTaHOBMJIO 5 MicAIiB Ta 5 Kr BignmoBigHo [16]. Takox onu-
caHa MeToJIuKa paJuKasibHoI Kopekii Das et al., 1e B Jie-
reHeBY MO3UIIiI0 OY/I0 BIIUTO KOHAYIT JiereHeBoi apTepii 3
JIBOCTYJIKOBUM JIET€HEBUM KJIAallaHOM 3 moJiiteTpadTop-
eTUJIEHOBOI0O MeMOpaHOoI0 i3 33/l0BiIbHUM Biji/lajieHUM
pesysnbTaToM [17].

ETanHui nisx JiKyBaHHA Aa€ 3MOTY BiATEpMiHyBaTH
paJiMKaJbHY KOPEKILilo 10 GiJIbII CTapLIOTo BiKy Ta 3MeH-
IIMTU BUKOPUCTAHHSA LITYYHUX MaTepialiB NpU PEKOH-
CTPYKLil JiereHeBOTro pycsja. Ha cborofHi creHTyBaHHA
BAII € HOBITHBOIO TEH/IEHII€I0 KA 103BOJISIE ePEKTUBHO
Ta MaJIOIHBa3WBHO NMPOBECTU paHHIO peabimiTamito i3o-
JIbOBaHOI riyiku JIA. IMmtanTanisi crenta y BAII 3ano6irae
HOT0 KOHCTPHKIII Ta Ja€ 3MOry 3a6€3NeYUTH KPOBOTIK B
O/IHY 3 JlereHb 3 MiHIMaJIbHUMHU YCKJIAQJHEHHAMHU. Y Ha-
IIOMY BUNAJKy MM CXUJAJIWCA [0 eTalHOTO JIiIKyBaHHS
yepes3 BeJIMKUU JiacTa3 Mik risikamu JIA. BigTepMminy-
BaHHSA BTPY4YaHHS J0NOMOIJIO BUKOHATH peiMIJIaHTallilo
riJIKu 6e3 BHUKOPHCTAaHHS IMITYYHUX MaTepiasiB Ta 36e-
perTu ii 31aTHICTb A0 POCTY W PO3BUTKY B MalOYTHBO-
My. Hamr k/1iHiYHUE BUIIaZ0K HAroJiolye Ha BaXKJUBOCTI
NpeHaTa/JbHOI AiarHOCTHUKH, 110 Jl0OMara€ nNpaBUJbHO
CIJIaHYBaTH NOCTHATa/JbHY JIOTICTUKY MeJJMKaMeHTO3HOl
(HamaromkenHs iHOQY3il npocrarnanguHy E1) Ta xipyp-
riu”oi (eTamHa Xipyprisg 44 OJJHOMOMEHTHO paJliKaIbHa
KopekIiisi) gornomMoru. CK/IaZHiCTb Y4 HEMOXJIMBICTb Bi-
3yastizanii ofjHi€l 3 TiJIOK JiereHeBOI apTepil Ta BUSABJIEH-
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Ha BAII Ha exokapaiorpami mioga npu tetpazi Passo i3
CBKJIA Ma€ HalITOBXHYTH NIpeHaTaJbHOI0 KapAioJsora Ha
nilo3py npo He3/uBHiI Tisiky JIA. CBoeyacHO nmpeHaTaslb-
HO /liarHOCTOBaHa BaJia JlonoMarae 3a6e3MneynTH paHHIO
peabisiTarito i3osboBaHOI risiku JIA Ta HaZlaTH CBOEYACHE
KBasipikoBaHe KapzioxipypriuHe JiiKyBaHHS.

BucHOBOK. [IpeHaTtasbHa AiarHOCTHKA € BaXKJIHMBUM
eTanoM /iJis BUpillleHHs MUTAaHHS eKCTPEHOCTi Ta BUGOPY
TaKTUKU JiikyBaHHS1 CBKJIA 3 He3/IMBHUMM TiJIKaMU 1
Jl0 HapOJKeHHA JUTHUHU. YCHilllHe MoeTanHe JIiKyBaHHSA
CBKJIA 3 BUKOpPUCTAHHSIM €H/0BACKYJSPHOTO CTEHTY-
BaHHfA apTepiaJbHOI NPOTOKU € BUTIJHOIO aJbTepHATHU-
BOIO XipypriyHOMY NMasliaTUBHOMY JIiIKYBaHHIO Ta 3abe31e-
4y€ YMOBH [IJ1s1 POCTY i30/1bOBAHOI TiJiKU JIA ¥ iATOTOBKHU
MalieHTa A0 paiuKaJbHOI KOPEKIIil.

KoHduikT iHTepeciB. ABTOpH 3amepedyyrTb HasB-
HiCTb KOHQJIIKTY iHTepeciB.

3roga mamieHTa Ha my6Jiikainilo. baTbku mamieHTa
HaJaJIy 3roAy 1oA0 MyoJTikallii KJiHiYHOTo BUIIAJIKy CBO-
€1 JUTHUHHU.

CnUCOK BUKOPHMCTAHMX JKepesl
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Absent Pulmonary Valve Syndrome with Non-Confluent Branches:
Case Report and Literature Review

Tetyana Ye. Hura, Oleksandr S. Stychynskyi, Oleksandr V. Teterin, Raad Tammo
Ukrainian Children’s Cardiac Center, Kyiv, Ukraine

Abstract

Introduction. Absent pulmonary valve syndrome (APVS) is a rare form of congenital heart defect. Among the various
variations of this rare anomaly are non-confluent branches of the pulmonary artery (PA) with anomalous origin of one
of the PA branches from the patent ductus arteriosus (PDA). Constriction of the PDA in early neonatal age may result in
cessation of blood supply to one of the pulmonary artery branches, leading to exclusion of one lung from circulation and
gas exchange processes. PDA stenting creates a reliable source of blood flow, and as a first step, an endovascular approach
was chosen for treatment.

Case report. A newborn (3 kg) with a prenatal diagnosis of APVS and a non-confluent left PA branch filling through
PDA was chosen for PDA stenting. Considering the complex anatomy of the heart defect, it was decided to perform PDA
stenting to delay total repair until the patient reaches optimal age and weight.

Our patient successfully underwent PDA stenting as the first stage, which provided conditions for blood supply to one
lung. The second stage involved total repair with good long-term results.

Conclusion. APVS treatment may have several options of surgical correction, differing from each other depending
on the anatomical features of the defect and the patient’s age. Palliative treatment options help the child transition from
the neonatal period and gain optimal weight for total repair.. Analyzing the data from the presented literature, it is noted
that prenatal diagnosis is an important stage in determining the urgency and choice of treatment tactics for this defect.

Keywords: congenital heart defects, stent, patent ductus arteriosus, newborns, total repair, prenatal diagnosis, current
trends.
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