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[IpencraBiaeHo JOCBiA XipypriYHOro JIiKyBaHHSI aHEBPU3M aOPTU y XBOPUX i3 cMHApoMoM Mapdana, a TaKoxX Me-

TOIY Ta pe3yJbTaTy XipypriYHOro JiKyBaHHS

Karouoei caoea: cunopom Mapgana, anespusma eucxionoi aopmu, po3uaposyroua aHespusma.

Cungpom Mapdana (Marfan syndrome, MFS) — e
CIaJIKOBa ayTOCOMHA HeJyra CoJlyYHOI TKAHWHMU 3 I0Mi-
HaAHTHUM YCIIaAKyBaHHSIM 3 Pi3HOIO MEHEeTPaHTHICTIO; il
NiaTHOCTYIOTh BUXOASTUH 3 TIEPETITHYTUX [EHTChKUX KpU-
tepiiB (Ghent criteria) [5]. Xoua BoHa moB’s3aHa 3 pi3-
HUMMH KJIiHIYHAMU IIPOSIBAaMHU Ta YCKJIATHEHHSIMU, BKITIO-
Yyalouu NpoJiaric CTYJOK MiTpaJIbHOTro KJialaHa abo aHeB-
pu3Mu TiepudepuYHUX apTepiil, HalcTpallHille 3 HUX
— XBopo0a TopaKaJIbHOI a0pPTU Yepe3 BUCOKY 3aXBOPIOBa-
HICTb i CMEepTHICTb. Bellnke 3HaUeHHSI MalOTh aHEBPU3MU
TOpaKaJbHOI Ta TOpakKoabJoMiHaJbHOI aOpTH, 30KpeMa,
KOPEHSI a0pTH Ta BUCXiIHOI aopTu [6], Ta BUCOKA YacTOTa
posmapyBaHb aoptu Uity CteHdpopa-A ta CreHdopa-B
(Stanford type A and Stanford type B). ¥ Mmunynomy po3s-
1apyBaHHS aopTU Ta PO3PUB aHEBPU3M TOpPaKaJbHOI
aopTu OOMeXyBaJli XXKUTTEBI OUiKyBaHHS xBopux 3 MFS
BikoM y cepeaHbomy 10 30 pokiB [2]. OgHaK BIOCKOHA-
JIEHHS MeToiB mepdy3ii, 3aXMCT OpraHiB NMpu Xipyprii
TOpakKaJbHOI aOpTU Ta XipypriyHi MeTOAU, BKIIIOYAOUYU
KOMITO3UTHI TPAHCIUIAHTaTX KjamaHa Ta 3MilleHHS KO-
pEHs1 a0pTU 3i 30epekeHHSIM KJjaraHa, Jajo 3MOTYy Ipo-
BOOUTHU TIpo(iTakKTU4YHiI omepallii Ha KOpPeHi aopTH SIK
repluIoYeproBe JiKyBaHHS XxBopux 3 MFES 3 aneBpuzMmamMu
KOpeHs aopTH abo BUCXigHoi aoptH [1, 2, 7].

Merta — aHaji3 pe3yJabTaTiB, 0araTopidyHOro IOCBiTy
OIIepaTUBHOTO JIIKyBaHHS XBOPHUX i3 CMHApoMoM Mapdana.

Marepiaim Ta metomu. [Ipotsrom 1980—2015 pp. B IH-
CTUTYTI JiKyBaBcs 261 xBopuii i3 cuHapomoM Mapdana.
Bik xBopux craHoBuB 7—57 poKiB, cepenHiit 31,419,2 po-
kiB. Cepen Hux 4ojoBikiB — 201 (77,0%), xiHok — 60
(23,0%).

HiarHo3 cunapom MapdaHa cTaBUBCS 3TiTHO 3 KpUTe-
pismu Gent Nosology (2010). JliarHo3 6a3yBaBcsl Ha Ja-
HUX KJIiHiYHOTO 00cTeXXeHHsI, ExoKI, anriorpadii, KT: 24
(9,2%) xBopi i3-3a pi3HMX IPUYMH He Oy/IM OIlepoBaHi, 14
i3 HUX TIOMEPJIM BHACJIAOK pO3pUBY aHEBPU3MU, 7 — Bil
CeplEeBO-CYINMHHOI HEAOCTATHOCTI, Yy 3 BUITaJKaX CMEPThb
HacTynuja Ha (OHI MOEAHAHOTO iH(pEKIIIHOro eHIoKap-
nuty. Pemra 237 (91,8%) Gynu npoonepoBaHi 3 IpUBOLY

aHeBpU3MHU (KpiM 7 XBOPUX: aHEBPU3MU HE MaJIH, a TIJIbKU
HEIOCTaTHICTh MITPaJbHOTO KjallaHa).

PosmiapoByroua aHeBpu3Ma aopTd Majia Micie y 93
(35,6%) xBopux. Ioctpe poswmapyBanHst (1o 14 mi6 Bin
MOMEHTY pO3IIapyBaHHs) crioctepiranock y 42 (16,1%),
XpoHiuHe — y 19,5% xBopux. 3rigHo 3 maHumu ExoKIT,
pPO3Mipy aHEeBPU3MM BUCXIIHOI aOpTH Oiybliie 6 CM Oy y
134 (51,3%) nauieHtiB. MiHiMaIbHa perypriralis Ha aop-
TaJbHOMY KJamaHi 3apeectpoBana auire y 49 (3,4%), no-
MmipHa —y 17 (6,5%) Ta BupaxeHa (Baxka) —y 234 (89,7%)
XBOPUX.

3a ganumu ExoKI (110 moTiM miaTBepazkeHO Ha oIepa-
11ii) y 6 XBOpMX MU CIIOCTEPiraju ABOCTYJIKOBUIA a0pTallb-
HUU KJ1amnaH.

J11s1 XipypriuHoro JiKkyBaHHSI aHeBpU3M Oyjia BUKOPUC-
taHa onepauist Bentall De Bono (3amiHa aopTajibHOTO KJjia-
IaHa Ta BUCXiJHOI aOpTH KJIAIIaHOBMIiCHUM KOHIYITOM) Y
210 xBOpHMX; CympaKOpOHapHe IPOTe3yBaHHSI BUCXiITHOI
aopti — y 9. B 6 Bumanmkax 1ii omnepatliii BAKOHYBaJIUCh B
yMOBax IIMO0KOI rimoTepMii i peTporpaaHoi iepedpajbHO1
nepoysii. Omneparist Robichek (ITak+ exk3ompore3yBaHHS
BUCXiIHOI aOpTH) — y 7 YOJIOBIK; MPOTE3yBaHHS YepeB-
HOI a0pTH — Y 4; HeBeIMKa KiIbKicTh (7 XBOpUX) HE Mau
aHEeBPU3MHM BUCXiTHOI a0pTH, Y HUX OyJia BUpaKeHa HelIo-
CTaTHICTh MITpaJIbHOIO KJIallaHa, 10 IOTpeOyBajo HOro
3aMinu. CynyTHi mpoueaypy 0yjau BUKOHaHi y 22, a came
MPOTe3yBaHHS MiTpaJbHOTO KJ1araHa — y 12 XBopux, Tij1ac-
THKa MiTpaJbHOTO KjarnaHa — y 10 xBopux.

PesynsraTtu Ta o0rosopenns. IocritanbHa JIeTalbHICTh
ckiana 10,6% (25 xBopux). [IpuunHamMu cMepTi Oyiu re-
Moparii y 9 (3,4%) xBopux, rOCTpa CepLieBO-CYIMHHA He-
JOCTaTHICTh — ¥ 6 (2,3%), yckinagHeHHs 3i croporu LTHC
—vy4(1,5%), roctpa HUpKOBa HemocTaTHICTh —y 3 (1,2%),
inmi mpuurHu —y 3 (1,2%).

Binnaneni pesynbratu BuB4eHi y 202 (95,3%) xBopux
Bil 4MclIa BUITMCAHMX i3 KJIiHIKA B TepMiH 6 Micsui — 78
B cepenHboMy 63 Micsili. XOpolluii BiggajleHuii pe3yib-
TaT 3apeecTpoBanuii y 129 (63,9%), 3agoBiibHMil — y 37
(18,3%), HesanoBiabHuii — y 13 (6,4%) xBopux. 23 (11,4%)
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ocobu moMmepsu y BimganeHi ctpoku. IlpuuriHamu He3a-
JIOBUJIBHUX PE3YJIbTaTiB OyIv po3lapyBaHHS AUCTAIbHUX
JJISTHOK a0opTy — Yy 3, MioKapiajJbHa HEAOCTATHICTb — Y
4, mpoTe3Huil eHaoKapauT — y 6. Hapasi oguH i3 Hammx
MalieHTiB, yepe3 12 poKiB NEPBUHHOI OMNepallii, FOTyEThCS
1o TEVAR.

IIpo posiapyBaHHSI aOpTH OUCTAIBHILIE MiCLSI KO-
pekuii noBizomisitorh Takox Kari E A. et al. (2013),
Cameron D. E. et al. (2002) [2, 4]. CroronHi B miTepaty-
pi 0OrOBOPIOIOTh MUTAHHS MPO T€, HACKIIBKU MiIXOIUTh
3aCTOCYBaHHSI E€HIOBACKYJISPHUX CTEHT-IMIUIAHTIB JUIS
XBOPUX 3 YPOIKEHUMU CITAJKOBUMU HETyTaMU CTIOJIy4HOT
TKaHUHU [3, 8]. SKicTb TKAHUHU B Me[lii AOPTAJIBHOI CTiH-
KM, BKJIIOYAIOUM 3MiHU, MOB’s13aHi 3 BTPaTOl0, 3MEHIIIEH-
HSIM 200 SIKiICHUMU 3MiHAMU €JTACTUYHUX BOJOKOH, MOTJIa
MiIgaTv UMX XBOPUX MiNIBUINEHOMY PU3UKY AOPTAIBHUX
yckinagHeHb [4]. Bce X aBTOpM BBaXKaloTh, IO SIKIIO €
XUTTEBI TToka3aHHs, TO TEVAR 0Oyne po3yMHOIO 3aMiHOIO
BiKPUTIii Xipyprii.

[ToBTOpHI onepaltii 6ynu BUKoHaHi y 13 (6,4%) xBopux,
v 3 (1,4%) i3 HUX IPUUMHOIO OYJ10 (HOPMYBAHHST aHEBPU3-
MU YepeBHOi a0pTH; ¥ 5 (2,5%) — MpOoTe3HUI eHIOKAPIINT;
v 5(2,5%) — BUpaxeHa MiTpajibHa peTypriTaltis.

ITpo HasgBHICTh MPOTE3HOTO EHAOKAPAUTY Ta PUKK HO-
ro BUHUKHEHHS Y BilfajeHi TepMiHMA MOBiTOMJISIE TAKOX
Kari E E. et al. [4].

BucHOBKM. AHEBPU3MU AOPTU Y XBOPUX i3 CUHAPOMOM
Mapdana bopMyoTbCs B MoJ0a0MY Billi. [IpuunHOIO
CMEpTi Y HEOITEPOBAHUX HAYACTillle € PO3PUB AHEBPU3MU
abo ceplieBa HegocTaTHICTh. Orepallielo BUOOPY 3ajuiia-
eThcs ornepattist Bentall De Bono. OniepoBani xBopi moTpe-
OYIOTb MOXUTTEBOTO IUCITAHCEPHOTO HATJISIAY.
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