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Y «HaujionanvHuii incmumym cepyeso-cyournoi xipypeii imeni M. M. Amocoea HAM H» (Kuis)

VY cTaTTi npeacTaBieHo AOCBi XipypriYHOro JiKyBaHHSI CUHAPOMY TiMoIasii JiBUX Biami-
JiB cepust. Cepen ycix BpOJIKEHUX BaJl CEPLS Lisl TAaTOJIOrisl 3yCTpivaeThCs 3 YaCTOTOIO Bifl 4 10
8% B YkpaiHi 1opiyHo HapomKyeThest 0n3bko 300 miteid 3 Takolo rmarosiorieto. bes cBoeyacHo-
TO CIeliazizoBaHOro Kapaioxipyprianoro JiikyBaHHs 100% niTei ruHe poTsSITroM MepIIoro poKy
KHATTS.

Kmouogi cioBa: épodocena éada, cundpom einonaasii nieux eiddinie cepus, onepauis Hopayo 1.

Cunapowm rinormaszii giBux Bigainis cepus (CIJIBC) — onHa 3 HalOiIbII CKJIAJHUX BPO-
JKEHUX TaTOJIOTii cepls i MaricTpaJlbHUX CYIUH, sIKa XapaKTepU3yETbCS HasiBHiCTIO Oara-
ThOX BPOJIXKEHUX BaJ CEPLIs, a came: BUpakeHa rirnorJasis i (abo) aTpesist MiTpaJlbHOIO KJia-
MaHa, JIiBOro IUTyHOUYKa, a0PTaJbHOTO KJIalaHa i pi3HOTO CTYIEHS TiMoIia3is BACXiAHOI AaOPTH.
KinbkicTb Takux aHOMaJili JOCUTDH BeJMKa, aje pe3yJbTaTh JOCHiIXEHb OCTaHHIX POKiB 10-
3BOJIWJIM BUIUTMTU CUHAPOM TiMoruiasii JiBUX BiAAUTIB CEpLS B YiTKY KJIiHIKO-aHAaTOMiYHY
oauHuuo [1—4].

Merta po6oTi — TpoaHai3yBaTy OTpUMaHi pe3yJIbTaTH XipypriyHOTO JIiIKyBaHHSI CHHAPOMY
rirornuiasii JiBUX BiIAiNiB cepus.

Marepiamu Ta Mmetoam. 3a nepion 3 aunHg 2010 p. nmo kBiTeHb 2014 p. B Y «HICCX im.
M.M. AmocoBa HAMH» 6y7o npooneposaHo 42 nauieHtu 3 CIJIBC. ITauieHTiB yoyi0Biu0i cTaTi
oyi0 28 (66,7%), xiHouoi — 14 (33,3%). CepenHiii Bik maLieHTiB Ha MOMEHT OIlepaLii CKJIaaaB
8+2,2 (Bim 6 mo 11 aHiB). Bara maiieHTiB y cepeaHboMy cTaHoBuaa 3,510,6 kr (Bin 2,4 10 4 KT).
V23 (54,8%) nauieHTiB Baay AiarHOCTOBAHO MPEeHATAIbHO Ta MiATBEPIKEHO Bifipa3y mic/s Ha-
POIKEeHHS 3a TonoMorolo exokapaiorpadii. [lepenonepaliiiHa miaroroBka 3aiicHoBaaach 7—
10 nHiB i Oysa cipsiMoBaHa Ha 6ajlaHCYBaHHSI CUCTEMHOTO Ta JIETEHEBOrO CyIMHHOTO OIOopy 3
JOTPUMAaHHSIM HacMUYEHHST KpoBi KucHeM y Mexkax 80%. YciMm nanieHTam i3 HapoKeHHs i 10
MOMEHTY OTepPaTUBHOIO BTPYYaHHS MpoBoauach iHdy3is npoctornanauny El pias migrpum-
KU aJeKBaTHOI CUCTEeMHOI nepdy3sii. 3a HeOOXiAHOCTI MPOBOAWIN KOPEKILil0 META0O0JiYHOTO
aluao03y Ta MpU3HavYaIv iHOTPOITHI MpernapaTu.

Kopekuis aiuao3sy: y noonepaitiiitHux xgopux i3 CIJIBC BBen1eHHS Ty>KHUX PO3YMHIB Tpe-
0a MpoBOAUTU 3 00EPEKHICTIO, OCKIIBKY BOHU MOXYTb 3HUKYBATU JIETeHEBUI CyTUHHUIA OTIip
i 30inbiryBaTi Qp/Qs, TUM CaMMM 3MEHIIIYIOUM CUCTEMHUI KPOBOOOIT i CIIPUSTIOUN TTOCUJICH -
HIO CUCTeMHOTro aiua03y. OnHak XBopi, siKi mepe0yBatoTh Y CTaHi IIOKY i TMOOKOMY METadoJTi-
YHOMY allM103i, MOTpeOyoTh KopeKii AediuuTty ocHoB. [1pu BBeaeHHi OCHOB (HaTpito 6ikap-
OoHaTty) chig nomaratucs ontumizauii Qp/Qs. HemoHoumeHUM HeMOBJISITAM JIY>KHI PO3UMHU
HEeoOXiTHO BBOAUTHU MOBLIHHO, 1100 YHUKHYTH KPOBOBUJIMBY B MO30K.

Anmubiomuku TPpU3HAYAIOTh YXKe B MOJOrOBOMY OYAMHKY 32 HasiBHOCTiI (DaKTOPiB PUBUKY
iHdeK11ii i MPOAOBXKYIOTh iX BBEACHHS MPOTITroM 48—72 rof., ToO6TO A0 TUX Tip, MOKU MiKpobio-
JIOTiUHi MOCiBU, 3pOOJIEHI 10 MOYaTKy Teparlii, He BUSBIISATbCS HeraTUBHUMMU. [1pu BiACcyTHOCTI
(hakTOpiB pU3NKY AaHTUOIOTUKYU HE MPU3HAYAIOTh.
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Xapuyseanns, 3 OTJIINY HA MABUIIEHU PU3UK illIEMil KUILIEUHUKA 3 PO3BUTKOM HEKPOTUY-
HOTO EHTEPOKOJIITY, PEKOMEHYEThCS MapeHTEPaIbHE.

BuzHaHUM i TPUITHATUM METONOM JIIKyBaHHS B JaHUI Yac € eTalHU MeTon, po3pobJie-
Huii W. Norwood — eIMHUM Y CBITi Xipyprom, 1o NpoTSITOM JBOX A€CATUITh CUCTEMATUYHO i
TBOPYO PO3POOJISIE JaHY CKIAHY ITPOOIEMY.

Onepatist Norwood nependavae:

* CTBOPEHHS BUTBHOTO i MOCTIHOTO BUXOAY B CUCTEMHE KOJIO KPOBOOOIry;

* 3abe3MeyeHHs CTabiIbHOTO Ta KOHTPOJIBLOBAHOTO IXKepesia JereHeBOro KpoBOoooiry;

* CTBOPEHHS LIUPOKOTO 3‘€NHAHHS Ha MepeCePAHOMY PiBHi.

YV HamoMy iHCTUTYTi po3po0JieHa BjlacHa CUCTEMa, siKa J03BOJISIE BUOpATH ONTUMATbHUI
LJISIX XipypriyHoro jJikyBaHHs 1yt nauieHTiB i3 CIJIBC.

V27 (64,2%) naiieHTiB Ha MieplIOMYy eTarli OyJ1a BUKOpUCTaHa TpaauiiiiHa ctpaterist Hop-
Byna — onepatiss HopByn I. Tpunanustebom nanientam (30,95%) BuKoHa U TiOpuaHy orepa-
11i10, sIKa BKJTIOYaJia CTEHTYBaHHS BiIKPUTOI apTepiasibHOI MPOTOKU Ta OiaTepajbHe 3BY>KEHHS
JiereHeBuX apTepiil. Y 9 Bunaakax sairicHioBaau onepailito Hopsya I B Monudgikartiii Sano, ay 18
BUIMAaaKaX BUKOPUCTOBYBaJlach TexHika R. Mee 3 BukopuctaHHsM 1yHTy Blalok-Taussig (d=3,5
mm). OniepaTUBHE JiKyBaHHS TPOBOAMUTHCS 3 BUKOPUCTAHHSM arnapary IITy4YHOro KpOBOoOOiry,
3aXUCT MioKap/a 3AiCHIOBaBCS LUISIXOM aHTErPaHO1 XOJIOA0BO1 KPUCTAIOIMHOT KapAiOTLIerii.
ITix yac OCHOBHOTO €TaIy 3aCTOCOBYBAaBCS LIMPKYJISITOPHUI «apellT» i IOoKa rinotepMis (Te-
MITepaTypy Tijla IMTUHU 3HYKYBau 10 16 °C), Mpu LIbOMY Yac MOBHOT 3yITMHKK KPOBOOOITy He
MOBUHEH MepeBUlyBaTH 45 XB., 11100 3ar006irtu po3BUTKY He3BopoTHUX 3MiH LIHC. 3 metoio
e(eKTUBHOI0 reMOCTa3y BUKOPUCTOBYBaIU pekoMOiHaHTHU I VIIa hakTop 3ropTaHHs KpoBi. B
nicasionepailiiHoMy nepiofli BCiM MallieHTaM MPOBOAWUIN NMEPUTOHEATbHUN iai3.

BpaxoBytouu, 1110 y J1BOX MAlli€HTIB, MPW HASIBHOCTI TiMoI1a3ii 1iBOro 1UTyHOYKa, a0pTasb-
HOTO Ta MiTpaJIbHOTO KJIallaHiB, BUCXiJlHA a0pTa Ta Ayra aopTu OyJu pO3BUHEHI HOPMAJbHO,
nalieHTaM BUKOHaHO onepaiiito Damus-Kay-Stensal.

Pe3ynbTaT T2 00rOBOPEHHS.

Kopexkiis CTJIBC BUKOHYETbHCS B TPU €TaIIU.

I.  Onmnepauist Norwood I BukoHyeTbcs B epuii 14 qHiB.
I1. JIBoHampaB/ieHUIA KaBOIyJIbMOHAIbHUI aHaCTOMO3 — y Billi 4—6 micswis (Norwood I1).
II1. TortanbHU# KaBOMYyJIbMOHAABHUM aHaCTOMO3 — Y Billi micJs1 2 pokiB (Norwood I11) [1, 3, 4].

13 27 nauienTis, skum 6yJa nposeaeHa onepauist Hopsyn I, Buskunu 6 (22,2%) naii€eHTiB.
Hpyruii eran Kopekilii Baau (ABOHAMpaBIeHU I KaBOMYJIbMOHAIbHUI aHACTOMO3) MPOBEICHU I
4 marieHTaM, 3 yCrmimHuM pesynbratom y 3 (75,0%) 3 Hux. CepenHsi TPMBATICTh INTYYHOTO KPO-
Boo0Oiry mig yac onepatiii Hopsyn I cknana 230143 xB., TpMBaiicTh HUPKYJISITOPHOTO «apeliuTy»
— 3948 xB. [1pakTuka nokasaia, o mis yerimHoro JikyBaHHs1 CIJIBC HeoOXigHUIT BUCOKU A
npodecioHani3m, 3j1aroaxkeHa podoTa Ha BCiX eTarax: moJoroB1ii OyanHoK (akyilep, HEOHaTO-
JIOT), TPAHCITOPTYBAaHHS B KapAioXipypriuHe BiiaiieHHs (Opuraga peaHiMo0isst), noonepaniii-
Ha MiAroToBKa (peaHiMaToJIOTH), ofiepaTUBHE BTPYYaHHS (Xipypru, aHecTesiosor, nepgysio-
JIor), micasionepalliiiHe JiKyBaHHS i 1o (peaHiMaToI0TU, CEpeAHIN MeaATIepcoHalt).

BucHoBKHM. AHai3 i €TanmHICTh OLIIHKU BCiX KJIiHIKO-iHCTPYMEHTaJbHUX TaHUX A03BOJISIE
MPaBUJIbHO BCTAHOBUTHU AiarHO3 CUHAPOMY TiloruIa3ii JiBUX BiAIiiB ceplis.

OpraHi3alliss CKpUHiHTOBOT'O OOCTEXXEHHS BariTHUX Ma€ 3[iiCHIOBATUCS B ONTUMAaJIbHI Tep-
MiHM rectailii (1o 22 TUXHiB, 3rifHO 3 HakazoM MO3 Ykpainu) 1jisl miaHyBaHHST MOAANbILIOL
TaKTUKU BEIEHHS BariTHOCTI (ITepepruBaHHsI a00 MPOJIOHTALLis).

TouHa nudepeHLiiiHa NiarHOCTYKA BaaAyd TOBUHHA MPOBOJUTUCH y CIELIia/li30BaHOMY BijI-
nineHHi 3 BukopructaHHsaM ExoKI Ta iHImx MeToiB oapa3sy micjisi HApOIKEHHS AUTUHU.
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ITpoBeneHHs aieKBATHOTO KOMIUIEKCHOTO MEIMKAMEHTO3HOTO JTiIKyBaHHSI 10 TPAHCTIOPTY-
BaHHSI IUTUHM B KapAioXipypriYHUiA LIEHTP 3HAYHO MiABUIILYE IIAHCU HA YCTIIIHUI pe3y/IbTarT.

o HeJaBHBOTO Yacy B YKpaiHi AiarHO3 CUHAPOM TiloIuIa3ii JiBUX BiIAUTIB cepls 3ByYaB 1K
BUPOK HOBOHAPOJXKEHiil TUTHHI Ta 1i 6aTbkaM. be3 crnielianizoBaHoi KapAaioXipypriyHoi 101o-
moru 100% miteit moMUpalOTh MPOTITOM TEPIINX THXKHIB XKUTTS. XipypriuHa KOpeKIlist Baau —
€IMHUM 1IUTSIX 10 MOPSTYHKY. [1epiunii mo3UTUBHUYI TOCBi XipypriyHOTO JIiKyBaHHS 11i€i maTo-
JIOTi1 MOKa3aB MOXKJIMBICTh YCIIIITHOTO MPOBEACHHS MOAIOHUX omepaliiil B YKpaiHi.

Jlireparypa

1. Norwood W. I., Lang P., Hansen D.D. Physiologic repair of aortic atresia- Hypoplastic left
heart syndrome // N Eng1J Med. — 1983. — Vol. 308. — P. 23-26.

2. Sano S., Ishino K., Kawada M., et al: Right ventricle-pulmonary arteryshuntin first-stage
palliation of hypoplastic left heart syndrome // J Thorac Cardiovasc Surg. —2003. — Vol. 126.
—P. 504-509.

3. Azakie A., Merklinger S. L., Mc Crindle B. W., Van Arsdell G.S., Lee K.G., Benson L.N.,
Coles J.G., Williams W. G. Evolving strategies and improving outcomes of the modified
Norwood procedure: a 10-year single institution experience // Ann Thorac Surg. — 2001. —
Vol. 72. — P. 1349-53.

4. PearlJ. M., Nelson D. P, Schwartz S. M., Manning P. B. First-stage palliation for hypoplastic
left heart syndrome in the twenty-first centure // Ann Thorac Surg. — 2002. — Vol. 73. —
P.331-9.

IlepBblii ONbIT XMPYPrUYECKOTO JIeYEHUs] CUHAPOMA THIOIIA3UA
JI€BBIX OTIEJIOB cepana

Jlazopummnen B.B., Tpyoa S.1I1., Pyaenko K.B., T'oaosenko A.C., Boiiko C.M., [epnsii U.C., Pynenko
M.H., Momkosckas JI.B., Tkauenko JI.M.

B craTbe nipecTaBiieH OIBIT XMPYPrUIeCKOTo JIeYeHUsI CHHIPOMA TMIIOTIIa31H JIEBBIX OT/IEIOB CepIIla.
Cpenu Bcex BpOKICHHBIX TOPOKOB Cep/Iiia TaKast TaTOJIOTHsI BCTpevaeTcst ¢ yacToToii ot 4% no 8%. B Ykpa-
HMHE eXeToIHOo poxnaaetcst okojio 300 neteii ¢ naHHOU maTojiorueii. bea cBoeBpeMeHHOTO CIenaIu3upo-
BaHHOTO Kapauoxupyprudeckoro jgedeHus 100 % neteii morubaet B TeyeHUE TIEPBOTO TO/IA XKU3HU.

KimoueBblie ciioBa: epocoernblii NOpok cepoua, CUHOPOM SUNONAA3ULU 1eBaX 0MOen06 cepolya, onepayus
Norwood 1.

First Experience of Surgical Treatment of Patients with Syndrome Hypoplastic
Left Heart Syndrome
Lazoryshynets V.V., Truba Ya.P., Rudenko K.V., Golovenko O.S., Boiko S.N., Dyorday I.S.,
Rudenko M.M., Moshkivska L.V., Tkachenko L.N.

Authors presented their experience of surgical treatment of patients with syndrome hypoplastic left heart.
Annually 300 children are born with such disease in Ukraine. 100% of patients without surgical treatment of
children with hypoplastic left heart syndrome.

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