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MynbTMMOAanbHa Bisyanisauia B AiarHocTuui, ctpatudikauii pusmky
Ta BeAEeHHi NauUi€eHTIB 3 AunatauinHMMK KapaioMionaTiaMu.
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Y «HauioHanbHWI iIHCTUTYT cepueBO-CyAMHHOIT Xipyprii imeHi M. M. AMocoBa HAMH Ykpainu», M. Kuis, YkpaiHa

Pesiome. /lunaraniiHa kapgiomionaris (JJKMII) BuU3HauaeThbCcs HasiBHICTIO AulaTalii iiBoro miyHo4ka abo 060x
[IJIYHOYKIB Ta CHUCTOJIYHOIO AUCPYHKIHEI 3a BiICYTHOCTI MAaTOJOTiYHUX YMOB HaBaHTaXKeHHs a6o imeMivyHoOl
XBOPOGU ceplis, JOCTATHIX, 1106 MOSICHUTH Lji 3MiHU. Lle reTeporeHHa rpymna 3axBOpIOBaHb, 1110 4aCTO Ma€ reHe-
THUYHe NiArpyHTA. CeplieBo-CylMHHA Bi3yasisalif € HaI3BUYalHO BaXKJIMBOIO /I/11 BCTAaHOBJIEHHA JjiarHO3Y, OlLii-
HIOBAHHS MPOTHO3Y Ta JIiKyBaHHsA. My/JbTUMOJAJbHUH MiAXia 0 Bidyasizanil 3a6e3nedye HaWMOBHIIIY OLIHKY
BCiX acleKTiB, I0OB’A3aHUX i3 [JMM 3aXBOPIOBAHHAM. llell JOKyMeHT Ma€ Ha MeTi 3a6e3Ne4YnTH JleTalbHi peKOMeH-
Janii 3 BAKOPUCTAHHA MyJIbTHUMOZAJIbHOI Bi3yastizawii BiANOBIAHO 0 KJIIHIYHUX BUMOT 3 ypaxyBaHHAM Cy4aCHUX
CBITOBUX JI0KA30BUX JJaHUX i peKOMeH/allil Ta 3 aZjanTalier [0 iCHy4YnX NpakTUK B YKpaiHi. Bu6ip Toro uu
iHmoro 3aco6y Bidyasisallii Ma€ 6a3yBaTHCA Ha KOHKPETHHUX KJiHIYHMX YMOBaX Ta iHAMBiAyaJlbHOMY KOHTEKCTI.
MeToau Bisyasizauii po3risalTbcs 3 TOYKH 30py «KJIIHIYHO pesieBaHTHHX» Ta 3aC006iB, 1110 «MOXXYTb BUKOPUC-
TOBYBaTHUCs». [lo CbOTOAHI JIMIAKTHCS NMEeBHI NPo6iJK B AOKA30Bil 6a3i 100 BIUIUBY MYJbTUMOAAJNbHOI Bi3y-
anizanii Ha BeZleHHd Ta JiKyBaHHA nauieHTiB 3 JIKMII, mo cBif4MTh Npo BaXXK/IMBIiCTh NOAAJIBbIINX JOCIIIKEHD Y
L[bOMY HalpPSAMKY.

Kawuoei caoea: dusnamayiiina kapdiomionamis, npo2Ho3, AiKy8aHHsl, exokapdioepadisi, MazHiMHO-pe30HAHCHA
momoepadhisi, padioHykaioHi Memodu gizyanizayii.

Lleli dokymeHm 6a3yembCsi HA OCHOBI eKCnepmMH020 KOHCEHCYCHO20 doKymMeHma €sponelicbkoi acoyiayii cep-
yeso-cydunHoi sizyanizayii (EACVI) 2019 p. [1] 3 ypaxysaHHAM eimuu3HssH020 doceidy diazHoOCmuKu ma Jiky-
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8aHHs nayienmis i3 piznumu popmamu JJKMII.

BusHavyeHHs guaaTaniiiHOI KapaiomionaTii

Jwunarauiiina kapgiomionaris (JAKMII) BusHavaeTbcs
HasBHIiCTIO guiaTalil JiBoro uuiyHoudka (JILI) a6o o6ox
[IJIYHOYKIB Ta CUCTOJIIYHOI0 JUCOYHKIIIEIO 32 BiAICYyTHOCTI
NaTOJIOTIYHUX YMOB HaBaHTa)XeHHs (rinepTeHsis Ta kJa-
MaHHi Bagu cepls) abo imemiuyHoi xBopo6u cepus (IXC),
JlOCTATHIX, 11106 CIPUYMHUTH IJ106a/IbHe NOpYLIeHHs CHC-
TosiuHOI pyHKUiT (pucyHok 1, Tabauni 1, 2) [1].

Junaraniiina kapZiomionaris TpansieThCs B MONMYJIsi-
uii 3 yacrortor npubansHo 1 : 2500 Ta € ofHiew0 3 roJjo-
BHUX IPUYUH ceplieBoi HepocTaTHOCTI (CH) 3i 3HMKEHOIO
dpaxkuieto Bukugy (PB) JI1I, a Tako>k OCHOBHUM MOKa3aH-
HAM /151 KapJioTpaHcmiaHTanii B cBiTi [1-4]. s reTepo-
reHHa rpyna 3axBOpPIOBaHb BKJIIOYA€E IIHPOKUH CHEKTP
eTioJsI0TiH, 30KpeMa reHeTU4Hi Ta HabyTi ypakeHHs (Ta-
6auus 3), U0 MPOTAroM OCTAHHIX POKiB 6araTto pasiB
neperJisiZajancs BHACAIIOK 3p0OCTarydoi nponopuii ciMmei-
Hol/reHeTUYHOI eTioJioril (Bif TpeTHHU 10 IOJIOBUHU BU-
naJiKiB) Ta Aefasti Buloi yacToTu KapaiomionaTiit (KMII)
3amajbHOTO TreHe3dy, 110 MOXYTb OyTH INOB’S3aHUMHU 3
NPUXOBAaHUM MiOKapAUTOM ab0 Hepo3Mi3HAHOW ayTo-
iMyHHOM0 maToJioriero [1-3, 7].

Jiarnoctrka pisHoBuais JAKMII € gyxe Baxausoro. Ilo-
nepille, NpaBU/bHA ifieHTU}IKaLiA eTiosorivHol NPUYUHU
JKMIT missxoM BiANOBiAHUX AiarHOCTUYHUX aITOPUTMIB
BeJle 10 eTiOTPOMHOro NigXoAy A0 JiKyBaHHs, 10 6Y/I0 Mpo-
iJIFOCTPOBAHO Ta JleTa/1i30BaHO B Hel0JaBHO ONy6J1iKOBaHO-
My KoHceHcyci po6oyoi rpynu €Bponeicbkoro ToBapucTBa
kappiosioriB (ESC) i3 3axBoproBaHb MioKapja Ta mepuUKap-
Aa [2]. llo-ppyre, NpoTAroM OCTaHHIX AeCATHJITb HayKoBi
JOCJi[pKeHHsI NPOJIMJIM HOBE CBITJIO HA NPUPOAHY icTOpito
JIKMII. Takoxx Oysi0 BU3HAHO, 10 6araTo Nali€HTIB MalTh
JIOCUTb JOBIY NOKJiHIUHY a3y, 110 XapaKTepu3yeThbCs Bij-
CYTHiCTIO0 260 JIy>Ke MaJIOr0 KiJIbKiCTIO CHMIITOMIB i MEBHUMH
Ma/IMMH{ NOPYLIEHHSAMH B Ceplj, 110 BUNAJAE i3 Cy4YacHUX
BusHaueHb JIKMII sk 3axBoproBaHHA [1]. KiiHiYHUN cneKTp
kapzianbHux npossiB npu JKMII onucaHuit Ha pucyHKy 1.
Bynu inenTudikoBaHi okpeMi reHy, 10 MOXKyTb 6yTH Bifmo-
BimasbHKUMHU 3a po3BUTOK JIKMII. Aste BogHO4AcC icHy€E 6arato
¢dopm JKMII, siki BU3SHAOTHCS i30/1bOBAaHUMHU (CHIOPAJUYHU-
MH) Ta, BiJMOBiAHO, «ifjionaTUYHUMUY». Y AeIKUX POANYIB
xBopux i3 JKMII BusABJIAIOTh AOKJIIHIYHY ¢a3y 6e3 Kapgi-
aJIbHUX NPOSBIB, fIKa 3r0/J0M MOXe IPOrpecyBaTH /0 JIETKUX
MaTOJIOTIYHUX 3MiH Y cepli, TAKUX AK 130/1bOBaHa JU/IATALLif
JIII (HasiBHa y ~25 % poaudiB XBopux i3 cimeitHoro JJKMII)
a60 apUTMOreHHi NPosiBU (1JIYHOYKOBi a60 CynpaBeHTPUKY-
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PucyHok 1. Kninivnuti cnekmp JKMIT 3 ypaxysaHHSIM eaxuiugozo 00kiHidHo20 nepiody (3a Donal E. ma cnieasm. [1])

IIpumimka. * 3a JaHUMHU [IBOX He3aJIeXKHUX METO/IB Bidyasizaii. ° Hociit MyTauii rena a6o Hi; aHTUKap/ia/JbHi aHTUTiIA
(AHA) no3utuBHi a60 HeraTuBHi. A - aputMmist; CD - nopyueHHs nposigHocTi; D - aunaTtaunis; H - rinokinesis; NH - 6e3
rinokinesii; ND - 6e3 guaarariii.

Tabnuusa 1
Kntouosi MomeHmu dokyMeHmMa, ujo 6a3ytomscs Ha 00Ka308ux OAHUX MA eKCNePMHUX KOHCEHCYCax

N2

3/n Knouosi MOMeEHTH

1

N2

3/n KnwouoBi MOMEHTH

JOKMTIT BM3HauaeTbCs HasBHICTIO aunatauii JILL abo o60x
LWAYHOUKIB Ta CUCTONIYHOK AMCPYHKLIE 3a BIACYTHOCTI
QHOMaJIbHMX YMOB HaBaHTaXKeHHS (rinepTeHsia abo kna-
naHHa natonoris) abo IXC, pocTaTHix, Wob cnpuinHUTU

6

PapioizotonHi 3acobu Bisyanisauii He 3aCTOCOBYOTb
LN PYTUHHOTO OLLiHIOBAHHS B KOXXHOMY BUNaaky JKMIT.
BoHu € pedbepeHTHUM CTaHAAPTOM A9 HEIHBA3UBHOMO
OLiHIOBaHHS afipeHepriyHoro TOHycy Miokapaa

rnobanbHe 3HWXKEHHS CUCTONIYHOT PYHKLIT

Yci 6e3 BUHATKY 3acobum Bisyanisauii He € HeobXiAHUMMU
B OAHOIO M TOro camoro nauieHTta 3 KMI1. KoxeH 3aci6
Bi3yanisauii Mae BUKOPWUCTOBYBATUCS A4 BiAMNOBIAi HA
cneumdiyHi KNiHiYHI 3aNUTaHHS

3acobwu Bisyanisauii (Hacamnepen ExoKT) cnig Bukopm-
CTOBYBATM AN CKPUHIHTY iHOMBIAIB i3 (aKTOpamMu pU3UKy
HecimeltHoi IKMIT Ta ons paHHbOI AiarHOCTUKM B poamyiB

MCKT cepus € BUCOKOLIHHMM 3aC0B0M BUKIHOUEHHS
3Hauywwoi IXC (ypaxeHHs KopoHapHux apTepii). Kpim Toro,
BMCOKa NMPOCTOPOBA PO3A4iNbHA 34aTHICTb Ta NerkicTb y
HaBirauii go3sonse sukopucrosysatu MCKT cepus npu
po3rnaai NMTaHHA Npo iMNNAHTALi0 WTYYHUX NPUCTPOIB
(Hanpuknag, TpaHCKaTeTepHe NPOTe3yBaHHS, LOMOMIXHI
MeXaHiuHi cuctoniyuHi npuctpoi (LVAD) abo enektpogHa
CTUMYNALif)

nepLuoro cTyneHs npu cimenHin JKMI

ExoKT € 3acobom Bi3yanisauii «nepuuoi niHii». BoHa
3abe3neyye iHQOpMaLi0 NPO aHATOMItO, PYHKLO Ta
remMoAMHaMiKy, a TaKoX NPOrHOCTUYHY iHpopMaLito 3
MeTot 06paHHs Kpalmx 3aco6iB NiKyBaHHS

MPT cepus € BaXXNMBUM iHCTPYMEHTOM, ii cnif npoBo-
LMTU B KOXKHOTO nauieHTa 3 JKMI, npuHaimHi 1 pas.

Mo3poBxHs pucdyHkuis /1L € wytnuBnum MapkepoM
LOKNiHIYHOT paHHbOI AMCcdYHKLIT Miokapaa, ocobnmso npu
il oUiHIOBaHHI 32 4OMNOMOrOK BM3HAYEHHS WBUOKOCTEN
Miokapna no [JOBriv oci Ta AedopMalii Miokapaa (cnekn-
TpekKiHr). PeKOMeHA,0BaHUMM € BUSHAYEHHS CUCTONIYHUX
weuakocTen Gibpo3HOro Kinbus S’ Ta BUKOPUCTAHHA
rno6anbHOro NO3A0BXHbLOrO CTPEMHY

MPT € «30/10TMM CTaHAAPTOM» AN9 BU3HAYeHHs 06€eMiB
W Ta ML, a Takox ix dpakuii Buknay. MPT 3abe3neuye
iHhopMaLiito Npo XapaKTePUCTUKY TKaHUH | MOXe A0Mo-
MOITHU 39CYBaTU MPUYMHY LIAYHOUYKOBOI ANCPYHKLT

Y nauienTi i3 IKMI 3 pU3anKoM LNYHOUKOBUX apUTMIl peko-
MeH[I0BaHMM € npoBeneHHs cnekn-TpekiHr-ExoKr (CTE), MPT
cepus a6o MIBG-SPECT a5 6inblu AeTasbHOrO 06CTEXEHHS,
X04a KinbKicTb JOKa30BUX AaHUX [0Ci € HEAOCTaTHLOD
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MpopoBxeHHsa Tabn. 1

Ne
3/n Knio4yoBi MOMeHTH

10 fKkuwo nikyBanbHO OMLi€E € peCMHXPOHi3aLiliHa Tepania
(CRT), noTy>xkH1uMu npeankTopamu Ao6poi BiANOBiAi Ha
CRT € BHYTpiLWHil pyx («cenTanbHe BiLUTOBXYBaHHS» Ta
«CenTaNbHWUI Crnanax») MiXLIYHOUYKOBOT Neperopoaku
(MLLM) 3 HaCTynHMM Mi3HIM CUCTONIYHUM PO3TATHEHHSM
MLLTI, a TakoX pyx BepXiBKM B HanpsiMKy HOKOBOT CTiHKM,
L0 3aMi3HO CKOPOYYETLCS («anikanbHe roaaHHsa»). Hogi
HaniBaBTOMATUYHi MPOrpamMun Ha OCHOBI BUKOPUCTAHHS
perioHanbHWUX NO3A0BXHiX CTPelHiB € 6aratoobiLgaounMm

11 KinbkicHe ouiHtoBaHHS dyHKLii ML € 060B'a3K0BMM, TaK
CaMO §IK | OLiHIOBAHHA AiactoniyHoi GyHKUii Ta dyHKUiT
KNanaHiB nif, 4ac AMHAMIYHOTO CMOCTEPEXEHHS XBOPUX 3
OKMT. Bizyanizauia npu IKMI1 He noBMHHa 06MexyBaTu-
€A TiNbKM PO3MipaMu Ta cucTonivyHow dyHkuieo J1LL

12 Y nauientiB 3 LVAD ExoKT (Ta iHogi iHBa3uBHe
OLiHIOBaHHS reMoauHaMmiku) 3abesneyye 06EKTUBHI No-
Ka3HWKKM AN ONTUMI3aLii MeaUKAMEHTO3HOrO NiKyBaHHS
Ta HaNnalWTyBaHHS WBMAKOCTI Hacocy LVAD

13 BropuHHa MiTpanbHa perypritauis (MP) € knioyoBum
NPOrHocTMuHMM MapkepoM npu AKMI. Ti cnig metans-
HO, CKPYNY/IbO3HO 1 KiNbKiCHO OLiHIOBATK Ta CMCTEMA-
TMYHO B AMHAMILI 3iCTaBAATU 3 IHWKMMM NOKA3HMKAMM
reMoAaMHaMiku, 30KpeMa BU3HAUaTH BiANOBIAHICTb CTYNeHs
MP Ta cTyneHs 36inbweHHs NOPOXHUHK J1LL

JISIpHi apuTMii, a60 MopyLIeHHs NPOBiAHOCTI), 110 TAKOX MO-
KYTb CIIOCTepiraTucsa Npy MiokapAuTi a0 Ha paHHIX cTaAifax
reHeTUYHUX 3aXBOpIOBaHb, Takux Ak JKMII npu myTanii s1a-
MiHy A/C Ta HelipoM’s130Bi 3axBoproBaHHs. MaHidecTHa da-
3a CUCTOJIIYHOI AMCOYHKIT 3a3BUYall acOIil0EThCA 3 JuJIa-
Taujiero JIII, xoua B leIKUX BUNaIKax AujaTalis Moxe 6yTH
BiZICYTHBOIO, 1110 MPU3BOAUTH [0 TPYAHOILIB y AlarHOCTHULI.
3 i€l npUYMHU HeloAaBHO 6YJI0 3aIPONOHOBAHO BUAIIATH
HOBY KaTeropiio rinokinerudsoi He-JIKMII (Tabauusa 2), a
TAKOX BIANOBIAHY IIKaJNy AJIF XapaKTePUCTUKU KJIIHIYHOI'O
CTaTyCy Ha paHHIxX cTaZisfx 3axBoproBaHHA [1].

MeTtoau Bisyauaisaunii B giarHoctuni JKMII Ta Bu-
KJ/II0YeHHI imemivyHoOI eTioJjiorii

CumntoMu CH € HAaUTUNOBILIUM KJiHIYHUM MPOSIBOM
JKMIL CynpaBeHTpUKYJISPHI Ta LLJIYHOUYKOBi apuTMii ab6o
HaBiTh panToBa CMEPTb MOXYTb PO3BUBATHUCS Ha OYZb-
SKil cTajil 3aXBOpIOBaHHS, ajle € OUIbII TUNOBUMH JJis
MaHidecTHUX cTafiil. Bisyanisalisa B uux nauieHTiB BiJi-
rpa€ KJAY0BY pOJib K y AiarHOCTLI, TaK i y BUKJ/IIOUYEeHHI
ilemiyHoIl eTioJiorii.

O60B’I3KOBUM € MPOBE/IEHHS] OBHOILiIHHOTO eX0Kap-
npiorpadiunHoro (ExoKI) pocnimxenHs. «DPokycHe yiib-
TpasBykoBe (Y3) gocaimpxeHHs cepus» (FoCUS) 6ina yix-
Ka XBOpOTo (3a3BU4al Ha nepeHocHoMy Y3-amnaparti), 10
€ IPOTOKOJIOM, IPUHHATUM Y AesIKUX KpaiHax EBPOCOI03Yy,
a B YkpaiHi € npu613HO NPUUHATUM Ha NOJIKJIiHIYHOMY
piBHi. OiHaK HeJoCTaTHIM, 60 Ja€ 3MOTY Jiulile BUKJIHUKA-
Ty nigo3py Ha JKMII, ToMmy Ma€e ,0n0OBHIOBATHCA IOBHUM
ExoKT-fmocnifgxeHHsAM, 1110 BK/IOYAa€E TKAHUHHY [0IJIepo-

Tabnuus 2
HiaeHocmuyHi kpumepii JKMI1

CucronivHa pucdyHkuis JLL (abo 6iBeHTpUKYNSpHA), WO
BM3HauYaeTbca 9k OB JILL < 45 % Ta gunatauis?, Wwo He MoXyTb
6yTU NOSICHEHUMM aHOMASIbHUMM YMOBAMM HaBaHTAXEHHS abo
IXC

CucroniuHa amcdyHkuisa J1LW (abo 6iBeHTpUKYNApHA), Wo
BM3HavaeTbcs sk OB JILL < 45 % 6e3 pounatadii, Wo He MOXYTb
6yTW NOSICHEHUMM aHOMaNbHUMU YMOBAMM HABAHTaXEHHS abo
IXC

3a Pinto 1a cnisasT. [2].

Ilpumimka. *lunatauia JIlI BU3HayaeTbcsa K KiHLleBO-AiacToJiiu-
Huit 06’em (K/Z0) a6o posmip (KJP) JILI > 2 SD Bix HOpManbHUX
Bi/ZIIOBi/{HO /10 iCHYIOYMX peKOMEeHJ0BaHUX HoOMorpam (kana Z >
2 SD) 3 inzekcauieto o o noepxHi tisa (II1T) Ta Biky abo cTaTi.

Tabnuua 3

OcHosHi npuduHu JKMI1

Mpuunum NiaTMnu npuuunH

[eHeTUYHi [ONOBHI reHu, Taki 9K TiTUH, NOBA3aHi

3 NEPEBAXHO KapAianbHO
eKcrnpeciet.

HelipomM930Bi 3aXBOPIOBAHHSL.
CuHAPOMHI 3axBOpIOBaHHS [2]

IHdeKUiMHI (XpOoHiYHUIA
MiOKapAauT)

TOKCHMYHI Ta nepeHaBaH-
TAXEHHS peYOBUHAMMU

EnekTponitHi po3nagu

BipycHi, 6akTepianbHi, rpubkosi Ta
napasuTapHi 36yaHuKu

ETaHon, KOKaiH TOLWO, NepeHaBaHTa-
YKEHHS$ 3aNi30M

Hanpuknag, rinokanbLiemis

EHAOKPUHHI MopyLlueHHs GyHKUIT WwMTonoAi6HoT
3a103u, akpomeranis

AnimMeHTapHa Hanpuknag, nediunt ceneny, Tiaminy

HeJoCTaTHICTb Ta KApHITUHY

AyTOiMYHHi OpraHocneuundiyHi (Hanpuknag,
3ananbHa KapaioMmionaris) Ta
HeopraHocneuudiyHi (Hanpuknag,
nonimMiosur)

STporeHHi Hanpuknag, aHTMHeonnacTuyHi 1a

(MeoMKaMeHTO3Hi) NCUXOTPONHi 3acobu
KapaiomionarTis, 3ymoB- -

neHa Taxikapgieto [5]

MepunaprtanbHa -

Kapaiomionatis [6]

rpadito (T[]) Ta, 3a MOXK/IMBOCTI, OLiHIOBaHHS AedopMalii
miokapza, To6To cneksa-Tpekinr ExoKI' (CTE). OctanHiM
yacoM y 6araTbox KJiHiKax CBiTy Bce 6iJibllle BUKOHY-
10Tb TpUBUMipHY EX0KT (3D-ExoKT'). Tisibku noBHOLiHHA
ExoKT i3 3acTocyBaHHAM yCix HafsBHUX CbOTOJHI TEXHO-
Jloriil HaJlae Bco HeobxifHy iHdopMalilo mpo remMogu-
HaMiKy, 106a/IbHY aHaTOMil0 Ta QYHKIil0 LIJIYHOYKIB,
perioHanbHy MiokapziaibHY QYHKLiO, JHUCCUHXPOHIIO,
byHKIiI0 Ta cTaH KJanaHHOro amapaty, QyHKILilo mnpa-
BUX BiAAINIB cepud, XapaKTepUCTUKY INepeAcepAb i reo-
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MeTpito (peMozeIt0BaHHS) KaMep Ceplig, 110 MalThb 6y TH
3abe3neyveHi A AiarHocTuku [8-10].

ExoKI-koHTpacTyBaHHSI MOXKe 3HaJO0OUTHUCSA [JIJIST BU-
KJIIOUEeHHS] TPUCTIHKOBUX TPOMOGiB a60, HAaIPHUKJIa, Mij-
TBepIKeHHS a6o BUKJ4YeHHA [JKMII 3 HeKOMIaKTHUM
MioKapAoM.

YepescTpaBoxigHa ExoKI' (YCExoKI') moxe 6yTu mo-
Ka3aHolo JJisl OL[iHIOBaHHS KJamaHHOI QYHKII, JiarHoc-
THUKH BHYTPIiLIHbONIEpeCepAHUX TPOMOIB a60 J1/isT KOHT-
pOJIIO Tif| Yac NpoBe/ieHHS TPaHCKaTeTePHUX NIPOLeAyp V
Mali€HTIB i3 CymyTHBHOIO KJaMaHHOK MaToJIOTiEl0 (mepe-
Ba)KHO BTOPHUHHI MiTpaJjibHa Ta TPUKYyCHifjaJbHa peryp-
ritanis). Ctpec-ExoKI' Tako)x M0)ke BUKOPHUCTOBYBAaTUCS
JJI4 OL[iHIOBAHHA KU TTE3JaTHOCTI MiOKap/a Ta AJUHaMIiKU
BTOPUHHOI aTpioBeHTPUKYJsIpHOI (AB) HegocTaTHOCTI Ha
JOAATOK A0 11 BAXKJIMBOI pOJIi 11040 BU3HAYEeHHS NOTEHL-
aJIbHOI ilmeMivyHOI eTiosorii deHoTrmy JKMII.

BukitoueHHs imeMivyHoi eTiosiorii € dyHIaMeHTaNb-
HUM, aJjie iHIi MOTeHLilH] eTioJoriYHi MPUYUHU TAKOXK
MaloTh 6y TH MepestideHi:

e «aputMoreHHa» KMII BHac/aijok TpyBasol TaxiapuT-
Mii, 1[0 MOXKe OYTH AiarHOCTOBaHa MIJISIXOM ITOBHOIIH-
Hoi ExoKT' B guHaMini micist ycyHeHHs TaxiapuTwii [5];

e y BariTHUX CJij nio3proBaTy nepunapTtaabHy KMII Ta
NpoBoAUTH cKpUHiHT Ha KMII npu aHaMHe3i kapaia/ib-
HOI IucYHKIII TiJ] Yac monepeaHbOI BariTHOCTI [6];

e y MALiEHTIB 3 OHKOJIOTIYHOI NATOJIOTIEI BifNOBiAHE
JIIKyBaHHS1 OCHOBHOTO 3aXBOPIOBAaHHS MOXe 3yMOBHU-
U JIKMII, 0c06/1MBO B IaIli€EHTIB 3 BiIMOBiTHUM pHU3U-
KoM (cimeriHi popmu);

e MioKapAUT a60 nmepeHaBaHTAKeHHs 3a/1i30M € MOTEeH-
LiliHO 3BOPOTHUMH NpuirHaMu JJKMII;

e He CJIiJ 3a6yBaTH Mpo TOKCH4YHiI mpuyunHu JAKMII, 30-
KpeMa ajJKoroJb.

Juisa BukodeHHs [XC MoXke 3HaZOOUTHCSA TPOBEIEH-
HS AOCJIKEHb 3 Bi3yasli3alli€lo OJHUM i3 TPbOX HUXKYe-
nepepaxoBaHUX MeTOJIB.

1. MysnpTHCTIpasibHA KOMIT'toTepHa ToMorpadisa (MCKT)
cepus € MIMPOKO AOCTYNHOIO [/ BUKJIOYEHHS 3Ha-
YYyL[Oro eniKapAiaJbHOTO YpaXKeHHS KOpPOHAapHUX
aptepiid. KpiM Toro, BUCOKa HNpOCTOpOBa poO3/ijibHa
3JIaTHICTB Ta JIETKiCTb y HaBirarii poouts MCKT cep-
ISl 3pyYHUM MeTOJOM Bi3dyastisalii 3a moTpebu iMn-
JIaHTalii a0 HasfABHOCTI IMIIAHTOBAaHUX MPHUCTPOIB
(mpoTe3u, MexaHiuHi JOMOMIXKHI HPUCTPOT, eJIeKTPOaU
IITYYHOI CTUMYJIALT). ¥ manieHTiB i3 pibpusiieto ne-
peacepap (®I1) MCKT Mae BUCOKY TOYHICTb MPH BU-
KJIIOUeHHi TpoM6iB y JiiBomy nepescepai (JIIT) ta mpu
KOHTPOJII Ipoleayp abJsmii 3 BUKOPUCTAaHHSAM eJIeK-
TpoaHaToMiyHOro KapTtyBaHHs JIII. TakoX MOXJIHUBO
oniHOBaTH Nepdy3ilo 3 BU3HAUYEeHHAM QpaKIiHHOIo
pe3epBy KOPOHAPHOTO KPOBOTOKY, IPUYOMY OCTaHHIM
4yacoM 6yJI0 MPOAEeMOHCTPOBAHO 3HAYHE MTOKPAILeHHS
TouHocTi MCKT B inenTudikanii reMmognHaMiqyHO 3Ha-
YyIIOro ypakeHHSI KOpOHapHUX apTepi# [11].

2.PapionykaigHi MeToau BidyaJiizallii 103BOJISIIOTh HEiH-
Ba3WBHO OI[iHIOBAaTH MioKapZiajbpHy nepdy3ito Ta mMe-
TaboJ1i3M i HaBiTb iHHepBaIlilo cepls MIIAXOM iH €Kil
LiJIbOBUX PO34YMHIB AJis Bi3yaJsisanii, MiYeHUX pafio-
AKTUBHHUMH i30TOnaMHU. TexHOJIOTil OLjiHIOBaHHA Iep-
¢bysii Miokap/ia € KJIiHIiYHO peJieBAHTHUMH, 0COOJHUBO
ans1 pudepeHnianpHoi aAiarHoctuku JKMII Ta imemiy-
Hoi KMIL.

3.MarHiTHO-pe3oHaHcHa ToMorpadis (MPT) cepusa €
KJIIHIYHO peJsieBaHTHOK. Jloc/iiKeHHA MOKe BHUKO-
PUCTOBYBAaTUCA [Ji BUKJIOUYEHHS ilIeMiYHUX KOM-
noHenTis Aucdyukuii JII [12]. Ti rosoBHa wiHHICTHL
N0JIATAE B MOXKJIMBOCTI XapaKTepH3yBaTH pi3Hi cTa-
HU TKaHWHHU Miokapga. MPT gae 3mory BUAABUTH Ha-
SIBHICTB i CTymNiHb NMOIIMPEHOCTI HAGPSKy MioKapaa,
HasBHICTb pyo6uiB, ¢iopo3y Ta iHGiNBTpanint (y ToMmy
YU CJIi TepeHaBaHTAKEeHHS 3a/1i30M).

CneundiyHi acnekTM Ta KniHivHi cueHapii

JliarHocTUKa Hepo3Mmi3HaHOI WNIJIYyHOYKOBOI JHC-
¢yukuii / CH de novo

PanHi#t giarHo3 JAKMII MOX/IMBUN HaBiThb Y MOBHICTIO
0e3CHMIITOMHUX Nani€eHTiB. BiH Mae 6a3yBaTHcs Ha ypa-
XyBaHHI MOXXJIUBUX paKkTopiB pusuky (OP) (BakiuBicTb
ciMelHOT'0 aHaMHe3y, HEKOHTPOJIbOBaHi paKkTopH cepie-
BO-Cy[JHHHOTO PHU3HUKY, y TOMY YHCJi I[yKpOBUH AiabeT).
JlunaraniiiHa kKapaiomionaTis 4yacTo Ma€e TpuBaly 6e3-
CUMITOMHY a3y 3 HopMasibHOW PB JIII npwu iHozai HOp-
MaJibHUX po3Mmipax JII, a yacoMm 3 Jierkow AuJaTani€ro
JILI [2]. Cy6kiniuHa pa3a paHHbOI AUCcHYHKIII MioKapAa,
BTIM, MO>Ke BUABJIATUCA 3a JONIOMOTOI0 CyYaCHUX METO/IiB
BisyaJtizanii [13]. BaXK/IUBiCcTB IiarHOCTUKU CyOKJTiHIYHOT
¢$as3u 3a 0MOMOrol0 peTesJbHOTO aHaJi3y reoMmerpii Ta
a”arowmii JIII, miactosiyHoi ¢ynkil JIII, rimo6asbHOTO
N03I0BXKHBOTO CcTpelHy (GLS) € 6e3cyMHiBHOIO, a/i>ke BO-
Ha /03BOJISIE BIPOBA/PKEHHS paHHIX NpoQiJaKTUYHUX i
JIIKyBaJIbHUX 3aX0/iB, TAKUX SIK 3MiHa CIOCOGY KUTTS Ta
MeJIMKaMeHTO3He JIiKyBaHH#, Ta MOXe BIJIMHYTH Ha IO-
JasbIIVH epedir 3aXBOpIOBaHHSA W NOKPAL[UTH MPOrHO3
[3, 13-15] uisaxoM 3HMXKEHHSI CMEPTHOCTI Ta 3aXBOPIOBa-
HocTi [8].

PaHHi peHOTHIIN

3umxkeHHsa OB JIII € misHbOIO Ta HEYYT/IMBOK 3Ha-
XifKo B mpUpoHil icTopii po3BuTky JKMII, ujo yacto
BiZIOMBa€E B)Xe HEe3BOPOTHY AMCOYHKIiI0O Miokapza. ITifg
yac ExoKT i3 T/l Bu3HauYeHHS MO3UTHUBHOI MMKOBOI CUCTO-
JIIYHOI MBUJKOCTI MiTpasJIbHOTO KisbliA (cepegHE apUd-
MeTHYHe 3HaueHH4 i3 CeNTaJbHOrO0 Ta JIaTepaJbHOTO Cer-
MEeHTiB; HoOpMaJibHe 3Ha4eHHs 8,9 = 1,6 cM/c [16]) Moxke
BBa)KaTHUCA KJIIHIYHO peJieBaHTHUM paHHIM MapKepoM
M03JI0BKHbOI MioKapiasbHoi aucoyHkuii JILII [13, 16,
17]. Kpim Toro, GLS 3a ganumu CTE y B-pexxumi cboro/iHi
€ HalOisbII AOCTiPKyBaHUM MapaMeTpPOM /1Jisl BUSIBJIEH-
HS JOKJIiHIYHOI MiokapZiasbpHOI AUCOYHKII, [0 € BUCO-
KOBiITBOPIOBAaHUM 3a YMOB BUKOHAaHHA [OCBiAYEeHUMU
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oneparopamu [9, 18-20]. HuHi pekoMeHA0BaHO IJs AU-
HaMIiYHOI'0 CIIOCTEpPEeXXeHHs Ta CepiiHOro OIiHIOBaHHA
crpedny (gedopmauii Miokapsa) BUKOPUCTOBYBATH IPO-
rpaMHe 3a6e3Ie4yeHHs] OJHOr'0 i TOro caMoro BUPOOGHHU-
Ka, Xo4ya BapiabGesibHICTb JAHWUX MK MPOTPaMHHUMH BHU-
POGHMKAMH CbOTOJ(HI JIel[0 3MEHUINJIACA Micjas po6oTH,
1o Oysia MpoBeJieHa po60Y0I0 TPYIOo0 3i cTaHAapTH3aL|il
EBpornelcbkol acoujallii cepueBo-CyAMHHOI Bisyasizanil
(EACVI) [1] Ta AMepHUKaHCBKOTO TOBapUCTBa exXOKap/io-
rpacdii (ASE).

Axmo Bci BUILEe3raZlaHi Cy4acHi TEXHOJIOTil € Heno-
CTYIHHUMU JJ151 IOKJIiHIYHOTO CKpUHIiHTY [4, 7], ExoKT 31€-
6i/1bIIOr0 0GMEXKYETHCSI BUBHAYEHHSIM reoMeTpii Ta aHa-
ToMmii JII i Bu3Hayenusam @B JIIII. [Tpu uboMy cjiji onTu-
Mi3yBaTH OTPUMaHHS aliKaJbHHUX 3pi3iB Ta 3amob6iratu
HITYYHOMY YKOpO4YeHHI0 3pi3iB kamepwu JIII. 3Baxkatouu
Ha BiZJHOCHO BUCOKY Bapiabe/ibHiCTb BU3Ha4YeHHS 00'€MiB
JIII m1sixoM MaHya/IbHOTO 06Be/IeHHS eHI0KapAiaIbHUX
KOHTYpiB npu Bu3HaueHHi @B JIII y B-pexxumi (6imiaHo-
BuH MeTon CiMIicOHA), peKOMEH/I0BaHO TaK0K BUKOPUC-
TOBYBAaTH OJJHOYACHE KOHTPACTyBaHHA MOpoXHUHU JIIII
a6o aBToMaTuiHe Bu3HayeHHs ®B JIII y B-pexxumi yu
nig yac 3D-ExoKI" aJia 6ib1n HaZiiHOTO Ta BiATBOpIOBA-
HOT0 OI[iHFOBaHHA 06'eMiB i pyHKIil JIII [9]. OcTaHHi gaHi
€ 06HAAIMJIMBUMU 110/I0 BUKOPUCTAHHS TPAHCTOPAKaJIb-
Hoi (TTExoKI') 3D-ExoKI' auia omiHloBaHHS ¢GyHKIN Ta
06’eMiB mpaBoro mtyHouka (T110) [1].

MarHiTHO-pe30HaHCHA ToMorpadis Moxe BIJIMBATH
Ha JIOKJIIHIYHUH AiarHO03, OCKiJIbKU € «30JI0THM CTaHAap-
TOM» KiJibKicHOTO oniHtoBaHHs JIIII Ta [T, MPT moxe 6y-
TH TO0KAa3aHOI0 Y BUMAAKY Cy6ONTUMAIbHUX, TPAHUIHUX
abo cymHiBHMX JaHUX ExoKI, a Takox cepej poAndYiB y
pOAMHAaX 3 BUCOKMM pU3UKOM, KoJiu AiarHo3 JJKMII Bce x«
JIMIIAETBCSA Mifl CYMHIBOM, 1110 IPSAMO BIIJIMBA€E Ha BeleHHA
Takux narieHTiB [1]. He3aBaxkarouu Ha ii BiTHOCHO HU3BKY
JOCTYIHICTBh Ta BUCOKY BapTicTb, MPT Moxke BUKOpuUcTo-
BYBAaTHCA JJIS1 OLLiIHIOBaHHA MiOKap/iaJbHOI 03 0BXHbO1
nedopmMarii (cTpelHy), [0 MOXKe AOMOMAaraTH B paHHIN
giarHoctuni cnenuivHuX eTioJsorid ¢peHorumiB JKMII,
TaKUX K capkoimo3 a6o moctMmiokapautuaHa JKMII [1].
MoX/IUBICTh XapaKTepu3yBaTHU CTaH TKaHUHU Miokapza
(panHE migcuiaeHHs ragoJiinieMm, T2- ta T1-3BakeHi mo-
cioBHOCTI a60 KapTyBaHHSA Ta Mi3HE MiJ[CUJIEHHSA Tal0-
JiHieM — LGE) € K/IF0O40BUMU KJIiHIYHUMHU MOXKJIUBOCTSIMHU
MPT cepug [1]. KninigyHa nigHicte MPT cepus B paHHi#i
JliarHOCTHI 3aXBOPIOBAaHHS Ma€ OyTH [JOCTi[KeHa Je-
TaJIbHille y BEJUKUX AOCI/PKEHHSAX Y MalbyTHbOMY.

HesBakalouu Ha HemnepeBeplleHY NPOCTOPOBY pO3-
AinbHy 3AaTHicTh, poab MCKT cepus B paHHiN AiarHoc-
tuni JKMII € o6MexeHOW BHAC/HiJOK HU3bKOI 4acoBOi
PO3AiJNBHOI 3aTHOCTI, €KCNO3UIlii O ONPOMiHEHHA Ta
noTpebH B HojoBaHKUX KOHTpacTax. MCKT Moxke OyTH iH-
dopmMaTuBHOMW, sKIo AaHi ExoKI-Bisyasnisarii € cy6onTu-
MasibHUMY, a MPT cepis € NpOTUNI0OKA3aHOI0, /1 BUKJIIO-
yeHHs [XC a6o nartosiorii nepukapza [1, 14]. MCKT cepus

MOKe JONOMOITH B [iarHOCTHUIL IIJIAXOM AeMOHCTpanii
JuaTarii JiBoro Ta mpaBoro ILJIYHOYKiB, 03HaK Ha6ps-
Ky JlereHb, AWJaTallil JlereHeBUX apTepiil Ta BiACYyTHOCTI
ypakeHHsI KOpOHApHOTO pyca.

CUHXpOHI30BaHi paJIioHyKJTiIHI 3acO0M Bisyatizariil 3a-
6e31evuyroTh TOUHY anbTepHaTUBY EXoKI a6o MPT ceprist B
OIIiHIOBAHHI CUCTOJIIYHOI QYHKIII Ta perioHaJbHOI CKOPOT-
squBocti JILI. PagioHykJiZHY BeHTpHKysorpadiro MoxKHa
BUKOHYBAaTH JJIsl OI[iHIOBaHHS CHUCTOJIIYHOI (Ta JiacTostiv-
Hoi) ¢yHKIii JIII 6e3 6yb-IKHUX reOMeTPUIHUX IPUNYIIEeHb
po Mozeyib JIIII. YHacmi 1ok il HU3bKOI BapiabesIbHOCTI TPH
MOBTOPHHUX 06CTEKEHHSX OJHUM OIIEPATOPOM Ii5I METOAMKA
paHillle BUKOPUCTOBYBAJIACS, aJle CbOTO/IHI GiJiblle He € pe-
KOMEH/IOBAHOIO JIJIs1 PyTHHHOTO 3aCTOCYBaHHs [1].

JiarHocTu4Hi KpuTepii A1 poagUYiB IPH CiMeMHUX
dopmax IKMIT

JwunatauiiiHa kapaiomionaris € iziomaTu4yHOO B MpU-
6sin3H0 50 % BUMAAKIB, y TOU Yac IK GJIM3bKO TPETHHU BH-
MaJKiB € cmaakoBUMU. ChOTOAHI BXKe ileHTU(iKOBaHO MO-
Haz 50 reHiB, aconiiioBaHuX i3 pusukoM po3BuTkKy JKMII,
0araTo 3 IKHX NOB’s13aHi i3 popMyBaHHAM MioKapziaJabHO-
ro uMTockesera. HaltyacTilmmymu € TiTUH, JJaMiH Ta JIeCMiH.
Po6oua rpyma ESC i3 3axBoploBaHb MioKap/ia Ta nepuKap-
Jla Hel0ZlaBHO 3allpONOHyBaJia [iarHOCTUYHI KpUTepil /14
POAMYIB MAIieHTIB i3 cimeliHnMu popmamu JKMII [1, 2],
110 IOEIHYIOTH JIaHi Bidyauizanii Ta EKT' (Ta6sung 4).

3rigHo 3 HUHIMHIMHK KJacuoikamisiMu, KpuTtepii mij-
po3zinsaoTeea Ha Besuki (®B JIII Tta gunartarnia JIII) i
MaJti (mopylieHHS perioHaJbHOI CKOPOT/IMBOCTI 3a BiA-
CYTHOCTI OpyllleHb MPOBiZHOCTI ¥ HeilleMiyHi pe3y/ibTa-
Tu LGE mig vac MPT). PekoMeH/10BaHO TaK0K BU3HAYATHU
GLS JIII 3a ganumu CTE.

Yac CKpuHiHTY

PaHime cnenudivyHoro 4acy aJs npoBeneHHs ExoKI
y poauyiB nanieHTiB i3 JIKMII nepiioro ctymneHs crnopiz-
HEHOCTI 3a BiZICYTHOCTI pe3y/IbTaTiB TeHETUYHOTO TECTY-
BaHHS 3aMPONOHOBAHO He 6yJio [1]. HemozaBHO 6y BU-
naHi cienudivyHi pekoMeHgamii M0/10 POAUYiB MAIiEHTIB
i3 cimelinuMu ¢popmamu JKMII, B AKMX HaAroJIOUIYETHCS,
mo ExoKI' ta EKI' MmatoTh 6yTu npoBezieHi BCiM poaudam
MepIIOro CTyNeHs CIOPiAHEeHOCTI, IOYMHAYHU 3 AUTHH-
cTBa (3 ~10 pokKiB), Ta MIOBTOPHO MPOBOAUTHCS KOXKHI 2-3
POKH, AIKILO pe3yJbTaTH HOPMaJlbHi, i OPiYHO, SAKILO BU-
SIBJITIOThCS TaK 3BaHi Mauti aHoMautii [2]. Yac mpunuHeHHSA
CKPUHIHTY JIMIIAETbCA HESCHUM, aJKe Lie 3a/JeXUThb Bif
ciMelHOr0 aHaMHe3y. 3alpPONOHOBAaHUM JIiMITHUM BikoM
€ 60-65 pokiB [1]. [HTepBas AUCTIAHCEPHOTO CKPHUHIHTY
TaKOX 3a/IeXXUTB Bif cnenudivynoro Tumy JKMII. Hanpu-
KJaJl, Y KapAiOOHKOJIOTII i Mepiofu perjaMeHTYHTbCA
OKpeMHUMH peKoMeHAanisasMu [1].

IIporHo3s i crpaTugikanis pu3auKy: HOBi napameTpu
JAJIsi BAKOPUCTAaHHA B KJIiHIiYHIA NPaKTUIi Ta mparma-
THYHUM miaxifg

HesBakarouu Ha ycmixu B JiikyBaHHi JKMII, 10-piu-
Ha BW)XXMBAHICTb TaKUX XBOPUX JHIIAETbcA < 60 %, a
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Tabnuus 4
AiaeHocmuyni kpumepii cimediHoi AKMIT [2]

Benwmki
1. Hez'acoBaHe 3HmxeHHs OB J1L < 50 %, ane > 45 %
ABO

2. Hes'acoaHa gmnatauisa J1LW (KOO abo KAP) BignosigHo Ao
pedepaTMBHUX pekoMeHf0BaHUX HoMmorpam (KOP a6o KOO >
2 SD + 5 %, ockinbku uen 6inbw cneundivHmii ExoKr-kputepin
BMKOPWCTOBYBABCS B AOC/IAKEHHSX, IKi AEMOHCTPYBaNM npe-
OVKTUBHWUI BNAMB i301b0BaHOI aunatauii JILU y poamuis)

Mani

1. MoeHa BJTHIMT a6o AB-6nokaga (PQ 2 200 mc abo BuLLmMit
cTyniHb AB-6nokagm)

2.He3qcoBaHi enizoam wnyHoukoBux aputMin (100 ekcTpa-
cucton 3a 1 rog nia yac £o6oBOro MOHITOPUHrY, abo HecTilka
LUTYHOYKOBA Taxikapaia, «npobixku» = 3 yaapis i3 4acToTow 2
120 3a 1 xB)

3. PerioHanbHi nopyLeHHs ckopoTiuBocTi Ta pyxomocri JILL 3a
BiACYTHOCTi BHYTPILUHbOLIYHOUYKOBMX MOPYLIEHb NPOBiAHOCTI

4.Ti3He nipcuneHHs (LGE) HeilweMiuHOro NOXomKeHHs nifg, vac
MPT cepus

5. JaHi wono natonorii Miokapaa HeiweMiyHoro reHesy (3a-
naneHHs, Hekpo3 Ta/abo §ibpo3) nig yac eHooMioKapAianbHOI
6ioncii (EMB)

6. HasiBHiCTb CMpOBaTKOBMX OpraHocneumndiyHux Ta cneum-
diYHMX ANS 3aXBOPHOBAHHS aHTUKAPLiaNbHUX aHTUTIN Nif Yac
oaHoro abo 6inblue TecTyBaHb Ha ayTOAHTUTINA

NB! O3Haka BusIBNeHa ABOMaA He3anexHuMu 3acobamu Bisyani-
3auii.

CMEPTHOCTI NepeAyTh Pi3HOMaHITHI MPOSABU NPOrpecy-
BaHHA CH, 10 cTaHOBUTH CKJAJHOILI B OLIiHIOBaHHI iH-
JUBiyaqbHUX pU3UKiB. Cij Bif3HAYUTH, 10 KJAIHIYHUH
nepe6ir IKMII € mvpoko BapiaGeJbHUM — BiJl INIBUAKO
nporpecyrwdoi CH a6o pamToBoi cepreroi cmepTi (PCC)
[0 3BOpoTHOro pemogentoBaHHA JIII 3i 3Ha4YHUM 3HU-
»>keHHAM o6’emiB JIII 3i cTifikuM BigHoBAeHHAM PB JIIII.
bausbko 40 % mnainieHTIB i3 BHepiie /iarHOCTOBAHOMO
JAKMII peMoHCTpylOTh 3BOpPOTHe peMojentoBaHHs JILI
miJ, BIVIMBOM ONTUMaJbHOI MeJAMKaMEHTO3HOI Tepamii
(OMT) y cepeiHBOMY NMPOTATOM 2 POKiB CIIOCTEpPEKEHHH,
110 CBiAYMUTH PO CHPUATIUBUH BifgaseHUH nporyos [1].
i gaHi cTaBAATH Mij MUTAaHHSA JOLJIBHICTD IIOHAWUMEHIIIe
3-micayHoi OMT y nmanieHTiB i3 Bnepiiie JjiarHOCTOBaHOIO
JAKMII nepepn iMnJiaHTali€ JONOMIXXHUX NPUCTPOIB, K
I[e 3a3Ha4Y€HO B Cy4acHUX pekoMeHaLisx [1]. Kpim Toro,
TaKOX MpeJMeTOM Cylnepedyok € HxHA Mexka OB JIII <
35 % y cumntomuux (ksac Il ta Il 3a NYHA) nanieHTis
iz JKMII s mepBHHHOI npodisakTU4HOI imMmiaHTaIii
KapgioBepTepa-aediopunaaropa (IK/) (knac I, piBeHs go-
ka3zoBocrti B) [1], 3 oriaay Ha Te mo @B JIII Ma€e HU3bKY
YYTIUBICTh Ta crieldivyHicTh B ifeHTHdiKaIlil nanieHTiB
BHUCOKOTO PHU3WKY NMPU HU3bKIA €KOHOMIiuHil edpeKTHuB-
Hocri IK/I.

[IporHocTH4YHI MapKepu

Jwunatania JIUI Ta nopyuieHHs CKOPOTIMBOCTI € rOJIO-
BHMMHM YMHHUKAaMM NPOTHO3y WLI0J0 CepLeBO-CYAUHHOI
CMepTHOCTI Ta rocmitasnisanivl npu JKMII He3anexHo Bij,
BUKOPHUCTOBYBAHOTO 3aco0y BisyaJsizamii. ko auiara-
uig JII aconilo€eTbcs 3 HECHPUATIAUBUM MPOTHO30M, TO
3BOPOTHE pEMOJEJIOBAaHHA Ta HOpMaJisalif po3MipiB
JIII acorilor0ThCsA 3 MOKpalleHHSAM BHKHUBaHOCTI [1]. 3Bo-
pPOTHE peMOJeJIIOBaHHA € TepaleBTUYHOIO METOIo, J0-
CATHEHHS sIKOi MOKe 3aiiMaTH MicsIli a60 pOKH, a MOHITO-
PHUHT NOTPiOGHO 34iHCHIOBATH LIISIXOM AUCIIAHCEPHUX T0-
CIiOBHUX 06CTeXeHb. [HIII mapaMeTpH, 10 OTPUMYIOTh
i yac BisyaJsiisallii, aconiioBaHi 3 pU3MKOM CMEpPTHOCTI
Ta rocnitaJisauiil yHacaigok CH, Bk/04aloTh AU1aTallio
JIII, nunaTarito 111 Ta ckopoTiuBy aucdynkiiro ITII [1].
OcTaHHI MOXyTb 6yTH CIpUYHUHEH] BJIaCHE 3aXBOPIOBaH-
HAM a6o OYTH BTOPUHHHUMH [0 JIiBOILJIyHOYKOBOI CH.
Crtpetin JIII HeogHOPA30BO OYB MPOJAEMOHCTPOBAHUH SIK
KJIIOUOBUH Ta He3aseXXHUI NPOTHOCTUYHUI MapKep NpH
JKMII [1].

HemogaBHo cTpeiin 11 Tako 6YB 3apONOHOBAHUN
SIK IHCTPYMEHT Nepuioro BU60pPy /i1 BU3HAYEHHS PUSHKY
CMepTHOCTI Ta rocmitasisanii y naniesTis i3 JKMII [44].
KinbkicHe oriHroBaHHA QyHKIil Ta po3mipis IIl B3ara-
JIi CJ1iJi CUCTEMHO CepiHO MPOBOJUTH B YCiX MalliEHTIB 3
JKMII [1, 10].

Tuck HanmoBHeHHS Ta JiacTtosiuHy ¢yHKIito JIIUI mo-
TpiGHO OILiHIOBATH Ta 3aHOCUTH Y BUCHOBOK. HeoOxigHu-
MM NapaMeTpaMu JJisl BU3HAaYeHHsA y nauieHTiB 3 JKMII
mijg 4yac AuHaMmiyHoro crnoctepexkeHHs npu ExoKI' € mio-
HallMeHLIe:

e 00%em JIII;

e crmiBBigHOIIEHHSA E/A;

e yac cioBisibHeHHs xBuJi E (DT);

e [iacTOJIIYHI WIBUAKOCTI CENTA/IbHOIO Ta JlaTepaibHO-
ro MiTpasbHOrO KiJbLisl €' Ta cepeiHE apudMeTHIHE
cniBBifHOmeHHs E/e’ 3a JaHWMM IIBUAKOCTEH IMX
CEerMeHTiB;

e MaKCHMMaJIbHa WBHU/JKICTb TPUKYCHiZAJbHOI perypri-
tauii (TP) [46].

BusHaueHHs cTpeliny JII1 € HOBUM 6araToo6ilA0YUM
nizxomoM mo oniHoBaHHA QyHKil JIII Ta cTyneHs Woro
nepeBaHTaXXeHHsI 06’EMOM, aJie KiJbKicHa OIjiHKa 1Ie Ie-
pebyBae Ha cTafii mocimKeHs [1].

BropunHa ($yHKIioHa/IbHA, BiJHOCHA) MiTpasibHa pe-
rypritauis (MP) (tunu I Ta IlIb 3a Carpentier) € moteHIin-
HO 3BOPOTHUM (pEeHOMEHOM, 1[0 TIOTEHLI0E PEMO/IEJTIOBAH-
HA JIII Ta NOTY»>XHO acCOLiIOETHCA 3 HECHIPUATIMBUM IPO-
rHo30M [1]. Y KJIiHIYHIH MpaKTHIIi JIJ1s KiJIbKiCHOTO OLliHIO-
BaHHA CTyNeHs TAXKKOCTI BifiHOcHOI MP Ta ii guHaMiku y
BiAmoOBiAb Ha JliKyBaHHS 3acTocoBy0Th TTEXOKT [1].

[TapameTtpu ctpec-ExoKTI Ta faHi pagioHyk/JIiAHUX Me-
ToAiB Bidyasisallii, Taki K CKOPOTJIUBUMN I KOpOHApPHUHI
pe3epBH, 3/aTHI 6yTH HNpeJUKTOPaMHU 3BOPOTHOTO pe-
MOJie/TIOBaHHS Ta QYHKIIIOHAJIBHOIO BiZJHOBJIEHHS Yy Ta-
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nientie 3 JIKMII [1]. OuiHloBaHHS KOPOHApPHOTO pe3epBy
TaKoX Moxe npoBoguTHucs mifg yac ExoKI' y manieHTiB i3
JKMII Ta 6;10kaoto s1iBoi Hixkku nmy4dka ['ica (BJIHIIT) [1].

CnenudivyHi npeAUKTOPH HIJIYHOYKOBHX apUTMil

[llnyHOYKOBI apUTMil € OAHUMHU 3 HAK3arpo3JMBIlIUX
yckaaaHeHb JJKMII. [MopiBHSAHO 3 maljieHTaMu 3 imemiu-
Hoto KMII yactoTa miyHoukoBux aputmin npu JKMII €
HWxK4oto. IMnnianTauisa IK/l € ctangapToM BeJjeHHS XBO-
PUX BUCOKOTO pU3UKY JJid npodinakTuku PCC [1]. OgHak
imeHTHOIKaNisA MaliEHTIB BUCOKOTO PU3UKY € CKJIAJAHOIO.
CyyacHi pekoMeHjarllii HaroJIOMyTb Ha HeOO6XiJAHOCTI
iMmmnanTanii 1K/l n1s nepBuHHOI MpodilaKTUKU B MaIi-
€HTiB 3 HeimemiuHoto JJKMII Ta ®B JIIII < 35 % Ha OMT Ta
6isbmn HiXk 1 pik ouikyBaHOI TpuBasocTi uTTa (Kac IB)
[1]. YTiM, foTpUMaHHSA TaKUX PeKOMeHJallill BUKJIMKAE
MOCTiMHI MMTAaHHSA BHACJIJIOK TOTO, U0 NMONepeAHi 10CIi-
JDKEHHSI He OY/IM MEepeKOHJMBUMU I[0/I0 CHPHUSTIHNBOrO
edekty IK/l y nepBuHHIN npodisakTuIli B HeimeMiyHUX
nanieHTiB [1]. [lepBuHHA MpodisaKTHKA 32 JOMOMOTOI0
IK/l y manienTiB 3 HeimemiuHoto JAKMII 6ysa MeHI epek-
THUBHOIO 110710 NTPOdiNIaKTUKKU 3arajJbHOI CMEPTHOCTI TO-
piBHsHO 3 marienTamMu 3 IXC [1]. [losuTuBHUM edeKT Ha
3araJlbHy CMepTHICTb 6yB NpPOAEMOHCTPOBAHUH JIMILE
B OZJHOMY PaH/OMi30BaHOMY JOCJi/PKEHHI B NALi€EHTIB 3
HeimemiyHoto KMII (SCD-HeFT), ane aHasti3s nonepeaHbo
BU3HaveHoi nigrpynu SCD-HeFT nokasas, 110 MO3UTUB-
HUH edpeKT OYB JOCTOBIpHUH JIHIIe AJIs MAIiEHTIB i3 ca-
Me imemiuHoto KMII [1]. OctaHHE gociaimkeHHs i3 1€l
TemaTHKH DANISH Takox mokasasio oOMexeHHUH edekT
IK/l y nepBUHHIN npodiJaKTHII CMEPTHOCTI B MaI[i€eHTIB
3 HeimemiuHuMH JIKMII [1], mo BKa3ye Ha Te, [0 iCHY0Yi
pPeKoMeH/alii o/10 NepBUHHOI MPOQiJaKTHKU 3a JOI0-
Moroto iMmiaaHTanii IK/| MaloTh OyTH NeperisHyTHMH.

o ——

HesBaxkarouu Ha BigoMi ooMexxkeHnHs, ®B JIII goci suiia-
€TbCS €UHUM apaMeTpoOM BidyaJsizalii npyu NpURHATTI
pimieHHs woo iMnuanTaunii IK/| y nauieHTiB 3 HeileMiu-
Hoto JIKMII.

Byau Takox 3ampomnoHoBaHi goaaTkoBi ExoKI'-mapa-
MeTpH, Ki MOXKHa BBaXXKaTU MapKepaMH PU3UKY LIJIYHOY-
KoBUX Taxikapfi# (IIT) Tta ¢i6punanii muynoukis (OII)
Ha flogaTtok Ao @B JIII. OgHak »0/ieH i3 [UX MapKepiB J10-
CTOBIpHO He 3Mir BIVIMHYTH Ha TaKTUKY BeJleHHs Malli€H-
TiB. HallBa>k/iuBilIMMHK HOBiTHIMH napameTpaMu ExoKT,
110 BTI/MIIOIOTbCSA CbOTOJHI B MPaKTHKY, BK/AOYalOTb GLS
[1] Ta mexaHiuHy aucnepcito [1]. Bysio mokasaHo, mo GLS
€ HallKpall¥M MapKepoM PU3UKY LIJIYHOUYKOBUX apUTMil
y narnienTiB i3 JJKMII Ta uIaeTbcsa [06pUM MPeUKTO-
POM HaBiThb y NaLi€HTIB 3 BifHOCHO 36epexxeHor0 @B JIII
[1]. 36epexeHa amikaJbHA poTalisl Ta BTpaTa Kpy4YeHHS
JIII Takok acoLil0I0THCA i3 3HAYYLUUM peMO/IeJII0BAaHHAM
JII ta ripuroto dpynkuieto JIII, BKa3yo4yu Ha TSHKUY CTa-
niro 3axBopioBaHHsA [1]. MexaHiyHa Aucnepcis Miokap/a
Oysia 3alIPOIIOHOBAaHA SIK MapKep HEeCHPUSTIUBOTO IpO-
THO3Y BHAC/IiIOK apUTMiH (IUB. pUCYHKH 2, 3). MexaHiuyHy
JUCTepCilo BUMIPIOIOTh K CTaHJapTHEe BiAXWUJIEHHA 4acy
Big, kommiekcy QRS Ha EKI' 10 mikoBoro mo3soB»HbOIro
CcTpelHy B 16-cermeHTapHii Mmoaedi JIII. MexaniyHa auc-
nepcisi BiJoMBa€ reTeporeHHICTb CKOPOYEHHS Miokapza
Ta MOXEe acoLilOBaTUCA 3 MNiJABUILIEHUM IHTEpCTULiaJlb-
HUM MioKkapaiaabHUM ¢pibpo3om [1].

MarHiTHO-pe30HaHCHA ToMorpadisi cepisd B IbOMY
KOHTEKCTi € 6araToo6insil04uM MEeTOAO0M JOC/Ii/PKEeHHS B
TOMY CEHCi, [0 B MaLIEHTIB i3 BHeplle JiarHOCTOBAHOIO
JKMII 6e3 ¢penomeny LGE cepeaunu ctinku JIII Bumi
IaHCU Ha 3BOPOTHe pemojesntoBaHHA JIII nmopiBHAHO 3
LGE He3aJie)KHO BiJ CTyIeHS TSXKKOCTi 06'€EKTHUBHOIO KJIi-

hBaupnr‘rﬂ AK

N/6 crin

PucyHok 2. llpuknad KM/ 3
munosum NamMepHOM MEXaHiYyHoi
OUCCUHXPOHIi: 3aHadMo paHHe
CKOPOYEHHS MIUWYHOYKOBOI
nepezopooku (ML) do 8iokpumms
aopmansHo20 knanava (AK) ma
nooosxeHHs nepedHb060K080I
(r/6) cmiHku, wjo npusgooums 9o
8iI0MepMIiHOBAHO020 CKOPOYEHHS UiEl
CMIHKU (8i3yanizauis n03008#HbOI
degpopmauii — 38epHime ygazy Ha
4ac ma Konip HanpsiMKy pyxy KOXHOI
3 docnidweHux cmiHok JiLL) (3a
Donal E. ma cnisasm. [1])
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MexaHdiyHa gucnepcia 51 mc
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A4C

MexaHiyHa aucnepcia 116 mc

MNatonoria

PucyHok 3. MexaHiyHa Oucnepcisi: n03008xHi niku n03008%Hb0I 0egpopmauii docs2arome NiKOBUX HOPMANbHUX
3HayeHb y pi3Hi NpoMixKu 4Yacy 8 nauieHmie i3 IKMIT 3 nidsuuyeHUM pu3uKom WiiyHO4YKo8UX apummili
(3a Donal E. ma cnisasm. [1])

HIYHOTO CTaTyCy Ta CTyneHs AusaTauii Ta AuchyHKLUii
JIII npu noyaTkoBoMy o6cTexxeHHi [1]. Kpim Toro, MPT
Ja€ 3MOry Bi3yaJli3yBaTU BaXK/MBI MapKepu PU3UKY Ha
6araTboxX piBHAX Ha JOAATOK A0 QYHKI[IOHAJIbHUX Ma-
pameTpiB JIII. Hanpuxknag, cucrosiyHa auchyHkuis T
(PBIILI < 45 %) 3a fanuMu MPT € noTyxHUM i He3anex-
HUM IpPeJUKTOPOM HeCNPHUATIMBOIO MPOTHO3Y BHACII-
ok CH y manienTis i3 JJKMII 6e3 kapaioTpaHcmiaHTanii
[1]. ¥ 6ausbko TpeTuHu nauieHTiB 3 JKMII criocTepira-
eTbcsl dpeHoMeH LGE cepegnboro mapy crinku JII, Big-
6uBarouM 3aMicHuM Miokapziodibpos, 1o €
MOTY>XHUM, He3aJIeXXHUM i KkpauuM 3a OB JIII
[1] npenukTOpOM 3arasbHOI CMEPTHOCTI, ceplie-
BO-CYJAMHHOI CMEePTHOCTI, T0Ka3aHb J0 KapAio-
TpaHcmaHTanii Ta PCC [1]. Y nanienTis 3 JKMII
3 ¢eHomenoM LGE cepenHboro mapy CTiHKH
JIIII cniocTepiraeTbca B 4 pa3y BUIIAN PU3UK
PCC, y ToMy 4uc/i peaHiMOBaHOI, 3 KOpeKIi€0
BCIiX IHIIMX NOTEHLiMHUX yCKJIaJHEeHb, 110 CYT-
TEBO IOJIETLIY€E OLiHIOBAaHHA apUTMOJIOTIYHOIrO

PucyHok 4. [i3He nidcunenHs eadoniHiem (LGE,
CMPISIKU) cepedHb020 Wapy MioKapOiansHoi CmiHKu
JILLI, wio cnocmepieaemecs npubau3HO y MpemuHu
xgopux i3 IKMI i € nomy»HumM ma He3anemHuM
npedukmopom 3a2an6HOi CMepPMHOCMI, cepyeso-
CyOUHHOI cMepmHocmi ma kapdiompa+cnaaHmauii, a
makox¢ PCC (Ous. mexcm): A ma b - kiHopexum MPT;
B - nocnidosHocmi LGE; * - nepukapd [1]

(3a Donal E. ma cnisasm. [1])

PU3UKY 3 MOXJ/IMBHMH BaXX/JIMBHMH HACJAIAKaMHU ILIOAO
colliaJIbHOI OXOPOHMU 3/10pOB’sl Ta BUAiIJIEHHS KOLITIB Ha
NeBHi HANPSIMKU JJiarHOCTUKH Ta JIiKyBaHHS (PUCYHOK 4)
[1, 8]. Miokapziodibpo3s cepesHboro mapy ctinku JIII no-
Ka3aB cebe sIK NMOTY)XHUH NpeJUKTOp cepesi LIMPOKOIo
CIIEKTpa CTYIEHIB TAXKKOCTI 3aXBOPIOBAHHA, BKJIIOYAOUU
nauieHTiB 3 anamHe3oM JIKMII 6e3 CH (kxsiac B CH) Ta na-
LIiEHTIB-KaHAUAATIB Ha IMILJIAHTALil0 JJOIOMIXXHUX MeXa-
HiyHUX npuctpoiB [1]. ¥ nanienTtiB 3 IKMII Ta ¢pi6po3om
cepeHbOro MioKapAiaJbHOrO 1apy Mmicad iMIUIaHTaLil
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pecuHXpoHisaninHux npuctpoib (CRT) 6ysa HMKYa Jac-
TOTa PO3BUTKY 3BOPOTHOI'O0 peMOJIe/I0BAaHHSA Ta Tipmui
NPOTHO3 TMOpPiBHAHO 3 mMaljieHTaMu 6e3 ¢peHoMeHYy LGE
3a ganuMu MPT cepugd 3 pesy/ibTaTaMu, MOAIOHUMH [0
narnieHTiB 3 imemiudoro JKMII [1]. Lli gaxi 36iratoTbes 3
JaHUMU MeTaaHaJli3y JIeB’siTH JOC/i/PKeHb, 110 BKJIIOYa-
Jm 6su3bko 1500 nmamienTiB 3 JIKMII, B Akux 6ysio moka-
3aHo, o LGE Mae BUCOKY MPOTHOCTHUYHY L[iHHICTb 111010
3arajJibHOI CMEPTHOCTI, pU3UKY TOCHiTasi3alil BHACTIL0K
CH ta PCC [1]. IleBHi mocaigkeHHSI MPOMOHYBaJIU MeBHI
pedepeHTHi 3HaUYeHHS AJ1 cTyneHs ¢i6po3y AJs nepes-
OGavyeHHS KJIiHIYHUX pe3yJbTaTiB, ajie Ha CbOTO/IHI J1oCi He
iCHye KOHCEeHCYCy 100 HXKHBOI MeXi 1151 cTpaTudikarii
Takux namieHTtiB 3 JIKMII [1]. OxgHak ¢ibpo3 cepeaHbO-
ro mapy miokapaa 3a ganuMu MPT 36epirae cBoe€ sikicHe
NPOrHOCTUYHE 3HA4YeHHS NpU AWHAMIYHOMY clocTepe-
»KeHHI TaKUX XBOPUX, MiATPUMYIOUH KOHIEMNILiI0, 1[0 CTY-
NiHb MOLIHUPEHOCTI Ta JIoKasi3anisa ¢pi6bpo3y TaKoK MoXKe
MaTH MPOTHOCTUYHE 3HAYeHHs [1].

[TocnifoBHOCTI MapaMeTPUYHOTO KapTyBaHHS 3acTo-
COBYBaJsIMCA B rpymnax mnauieHTiB i3 JAKMII pasa kinabkic-
HOTO OIiHIOBAaHHA 4Yacy peJiakcalii eKCTpaLeaoasapHol
o6’emHoi ¢ppakuii (ECV) B HatuBHUX T1- Ta T2-3BakeHHUX
MOCJAiOBHOCTAX. Pe3ysbTaTu AOCAIX)KeHb 3 BUKOPHUCTaH-
HAM pi3HUX T1-3BaK€HUX MOCJiJOBHOCTEN MPHU Pi3HUX
MarHiTHUX MOJIAX Oy/JM KOHKOPAAHTHUMHU I[O/I0 BHUCHO-
BKIiB [IpO BUILi 3HaYeHHA HaTUBHUX T1-3BakeHUX 3HAa4eHb
yacy pesakcauii Ta ECV y nagienTis 3 JKMII nopiBHsiHO 3
rpymnor koHTpoJto [1]. Y marienTis 3 IKMII miokapaiaib-
Ha ECV Bizj61Ba€e BMicT KoJ1arey, 1o 6ysio BepudpikoBaHO
ricTo/I0Ti4HO, Ta MOXe CJAYTYBAaTH SIK NOTEHILiHHUUN HeiH-
Ba3UBHUU MapkKep Judy3Horo iHTepcTHLianbHOTO Gibpo-
3y Ta [AJid MOHITOPUHTY BiAIOBiZAI Ha JIIKyBaHHf, CIpH-

MOBaHe Ha 3BOPOTHe peMojesntoBaHHA [1]. HemomaBHO
OyJ1I0 MPOZEMOHCTPOBAHO, 1110 BULIi 3HAYE€HHS] HATUBHUX
T1-3BakeHUX NOCNiZOBHOCTEN € He3aeXKHUM NIPeJUKTO-
pOM 3arajibHOI CMepTHOCTI Ta MOJiH, acouiiioBanux i3 CH
y Koropri i3 637 narienTis 3 JIKMII [1].

PagioHykJIigHI MeTOAU cepLeBO-CYAUHHOI Bi3dyaJi-
3amii

OdHoghomoHHa emiciiiHa Komn'lomepHa momozpa-
is (SPECT): JIKMII BixsHauawTh cepej, HaWGiIbIINX
$aKToOpiB pU3HKY LIJIYHOYKOBUX apUTMIH, 10 HOXOASATH
Bifi KOMOiHaMil TPUrepHUX MeXaHi3MiB 3amycKy apuTMil
Ta aHATOMIYHOTO CyOCTpaTy MiATPUMKH MNEPCUCTYIO-
4ol apuTMii micsd ii 3amycKy («oCTpiBKU» pyOIeBoi TKa-
HUHM TiCJs NepeHeceHOTo Miokapauty). OfuH 3 Haii-
yacTimux ¢akTopiB, [0 MOXKe 3aMyCKaTH HIJIYHOYKOBI
apuTMil moJsiAra€ B aHOMaJIbHOMY CUMIIaTUYHOMY TOHYCI
cepud. JleAaki faHi mokasa/y, 10 NOpPyUIeHHS CepLeBOl
aZpeHepridyHOi iHHepBaIil MoXke 6yTH AOCTOBIipHUM Map-
KEpOM HeCHpUATIUBOrO MPOTHO3y, 30KpeMa CTOCOBHO
PU3UKY PO3BUTKY 3JIOSIKICHUX IIJIYHOYKOBUX apUTMIH
[1]. PagioizoTonHi MeToau Bisyasisalii MOXyThb MPOJIH-
BaTH CBITJIO Ha CepLeBHUU CUMNATUYHUU TOHYC LLJISXOM
BUKOPHUCTAHHS crnelupiyHUX HEPBOBUX PaZioTpeKepis,
a came 123I-MetaiionbeH3usn-ryaHiguay (1231-MIBG)
(pucyHok 5). Ha miaHapHUX 300paKeHHSAX 3aXOIJIEHHS
1231-MIBG Moxe 6yTH HamiBKiJIbKiCHO OIIiHEHO HIISIXOM
pO3paxyHKy CHiBBiIHOLIEHHS KOHLEHTpalii B cepui Jo
cepenocTtinHg (cmiBBigHOmMEeHHsA H/M) Ta mBUAKOCTI BU-
MHUBaHHS, 0 J03BOJISE OLIHUTU [JI00AJbHY WIiJIBHICTD
KapZiaJIbHUX aJ[peHePTIYHUX PeLenTOoPiB, L]0 aCOL0ETH-
€1 3 HECIPUSTJIMBUM MPOTHOo30M [1].

Ilo3umponHo-emicitina momozpadhis (IIET) nua-
€TbCS pePepEeHTHUM CTaHZAPTOM HeiHBa3WBHOTO OLiHIO-

PucyHok 5. laujieHmka 62 pokis, 3
ioionamuyHoro KMl ma aHamHe3om
WITYHOYKOBUX apumMiti 3 N08MOpPHUMU
enizodamu LLIT: A - 306paxeHHs
nepy3ii miokapda 3a daHumu
CUUHmMuepacgii 0eMoHcMpyromo
20Moz2eHHyY nepy3ito ecvo20 JILL 3a
BUHSMKOM MIHIMA/1bHO20 3HUXEHHS]
nepysii 8 npoKcuManbsHil QingHUi
HUMHbOI cmiHku (SRS 1, HedocmosipHe).
3006paeHHs iHHepeau,i (HUXHI psoKu)
BUSBNISIIOMb EKCMEHCUBHY OiNISIHKY
OeHepeauii i3 3any4eHHIM 60K08oi

ma HUXHbOI cmiHok (SS-MIBG 17) 3
yimkoro HegionogioHicmio iHHepsaui
00 nepgpysii; b — enekmpogizionoziyHe
00C/1i0HEeHHS 8USBUJIO JIOKYCU
NOXOOEHHS apummii Ha pieHi HUMHbOI
ma 3a0Hb060K080i cmiHok JILL [1]

(3a Donal E. ma cnisasm. [1])
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BaHHS afipeHepPriyHOro TOHYCY MiOKapZa, L0 Aa€ 3MOTY
MpOBeJleHHsI aGCOJIIOTHOTO KiJIbKICHOTO OIL[iHIOBAaHHSA
HEPBOBOI CUMIIaTUYHOI aKTUBHOCTI [1]. YHiBepcaibHiCTh
paziorpekepiB [IET mo3BoJsisie BUKOHaHHS KOMGiHOBaHO-
ro JOCJI[PKEHHS IIIJIBHOCTI fIK MpPEeCUHANTUYHHUX, TaK i
MOCTCUHANTUYHUX pelenTopiB. BiANOBIAHO, MO3UTPOHHI
Tpekepu [11C]-rizpokcuedenpun Ta [11C]-agpeHasiH
JONOMaralmTb KiJIbKICHO OLLIHUTH UIIJIBHICTb pelenTopiB
CUMIIAaTUYHUX HepBiB [1], a WiMbHICTh MOCTCUHANTUYHUX
pelnenTopiB Moxke OyTH olLiiHeHa 3a gomomorow [11C]-
CGP12177, 0 € He3a/e)KHUM NpPeJUKTOPOM HeCHpHUAT-
JINBOTO MPOTHO3Y B MaLi€HTIB, 0COBJNBO 10/[0 YACTOTH
po3BUTKY MaHidpecTHOoi CH.

Cneyudbiunicme cimeiinux gpopm JKMIL. TlepHa nia-
rpyna namieHTiB i3 ciMelHOlo HeimeMiuHoto JIKMII mae
reHeTU4YHO ONOoCepeKOBaHy €eTiOJIOTiI0 3aXBOPIOBAHHS,
0CO6JIMBO MAaIiEHTH 3 My TalissMu reda jamid A/C (LMNA).
Y Takux naijieHTiB 3 MyTanigsMu LMNA TunoBo cnocrtepi-
raEThbCsl paHHIN po3BUTOK AB-06Js10Kaj, CynmpaBeHTPUKY-
JIIPHUX Ta LIJYHOYKOBUX apUTMill i IBUJKe Mporpecy-
BanHs JKMII. PanToBa ceprieBa cMepTb apUTMIi4HOTO re-
He3y € JOCUTh MOLIUPEHOI0 Ta YaCTO TPaNIAETbCA HABITh
o po3BUTKY MaHidpecTHoi kapTuHu JKMII [1]. [TopiBHA-
Ho 3 nanieHtamu i3 JJKMII inmoi eTiosorii crpaTudikaris
PU3HUKY LIJYHOYKOBUX apUTMIH y LUX NaLiEHTIB MOTpe-
Oy€ iHIIMX MiZX0iB, OCKiIJIbKU B HUX iCHYE 3HAYHO BULITUH
pusuk PCC. 3umxxenns OB JIII € ay>ke ni3HiM cMMOTOMOM
Ta He MOXKe GYTH BUKOPHUCTAHUM SIK MapKep NPUHHSATTSA
pimieHHs moao immaanTauii IK/,. Ak mapkepu pusuky PCC
OyJ/IY 3aIpPOIIOHOBaHi MOPyIIeHHs MPOBiAHOCTI, YoJsioBiYa
cTaTh, cenTajbHUN peHoMmeH LGE, Hemepcucrtyroui T,
3HKEHHS TOJIEPAHTHOCTI 0 Gi3UYHOr0 HaBaHTAXKEHHS],
BiZiMOBiAHUH reHOTHUI i MpodeciiHUH CIOPT B aHAMHe3i.
To6To pineHHs Mpo nepBUHHY npoodisakTuky PCC muis-
xoM iMmmiaHTanii IK/l y nauientiB 3 LMNA caig npuiimMaTu
noctaTHbO paHo [1]. JlomaTKoBi BisyasisaliliHi Mapkepu
3a faHuMu ExoKT y wiit rpyni nauieHTiB BK/IOYAIOTh CeIl-
TaJbHY AedopMariito (CTpeliH) Ta OliHIOBaHHS MexXaHiy-
Hoi aucnepcii [1].

Ponb cepueBo-CcyaMHHOI Bisyanisauii B npUAHATTI

pilueHHs npo iHTepBeHuii 3 npusoay CH

CRT / JonmomMi>kHi MexaHiyHi mpucTpoi (MexaHiy-
Hui JILI)

PecunxpoHizayiiina mepanis

OuiHoBaHHA 06abHOI ¢yHKuii JILI. 3rigHo i3 cy-
yacHuMHU pekoMeHaanismu, @B JIII vHmxve 35 % € ocHo-
BHUM Noka3zaHHAM AJist CRT [1]. Xoua cborogHi BXxe z0-
BeZieHo, 0 GLS € 4yTinBUM i NOTY>KHUM NpPEeAUKTOPOM
mio6anbpHOi ¢yHKIii JIII, moKu 10 He iCHYE JOCTaTHBO
JIOKa30BUX JIaHUX, I[00 PEKOMEH/JYyBAaTH NEBHY HIKHIO
MeXy HOPMHU [Ji1 BUKOPUCTAHHSA LbOr0 MOKa3HUKa AJid
Binoopy nanienTiB Ha CRT. [loci He 6GyJsi0 MpOBE/IEHO KO-
HOT0 paH/OMi30BaHOIr0 JOCAi[)KeHHS 3 KOHTPOJIbHOIO
rpymnoto, sske 6 AeMOHCTpyBaJio, o iMmmaadTalisg CRT Ha

0CHOBI BU3HaueHHA GLS npu3BoAU/I0 10 3MiHU IPOTHO3Y
B TaKMX NalLliEHTIB.

OuiHwBaHHA perioHasnbHoi PyHKuii JILUI. CRT 3y-
MOBJIIOE PECHHXPOHI3allil0 CKOPpOYeHHS CTIHOK ceplid,
10 MOKpallye Miokap/iaJbHy QYHKIIiI0 Ta CIIPHUSE 3BO-
poTHOMY pemojesntoBaHHI0 [1]. Byso 3anponoHoBaHO
aJITOPUTM OLIiHIOBAaHHA MeXaHI4YHOI JUCCUHXPOHII A4
BHU3Ha4YeHHs KpuTepiiB Binbopy kanaugatiB Ha CRT. Ha
BiAMiHy Bij HecnmenmudiyHUX mapaMmeTpiB, sAKi He mpo-
JAEeMOHCTpPYBaJIU HiIKOI J0aTKOBOI NpeJUKTUBHOI LiH-
HocTi Ha jogaTok a0 EKI-kpuTepiis [1], mapamMeTpy, 1m0
BiI6MBaOTh TUNOBI maTepHu Aedopmariii Ta mokpaury-
IOTbCA Micasd iMMJaHTanii, MOXyTb AOCTaTHbO TOYHO
imeHTHiIKyBaTH NMOTEHIiHHUX «pecnoHAepiB» CRT [1].
30KpeMa paHHE CHUCTOJIiYHE CeNTaJbHE YKOPOYEeHHS
3 BHYTpIilIHIM pyXoM («cemTaJibHe BifIITOBXyBaHHSI»
Ta «CeNTaJbHUU cnanax») [1], paHHE cUCToOJIiYHE YKO-
pOYeHHs Ta pyX BepXiBKHM B HAaNpSMKY Mi3HbOI'O CKO-
podYeHHsI GOKOBOI CTiHKM («amikajibHe TrodgaHHs») [1]
€ MOTYXHHMH NpeJUKTOpPaMH YCHIIIHOI iMIJIaHTaLil
CRT. i naTepHu Jierko Bi3dyaJbHO po3mi3HaoThca [1].
3a HeoOXiAHOCTI MeHII JOCBiAYEH] OMepaTOpPU MOXKYTh
yAaBaTUCA 0 KiJIbKICHUX pO3paxyHKiB OKpeMUX Napa-
MeTpiB [1]. Husbki f03u f06yTaMiHy MOXKYTh JIeMacKy-
BaTH «aliKaJbHe FOWJAHHSA» Ta «CENTaJbHUM cHasax»
Y MEHIIOCTI MaLi€EHTIB, y AKUX TUMNOBY JUCCUHXPOHIIO
BaXKK0 po3misHaTu [1]. MeTtomom Bi3yasisanii Bu6opy
AJisT OL[iHIOBaHHS MexaHiyHOi aAuccuHXxpoHil € ExoKI,
OCKIJIbKM BOHAa MO€AHYE HaMKpally 4acoBY pPO3JiJb-
HY 3[aTHICTb 3 MOXJIMBICTIO KiJIbKICHOTO OL[iHIOBaHHA
3a ponomorow T/l a6o CTE [9]. MPT Ta panmioHnykJigHi
MeTOJIM Bi3yastizanii TakoXX MOXYTb OYTH BUKOPHUCTaHI
I ux nised [1].

Ha Bigminy Big ExoKI Bisyasizalis miokapjiaabHoi
nepdysii 3a gonomororw SPECT 3aGe3mneuye Jivie oJuH
napaMeTp BU3HAYeHHsI MeXaHiuHOI JUCCUHXpPOHIi (dpaso-
BUU aHaJIi3 3i cTaHAapTHOrO BiIXWJIEHHS ), IO € BiATBO-
PIOBaHUM 32 JAHUMH CePiHUX 06CTEXEHbD i JIETKUM JJ151
OTPUMaHHS po3paxyHKy [1].

PerioHasbHa QyHKIiST MioKap/ia MOXke OYTH OI[iHeHa
3a JAHUMH KPUBHUX NETJi «TUCKY-CTPEWHY» 3a AAHUMH
CTE [1], mo, K Oy/10 MOKa3aHO 3a JAHUMU JIOCiKEHB, €
MOB’SI3aHUMU 3i 3BOPOTHUM peMoziesitoBaHHAM micasa CRT
[1]. [lo sikoroO CTyneHd 11 MeTOUKA OL[iHIOBAaHHS 3/laTHA
nepeabavaTH ycix Big immianTarii CRT, me mae 6yTH BU-
3HaueHe y JOCJIipKeHHI 3 KOHTPOJIbHOIO IPYIIOI0 Ta He B
nanieHTiB, akuM CRT iMIIaHTyBaJU 3TiAHO i3 CyYaCHUMU
peKkoMeHjais MU (pUCYHKH 2, 6) [1].

HasiBHicTBb py011eBOi TKAHWHU B MiOKap/i CyTTEBO 3HU-
*)ye edpexkTuBHicTb CRT, [0 Mae 6yTH BU3HAY€HO A0 iMII-
saHTanii. lle Menm BaxkyinBo npu JIKMII (a Takox Baxkye
KiJIbKiCHO BU3HA4YMUTH), HiXk nipu IXC. OpHak MPT y Takux
BUIA/JIKaX € METOJO0M BUOOPY, OCKIJIbKH MOXKe BUSIBJISTH
iHTepcTULiaIbHUN PiObpo3 (KapTyBaHHA B pexkumi T1) ta
HasBHICTb py61eBOi TKAHWHY PH NOCTMiOKapAUTHIHUX
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Haibinew HeraTMeHI Ta HeedeKTHBHI CErMENHTH

sabapBneHi yepeoHuMm. B gaHoMy Bnnagky nicna CRT
ede THBHICTE BOCTaTHRO FOMOreHHa B YCiX cermenTax

EdrexTMBHIiCTE

chyHKUIT MioKapaa

PucyHok 6. Hosutli nioxio 00 8ukopucmaHHs no3008xHb020 cmpeliHy (e106a16H020 Ma pe2ioHansHo20). Kpusi

cmpeliHy po3paxosyrmescs 8i0nogioHo 00 apmepianbHO20 MUCKY ma po3paxyHkie mucky e JILLl (nemns «muck-

cmpelin»). baeamoobiusioyuli nioxid 05 KinbKicH020 OUIHIBAHHA pobomu Miokapda 07151 BU3HAYEHHS NPO2HO3Y
8idnosidi Ha imnnaHmauito CRT (3a Donal E. ma cnieasm. [1])

JKMII [1]. Ha choroziHi HecTava J0Ka30BUX JAHUX 3MYIIY-
I0Th yTPUMYBATUCA BiJi peKOMeH/al il 10 BAKOPUCTAHHS
T1-kapTyBaHHS B pyTUHHIN NOBCAKAEHHIN NIpaKTUL.
IlranyBaHHA IpoLeaAypy
MynbTHcnipajbHa KOMIT'I0TepHa ToMorpadis cepus
MOXKe HeiHBa3UBHO Bi3yaJli3yBaTH KOpPOHapHi BeHHU 3a
noTpe6u IJIAHYBaHHS poO3TallyBaHHs esekTpoAiB JILI
nepen npoueaypot [1]. Ti6puani mMetogu Bizyasnizanii
MOXYTb BUKOPUCTOBYBATHUCA [Jid 3iCTaBJE€HHS aHATOMIil
KOPOHAPHOTO0 BEHO3HOIO pycJja 3 XUTTE3LATHICTIO Mi-
okapga 3a Aanumu [IET Ta ans kapgiasbHOoro ¢asoBoro
aH”aJsi3y 3a JaHuMU cuHxpoHizoBaHol SPECT ps4 HeinBa-
3UBHOI'0 KOHTPOJIK iMIIaHTaLjii esekTpogis JILL.
Biagnosige Ha Tepariio Ta 3BOPOTHe peMo/je/II0BaHHA
Jls miABUILEHHS 4acTOTH 3aJ0BiJibHOI BifoBiAi Ha
CRT MOXyTbh BUKOHYBAaTH CIPOOHM aTPiOBEHTPHUKY/ISAPHOI
Ta LIYHOYKOBO-1LJIyHO4YKoBoOi (VV) onTumisarnii 3 MeToro

nigBuuenHs epektuBHocTi CRT. AB-onTumizanisas moxe
KOHTPOJIOBATUCH ITiJ Yac Bidyastisanil aaxoM JOCATHEH-
HA MaKCHMaJIBHOIO 4acCy TPAHCMITPa/IbHOI'O AiacTOJIiY-
HOT'0 HallOBHEHHS a60 M0JJ0BXXeHHS Yacy BUKUAY 3 METOI0
36inb1IeHHa yaapHoro o6’emy (YO) [1]. VV-onTumizanis
MOXX€ KOHTPOJIIOBATUCA WULJIAXOM aHa/i3y perioHajbHOI
nedopmarii. IcHye obGMexxeHa Jo0Ka3oBa 06asza woA0 ix
edeKTiB Ha MporHo3 y Takux nanieHTiB [1]. [lpunuHen-
HSl «aliKaJbHOr'0 FONJJaHHS» Ta «CENTAJbHOTO CHANAXY»
€ HeralHMMHU MapKepamu ycnimHol iMmanTanii CRT ta
NpeMKTOPaMU 3BOPOTHOrO peMOJie/II0BaHHA M INOKpa-
meHHs1 BKuBaHOCTI [1]. ExoKT' € meTogoM Bisyasizauii
BUOOPY BCiX QYHKILIOHAIBHUX CIOCTEPEXEHD Mic/as iMII-
nanTarnii CRT.

Ha fmopaTtok A0 KJIiHIYHOTO MOKpalleHHS Ta 36i/b-
IIeHHsI BUKUBAHOCTI JOBrOTPUBAJIMMHU 03HaKaMH J106poi
BiAnoBizi Ha iMmnyianTauito CRT € 3pocTanns ¢yHkuii JILI
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Ta 3MeHILIeHHs Horo 06’eMiB. OCTaHHI 4acTO CympoOBOKY-
I0TbCsl HOpMasli3alli€l0 TOBIIMHU CTiHOK, a caMme 306iJb-
meHHAM ToBIMHKU MIIIT Ta 3MeHIIeHHAM TOBLIMHHU 60-
koBoi ctinku JIII. ExoKI' € MeTog0M «mepiuoi JiHil» AJs
JOKYMeHTallii Takoro «3BOPOTHOTO peMOJeI0BaHHS».
Xouya MPT moxe MaTH BULLy TOYHICTb, ajle pyTUHHE 3a-
crocyBaHHA MPT cepys B mali€HTIB 3 iMIIJIAHTOBAaHUMHM
eJIeKTPOHHUMM NPUCTPOSIMU He € ONTHUMaJbHUM MifXo-
JIOM YHAaCJiZJOK TOTO, 110 fIKiCTb 300pa’kKeHb MOXeE MOpY-
LIyBaTHCS 3a paxyHOK apTedaKTiB BiJf METaJleBUX YACTHH
npuctpoto [1]. 3aranom MPT y maiieHTiB i3 mTy4YHUMHU
BogisiMmu putMy (ILIBP) Ta IK/] € 6e3mne4yHo0 3a yMOB BUKO-
HaHHSA B eKCHEPTHHX LeHTpax [1]. 3a10BIIbBHUM 3 TOUKH
3opy ycnimHoi imnuianTanii CRT BBaKaeTbCs1 3MeHIIIEHHS
KiHneBo-aiactosivHoro o6’emy JIII > 15 % npoTsirom nep-
IIOTO POKY micss immiadTanii. Cori mam’ssTaTy, 10 HaBiTh
MEeHUIMH CTYNiHb 3BOPOTHOr'O0 PEMO/EJNIOBAHHSA B OJHUX
MalLliEHTIB MOXe acolLil0oBaTHCA 3 MOKpaleHHAM POTHO-
3y, a B iHmUX - cTab6inizania posmipy JIlI, To6To 3anmo6i-
raHHA NOJAJbIIOMY HETaTUBHOMY PEMO/e/II0BaHHIO, BXKe
MO’Ke BBa)XKaTHUCS TepaneBTUYHUM ycrixoMm [1].

JonomixcHi npucmpoi JILI

OuniHwBaHHA NanieHTa. BifgcyTHicTh TsXKKOI JucC-
¢yukuii I Ta TpukycniganbHoro kianana (TK) € Bia-
MOBiAHUMU KPUTEPIAMU AJ BU3HAYEHHS, YU NiJXOAUTH
NalieHT AJsd iMIJIaHTalil AOMOMIXKHOTO MeXaHi4HOro
npuctpoto JIII (LVAD) [1]. [IpoieMOHCTpPOBAHO, IO TIO-
30BXKHii cTpedH [l € KOpUCHUM Ta € He3aJEeKHUM
npeauktopoM [lll-HemocTaTHOCTI micaA iMIIaHTaLil
LVAD [1]. ExoKI' € MeTomoM Bi3yausizarnii BUGOpPY [Jis 1mo-
YaTKOBOT'O OI[iHIOBaHHS MopdoJiorii Ta GyHKIii cepus y
kanaugatie Ha LVAD (ta6uuni 1, 4) [1]. Po3mipu I11II mo-
TPiOGHO PYTHHHO OIiHIOBATH 3a JIONOMOI0I0 TPAJAUIiHHOT
ExoKI' y B-pexxuMi 3 BUKOPUCTAHHSIM KiJIbKOX aKyCTHY-
HUX BiKOH, a BUCHOBOK Ma€ MiCTHUTH fAKiCHI i KiJbKicHi
napametpu [1]. 3D-ExoKI' Mmoxke 6yTH iHGOpMaTHUBHOIO
B JIabOpaTOPisiX 3 BiATIOBIIHUM JIOCBiZOM Ta HEOOXiJHUM
o6stagHaHHAM [1, 9].

EkcTpakapzia/ibHi aHaTOMIYHI CTPYKTYPH, TaKi 9K Ma-
ricTpaJibHI CyIUHU, MOXKYTb Bi3yasi3yBaTHUCs 3a JONOMO-
roto MPT cepus a6o MCKT (K10 B maInieHTa € iMIiaHTo-
BaHi npuctpoi) [1].

JIluHaMiyHe ciocTepeKeHHs NaLi€HTIiB

OkpiM omniHloBaHHS MopdoJorii JiBuX i mpaBux Bij-
JiiB cepls B nanieHTiB 3 iMnianToBaHUM LVAD ciif Bu-
3Ha4yaTH y B-pexxuMi 3 ogHOUaCHOIO fonieporpadi€ro Ka-
HroJ1i LVAD B JIIII 3 MeTO0 QpYHKIIIOHAIBHOTO OI[iHIOBaHHS
po6oTu mpuctpoio (Tabuaui 5, 6) [1].

BropuHHa (BigHOCHA, pyHKIioHA/IbHA) MiTpasibHa
perypritanis

BTopuHHa MiTpasbHa perypritanis (MP) € BaxxinBo
npo6seMoro y nanieHTiB 3 JIKMII, noeneHa ii yiTka mpo-
THOCTHUYHA POJIb.

MitpanbHa perypritauiga npu JKMII 3ymoBJsieHa He
MATOJIOTIEI0 CTYJIOK MiTpasipHOro Kiaanada (MK), a cume-

Tabnuusa 5
06em ExoKI-docnioneHHs neped imnaanmauiero LVAD

1.1l ra MWIN

Po3mip i mopdonorisa JILU: mae 6yt He 3aHaATO ManuM i 6e3
NiABULWEHOT TPAaBeKyNAPHOCTI Ta BHYTPiLLHbOMOPOXHUHHOIO
TpoMmb03y.

Cnip, nepekoHaTuCS, WO HeMaEe anikanbHoi aHeBpu3amu JILL Ta
fedexty MLUM

2.n0w
Ounatauis MLW.

CucronivyHa pucdyHkuis MLU: oLiHIOBaHHS € LOCUTb CKNAAHUM
Ta nepenbayae 060BM3KOBE BU3HAYEHHS TUCKIB Y ManoMy KON
KpoB00biry (MOCTHaBaHTAXEHHS), @ TAKOX fAKiCHe Ta KiNbKicHe
OLiHIOBaHHS BCiX LOCTYMHMX NapaMeTpiB, BKIOUYAKUM Cy6KOC-
TanbHWU AOCTYN

3.Mepencepas, MMM ta HMNB
Cnig BuknounTM TpoM603 ByLwka JIM, BOB abo pedext MMM

4. KnanaxHa natonoris

bynb-9Ki KnanaHHi NpoTesu (Cnif YHUKATV MEXAHIYHKX).
CryniHb aopTanbHOI perypritauii cig ouiHBaTU HaA3BMYAHO
peTenbHo. Moxe 6yTn HeobxigHoto YCExoKT.

Yci iHWi knanaHu He NOBMHHI ByTW CYTTEBO NATONOMYHUMM
abo Mae 6yt 3annaHOBaHa XipypriyHa KopekLis BaAuM Nif Yac
imnnanTauii LVAD (ocobnunso TpuKycniganbHoi perypritadii)

5. AopTa Ta Bpoa)XeHi Baau cepus

Cnin, BUKNIOYUTU QHEBPU3MUM A0PTH, PO3LUAPYBAHHS, aTEPOMMY,
KOapKTaLii, a TakoxX 6yab-sKi MOBinbHi 06€MHI yTBOpEHHS (po3-
rnaHyTM HeobxigHictb YCExoKT)

IIpumimka. BOB - BigkpuTe oBanbHe BikHO; MIIII - Mmixknepeaceps-
Ha neperopoaka; LVAD - nonomixkHuit npuctpit JIII («MexaHiu-
Huii» JIII); HIIB - HUKHSA NOpOXKHUCTA BEHa.

Tabnuusa 6
Mosiugi ycknaoHeHHs nicas imnaadimauii LVAD
OnepaTop NOBUHEH BOJ'IOJJ,iTl/I HaBUYKOK CUCTEMATUYHOIO Ta

NPULINBHOMO CneLiani3oBaHOro OLiHOBaHHA nauieHTiB 3 LVAD i
3HaTU NPO IMMNAAHTOBAHWUM NPUCTPIlM Ta aHaMHe3 NaLieHTa

1. MepukapaianbHuii BUNIiT 260 rematoMa

TamnoHaga cepusq npussene fo komnpecii MU Ta 3HMKEHHS
iHTerpany niHiviHoi weuakocti notoky (VTI) y BUHOCHOMY TpakTi
L. OuiHoBaHHA Nepukapaa Cnif NPOBOAMTM 3 BUKOPUCTAH-
HaM ycix poctynHux ExoKT-BikoH (UCExoKT 3a notpebu) Ta 3
OLLiHIOBaHHSIM BMKMAY 3 MPaBWX BigAinis cepus

2. JIll-HepoCTaTHICTb, NOBI3aHa 3 NepeHaBaHTaXeHHaM JILL
BaknIMBMM € NOPIBHAHHS NOCNILOBHUX CEPiM LOCNIAKEHD:

a) B-pexxum Ta 3D-ExoKT: 36inbweHHs po3mipis JILL; nigsu-
LLEHHS Yacy BiAKPUTTS aOpTanbHOro KnanaHa; 36inbleHHs
obemy JMM;

6) nonneporpadig: NiABULLEHHS WBUAKOCTI PaHHLOrO AiacTo-
NiyHoro HanoBHeHHA (nik E); 36inbweHHs cniBBigHoweHb E/A
Ta E/€’; 3MeHLWeHHs Yacy CnoBifIbHEHHSI PaHHbOI AiacToNiYHOI
xBuAi E; 36inblueHHs CTyneHs TKKOCTI BiAHOCHOI MP; niagu-
LLEHHS CUCTONIYHOrO TUCKY B NlereHeBin apTepii
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MpopoBxeHHs Tabn. 6

3. NW-HepoCTaTHICTD:

a) B-pexwumM: 36inbweHHs po3Mipis ML, 3HMXKEHHS cucTonivHOI
dyHkuii MW, Bucokmit Trek y MM (amunatauis HMNB/3cys MMM
BNiBO) Ta BUrMHaHHA MLUI BniBo;

6) ponneporpadis: 36inblIEHHs CTyneHs THKKOCTi TP, 3Hu-
xeHHs YO y BTTILW, 3HmkeHHS npuToky no kaHtoni LVAD Ta/
abo weunakocTi BiaTOKY (< 0,5 M/C Npu TAXKIM HEAOCTATHOCTI);
BMCOKI LIBMAKOCTI B KAHIOi NPUTOKY acOLitOOTbCS 3 MOAIEH,
NOBAI3aHOH0 i3 HacocHo dyHKuieo LVAD.

NB: «3aBMCOKa» HacocHa weunakictb LVAD Moxe cnpuaty Hepo-

cratHocTi ML 3a paxyHok 36inbweHHs TskkocTi TP (3cys MLLUM)
Ta/abo 3a paxyHoK 36inbleHHs nepefHaBaHTaxeHHs ML,

4. HeapekBaTHe HanoBHeHHs JILLI a6o HagMipHe po3BaHTaXeH-
Ha JIlW

Mani po3smipu JIW (Tvnoso KAP < 3 cm Ta/abo 3HauHui 3cyB
MLUM y 6ik JILL). IcHye Hebe3neka HenpaBubHOI iHTepnpeTaL,i
(HepocTaTHicTb MU Ta/abo 3aBMCOKA A9 YMOB HaBaHTAXKEHHS
WBMAKICTb Hacoca)

5. LLinyHoukoBa eKTonis, iHAyKOBaHa HacocHow (yHKuieo LVAD
BrknukaeTbca HegoCcTaTHLO HanoBHeHMM JILLU Ta MexaHiuHUM
BNAMBOM KaHNi Nputoky B eHaokapai J1LW, tunoso 3 MLUM,
YCYBAETbCA LWSXOM 3HMXKEHHS LWBWMAKOCTI Hacoca

6. TpuBana aopTanbHa HeAOCTaTHICTb, NOBA3aHa 3 LVAD
KniniuHo 3Hauywwa (Big MOMIipHOI A0 TSHKKOI), XapaKTepU3yeTbCs
LIMPUHOI vena contracta AP > 3 MM; noxoaKeHHs: 36inbLleHHs
po3mipy J1LL Ta BigHOCHe 3HMxKeHHs YO y BTTILL, He3Baxatoum
Ha HOpManbHi ab0 NiABULLEHI MOTOKM B KaHHONi NpUTOKY Ta/abo
B LUNAXY BiATOKY

7. MP, nos’'a3ana 3 LVAD:

a) NepBMHHA: MEXaHiYHA B3AaEMOJAIN KaHJi MPUTOKY 3 KnanaH-
HWM MiTpasIbHUM anapaTomM;

6) BTOpUHHA: BigHOCHa PyHKLioHanbHa MP, noBi3aHa 3 Hepo-
CTaTHIM po3BaHTaxeHHaM J1LL Ta Tpusanoto CH

8. BHyTpiwHboCcepueBi TpoM6H
JTokanizauig: /1M Ta M1, Bepxiskosi Tpom6bu J1LL, TpoM6B03 Kope-
HS aopTH

9. MNopyLieHHs KaHIoNi NPUTOKY:

a) B-pexxum 1a 3D-ExoKI: maneHbka abo TypbyneHTHa 30Ha
MPUTOKY B KaH/0 3 360 6e3 03HaK 10Kani3oBaHOi 06CTpyK-
TUBHOI TpabeKynsapHOCTi Miokapaa, NpUNernMx KOMMNOHEHTIB
MiTPanbHOro KNanaHHOro anapaTty (XopAau, NaninspHi Ma3u;
NOPYLIEHHN NO3uLii KaHtonNi);

6) nonneporpadis: BucokowsuakicHui notik y KAK abo cnek-
TpanbHOMY fONNepi B 30Hi BXiAHOro OTBOPY KaHoni. € pe3ynb-
TaTOM XMBHOT NO3ULIT KaHIONi, NOPYLIEHHS BCMOKTYBaHHS abo
iHWKX NpuYnH 0bcTpyKLii nputoky B LVAD: KK 3 dheHoMeHOM
HaKMaAeHHa CnekTpiB (enier3uHr) Ta WBKAKICTIo noToky B MX/,
> 1,5 M/c;

B) HM3bKa WBMAKICTb MPUTOKY (3HAYHO 3HMXKEHWI NMiKOBUM
CUCTONIYHMI Ta BNIM3bKKIA A0 HYNS AiaCTONIYHUIA NOTIK) MOXYTb
BKa3yBaTM Ha BHYTpIiLWHi TpomM603 KaHtoni abo 6inbl aucTans-
Hy 06CTpYKLit0 B UMpKynaTopHii cuctemi LVAD. Jonneporpa-
GbivHMI Npodinb NOTOKY MOXKe BUMNALATU BiAHOCHO «6e3ne-
pepBHUM» (3HWXKeHa (a3HiCTb Ta MyNbcaLllis)

10. MopyweHHA B WAAXY BiATOKY
TMNoBO BMHMKAE BHACNIAOK 0BCTPYKLii abo 3ynnHKKM Hacoca:
a) B-pexxum (YCExoKT): BisyanbHo nepervH abo Tpomb03;

6) ponneporpadis: nikoBa WBKAKICTb y Micui BiATOKY > 2 M/C Yy
LinaHUi 06CTpyKLii Ta pi3KO 3HWXKeHWI abo BiACYTHIM gonne-
PiBCbKUI CUTHan, SKLWO NpobHuii 06’em ponnepa BiacyHyTV aani
Bif, Micus obcTpykuii. DeHOMeH KOMBIHYETbCS 3 HeAOCTaTHIMMK
3MiHamu YO y BT Tta/abo ovikyBaHMMM 3MiHaMK po3MipiB
JIW npw 3MiHi wemakocTi poboTn Hacoca

11. AucdyHKuia / 3ynMHKa Hacoca:

Q) 3HWXKEHI WBMAKOCTI MOTOKIB Y KAHIONiI MPUTOKY Ta LWASXaX
BiaToky npu KK Ta cnekTpanbHii gonneporpadii abo, npu
3YMMHLI HAacoca, 3BOPOTHIM [iacTONIYHMIA NOTIK;

6) 03Haku WweKnakoro nporpecyBaHHs CH: aunatauia J1LWU, no-
ripweHHs TskkocTi MP i TP 1a/ab0 36inblueHHS WBUAKOCTI

TP; ocnabneHa BigNoBiAb Ha 3MiHY WBKWAKOCTI po60TH Hacoca:
3HMXKeHHS ab0 BiACYTHICTb O4iKyBaHMX 3MiH NiHiMHUX PO3MipiB
N (KAP)

AnantoBaHo 3a Estep Ta cnisasr. [1].

Ilpumimka. AP - aoptanbHa perypritauis; BT/l - BHHOCHHUI
TpakT JiBoro mayHo4yka; BTIILI - BUHOCHUI TPaKT NpaBoTO LLIY-
Houka; K/JIK - kosibopoBe fonsiepiBcbke kapTyBaHHs; 111 - npase
nepeacepas; [1X/] - noctiliHo-xBuboBUH Aomep; TP - Tpukycni-
JanbHa HEJIOCTATHICTb.

TPUYHO a60 acuMeTpU4HOIO Auaartanieto JII. JiarHoc-
TUKy MP c1iji BUKOHYBaTH HeralHo J10 TOro, K JUCHYHK-
uis JII crane 3aHaaTo Tsxkko10. Akio JII crae HagMipHO
JWIaTOBAaHUM i3 TSXKKUM 3HIKEHHAM Horo ¢yHkuii, MP
BTpPaya€ CBOIO MPOrHOCTUYHY 3HA4yIicThb [1].

BigHocHa MP BuMarae peTasbHOTO OLiHIOBaHHS (pH-
cyuku 7, 8) [1]. Bigomo, mo MeuKkaMeHTO3Ha Teparis Ta
CRT 3zaTHI CyTTEBO BIJIMBAaTH Ha CTYIIHb TSXKKOCTI MP.

Axuro MP siMmaeTbes TSXKKO Ta MaHipeCTHO Mmicas
BCiX iHTEepBeHIil, MOTPiGHO PO3TIAAATH MOXKIUBICTH 1 Xi-
pypriuHoi abo nepkyTaHHOI KopekIiil. 3TiJHO 3 peKOMeH-
pauismu ESC 3 BeieHHd KJ/allaHHOI MAaTOJIOTII pU KJacy
IIbC moka3aHa mepKyTaHHA NpoleAypa «Kpan-o-Kpar»
abo xipypriuHa KJiamaHHa IJIaCTUKA MiC/as peTebHOTO
OI[iHIOBaHHSA NMOKa3aHb 0 LVAD a6o kapzioTpaHcIIaHTa-
1ii, 3a/1e2KHO Bif iIHAMBIyaJbHUX XapaKTePUCTUK NaLli€H-
TiB 3 TsKKOI0 pyHKIioHaabHO MP Ta @B JIII < 30 %, mo
JIMIIAIOTBCA CUMITOMHHUMHY, He3BaXKal04M Ha ONTHUMaJlb-
HUH PEXUM MeIMKaMEHTO3HOTO JIiIKyBaHHA (KoJieriaJbHe
KOMaH/iHe pileHHs).

[cHy10TB EeBHi pOo361XHOCTI Mi>k EBpoNeicbKUM Ta aMe-
PUKAHCbKUM NiJX0AAaMU y BU3HAUYEHH]I TAXKKOI BTOPUHHOI
MP [1], 1o 3yMOBJIEHO HEIOCTATHICTIO JOKA30BUX JaHHUX.
HemopaBHi gocaimkenns Mitra-FR Ta COAPT po3BosisiioTh
BBaXkaTH, 110 06'eM perypritauii (OP) > 45 m Ta/a6o mio-
ma edpeKTUBHOrO perypritytodoro otBopy (EPO) > 30 MM? €
[IOKa3aHHAM /J/1 [IepKyTaHHOI IMIJIaHTaLlii KJIIICU MiTpa/ib-
HUX CTYJIOK y CUMIOTOMHUX mnauieHTis i3 ®B JIII > 20 %,



JNasopuwmHeup B. B. / MynstuMoganbHa Bisyanizauis B giarHoctuui, ctpatudikalii pusmnky Ta BeLEeHHI NaLi€HTiB... 93

PucyHok 7. MPT cepus 8
anikaneHit 4-kamepHid no3uyii
8 KIHO-pexuMi 8 nayieHma 3
LKMIT | msaxkoro cucmoniyHoro
oucyHkuyiero ma nosHoro BJTHIIT
8 diacmony (A) ma cucmony

(b). B - 3pi3 no kopomkiti oci
JLLI 8 cepeduHHOMY 8i00ini

3 BUKOPUCMAHHAM AHANI3Y
MKAHUHHO20 mpekiHay. [ - kpusi
padiansHoz0 (nonepe4Ho20)
cmpeliHy (%), wo 8i00bpaxyoms
CcmyniHb OUCCUHXPOHIi:

CUHI CMPINIKU 8KA3YOMb HA
OuccuHxpoHir Mix MLUM ma
bokosoto cminkoro JILL [1] (3a
Donal E. ma cnisasm. [1])

PucyHok 8. layienmka 75 pokie

3 i0ionamuyHoro KM 3
nokazanHamu 0o CRT ma IK/].
Yepes Kinbka poKis, He38aMar4U
Ha OMT, soHa doci mae CH Il
@yHKuioHanbHo20 knacy 3a NYHA
ma 6invue U HewodagHo byna
20CNimanizosaHa 3 npugody
eocmpoi CH. TTExoKT 6yna
donogHeHa YCExoKTI, aki danu
3Mo2y onucamu cgepu3auito

JILL (@B JiLll 35 % ma kiHyeso-
diacmoniyHum po3smipom JiLL

6,4 cm). ChepudHe peMoOento8aHHs
JILL npusseno 0o nidms2y8aHHs
ma meHmirzy 060x cmynok MK.
Cmynku MK € iHmakm+umu

6e3 #0oOHUX Moppono2idHUX
nopyuweHs, ane nomik pe2ypaimauii j
gidnosioae OP 45 mn 3 EPO binslie
20 mMM?, i3 nokanizauieto omgopy
pezypaimauii nepesaxHo 8 OinsHui
ceemeHmie A2 ma P2 (3a Donal E.
ma cnieasm. [1])

MiTpannHe
KinLie

0Cc06JIMBO SIKIO CTyMiHb MP € BumuM, HiXK o4iKyBasocs
BiamoBigHO A0 cTynens gunaranii JIII [1].

AJleKBaTHICTh KOKHOr0 3 MeTO/iB Bidyasizanii g0
BHUMOT OLliHIOBaHHA nanieHTiB 3 JIKMII

€BponercbKi KpUTepii BAKOPUCTAHHS CepLeBO-CyUH-
Hoi Bisyasizanii (CCB) 6ysin po3po6JieHi fyke JleTaJbHO

DiacTona '
- WL

>
i
”

[ccwHaparia = F
|
Eokosa cTidxa

[1]. Ue¥ nokyMeHT 3abe3neyye JiMiie NeBHI paMKH 1100
NPUUHATTA pilleHHA NP0 BUKOPUCTAHHA Pi3HUX METOJiB
Bisyausizauii y nauienTiB i3 CH, siki moieHHO TpanisiioThb-
Csl B pyTUHHIH KJiHIYHIN npakTuli. OgHaK BiAnoOBigHICT
pi3HMX HeiHBa3WBHUX MeTOAIB Bidyasaizauii npu JKMII
JleTaJIbHO paHille He BUBYastacs. Ak i npu 6yb-sKii eTio-
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Jjiorii CH CCB Mmoke BUKOPUCTOBYBATHCA Y MALiEHTIB
i3 JIKMII nif yac pisHOMaHITHUX KJiHIYHUX ClieHapi-
iB Ta B pi3HUX yMoBax: a) AJid AiarHoctuku JKMII;
6) AU MJIaHyBaHHS JIIKyBaHHS Ta BU3HAYEHHS MO-
KazaHb 0 iMmtaHTanii npuctpoiB (CRT/LVAD); B)
JJI1 AUHAMIYHOI'O CIOCTepeXKeHHS Ta OLiHIOBaHHA
epeKTUBHOCTI JIiKyBaHHA nanieHTiB i3 JIKMII (pucy-
HOK 9). AleKBaTHICTb 3aCTOCYBaHHS KOXXHOTO 3 Me-
TO/IB Bi3yaJsii3allil MoKe 3aJieKaTH BiJi YyPreHTHOCTI
MoKa3aHb 0 Bisyausizanii, crazgii JIKMII (moksiHiuHa
abo MaHipecTHa), BUPAKEHOCTI CUMITOMAaTHKHU Ta
HeOoOXiTHOCTI CKpUHIHTY.

[IpoBeZieHO HeOCTATHLO JOCTiKEeHb, IKi O Tec-
TyBaJId MiaxoAu Ao JikyBaHHs JKMII Ha ocHOBI Bi-
3yastisallii mopiBHAHO 3 Gi/IbII eMIiIPUYHUMH HiJX0-
Aamu. JliTepaTypHi AaHi JAalOTh 3MOTY NPUNYCTUTH,
o0 MeToU Bidyasisariii, oco6smmBo ExoKI, Hacipas-
Ji He 37IaTHI MOKpauuTy Bifgo6ip nmanieHTtiB Ha CRT.
OpHak MeTonaM Bi3yasizauii gexasi Gisbllle CTalOThb
TOYHIIIMMHU i3 3pPOCTAHHAM MOTEHIL[IMHOTO0 KJIiHIY-
HOT'0 3HaUYeHH{ OLiHIOBaHUX NIapaMeTpiB.

IlepcieKTUBM Ta BUCHOBKHU

He3Baxar4yu Ha neBHI NOKpallleHHA y Bi3yaJisa-

PucyHok 9. Hamuere T1-kapmysarHs (MOLLI) 6asansHozo 8iddiny

JI no kopomkiti oci 3i 36ibWEHUMU 3HAYEHHAMU MOBWUHU 11l Td TEHETMHHIA AIaTHOCTHIY, ICHYIOTb CKJIaAHOII
MILLIM. O6racme iHmepecy 0ns T1-kapmysaHHs Ao 3aCMOCy8aHHS BIJHOCHO A1arHOCTHUKH, 'eHETHIHOI T4 I1HMIIOL €TI0~
2adonitito - 1136 mc (A). T1-KapmysaHHs nicns KOHMPACMYBAHHS. Jniorii, HaBiTh BusHaveHHs /IKMIIL Xoua HewopaBHO

O6nacme iHmepecy 456 mc (b). B - kopomka gicb 6a3016H020 8i00iny 6yJ10 3aNPONIOHOBaHe HOBE NePeIr/sAHyTe BU3HaYeH-
JILL nicns kKoHMpacmysaHHs 3 Ni3HIM NiOCUNEHHAM cepedHb020 Wapy Ha JKMII [2], ujo BKJIIOYa€e CTBOPEHHSI HOBOI KaTe-
Miokapoa (woemi cmpinku). [ - KiHo-pexum 6azansbHoeo giddiny /L ropii rinokiHeTHYHUX HeAuaaTaniiuux KMII, neBHi
no kopomkiti oci [1] (3a Donal E. ma cnigasm. [1]) acreKTH JI0Ci IMIAKTHCA He3' sCOBaHUMU. My/IbTH-

1. | (A) Bescumnromni nawientw f Aucdyrruia ALL IXC / emmarae cneyndivnore nikysaHHA

N\ i

BurnioueHHA iwemii [ Etionoria

CimeliHe
Crpec-ExoKr MPT MCKT PH theHOTMNYBaHHSA
glz-uin Talabo
A®H /[ ®apm.  (Crpec) reHoTUNYBaHHA

BignosigHo A0 KAIHIYHWX BUMOT Ta PIBHA NOHENLHOT EKCNEPTHIK

I

2. | OujHka nporHoay [ BegenHa [/ CnocrepeskeHHa P il

KnanaHmu
1 Npaeuid WayHouoK
3.  OuiHka nokazaHb A0 AONOMIMHHMX NpHCTROTE MexaHiusi gonominei npucTpol

XapakTepWCTHHA TKAHMH
4, CHpHHIHr poguyis nayieHTa

PucyHok 10. PekomeHA08aHA «W/1SIX08A KApMA» BUKOPUCMAHHS MyAbmumModansH020 nidxody 8 diazHocmuuyi
ma ouyiHosanHi IKMI1 (3a Donal E. ma cnieasm. [1])

Ipumimxka. J®H - no3oBaHe pisnyHe HaBaHTaXeHHs1; PH - pagionykiigHa.
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MoJiaJibHa Bi3yaJiizallisi B KOMOiHaIii 3 TeHeTUYHUMH JI0-
CJIKEHHAMU MOXe BiZlirpaBaTH KJKO4Y0BY POJIb B OLiHIO-
BaHHi JJKMII (quB. Tabaunio 1; pucyHok 10).

Ilell JOKyMeHT He CTaBUB Ha MeTi JieTaJIbHUH PO306ip
nudepeHniaabHoro aiarHoly JKMII, 3a BUHATKOM ilre-
MivHoi eTiosiorii KMII. OgHUM 3 HalCKJIaJHIIINX MOMEH-
TiB AOCI 3a/IMIIAETHCA 3JaTHICTh 0 PAaHHbOI AiarHOCTUKHU
JKMII, mo Ma€e mpuBeCTH 10 6i/ibI epeKTUBHUX MPodi-
JIaKTUYHOI Ta JIiIKYBaJIbHOI CTparterii i3 3amo6iraHHaM
XUOHUX JIiarHO3iB i XMOHUX iHTepnpeTalin ¢piziosoriyHMX
BapiaHTIB 3axBOpIOBaHHA. /[BoMa MNpUKJIaJaMHU TaKHUX
MOXKJIMBUX iHTeprnpeTarlii € Mogudikailis reometpii JILI
y «Cipi#i 30Hi», 10 CIIOCTepiraeThCsA y ciopTcMeHiB [1], Ta
4acTo CKJIaAHUM aiarHo3 HekoMmmakTHoro JIII 3 BizoMum
PU3HKOM rilep- Ta rinoZiarHoCTUKU. YHipikoBaHe BU3Ha-
YeHHA [iarHOCTUYHUX KpuTepiiB HekomnakTHoro JIII
JIVILE OYIKYETHCA BiJi pe3yJIbTaTiB JOCIiPKeHb, 110 JO0Ci
TpuUBawThb [1].

B ycix ckiagHUX CUATyaliix peKOMEHJ0BaHUM € 3a-
CTOCYBaHHsI He MeHIIle IBOX Pi3HMX 3aco6iB Bizyasisariii,
nepeBaxkHO ExoKT Ta MPT. Lli MeToAy Haial0Th BaXX/JIUBY
B32aEMO/IONIOBHIOIOUY iH$OpMaLil0 Ta MalOTh PEryIsPHO
BUKOPHCTOBYBAaTHUCS B KOMOiHalii B 0JfHOT0 ¥ TOT0 caMo-
ro Mnali€eHTa 3 MeTOI0 YA0CKOHaJIeHHS AiarHOCTUKH.

JlopaTkoBi oC/TipKeHHS MaloTh IOMOMOTTH OGUPATH
HaKbi/IbII pesieBaHTHE 3aCTOCYBaHHS KOXKHOT'O 3 METO/iB
Bi3yaJsizaliii mpu BeJleHHi nauieHTa 3 migo3poto Ha JKMII
abo 3 y»Ke MiATBep/PKEHUM AiarHo3oM [1, 2].

[TanienTiB 3 migo3pow Ha JKMII caig HanpaBasaTH B
crnenjanizoBaHi NEHTPH, [0 MOXKYTh 3a6e3MeYUTH MYJlb-
TUAWCUMIVIIHAPHUIN NiAXiJ A0 paHHbOI AiarHOCTUKH, 3a-
nobGiraHHsA rinepAiarHOCTUIN, aJleKBaTHe CiMelHe KOH-
CYy/IbTYBaHHs, cTpaTtudikalilo MporHo3y Ta, HapeIlTi,
ONTUMaJIbHe JIIKyBaHHA Malli€eHTA.
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Multimodality Imaging in the Diagnosis, Risk Stratification and Management in the Patients
with Dilated Cardiomyopathy.

Practical recommendations

Working group: Lazoryshynets V. V., Potashev S. V., Fedkiv S.V., Rudenko A. V., Vitovskiy R. M., Rudenko K. V.,
Rudenko S.A., Hrubyak L. M., Mazur O.A., Chizhevskaya O. O.

National M. M. Amosov Institute of Cardiovascular Surgery of the National Academy of Medical Sciences of Ukraine,
Kyiv, Ukraine

Abstract. Dilated cardiomyopathy (DCM) is defined by left ventricular (LV) or biventricular dilation with systolic
dysfunction in the absence of abnormal loading conditions or coronary heart disease significant enough to explain
these alterations. This is a heterogeneous entity, often with a genetic background. Cardiovascular imaging is extremely
important for diagnosis, prognosis and risk stratification, as well as further treatment and management guidance.
Multimodality imaging approach assures the most comprehensive evaluation of all the issues related to DCM. The present
paper aims to provide detailed recommendations for the use of multimodality imaging according to clinical requirements
from the standpoint of modern evidence-based data and adopted to existing practice in Ukraine. Choice for one or the
other imaging method should be based on the very clinical condition and individual context. “Clinically relevant” imaging
techniques as well as “applicable” tools are distinguished. There are still certain gaps in the evidence base on the influence
of multimodality imaging upon the management and treatment of the patients with DCM. Therefore, ongoing research is

of big importance.

Keywords: dilated cardiomyopathy, prognosis, treatment, echocardiography, cardiac magnetic resonance imaging,

nuclear imaging.



