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CYYACHI NIIXOAM JO XIPYPTTYHOTO
JNIKYBAHHA AOPTAJIbHUX BA]L
Y HOBOHAPOJIDKEHUX TA HEMOBJIAT

O.M. Pomaniox (JIITEPATYPHI JIAHI TA BJIACHUI JOCBIJI)

AY «HaykoBo-npakTHYHUN MEAUYHUI LIEHTpP AUTA-
4oi Kapaionorii ta kapaioxipyprii MO3 Ykpaiuuy,
Kadenpa nursvuoi kappmionorii Ta kapaioxipyprii
HMAIIO im. IT.JI.IIynika

(m.KwuiB, Ykpaina)

Pe3zrome. Aopmanwui 6adu cepys y nayienmis ¢ixom 0o 1 poky cmanosnamo 6adxcKy KAIMIUNYy ma Xipyp2iuny npo-
bnemy. Panns KiiniuHa manigpecmayis 86a0u, KOMNIEKCHICMb YPANICEHHS USHAYAIOMb SUCOKUL De3nocepedHill pusuk
XipypeiuHux empyuansb, a WUPOKUL AHAMOMIYHUU CHeKMp namonoii ma 8i0CymHicmb ONMUMATbHUX MemOo0i8 Xi-
PYp2iuHOi Kopexyii eumazaromos po3pooKu ONMUMAIbHOT MAKMUKY MA HOBUX XIpypeiuHux nioxodis. 3a nepiod 2006-
2016 pp. y AV HIIMIJKK MO3 Vkpainu xipypeiuny xopexyiio aopmaivuux 6ad ompumanru 104 nayiecnmie sixom
0o 1 poky. B yiii epyni nayicumis 6yiu ukopucmamni 08a HaANPAMKU OONOMO2U HEMOBIAMAMU MA HOBOHAPOOICEHUM
3 namonozierw aopmanvrHozo Kianauny (AV) — cmeopenns oOnowaynouxosoi ¢izionozii (onepayii Norwood uyu DKS)
ma 0BOWAYHOUKOBUL WAAX («BIOKPUMA» AOPMAIbHA 8ALbEYIOMOMIS ma onepayis jleceneso2o aymoepagma). Bubip
XipypeiuHoi makmuku 3anexcas 610 OYiHKU AHAMOMIYHOI chOpMOBAHOCMI 118020 WNYHOUKY, CIYNeHs 1020 2inoniasii,
einonna3zii Kopeus aopmu ma MimpaibH020 KIANAHA, PUSUK KOJICHO20 3 MeMO00i6 6USHAYABCS PO3PAXYHKOM NOKA3ZHUKIG
Rhodes-score, Colan-score ma UVR-SA-score. Oonownynoukosuii waax 6ye oopanuii y 18 xeopux, im 6yna euxoua-
Ha npoyedypa DKS. /leownynouxosa kopekyis 6yra npogsedena y 86 xeopux, y 70 3 Hux 6yia npogedena 8i0Kpuma
aopmanvha eanveyromomis, y 16 — onepayia necenesoco aymozpagpma ma onepayis Ross-Konno. I'ocnimanvna ma
3aeanvna aemanvuicms npu onepayii DKS cxaana 0% ma 5,5%, npu éioxpumiii eanveyromomii — 0% ma 1,4%, npu
onepayii necenesoco aymoepagpma — 18,8% ma 43,8% 6ionogiono. Bracnuii 0oceio npodemoncmpyeas, ujo xipypeiune
aikyeanns namonoeii AV y xeopux eikom 0o 1 poky modce npoxooumu 3 000pumu pesyrivmamamu. Haveuwuii puzux
mana onepayis necenesozo aymoepagma/Ross-Konno, wo nosicnioemocsa mexuivnoio ckaaouicmio onepayii ma eaic-
KUM KAIHIYHUM cmanom Oinbuiocmi onepoganux. He ousnauucy na me, wo éracte 00caiodcenns noKA3ai0 6UCOKULl
pu3uK ii sacmocyeauns, 6oHa 6yia npoyedypoio 6uOOpy y 8unadkax ckiaoHoi bazamopienegoi 0OcmpyKyii 6uxionoco
Mpaxmy ni6020 WAYHOUKA.

Knwuosi cnoea: aopmanvnuii xnanan, aopmanvia 6aib8yilomoMis; iezenesutl aymozpagm; onepayis Ross-

Konno DKS.

Bpomkeni Bagu aopranpHoTro Kianana (AV) ckia-
naroTh 5-15% cepen BpoIKeHHUX Bal cepus. bau3pko
10-15% Bcix mamieHTiB 3 BPOJKEHOIO MaToiorieio AV
KJIIHIYHO MaHi(eCTYIOTh B paHHbOMY Billi - B epioa
HOBOHAPOJKEHOCTI Ta y Billi 10 1 pOKYy i JiKyBaHHS
TaKMX Tali€HTIB CYNPOBOMXKYETHCS 3HAYHUM BiJCO-
TKOM JICTAJIBHOCTI Ta yckiaaHeHs [1]. Sk mpasuio,
KIIHI9HI MPOSBU aOpPTAIBHUX BaJ Yy pPaHHBOMY Bili
00yMOBIICHI HasABHICTIO KPUTHYHOI OOCTpPYyKIlil BH-
XigHoro TpakTy JjiBoro mynoudka (LVOTO) [1-3].
OOCTpyKLis BUXIJHOTO TpakTy JIIBOTO IIIyHOYKa
BKJIOYaE B ceOe MUPOKUU CHEKTP aHATOMIYHUX Ba-
piaHTIB - BiJ 130JbOBAHOTO AO0PTAIBLHOTO CTEHO3Y
(AS) i muckpeTHHX QopM cybaopTaITBHOTO CTEHO3Y
(SAS) mo Halbinpm ckaagHUX (GOPM TYHEIHHOTO
tuny SAS, rimomnasii um aTpesii aopTajibHOrO KO-
peHs Ta BapiaHTIB rimomiasii JiBUX BigJiliB cepiis
[2,3]. Bapiabenbuicts anaromiuaux ¢popm LVOTO
00’eHy€ HAsABHICTh BaXXKMUX PAHHIX KIIHIYHUX MPO-
SABIB 1i€i maTonorii, AKi MOXYTh MaHi(peCcTyBaTH MO-
YUHAI0OYN 3 BHYTPIIIHBOYTPOOHOTO pO3BHUTKY. Ilig
gac ¢eradpHOr0 po3BUTKY BupaxkeHa LVOTO Bu-
KJINKA€ 301IbIIEHHS MicJiss HaBAaHTAXKEHHS Ha JIIBHH
[JIYHOYOK, 10 NMPU3BOAMUTH A0 IIIYHOYKOBOI rimep-
Tpoii (rimepmniaszii) Ta MmiokapaiaabHOi quchyHKIIT
[2]. Xponiuna BHYTpimHBOYTpOOHA CyOeHIOKApIi-
ampHA imeMis, O[O0 BUKIMKAETHCS MiOKapaiadbHOIO
rineprpodiero, Ta 301MbIICHHS BHYTPIIIHbOLIIYHOY-
KOBOTO THCKY MOXE€ IPHU3BOAUTH J0 KOPOHAPHOT ile-
Mii Ta PO3BUTKY eHJOKapjiaibpHOro Qidpoenactosy,
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SKAW 3HAYHO TOTIPUIYE BEHTPHUKYISAPHY (YHKIIO.
Ha nonaTok, 3MEHINEHHS aHTETPATHOTO KPOBOTOKY
yepe3 aopTaJbHUM KJIallaH € MPEeIHKTOPOM 3aTPHM-
KM PO3BUTKY BCIX CTPYKTYp JiBOTO CepIsi — JIBOTr0O
NUTYHOYKA, MITPajJbHOTO KJamaHa, BUCXIIHOI aopTH
Ta n1yru aoptu. Ilicns HapoaKeHHs KIiHIYHI TPOSBU
JIaHOT MaToNOTii BapifolOTh B 3aJIEKHOCTI BiJ CTyIe-
Ha BuUpaxeHocTi LVOTO Tta cTymeHs MaTOIOTIYHUX
3MiH CyMyTHIX Baj niBoro cepis. [Ipu BupakeHiit 06-
CTPYKIIi CHCTEMHHH KpPOBOOOIT € IYyKTyC-3aJCKHHM
— aprepiaJibHUIl KPOBOTOK 3a0e3neuyeTbest QyHKIIio-
HYIOYOI0 apTepiaibHOK MPOTOK. SIK TiNBKH BigOyBa-
€Tbest 11 3aKPUTTS, Y HOBOHAPOIXKEHOTO 3 KPUTHUYHHUM
LVOTO pi3ko 3HUKYETHCS CHCTEMHa Ta KOpOHapHA
nepdysis, HACTYMalOTh TOCTPi TeMOAWHAMIYHI TO-
pYILICHHS, KapAioBacKyJIsipHUIl Kosarc, Ta B QiHai,
- moJliopraHHa HeJoCTaTHICTh Ta cMepTh. CTabiniza-
Iisl CTaHy MOXIJIHMBA TiJBKH 32 YMOBHU NpPH3HAYCHHS
npocrarnmanauny El, mo miarpumye QyHKIio ap-
TepialbHOI MPOTOKH, Ta BUKOHAHHS EKCTPEHOro Xi-
pypriunoro BrpydanHsi. Kminiuna wmanidecramis y
HOBOHAPOJ/DKEHUX Ta HEMOBJISAT 3 MEHIIOIO CTYIHEHIO
00CTPYKI[IT IPOSIBIASETHCS CEPLEBOI HEIOCTATHICTIO
Ta AMXaJbHUMH pO3JIaJaMH, BUKJIUKAHUMH MOCTKa-
MIJIIPHOIO JIETEHEBOIO TiMepTeH3i€l0 uepe3 30inble-
HUH THCK B JiBOoMy mepexacepnai. [lepeBaHTaxkeHHS
JMIBOTO NUTYHOYKA, MioKapianbHa NUCOYHKILiSA, 3HU-
KEHUH CepleBUil BUKUJ Y TAKUX NALI€HTIB € Mmoka3a-
MU JI0 PaHHBOI'O BTPYYaHHS.

3 2006 o 2016 poxu B AY «HIIMIIAKK MO3
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VYxpainu» 3 npuBOAYy aopTajlbHUX Baj Oyino mpoore-
poBano 104 mamieHTa y Billl O OJIHOI'O POKY 3 BHKO-
PHUCTAHHSIM Pi3HUX XipYPTiYHUX MiIXOIIB.

MeToto po60TH Gyiio pOTISAHYTH OCHOBHI TIPHUH-
U XipypTid4HOTOo MiAX0Ay IPHU JiKyBaHHI CKIaIHOT
BPOJIKEHOT 1MaToIorii a0pTaibHOTO KialaHa Ta npej-
CTaBUTH MEPIINI BIaCHUN AOCBiJ ONMEPATUBHOTO Ji-
KyBaHHS CKJaAHOI IPYNH NAIi€HTIB — HOBOHAPOKE-
HUX T2 HEMOBJIAT.

Hampsmku XipypridHOoro BEACHHS HEMOBIAT 3
A0PTaIbHUMHU BaJaMHu.

OCHOBHOIO HEBUPIIIEHOIO IPOOJIEMOI0 BEJCHHS He-
MoBJAT 3 LVOT 3anumaerbes BiACyTHICTh €(eKTUBHOT
METOIUKHN KOpeKmii. Pi3HOMaHITHICTP aHATOMIYHUX
BapiaHTIB Baau OOYMOBIIOE i PI3HOMaHITHICTH Xipyp-
FYHUX MAXO0MIB, HA JKajdb, OIABIIICTE 3 HUX TEXHIYHO
CKJIamHI Ta mamiaTuBHI. TakTHka BeIeHHS 0a3yeThCs
Ha OLIHII KJIIHIYHOTO CTaTyCy Ta MOBHOMY PO3yMiHHI
MopoJtorii Baju, aHATOMIYHUX OCOOJIMBOCTSIX CYIyT-
HBOI marToJorii Ta CTyHeHs pO3BUTKY CTPYKTYp JiBOTO
cepust. CyuyacHa KapaioXipyprisi Mae B apceHanll jaBa
OCHOBHHX IIISXM XipypridHOi JOTOMOTH HEMOBISITaM
3 LVOT — oqHONUTYHOYKOBHH Ta IBOILTYHOYKOBHUH.

OnnonuryHoukoBa kopekitist LVOTO y HeMOBJIAT - orie-

pauii Norwood/DKS. V Bunaakax, xoium aoprajibHa
BaJla JIOTIOBHIOETHCS 0araropiBHEBOIO OOCTPYKIIi€IO
LVOT, rinomna3i€o TiBOTO OITyHOYKA, THCIIIA31€0
MiTpalbpHOTO KJiamaHa, pidpoenacro3zom LV, konu mi-
BHUH IIJYHOYOK HE 3[aTHUH BHKOHYBAaTH CBOIO (yHK-
1110, OJHMAM 3 HANpPSIMKIB BEICHHS TAKUX XBOPHUX €
CTBOPCHHSI OJHOIIIYHOYKOBOi (pi3ioNorii — MUISAX
eTanmHoi reMoanHaMi4HO1 Kopeknii. Jlo rpynu omgHo-
IUTYHOYKOBOT KOPEKIii BXOIATH:

® TIAIi€HTH 3 JyKTyC-3aJI€)KHUM CHCTEMHUM KpO-
BOTOKOM Ta PETPOTPaJHUM KPOBOTOKOM y BHCXigHIH
aopTi, 110 CBIIYUTH MPO HE3AATHICTD JIBOTO HIIYHOY-
Ka BUKOHYBaTH CHCTEMHY (yHKIIIIO;

® 3 TiNoMnJa3iero KOpeHs aopT (MEHIIe 5 MM) Ta ri-
MOTIIIA31€0 KUTBIS MITPalbHOTO KiIanaHa (MeHIIe 8 MM);

® 31 CIIBBIAHOMEHHIM [JOBXKHWHHU JIBOTO Ta
npaBoro nuryHoukiB Menme 0,8-0,6 (Hess, 2010;
Rhodes,1991; Colan, 2006 Ta in) [5-8].

[Tepmum eTanoM OJHOIIIYHOYKOBOI KOpeKIii
npoBonaThest omepanii Norwood abo Damus-Key-
Stansel (DKS) — ¢popmyBanHs BUXO1y 3 JiBOTO LLIY-
HOYKa IIJIAXOM 00'€ THAaHHSAM JIETEHEBOTO Ta a0PTaJIb-
HOTO KJamaHiB, i omepamnii BUKOHYIOTbCS y Mepioni
HOBOHAPOKEHOCTI (puc.l).

2

Puc 1. Onepauii nepworo etany npu oaHOLWYHOYKOBI KOpeKLUii aopTanbHUX BaA:
(1) — onepauia Damus-Key-Stansel (DKS), (2) - onepauisa Norwood

HacTtynHi eTanmu reMOanHAMid4HOI OJHONITYHOY-
KoBOi Kopekmii — amacTomo3 I[mena (kaBa-myJsbIio-
HaJIbHUM aHacTOMO3) Ta omepaiis ®oHTeHa (TOTANb-
HUW KaBa-TMyJIbMOHAJIbHUI aHACTOMO3) BUKOHYIOThCS
B crapiomy Bini. Cy4yacHi pe3yJabTaTh OJHOLILIYHOY-
KOBOTO NUISAXY IOCUTH OOHAIIMIWBI, MePIIAHA eTar -
omepamnii Norwood/DKS, sxi mamm meranpHicTh 60-
80% B mepmie AECATHIITTS CBOTO 3aCTOCYBAHHs, Ha
CHOTOMHI MalOTh JNeTanbHicTh 9-18%, a BHXKHUBaHHSA
Ha BCiX eTamax 3arajJbHONUIYHOYKOBOTO HIISXY JO-
csarae 90% [9,10]. BpaxoBylouu Taki cydacHi pe3ylib-
tatu npouenypu Norwood/DKS, ogHOIITYHOUYKOBUHT
MiAXig TP KOMIJIEKCHOMY YpaKeHHI BHUXIIHOTO
TPaKTy JiBOTO HUIYHOYKA € PEalbHOI0 Ta €(EeKTHB-
HOIO aJIbTEPHATHUBOIO.

Bnacuuii nocBin BukopuctanHs omepanii DKS vy
namieHTiB BikoM 10 1 poky cranoBuB 18 mamieHTiB (3
HUX 15 HOBOHapomkeHux). Bei i manienTn manu Oa-
ratopiBaeBy LVOTO: rimomnasiro aopTaabHOrO Kia-
MaHy Ta AYTH aOpTH, TIMOIIIa3if0 MITPaIbHOTO Kiama-
Ha. ['ocmiTanpHa JNeTanbHICTh y Wil Ipyni mamieHTiB
cknana 0%, 3aranpHa JeTaabHICTh — 5,5% (y Bigmae-
HoMmy mepioai momep 1 mamient). Y 10 (55%) nposene-

Hi HACTYTHI eTamHi onepaiii — anactomo3 [mena — y 8§
XBOpUX, oneparis PoHTeHa y 2 MAIi€HTIB.

HBoutyHoukoBa kopekiliss LVOTO y HOBOHapoO-
JOKEHUX Ta HeMOBIAT. [lamientn 3 HopManbHO chop-
MOBAHUM JIIBUM IIJIYHOYKOM Ta OOCTPYKIIi€H, IIO0
JOKai3yeThCA B 30HI TUIBKH A0PTAIbHOTO KJIamaHy
Ta cy0aopTainbHINA 30HI, BXOAATH 0 TPYNHU IBOIIIY-
HOukoBOi Kopekmii [2,8,11]. Xipyprigaai MeToau-
KH JBONIIYHOYKOBOI KOpEKIii BKIOYAOTh BigKpH-
Ty Xipypriuany BajibBynoToMiio (open valvulotomy,
OV), onepaniro Jerenesoro ayrorpadra (pulmonary
autograft valve, PAV) ta omeparmito JereHeBoro ayTo-
rpadTa B mMOE€THAHHI 3 20PTOBEHTPHUKYIOILIACTUKOIO
(mpomenypa Ross-Konno). Ak mpasuno, xipypriune
BEJICHHS TAaKMX MAaIli€HTIB 3 BUKOPHCTAHHSM BHIIE
3a3HaYEHHUX METOJUK CKJIAJA€ThCsl 3 JIEKIIBKOX eTa-
niB. [lepmuit eran nikyBanHs kommiekcHoi LVOTO
(doKkycyeThes Ha KOpPEKIlil KiIamaHHOI 00CTpyKIii, BH-
KOPUCTOBYIOUH BiJIKPUTY BaJIBBYJIOTOMIIO Ta ITiJKia-
maHHOoi 00cTpyKuii - pe3exuii cybaoTaabHOTO CTEHO-
3y, Ta NOETHAHHS IIUX METOJiB.

Bigkpura aoprajiibHa BalbBYJIOTOMIis € HAlO1abII
BXXMBAHOIO XIpypTi4HOIO MPOLENYypOI0 IPH aopTallb-
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HUX BajJax y HEMOBJAT. Il mepeBaraMm BBaKarOThCH
MIBUJKICTh Ta IPOCTOTa BUKOHAHHS, €()EKTHUBHICTH
gepe3 MOKIUBICTE IMpsiMo1 peBi3ii Ta meranizamii kia-
MaHHUX CTPYKTYp Ta BUKOHAHHS TOYHOI, “aKypaTHOi”,
KoMicypoToMmii 4 Oyab-sIKOi iHIIOT METOAMKH TIACTH-
ku AV. Jlo HeloNiKiB BiTHOCSATh PU3UKHU XIpypriyHUX
YCKJIaAHEHb Ta IiJBHUIIEHHS CKJIATHOCTI MaiOyTHiX
MOBTOPHUX oOIlepaniil yepe3 HeoOXiHICTh pecTepHO-
tomii. Bigkpura aopranpHa BaJbBYJIOTOMIisl y HOBOHA-
PO/KEHHUX TAII€HTIB 3 Pi3KO BHPaKEHOIO KIIHIYHOIO
CHMIITOMAaTHKOIO 4aCTO BUKOHYETHCS YPTEHTHO, TOMY
Oe3nocepesiHi pe3yiabTaTH CYINPOBOJKYIOTHCS BHCO-
KOIO JICTANBHICTIO Ta YCKJIaJHEHHSMH, JIETaJbHICTh
npu miit mponenypi Bapiroe Bix 0 10 21% [10,12]. Xoua
pe3yJbTaTH BIAKPUTOI a0pTATbHOI BAJIBBYJIOIUIACTHKHI
3a OCTaHHI IeCATHPIUYA NEMOHCTPYIOTh 3arajbHi TCH-
neHuii 1o 3MeHmeHHs geTtanbHocTi 10 0-3%, Bigga-
JIeHI pe3yJbTaTh 3aJIHIIAI0ThCS TPOOIeMaTHYHUMH, 31
3HaYHUM BiJICOTKOM IOBTOPHHUX OMNeEpaliil Ha aopTalb-
HOoMYy Kiamnani — 10 30-60% 3a 5-Tu pi4HUH epiof cro-
crepexxeHHs [10-12]. V neBHHUX KIIHIYHUX CHUTyamisx
— TIpU MOHOCTYIKOBOMY AV, rimomiasii aopTaxbHOTO
KiTbIA, TYHEIBHOMY THII Cy0aopTaJbHOTO CTEHO3Y,
MicJisl MOTEePeHIX XIPYPTriuHUX YHM €HJIOBACKYJSPHUX
BTpY4YaHb XipypriuHa aopTajbHa BajbBYJIOTOMIisl BBa-
KAETHCSI MIPOTHOCTUYHO HeedekTuBHOW [§8-10].
Bnacuuit nocBin. Bigkpura aopraibHa BajdbBYIIO-
ToMis B Hamomy LlenTtpi Oyma mpoBemena y 70 He-
MOBIAT (3 HUX y 44 HOBOHApOJKEHHWX), BCI Ii ma-
LWIEHTH Maju sK I0Ka3 [0 BTPYYaHHS BHUPaXKEHMI
A0pTaIbHUN CTEHO3, 26 MaLi€HTIB Majdl KPUTHUYHHUH
A0PTAJILHUN CTEHO3 31 3HMWKCHHAM (paxuii BUKUIY
niBoro nuryHouka menme 40%. TocnitanbHa neTansb-
HICTB cepes 1iel rpynu nmamieHTiB ckiana 1,4% (momep
1 mamienT), 3aranpHa — 2,8% (me | xBopuii momep y
BigmaneHomy mnepioni). Pesynprarom OV crano edek-
THBHAa KOpEKIlisi cTeHo3y AV: BinOyJloCh 3HUKCHHS
CHCTOJIYHOTO TPaIi€eHTy 3 JoOoIepaliiHoro (B cepel-
HbOMY) 80,7+23,9 MM pT cT mo 24,6£15,2 MM pT crT,
ane y 35 (51%) namienTiB HacaigkoM omeparii Oymo
BUHUKHEHHS HeJocTaTHOCTI AV (cTynmenem Oinpire 2).
VY BignaneHoMy Mepioji CIOCTepekKESHHs, SIKUI CKIIaB
B cepennbomy 38,6+£16,9 mic (6-118), moBTOpHO OYI10
onepoBano 8 mamieHtis (11,8%), y 5 mauientiB Oyna
BUKOHAHA IIOBTOpHA IiacTtuka AV, y 3 malieHTiB —
omepatis jgereHeBoro ayrorpadra. II'atupigaa cBobo-
na Big peomnepaniit cknana 88,3% (85,6-94%;95%CI).
[Ipore3yBaHHs  aOpTajbHOTO  KiamaHy IIpH

nerenesii
Knanau- aytorpadt

! HoBMii Knanan

nerexesoi apTepil

LVOTO. AnbrepHaTHBOIO BiIKPUTiil BaIbBYJIOTOMIT €
METO/M 3aMiHM aopTaibHOro Kianany (AVR). 3amina
A0PTaAIBHOTO KJIAlaHy B HOBOHAPO)KEHUX Ta HEMOB-
JMAT BUKOHYETHCSA 3a3BUYAl TICISA IMOMEpeaHiX He-
BJAJIUX XIPYPridYHUX YU €HIOBACKYISIPHUX IPOLELYD
Ha AV npu BiACYTHOCTI IHIIMX BapiaHTiB Xipyprii
aopranbHoro kiamany. Cepen meroniB AVR y nirei
3aCTOCOBYIOTHCS MeXaHi4uHi 1 010J0T14HI MpOTE3H, Ta
omeparis JereHeBoro ayrorpagra.

MexaHiyHi KJIamaHW dYepe3 BiJCYTHICTH Maiux
pO3MipiB Ta He3aJOBUNIBHI pe3yabTaTH MarOTh BKpai
oOMe)xeHe BHMKOPHCTaHHS B IeAIaTpUYHIA TpyIIi.
OmneparuBHa JieTalbHICTh npu AVR MexaHiuyHHUMH
npoTe3aMu y AiTel € 3HauHOMW - 2-23%, a y HOBOHa-
pOKeHHX Ta HeMOBISAT — 10 50% [13,14]. BinpmicTs
IOCHIKEHb BIAMIYAIOTh, IO MOE€AHAHHI MEXaHITHUX
npotesiB Ta posmupenas LVOT came y HeMOBIAT Ta
HOBOHAPOJKEHUX ACOLIFOETHCS 3 BUCOKOIO TOCIITANb-
HOIO JICTAJIBHICTIO, HU3bKUMHU MOKa3HUKaMH BiJjae-
HOTO BIJKMBAHHS Ta BHCOKOIO 4acTOTOIO peorepaiii
[13,14]. Tomy MexaHi9HI IPOTE3H Y HOBOHAPOKEHHUX
Ta HEMOBIIAT, AKi CKJIAAalOTh OCHOBHY TPYIy KIIiHId-
Ho-3Hauymoi LVOT, maiike He BHUKOPHUCTOBYIOTHCS i
PO3IIISIAIOTECS K OMiis Oinbine TeopernyHo [13,14].

biosoriuni kjaanaHu ta romorpadTu (JOHOPCHKI
MPOTE3H) IIPH 3aCTOCYBAHHI y NeAiaTPUIHUX Tali€H-
TiB MarOTh 3HAYHUU PU3WK PaHHBOI AUCPYHKIIi de-
pe3 xanpnu(ikaiiro, TOMy BOHH TaKOX Maike HE BU-
KOPUCTOBYIOTHCS B KJIIHIUHINA MPAaKTHI[I TPH KOPEKIil
narosiorii LVOT y HeMOBISAT Ta HOBOHAPOMKEHHX.
3a JaHMMHM MYJBTHLUEHTPOBHX JOCHIIKEHb 3aMiHa
A0PTAJBHOTO KJamaHy roMmorparaMu y HOBOHAapoO-
JOUKEHUX Ta HEMOBIIAT CYNPOBOIKYBaJIacs JeTalbHiC-
TI0 10 40% Ta 3HAYHOIO KUTBKICTIO paHHIX MiCIsIOTIe-
pamiiHUX yCKIagHEHb i peomnepamiii [13,14]

Omnepauis jereHeBoro ayrorpadra Ta po3MmHpPEH-
Hsa LVOT (Ross-Konno omneparis). [Ipouenypor Bu-
O0opy mpH 3aMiHI aOpTajJbHOIO KJjamaHy B HOBOHa-
POMKCHUX, HEMOBJIST Ta MEIiaTPUYHUX MAII€HTIB €
omeparis JereHeBoro ayrorpadra — 3amMiHa aopTab-
HOTO KJamaHa BJIACHUM JIETCHEBUM KJallaHOM (orie-
pamis Ross) [14-16]. ¥V curyanisx 6araropiBHEBOI
ob6cTpyknii LVOT Ta rinoma3zii aopTaibHOTO KOpEHS
151 Ipouenypa JOIMOBHIOETHCSI PO3IMIUPEHHSIM BHX1J-
HOTO TPAaKTy JIBOTO IIIyHOYKa (mpoueaypa Konno)
pe3exnico 1HOYHIIOYNIIpHOI YaCTHHH MIiXKILIYHOU-
KOBOT EPErOpoJIKH, 1110 BUKOHYETHCS PO3PI30M Hepes
KiJbIle aopTanbHOro Kiamana [15,16] (puc. 2).

Miomwﬁﬂl\bHA

Li ASHKA
03Pi3 Mfmwvuovrosor
neve coroe (Konno )

Puc 2. Onepauia nereHeBoro aytorpadTa (1) Ta onepauis Ross-Konno (2)
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Omneparnisi jereHeBoro ayrorpara Ta Npoueay-
pa Ross-Konno Ha chorosHi BBaXKaroThCs €IMHUMH
e(peKTUBHUMH METONHKAMH XipypTi4HOTO JiKyBaHHS
6aratopiBHeBoi LVOTO came y miTeit Mamoro Biky —
HOBOHApPOJ)KEHUX Ta HEMOBJAT [15,16]. Bnacuuii ne-
IreHEeBUI KJIalmaH B aopTabHIM MO3UIl JEMOHCTPYE
ONMTUMaJbHI TEeMOJWHAMIYHI BJIACTUBOCTI, HU3bKUH
pu3uK TpomMOoemOo0ii Ta iHpiKyBaHHS Ta, TOJIOBHE,
3aTHICTh O pocTy. Ane, nIpu e(PEeKTUBHOCTI y BH-
pilICeHHI aHATOMIYHHUX Ta TeMOAMHAMIYHHUX MPOOIEM
npu OararopiBHeBiii LVOTO BaxIWBUM NUTAHHAIM
3QJIMINAETHCS] BUCOKUN ONIEPATUBHUI PU3UK LI€T MpO-
HeJypH — JIeTalIbHICTh ckianae 5-50% 3anmexHo Bix
BiKy XBOpHX, HalBUIIa — y HOBOHAPO)KEHUX Ta Ia-
nieHTiB 10 1 poky [15-18]. Lle mosicHIOETHCS, TepII
3a BCE, BUCOKOIO TEXHIYHOIO CKIAAHICTIO IPOIEayPH
Yy XBOPHUX TaKOTO BiKy Ta iX Ba)XKHM J0OOMEpaIiiHUM
CTaHOM Yy OLIBIIOCTI BUMAJKIB, HASBHICTIO BUpaxKe-
HUX CYNYTHIX ypaXeHb - KOapKTalii/mepepuBy OyTH
aopTH, IucIuIa3ii MiTpajdpHOTO KiamnaHna, gidpoenac-
TO3Y JIBOTO HIIyHOUKA.

Brmacuwuit mocBin omepanii nmeremeBoro aytorpad-
Ta y mamieHTiB 10 | poKy cTaHOBUTH 16 BHMAaAKiB, 3
HHUX 5 mamieHTiB Oynu HOBOHApo M KeHUMHU. Onepartis
Ross-Konno nposoaunacs y 7 (27%) manientis. Ilo-
KazaMH J0 Xipyprii OyJM HasBHICTH HATOJOTii aop-
TaJIBHOTO KJallaHa Yy IUIEJHAHHI 3 cy0aopTaJbHUM
CTEHO30M TyHEIbHOTro THIy. [lomepenHi BTpy4YaHHS
Ha AV npoBogunucek y 13 (82%) mamieHTiB, 3 HUX 3i
WTY4YHUM KpoBooOirom — y 5 (31%), 13 nauienris
(81%) manm BakKui joomepaniifHUN cTaH, MTYy4YHY
BEHTWJISIIIIO JIETEHb Ta 1HOTPONHY HIATPUMKY. Y 5
namiedTiB (31%) mpoBoxmiiack OJHOYACHa KOpPEK-
Iis TATOJIOTIT MITPaXBHOTO KJIamaHy, B OJHOTO 3 HUX
Oyno mpoBeAeHO HoTo mpoTe3yBaHHA. locmiTanbHa
netanabHicTh ckiana 18,8% (momepio 3 xBopux), 3a-
ranpHa — 43,8% (7 mami€eHTiB), BiAJadCHUHA TEpiof
crocTepexkeHHs crtanoBuB 49,5428 wmic (10,6-103).
BwxuBaHHs 3a 5 pokiB mopiBHIOBano 56,2% (23,8-
88,6;95%CI). Y mani€eHTiB, M0 BUXHUIH, HE OYIO BH-
KOHAHO OJIHOT MoBTOpHOI omepamii Ha AV 3a Bech
Mepioj COCTEePEIKEHHS.

3akioyeHHs. HoBoHapomkeHi Ta HeMOBIATa 3
A0PTAJIBLHUMH BaJlaMHU, [0 MOTPEOYIOTH XipypriuHOro
BTPYYaHHS, € CKJIAJHIO Ipynoio xBopux. CKiagHicTh
obyMmoBieHa OaraTpMa (akTOpaMH: PaHHBOIO KIIi-
HIYHOIO MaHi(ecTamiero ypakeHHs AV, BaXXKUM J0-
onepaniiHUM CTaHOM Ta BiJCYTHICTIO ONTHUMAaJIbHUX
MeToAiB Xipypriunoro nikyBanus [1-3]. Bci xipyp-
TiYHI OPOIEeNypH, IO BHUKOPHCTOBYIOTHCS y HOBOHA-
pomxenux Ta HeMOBIAT 3 LVOT — omepanii Norwood/
DKS, BigkpuTa aopTanbHa BaIbBYIOTOMIs Ta OTEpaIiis

NMitepaTtypa

JIETEHEBOTO ayTorpadTa € MpoueaypamMu BUCOKOTO Oe3-
nocepeauboro pusuky [4.5]. Takox Bci mi Xipypriusi
BTPYYaHHS € B 3HAYHIH Mipi MalmiaTHBHUMH, TaK 5K
MaloTh BHCOKHHU BiZCOTOK MOBTOPHUX omepariif [1-6].
Bracuuif nocBig 3acToCyBaHHS Pi3HUX IiAXOIB Y Ji-
KyBaHHI aopTajbHUX BaJl IPOJEMOHCTPYBaB, L0 JaHi
ormeparii MOXyTb IPOXOJHUTH i 3 HEBUCOKHM OTIEpaTHB-
HUM pusukoM. HaOyTTst XipypriuHOro JocCBimy, po3sy-
MiHHsI aHATOMIYHHUX OCOOJIMBOCTEH Ta peTejbHe BU3HA-
YeHHS IMOKa3iB € TOJOBHUMHU (DaKTOpaMHU MOKPAIICHHS
pe3ynbTaTiB y il HaJACKIAAHIA TPy HaIi€HTIB.

VY pesynbrari pobotu OyB po3poOieHMH KiiHid-
HO OOrpyHTOBaHMH alNrOpuUTM BHOOPY XipypridHUX
Meroauk. [lepmum kpokom OyB BHOIp OJHOLILIYHOY-
KOBOT'0 4YH JBOLLTYHOYKOBOIO HIIsAXY Kopekuii. Exo-
KapaiorpadigHi maHi 3TATHOCTI JIBOTO IIIYHOYKY
BUKOHYBAaTH CHCTEMHY (PYHKIiIO Ta CTyHmeHS PO3BH-
TKY CTPYKTYD JIBOr0 Cepls BUKOPHUCTOBYBAJIUCH IS
pO3paxyHKy MOKa3HUKIB pu3uky kopekuii - Rhodes-
score, Colan-score Ta UVR-SA-score [5-8]. [Ipu BHU-
3Ha4YeHHI BUCOKOTO PU3HMKY JBOIIIYHOYKOBOI KOpEK-
i Mami€eHTy MepIINM eTarmoM MPOBOAWIIACH OTIEpPaIlis
Norwwod un DKS, HacTymHUMH - KaBa-yJlIbMOHAIb-
HUil aHacTomo3 (aHacromo3 Glenn) Ta ToTanbHMN Ka-
Ba-NMyJbMOHAJIbHUN aHacToM03 (omepamiss Fontan).
[Mepmmii nocsin Bukopuctanus onepanii DKS npoxe-
MOHCTPYBaB €(EKTHBHICTH MPOIEAypH, OE3MEUHICTh
Ta BHUCOKHI piBeHb BI)KMBAHHS NAI[i€HTIB, IO OYIO
Pe3yJIbTaTOM BUKOPUCTAHHS PO3POOICHOTO alIrOPUTMY.

[Ipu BH3HAYEHHI MOXJIUBOCTI ABOILIYHOYKOBOT
KOpEKI[il Ta NpPH 130JbOBAHOMY KJAMaHHOMY aop-
TaJBHOMY CTEHO31 BUKOHYBAJach BIAKPUTA a0PTailb-
Ha BalbByInoTOMis. L[ MeTOAMKAa NPOAEMOHCTpYBaa
gynoBi Oe3mocepenHi pe3ynbTaTtH, i, HE MHUBISYHUCH
Ha BUCOKY YacTOTY pe3uAyalbHOI micasonepaminaol
HejocTaTHOCTI AV, crpusiia TPUBAJIOMY MOKpalleH-
HIO KJIIHIYHOT'O CTaHy XBOPHUX Ta JJ03BOJIMIIA 3a100iT-
TH HEOOXiTHOCTI O1JbII CKJIAJHUX ONepalliil B mepuri
Mmicsmi xuTTs [8,11,12].

VY BHmajgkax KOMIUIEKCHOTO ypaKeHHS BUXIJHO-
ro tpakty LV, mpm moenHaHHI KJIAaMaHHOTO CTEHO-
3y aopTH Ta cybaopraibHOI 00CTpyKIii, mamieHTam
MPOBOJUIIACH Olepallisi JereHeBoro ayrorpadra abo
omepamnis Ross-Konno. Ils mpoumexgypa Oyma 6e3-
AJbTEPHATUBHOIO NPOLEAYPOK y TAaKHUX IAali€HTIB,
X04a CyNpOBOJXYBAajach BHCOKOI JIETaJbHICTIO,
NpUYNHOIO AKOI Oyia JoomepamiiiHa BaXXKiCTh XBO-
pHUX, HEOOXIIHICTh KOPEKLIil CynyTHBOT martoJsorii Ta
TEeXHIYHa CKIAJHICTh omepanii. Ane Tiabku ii BUKO-
pUCTaHHS A03BOJMIO HOPMAai3yBaTH PO3MipH BUXI1J-
HOTO TPaKTy, a0PTaJIbHOIO KOPEHs Ta TeMOJUHAMIKY
JMBOTO MITYHOYKA.
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COBPEMEHHBIE IOAXO/bI B XUPYPI U
AOPTAJIBHOTI'O KJIAITAHA
Y HOBOPOXJIEHHBIX JETEN
U MJIAJIEHIIEB (JIUTEPATYPHBIE JAHHBIE
U COBCTBEHHBIM OIIBIT)

A.H. Pomanrwk

I'Y «Hayyno-npakTu4ecKuii MeJMIUHCKHUI LIEHTP
AeTCKON KapaAMOJOTruN U KApAMOXUPYPIrUuu
M3 Ykpaunbl», kadeapa 1eTCKOH KapAHOJIOTUH H
KapJAUOXHPYPruHU
HMAIO nm. I1.JI. lynuka
(r.KueB, Ykpanna)

Pe3rome. AopranbHbie MOPOKH cepAlla y MalueH-
TOB B BO3pacTe A0 | roga mpeicTaBiSIOT CIOXKHYIO
KJIMHUYECKYI0 U XHPYpPru4ecKyo npoodnemy. PanHss
MaHu(decTaus MOpoKa U KOMIUIEKCHOCTh MOPaKEHUS
ONpeaessioT COOTBETCTBEHHO BBICOKUN PUCK XHUPYP-
FUYECKHUX BMEIIATENbCTB. A IIUPOKUH aHATOMHUECKHI
CIEKTP NATOJIOTUU U OTCYTCTBHE ONTUMABHBIX METO-
JIOB XHUPYPTHUECKOH KOPPEKIUU TpeOyIOT pa3paboTKu
ONTHUMANbHON TAKTUKHU M HOBBIX XUPYPTrUUECKHUX MOA-
xonoB. 3a nepuon 2006-2016 rr. B I'Y «HIIMIJJIKK
MO3 VkpauHbl» Xupyprudeckas KOppeKIus maTojo-
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IN THE AORTIC
VALVE SURGERY
IN NEWBORN
AND INFANTS
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Surgery of the Ministry of Health of Ukraine»,
Department of Pediatric Cardiology and Cardiac
Surgery of the NMAPE named after. P.L. Shupika
(Kiev, Ukraine)

Summary. Aortic valve disease in patients
under 1 year of age is a complex clinical and surgical
problem. The early manifestation and the complexity
of the lesion determine the high immediate risk of
surgical interventions. A broad anatomical spectrum
of pathology and the lack of optimal methods of
surgical correction require the development of
optimal tactics and new surgical approaches. During
the period of 2006-2016 in the Ukrainian Children
Cardiac Center surgical correction of the pathology
of the aortic valve (AV) and the left ventricular
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TUU aopTanbHOTO KiamaHa (AV) U BBIXOJHOTO TpakTa
nesoro xenynouka (LVOTO) Obuta nposeaena y 104
MallMeHTOB B Bo3pacTe A0 | roma. B manHo#l rpynme
MalMEeHTOB OBUIM HMCIIOJIB30BAHbl JBA HANpaBlICHUS
- CO3JaHHE OJHOXEIYHO4YKOBOW Quanonorun (ormne-
pauun Norwood wunm DKS) u aByxxkenynoukoBbIit
nyTh (OTKpBITas» aopTajlbHas BaJIbBYIOTOMHUSA WU
omepanus Jerounoro ayrorpadra). Beibop xupypru-
YECKOW TAKTHUKM 3aBHUCEJ OT OLEHKM aHATOMUYECKOU
c(hOpMHUPOBAHHOCTH JICBOTO JKEJIYA0UYKa, CTETICHU €ro
TUIOIJIA3U U, THIIONIA3UU KOPHS a0PThl U MUTPAJIBHO-
ro kiamaHa. PUCK KaXJ0ro U3 METOAOB ONpeaescs
pacuerom mokaszareneir Rhodes-score, Colan-score
n UVR-SA-score. OmHOXKETYIOYKOBBIA MyTh OBLI
BbIOpaH y 18 0oxbHBIX, UM OblJa BBINOJIHEHA IPO-
neaypa DKS. JIByx:kenymoukoBas KOppeKius Oblia
npoBeneHa y 86 6onbHbIX, Y 70 M3 HUX OblTa mpo-
BeJeHA OTKPBITas aopTajbHas BaJbBYIOTOMHUS, y 16
- omepanus JieroyHoro aytorpadra u onepamnus Ross-
Konno. TocnurtaneHas u o0mas JeTajlbHOCTh HpPH
onepauuu DKS cocrasuna 0% u 5,5%, npu oTKpbITOI
BajbByngoTomMuu - 0% u 1,4%, npu omepanuu jeroy-
Horo aytorpadra - 18,8% u 43,8% COOTBETCTBEHHO.
CoOCTBEHHBIH OMNBIT MOKa3aj, 4YTO XUPYypruyeckoe
nedyeHue natojgoruu AV y OOJNbHBIX B Bo3pacte 0 |
roja MOET MPOXOAUTH C XOPOUIUMHU pe3yIbTaTaMH.
CaMblil BBICOKHH PHCK HMela ONepaunus JIETOUHOTO
aytorpadra/Ross-Konno, 4To 0OBsSCHsAETCA TEXHHU-
YECKOW CIOKHOCTBIO ONMEpalUud M TAXKEIbIM KIHHH-
YECKUM COCTOSIHUEM OOJIBIIMHCTBA OTEPHPOBAHHBIX.
HecmoTps Ha TO, 4YTO HCCIEJOBaHHE I0Ka3alo
BBICOKHI PUCK €€ NPUMEHEHHU, OHA ABISIACh Mpolie-
Iypoit BIOOpa B CIydasix CIOKHOH MHOTOYPOBHECBOM
00CTPYKIIMH BBIXOAHOTO TPAaKTa JIEBOTO JKEIyI0UKa.

KarwueBble cjoBa: aopranbHBI KjiamaH; aop-
TaJlbHasi BaJIbBYJOTOMUS; JETOUHBIN ayTorpadr; one-
panus Ross-Konno; DKS.

outflow tract obstruction (LVOTO) was performed in
104 patients under the age of 1 year. In this group of
patients, two directions were used: creation of one-
ventricular physiology (Norwood or DKS operations)
and a two-ventricular pathway ("open" aortic
valvulotomy and pulmonary autograft operation). The
choice of surgical tactics depended on the evaluation
of the anatomical formation of the left ventricle, the
degree of its hypoplasia, the hypoplasia of the root
of the aorta and the mitral valve. The risk of each
method was determined by calculating Rhodes-score,
Colan-score and UVR-SA-score. The one-ventricular
pathway was chosen in 18 patients, the DKS
procedure ws used. Two-ventricular correction was
performed in 86 patients, 70 of them had open aortic
valvulotomy, in 16 pulmonary autograft operation and
Ross-Konno operation were performed. Hospital and
overall mortality after DKS operation was 0% and
5.5%, after open valvulotomy - 0% and 1.4%, after
pulmonary autograft operations - 18.8% and 43.8%,
respectively. Own experience has shown that surgical
treatment of AV pathology in patients under the age
of 1 year can pass with good results. The highest
risk was pulmonary autograft operation/Ross-Konno,
which is explained by the technical complexity of the
operation and the severe clinical condition of most
operated patients. Despite the fact that the study
showed a high risk of its use, it was a procedure of
choice in cases of complex multilevel obstruction of
the left ventricular outflow tract.

Key words: aortic valve; aortic valvulotomy;
pulmonary autograft; ayrorpadr; Ross-Konno
operation; DKS.
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