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Kapaiomionarii — e rpyna HesananbHMX 3aXBOPIOBAHD CEPLS, AJS IKMX XAPAKTEPHi ypa)KeHHS MioKapAa i3 cynyTHim
po3BuTKOoM cepueBoi HegocratHocTi (CH) i apuTtmii, a Takox 36inblueHHs cepueBux kamep. Y pasi po3BuTKy kapaiomionarii
BMHUKAIOTb MOPYLUEHHS LWMPKYNSALii KPOBi N0 BCbOMY OpPraHiamy, LL{O HEFATUBHO NO3HAYAETLCA HA HOro PpyHKLiOHYBAHHI

T4 CTAHOBUTb 3Arpo3yY XXUTTIO nauieHTa. ToXX BaXKNMBO SIKHAWLWBUALLE AiarHOCTYBATU BKA3AHY NATONOrIIO, W06 BYACHO
BXXMTH BiANOBifiHUX TEPANEBTUYHUX 3AXOAIB Ta 3aN06irTM NnoaanbLLIOMY NPOrpecyBaHHI0 XBopob6u. Po6oua rpyna excnepris
i3 nikyBaHHs kappaiomionariii Eeponeiicbkoro Toeapuctea kappaionorie (ESC, 2023) po3zpo6una HACTAHOBY LLLOAO BeAEHHS
nauieHTiB i3 kapgiomionariasmmu, MeToI0 9KOI € HAAAHHSA PEKOMEHAALiH LLoA0 0CO6NMBOCTEN AiArHOCTUKY | BUCBITIIEHHS
acnekTiB Tepanii Ha nigcTaBi akTyanbHoOi foka30Boi 6a3u. Lle nepluuia Benmka mkHaOpOAHA HAOCTAHOBA CTOCOBHO
MeHeKMEHTY XBOPUX Ha kapaiomionarii, 3a BUHATKOM po3ainy 3 AiarHOCTUKM 1 NiKyBaHHs rineprpodiuHoi popmu, akui

€ OHOBREeHoIo YacTuHoto aokymeHTa ESC (2014). MponoHyemo A0 BawwOi yBAry Knio4oBi MOMOXXEHHS IUX PEKOMeHAALiN, aKi
6yno ony6nikoeaHo y eupgarHi European Heart Journal (2023; 44: 3503-3626).

OHOBJIEHI KJIIOYOBi IUTAHHS, HA SIKUX OYJIO
30CepeKEHO OCHOBHY yBary poooyoi rpynu
excrniepTiB ESC mig yac po3poOKu HaCTaHOBMU:

1. HoBuii onuc (heHOTUIIIB KapaioMionariii,
30KpeMa quiaTaliitHol / HeauIaTaliitHol Kap-
nioMionarii tiBoro nutyHouka (JILL), a Takox
HAroJIOLIeHO Ha POJIi OLiHIOBAaHHS pyOIliB Mio-
KapJa LIUIyHOUKiB 3a JOTIOMOI0l0 MarHiTHO-
pe3oHaHcHoi Tomorpadii (MPT) ceprs.

2. AKIIEHT Ha IUISIXy MEHEIKMEHTY Malli-
€HTa — BiJl MEPBUHHOTO OLIiHIOBAHHSI CTAaHYy
Ta AiarHOCTUKM JI0 BiIMOBIIHOTO JiKyBaHHSI,
(hoKyc Ha BaXKIMBOCTI pO3IISIY KapaioMiomarii
SIK IPUYMHU MOLIUPEHUX KITIHIYHUX O3HaK
(nanpuknan, CH, aputmii), a Takox 3acTocy-
BaHHsI OaraTornapaMeTpUYHOrO IIiIXOMy IIiCIIs
BU3HAUYEeHHS (DeHOTUITY IIJIs BCTAHOBJIEHHS
€TIOJIOTIYHOTO JIiarHO3Y.

3. OHOBIIEHI peKOMEHIallil 11010 KJIiHiv-
HOTO Ta FTeHETUYHOTO KaCKaTHOTO CKPUHIHTY
IUTSL pOIMYiB OCi0 i3 KapaioMiomnaTisiMu.

4. 3ocepemKeHo yBary Ha KapaioMionarisix
YIPOOOBXK YChOTO XUTTS (SIK y IiTel, Tak
i B 10pOC/InX, 30KpeMa B IiepeXiqHuii nepioxn),
a TaKOX PO3IJISIHYTO pi3Hi KJIiHi4YHI cTamil
(mpuxoBaHa, sIBHa, KiHIIeBa Ta iH.).

5. HoBi pexoMenpaitii mmomo crpatudika-
wii pusuky panrosoi cepueBoi cmepTi (PCC)
3a pi3HUX (PeHOTUIIIB KapaiomMionariii, 30kpeMa
B IMTSIYOMY Billi, aKIIEHTOBAHO POJIb TCHOTUTTY
B OLIiIHIOBaHHI pU3UKY PanTOBOI CMEPTi.

6. OHOBJICHi TIOJIOXXEHHS IIOIO JTIKYBaHHS
ob6cTpykuii BuximHoro Tpakty JIII 3a rimep-
TpodiuHoi KapmioMiomnarii ([KMIT).

7. MyabTUAMCUMTUTIHAPHMIA MiAXi 10 JTiKY-
BaHHSI KapioMionariii, y IIeHTpi SIKOTo — maiti-
€HT Ta MOro poauHa.

Y HacTaHOBI 30cepeaXeHOo yBary Ha reHe-
TUYHUX KaplioMionaTisix, mpoTe onmucaHui
CUCTEMHUIA MiJXif 10 NiarHOCTUKU TOTIOMOXE
KJTIHIIICTaM BCTAaHOBUTHY TOYHUIA TiarHO3,
1110 TAKOX MO€ OXOILJTIOBATH HETEHETUYHI
NPpUYMHU PO3BUTKY XBOpOoOU (3amalibHi,
TOKCUYHi Ta MYJIBTUCUCTEMHIi 3aXBOPIOBAHH).
OckinbKu Kapaiomionartii MOXYTb CHiBiCHYBaTH
3 illIEMiYHOI0, KJIAIIAHHOIO Ta TilepTOHIYHOIO
TaTOJIOTI€I0, TO HASIBHICTD OJIHIET HE BUKITIOYAE
iHIII01.

JIOKyMEHT MiCTUTb CUCTEMAaTU30BaHi MOJI0-
SKEHHS 00 MEOAUYHOI Ta METUKO-COLiaIb-
HOI IONIOMOTHY, pO3p00JIeHi 3 BUKOPUCTAHHSIM
METOJ0JIOTi1 JOKa30BOI MEAUIIMHU HA OCHOBI
MiATBEPAXKEHHS 1X HAMIIHOCTI Ta TOBEAEHOCTI,
1 Mae Ha MeTi 3a0e3MMeYnT HaJaHHS JOIIOMOTH
JIKapIo i malieHTy B MPUMHATTI pallioOHATbHOTO
pillIeHHSI B Pi3HUX KJIiHIYHUX CUTYaLlisIX.

Y tabnuusix 1 i 2 npeacTaBieHo Kilacu peko-
MEHJallili Ta piBHI JOKA30BOCTi, 110 JieXaThb
B OCHOBi HACTAHOBM.

@enomunu Kapgiomionamii
lineptpodpiuHa kapaiomionaris
I'KMII Bu3HavyaeThCs K 30iablIEHHS
toBuuHM ctinku JIII (i3/6e3 rimepTpodii
npasoro nuryHouka [[TLL]) abo itoro macu,
1110 He MOSICHIOETHCS BUKITIOYHO aHOMAJTbHUMM
ymoBamu HaBaHTaxkeHHs (Elliott et al., 2008).
V mopocnux ripo '’KMII cBimunTth TOBIIMHA
crinku JIII >15 MM y Oyab-sIKOMY CEIrMEHTi
MioKapna, 1110 He MOsSICHIOETHCS JIMIIE YMOBaMU
HaBaHTaXXeHHs. Y pa3i MEHILIOTO CTOBILEHHS
cTiHku (13-14 MM) NOTpiOHE BCTAaHOBJICHHS
iHIIMX O3HAK, 30KpeMa CiMeifHOTO aHaMHE3Y,
TeHeTMYHMX JaHuX Ta BimxwieHb Ha EKT. s
ninTBepaxeHHs miarHo3y TKMII y miteit
toBIMHA cTiHkM JIIL Mae Ha nBa cTaHOApTHI
BiIXMJIEHHS TepeBUIIYBAaTH MTPOTHO30BaHe
cepenHe 3HaueHHs (Kampmann et al., 2000).

AmaatauiitHa kapAiomionaris

HunarauiiitHa kapaiomionarist (JJKMIT)
sBisie co6oto po3mmpenHst JIL i HasBHICTD
r1006a1IbHOI 00 perioHapHOI CUCTOJIIYHOI
JMUCGhYHKII, 1110 He MOSICHIOETHCS] BUKJTIOUHO
aHOMaJIbHMMY YMOBaMM HaBaHTaXXeHHSI (SIK-OT
apTepianbHa TilepTeH3is1, IaToJIOTis KJIalaHiB,
BpOIIXEeHa Bajia ceplist) abo pO3BUTKOM illieMiu-
Hoi xBopoou cepiis (Elliott et al., 2008). dyxe
pinko munarauis JII BuHuKae 3a HopMaJIbHOI
pakuii Bukugy (PB) Ta 6e3 pemoaenoBaHHs
«CTIOPTUBHOTO CEPLIs», IO MOXKE OYTH PAHHBOIO
o3Hakoo JIKMII. [nkomu po3BUBaIOTHCS AMIa-
Tauist Ta pucdyHkuis [T, ane e He € yMoBoIO
TSl BcTaHOBNeHHs niarHosy JKMIT.

Axuio nunaTainis abo IOpYLIEHHS pyXy
CTiHKM 0OMexKeHi abo nepeBaxkaroTs y I11L,
CJTiJ pO3IJISIHYTH HMOBIPHICTh apUTMOTEHHOI
kapaiomiomnarii ITHI (AKIILL).

HeamaaTaujirina kapAiomionarisi AiBoro
LLAYHOYKaA

Y nonepenHiii HactaHoBi ESC (2014)
3aIm04aTKOBaHO HOBY KaTeropio 3aXBOPIOBAaH-
H$I — TMOKiHeTUYHY HeluIaTaliiiHy Kapaio-
miomariro (Pinto et al., 2016). [Tpu4rHOIO 1ILOTO
0OyJ10 Te, 10 paHime BusHaueHHs JIKMIT mano
HU3KY 00MexXeHb. BoHO BUKJTI0UAJI0 TeHETUYHI
11 HaOyTi opy1LIeHHS SIK TPOMiXHi (PeHOTUTIH,
110 He Bi/IITOBiTal0Th CTAHAAPTHIM BU3HAUCH-
HSIM 3aXBOPIOBaHb, MOMPU HasSIBHICTh ypa-
>KeHHS MioKap/ia 3a TJaHMMU BizyalizalliiHuX
YU TICTOJOTIYHUX TOCIiIXKEeHb. SIK HaCTiIoK,
1o HactaHoBu ESC (2023) BBeeHO TepMiH He-
JiaTaliitHoi Kapaiomionarii J1iBoro HutyHouKa
(HAKJILL), o nomaTKoBO BUPI3HSIETHCS Ha-
SIBHICTIO 200 BiICYTHICTIO CUCTOJIIYHOI UC-
(yHK11i1 (r7106a1bHOI / perioHaJIbHOI).

I3onpoBany nucdynkiito JII 6e3 pyo1is
TeX CJIiJ pO3TsigaTy B il NiarHOCTUYHI I
kareropii. ®enorrn HAKJIII Bu3HayaioTh
SIK HasIBHICTh HeimeMiunux pyouis JILI a6o
3aMillleHHsI )KUPOBOIO TKAHUHOIO He3aJIeKHO
Bill NIOOAIbHUX / periOHaJIbHUX MOPYIIEHb PYXY
CTiHKM 200 i30J1b0BAHOI IJIOOATBHOI MiMOKiHe3i1
JIL 6e3 py6uis. @enorun HAKJILI oxorutoe
0cib, SIKMX paHillle OIMUCAHO SIK THX, XTO Ma€
JAKMII (ane 6e3 nunarartii JILIT), aputmoreH-
Hy KapIioMionartilo JIiBOro LIUTyHOYKa, JIiBOJO-
miHaHTHY AKTTII a6o aputmorenny JKMIT
(npoTe yacTo 6e3 BiAMOBITHOCTI JiaTHOCTUYHUM
kputepism AKIILL).

ApuUTMoOreHHa KapAiomionarisi npaBoro
LLUAYHOYKaA

AKIITII Bu3HavyawoTh 9K HAABHICTbH
repeBaxkHO auiatailii Ta/a6o nucyHKIii
11 3a rictonoriyHOTO ypaxkeHHs Ta/abo

enexkrpokapaiorpadiuaux (EKI') BinxuieHn
BIIMOBITHO O BCTAHOBJIEHUX KpuTepiiB (Mar-
cus et al., 2010).

Komncencychi kpurepii AKTIII nepenbavarors:

o nucdynkuito [T (rmodanbHy ado perio-
HaJIbHY);

® TIiCTOJIOTIUHi 3MiHU y BUTJISIII (hiOpO3HO-
>KAPOBOTO 3aMilllEHHST Kap/1iOMiOILUTIB;

e EKT-o3Haku;

e IUTYyHOUKOBY aputMito (I111A) i3 IT111;

e HasIBHICTb CiIMEIHMX 3aXBOPIOBaHb Ta/ab0
MMaTOTeHHUX BapiaHTiB T€HiB 6CMOCOMAJlb-
HUX OiJIKiB.

Ilin yac po3risany KiaiHiYHOI MapagurMu
AKIIHI doxkyc i3 Tsxxkoro ypaxeHHs [TL
i 3mosikicHoi 1A 3MicTUBCS Ha IIMPIITY KOH-
LIETIIiI0, SIKa OXOIUTIOE MPUXOBaHi a00 cy0-
KJIiHiYHi (peHOTUNU Ta OIBEHTPUKYJSIPHE
YY1 HaBITh JIiBOJOMiHAHTHE 3aXBOPIOBAaHHSI.
Lle 3yMOBMJIO MTOSIBY HOBOTO 3arajlbHOTO Tep-
MiHa «apUTMOTEHHa KapaioMionaTisi». Tepmi-
HoM AKIIII moxHa mocyroByBaTUCS IS
OMMUCY MAToJIO i1, 32 K01 AWIaTallis HLTYHOUYKIB
a00 TMopYIIeHHS PyXy CTiHKU IepeBaxkHO
oomexytorecs TTI i3/6e3 ypaxenns JIII.

PecTpukTHBHaA KapAiomionarTis

PectpuxkruBHa kapaiomionaris (PKMIT)
BM3HAYAEThCS SIK PECTPUKTHUBHA MaTodizio-
Jiorist iBoro ta/a6o ML 3a HopMasibHOTO 260
3HUXKEHOTO HiaCcTOoIiYHOro 06’emMy (0IHOTO
a00 000X IJIYHOYKiB), HOPMaJIbLHOIO abo
3HMKEHOTO CHUCTOJIIYHOrO 00’ €My Ta HOP-
MaJIbHOI TOBIIMHM CTiHKY 1uTyHouka ( Elliott
et al., 2008). PKMII 3a3Buyait BUpi3HSIOTbCS
30iTbIIIEHHSIM IBOX Tepenacepab. CuctoniyHa
¢yukuis JIII moxe 0yTu 36epexeHa, ane
CKOpOYYBaJIbHA 3aTHICTb PiIKO IMTOBHICTIO
BimmoBigae HopMi. PecTtpukTrBHa naTodizio-
JIOTist MOXXe BUSIBJISITUCS HE TTPOTSITOM YChOTO
nepebiry XxBopoOu, a Juiiie Ha MOYaTKOBii
cranii (Rapezzi et al., 2022).

IHKOMM pecTpuKTUBHA NAaTO(i3i0JI0Tisa MOXe
pO3BUBATHCS Y MALIIEHTIB i3 TEpMiHAIBHOIO
cragieto 'KMII i JIKMII.

IHWIi 03HAKM Ta CMHAPOMM
T'inepmpabexyaayis JII. TepMmiH «i30160-
BaHa HEKOMITAKTHICTb JIiBOTO LILLIYHOUKa»
(IHJILT) BUKOPUCTOBYIOTb JIsI OMUCY LILTY-
HOYKOBOTO (DEHOTUITY, IKOMY TIpUTaMaHHi
BUpa3Hi TpabeKyJaMu i IMOOKi MixXTpabe-
kyJssipHi kutneHi JIL. Y neskux naiieHTiB
aHoMaJbHa TpabeKyJisipHa Oyn0Ba OB’ s13aHa
3 IWJIATAlli€l0 i CUCTOIIYHOI0 TUCHYHKILIEIO
JIII. Yacrto IHJILL € ciMeiiHOIO 03HaKOIO,
a TaKOX CBiTYUTH PO HASIBHICTh HAOYTOTO,
a iHozi TMMYacoBoro (peHOMeHy HaaMipHO1

Tabnuus 1. Knacu pekomeHngauiin

Knac Bu3HAYEHHS

Po3’sacHeHHs

Knacl|
€ KOPUCHUMM TQ eDEKTUBHUMM

Hokasu Ta/abo saransHa 3ropa CTOCOBHO TOTO,
L0 NiKYBAHHS YY1 NPOLEAYPA MAIOTb NEPEBATH,

PexomerpgosaHo abo nokasaHo

Knacll {lla, Ib)
npoueaypu

Cynepeunusi nokasu 1a/abo po3bixHOCTI B
LYMKOX LLOAJO KOPUCTi / epeKTUBHOCTI NikyBAHHS 4u

Cria (lla) 060 moxHa (lIb)
PO3INAHYTH

Tlokaan abo 3aransHA 3roaa, Wo NikyBaHHs

Knac lll 4 NPOLEAYPA € HEKOPUCHUMM / eDEKTUBHUMM, He pekomeHaoBaHo
Q B A€AKMX BUNOAKAX MOXYTb BYTH LIKIANUBAMM
Tabnuus 2. PiBHi poka3oBocTi
PiseHb BusHaueHHs
PiseHb A [aHi, OTPUMOHI 3 6araTbox PAHAOMIZOBAHMX KIiHIYHUX BOCAIAXEHD ab0o MeTaaHanisis
Pisers B [laHi, OTPMMAHI 3 OAHOTO PAHAOMIZ0BAHOTO KIIHIYHOTO BUNPOBYBAHHSA B0 BEAMKMX
HEPAHAOMI30BAHUX LOCAIAXEHD
Pises C KoHceHcyc nymok ekcriepTis Ta/ab0 AaHi, OTPUMAHI 3 HEBENMKMX PETPOCMEKTUBHMUX
AOChifXeHb, PEECTPIB

KAPAIOJIOIIA

PEKOMEHOAL|I

tpabexynsuii JIL (manpuknaza, mix yac
BariTHOCTI 200 mic/is iHTeHCUBHOI (Di3UYHOT
akTUBHOCTi) (van Waning et al., 2019;
de la Chica et al., 2020).

OnHak, Ha IyMKY poOouoi rpyIy eKCrepTiB
ESC (2023), IHJILL He € kapaiomionaTi€to,
a paniie — ii GpeHOTUITIOBOIO 03HAKOIO, SIKa
MOXe BUHUKATH SIK 130JIbOBAHO, TaK i B MO-
€JHaHHi 3 iIHIIMMU aHOMAaJliIMU PO3BUTKY,
rinepTpodielo MITyHOUKIB, AUTATAIliEl0 Ta/a00
cucroniyHoto aucdyHkuiero JILI. Tox 3 osimy
Ha BiICYTHiCTh MOPGOMETPUYHUX JJAHUX 100
KOMITIAKTHOCTI LIJTYHOUKiB, PEKOMEHIOBaHO
BUKOPMCTOBYBATU TEPMiH «TiMepTpabeKyIsIiIist
JII» (Faber et al., 2021; Anderson et al., 2017).

Cunopom Taxouyy6o. CHHIPOM TPaH3UTOP-
Horo 6anoHyBaHHs BepxiBku JII, a6o cuH-
npom Takoly0o BUPi3HSIETHCS TIEPEBaXKHO
TPaH3UTOPHOIO PETiOHAIBHOIO CUCTOIIYHOIO
IUCPYHKIIIE€I0, AUIATALIEO i MiITOKiHE3i€0
BepxiBkuU Ta/abo cepenHix Bimainis JILL 6e3
00CTPYKTUBHOTO YpaskeHHsT KOPOHApPHUX apTe-
piii 3a qaHuMu KopoHaporpadii (Lyon et al.,
2016). BinxpuricTs 3apeecTpoBaHUX BUTIAMI-
KiB TPaIUISIETHCSA Y 3KiHOK IiCJISI MEHOIIay3M.
CuMnToMaM 4acTo nepeaye eMoliiiHui abo
dizmunmii crpec. ®yukuia JIII 3a3puyvaii
HOPMaJIi3y€EThCS MPOTATOM JIEeKiIbKOX IHIB
YU TUXKHIB, peUMAMBU TPATUISIIOTLCS PilKoO.
[lonioHa 3BOpoTHA TMCPYHKILIS MioKapaa
iHKOJIM BUHMKAE B OCi0 i3 BHYTpillIHbOYEpETI-
HUM KPOBOBUJIMBOM a00 iHIIMMU FOCTPUMM
MOPYIIEHHSIMU MO3KOBOT'O KPOBOOOITY.

Cunapom Takoiy6o 1lie Ha3uBalOTh Kap/Iio-
MmionaTieto Takoiry6o abo cTpecoBOO Kapmio-
Miomnarieto. [1pote 3 orisay Ha TpaH3UTOPHUI
XapakTep LIbOTOo MPolieCy, podboya rpymna ekc-
nieptiB ESC (2023) He pekoMeHye Kinacudiky-
BaTH HOTO SIK KapAioMioTaTilo.

Kni4osi npusuunu giazHocmuxu
MeToam oujiHIOBaHHS

JliarHOCTUYHUM MinXia 3a MEHEIXKMEHTY
MAIli€HTIB i3 KapJioMionarielo rPyHTYETHCS
Ha iHTepripeTallil KJiHIYHUX Ta iIHCTpyMeH-
TaJbHUX JaHUX JJIs1 BCTAHOBJIEHHS €Tioso-
TYHOTO AiarHO3Yy Ha OCHOBiI (heHOTUTTY JIJIsT
MpU3HAYEHHS iHAWBIAYyaTbHOTO JIIKyBaHHS
(Rapezzi et al., 2013).

Yci manieHTH i3 migo3proBaHo0 abo BCTa-
HOBJIEHOIO KapiioMionaTiero MaloTh MPOX0-
JIUTH CUCTEMAaTUYHE 0OCTEXEHHSI, SIKe Tiepe-
Oayvae:

e KIIiHiYHE OLIIHIOBAaHHS CTaHY;

e QaHAaJli3 pOIOBOY;

o EKTI'-mocmimkeHHS;

® TOJTEPiBCbKE MOHITOPYBaHHS;

e J1abOpaTOpHi aHalli3u;

e MyJBTUMOJQIbHY Bidyasisalilo (kaac
pekomendayii I, pieenv doxazoeocmi C) (Elliott
etal., 2016).

3okpema, B ycix oci0 i3 Mizo3poro Ha Kapjio-
MiOIIaTiI0 PEKOMEHIOBAHO OLIIHUTHU CiMEHUI
aHaMHe3 Ta CTBOPUTU reHealoTiYHe 1ePeBO
3 BiITBOPeHHSM 3-4 rokoJiiHb. Lle monermye
JliarHOCTUKY, BU3HAUEHHS ETIOJIOTi1, XapaKTepy
YCTaAKYBaHHS Ta pPOJWYiB ITPYNU PUBUKY (Kaac
pexomendauii I, pisens dokazoseocmi C) (Ranthe
etal., 2015; van Velzen et al., 2018).

BukoHaHHSI pyTUHHUX JJaOOPaTOPHUX
JIOCJIIIXKEHb € NOLIJbHUM B yCiX MallieH-
TiB i3 Mig0O3pIOBaHOIO A00 ITiATBEPAXKEHOIO
KapaioMionaTi€ero AJj1s1 BCTAHOBJIEHHS €Tio-
JIOTii, TSIKKOCTi 3aXBOPIOBAaHHS, a TAKOX
TIOJIETIIEHHSI BUSIBJICHHS eKCTpaKapIialbHUX
03HaK Ta OliHIOBAaHHSI BTOPUHHOT AIUCHYHKILiT
opraHiB (kaac pekomendayii I, pisenv doka-
3060cmi C).

¥V BCix XBOpHX Ha KapAioMioIaTilo peKOMeH-
JIOBaHO BUKOHYBATH KOMIUIEKCHE OLIIHIOBAHHSI
pO3MipiB ceplisl, CUCTOIYHOI (T7100aIbHOI,
perioHasibHOI) Ta AiactosiuHoi ¢pyHkuii I/
TT mix yac sIK TEpBUHHOTO OOCTEXEHHS,
TakK i MOJAJIBIIIOrO CIIOCTEPEXKEHHSI 1JISI MOHi-
TOPUHTY MPOTrpecyBaHHS 3aXBOPIOBAHHS
Ta JOTIOMOTH y cTpaTudikallii Ta KOHTPOJIi
pusuKy (kaac pexomendauii I, pisens dokazo-
socmi B) (Alba et al., 2020; Pieles et al., 2019).

MpogosxeHHs HA HacT. crop.\




KAPAIOJIOrIA

PEKOMEHOALII

[Moyarok Ha nonepeHik crop.\

OKpiM TOrO, MalieHTaM i3 KapioMiomnartieio
Ii1 Yac MePBUHHOIO OIISIAY CJIiJi BAKOHATU
MarHiTHO-pe3oHaHcHY Tomorpadito (MPT)
ceplist 3 KOHTPaCTyBaHHSIM.

CuuHturpadist (CKeHyBaHHS) KiCTKO-
BOi TKaHUHMU i3 3,3-nudocdoHo-1,2-mpo-
TMaHIMKapOOHOBOO KUCJIOTOM0, MipodocdaTom
Y1 rigpokcuMeTmiIeHAn(pochoHaTOM peKOMEH-
JTOBaHa JUIsl TTOJIETILIEHHS TiarHOCTUKHU B OCi0
i3 I03pOI0 Ha TPAHCTUPETUHOBUIA aMiJIoino3
(rknac pexomendauii I, piserv doxazosocmi B) (Hutt
etal., 2017; Gillmore et al., 2016).

leHeTUMYHEe KOHCYAbTYBaHHS
i TecTyBaHHS

[eHeTyHE KOHCYIBTYBaHHS, 1110 TIepea0adae
HaJaHHS BiANOBiAHOI iH(opMallii malieHTaMm
IIJIS1 CTTIJTBHOTO TIPUIAHSITTS PillleHb, a TAKOX
IICUXOCOLIaIbHY IiATPUMKY, pEeKOMEHIOBaHe
ciM’sIM 3i craIKoBOO a00 MiT03PIOBAHOIO CIaj-
KOBOIO Kap/1ioMiomnari€lo, He3aJ1eXHO Bill TOro,
4 € IToTpeda B TeHETUIHOMY TEeCTyBaHHi (kaac
pexomenoauii I, pisens doxazoeocmi B) (Bordet
et al., 2020; Ison et al., 2019).

TeHeTHYHE KOHCY/IBTYBaHHS MalOTh OTPH-
MYBAaTH BCi MalliEHTH, IKUM BUKOHYIOTb
TeHEeTUYHE TeCTYBaHHS Ha KapjioMiorarito
(mo Ta micyst o0cTexXeHHs) (Kaac pekomeHoa-
uii I, pisens doxaszosocmi B) (Catchpool et al.,
2019; Christian et al., 2018).

[eneTuyHe TecTyBaHHS Ha KapAioMioIaTiio
Ma€ BUKOHYBATUCS i3 3aJTyYEHHSIM MYJIbTHU -
JMCIUTUTIHAPHOI KOMaHM, 30KpeMa (axiBlIiB
i3 IOCBiIOM Y METOIOJIOTii Ta KTiHIYHOMY I'eHe-
TUYHOMY TeCTYBaHHi, iHTepIIpeTallii BapiaHTiB
MOCTiIOBHOCTEH TO1110 (Kaac pekomendauii I,
pieens dokazoeocmi B) (Furgan et al., 2017;
Reuter et al., 2018).

Lls mpouienypa pekoMeHIOBaHa MallieHTaM
i3 CUMIITOMaMH, 1110 BiATIOBiZalOTh AiarHOC-
TUYHUM KPUTEPiSIM KapAioMionarii; y TakKux
BMIIAIKaxX TeCTYBaHHS Ja€ 3MOTY BUSHAUUTH
JIiarHO3 i MPOrHO3 MATOJIOr i1, IPOKOHTPOJIIO-
BaTU PENPOAYKTUBHE 3J0POB’Sl XBOPOTO,
a TaKOX (SIKIII0 MOXJIMBO) BUKOHATH KacKamHe
TreHEeTUYHE OLIiHIOBaHHS POAUYiB (K1ac pexo-
Mmendauii I, pisens doxazoseocmi B) (Knight et al.,
2020; Ho et al., 2018).

KpiM Toro, reHeTUHE TECTYBaHHS AOLIIbHE
3a TOCMEPTHOI €KCIEePTU3H, 1110 MOXKE TOo-
JIETIIATY BeIEHHS POAMYiB TIOMEPJIOTO Y pasi
BUSIBJIEHHSI Y HOI'O KapAioMmiomnarii (kaac

pexomendauii I, pisenv doxazosocmi C) (Isbister
et al., 2022; Williams et al., 2020).

SIK110 B TMallieHTa Ha MiIcTaBi TeHETUIHOTO
00CTeXXEeHHsI BCTAHOBJIEHO JiarHO3 Kapdio-
Mionarii, TOpOCIUM POAUYAM IPYIU PUSUKY
CJTil peKOMEeHIyBaTH KacKagHe TeHETUYHE
TECTYBaHHSI 3 KOHCYJIBTYBaHHSM (ITOYMHA-
104U 3 TIEPIIOTO CTYIEHS CIIOpinHEeHHS) (Kaac
pekomendauii I, pieens dokasoseocmi B) (Alfares
et al., 2015; Groeneweg et al., 2015).

CBOE€I10 4eproro, HeMae NoTpedr BUKOHY-
BaTH HiarHOCTMYHE TeHETUYHE TeCTYBaHHS
y heHOTUN-HEeraTUBHUX POIUYiIB XBOPOTO
Ha Kapaiomionariio 6€3 10CTOBIpHOTO FeHEeTHY -
HOTO JiarHo3y B CiM’1 (kaac pexomendayii 111,
pisenb dokazoeocmi C).

KoMnnekcHuii nigkig go BeOenns nawienmis
i3 Kapgiomionamiamu
MixaAucumnaiHapHi acnekTm

BeneHHs naiieHTiB i3 Kapaiomionariero
NoTpedye CKOOPAMHOBAHOTO, CUCTEMAaTUYHOTO
Ta iHAUBIAYaBHOTO MiAXOLY ISl 320€3MeYeHHS
OITHMi30BaHOI JOITOMOTY MIKIUCIUTIIiHAP-
HOI KOMaHIu eKCrepTiB (kaac pexomendauii I,
pisens dokazoeocmi C) (Cardim et al., 2011;
Barriales-Villa et al., 2016). ITepexin Bix eTammy
HaJIaHH$ MEeAIaTPUYHOI 10 10POCIOl JOTTOMOTH
i yac BeJeHHS MiUTITKIB i3 KapaioMiorna-
Ti€l0 Ma€ OYTU CBOEYACHUM Ta aleKBaTHUM
(kaac pexomendauii 1, pisenv dokazoeocmi C)
(de Hosson et al., 2021).

TepaneBTUUHI 3aX0AM BIANOBIAHO
AO Pi3HUX KAIHIYHUX YMOB
Tpancnaanmayis cepys. OpTOTOMNIYHA TPAHC-
TUTaHTallis ceplisi pPEKOMEH0BaHa XBOPUM
Ha KapJiomiomnarito i3 moMipHoto / Tspkkoto CH
¢ynkuionansHoro kiacy III-1V 3a kpurepismu
Hrio-Mopkebkoi acomianii cepust (NYHA)
(knac pexomendayii I, pieenv dokazosocmi C)
(McDonagh et al., 2021). Lle moxyTh 6yTH na-
uienty 3 PKMIT i TKMIT i HopmanbHoo OB
JIL, ane TsokkrMuU, pedpakTepHUMU 10 hap-
MAaKOJIOriYHOro JlikyBaHHs cumntomamu CH,
CIIPUYMHEHUMH iaCcTONIYHOIO AUCHYHKILIEIO
(Marstrand et al., 2020; DePasquale et al., 2012).
Taxkox OpTOTOMiIUHY TPAaHCILIAHTALIIO CEPLIsT
JIOLIbHO BUKOHYBATH MallieHTaM i3 KapaioMio-
MaTie€lo Ta BaxXKoBmiIikoBHoIo 1IIA, pe3uc-
TEHTHOIO 10 MEIMKAMEHTO3HO1, iHBa3MBHOI
YU ariapaTHoi Tepartii, 6e3 aOCOIOTHUX ITPOTH-
ToKazaHb (K.1ac pexomenoauii I, pisens dokazoeo-
cmi C) (Mehra et al., 2016; Khush et al., 2019).

Dibpunsauyis ma mpinominHs nepedcepob.
®iopusmist nepencepas (PI1) € Hattmonm-
PEHilII00 apUTMIEIO 3a BCiX MiITHUIIIB Kapaio-
Miomnariii i moB’s13aHa 3 MiABUILEHUM PU3UKOM
PO3BUTKY KapaioeMOOJIiYHUX YCKIJIaTHEHb,
CH i cmepti (Charron et al., 2018; Gimeno
etal., 2021).

Ycim nattientam i3 TKMIT uu aminoinozom
cepiist, @IT abo TpimOTIHHAM TMepeacepab i
MPU3HAYUTH TIepOpaTbHy aHTUKOATYJISTHTHY
Teparito, IKII0 HEMa€ TIPOTUTIOKA3aHb, IS

e 3HWXEHHS PU3UKY iHCYJIBTY;

e 3MEHIIEHHS IMOBIpHOCTI TpOMOOEMOO-
JIIYHUX oI (kKaac pexomendauii I, pieens
dokazosocmi B) (Jung et al., 2019; Noseworthy
etal., 2016).

Okpim Toro, ocobam i3 IKMIT, HAKJII
yu AKTIIII ta ®IT / TpinoTiHHAM Niepencepb,
K1 MaloTh OLIHKY 3a ikanoo CHA DS, -VASc
>2 abo >3 Ganu y YOJIOBIKiB i XiHOK Bimo-
BiIHO, 7151 3HIKEHHS MIMOBIPHOCTI pO3BUTKY
iHCYJIBTY Ta TPOMOOEMOOIIYHUX MOl PeKO-
MEHIOBaHO NIPUIMaHHS MTePOPATbHUX aHTH-
KOAaryJIsiHTIB (kaac pekomenoayii I, pisens doka-
306ocmi B) (Andersen et al., 2008; Dogliotti
et al., 2014).

KatetepHy abs11i10 JOIIIBHO BUKOHYBATH
JUTSI KOHTPOJTIO PUTMY, SIKILIO HEMA€E eheKTy
Tepariii aHTUapUTMIYHUMU TIpenapatamMu [ abo
111 xnacy a6o ii HemepeHOCUMOCT, /I 3MEH-
weHHs1 cuMitoMiB peruauBy ®PI1 y nanieHTis
i3 MapoKCU3MaJIbHOIO 200 MEPCUCTYBATBLHOIO
@I i kapmiomionarieto (k.1ac pexomendayii 1,
pisenv dokazosocmi B) (Verma et al., 2015;
Zhang et al., 2021). Takox KareTepHy abJsi-
1[i}0 BUKOHYIOTb JUIS1 YCYHEHHS AUCQYHKIIiT
JII B oci6 i3 ®II Ta BUCOKOIO HMOBIpHICTIO
PO3BUTKY iHIYKOBAHOI TaxiKap/i€eto Kapaio-
MiomaTii He3aJIexXXHO Bil CUMIITOMIB (kaac
pexomenoayii I, pieerv dokazosocmi B) (Prabhu
et al., 2018; Kuck et al., 2019).

[MauienTaM i3 KapaiomionaTi€lo peKOMeH-
JOBaHO MOAM(IKYBaTH CITOCIO XHUTTS, a TAKOX
JIiKyBaHHST KOMOPOITHUX 3aXBOPIOBAHD i KOHT-
pOJIb OB’ SI3aHUX i3 HUMU YMHHUKIB PUBUKY
Ut 3MeHIeHHs Taraps @I1 i BupasHocTi
CUMIITOMIB (Kaac pekomendauii I, pieens doka-
306ocmi B) (Trines et al., 2019; Voskoboinik
et al., 2020). TToxa3nuku tsaraps ®I1 Ta ac-
TIEKTH JIIKYBaHHSI MALIEHTIB i3 Pi3HUMU TUTIAMU
KapaioMionariii HaBeAeHo B TabIMIIi 3.

Imnnanmauis kapdiosepmepa-deghibpunsmopa.
IMmutanTOBaHI KaprioepTepu-aediopuIsTOpU
(IKJ1) epexTMBHI IJ151 KOpEKIii TOTEHLIAHO

Tabaunus 3. Tarap PN i nikyBaHHS nauieHTiB i3 kapaiomionariamm

Tun Eninemionoria ®N JlikyBanHa ®N
Kkappaiomionarii g Piuna AHTHKOArynsHTHa = =
MowmpeHicrb 30XBOPIOBAHICTS repanis TpuBanmnii KOHTPOSb HACTOTH TpuBanuii KOHTPONbL PUTMY
B-6nokatopy (6axaHo) baxarmit konTpons putmy
Bepanamin abo guntiasem (nuwe Amionapo,
KM 17-39% 2.8-4,8% 3aBxam (akwo Hemae B pasi 36epexeroi OB JILLI) ,D.oc])e_TMJ'Iig, '
NPOTMNOKA3AHb) Iurokeun m3onipamin, Abnsuis
A6nsauis AB-syana + MPT cepus cotanon',
ab6o dizionoriuHa cTUmynauis APOHEAAPOH 2
3anexHo sig B-6noxaropn [Baxarol BaxaHuit koHTpONL PUTMY 30 HASIBHOCTI
kapaioemboniyHoro ﬂmrgkcwH cumntomia Ta/abo CH un gucdyrkuii J1LU
Akmn 25-49% 3,8:5,5% prauky [s0BXaM & pasi A6nsauis AB-sysna + MPT cepus
CHabo SHméeHOI 060 disionoriuna cTumynauis Amiopapo, cotanon' Abnsuis
@B JILL)
3 . B-6nokatopw (6axaHo) BaxaHui KOHTPOb PUTMY 30 CUMMTOMIB
QNexHo Big
. . [yurokenn 10/a60 CH un gucdyHkuii JILL
HOKILL 39,0-43,1%* 4,4-12%" I;Zﬁflo(igsxlmq:ofai Bepanciin cbe pras
et ¢ P CH Z16o 3HM>KeH%'|' (tinbkm axwo @B JLL >40%) ®nexainia®, Absi
Abnauia AB-syana + MPT cepus | amiogapon, cotanon! MELIH
@B JLL) bl .
a60o disionoriyHa cTUmynauia
BaxaHuit KOHTPOAbL PUTMyY 30 CUMATOMIB
H W
. B-6nokatopu (6axaHo) T0/a60 CH 4w ucywuii
3anexto sin Bepanamin abo guntiazem
kapaioemboniyHoro (Til‘lEKM akwo OB JHILI_I >40%) o L s
AKMLW 9-30% 2,1-2,8% pU3nKy (3aBXan B pasi Troxcus = : nekaiin®
CH 060 3HUXEHOI ) QCOUiMOBaHMIA .
B ﬂHLT_IT Ho! Abnsuia AB-sysna + MPT cepus | i3 B-Gnokaropamu) Abnauis
abo disionoriuna cTumynauis | Amiogapo, cotanon'
B-6nokatopu* (6axaHo) Baxaruit koHTponb puTMY
Jurokcun®
E i3 3aexa (skwo Hemae Bepanamin abo auntiazem
gl ol 4,5-10,3% NPOTUNOKA3QH) (tinbkm axwo @B JLL >40%) AmionapoH Hemae nanux
A6nauia AB-syana + MPT cepus
060 dizionoriyHa cTUMynsUis

Mpumitku: AB-By3on — atpioBeHTpUKynsSpHUA By30n.

! Cnig 3acTocosyBsaTti npenapar 3 06epexHicTio, OCKINbKM Lie MOXe MPM3BECTM 0 3POCTAHHS CMEPTHOCTI Big ycix npuynn.? [penapat He npotunokasaxui 3a rineptpodii JILL, ane aamnx sHavywmx
nocnipxets npu TKMI gns nigreepaxenns roro epekty 6paxye.’ Y pasi LMNA-acouiitosaniin KM € niasuienmsi pusuk incynsty (8-22%).4 [lani gocniaxers skasytots Ha nownpery @M npu CH
3i 36epexeHoto PB.° Mpenapar npoTunokasaHuii nayieHTam 3 iwemivyHoto xBopoboio cepus abo sHuxeHoto ®B JILLL. He cnip 3acTocoByBaTH XBOPMM i3 KNip@HCOM KPEaTHHIHY

<35 mn/xe/1,73 m% i Taxkolo natonorieto nevinku. Cnis nPUNMHATH BUKOPMCTAHHS B pasi poswwmpeHHs komnnekcy QRS >25% npoty suxigHoro pisHs Ta 6nokaam nisoi Hixku nyyka lca abo 6ygb-
skoi iHwoi 6nokaau nposigHocti >120 mc. BapTo 3 06epexHicTio npuitmaTu 3a nopywens cuHoatpiansHoi / AB-nposigHocri.® Y pasi aminoigosy cepus cnig npuiiMati B-610KaTOpH B HU3bKMX BO3AX
i anrokcuH 3 obepexHictio. HegurigponipupamnHosi 6nokatopy kanbLi€Bux KaHANB MOXYTb Noripwysati cuctoniuHy yHkuito JILL i cnpuunniosatu CH.

daranpHux IIA i 3anobirannsa PCC. IK]]
3HUXYIOTh CMEPTHICTh CEpel XBOPUX, SIKi
TepeHeCIn 3yMMMHKY ceplisd, a TAKOX THX,
y KOT'O Bil3HAYaJIMCs 3aTPO3JIUBI 7151 KUTTS,
remonuHaMivHo ctiliki IIIA (Orgeron et al.,
2017; Corrado et al., 2010).

Sxio nauieHTaM i3 KapaiomionaTiero peko-
MeHaoBaHe BctaHoBieHHs K], BaxknuBo
OIIIHUTH, Y1 NiiCHO BOHO MaTHMe TiepeBaru
(kaac pexomenoauii 1, pieenv dokazosocmi A)
(Cleland et al., 2005). ImmnanryBanus 1K/I
pPEKOMEHIOBaHe JIUIIIe MAalliEHTaM, Y SIKUX
OUYiKyBaHa TPUBAIICTh XUTTS IEPEBUILLYE PiK
(knac pexomendauii 1, pienv dokazoeocmi C).

Y paszi BcranosnenHs 1K/l HeoOxinHo Opatu
JI0 YBaru HU3KY BaXJIMBUX MOMEHTIB:

e [Ipolienypa Ma€ 3AiHCHIOBATUCS Ha Mifl-
CTaBi CITUIBHOTO MPUIAHSTTS PillleHb;

e BTPYYaHHSI Ma€ IPYHTYBATUCS Ha JOKa-
30BUX JaHUX;

e CJIil BpaXOBYBATH iHIWBIidyaIbHi XapaK-
TEPUCTUKM, TOOAKaHHS XBOPOI'O Ta KIIiHiYHi
00CTaBUHU;

¢ T0iH(OPMYBaTH MAIiEHTA PO KOPUCTD /
IIKO/Y, a TAKOX MOXJIMBI YCKIaAHEHHSI i Ha-
CITiKK pi3HUX BapiaHTIB JIiKyBaHHS (K.1ac peko-
menoauii I, pisens doxasoeocmi C).

[ManienTam 3i crifikumu I11A BcTaHOBAEHHS
IK]I He pexoMeHIOBaHe, TOKH iX He Oy/e B3SITO
il KOHTPOJb (kaac pexomendauii 111, pigens
dokazosocmi C).

YV Mexxax rnepBUHHOI MPOGiTaKTUKHU B yCiX
TMALIEHTIB i3 KapaiOMiOIaTi€l0, y IKUX paHillie
He Oys0 3ynuHKu cepus / cTiiikoi LA, He-
00XiTHO BUKOHYBaTH KOMIUIEKCHY CTpaTH-
dikauiro pusuky PCC mig yac nepBUMHHOIO
o0cTexxeHHSs Ta yepe3 1-2 poku abo 3a KOXKHOI
3MiHU KJIiHIYHOTO cTaTycy (K.1ac pekomenoa-
yii I, pisenv dokazosocmi C).

VY xBopux Ha 'KMII, $IKi € KaHAUAATAMUA
qutst imrtanTyBaHHs 1K1, ciig BUKOpUCTOBY-
BaTU BaliIoBaHi aropuT™Mu ouiHoBaHHs PCC
3a CIJIBHOTO PUIHSATTS pillleHb (KAac peko-
mendauii I, pieens dokazosocmi B) (O’Mahony
et al., 2014; Miron et al., 2020).

Lo cTrocyeThcst BTOpUHHOI MPOMIIaKTUKH,
BcraHoBeHHs [K]I pekomeHmoBaHe ocobam
i3 TKMII, AKMII ta AKIII, siki mepeHecan
3YMUHKY Ceplisl BHACTiINOK IIIYHOUYKOBO1
taxikapaii (LLIT) abo ¢iopumnsii mmyHou-
KiB, 200 sIKi MalOTb CIIOHTaHHY CcTiiiky I11A,
10 CIIPUYMHSIE CUHKOIIEe ab0 MOpyIleHHS
reMoAIMHaMiKu 0e3 3BOPOTHUX MPUYMH (K.1ac
pexomerndauyii I, piserv dokazoseocmi B). Imii-
nanTtyBaHHs 1K/I € qouiibHUM y MalieHTIiB
i3 HAKJILL Ta PKMII, siki TakoX miepeHecin
3ynuHKYy cepus yepe3 LT a6o didpunsiiito
IIUTYHOUKIB, 200 B SIKMX (DiKCYIOTh CTIOHTAHHY
criiky 1A, 1110 CIpUYMHIOE CUHKOTIE a00
reMoAvMHaMiuHi ITOpYILIeHHSs 6€3 3BOPOTHUX
NIpUYKH (Kaac pexomendauii I, pieers dokazoeo-
cmi C) (Cleland et al., 2005; Kuck et al., 2000).

[TawieHTaMm i3 KapaioMionarielo peKoMeHI0-
BaHe CITOCTEPEXKEHHST MTPOTATOM YChOTO JKHUTTST
JUTS BUSIBJIEHHS 3MiH CUMIITOMIB, PU3HKY TTO-
6iuHMX e(DeKTiB, KOHTPOJIIO (PYHKLIIT LIUTYHOUKIB
i cepleBOro puT™My. Yci KiTiHiuHO cTabiibHi Ma-
LIEHTH 3 KapAioMioIaTi€lo 1o 1-2 poKu MaloTh
MIPOXOIUTH TJIAHOBE OOCTEXEHHSI, SIKE TIepe/-
0avae nposeaeHHst EKI Ta exokapniorpadito
(ExoKT) (xnac pexomenodauii I, pieens dokazo-
socmi C). SIK1110 y XBOPUX Ha KapaiomionaTito
BiIOyBa€ThCS CyTTEBA 200 HECIOiBaHAa 3MiHA
CUMIITOMiB, BOHM MalOTh MPOUTHU KJIiHiUHE
olLliHIOBaHHs 3a nonomMoro EKI ta MynbTu-
MoJaJIbHOI BidyaJizalii (kaac pexomendayii I,
pisens dokazosocmi C).

MeHeAXXMEHT XBOPUX 3aA€XHO BiA
cpeHoTUMNIB KapAiomionarii

TKMII. Yepe3 HeAOCTATHIO KibKICTh JaHUX
PaHIOMi30BaHMX NOCHiIXKEHb (PAPMaKOIOTIYHY
tepamniio xBopuM Ha TKMII mis mosinmeHHs
(byHKIIIOHATBHUX MOXJIMBOCTEH i 3MEHIIIEHHS
CHMIITOMIB 31€0ibIIOTO NpU3HAYAIOTh
Ha eMITipuuHiii ocHoBi (Dybro et al., 2022;
Olivotto et al., 2020). JlikyBaHHS NalliEHTIB
i3 cuMInIToMmaMu 6e3 0OCTPYKIIil BUXiTHOTO
tpakTty JIII Mae 6yTu 30cepemxeHe Ha 3HU-
XeHHi TucKy HaroBHeHHs JILL, ycyHeHHi
apuTMmii Ta creHoKapii. [TaiieHTn 3 mporpecy-
BaJILHOIO CUCTOJTIYHOIO 200 AiaCTOJTIYHOIO TUC-
(dynkuiero JIII, pe3ucTeHTHI 10 MeIUKaAMEH-
TO3HOI Teparlii, MOXYTb OyTH KaHAuAaTaMu1
Ha TpaHCIUTaHTalliio cepus (puc. 1).
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BnacHe, BusiBJIeHHST OOCTPYKIIii BUXia-
Horo tpakTy JILL € BaxxiuBuM aj1s1 TiKyBaHHS
cuMnToMiB y nauieHTiB i3 'KMII ta ouinto-
BaHHs pu3uky PCC. Tox yciM nauieHTam
i3 TKMII nix yac mepBUHHOTO OOCTEXEH-
Hs peKOMEHIOBaHO BUKOHYBATH TpaHC-
TOpaKaJbHY IBOBUMIipHY Ta JOIJIEPiBCHKY
ExoKT y ctani cnmokoto Ta mia yac npodu
BanbcanbBu y mojIoXKeHHI CUISIYM Ta HATTiB-
JIeXKa4u, a TIOTiM CTOSTYM, SIKIIO HE BIAETHCS
CIIPOBOKYBaTH PO3BUTOK I'pajlieHTa JJIsl BU-
SIBJIEHHST 00CTpyKI1Iil BuxigHoro Tpakty JIHI
(kaac pexomendauii I, pisensb dokazosocmi B)
(Kumar et al., 2018).

V xBopux Ha 'KMII i3 cumnTtomamMu
31 CIPOBOKOBAHUM / Y CIIOKOi MiKOBUM
MUTTEBUM TpalliEHTOM BinToKy Kposi 3 JILI
<50 MM pT. CT. CJIil BUKOHYBAaTU ABOBUMipHY
Ta nomaepiBcbKy ExoKI mig yac HaBaHTa-
>KEHHS Y TOJIOXEHHI CTOSTYM, CUASYM (SIKIIIO
e MOXJIMBO) a00 HamiBIeXKauy JJISI BUSB-
JIEHHST CIIPOBOKOBAHOI 0OCTPYKIIii BUXiZHOTO
tpakTy JILL Ta MiTpanbHoOi perypritaliii, cipu-
YMHEHOI (Pi3MYHUM HaBaHTaXXeHHSIM (Kaac
pexomendayii I, pieens dokazoeocmi B) (Shah
et al., 2008; Reant et al., 2018).

[TaiieHTam 3 0OCTPYKIIil0 BUXiTHOTO TPaKTy
JIIII y cmokoi a6o micjisi HaBaHTaXKeHHS
SIK Tepartiro MepIoi JiHil 115 moJeTIeHHS
CUMIITOMIB PEKOMEHAO0BAHO MPU3HAYUTHU
[3-610Kkatopu 6e3 Ba3oauIaTALIIHNX BJIACTH-
BOCTeH, SIKi TUTPYIOTh 10 MAKCUMAJTbHO TIepe-
HocuMOI 103U (kaac pekomendauii I, pieens
doxazoseocmi B) (Monda et al., 2022).

CUMIITOMAaTUYHUM MalliEHTaM 3 00CTPYK-
miero BuxigHoro Tpakty JIII y criokoi a6o
TicJIs1 HABAaHTaXEHHS, SIKi HE MepeHOCATh 200
MaloTh MPOTUITOKA3aHHS 10 TPU3HAYEHHS
[-610KaTOPIB, AJIs1 BMEHIIEHHS] CUMIITOMIB
CJIijl 3aCTOCOBYBATH BeparaMii abo IuiTiazeM
i3 TUTpYBaHHSIM 10 MAaKCUMAaJIbHO MOXJIMBOI
no3u (kaac pexkomenoauii I, pieens dokazoso-
cmi B) (Sherrid et al., 2013).

OKpiM TOTO, Y 11i#i TPYTIi XBOPUX JJIST TTOJIET-
LIEHHsI CUMIITOMIB Ha 10IaTOK 10 -6J0Ka-
Topa (abo SKIIO 1Ie HEMOXJIMBO — Beparna-
MiJly 41 AWITia3eMy) TOLIJIbHO PO3TIISTHYTH
IU30IIipaMil, TUTPOBAHUI 10 MAaKCUMAaJIbHO
TepeHOCUMOI 1034 (Kaac pekomendauii I, picensb
doxazosocmi B) (O’Connor et al., 2018).

IIpogpinakmuxa PCC npu TKMII. 3a akry-
QIbHUMU JAHUMHU, 1IOPiYHA YACTOTA JIETalb-
HUX BUTAJKIB Bill CEpLIEBO-CyTMHHUX 3aXBO-
pIoBaHb cepen nopocaux nauieHTiB i3 TKMIT
CTaHOBUTH 1-2%, TIpH ITbOMY OCHOBHMMH TIPH-
yuHamu € PCC, CH i tpom6oemb6ortis (Elliott
et al., 20006).

KAPAIOJIOIIA

PEKOMEHOAL|I

Mauientn i3 CH @K 1I-1V BignosigHo po kputepiis NYHA

[Teponiﬂ 06CTPYKLT BUXIGHOTO TPAKTY J'ILI_IJ

o

Kontpons yactot / putmy
AHTMKOQrynsHTHA Tepanis

CumnTomu 36epiratotbcs

HaBaHTaxeHHs 250 Mm pT. CT.

O6ctpykuis uxigHoro Tpakty JILL y cnokoi / nicas

Ouinka OB JILLI

B-6nokatopy,
BEPANAMIN, AunTiazem

[iypetvku B HU3bKWUX 030X

iAT1D, BPA AMP, ARNI, iH3KTI-2

B-6nokatopy,

[iypetvku B HU3bKWUX 030X

v

PosrnaHbTe MexaHivHy nigTpumky
KpOBOOGIry / TpaHCNAAHTALO Cepus

Puc. 1. Anroputm nikysannsa CH y nauienris is FTKMIN

Mpumitku: IAN® — inri6itopu aHrioTeH3nHnepeTsoplosansHoro gepmenty, BPA — 6nokaropu peuentopis aHriotensuny Il uny, AMP — antaronicT minepanokopTukoigHux peuentopis, ARNI - iHriGitopu
peuenTopis aHriotensnHy/Henpunisuny, iH3KTI-2 - inri6iTopy HaTpii3anexHoro KOTpaHCNOPTEPA IMIOKO3M 2-ro THMY.

BinmoBigHO 10 OCTaHHIX JaHMX JOCTiIKEeHb,
y mireit i3 TKMII nommpenicte PCC Ha pik
craHoBUTb 1,2-1,5% (Miron et al., 2020;
Lipshultz et al., 2013).

OuinoBaHHs pu3uky PCC € HeBin’eM-
HOIO YaCTHHOIO BeaeHHs xBopux Ha [ KMII,
30KpeMa TUTSIYOro BiKy. Y Mexax mepBUHHOL
npodinaktrku PCC y martieHTiB BikoM >16 po-
KiB i3 'KMII sik MeTOn O11iHIOBaHHS 5-piYHOTO
pusuky PCC pekoMeHI0BaHO 3aCTOCOBYBATU
kanbkyssitop HCM Risk-SCD (kzac pexo-
Mmendauii I, pieens dokazosocmi B) (Choi et al.,
2019; O’Mahony et al., 2018).

Y xBopux BikoM <16 poKiB, SIKi cTpaXXaaloTh
Ha 'KMII, no11iipHO OIliHIOBAaTH IMOBIpHICTh
pPanTOBUX JIETAJbHUX HACiIKiB YIIPOMOBX
II’ITY POKiB 3a JOITOMOTOIO BaJIiJOBAHUX
MoJiesiell MporHo3yBaHH S pU3UKY, pO3pO0-
JIEHUX 151 3aCTOCYBaHHS B IiefiaTpii (Hampu-
knan, HCM Risk Kids) (k2ac pexomenoauii I,
pisensv doxazosocmi B) (Norrish et al., 2022).

Pusuk PCC ynponoBxX 1m’siTu poKiB He-
00Xi/THO OLIiIHIOBATH ITiJ YaC MEPBUHHOTO
00CTeXeHHSI Ta IIOBTOPHO 1110 1-2 poku abo
B pa3i 3MiHM KJIiHiYHOrO cTaTycy (k.1ac peko-
mendayii I, pieenv dokazoseocmi B) (O’Mahony
et al., 2014).

3okpema, 3a/1J1s1 BTOpMHHOI MPOGiTaKTUKU
BcTaHoBeHHS IK]I peKoMeHI0BaHe XBOPHM,
SKi:

e TIepeHeCN 3YITUHKY Ceplisl BHACTIIOK
LT a6o ibpunsLii MITyHOUKIB abo

e MaloTh crioHTaHHY cTiliky LT i3 mopy-
LIEHHSIM FreMOIMHaMIKU (Kaac pekomendauii 1,
piseHs dokazosocmi B) (Maron et al., 2007,
Syska et al., 2010).

HAKJII abo AKMII. 114 TIOMiMIIEeHHS
JIiIKyBaHHS Ta cTpaTudikailii pu3uKy B na-
uieHTiB i3 HAKJIII HeoOXinHO BUKOHYBATU
amOynaropHuit EKI'-MOHiTOpMHT 1110piYHO
a0o0 B pasi 3MiHM KJIiHIYHOTO cTaTyCcy (Kaac
pexomendauii I, pisers doxazoeocmi C).

O6c¢cTpykuis BuxigHoro TpakTy JILU y cnokoi / nicng HaBaHTa)keHHs >50 MM pr. cT.
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Puc. 2. Anroputm Tepanii 06cTpykuii BuxigHoro tpakty JIW y nauientis i3 TKMM

Bcranosnenns 1K/l y Mexxax BTOpMHHOI1
MPpOGMITaKTUKY IJIs1 3HKEHHST PU3UKY pall-
TOBOI CMEPTi Ta JieTaIbHUX BUMAIKIiB Bil
yCiX IPUYMH PEKOMEHIOBaHe MallieHTaM
i3 HAKJIII (kaac pekomendayii I, pisens
dokazoeocmi C) Ta JKMII (kaac pexomen-
dauii I, pieenv dokazosocmi B) y pasi nepe-
HeCceHOI 3yMMHKU ceplis YM BulikyBaHoi LA,
1110 CIIPUYMHWIIA TeMOAMHAMIUHY HECTaO1Ib-
nictb (Kuck et al., 2000).

AKIII. XBopum Ha AKITII nys mmogtin-
IIeHHS AiarHOCTUKU, JIIKyBaHHS Ta CTpaTH-
(ikarlii puznKy peKoMeHI0BaHO IOPIYHUIA
amoynaropuuit EKI'-MoHiTOpuHr (k2ac pexo-
mendauii I, pisenv dokazosocmi C) (Gasperetti
et al., 2022).

Y Mexax aHTMapuUTMIiYHOI Tepartii naii-
enTtam 3 AKIIIII Ta nuIyHOYKOBOIO €KCTpa-
cucroJieto i LT, 30kpema HecTiliKo0, CITif
TIPU3HAYUTH [3-OI0KATOPH (KAAC peKoMeHOa-
uyii I, pisenv dokazosocmi C) (Cappelletto et al.,
2021; Marcus et al., 2009).

SIK KOMITOHEHT BTOPUHHOI MTPOGiTaKTUKKU
PCC B oci6 3 AKIIIII 3a nepeHeceHoi 3ylmUMHKU
cepis yu BuitikyBaHoi LA, o cnpuunHuna
TeMOIMHAMIYHY HECTAOLIbHICTD, TSI 3HVKEHHS
PU3UKY PaIITOBOi CMEPTi Ta JIeTATbHMX BUTIANKIB
Bil ycix nmpuuuH pouinbHo BctaHoBUTH 1K/
(knac pexomenoauii 1, pieenv dokazosocmi A)
(Link et al., 2014; Bosman et al., 2018).

PKMII. Nna nudepenuiaiii PKMIT Big
T'KMII a6o AKMII i3 pecTpUKTUBHUM TUIIOM
MOpYyILIEHb PEKOMEHIOBAHO BUKOPUCTOBYBATH
MYJIBTUMOJAJIBHY Bi3yali3allito (K.1ac pekomeH-
dauii I, pieenv doxazosocmi C).

bazoBi kapmioioriuyHi Ta HeKapAioJOriuHi
TMOCTIIKEHHST CJTil BAKOHYBATH IS OLiHIO-
BaHHS ypaXXeHHSI HEPBOBO-M’SI30BO1 CUCTEMM
a00 iHIIMX CUHIPOMAJIbHUX MOPYIIEeHb (kaac
pexomenoauii I, pieens dokazoeocmi C).

Karerepu3zaliisi cepiist € HEOOXiTHOO 1151
Bcix miteit i3 PKMII mig BUMiploBaHHSI TUCKY
B JICTEHEBIi1 apTepil Ta BUBHAUYEHHS Pe3UCTEHT-
HOCTI JIETeHEBUX CY[IMH ITijl YaC BCTAHOBJEHHS
JiarHosy Ta 1o 6-12 mic. s OLiHIOBaHHS
3MiH KJIiHIYHOTO CTaHy (Kaac pexomenoayii I,
pisens dokazosocmi B).

Bcranosnennsa 1K/ nouinbHe 1Jis1 3HU-
>KEHHSI pU3MKY pariToOBOi CMEPTi Ta JIeTallb-
HUX BUITAIKIB Bil yCiX MPUYMH y NaLli€EHTIB
i3 PKMII 3a mepeHeceHOi 3yIMHKHU CEPLIsT
yu BUIiKyBaHoi LA, 1110 cipyyrHMIa reMonu-
HaMiuHy HeCTabiIbHICTD (Kaac pekomeroayii I,
pieens dokazosocmi C).

Migrorysana OneHa Kopo6ka
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