2019

i )XypHan cepueBo-CyaMHHOI Xipyprii =

B YKpaiHCbKu

64 BpopxeHi Bagyu cepus

https://doi.org/10.30702/ujcvs/19.3505/039061-068
YK 616-072.7-0.35.1617-089.844

BnacHuii pocBiA niBTOpalWyHOUKOBOI KOpeKLii B NaLi€HTIB 3 aHOMani€wo
E6wTeitHa

XaHeHoBa B. A., Crorosa O. B., Ipuuatok A. HO., KysbmeHko HO. /1., Mewkosa M. C,,
AnunHceka T. A., Koctpakesuy P. M., Emeupb |. M.

LY «HaykoBO-NpaKkTUYHUI MeAUYHUI LEHTP AMTAYOi Kapaionorii Ta kapgioxipyprii MO3 YkpaiHu», M. Kuis, YkpaiHa

Pe3tome. AHoMartiss EomreiiHa (AE) — koMILieKCHa BpoIKeHa Bajia ceplis, TIpu SIKii 3a/1isiHi MepeBaKHO TPUKYC-
mimanpHui kinamad (TK), mpase mepencepnst ta npasuit nntyHodok (IT11I). Bupaxena cucroniuHa auchyHKIIsS
[1111 3ymoBII0€ BUCOKMI PU3MK IIif Yac ornepaTUBHUX BTpy4YaHb 3 npuBony AE. HakimananHs nBoHampaBIeHOTO
KaBOIyJIbMOHaJIbHOTO aHacToMo3y ([IKIIA), IKuM ITOMOBHIOEThCS BiTHOBIEHHST KoMIieTeHTHOCTI TK, € Baxiu-
BUM €TaroM MiBTOPALITYHOYKOBOI KOPEKIILil.

Merta poboru. [IpoaHanizyBatu BiracHUi OOCBiM JiKyBaHHsI aHOMalii EOmTeliHa METOJOM MiBTOPALLTyHOYKOBOI
KOPEKIIii.

Marepiaau i meromu. Y nepion i3 1999—2018 pp. B AY «HIIMII IKK» 6y/io mpoBefeHO MiBTOPAILLIYHOUYKOBY
Kopekiito 3 mpuBoay AE 17 manientam. JloonepariiitHi o6¢TeskeHHs nmokasainu y 4 (23,5 %) nauieHTiB Tum B aHo-
MaJii EémreitHa, y 8 (47 %) —tun C, y 5 (29,5 %) — tun D. Haknananus JIKITA moeagHyBaioch 3 pisHUMHY BUIaAMU
mnactuku TK'y 14 (82,4 %) nauienris, mporesyBanHam TK y 3 (17,6 %) nanieHTiB.

PesyabTarn Ta ix o6rosopenns. [10Ka3HUK paHHbBOI Mic/IsI0NepaliiiHOT JeTAIbHOCTI CTAHOBUB 5,9 %, BUKOHaHa
1 (6,2 %) peonepartisi. Ha oMy etari ckopoTinBa GyHKIIiST 000X IUTYHOYKIB OyJia 3a10BiIbHA, HEIOCTAaTHICTh Ha
TK — Big MiHiManbHOI 10 ToMipHOi. CepeIHs TPUBAJICTh BilgaleHOTOo MicisornepaniifHoro nepiony ckiama 102,6
* 58,8 Micstst. Y GibIIocTi XBOpUX 30epiraBcsi HEBEJIMKUI 10 MOMipHOTO 3BOpoTHMI TToTiK Ha TK, ckopoTinBa
(yHK11isT 060X UTYHOUKIB 3a10BiIbHA. BignaneHa etanpHicTh ckiana 12,5 %. Takox 6yno nmposeneHo 3 (18,7 %)
peormnepatiiii.

BucnoBku. [liBTOpaluryHoukoBa KOpeKllisi MOX€e BUKOPUCTOBYBATUCS IJIs1 XipypriYHOTO JIIKyBaHHS TAlli€EHTIB 3
AE y Bumanky HassBHOCTI BUpaxkeHoi nuiiatalii ta cuctoiiyHoi nucdynkuii [TLL, pizkoro 3MeHIIeHHST ceplLieBOro
CHCTEMHOT'O BUKMIY 32 paXyHOK 3MiHM F€OMETpii Ta CKOPOUYEHHS JIiBOTO IIUIyHOUKA Ta HeileaaTbHOI KOPEeKIii Tpu-
CTYJIKOBOI HEJOCTATHOCTi.

Karouoei caosa: anomanis Ebwmeiina, nismopauinyHouko8a Kopekuyis, 060HANpasieHull Ka8onyabMOHAAbHUL AHACMO-

MO3, MPUKYCRIOAAbHA HeOOCMAMHICIb.

Bceryn. Briepuie anomaniss E6mreiina (AE) Oyia onu-
cana Ebstein W. (1866). Lle koMIJieKCHa BpoJKeHa Baga
cepus (BBC), npu skiit 3amisiHi nepeBakHO TPUKYCITi-
NaJbHUM KJ1amaH, IpaBe nepencepis Ta MpaByid MIJTyHO-
YOK, iHKOJIM — iHIIi Binaiau cepus. YacTka 1iei Bagu cra-
HoBUTh 0,5—1 % Bix ycix BBC i TpaniseTbes mpuoIn3Ho
B onHiel moauHu Ha 20 000 HapomkeHUX XuBumU [1].
PizHOMaHITTS aHATOMiIYHUX BapiaHTIB i KJIIHIYHUX MPOSI-
BiB pOOUTH JOCUTh CKJIAAHUM CTaHAAPTU3ALLiI0 Xipypridy-
HUX MigxomdiB 10 dikyBaHHs AE Ta onTUMaabHUX TEPMiHiB
XipypriuHoi Kopekilii. Ha BU3Ha4YeHHS TepMiHiB Ta BUILY
XipypriyHOTo JIiKyBaHHSI BIJIMBalOTh MOP@OJIOTis TpU-
kycninaibHoro kiaamnaHa (TK), HasBHIiCTh LIyHTyBaHHS
crpaBa HajliBo yepe3 nedeKT MiXIepeacepaHoi mepero-
POIKM, BUpaXXEHICTh AuaTalii MpaBUX BilailiB cepus Ta
CTyMiHb cUcTONIYHOI nucdyHKii mpaBoro (ITI) Ta niBo-
ro utyHouka (JILT) [2].

Kniniyna maHicdecraitiss Bany Moxe BimOyTHCS B OyIb-
gKOMYy Bili, xouya npubimnsHo 30—40 % nauienriB 3 AE
MIPOTSATOM TPUBAJIOTO TEPiOAY 3IMINAIOTHCS aCUMITTOMA-
TuyHUMU. [IpupogHuili mepedir Baau CyINPOBOIKYETHCS
MOCTYIIOBUM PO3BUTKOM KJIiHiKM TIpaBO- Ta JIiBOLLIYHOY-
KOBOI HEIOCTaTHOCTi, HAPOCTAHHSIM LliaHO3Y Ta MOPYILLIEeH-
HsMU puTt™my [3].

I1pu xipypriuHiit KopeLii TPUCTYJIKOBOI HEAOCTATHOCTI
BIAETHCS TOKPALLIUTU SIKICTh KMTTS B IALIEHTIB IIKilb-
HOro, MiAJIiTKOBOro i nopociyoro Biky. Ha xajb, moBHOTO
BiIHOBJICHHS (DYHKIIil TpaBMX BilIiIiB cepIIsl B CTAPIIIOMY
Billi HE 3aBXIM BAAETHCS NOCSATTU. BupaxeHa, KJIiHiYHO
3Hauyma cucrojiyda aucoyHkuisa I 3ymoBioe BUCO-
KU pU3UK Mif Yyac XipypriuHux BTpy4yaHb 3 npuBoay AE.
BinnosnenHst komrieteHuii TK 1usixoMm KamioxipypriuHo-
ro BTpy4aHHs 30iibliye noctHaBaHTaxkeHHs TTI i moxke
CIIPOBOKYBAaTU IIPOTrpecyBaHHS MPaBOLILIyHOUKOBOI cj1a0-
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KOCTi, 110, CBOEI0 YEPTOI0, 3MEHIITYE TTepeTHABAHTAXECHHS
JITI, BiZHOCHO 3MEHIIy€E HOro MOPOXHWHY 32 PaxXyHOK
3MaBJICHHS AUJIaTOBAHUMHU MPaBUMU BilfiiaMu ceplisl Ta
MPU3BOJIUTH A0 PO3BUTKY CUHIPOMY MAJIOTO CUCTEMHOTO
Bukuay. CBO€EIO 4epromw, 1i reMOAWHAMIYHi 3MiHU MOXYTb
3YMOBUTH BUCOKY iHTpa- Ta MicJsionepaliifHy JeTaabHiCTh
npu kopekiii AE [4]. KpiMm Toro, fesKi BUay miacCTUIHUX
onepauiif Ha TK (Hanmpukiazn, #oro KOHyCHa peKOHCTPYK-
11is1) 3BMEHIIYIOTh AiaMeTp KiianmaHHoro Kijiblg TK, a Takox
Mig yac BUKOHAHHS TJTiKallii Moxe OyTU TeperHyTa npa-
Ba KOPOHApHa apTepis, 110 MPU3BOAUTD 10 MOTJIUONIECHHS
IuCchYHKIIIT MpaBoro mIyHouka [5].

HaxananHs nBOHAMpaBIeHOTO KaBOIYJIbMOHATBHOTO
aHactoMmo3y (aHactomosy Inenna) (IAKITA), sskum goro-
BHIOETBHCS BiIHOBJIEHHSI KommeTeHTHocTi TK, € Baxuim-
BUM €TarioM MiBTOPAILTYHOUYKOBOI KOpeKIlil. XipypriuHe
CIIPSIMYBaHHSI KPOBOTOKY 3 BEPXHBOI MOPOKHUCTOI BEHU
B JIETEHEBY apTepilo 3MeHIye TepeaHaBaHTaxXxeHHs T,
TUM CaMUM TIOJIETIIYIOUM Oro poOoTy, a TaKOX 301JIbIITYyE
nepenHaBaHTaxeHHs JILL, onTumizyrouu CUCTEMHUIA KPO-
BOTIK [6, 7].

OCHOBHUMM MOKAa3aHHSMU 11 MiBTOPAUTYHOYKOBOT
kopekiii AE € BupaxeHna cucrojiuHa auchyHkiis TTII,
3HAYHE 3MEHILEHHS CUCTEMHOTO BUKUAY BHACIIIOK 3MEH-
IIEHHS TOPOXHWHU Ta 3HWXEHHS cKopomimBocTi JILI,
HEONTUMAaJIbHA KOPEKIlis TPUCTYJIKOBOI HETOCTATHOCTI Ta
3MeHIIeHHs Kbl TK 10 TpaHUYHKUX PO3MipiB.

Merta podoru. [IpoaHanizyBaTu BiIacHUI TOCBif JIiKy-
BaHHS aHoMaJtii EOITeliHa METOIOM MiBTOPALLTyHOYKO-
BOT KOpeKIIii.

Marepiamn i meromu. [Tpotsarom 1999—-2018 pp. B 1Y
«HaykoBo-NpakTUUHUIT MEIWYHUN UEHTP OUTSIYOL Kap-
niosorii Ta Kapaioxipyprii MO3 Vkpainu» Oyjio mpoore-
poBaHo 17 mailieHTiB 3 aHOMatielo EOmTeiiHa 3a MeTomoM
MiBTOPAILTYHOUYKOBOI KOPEKIlii, 1110 BKJIIoYaaa cede riac-
tuky TK, HakmaganHs JIKITA ta moBHe abo peHecTpo-
BaHE 3aKpUTTS AePEKTY MiXIepencepaHOl MeperopoaKku.
CepenHilt BiK MaIliEHTIB CTAHOBUB 7 POKiB Ta 2 Micslli +
4 pokiB 8 micauis. Ha noonepaitiliHomy eTarti B ycix maifi-
€HTIB BiAMivyaaucs cKapry Ha 3aMIIKY ITi yac (pi3uuHOTO
HaBaHTaXEHHS, HAsIBHICTh Mepu@epuyHnX HabpSIKiB, Tif-
BUILEHY CTOMJIIOBaHICTh. OCHOBHUMU KJIIHIYHUMU CUMII-
TOMaMu OyJIM aKpoLiaHO03, OJIiAiCTh, TepubepudHi HabpsI-
KM HWXHIX KiHIIBOK, reraToMeraisi, cepleBa HenocTaT-
HicTh [IA—IIDB cT., 3HUXeHa TOJIEPAHTHICTh 10 Di3UYHUX
HaBaHTaXeHb, PyHKUioHaIbHUM Ki1ac 3a NYHA I1-II1.

Ilepen onepaui€ero naiieHTH OyIM 0OCTEXeHi BiAMOBiI-
HO JIO aJITOPUTMY, 1110 MpUiiHITHI B LIeHTpi Ta CKI1aga€eTh-
¢ 3i 300py aHamMHe3y, (i3uKaabHUX Ta J1aOOpPaTOPHUX 10~
ciimxens, enekrpokapaiorpadii (EKI'), exokapaiorpadii
(ExoKT), pentrenorpadii oprais rpyaHO1 KJIiTKU Ta 30H-
IyBaHHSI MOPOXHWHU ceplsd. EnekTpodisiosioriune no-
CJIIKEHHS Ta MarHiTHO-pe3oHaHcHa ToMorpadisa (MPT)
Oynu BKJIIOYEHi B anroputm juiie y 2010 poiti, Tomy Oynu
nposeaeHi auiie 6 (35,3 %) xBopum.

VYci manieHTH AOCTiIXKYyBaHOL TPYIU OYJIM CHUMITTOMA-
taHUMU. Y 9 (52,9 %) 3 HUX OCHOBHOIO CKaproo OyB I10-
MipHUIF a60 BUpakeHWit miaHo3, y 3 (17,6 %) — Hamanu
CYNpPaBEeHTPUKYJISIpHOI Taxikapmii, y pemta 5 (29,5 %) —
KJIiHiYHi O3HaKW MPaBOILTYHOUYKOBOI HEIOCTATHOCTI (Te-
MaTo- Ta CIUIEHOMeTallisl, HAOPSIKK, aclIuT).

ExoKI' mpoBopgunack Ha amapati Philips TE33. Ilnan
exokapaiorpagiyHoro odcrexkxeHHs1 XBopux 3 AE BKIouaB
B cebe qBoBuMipHY Exo0KI, M-pexuM, moCTiiiHOXBUIbOBY,
IMIYJILCHY Ta KOJILOPOBY Aoruieporpadito. [pu odcTexkeHHi
MM OLIiHIOBAJIU CTYTIiHb 3MIIlIEHHS TA PiBEHb MPUKPITLICHHS
ctynok TK, cTymiHb Ta MEXaHi3M TPUCTYJIKOBOI HEAOCTAT-
HOCTi, CTyIMiHb AWIATallii MPaBOro Mepencepns, CTYIiHb
po3BuHeHocTi Ta dyHkitito I, ctan Ta pyHKIIiO JiBUX
BinainiB cepus. YepescrpaBoxinHa ExoKI' mo3Bonuia yrou-
HUTHU aHATOMiYHi OCOOJIMBOCTI, HEOOXiAHI TSI TTPUNHSTTS
pillIeHHSI 11100 TUIACTUKKU abo mpoTe3yBaHHs TK.

3a pesysratramu ExoKI BusiBieHo: y 4 (23,5 %) nai-
€HTIB OyB niarHoctoBaHuii TMIT B AE, y 8 (47 %) —tun C, y
5(29,5 %) — um D. Y Bcix mattieHTiB BimMivanacs BUpaxe-
Ha TPUCTYJIKOBA HeOCTaTHiCTh. [lopoKHMHA MpaBoOTO Te-
pencepas OyJia 30iJIbIIIEHa 32 paxyHOK aTpiaji3oBaHOi yac-
trHu [111, a #ioro mopoXHWHA 3HAYHO 3MEHIIEHA B yCiX
xBopuX. JIiBMi1 NUTYHOYOK Y BCiX MAIiEHTIB MaB BiTHOCHO
3MEHILIeHY MOPOXXHUHY Yepe3 CIUIOlIeHY OaHaHOMOAiOHY
¢dopMy 3a paxyHOK BiIXUJIEHHS MiXIILTYHOUYKOBOI MIEPEro-
POIKY BHACTIZOK AWJiaTallii mpaBux BiaginiB cepus. Cko-
poriuBicTh JII Gyna ouiHeHa 3a metonoM Telixomblia, a
ckopotiusicTh [T — nuIsixoM BUMiplOBaHHSI MOKa3HUKA
TAPSE (tricuspid annular plane systolic excursion, cucto-
JliyHe 3MinleHHs moiuHy Kineusg TK). JlaHi BUMiptoBaH-
HsI HaBeJIeHi B Ta0ui 1.

Cepen cynythix BBC y 9 (52,9 %) manieHriB 6y0 Ha-
sBHe (DYHKIIIOHYIOUE IIYHTYBaHHSI Ha PiBHI MiXIepen-
CEepIHOI MEPETOPOAKHU Y BUTJISIAI BTOPUHHOTO nedeKTy abo
BiIKpUTOTO OBajibHOTO BikHa; y 2 (11,7 %) — nedekT Mixk-
IIJTYHOYKOBOI TIEPETOPOIIKH.

Pentrenorpadist opraniB rpynHoi KJIiTKU Oyjia poBe-
JleHa BCiM TallieHTaM JocJiaKyBaHoi rpynu. Kapaiotopa-
KaJIbHU iHAeKC y cepenHbomy ckiamas 0,62 +0,7.

Ta6bnuus 1

3sedeHi exokapdiozpagiyHi doonepauiliHi NOKA3HUKU 8
nauieHmie 0ocnidxysaHoi 2pynu (n = 17)

Moka3Hukun Nl nw
Po3zMipu KAOP, MM 26,2+48 41,3%93
MOPOXHWHK KOO, Mn 243+86 105 * 54,7
KAl, mn/m? 224+51 -
Ckopotnusicte  ®B, % 50,6 * 6,4 -
Miokapaa TAPSE, MM - 1,208

Ilpumimka. KAP — xiH1eBo-aiactoxiunuii po3mip, K10 — kiH1eBO-
miactoniuauii 06’eM, K/I — kinueBo-miactoniuauii ingekc, ®B —
¢paxiiiss BUKULY.
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Tabnuus 2

lopieHsiHHS doonepauiliHux nokasHukig ExoKI" ma MPT y nauienmig docnidxysaroi 2pynu (n = 6)

Moka3Hukun N nw
ExoKrl MPT ExoKrl MPT
Po3mipu nopoxxHUHM KOP, MM 26,248 294%56 41,3+973 483+54
KOO, mn 24,3£8,6 28,164 105 54,7 122,2+433
KAl, mn/m? 224+51 247+538 - 115,7+ 32,6
CkopoTnuBicTb Miokapaa ®B, % 50,6 + 6,4 49,244 - 43,2 6,2
TAPSE, MM - - 1,2+0,8 -

EnextpodizionoriuHe AOCHIIKEHHS MPOBOAMIOCS 6
(35,3%) xBopuM, mig yac sskoro y 3 (50 %) 3 HUX BUSABIIEHO
JTIOATKOBI MepeACcCepIHO-IUTYHOUYKOBI LIJISIXW Ta MPOBEJE-
HO KaTeTepHY JECTPYKIIIO.

Karetepusalis MOpoXHWH cepllsl i BUMIpIOBaHHS
TUCKY B JIeTeHeBiii apTepii Oyina BukoHaHa 12 (70,5 %) xBo-
pUM.

MarHiTHO-pe30HaHCHa ToMOrpadis € «30JJ0TUM» CTaH-
JTApTOM JUISI OL[IHKY HE3BUYAHHOI FeOMETpil Iepeacepab i
nUTyHoukiB. Y mauieHtiB 3 AE MPT nosBossie mpoBecTu
KiJTbKICHY OLIIHKY PO3MipiB Ta (DyHKIIii TpaBoOro rnepeacep-
I, TIPaBOro (3 BpaxyBaHHSM Ta 0€3 BpaXyBaHHS aTpiai-
30BaHOI YaCTUHU) Ta JIiBOTO IILTYHOYKIiB; OL[IHUTH CTYITiHb
perypritauii Ha TK. ¥ 2011 poui MPT 0yJio BKJloueHO B
aJIrTOPUTM J0OoMepalifHOro oocTexkeHHs naiieHTiB 3 AE
Ta 6ys10 TipoBeaeHo 6 (35,3 %) XBOpUM 3 0GCTEXKEHOI Ipy-
nu. [TopiBHsAHHS TToka3HUKIB ExoKI' ta MPT HaBeneHi B
Tabsui 2.

Pe3yabraTu Ta ix odrosopenns. /1o 2010 poky pimeH-
HS MPO MiBTOPAILTYHOYKOBY KOPEKIIiI0 MpUMaNIucId B
oMepaliifiHiil KapAaioXipypromM TMicisi MPOBEIEHHS KOPEK-
uii TK. Le pimeHHs1 6a3yBanocs MepeBaxXHO Ha Bi3yasib-
HOMY OLIiHIOBaHHi ckopodeHHs Miokapzaa [T micns Bin-
KJIIOYEHHS IITYYHOTO KPOBOOOITY Ta Ha TeMOJUHAMIYHUX
MOKa3HUKaX. AJITOPUTM AOOMEPALiAHOTO OOCTEXEHHS
Mali€eHTIB, 10 OyB BripoBamxeHuii y 2011 pouti, 103BoJMB
IUTAHYBaTHU MiBTOPALILTYHOYKOBY KOPEKIIilO BXe Ha JOOTe-
paliiiHOMy eTarti.

XipypriyHi BTpyYaHHSI MPOBOAWIMCS UUISIXOM cepe-
MIMHHOI CTEPHOTOMil B yMOBax IITYy4YHOTO KPOBOOOITY, MO-
MipHoi Tirotepmii (29—32 °C) Ta aHTerpagHOi X0J0J0BO1
KapaioIuUIeTil KycTOMioa0M ab0 aHTerpagHO-pPeTPOrpagHoi
XOJIOIOBOI KPOB’STHO1 KapAiOTUIETii.

Haknananng JKITA mnoenHyBaioch TakKMMU BTPY-
yanHaMu Ha TK, gk: koHycHa pekoHcTpykuis TK — y
7 (41,1 %) mnauientiB, mnactuka TK 3a MeTomukoio
Hetzer —y 5 (29,4 %) nauieHriB, mpote3yBaHHsa TK 1mTyu-
HMM KjanaHoMm — y 2 (11,7 %) Ta uMIiHIPUYHUM TIPOTe-
3oM —y 1 (5,9 %) narienTa, y 1 (5,9 %) nauieHnra — miac-
tuka TK 3a Mmetogukoro De Vega, y 1 (5,9 %) — mactrka
[1-nopi6bHuMu mBaMu 3a Komicyporo. Takox y 2 (11,7 %)
MalieHTiB MPOBOAWIACS TUIACTUKA Ne(PEKTY MiXKIIUTyHOU-

KOBOI Tieperoponku, y 14 (82,3 %) — rutactuka nedekry
MiXTepeacepaHOl MeperopoaKy.

CepenHs TPUBAJICTh IITYYHOIO KpPOBOOOIry CKJiana
134 £+ 22 xB.

IMoxa3sHUK paHHBOI MiCIASONEpalifiHOI JETATBHOCTI —
5,9 % (1 mauienT). [TpyamHOIO CMEPTi cTajia rocTpa MpaBo-
[IUTYHOYKOBAa HEOCTAaTHICTh, IO HE TO3BOJIWJIA 3YITMHUTH
IITYYHUII KPOBOOOIL Y pemTu XBOPUX CIOCTEPIraauch
O03HAaKU CepleBO-CyAuHHOI HemoctatHocTi [—II cryme-
H$, W0 MOTpeOyBajio iHOTPOMHOI MiATPUMKU (JOMaMiH y
cepenHiil mo3i 3 MKT/KT/XB Ta MOOyTaMiH y cepemHiii mo3i
4 WMKr/KT/XB), CTaHOApTHUX NO3 MAiypeTukiB. CepemHiii
TepMiH TiepeOyBaHHS MAlli€EHTIB y BiAUIEHH] peaHiMallii —
7 £ 1,5 nHiB. Y paHHbOMY TicasioniepallifHoOMy Tepiofi
metonoM ExoKI oniHoBaCh CKOpOT/IMBaA (DYHKIIis 000X
LIUTYHOUKiB, aHatoMisd Ta dyHkuisga TK, dyHkiisa aHacto-
MO3Yy Ta HasBHICTb PEIIyHTYBaHHS nedekTiB. Tpucrtynkosa
HEeIOCTaTHICTh Oysa BincyTHs y 4 (25 %) mauieHTiB, MiHi-
MaJibHa HETOCTAaTHICTh — Y 4 (25 %) mallieHTiB, HeBeJIMKa —
y 6 (37,5 %), momipua — y 2 (12,5 %). Topyiens GpyHKILi
aHacToMOo3y He Oyi1o BusiBiieHO. Y 3 (18,7 %) natiieHTiB Oyiu
HasIBHi pe3uayaibHi AeeKTH MixXIIepeIcepaHoi eperopo-
Ku. 30epiraaocst 3HUXKeHHSI CUCTOJIUHOI (DYHKIIiT 000X LTy~
HOUKiB (0cobmuBo npaBoro). [TokasHuku ExoKI' y paHHBO-
My TicIsIonepaliifHoMy Niepio/ii HaBelIeHi B Tadiuii 3.

Y paHHbOMY TichagonepauiiiHoOMy TiepioAi Oyna
1 (6,2 %) peormepallist 3 TPUBOAY BiIPUBY AUCTATBHOTO
CEeNTAIbHOTO (hiKCyI04oro IBa (KOMiCypW) Bim mamiisip-
HOTO M’s3a.

Tabnuus 3

ExokapdioepagiyHi nokasHuku 8 nauieHmis 0ocnioxysaHoi
epynu (n = 17) y paHHbOMY nicisonepauitiHomy nepiodi

MokasHuku 3HaueHHsa
KAOP ML, MM 29,455
KOO N, mn 543+36
KAP N, mm 373+473
KOO N, mn 88,4+12,8
@B 1L, % 56,3+37
TAPSE LU, MM 1,6+0,2
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CepenHsl TPUBAJICTh BiJTaJIEHOTO TEpioAy Micisione-
paLiifHOrO criocTepexeHHs ckiana 102,6 £ 58,8 micsiis.
¥V GinblIocTi NalieHTIB BigMivaaocs 3HaUHEe MOKpalleHHS
CTaHy, 110 MiATBEPIKYBaI0CSd KIiHIYHUMU MOKa3HUKAMMU.
Exokappiorpadiss He BUSIBWIA MOPYIIEHb Yy (DYHKIIOHY-
BaHHi JIKIIA, npoTe BiZHOBJIEHHS CHUCTOJIYHOI (DyHKIIii
II BigGynocs nuite y 9 (56,2 %) xBopux. Tpucrynkosa
HeIOCTaTHICTh Oyna MiHiManbHa B 2 (12,5 %) maui€eHTiB,
HeBesmka — y 7 (43,7 %) nauientis, momipHa — y 5 (31,3
%), BupaxeHa — y 2 (12,5 %) nauienriB. Byso nmpoBeneHo
3 (18,7 %) peonepaliii y BinmaieHoMy Tiepioni: 1 maiieHTy
OyJI0 TIPOBENEHO IIACTUKY 3aIljiaTolo Me(EeKTy B OCHOBI
ctyiaku TK depe3 3 poku miciig KOHYCHOI PEKOHCTPYKILii
TK, | maiieHTy OpoBeNeHO €HAOBACKYJISIPHE 3aKPUTTS
pe3UAYyATBHOTO NedeKTy MiXMIepencepaHoi NeperopoaKu
Y 3B’3KYy 3 BUPAXKEHUM 11iaHO30M i 11Ie¢ OMHOMY Malli€HTY
Oyso mpoBeneHo mpoTedyBaHHsI TK uepe3 4 poxku micis
nomnepeaHboi onepatlii (mactuku I-nmogioHUMM 1IBaMu
3a Komicyporo). Ha xainb, 1ieii maiieHT nomep Ha 14 neHb
yepe3s JIiBOULTYHOUKOBY HEIOCTATHICTh. [111e OAWH NallieHT
roMep BAOMA BiJ TOCTPOi MpaBOILTYHOUYKOBOI HEI0CTaT-
HocTi micnsg IKITA ta npore3yBanHs TK 3a momomororo
LWIHAPUYHOTO MpoTe3a. TakKMM YUHOM, JIETAJIBHICTh y
BiZLmaJieHOMY TTic/IsionepaniiiHomy Tiepioni ckiana 12,5 %.

Mu TOpiBHSTA pe3yJIbTaTH MiBTOPALLTYHOYKOBOI KO-
pexiii, gki 0yau mpoBeneHi B Hamomy LleHTpi, 3 pe3ysib-
TaTaMM iHILIUX KJIiHiK, 1110 BAKOPUCTOBYIOTH 1110 OTepallito
B JIiKyBaHHi Malli€HTiB 3 aHoMati€o Eomreiina. Ragu V. et
al., aHaJi3yrouu pe3yabraTyl 62 omepalliil mBTOpaNUTyHOY-
KoBoi Kopexkilii mpu AE, o 6ynu BukoHaHi B Mayo Clinic
(Pouectep, CIIIA) npotsirom 1999—2013 pp., 3a3Hauunu,
1[0 TOCTiTaJIbHA JIeTaIbHiCThb cKiIana 1,6 %, npore 8 maii-
€HTIB MOTpeOyBaiy MepedyBaHHS Ha EKCTPAKOPIOPATbHil
meMOpanHiii okcureHauii (ECMO), a 25,8 % Bumaakis
MPOOIEPOBAHUM MalliEHTaM TPOBOIWIIN BiICTPOYEHE CTSI-
TyBaHHS TpyauHU. Bimpganena micisionepaniifHa JieTaib-
HicTh ckiana 1,6 %. IloBTropHux BTpyyanb Ha TK moTpe-
OyBau 8 % mauieHTiB [8].

ABTOpM iHIIO1 cTaTTi, Malhotra A. et al., aKIeHTYIOTb
yBary Ha Tomy, 1o mpotsaromM 2012—2016 pp. y Mehta
Institute of Cardiology and Research Centre (Iymkapar,
IHnis1) MeTOOOM MiBTOPAIILTYHOUYKOBOI KOPEKIIii 0yJI0 mpo-
ornepoBaHo 22 mochigoBHUX nauieHTa 3 AE. PanHs mic-
JigoniepauiifHa JIeTaJbHICTh y 1iil TpyIi MalliEHTIB CKIaua
4,5 %, a BimmajeHOI Iic/sIONepaLiiiHOl JIETAIBHOCTI He
6yno. [loBTopHi BTpyuyaHHs Gynu TipoBefeHi B 4,5 % BU-
nankis [4].

BucHoBku

[TiBTOpalLUTyHOUKOBAa KOPEKIIiSI MOXE 3aCTOCOBYBATU-
cs JUISL XipypTridyHOTrO JIiKyBaHHS NalieHTiB 3 AE y BUtagky

HasIBHOCTI BUPAXXEHOI AMIaTallii Ta CUCTOMIYHOI TUCPYHK-
wii TTI, pi3koro 3MeHIIEHHS CepleBOr0 CUCTEMHOTO BU-
KWy 32 paXyHOK 3MiHUM reomeTpii ckopoueHHs JIL ta He-
TMOBHOI KOPEKIlii TPUCTYJIKOBOI HENOCTAaTHOCTi. BrpoBsa-
JOKEHHSI aJlTOPUTMY NOOMNEpaIifHOTO OOCTeXEHHS TaKUX
XBOPUX NO3BOJIIE MPUAMATH PIillIEHHS MPO MiBTOPAILTY-
HOYKOBY KOPEKIIif0 BXe Ha eTarli IIaHyBaHHSI BTPYYaHHSI.
YactkoBe remonuHaMiuyHe po3BaHTaxeHHs [T nuisxom
HaknanaHHs JKITA y moeqHaHHI 3 YCYHEHHSIM TPUCTYJI-
KOBOi HEJOCTATHOCTi MPUBOAUTH 0 BiTHOBJIEHHS (DYHKIIil
000X NUTYHOUKIiB, TOKPAIIEHHS KJIiHIYHOTO CTaHy Malli€H-
TiB Ta IKOCTi IXHbOTO XUTTS.

CnucoK BUKOPHUCTAHUX JKepes
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Abstract

Introduction. Ebstein’s anomaly (EA) is a complex congenital heart defect involving mainly tricuspid valve (TV), right
atrium and right ventricle (RV). Severe RV systolic dysfunction is associated with a high risk of surgical intervention for EA.
Bidirectional cavopulmonary shunt (BCPS), which complements the restoration of TV competence, is an important step in
one and a half ventricle repair.

The aim. To analyze actual experience of EA treatment through the method of one and a half ventricle repair.

Materials and methods. In the period from 1999 to 2018, one and a half ventricle repair of EA was performed in 17
patients at the UCCC. Preoperative examinations showed type “B” EA in 4 (23.5 %) patients, type “C” in 8 (47 %), type “D”
in 5 (29.5 %) patients. BCPS was combined with different types of TV plasty in 14 (82.4 %) patients, with TV replacement
in 3 (17.6 %) patients.

Results and discussion. Early postoperative mortality rate was 5.9 %; 1 (6.2 %) reoperation was performed. In the early
postoperative period, the contractility of both ventricles was satisfactory, TV insufficiency was from mild to moderate. The
average duration of the late postoperative period was 102.6 & 58.8 months. Most patients maintained small to moderate TV
insufficiency, and contractility of both ventricles was satisfactory. The long-term mortality rate was 12.5 %. Also, 3 (18.7 %)
reoperations were performed.

Conclusions. One and a half ventricular repair of EA may be used for surgical treatment of patients with EA and RV severe
dilatation and systolic dysfunction, acute decrease in cardiac output due to the changes in LV geometry and contraction as
well as non-ideal correction of TV insufficiency.

Keywords: Ebstein’s anomaly; one and a half ventricular repair; bidirectional cavopulmonary shunt; tricuspid insufficiency.
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