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JlocBia Xipypri9Horo JiKyBaHHsI CHHIPOMY Tilmoriasii
JIiBMX BiJIlIiB cepus

Jlasopummnens B.B., Tpy6a S1.I1., dpopagii I.C., Boiiko C.M., Cipomaxa C.O., Pynenko M.M.,
IIpokonosuy JI.M., Tkayenko JI.M., 'onoBenko O.C.

Y «Hauionanvruil incmumym cepueso-cyounroi xipypeii imeni M.M. Amocosa HAMH» (Kuig)

Y cTatTi npenctaBiieHO TOCBi Ta TEOPETUYHE OO PYHTYBAHHS XipypriYHOTO JiKYBaHHS CU-
HIPOMY Tinoriasii JiBuX BinaitiB cepus. Iimoriasis BianijiB cepus Moxe OyTH pi3HOMAaHIT-
HOIO 32 CBOEI0 aHATOMIYHOI0 XapaKTePUCTUKOIO 3aJIEXKHO Bill HETOPO3BUHEHHS TUX UM iHIIUX
MOPGONOTiYHUX CTPYKTYP JiBUX BiaainiB cepus. Cepell ycix BpOMAXKEHUX BaJ ceplisl JaHa MaTo-
JIOTisl 3yCTPIiYa€eThCS 3 4acTOTOMO Bif 4 10 8%. B YkpaiHi 10piyHO HapomKyeThest 0J113bK0 200
JiTei 3 JaHO0 MaTooTie0. AKIlO0 He 3anmo0irTu ¢i3ioJorivyHOMY 3aKpUTTIO BiIKPUTOI apTepia-
JbHOI TpoToku (BAIT) nuisixom iHdy3ii npocTtariaHAWHY, PO3BUHETHCSI KApAiOTeHHUIA 110K, i
JUTUHA ToMpe. PaaukanbHe JliKyBaHHSI — MOeTaIHa XipypriyHa KOpeKIIis.

Kmouosi ciioBa: épodorcena 6aoa, cunopom einonaasii aigux eiodinie cepus, onepayis Norwood.

Cunapom rinoriaszii JiBux Binainis cepusi (CIJIBC) — oaHa 3 HailOUIbII CKJIaAHUX BPO-
JKEHUX TTAaTOJIOTiN ceplisl i MariCTpaJIbHUX CYAMH i MOXe OyTH MOAJIeHa Ha YOTUPU KaTeropii
3aJI€XKHO BiJl aHATOMIYHOI XapaKTepUCTUKU KJIaMaHiB JIiBUX BiaaiaiB cepiis [1]:

e CIJIBC 3 aopTaibHKM Ta MiTpaJbHUM CTEHO30M;

e CIJIBC 3 aopTrajibHOIO Ta MiTpaJIbHOIO aTpe3i€lo;

e CIJIBC 3 aopraibHO0O aTpe3i€to Ta MiTpaJbHUM CTEHO30M;
e CIJIBC 3 aopTajibHUM CTEHO30M Ta MiTPaJIbHOIO aTpe3i€lo.

TI'emonurHamiKa rirnoruiasii 1iBUX BiIiJTiB ceplis MOJISITa€ B TOMY, 1110 OKCUT€HOBaHA KPOB, sIKa
MOBEPTAETHCS BJTiBE MEepeAcepas 3 JereHb, He MOXKe MOTPANTUTHU JO IMOIIa30BaHOrO JIiBOTO IILTY-
HouKa. 3aMiCTh LILOT'O KPOB Uepe3 MixXIepeacepaHy NeperopoaKy HaaXoAUTh y MpaBi BiAaiau ce-
pLIS, Je 3MILIIYETHCS 3 BEHO3HOIO HEOKCUTEHOBAaHOIO KpoB'10. LI 3MiliaHa KpoB BUXOAUTH 3 Mpa-
BOTO IUTYHOUKA i Yepe3 JIereHeBi apTepil HAAXOAUTh Y JIereHi, a Takox yepe3 BAIT — y Bennke Koo
KPOBOOOITy, iK€ OTPUMYE KPOB TiJIbKU Yepe3 MpaBo-JiBUil IIyHT KpoBi mo BAIT; Tomy nporHo3
JUTS SKUTTS Bigpasy Micisi HApOIKEHHS 3aJIeXXUTh Bifl 30epexxeHHs1 BATI [2].

Merta po60TH — TEOPETUYHO OOT PYHTYBATH XipypriuyHi METOIM JTiKyBaHHS CUHIPOMY TiIlOM-
J1a3ii AiBUX BifaiJiB cepiis.

Marepiamu Ta metonu. 3a niepioa 3 aunHs 2010 o ksiteHs 2014 B Y «<HICCX im. M.M.
AmocoBa HAMH» 6yn0 npooniepoBaHo 49 naitieHtis i3 CIJIBC. [TaitieHTiB 4o/10Biu0i CTaTi OyJ10
32(65,3%), xinouoi — 17 (34,7%). CepeHiii BiK NaLii€HTiB Ha MOMEHT orepaLiii ckiagas 82,2
JHiB (Bim 6 1o 11 qHiB). Bara mauieHTiB y cepenHboMy ctaHoBuia 3,5+0,6 xr (Bin 2,4 no 4 kr). Y
30 (61,2%) nauieHTiB Bamy AiarHOCTOBAHO IIPeHATAIbHO Ta MiATBEPIKEHO Bimpa3sy miciis Hapo-
JKEHHS 3a IoToMorolo exokapaiorpadii. [lepegonepauiiiHa miarotoska 3aiicHioBajgach 7—10
JIHIB i OyJia cripssMOBaHa Ha OajaHCYBaHHS CUCTEMHOTO Ta JIETEHEBOTO CYAUHHOIO OTOPY 3 10-
TPUMaHHSIM HaCUYEHHs KpOBi KUCHeM y Mexxax 80%. YciMm naliieHTam i3 HapoKeHHs i 10 MO-
MEHTY ONEepaTUBHOTO BTPyYaHHs MpoBoAuaachk iH(y3is mpoctornanauny El mniag miarpuMku
aJieKBaTHOI cucTeMHOI nepdy3ii. 3a HeoOXiAHOCTI MPOBOIMIN KOPEKIIi0 METa0O0TiYHOTO al[1-
JI03y Ta MpU3HaYaJIu iIHOTPOITHI MpernapaTu.
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BuzHaHUM i TPUITHATUM METONOM JIIKyBaHHS B JaHUI Yac € eTalHU MeTon, po3pobJie-
Huiit W. Norwood.
Onepatiss Norwood I mepenbauae:
CTBOPEHHS BiJIbHOTO i MOCTifHOTO BUXOJY B CUCTEMHE KOJIO KPOBOOOIry;
3a06e3mevyeHHs CTabiTbHOTO Ta KOHTPOJILOBAHOTO KEPEJIa JIETEHEBOTO0 KPOBOOOITY;
CTBOPEHHS LIMPOKOTO 3‘€THAHHS Ha MepeCcepAHOMY PiBHi;
aJieKBaTHa Ta O0e3nepenikoaHa KOpoHapHa HUPKYJISIis.

MoaudikoBaHa onepaiiss Norwood | Brepiiie 3anmpornoHoBaHa SIMTOHCBKUM Kapaioxipyp-
rowm Ilynxi Cano (Shunji Sano) [1, 4].

V Haiomy iHCTUTYTi po3po0JieHU T BJACHUM aJITOPUTM, SIKUIA JO3BOJISIE BUOpATU ONTUMA-
JIBHUM LJISIX XipypriyHoro JikyBaHHs 111 nauieHTiB 3 CIJIBC.

VY 28 (57,1%) nauieHTiB Ha meplIoMy eTamni Oyja BUKOpHMCTaHa TpaaMIliiHa cTpaTeris
Norwood — omnepatiiss Norwood I. HotupHaniisitboM matieHTaM (28,6%) BUKOHATU TiOPUAHY
orepallilo, sika BKJIIouaja CTEHTYBaHHS BiIKPUTOI apTepiajbHOI MPOTOKHU Ta OijaTepayibHe 3BY-
JKEHHS JiereHeBux aptepiii. Y 9 (32,1%) Bunankax 3aiicHioBaau orepauio Norwood I B Mmoau-
(ikarii Sano, aB 19 (67,8%) Bunaakax BUKOPHCTOBYBaiach TexHika R. Mee 3 BUKOpHUCTaHHSIM
wyHTa Blalock-Taussig (3,5 mm). OnepatuBHe JliKyBaHHSI TPOBOIUIIOCH i3 BUKOPUCTAHHSIM
anapaty LK.

3axucT MioKapaa — aHTerpagHa XoJo10Ba KpUcTaoigHa kapaiomueris. [1ig yac ocHOBHOTO
eTaIly 3aCTOCOBYETHCS LIMPKYISTOPHUI apellT i rInuboka rinorepMis (TeMmmepaTypa Tijia AUTU-
HM 3HMKYEThCA 10 16 °C), npu LIbOMY Yac MOBHOI 3yIMMHKK KPOBOOGITY He TMTOBUHEH TepEBU-
yBatu 40—45 xB., 11100 3aro0irtv po3BUTKY He3BopoTHUX 3MiH LIHC. 3 MeTo10 e(pekTUBHOTO
reMoCTa3y BUKOPUCTOBYBaIM pekoMOiHaHTHUI VIIa dakTop 3ropraHHs KpoBsi. B micisionepa-
LiiHOMY mepiofli BCiM MallieHTaM MPOBOIUIN MEPUTOHEATIbHUI Miali3.

BpaxoBytouu, 1110 y 1BOX Malli€HTIB, MPU HasIBHOCTI TMOIIa3ii 1iBOTO LITyHOUKa a0pTasib-
HOTO Ta MiTpaJIbHOTO KJIallaHiB, BUCXiJlHA a0pTa Ta Ayra aopTu OyJu pO3BUHEHI HOPMAJbHO,
nalieHTaM BUKOHaHoO onepallito Damus-Kay-Stensel.

IT’saTboM nalieHTaM BUKOHaHa peKOHCTpyKist ayrv aopTtu 3 LITK Ta aHTerpagHoto ueped-
pasibHOMO Nepdy3sielo. ¥ naHoi rpynuy NaieHTiB JiBUH LITYHOYOK, AOPTaJbHUMA i MiTpalbHUIA
KJIalaHu PO3BUHEHI HOPMaJIbHO, ajie yra aOpTH Tinoria3oBaHa. 3 I’ SITU MALiEHTIB Y pAHHbO-
My 11/o niepioai momep 1 (20,0%) nauieHt, BunucaHi Ha amGynaropHe jgikyBaHHs 3 (80,0%) B
3a/10BiJIbHOMY CTaHi.

PesyabTaTi Ta 00roBopenns. 3 28 malieHTiB, SKUM Oyiia ITpoBeacHa oreparlist Norwood 1,
Brokuu 6 (21,4%) nauienTiB. JIpyruii etan Kopekilii Baau (IBOHANpaBIeHUI KaBOITy IbMOHa-
JIbHUIT aHaCTOMO3) TIPOBENEHU I S TallieHTaM, ycrimHuil pe3ynbrat — y 4 (80,0%) maitieHTis.
CepeaHs1 TpUBAIICTh LITYYHOro KpoBooOiry mia yac onepatiii Norwood I ckiana 230143 xB.,
TPUBATICTb LUPKYASITOpHOTO apemiTy — 3918 xB. [1pakTuka nmokasania, 1o A YCIillIHOTO JIi-
kyBaHHs1 CI'JIBC HeoOxigHuil BUcokuii mpodecioHaniam, 31aroixeHa podoTa Ha BCiX eTanax:
MOJIOrOBUIA OYIMHOK (aKylliep, HEOHATOJIOT ), TPAHCITOPTYBAaHHS B KapIioXipypriuHe BilaiieH-
Hs (Opurana peaHimMo0iss), foornepaliiiHa miaroToBka (peaHiMaTo 01 ), OriepaTUBHE BTPYYaHHS
(xipypru, aHectesioJior, epgysioJor), micasonepaliiHe JiKyBaHHS i 1OTJIs1 (peaHiMaTOJIOTH,
cepenHiii MearnepcoHan).

OpraHnizaliisi CKpUHiHTOBOT'O OOCTEXEHHS BariTHUX B ONTUMaJIbHi TEPMiHU rectalii (1o 22
TUXHIB, 3TiIHO 3 Haka3oM M O3 Ykpainu) BaxJivBa 115 IJTaHYBaHHS MOAATbIIOI TAKTUKHU Be-
JIEHHS BariTHOCTI (epepuBaHHs a00 MPOJIOHTallis). AHaI3 i €TanHiCTh OLIIHKU BCiX KJTiHiKO-
IHCTPYMEHTAJIbHUX TaHUX TO3BOJISIE TPABUIBHO BCTAHOBUTH JliarHO3.
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TouHa nudepeHiiiHa niarHOCTYKA BaaAyd TOBUHHA MPOBOJUTUCH Yy CIELIia/li30BaHOMY BijI-
nineHHi 3 BukopuctaHHsIM ExoKI Ta iHmmx MeToniB oapasy mic/ist HApOIXKEHHS TUTUHMU.
Bcix HOBOHapOXKEHUX CJTiJl HEraliHO TOCMiTali3yBaTH Y BiAliJIEHHSI iHTEHCUBHOI Teparlii.
Heob6xinHo 3a6e3neunT:
e 1ICHTPAJbHUII BEHO3HUI TOCTYTI;
iHDy3iro mpoctarmananHy E1 [PGE1; mouarkosa mo3a 0,05—0,1 MKT /Kr/ XB. B /B];
iHTyOalito Tpaxel i MoYaTH IITYYHY BEHTUJISLIIIO JIETeHiB MTPU HEOOXiAHOCTI;
KOperyBaHHSI METa0O0IiuHOTO alluA03Y;
HOBOHAPOMXKEHUM y BaXKKOMY CTaHi 3 KapJiOT€HHUM IIIOKOM MOXKe 3HaI00UTUCS TpU3HA-
YEHHS IHOTPOITHUX MPErapariB i AlypeTUKIB 1151 MOJIMIIEHHS cepLeBoi MYHKILi1 i KOHTPO-
J110 00’ €MY LIMPKYJTIOI0UOi KPOBI.

Hapnani HoBoHapomkeHUM MOTpiOHA moeTanHa KOPeKIlis, Micsl SIKOi MpaBUil IIITYHOUOK
MOYMHAE (PYHKIIOHYBATHU SIK CUCTEMHMH.

Kopexkuis CIJIBC BUKOHYETbHCS B TPU €TaIU:

I. Onepautist Norwood I BuKoHyeTbhcs B riepiii 14 nHiB.

JlereHeBuii CTOBOYp PO3AiNSAIOTH, AUCTATIbHY YACTUHY T€pMETU3YIOTh ayToNepuKapiiaib-
HOI0 3a1U1aTol0 i mepeB’s13y10Th Jtiratypoto BAII. TToTiM MpoBoAsITh MPaBOCTOPOHHE IITYHTYBaH-
Hs 3a Blalock-Taussig a60 hopMyBaHHS KaHaJIy MixX TPaBUM LIJTYHOUKOM i JIET€HEBOIO apTepi-
€10 (Moaudikalisg Sano). ATpiocenTaibHUil aeeKT 30iAbIIYIOTh — aTPiOCENTEKTOMIs, a
MPOKCUMAaJIbHY JIETEHEBY apTepilo i TMomiazoBaHy aopTy 3’ €AHYIOTh 3 ATOTPAHCIIJIAHTATOM a0-
pTu abo JiereHeBOi apTepii 1is hopMyBaHHS HOBO1 a0pTH [5].

I1. IBoHanpaBieHUi KaBOIYJIbMOHAIbHUI aHaCTOMO3 Y Billi 4—6 micswisB (Norwood II).

II1. ToTanpbHUi KaBOIyJIbMOHAIBHUI aHACTOMO3 Y Billi micjst 2 pokiB (Norwood I11).

VY nesikux LieHTpax TpaHCIJIaHTallisl ceplisi € METOAOM BUOOPY; B TOU Xke yac iHdy3ito mpoc-
TarnaHauHy El ciin mponoBXUTH 10 TOTO MOMEHTY, MOKU He Oyae BiAoOMO Mpo HasIBHICTh 10-
HOPCBHKOTO ceplisl. TakoxX TOCUTh OOMEXEHOIO € JOCTYITHICTh JOHOPCHKUX CEPIELlb: MPUOIU3-
HO 20% HOBOHAPOIKEHHUX TOMUPAIOTh, OUiKYIOUM TOHOPCHKE Ceplie. S-piuHa BUKUBAHICTb MiCIst
TpaHCIJIaHTallii cepls i Micjsg 6araToeTanHoi KOpeKilii Mpuoau3HO ogHakoBa. [licias TpaHcm-
JIaHTalii ceplist HeoOXiqHO MpU3HAYeHHSs iMyHocynpecaHTiB. Lli mpenapaTu poOJisiTh NaLli€HTIB
OiTbII COPUMTHATIMBUMU 10 iH(EKIii i yepe3 5 poKiB CIPUUYMHSIIOTh MATOJOTUHi 3MiHU B KO-
pOHApHMX apTepisix TpaHCIUTaHTaTa y Oibll HiX 50% mnalieHTiB. EAMHUM BiTOMUM CTIOCOOOM
JIIKyBaHHSI XBOPOOU KOPOHAPHUX apTepiii TpaHCIUIaHTaTa € MOBTOPHA TPAaHCIIJIaHTALlisl.

BucHnoBku. TpueTarnHe JiKyBaHHS CTajl0 OCHOBOIO /IS XipypriyHoro jikyBaHHs CIJIBC.

YcknanHeHHs micist onepauii Norwood € 3arajlbHUMU, HECYTh 3HAUHUI PU3UK JIETaIbHOCTI,
BOHU TOB’S13aHi 3 0COOJMBOCTSIMU TOOMEpalifHOI MiATOTOBKMY MAalli€HTIB Ta BapiaHTOM TiMoI-
J1a3ii TiBUX BiIATIB ceplis.

Heo6xinHo migkpecauTu, 1o 30iiiCHeHHS 1IUX ornepalliil BUMara€e peTeabHOI MiATOTOBKU i
371ar0IKEHO1 POOOTH BCiX CIYKO, 1110 3a0€3IMeUyIOTh AiarHOCTUYHUIA, aHECTE310JI0OTIYHUIA, Xipy-
priuHuii i peaHimaliiinuii eranu po6oTu. Kpim Toro, BaxivBe 3HaUEHHSI Ma€ KOHLIEHTpaLlist
XBOPUX 3 TAKOIO MATOJIOTI€I0 B OMHOMY LIEHTPI, Y IKOMY B Mipy HAKOITMUYEHHS TOCBiy pe3yJibTa-
TU JIiKYBaHHS MOCTiAHO MOJITIIYIOTHCS.
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OnpiT XHUPYPrudeCKoro Jie4yeHusa CUHAPOMA TUMIIOIIA3WM JICBBIX OTIEJIOB Cepaua

Jlazopummnen B.B., Tpy6a A.I1., depnsii 11.C., Boiiko C.H., Cupomaxa C.O., Pynenko M.H.,
IIpokonosuu JI.M., Tkauenko JI.H., F'onosenko A.C.

B cratbe npencTaBiieH OMBIT U TEOPETHUECKOE 0O0CHOBAHKE XMPYPIHUUECKOTO JICUSHUSI CHHIPOMA TH -
TTOTUIA3M N JIEBBIX OTAEJIOB cepaua. ['nnoruiasus cepaua MoxXeT ObITh pa3HOOOPa3HOIA 110 CBOE aHATOMU--
YECKOI XapaKTepUCTUKE B 3aBUCUMOCTH OT HEeJOPa3BUTHSI TE€X WJIM MHBIX MOP(MOIOTMUECKUX CTPYKTYP
JIEBBIX OT/IEJIOB cepaiia. Cpen Bcex BPOXKICHHBIX TOPOKOB CeP/Ilia TaHHAsI TTaTOJIOTHUST BCTPeYaeTcsi C 4acTo-
Toii 0T 4 110 8%. B YkpauHe exerogHo poxmnaercs okojio 200 geteii ¢ maHHO# maTtosiorueit. Eciim He mpenoT-
BpaTUTh (DU3MOJIOTUYECKOE 3aKPbITHE OTKPBITOTO apTepuaiibHoro nporoka (OAIT) myrem uHdy3uu npo-
CTarJaHIMHa, MOXKET Pa3BUTHCS KapIMOTeHHBIN ITIOK, U peOeHOK yMpeT. PanukaibHOe TeueHne — rmoaTarmHast
XUPYprudecKast KOppeKIus.

KiioueBble cioBa: poscoenHolii NOpoK, CUHOPOM 2UNONAA3UU 1€8bIX 0mAen06 cepoua, onepayus Hopeyo.

Experience of Surgical Treatment Syndrome Hypoplastic Left Heart Syndrome

Lazoryshynets V.V., Truba Y.P., Dyorday I.S., Boiko S.N., Siromacha S.O., Rudenko M.N.,
Prokopovich L.M., Tkachenko L.N., Golovenko O.S.

The basis of observation is experience of surgical treatment syndrome of hypoplastic developing of left
heart. Annualy 200 children are born with such disease in Ukraine. 100% of patients without surgical treatment
syndrome of hypoplastic left heart syndrome.

Key words: congenital disease, hypoplastic left heart syndrome, operation Norwood 1.
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