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Pexkomenpauii ESC 3 giarHoctukm Ta nikyBaHHsa rocrpoi
Ta XPOHiYHOI cepueBoi HegocrtaTtHocTi 2021 poky

Po3po6neHo po6ouolo rpynolo 3 fiarHoOCTUKMU TA JIiKyBOHHS rOCTpoi Ta
XPOHIYHOI cepLeBoi HefocTaTHOCTIi EBpONencbKOro TOBaApMUCTBa Kapaionoris
(ESC) 3a cneuianbHoro BHecKy Acouniauii cepueBoi HegocratHocTi (HFA) ESC

lpoaoBKeHHsl, noyarok y N2, 7,8, 2022

14 OCO6AMBI CTOHU

14.1 BaritHiCTb

14.1.1 BaritHICTb NpW HASIBHIN CepLeBin HEAOCTATHOCTI

JKiHKkm 3 CH MAOTh BULLMY PU3KK CEPLIEBO-CYANHHNX YCKAOAHEHD,
MOB’ SI3AHKIX i3 BATITHICTIO, BKAKOYAKOUM pAekoMneHcauito CH. MNauieHtn
CepeAHbOro Ta BUCOKOro puanKy BiAMOBIAHO AO MOAMDIKOBAHOTO
kanacy llI-IV BcecBiTHbOT opraHisauii oxopoHu 3a0p08 s (MWHO)
MOBWHHI BYTW HOMPOBAEHI AO CMELLIAAIBOBAHOIO LIEHTPY 3 MYABTUAMC-
LIMNAIHQPHOKO KAPAIOAOCTIYHOKO rpynoto. AiKyBAHHS MepeA BAriTHICTIO
BKAIOYOE MOAMDIKALLKO ICHYKOHOro MEAMKAMEHO3HOTO AiKyBAHHS CH,
OB YHUKHYTU LLKOAM AAS MAOAQ. IHriGiTopn AM®, BPA, ARNI, MRA,
iBABPAAVH TA iHriGiTopK SGLT2 NPOTUNOKA3AHI, TOMY iX CAiaA MPoUAn-
HUTL AO 3QYATTS 3 PETEABHUM KAIHIYHUM TQ eXOKAPAIOrPAdIYHM
KOHTPOAEM. [Tpunnom 6eT1a-6A0KATOPIB CAIA MPOAOBXKUTU TA MEPEN-
™" HO 6eTa-1-CeneKkTMBHI BAOKATOPU (BICONPOAOA, METOMPOAOAY
CYKUMHAT). 30 HEOBXIAHOCTI MOYXHQO PO3MNOYAT MPUNOM FNAPAAQ3N-
HY, MEPOPAAbHUX HITPATIB | MeTuAAONK. MNauieHTam i3 CH ta Ol
PEKOMEHAYHOTb TEPAMNEBTUYHY AHTUKOATYASILLILO 3 HM3bKOMOAEKYASID-
HUM renapuHom (HMIM) y nepomy T OCTAHHBOMY TPUMECTPAX Ta
ABK i3 3BU4ONHNUMU LiABOBVMI MDKHAPOAHUMM HOPMOBAHMMM CriB-
BiaHOLWEHHSIMU (MHB) a6o HMIT anst aApyroro TpumecTpy. CAip YHN-
kot DOAC.

OuiHka nauieHTis i3 CH A0 BArTHOCTI 60 3C HOBOI BArTHOCTI
MOBMHHA BKAKOYATM KAIHIYHY OLHKY (CUMMTOMMU, KAIHIYHMIA OfASA, AT,
Sa0,), EKT 1a exokapaiorpadito B CTaHi CNokoto. MeToamn noAoris
MOBUHHI MAQHYBATUCS KOPAIOAOTAMM, AKYLLEPAMU TA AHECTESIONO-
rAMU B MYABTUAMCLIMNAIHAPRHIN KAPAIOAOTIYHIM rpyni TPUOAN3HO HO 35
TWKHI BATTHOCTI. HEOBXiAHO MPOBOANTN ABOMICSIHHI OLHKI AAST YKIHOK
y MWHO I[I-lIl T WOMICS4HI OLIHKI AAS XKIHOK 3 yyke iCHyto4oto CH y
MWHO |ll. BaritHmx >iHOK i3 nporpecytodoto CH (OB ALL <30 %, krac
-1V 3a NYHA) y mMWHO IV MOXXHQ HONPOBUTY AO CMELLIAAI3BOBAHOTO
LLEHTPY AAST KOHCYABTYBAHHSI LLLOAO BYAB-SIKOTO POIIASIAY MUTAHHS MPO
NepepVBAHHS BAMNTHOCTI. PiLLEHHS LLLOAO CNOCOBIB MOAOriB MOXe ByTH
CMNAQHOBOHO KOPAIOAOTAMM, AKYLLEPAMM TA AHECTEIIOAOTAMM MPU-
OAV3HO HA 35 TWXKHI B MYABTUAMCLIMAIHOPHIN KAPAIOAOTIYHIM rpyni Ta
OBroBOPIOETLCS 3 MALLEHTKOLO.

14.1.2 HoBa cepLEeBA HEAOCTATHICTb, LLLO BUHMKAQ Mia YOC BAriT-
HoCTi

MiaBULLLEH] BUMOTM A0 OYHKLII LUAYHOYKIB Yepesd 30IAbLLUEHHS
006’ eMy KPOBOOBIry T CEPLEBOrO BUKMAY Mia YAC BATMTHOCTI MOXXYTb
BUSIBUTW BXE ICHYIOYI, QA€ PAOHILIEe He AIQrHOCTOBAHI NpuymHKM CH,
TaKi sk KM TQ 3aXBOPKOBAHHS KAQMAHIB. CUMATOMM YACTILLE BUHU-
KQIOTb Y ARYTOMY TPUMECTPI, KOAM NOTPEOA B MIABULLLEHOMY CepLie-

BOMY BUKMAI € HOMBUNLLOK. CUABHI EMOLIMHO-HAMPY>KEHI eni3oAM Mia
4ac BATITHOCTI TO MOAOTIB TAKOX MOXYTb BUKAMKATLA CUHAPOM
Takouy6o.

MNepunaptanbHa KMIT (MTMKMIM) nposeaseTbes sik CH, wo € BTo-
PUHHOIO MO BIAHOLIEHHIO AO CUCTOAIMHOI AMCcOyHKLUIi ALL, 3a3Bryam
nposiBAseTbcst PB ALL <45 %, O BUHUKAE AO KiHLISI BAMTHOCTI (TpeTil
TPUMECTP) aBO NPOTIrOM MICSILLIB MICASI MOAOTIB 6€3 BYAb-SKOT IHLLOI
iAEHTDIKOBAHOI MpuYMHK. BinbLLICTb BUnaakiB MNIIKMIT alarHOCTy€ETbCS
B MICASINOAOrOBOMY MNepioai. MolmpeHiCTb KOAMBAETLCS Bia 1:100 y
Hirepii oo 1:1000 y MiBaeHHIn Adpuui ta 1:1500 y HimevuduHi.
[MpoCneKTMBHI BEANKI KOFOPTHI AOCAIAMKEHHST MOBIAOMASIKOTL NPO
6-Mics14Hy cMepTHICTB BiA 2,0 % y HimeuunHi o0 12,6 % y koropTi 206
nauieHTis i3 MMNKMIM y MiBaeHHIN AdpuLi.

MMNKMIT4acTo CynpoBOAXKYETLCS TOCTPOK CH, ane MOXKe TAKOXK
MPOSIBASITUCS] LUAYHOUKOBVMM QPUTMISIMK TA/AO0 3YMNMHKOIO CepLsl.
OB AL <30 %, BUpaxkeHa anaaTaLia ALL, KiHLEBUIn AIQCTOAIMHNIA
Alametp ALL >6,0 cm 1a ypadkeHHs ML acouiotoTbCs 3 HECIPUSITAU-
BUMW HOCAIAKOMU. BiAHOBAEHHST CEPLISI MOXE BIADYTUCS MPOTIroM
nepmx 3—6 MicsiLiB, XO4O BOHO MOXKE OYyTV BIAKAQAEHO AO 2 POKIB .
KoediuieHT BIAHOBAEHHSI BiAPI3HSIKOTLCS B PI3HKX PEerioHaX, Bia 75 %
A0 MeHwe 50 %.

OUjHKA TO BE AEHHS BATTHUX MALIEHTOK i3 CH 3QAEXKNTb Bi, KAIHIYHMX
YMOB TA TSHKKOCTI 30XBOPKOBAHHSI. PEKOMEHAYETLCS AETAABHA OLHKA
CTAHY CepLisl 30 AOMOMOroo exokapaiorpadii, pisHst NP, yAbTpa3BY-
KOBOIO AOCAIAXKEHHSI MAOAC TO MOHITOPUHIY CTAHY MAOAQ. Y BUNAAKAX
HOoBOI CH a0 sKLLO € AIQrHOCTUYHA HEBU3HAYEHICTb, MOXKHQA PO3TAS-
HYTW HEKOHTPACTHY KMP.

Aerki BUMAAKN MOXHQ AIKYBATV MEPOPAABHUMN AlYyPETUKAMMN,
6eT1a-6A0KATOPAMU, MAPOAAAZMHOM TA MEPOPAABHUMY HITPATAMM.
Barithi 3 o3HaKamm rocTtpoi CH notpebytoTb TEPMIHOBOI rOCMITAAIZALLT.
Y pasi MMKMIT i3 takkoro CH Ta KapAIOreHHMM LLOKOM, SIKi NOTpebytoTh
iHOTPOMHOI Q60 BA30OMPECOPHOI MATPUMKM, MALIEHTKY PEKOMEHAO-
BOHO MNepeBecTn A0 PO3LMPEHOTO LieHTpY CH, A€ MOXHA MpoBecTn
EKMO, LVAD 10/a60 TPAHCIACQHTALLIO cepLisl. HEOBXIAHO PO3IASIHYTA
TEPMIHOBI MOAOTIY 30 AOMOMOTOK KECOPEBOTO PO3TUHY (HE3AAEKHO
BiA TEPMIHY BArTHOCTI), 3 HeramHoto MCS.

AapeHepriyHi 3acobu (AOBYTAMIH, GAPEHOAIH) MOXXYTb MATK
LUKIAAMBUM BNAMB. SIKLLO Y nauieHTa 3 MNIMKMIT CTaH reMoOAMHAMIYHO
HECTABGIABHUN, MOXHA PO3TASIHYTU MOXAMBICTb 30CTOCYBOHHS
AeBOCUMEHAQHY a60 MCS. IMnAaHTauito LVAD ak BTT a6o BTR caia
PO3AIAATN Y PEDPAKTEPHUX BUNAAKAX KAPAIOTEHHOTO LWOKY.
bpomMokpunTnH ByB 3ANPOMNOHOBAHMUM AAS MALIEHTIB i3 rOCTPUM
MMKMIT AAS 3BMEHLLEHHST BUPOOHULTBA PO3LLENAEHOTO GPArMeHTa
MPOAQKTUHY 16 KAQ, WwWo Mmoxe cnpuatu natodisioaorii MIMKMIT.
BpoMoKpunTMH 6YB NepeEBIPEHNIN Y PAHAOMIZOBAHOMY AOCAIAXKEH-



Hi 30 yyacTio 63 nauieHTiB, MOPIBHIOBAAM NOTO AOBrOTPMBAAE, 8
TUDKHIB, 3 KOPOTKOCTPOKOBUM, 1-TUDKHEBUM AiKYBAHHSIM.
AOCAIAKEHHS MOKA3AAO BIAHOBAEHHS GYHKLIT ALL, 6€3 pi3HKML MiXK
ABOMQO CXEMOMM TA BIANOBIAHO AO PE3YAbTATIB NOMNEpPEeAHbOro
Mi>kHapoaHoro peectpy MMKMI. BpoOMOKPUITUH MOXHAO PO3TASI-
AQTU AAS AiKyBAHHS TTTKMI. Y pasi noro no4yartky HeobxiaHO BPa-
XOBYBATU HEOQXKAHI HACAIAKM AIKYBOHHS, BKAKOYAKOYM TPOMBO3
TAMBOKUX BEH TA NPUMNMHEHHS AQKTALi. TOMY BiH MOBMHEH CYyMNpO-
BOAXKYBATUCS MPUHAYEHHSIM NPODIAQKTNYHMX (06O TepaneBTnY-
HMX) OHTUKOQATYASIHTIB.

14.2 Kapaiomionarii

14.2.1 EniaeMioAOris TO AICrHOCTUKA

Kapaiomionarii (KMTIT) MOXyTb ©yTM YCNAAKOBOHWUMMU
(FeHEeTUYHVUMM/CIMEMHNMI) I/ B0 HABYTUMU. IX PO3BUTOK TAKOK MOXKE
OyTN MPUCKOPEHNN 30 AOTTOMOTOK MOAMDIKATOPIB 3AXBOPIOBAHHSI.
BOHM € reTeporeHHoO rpy ok 30XBOPKOBAHB | OCHOBHMM MOUYNHOMM
CH. AKMI1 mae, 3a oLiHKaMK, MOLWMPEHICTb Bip 1 HaA 250 o0 1 Ha 500
cepea 3aranbHoi nonyasuii, F’KMI koAmBaeTbcs Bia 1 HA 500 A0 1 HO
5000, a aputmoreHHi KMIM (AKMIM), 30 ouiHKaMK, HOSIBHI IPUBAM3HO
BiA 1 Ha 1000 a0 1 Ha 5000 ocib.

Mpsgmi npnirHyM KMIT BKAKOYQKOTb MATOrFEHHI BAPIAOHTY FEHiB
(MyTaLi), TOKCUHM, QyTOIMYHHI 3AXBOPKOBAHHS, XBOPOGU HOKOMMYEHHS],
iHpeKuii Ta TaxiaputMmii. MoAn®IKATOPU 3AXBOPRIOBAHHSI, CTAHM, SKi
MOXKYTb MOCUAUTM Q60 CrPOoBOKYBATK KM, BKAIOYQIOTb enireHeTnYHI
GAKTOPU TA HABYTI MOANDIKATOPW, TAKI SIK BATTHICTb TA GiAbLLICTb
CYMNYTHIX CEPLEBO-CYANHHX 3AXBOPIOBAHb. BOXKAMBO BPOXOBYBATA
LIKO KAHOYOBY B3AEMOAIKD MiXK FEHETUYHUMK TA HABYTUMU MPUYNHOMM
MiA YAC AIArHOCTUYHOTO AOCAIAKEHHSL. |AEHTIKALLSI HOBYTOT MPUYMHK
KMIT He BUKAKOUYOE HASIBHICTE OCHOBHOIO MATOrEHHOTO reHd, TOAI SIK
OCTAHHIN MOXe NoTPebyBATU AOAQTKOBOI HABYTOI MPUYMHM TO/A60
MOAMDIKATOPA 3AXBOPKOBAHHST AAS MOYATKY KAIHIYHMUX MPOSIBIB.
HamnowwmpeHiLwi npryrHM T MOANDIKATOPY 3OXBOPIOBAHHST HOBEAEHI
B TAOAULL 25.

KAKOYOBIi eAEMEHTU AIQTHOCTUYHOTO AOCAIAKEHHS AAS BCIX MALL-
eHTiB i3 CH ta KMl HaBeaeHi B TabAunLi 26. CneundivyHi acnextm
AIQrHOCTUKM TA AIKYBOHHS1 Y3AraAbHEHO B TABAULSIX 27-29. KAIHIYHNM
AHAMHE3, AQBOPATOPHI AOCAIAXKEHHS T Bi3yAAI3ALLIS € AOCAIAKEH-
HSIMM NepLLOi AiHil. Exokapaiorpadia Mae LeHTPAAbHE 3HAYEHHS
ANS1 AIQrHOCTUKM TA MOHITOPUHIY FTKMIT, AKMIT 1a AKMIT. MPT cepus
AQE AETAABHILLY MOPMOAOCTIYHY | IPOrHOCTUYHY IHOOPMALLIKO T MAE
BMKOHYBATMCS HO MOYATKOBOMY eTari. [oWnpEeHICTb FeHHUX MYyTALLI
MOX€E BAPIOBATN 3AAEXKHO Bip MOPDOAOTiYHOro deHoTuny abo
OCHOBHOI HABYTOT NPUYMHK. [eHHI myTauii BUHMKAKOTE Y A0 40 %
AKMI, 60 % FTKMITi 15 % B iIHAYKOBAHUX XiMIOTEPAMIEID, AAKOTOABHIX
ab6o nicaanoAorosux KMTT. MNMowmpeHiCTb reHeTUYHMX MyTALi CTa-
HOBUTb MOHAA 10 % TAKOX Yy HecimMenHnx AKMI. BapiaHT naTtorex-
HOro reHa y nauieHta 3 KMl A03BOASIE KpALLe NPOrHO3yBATK
PE3YALTAT i MPOrpPeCyYBAHHS 30XBOPIOBAHHS, MOXE CMPUSITY NMOKA-
3AHHSM AO IMIAACHTALLT MPUCTPOLO TA IHGOPMYBATV NPO rEHETUYHE
KOHCYABTYBQAHHST AAST CiMEN.

EHaoMiokapaiaabHa 6Gioncia (EMB) 3 iMyHOricTOXiMiYHUM
KIABKICHM BM3HQYEHHSIM 3AMAABHUX KAITUH 3AAULLCETLCST 30A0TVM
CTOHAQPTOM AOCAIAKEHHS AAS IAEHTHIKALT 3anaAeHHs cepugl. Lie
MOXKE MIATBEPANTU AIQFHO3 AYTOIMYHHOTO 30XBOPKOBAHHS Y MALEHTIB
3 AKMITi nia0O3p OO HA FiIFAHTOKAITUHHUIA MIOKAPAMUT, €03UHOMIABHUI

€BponeiicbKi KepiBHULTBA

Ta6nuusa 25. Moxnuei npU4mMHM Ta MOAMPIKATOPH 3AXBOPIOBAHHS
HAMYaACTIWMX KapAioMionarin

Moaudikarop

X-34ennexi mytauji

MokasHuk MpuumHa XBOPO6M ®eHoTHN
TEHETUYHI MYTALT
LMNA b AKMN
TIN X X AKMM, (TKMM)
RBM20 X AKMN
MYH7 x AKMM, TKMN
MYPC X AOKMM, TKMN
TNNT X AKMM, TKMN
PN . AN, Tk
DSP x x A.KMI'I, OKMIM,
MiokapauT

SCN5a X X AKMIM, (AKMN)
Tponomioauu-1 x aoKmn
Femaroxpomatos (HFE re,
c282Y) X TKMM, AKMN
Fanakrosupasa-A
(xeopo6a Pabpi) X Lol
Hempom’si3osi nopyLueHHs
M’s308a aucrpodis
HioweHa, M's30Ba
amctpodis bekepa, X AKmn
MioToHiuHa pucTpodis
CUHAPOMHI NopyLeHHs
MitoxoHapiansbHi x AKMN

HABYTI XBOPOBM

ypaxeHHs (BariTHicTs)

Indekuii (sipychi) X X Miokapaut, KM
IMyHHO-0OnOCepeakoBaHi

30XBOPIOBAHHS MiokapauT
(peBmaroiaHuit apTpmr, X X )J,KMI'IPA ’
CUCTEMHMUI 4ePBOHMIA

BOBYAK, AEPMATOMIO3MT)

TokcnuHi ypaxeHHs

(ankorons, amberaminm, X X AKMI, miokapaut
KOKQiH)

MeaunkameHTo3HI ypa-

XeHHs (QHTpaLMKAiHK, .
Tpactysymab, iHribitopu X X KM, miokapauT
iMyHHoI Bignosigi)

MepeBanTaxeHHs X X KM, OKM
(remoxpomaros) ’
MNepunapraneHi X X OKMI

CYNYTHI 3BAXBOPIOBAHHSA 3 MOXJTMBUMM B3AEMOLIAMU
13 TEHHUMMU MYTALLISMU TA BIJTMBOM HA ®EHOTUI | PE3YJIBTAT

TaxiapuTmii X X AKMN
Llykpoeui piaber X X OKMM, TKMN
lineprensis X X OKMN, TKmMn
Fino- abo ) N ﬂ.KMI'I, rKmn,
rinepTMpeoianam MmiokapauT

DSP — gecmonnakin; LMNA —naminaprHa AKMI; MYH7 (ren) - ren Baxkmx
nanuytorie MiosuHy 7; MYPC — MioanH-38’a3ytounii 6inok C; PLN — pocponamban;
RBM20 —motus, wo 38°s3ye puboHykneiHosy kucnoty 20; SCN5a - ansepa-6nok 5
Harpiesoro kanany; TTN —tutun; TNNT - tponoHin-T.
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MIOKQPAWT, BACKYAIT i CAPKOiA03. BOHO TAKOX MOXE AOMOMOrTM B
AIQrHOCTHILj 3OXBOPKOBAHb HOKOMUYEHHS, BKAIOYAKOUM AMIACIA A0
xBopoby Pabpi, FKUO Bi3ydAAI3AUiNHI METOAN GO reHeTnyHe
TECTYBAHHS HE AQE OCTATOYHOTO AIArHO3Y (AMB. TAKOXK PO3AIA 14.6).
EMB TaKOX MOXe posrasaatncs npu F’KMI, gkwo reHeTuyHi abo
HAOBYTI MPUYMHU HEMOXXAMBO iAEHTNIKYBATU. CAiA OLIHUT PUBUKNA
Ta nepesaru EBM, i Lo npoueAypy CAiA 30pe3epByBATU AAST KOH-
KPETHVX CUTYALLi, KOAW ii PE3YABTAT MOXKYTb BIAUHYTU HO AIKYBOHHST.

Ta6nuus 26. MouaTkoBa AiArHOCTUYHA OLIHKA Y NALIEHTIB 3 NiBO3POI0 HA
kapaiomionarito

AHaMHe3, BKIIOYAIOYM AETANbHI MUTAHHS NPO ByAb-sKi CUCTEMHI 3AXBOPIOBAHHS,
TOKCMYHI areHTH (XiMioTepanis, ankorons, HAPKOTUKM), O TAKOX CIMEMHMI aHaMHe3
CepLeBHX Y4 HepBOBO-M’130BMX 3aXBOPIOBAHL 6O PANTOBOI CepLEBOi CMepTi Y
uneHis cim’i y monogomy siui (<50 pokis)

JlabopaTopHi focniaXeHHs, Wo BKAOYAIOTL CepLeBi Ta M’ 130Bi bepMeHTH,
byHKUjlo NeYiHKM Ta HUPOK, reMornobiH, KinbKicTb neikouuTis (BKNtOUYAOYM
AndepeHLifHUIT NiAPaXYHOK NeMKOLMTIB ANs BUSBNEHHS eo3uHOdInii),
HQTPiMypeTU4Hi nenTuam, Tectn byHKLji WmTonoaibHoi 3anosu, craryc sanisa
TG MAPKEpPM CUCTEMHOTO aBTOiMyHHOTO 3axsopiosaHHs (hsCRP, antuHykneapHi
QHTUTING, PO34MHHMIA peuenTop IJ1-2)

Cravpaptha EKT y 12 sigeenenHsix Ta exokapaiorpadis ans BUsBAEHHS apUTMii
Ta OUiHKM CTPYKTYPM i PyHKUiT cepusi Ta CynyTHIX aHoManii

IHBa3uMBHA KopoHapoatriorpadis abo KT cepus ans eukniouenns IXC y nauientis
3 cepuesoto aucyHKuieo

MPT cepus i3 cekenysannsm T1 i T2 i LGE ans Bisyanisauii cTpyKTypHUX 3MiH,
HOKOMMYEHHs BiaKNaaeHs, iHdinbTpauii, 3ananenns, $ibposy Ta pybuis

[eHeTMYHE KOHCYNBTYBAHHS TQ FEHETUYHE TECTYBAHHS CAlif POBOAMTM 3ANEXHO Bif
BiKy, CIMEMHOro aHaMHe3sy, cepuesoro peHoTUny

Llinopo6oeni abo 48-roanHHuit ambynaropHmit moHitoputr EKT ans euseneHHs
nepeacepaHnx Ta LIJH)’HO‘IKOBMX GpHTMiﬁ

Ne 2 (268) / 2023

14.2.2 NikyBOHHSI

Cy4yacHe GapMAKOAOTiYHe AikyBAHHS CH y nauieHTis 3 AKMIT,
[KMIM a6o AKMIT He BiAPI3HSIETLCS BiA 3AraAbHOMO AikyBaHHS CH, 3a
BUHSITKOM OCOOAMBKMX QCMEKTIB, 3A3HAYEHUNX Y TABAMLSX 27-29. Y
MIAOTHOMY POHAOMIZOBAHOMY AOCAIAXEHHI TRED-HF BUMBYOAN MOXK-
AMBICTb BIAMIHU AiKKYBOHHS Y TUX MALLEHTIB 3 HeilweMivyHoo AKMIT, y sikimx
B6YAO YOCTKOBE a60 nosHe BiaHOBAEHHS OB AL (>40 %). OaHAK
peumans AKMIT npotsarom 6 micsuis cnoctepirascs y 44 % nauieHTis,
i OYAO BUSIBAEHO LLBUAKE PEMOAEAKOBAHHS ALLL i3 pOHHIMW TKOHUHHU-
MM TA GYHKLIOHAABHUMM 3MIHOMW HOBITb Y MALIEHTIB, B SIKUX HE BYAO
peumAmBYy.

Y pPAHAOMI3OBAHOMY MOABIMHOMY CAIMOMY NAQLLEOO-KOHTPOALO-
BAHOMY AOCAIAKEHHI 3 da3m (EXPLORER-HCM) AikyBAHHST MOBAKOM-
TEHOM MOKPALLMAO BidNUHY 3AATHICTb, O6CTPYKLO LVOT, GyHKLIOHOAL-
HM KAQC NYHA Ta CTAH 3A0P0B 1y NALEHTIB i3 06CTPYKTMBHOK [KMIT.
Lle A€ MOXAMBICTb CEeUndIiYHOTO AASI 3AXBOPKOBAHHST AiKYBOHHS
yCnaAKOBAHMX KMIT,

IMAAaHTALO KA, CAip PO3IASIHYTA AAS MALLiEHTIB 3 AKMIT, TKMI
abo AKMIT (avB. po3aiA 6). CUAC MOKA3AHb 3AAEXKMNTb BiA, KAIHIYHMX
GAKTOPIB PUBMKY PAMTOBOI CepLEBOi CMEPTI, MPU LbOMY OiAbLLINM
nPiopUTET HOAQETHCS MALIEHTAM i3 3HAYHUM Mi3HIM NIACUAEHHSIM
raAOAIHIEM Ha MPT cepusl, Y MOAOALLIOMY BiLj a0 3i cneundiyHmum
CIMEVNHNM/TeHETUYHUM GEHOTUMOM (TABA. 27-29). MOAEAI PU3UKY AN
MPOrHO3yBAHHS Nepesar KA 6yAn 3aCTOCOBAHI A0 NALJEHTIB, 3ape-
ECTPOBAHUX Y AOCADKAEHHI DANISH, i MOXXYTb AOMOMOITI MPW BU3HO-
YeHHi MoKa3aHb A0 iMAAaHTaLi IKA mpu AKMI. AikysaHHs TKMIT 1a
AKMI, BKAKOYAKOUM MOKA3AHHS A0 IKA, AETOABHO OMMCAOHO B none-
PEAHIX AOKYMEHTAX.

Ta6nuusa 27. [unatauiiHa kapgiomionartis abo rinokiHETMYHA HeAMNATALMHA KapaioMionarTis: cneundiuHi acnekTH AiarHOCTUMKM Ta NiKYBAHHs

AiarHocTuuHi KpUTepii Ta BUSHAYEHHS

HaBaHTaxeHHs abo sHauHoi IXC

AKMN: aunatauis JILL ta cuctonivna ancdyHKLis 30 BiACYTHOCTI BIOMUX GHOMANBHUX YMOB HOBAHTAXeHHs abo 3HauHoi IXC
linokinetnuna He-AKMIM: JILL abo GieeHTpukynspHa rnobanbHa cuctonivHa aucdyHkuis (PB JILL <45 %) 6e3 gunatauii 3a BiACYTHOCTI BIAOMUX QHOMANBHUX YMOB

AKMI i rinokiHeTnuHy He-IKMI MoXHa BBAXATH «CIMEHHUMMY», SKILO ABOE abo Binblue poauyie neplioro uu apyroro crynets matots JKMIT i rinokinetnuny ve-AKMI, a6o
sKwo po3tiH nigreepars [JIKMIT i pantoBy cmeptsb y Biui <50 pokie y poauua nepluoro cryneHs

FeHeTUYHE KOHCYNILTYBAHHS TA TECTYBAHHS

BiAXMNEHHs

KOHCYJIbTYBOHHS
HEKCHAIH, TPONOMio3uH-1, BiHKyiH

NepeBaxHO B MOEAHAHHI 3 CIMEMHOIO cerperavieto

Moka3aHHs. Bci nauient 3 giarHozom JKMI abo rinokinetnunoi He-[JIKMIT i Bci aopocni poamyi nepiioro crynexs LMx NALi€HTIB, a TAKOX NeBHA XBOPO6OTBOpPHA MyTauis,
HE3aNeXHO Bif, iX GpEHOTUMY, 3 METOIO BMSBNEHHS FEHETUYHO yPaXeHWX ocib Ha AokAiHiuHIA dasi

[lopocnim poaryam nepLIOro CTyneHs CNOPIAHEHHS Cnif NOBTOpIOBATH obCcTeXeHHs KOXHI 5 pokis abo pigwe, skwo y Biui <50 pokis abo BUaBNEHI HeAIArHOCTUYHI
Kniniuna ouinka, EKT, exokappiorpadis Ta, moxnueo, MPT cepus nosuHHi 6yTn npoBefeHi y poanyis nepLioro cryneHs CnopiaHeHHs NALieHTiB

PesynbTatn MmoxyTb BusenTM nauientis 3 IKMI i rinokiHeTnuHoto He-AKMIT 3 HaMBuwmm prsnkom apumii Ta/ abo naujienTis, wo notpebyioTs iHworo cneundivHoro
nikyBaHHs. PaHHE BUsBREHHS 6e3CMMNTOMHMX POAMYIB MOXeE NPU3BECTM A0 PAHHLOTO NiKYBAHHS Ta 3anobiraHHs nporpecyearHio CH Ta HanexHoro reHeTMyHOro

MinimanbHui Ha6ip reHiB®: TTN, LMNA, MHC, TNNT, tpononin-C, MYPC, RBM20, PLN, ansda-opunmus Hatpiesoro kaHany, BAG3, aktuH-anbda cepuesmii M’s3,

BuKkopHcTaHHs AOAATKOBOI NOCAIAOBHOCTI ANS QHANI3y AyXe BENMKOI NaHeni reHis Moxe ByTH posrasHyTe, SKILO € YiTKMIA CIMEMHWM aHAaMHe3 a60 CTPYKTYpHUI deHoTHn,

EnpomiokappaianbHa 6ioncis

CYB, iHwWi cMCcTeMHI, ayToiMyHHi 3ananbHi cTaHK abo xBopobH HakonKyeHHs )

ta SARS-CoV-2

3a ponomoroto Congo Red

MoxkasanHs. Mpu nigospi Ha peHoTMN, Wo noTpebye cneuydiuHOro NiKyBaHHs (HANPUKNGA, FiIFAHTOKNITUHHUI MIOKAPAMT, €03MHOMINBHUI MIOKAPAMT, CAPKOIAO3, BACKYNIT,

Kinbkicrb 3paskiB. Minimym 5, ane 3a Moxnueocti npuHaitMHi 7 3paskis: 3 ans natonorii, 2 ans indekuii (AHK, MJIP) i 2 ans PHK-sipycie/ pennikauii sipycy
Erionoris. Mowyk nowupennx kapaiotpodiunmx sipycis (napsosipyc B19, HHV4, HHVé, eHteposipycH, apeHosipycu Ta Kokcaki) 3a sonomoroto kinbkicHoi rtPCR
npu nigo3pi Ha BipycHy eTionorito. 3a MoxnusocTi cnig ouinnt MPHK Bipycy Ha akTueHy BipycHy pennikauito.

Mopansbwa oujinka, skwo € nokasaxxs: LLMB, BT, Borrelia burgdorferi (xeopo6a Jlaima), Coxiella burnetii (Q-nuxomarka), Trypanosoma cruzi (xsopo6a Llaraca)

ImyHoricroximisi. KinbkicHe Busnadenns CD3-, CD4-, CD8- abo CD45- nimdpounurtis i makpodaris CD68 Ha Mm% antn-HLA-DR
Ficronoris. ®apbyeaHHs reMaToKCMNIHOM Ta €03MHOM, ouiHKka $ibpo3y 3a gonomoroto TpMxpoMy MaccoHa Ta nikpocipiyca 4epBOHOro, BUSBAEHHS AMINOigHWX pibpun




€BponeiicbKi KepiBHULTBA

Ta6nuusa 27. Junarauiiia kapaiomionaris abo rinokiHeTMYHA HeaMnaTauiiHa KapaioMionaris: cneuudivHi acnekTH AIarHOCTUKM Ta NiKYBAHHS (NPOAOBXEHHS)

TepaneBTUYHI BapiaHTH

Nikysanns CH npu HFrEF (aue. pospinu 5 6)

Myrauis LMNA, RBM20, PLN i FLN. Buwmit pusmk pantoeoi cepueeoi cMepTi: cnif, po3rnsHyTM paHHI NOKA3AHHS AN NEPBMHHOT NPOGINAKTUKM 30 LONOMOTOIO iMNAaHTaLi
IKT, (xepytoumnce pakTopammu puamky)

Myrauis TTN. Buwmit pieeb ssopotHoro pemogentosaths JILL (go 70 %), ane Buwwmit pu3mnk nepeacepaHOI Ta LAYHOHKOBOI TAXIAPUTMINA

Xeopob6a Jlaitma (6openios). JlikysanHs gokcuupkniHom

Xeopob6a LLaraca (Trypanosoma cruzi). CneumndiuHe nikyBaHHS 3rigHO 3 Ail04MMM PEKOMEHAALISMM

AyToiMyHHI/ 3ananbHi 3axsoploBaHHs. PosrnsHbTe iMyHOCynpecueHy Tepanito Npu riraHTOKAITMHHOMY MIOKAPAMTI, e031MHOdINBHOMY MiOKapAKTI, capkoifosi abo eackyniti,
a TAKOX y BifiBPAHMX NALIEHTIB i3 CEPLEBUM 3ANANEHHSIM HEBIAOMOTO MOXOMAKEHHS HO OCHOBI MyNbTUAMCLMMNIHAPHOIO KOHCYIbTYBAHHs (Kapaionoris Ta iMyHonoris)

BAG3 - Bcl2-acouisiosanmii araroren 3; LIMB —uuromeranosipyc; DCM —gunarauiiita kapaiomionaris; [JHK — aesokcupuborykneinosa kucnora; FLN - pinamin; CH - cepuesa Hegocrar-
Hicte; HFrEF — cepuesa HegoctatHics 3i sHuxeHoto ppakuieto ukuay; HHV —sipyc repnecy noguum; BIIT—Bipyc imyHopeiumty mogmum; HLA-DR —niopcekmii nevikouptaphmii antmren-DR
isorn; HNDC - rinokiHetnuHa HegunatauisiHa kapaiomionaris; ICD —imnnanToBanmii kapaioseptep-aepi6punstop; LMNA —lamin A/ C; LV —niewit wnyrouok; ®B JILLI - ppakuis Bukmay
nigoro wiyHo4ka; MHC - saxkmsi naHutor miosnHy; MYPC —miosun-38’a3ytoumii 6inok C; MPHK —mecengxep puboHykneiHosoi kucnotu; NSVT —HenocriliHa wiyHouKoBa Taxikapais;

1P - nonimepasHa naxuorosa peakuis; PLN —docdponamban; RBM20—motve, wo 38's3ye puboHykneiosy kucnoty 20; PHK — puboHykneiHosa kucnota; rtPCR —nonimepasHa naHuo-
roBa peakuis 3i 3BOpoTHOIO TpaHckpuntasolo; SARS-CoV-2 —Tsxkuii roctpuii pecniparophmii cuHapom kopoHasipyc 2; CKB — cuctemnmii yepsormit Bosuak; TNNT—r1ponoHin-T; TIN —1utmH.
“Llest cnmcok reHis He € Bu4eprHMM i Byae 3MIHIOBATHCS i3 36iMbLUEHHSM 3HQHb MPO MATOFEHHICTb. 3B SXITbCA 3 FEHETUYHNM BIAAITOM, LWO6 3anMTaTH, sky 6a30By NAHEb reHiB BOHW BUKOPHCTOBYIOTb.
SMakTopy pusmKy y nauienTis 3 nintepaxeroto mytauielo LMNA: NSVT nig yac am6ynaropHoro moritopysants EKT, ®B J1LLI <45 % npu nepuwiii ouiHui, Yonosiva cTats i He-
MicceHc MyTauii (Bctaska, aeneuis, yciveHHs ab6o MyTauii, WO BNAMBAIOTs HA CAAAHCHHTY).

Ta6nuusa 28. lNneprpodiuna kapaiomionaris: 0cobnMBOCTI AIArHOCTMKM TA NiKYBAHHS

BusHauyeHHs

ToewwmHa cTitku >14 MM B ogHoMy abo kinbkox cermenTax Miokapaa JILL, 1o HepoCTATHLO NOSICHIOETBCS BUKNIOYHO AHOMAIBHUMM YMOBAMM HOBAHTCXKEHHS!

LVOTO >30 mm pr. cT. y cTaHi cnokoto abo ¢iznuHoi aKTMBHOCTI, acumeTpuuHa rineptpodis abo nigenieHnin LGE y HepiBHii cepepmHi cTiHKM B HaMBinblu rinepTpodoBaHOMy
cermeHTi TaKoX ceiguatb npo HaseHicte TKMI

KM MoxHa BBaXATH CiMelHOIO, KOnK BUsBneHo aBox abo binbwe poauyie nepworo abo apyroro crynens 3 [KMI a6o poanua nepworo crynens 3 TKMI, nigteepaxernm
PO3TMHOM i panToBolo cMepTio y Biui <50 pokis

AundepeHuiiiHuit piarHos

Moxe 6yTn cknagHo sigpizHutn TKMI gig disionoriuHoi rineptpodii, cNpMYMHEHOT IHTEHCHBHUMM CMOPTMBHMMM TPEHYBAHHAMM, TAXKKOIO rinepTeHsielo abo aopTanbHUM CTEHO30M
Ta isonLoBaHolo rineptpodieio neperopoaku. HeobxigHo nogymatu npo renetnuny TKMIT, skwo crynine rineptpodii JILL HenponopuiiHuii BigHocHo HaByToro Tpurepa
Posrnapaiite aminoinos sk npuuMHY, KONM BUSBASIOTL 36iNblUEHHS TOBLUMHM MiXnepeacepAHoi neperopopku, AB knanana ta/a6o sinbHoi criku ML (aue. posgin 14.6)

FeHeTUYHE KOHCYIbTYBAHHS TA TECTYBAHHS

Moka3aHHs. leHeTHuyHe TecTyBaHHS HeoBXigHO 3aNponoHyBATH BCiM NavieHTam 3 piarHosom TKMIT ans BUsiBneHHS MOXAMBOI OCHOBHOI FEHETUHHOI MPUHYMHM TA BCIM AOPOCIIUM POAMHAM
nepuoro crynehs nauieHTie 3 [IKMIT Ta neBHOIO MyTaLi€lO, O CIPUYMHSIE 3AXBOPIOBAHHS, HE3QNEXHO Bif iX PEHOTHMY, 3 METOIO BUSBNIEHHS FEHETUYHO YPAXKEHMX OCIB HA AOKNIHIYHIN dasi.
Kniniuna ouinka, EKT Ta exokappiorpadis noenHHi 6yTH BUKOHAHI Y poAMyiB NepLUOro CTyneHs, sKi MaloTb TOKY X NeBHY XBOPOBOTBOPHY MyTaLLito, WO i NALiieHT

SIKLWO B IHAEKCHOrO NALEHTA He BUSBNEHO NEBHOI reHeTMYHOI MyTaLii a60 reHeTMYHe TECTYBAHHS He NPOBOAMTLES, CAif NPOBECTHM KNiHIYHY OLiHKY 3a gonomoroto EKT ta
exokapgiorpadii y AOPOCAMX POAMUIB NEPLIOTO CTyNEHs Ta NOBTOPIOBATH ii KOXHI 2—5 pokis abo pialue, SKLWO € HEAIArHOCTUYHI BIAXMNEHHS.

MinimanbHuit Habip renisa (MyTauis capkomeproro reqa go 60 % sunaakis): TTN, LMNA, MHC, TNNT, Troponin-C, MYPC, RMB20, PLN, anb$a-oauH1us HaTpiesoro
kavany, BAG3, aktuH-anbda cepuesuit M'a3, HeKcuniH, TPONoMiosuH -1, BiHKyniH. BUkopucTaHHS AOAATKOBOro ceKBeHYBAHHS ANs AHANi3Yy AyXe BEAWKOI NaHeni reHis Moxe
6yTH pPO3rNsHYTO, SKLLO € YiTKMM CiIMEMHMM aHaMHe3 abo CTPYKTypPHMI GEeHOTHN, 3a NepeBarolo B NOEAHAHHI 3 CIMEMHOIO cerperauieo

Cneumdiuti ymosu. M’ssoBa cnabkicts: posrnsHbTe MiToxoHapianbHi X-3uenneri myTauii, nopylweHHs Hakonu4eHHs raikoreny, mytauii FHLI, atakcito Ppigpeiixa
CHHAPOMHI CTAHM (KOTHITUBHI NOPYLUEHHS, NOPYLIEHHS 30PY, ONYLUEHHS NOBIKM): MOXAMBI MiTOXOHAPIanbHI X-34yenneHi MyTauii, curapom HyHana, xsopoba [anona

Mnsmu Big KaBK 3 MONOKOM (neHTHrIHM): MOXIMBMI cHapom neonapaa/HyHana

EnpomiokapaianbHa Gioncis

MokasaHHs. Moxe nposoanTHcs, Konu 6a30Ba KAIHIYHA OLIHKA CBIYMTL NPO cepueBe 3ananeHHs a6o xBopoby HAKOMMYEHHS, SKi HEMOXITMBO AiArHOCTYBATH IHLLIMMM
cnocobamu (ame. Takox Pospin 14.6)

TepaneBTHMYHI BapiaHTh

3 LVOTO, Yhukaiite rinosoneMii (3HeBogHEHHs), 3aCTOCYBAHHS apTepianbHUX i BEHO3HWX po3wmpioBadie (HiTpatu Ta iHriGitopu pocdopiectepasu 5 Tny) i arokcuHy
BukopucroByiite HeBazoposwmpioBanbHi Geta-6nokatopu abo Bepanamin, skuwo 6eta-6nokaropu noraHo nepeHocsaThes abo HeedeKTUBHI

Husbki po3u netnboenx abo TiasuaHKX AiypeTHKiB cnia 3aCTOCOBYBATH 3 0BepeXHICTIO Ans noninweHHs 3aauwkm, nos’ssanoi 3 LVOTO, ane yHukatoum rinosonemii
IHBa3MBHE NikyBaHHS (3MEHLLEHHS NEPeropoaKM WASXoM ankoronbHoi abnsuii abo MiomekToMii) y AocBigueHnx LeHTpax Moxe ByTu posrnsaHyTo y TMx nauientis is LVOT
cnokoto abo MakcumansHo cnposokosaum LVOT 250 mm pr. ct. Ta/abo y skux cumntomu sanmwatotbes (knac Il abo IV sa NYHA, cunkone), Hessaxatoun na OMT

CumnromaTnuti 6e3 LVOTO. ObepexHe 3aCTOCYBAHHS HU3bKMX A03 NETNbOBMX a60 TIa3MAHMX AiypeTHKiB, o6 yHUKHYTH rinoBonemii. Bepanamin/ auntiasem, skwo OBJILL
>50 %, i 6eta-6nokatopy He nepeHocsTbcs 60 HeedeKTUBHI

Nokasannsa ao IKA. Ha ocHosi moaenei pusuky pantoeoi cepuesoi cmepri. PosrnsHbre Moxnusicts imanantauii IK[, skwio HaseHi: ciMeHMi 4 aHOMHe3 panToBoi cepueBoi
cMepTi B ogHoro abo Kinbkox poauuis nepioro ctynes y siui o 40 pokie abo panToeoi cepueeoi cMepTi y poarua nepuuoro cTynexs 3 nigrsepaxenum TKMI y 6yab-skomy
Billi; NAPOKCM3MANBHA WTYHOYKOBA TAXIKAPAIS; He3PO3yMini cuHKone

Xsopo6a Pabpi. 3amicHa pepmeHnTHa Tepanis (aediunt anbda-ranaktosmuaasm A)

Aminoinos. [usitbcs pospin 14.6 i manionok 21

AV - arpioseHtpukynspHmii; BAG3 — Bcl2-acouiriosanmii atanoren 3; EKT — enektpokapgiorpama; TKMI—rineprpogiuna kapaiomionaris; IK[—imnnaHtosanmii kapaioseptep-ge-
¢ibpunstop; LGE —nizne nocunenns ragoniniem; LMNA —lamin A/C; LV —niuit wnynoqox; ®B JILL - ppakuis Bukngy nisoro wnyHouka; LVOT - euBigHMi TpakT niBoro wiyHouka;
LVOTO - o6crpykuis suxigHoro tpakTy nisoro wiyHouka; MHC — saxkuit nanusor MiosuHy; MYPC — Mio3un-38’s3yioumii 6inok C; NSVT - HenocrisiHa wyHoukoBa Taxikapais;

NYHA — Hbto-Uopkebka acouiauis cepus; OMT - ontumansHa mearkamentosHa tepanis; PLN - pocdponamban; RMB20 — moTre, wo 38°s3ye puboHykneiHosy kucnoty 20; RV —npa-
Buit wiyHo4ok; TNNT—tponoHiH-T; TTN — tutuH.

°CrmMcok reHiB He € BUYEPNHUM i Byfie 3MIHIOBATMCS 3 YOCOM, 3i 36iMbLUEHHSM 3HAHb MPO NATOrEHHICTb. 3B AXITbCA 3 FrEHETMYHMM BIAAINOM, WO6 3anuTaTy, SKy 6a30BY NAHesb reHiB BOHU
BUKOPMCTOBYIOTb.
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Ta6nuusa 29. AputmoreHHa kapgioMmionaris: cneuudiuHi acnekTH AiarHOCTUKM TA NiKYBAHHS

BusHauyeHHs

CrapkoBe 3aXBOPIOBAHHS CEPLEBOro M'630, WO XAPAKTepPU3y€ETbcs Nporpecylodnm GpibposHm samileHHam miokapaa MK, wo moxe aistu sk cybeTpar ans WnyHOYKOBUX
APUTMIN, He3po3yMinux cuHkone Ta/abo panToeoi cepuesoi cMepTi
Ypaxenns JILL ta cucroniuna aucdyrkuis tpannsiotees y >30 % nauientie 3 AKMI, Tomy ioro dpeHotun moxe 36iratmcs 3 KM

AiarHoctuka

Ha ocHosi ouiHku koMbiHawji reHeTH4HMX dakTopis (6inblicTb BUNAAKIE Ay TOCOMHO-AOMIHAHTHUX AECMOCOMHMX MYTAL|ii), AOKYMEHTALLT LUNYHOYKOBUX APMTMIN Ta KpuUTEpiis
eisyanizauii (exokappgiorpadis Ta MPT) aucnnasii MX is samiwennsm pibposHo-x1posoto TkaHuHoto abo nigteepaxeHo EMB. Cneuudiuni anomanii EKT moxyTs 6yTn HaseHi
abo BigcyTHi

FeHeTUUYHe KOHCYJIbTYBAHHS /TECTYBAHHS

MokasaHHs. [eHeTH4He TeCTyBAHHS MOBUHHO ByTH 3aNPONOHOBAHE BCiM nalieHTam 3 nigo3spoto Ha AKMIT i eciM gopocnnm poamnuam nepiuoro crynens nauienTis 3 AKMIM ta
neBHOI XBOPOBGOTBOPHOIO MyTALLEID, HE3ANEXHO Bif iX peHoTUNY, o6 iAEHTUPIKYBATH FrEHETUYHO YPaXEHHX Ocib Ha AOKAIHIYHIA dasi.

TeHeTUYHMM CIMeMHMI CKPUHIHT TAKOX MoXe ByTu nokasaHuii ans ctpatmdikauii pusmky aputmii

Knixiuna ouinka, EKT, exokapgiorpadis ta, moxnueo, MPT cepus MaioTe 6yTH BUKOHAHI y poaMyiB NepLIOro CTyneHs, siKi MAIOTb TaKY X NeBHY XBOPOBOTBOPHY MyTaLLilo, WO
1 iHAEKCHMI nauieHT

SKWO y iIHAEKCHOTO NALEHTA He BUABAEHO NEBHOI FEHETUYHOI MyTaLii aBO reHeTUUYHe TECTYBAHHS He MPOBOAMTLCS, CAiA PO3MASHYTH KAiHi4YHY OLiHKY 3a gonomoroto EKT ta
exokappaiorpadii y AOPOCAMX poamuiB NEpLIOTo CTyNeHs Ta NOBTOPIOBATH ii KoXHI 2—5 pokis abo piaLue, SKIO € HEAIarHOCTMYHI BIAXMNEHHS

MiiManeHuit HaBip reHis:

[lecMocoManbHMi, NepeBaxHo 3 i30nboBaHMM ypaxeHHsm [DK: nnakorno6in, DSP, PKP2, DSG2 i DSC2a

3 yactum ypaxennsm J1LLI/DCM: sokpema DSP, FLNC, SCN5A, TMEM43, FLN, LDB3, pecmin, a-aktmuin, BAG3, NKX2-5, RBM20, SCN5A, KCNQ1, KCNH2, TRPM4
a6o PLN.

Skwo rineptpodis JILL nerka: posrnsHbte Bapiantn TNNT.

AHomanii WKipK, AONOHHMM i NiAOLBOBMIA riNEpKepATO3: PO3ISHEMO PIAKICHI peLecmBHi MyTauii, Wwo npussoasTs ao cuHapomy Kapeaxans ta xeopobu Hakcoca.
Mnakorno6in (JUP).

3 kaptuHoio miokapauty Ha MPT npu AKMI: posrnsHbte BapianTu rena DSP

EnpomiokapgianbHa Gioncis

Micns ouiHKM BCiX HEIHBA3MBHMX AOCAIAXEHD ii CNif 30CTOCOBYBATH y peTenbHO BiAibpaHMx BUNAakax. XapakTepHUMK O3HAKAMM € BiNSHKM 3aMileHHs GiBpo3HO-XMpoBOIo
TKaHWHOIO 3 pibpo3om 3amicHoro TMny abo 6e3 Hboro npu Gioncii neperopoaku ML, EMB mae Husbky wytnueicts ans aiarnoctukn AKMI y Bunapkax Bornuiesoro
posnoainy

TepaneBTHYHI BapiaHTn

Tikysanns HFrEF gna HFrEF (gue. posainn 5 6)

Cnig, yHMKQTH CMOPTMBHUX 3MAraHb, 0BMEXMTU Pi3U4HY OKTUBHICTD

MauieHTam i3 WwWayHoUKOBUMM apuTMismm: BeTa-Bnokatopu HeobXigHO TUTPYBATH A0 MAKCMMANBLHO NEPEHOCHMOI 03U B IKOCTI Tepanii nepLuoi fiHii. AMioaapoH MOXHa
PO3rSAATH SiK AOMOBHEHHS Ao 6eTa-6nokartopie, abo skuwo Geta-6nokaropu npoTUnokasaxi, abo He nepexocutbes; IMnnanTauis IK[ nokasawa, skuwo B aHamHesi 6yna
KniHiYHa panToBa cepuesa cmepTb abo crifika Ta/abo reMOAMHAMIYHO NOTAHO NEPEHOCMMA LLTYHOUYKOBA TaXiKapais

Y nauientis 6e3 wnyHoukosux aputmii: IK moxHa posrnatyt (ame. posain 6.1) Hasitb y nauientis 3 myTauismu rena LMNA a6o FLNC i LVEF <45 %

AKMI - aputmorenHa kapgiomionaris; BAG3 — Bcl2-acouiliosanmii atanoren 3; DSC2 — pecmokonin 2; DSG2 — pecmornein 2; DSP - pecmonnacin; FLN — inamin;
FLNC - ¢pinamin C; CH — cepuesa Hegoctartnicts; HFrEF — cepuesa HegocratHicTb 3i 3HnxeHoto ¢ppakuieto sukuay; |IK[ —imnnantosanmsi kapaioseptep-aedibpunsarop;

JUP - cnonyuenns nnakornobiny; KCNH2 — kaniesi HanpyrosanexHi kaHanu nigpoantmn H, unen 2; KCNQ1 — kaniesi HanpyrosanexHi kaHanu nigpoamuim Q, uner 1;

LDB3 - 38’s3yBaHHs gomery LIM 3; LMNA —lamin A/C; LV — niswi wnyno4ok; @B JILL — ppakuis Bukmugy nisoro wnyrouka; MPT — marHitHo-pesoHaHcHa Tomorpadis; NKX2-
5-NK2, nos’s3anuii 3 pakropom tpanckpunuii, nokyc 5; PLN — pocponambar; PKP2 — nnakodinin 2; RMB20 - Motus, wo 38’s3ye puboHykneitosy kucnoty 20; RV —npasuit
wnyHo4ok; SCNSA - anvepa-cybopmnnmus 5 Hatpiesoro kanany; TMEM43 — pancmembpanuuii 6inok 43; TNNT - rponoHin-T; TRPM4 — tpaH3sutopHmii noteHuian katioHHoro

kaHany, YneH 4 nigpoanumn M.

T14.3 HekoMnaKTHUIN MIOKAPA AIBOTO LLUAYHOYKO!

HMALL € ay>ke piakicHO BpoaxkeHoto KMI, Wwo xapakrepuay-
ETbCS EHAOMIOKAPAIAABHUMI TPABEKYASILLISIMK, 5K 3GIABLLYIOTLCS 31
KIABKICTIO TQ BUPCQYKEHICTIO. Y BIABbLLOCTI BUMAAKIB, Y TOMY YNCAI KOAW
CTQH BUKAVKAHWIA MyTaALisIMK B reHi MYH7 a6o MYBPC3, HMALL ycrioa-
KOBYETbHCS 30 AYyTOCOMHO-AOMIHOHTHUM TUMOM. Y CiM’aX i3 deHoTMna-
M1 DCM 1a HCM icHye siBHe nepeKkpuTtts. AOCUTb YOCTO 0Ccobu 3
o3Hakamv HMALL 6yBatoTb y CiM'SIX, A€ IHLLI YPOOKEHI pOANYI MAKOTb
Tmnosmin HCM a6o DCM. Takmm YmHom, HMALL pO3rAsIAQETLCS HE SIK
oKpeMa xBopoba, A gK OKPEMUM PIAKICHUIA NP OSIB FEHETUYHOT CXUAb-
HocTi A0 TKMIMT aBo AKMIT,

14.4 30XBOPIOBAHHS MEpPEeACEPAb

14.4.1 BUsSHQYEHHS

3aXBOPIOBAHHS MEPEACEPAD, SIKE TAKOX HA3MBAIOTL NepeAce-
PAHOKO HEAOCTATHICTIO, B0 MIOMATIEKD, MOXHA BU3HAYMTM SIK KOMIM-
AEKC CYOKAIHIYHNX CTPYKTYPHUX, EAEKTPODIZIOAOMYHMX | PYHKLIIOHOAL-
HWX 3MiH, SIKi BMAMBAOTb HO MEPEACEPAS 3 MOTEHLINHNMM KAIHIYHUMI
HaCAIAKOMKW. ByAO NpUNyLLEHO, LLLO 3AXBOPIOBAHHS MEPEACEPAD
nos’s1i3ye nartodisionorito CH, ocobamo HFPEF, 3 PI1, oCKiAbKM BOHM

YACTO CMBICHYIOTb, TICHO B3AEMONMOB’ 1I30HI TA MAKOTb CMiIABHI GAKTOPU
PU3KKY.

14.4.2 NAiQrHOCTUKAO

Po3awmip i yHKLjO NnepeAcepAb MOXHA OLLHUTA 30 AOMOMOrOKO
MYABTVMOAQABHOI Bi3yQAI3ALLii, BKAKOUYAIOYM ABO- TA TPUBUMIPHY €XO-
Kapaiorpadito, AedopMALLO MIOKAPAQJ, KOMM'IOTEPHY TOMOrpadito
(KT) Ta MPT cepugl. CepueBi 6ioMmapKkepm, BKAKOHAKOUM BUCOKOHYTAU-
Bi cepLeBi TPOMOHIHM Ta HI, MOXXYTb AOMOMOITU OLLHNTY NATODIZIONO-
riYHi ACNEeKTN 3AXBOPIOBAHHS NepeAcepAb. [MiauLLeHi pisHi HIT npw
@M TAKOXK MOXYTb BYTM IHANKATOPOM OCHOBHOTO 30XBOPIOBAHHS
nepeacepAb. [pote BCebiyHA XAPAKTEPUCTUKA 3AXBOPIOBAHHS
nepeAcepAb, O MOEAHYE KAIHIYHI, Bi3yQAI3ALLIHI, BiOXiMiYHI TG MOAE-
KYASIOHI OCOBAMBOCTI, BCE LLE BIACYTHSI.

14.4.3 Be AeHHS$ NAL|EHTIB.

30XBOPIOBAHHS MEPEACEPAb € HOBOIO TEPAMEBTUYHOK MILLIEHHIO
AAS MPOBIAAKTUKK DI, CUCTEMHOT TPOMBOEMGBOAIT TA, MOXKAMBO,
HFpEF. OCKiAbKI 30XBOPKOBAHHSI MEPEACEPAb, 3AAETLCS, € PE3YALTA-
TOM NEPETNHY CRIAbHNX GAKTOPIB PU3NKY TA CYMYTHIX 3AXBOPIOBAHb,
Lo cnpuyrHsioTb sk P, Tak | CH, LyKpoBUiZ AlQGET, rNepTOHIs, OXXKn-



PiHHS, KYPIHHS TA BIACYTHICTb Pi3UMYHOT AKTUBHOCTI MOXYTb MATU Nep-
LIOPSIAHE 3HAYEHHST AAST MOrO PO3BUTKY. EderTrBHE AikyBAHHS CH Tal
@I (AMB. po3AIA 12.1.1), A TAKOX AIKYBOHHST MITDOABHOT perypritaLii
(AMB. PO3AIA 12.3.3), TAKOX MOXKE BYTN BAXKAVBIM AASI MPOTUAIT NPO-
rPEeCYBAHHIO 3AXBOPIOBAHHS MEPEACEPAD.

14.5 Miokapant

14.5.1 EniaeMioAOris TO AICrHOCTUKA

30XBOPIOBAHICTb HA FTOCTPUIM MIOKAPANT OLIHIOETLCS B 1,5 MiABMO-
HQO BUMAAKIB HO PiK Y BCbOMY CBITi. BHECOK MiOKapAUTY SIK NpuymH CH

€BponeiicbKi KepiBHULTBA

BAPIOETLCS 3AAEXKHO BiA BiKy TA perioHy Bia NprbAn3Ho 0,5 % A0 4,0 %.
XpOHIiYHe, MiATBEPAXKEHE 30 AONOMOroto EMB 3anaAeHHsT MOXXHA
BUSIBUTN Y 9—-30 % A0pOCAMX NAujeHTB 3 AKMIT. HamdacTiwi noteHuin-
Hi eTioAOrii, O NPOBOKYIOTb FTOCTPUI MIOKAPAMT B €BPONI, HOBEAEHI
B TOB6AMLI 30.

KAIHIYHO KOPTVHA FTOCTPOrO MIOKAPAMTY MOXKE BARIKOBATH BiA AET-
KX CUMMTOMIB AO KOPAIOFEHHOTO LLIOKY. AATOPUTM AIQrHOCTUKMN TOCTRO-
ro MiokapAuTy y nauieHTis i3 CH HoBeaeHMIn B TABAMLI 31. CrneupdiyHi
KpuTepii Gioncin Ta MPT cepus HOBEAEHI B TABAMLSX 32 Ta 33.

Ta6nuusa 30. Etionoriuni dakTopwy, Wo, 5K BBAXAIOTb, NPOBOKYIOTb FOCTPUIA MIOKAPAUT

IHDEKLIT

BipycHi

Mapeosipyc B19, sipyc repnecy-6 nioantu, sipyc Enwreiina-bapp, eHteposipycu (sipyc Kokcaki, apexosipyc), LLMB, BIJ1, SARS-CoV-2

IHwi Borrelia, Coxiella burnetii (Q-nuxomatka)

CHUCTEMHI 3AXBOPIOBAHHS

AyToiMyHHI Ta iHwWi . .
QyTOIMYHHi 30XBOPIOBAHHS

Capkoigos, riraHTOKAITUHHMI MiokapauT, eo3nHodinbHuit miokapaut, CHB, ANCA-no3uTHBHMIT BacKyniT, peBMATOIAHMI apTpuT, Byab-siKi iHwi

TOKCHYHI YPAXEHHS

MeankameHTu

IHriBiTopK iMyHHOT KOHTPONBHOT TOYKM, AHTPALMKAIHM, KNO3ANiH, APeHepriYHi npenapaty, 5-gropypaumn

IHWi pevyoBuHM Ankorons, ampeTaminm, KoKaiH

ANCA - antuneiitpoginsHi uutonnasmatnyri anturina; LUMB — uutomeranosipyc; BIJT-sipyc imynopeiunty niogmnm; SARS-CoV-2 — TsXKuii roctpmii pecnipatopHmi cMHAPOM

kopoHasipyc 2; CYB — cucTeMHMIi 4epBOHMI BOBYAK.

Ta6nuusa 31. [iarHoctnuHe obcTexeHHs NpM NiBO3pi HO FOCTPHUIA MioKapAUT

BU3HAYEHHS NIGO3PU HA TOCTPUIM MIOKAPOMUT
Kniniuna kapTuHa + >1 0608’ 13KOBUIT NO3UTMBHMM AiarHocTMUYHMIA TecT (6axano MPT cepus) 3a BiACYTHOCTI 3HQUYILMX ypaKeHb KOPOHAPHMX APTEpIH, KNanaHHWX abo
BPOMKEHUX 30XBOPIOBAHb CEPLS YU THIIMX MPUYMH
KniHiuni o3Haku Yytnusicte Cneupmdiunicts
Foctpuit noyatok Gonio B rpyasx, saamwka, o3Haku nisoi Ta/abo npasoi CH ta/abo He3posymini apuTmii abo pantosa KniHiYHa cMepTb Huseka Huseka
OBOB’43KOBI AIATHOCTUYHI TECTU
Hosi 1 HaMiuHi aHomanii ST-T, Bknlouatoun nceBaoiH KTHY enesauj rmenta ST, n Hi
EKT 0B TG AMHAMi4HI AHOMA ST-T, Bknio alo4M Ncesao dapkTHy enesaujio cermenta ST, nepeacepaHi abo Bucoka Husbka
wnyHoukosi aputmii, AV-6nokaay, aHomanii QRS
. MipguieHi TPONOHIHM 3 AUHAMIYHMMM 3MIHOMM, WO BIANOBIAAIOTL HEKPO3Y Miokapad
Jla6opatopHi Tectn ABHLLEHI TPOTO! A L. 4, LLO BIANOBIA posy pAc Cepennst Husbka
CraHpapTHi aHANi3M, BKAKOYAIOYM KiNbKICTb NEMKOLMTIB, o6 BUKAIOUMTM eo3uHObINil0
Hogi ctpykTypHi ab6o $byHKuioHanbHI aHomanii, perioHanbHi aHomanii pyxy cTiHku abo
rno6anbHa WwayHoukoBa AMcdyHKLis 6e3 poslMpeHHs WyHOuKiB abo 3, Ik NPABKAO, Nerkoio
EXO-KT aunatauieo, 36inblEHHSM TOBLUMHM CTIHKM Yepes Habpsk Miokapaa, nepuKapaianbHui BUAIT, Bucoka Huzbka
BHYTpIilIHbOCEPLEBI TPOMBM, LLO HE MOSICHIOTLES iHWMMM cTaHamm (Hanpuknaa, IXC, TKC
abo knanaxHoto xsopoboto cepus)
BusiBnenHs Habpsk naneHHs Ta ¢i KinbKicH iHKa Ta nokanisauis n rolo KapTyBAHHS
MPT cepus usisne .06p y, 3anane a dlz 6po3y, CHO OUiHKA Ta loKani3auis 30 AOMOMOrolo KapTyBad Bucoka Cepents
T1 ta T2, ouiHku nosaknitMHHOro 06’ emy Ta LGE (aue. Tabn. 33)
LOOOATOKBI OIATHOCTUYHI TECTM
KopoHaporpadis abo KT- - . . .
poxaporp ¢ Bukniouae sHauny IXC abo NKC npwu kniHiuHO nigo3ploBaHoMy MiokapamTi Bucoka Bucoka
kopoHaporpadis
EnpomiokappiansHa Gioncis | [lns aiarHocTku Ta nokasaHb Ao cneuudivHoro nikyeaHHs (aus. Tabn. 32) Cepeppst Bucoka
MET cepus Moxe 6yTH KOpPUCHUM y nauiexis, AKi He MOXYTb NPOWTH MPT, abo 3 nigo3poto Ha cMCTEMHE ayTOoIMyHHe Husbka Husbka
3aXxBOpIOBAHHS, abo cepLesuit capkoinos
DepMeHTH ckeneTHUX M'a3iB, PYHKLIS NEUIHKM TA HUPOK, HATPIMYPETUUHI NenTUay, Tectn yHKuii Husbka Huska
WMTONOAIGHOI 3N03M, CTATYC 3aNi3a, MAPKEPH CUCTEMHOTO AYTOIMYHHOTO 3AXBOPIOBAHHS
CPBb nigsuwwennit y 80-90 % nauientis Cepennst Husbka
Hopatkosi nabopatopHi . . . .
TecTy I'IJ'IP-Tec‘r.yBaHHn. MOWMPEHMX KAPAIOTPOMHMX BIPYCiB MOXE BUABUTH CHCTEMHY iHdekuilo, ane He aoBoAKTL
cepuey iHdeKLilo | He MOXE 3AMIHMTM aHANI3 BipycHOro reHomy Ha 3paskax EMB
3a BigcyTHOCTI BipyCHOro MiokapamTy nowupeni uMpkysniotoyi antutina IgG no kapaiotpontux sipycis Huzbka Huzbka
[yxe o6mexeHa AIGrHOCTUYHA KOPMUCHICTb
Cneujianbhuit Tect Ha SARS-CoV-2, 6openito, BIJT a6o LIMB, skuwo € kniniuHa nigo3pa
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Ta6nuusa 32. EnpomiokapaiansHa 6ioncis y nauieHTie 3 NigO3poI0 HO MIOKAPAWT

Ne 2 (268) / 2023

MokasaHhs (aue. Takox pospin 4.3).

COpKOIA03, CUCTEMHI 3aNAsbHI 3AXBOPIOBAHHS)

Mporpecytoua abo crifka Taxka cepuesa aucdyHKuis Ta/abo WayHOUYKOBI APUTMIi, WO 3arpoxytoTs XuTTIo, Ta/abo AV-6nokana Mobiua 2-ro crynens abo suue 3
BiACYTHiCTIO kOpPOTKOCTPOKOBOI (<1-2 THHiB) OYiKyBAHOI BiANOBIAI HA 3BMUYAIIHE NiKYBAHHS
MerTa nonsirae B ToMy, W06 BU3HAYMUTM €TIONOFiIO TA NPU3HAYMTH cneumditHe NiKyBAHHS (HANPUKNGA, FIFGHTOKAITUHHUI MIOKAPAMT, €03MHOBINbHUI MIOKAPAUT, CepLeBmit

Kinekicte i Micus 3paskis

Moxe 6yt posrnsHyTo Big6ip npob nig koHTponem MPT a6o PET

Minimym 5, ane 3a moxnmnBocti He MeHwe 7 3paskis, 3 ans natonorii, 2 ans inbekuint (AHK, MSIP) i 2 ans PHK-sipycie/ pennikauii sipycy. Jlieni 1a/ abo npasuit wayHouok.

Erionoris

rtPCR

MNP Ha nowwupeHi kapaioTpodiuHi BipycH Ta KinbKicHui4 aHanis sipycHoro reHoMy (napeosipyc B19, HHV4, HHVé, enteposipycu, apeHosipyc i sipyc Kokcaki) metopom

Bipycny MPHK ans aktuBHOi BipycHOI pennikauii MOXHA OLIHUTH, XO4Q METOA MAE HU3bKY YYTAMBICTb
3a nokasaHHsam wykaiite LLMB, BIJT, Borrelia, Coxiella burnetii (Q-nMxomarka) ta SARS-CoV-2

LiarHoctnka 3ananeHHs

IMyHoricToximis i3 papbysanHam Ha antutina go CD3, CD4, CD8 ab6o CD45 ans nimbouuris i antutina no CD68 ans makpodaris ta antutina go HLA-DR

Bu6ip nikyeaHHs

AntHbioTHkm: bopenis (xsopoba Jlaiima)

IMyHocynpecueHa Tepanis moxe 6yTu nokasaHa Ha ocHosi pesynstatie EMB, sk npu riraHTokniTMHHOMY MiokapauTi abo eo3uHObINbHOMY MIOKAPAMTI, G TAKOX, MOXAMBO,
TAKOX MPM CApKOiAo03i, BacKyniTi abo OKPeMMX NAUI€EHTIB i3 NiABULLEHUM CEPLEBMM 3ANANEHHSM HEBILOMOrO NOXOAXKEHHS HO OCHOBI MYNbTUAMCLMMNIHAPHOTO KOHCYIbTYBAHHS

Mpotueipycha tepanis: BIJ1, LLMB, HHVé B ouikyBanHi HaBanTaxenHs Ta pennikauii sipycy (MPHK)

Ta6nuusa 33. MPT cepus y nauienTis 3 Nino3poio Ha MiokapauT

MokasaHHs

MmanoimosipHoto IXC

MokasaHe Ha nouaTkoBoMy eTani BciM nauieHTam 3 aHamHesom + EKT, nigsuweHnm pisHem TponoHiHy abo exokapaiorpadiyHUMKM BiAXMAEHHSMM, 0 TAKOX BUKOUYEHOK a6o

PekoMeHAayeTbCs Nia Yac cnocTepexeHHs y NALieHTIB 3i cTiikolo ancdyHKuielo npu exokapaiorpadii, aputMismu abo nopyienHamn EKT®

OcHoBsHi 3HaxiakM

Ha nouatkosomy etani: T1-3saxeHi (sananeHHs, nowkomxkeHHs) i T2-3saxeni (Habpsk) nocnigosHocti, nosaknituHHmit 06’ em i LGE npotsirom 2 TxHiB nicns nosien cumntomie
Min yac nogansiworo cnocrepexents: LGE ans ouinku ctynens py6utosanns, T1 i T2 gns BussneHHs CTiMkoro 3ananeHHs®

LiarHocTUuHe 3HQYEHHs

cneumdiynicTio y $basi saroctpeHHs

MpuHaiMHI opuH KpuTeEpiK, 3acHoBaHMM Ha T2 (3aransHe abo perioHanbHe 36inblweHHs Yacy penakcauii T2 Miokapaa abo NigBMLLEHA IHTEHCHBHICTb CUrHANY Ha T2-3BaKEHNUX
306paxeHHsIX), 3 NPUHAKMHI OfHUM KpuTepiem Ha ocHosi T1 (nigsuwennit T1 miokapaa, nosaknithHuMit 06’ em abo LGE) y roctpiit dasi
Jlnwe oann Mapkep (10670 Ha ocHosi T2 abo T1) Bce we Moxe NiATPUMYBATH AIGFHO3 FOCTPOrO 3aNANEHHS MIOKAPAQ Y BIAMOBIAHOMY KNiHIYHOMY CLEHAPIi, XO4a 3 MEHLLOK

Heratnere ckanyearHs T1/T2 He BMKNIOYAE BCe Lye TPMBAIOYOTO 3ANANLHOTO NPOLECY B XPOHiuHiN dpasi®

LGE — ni3He nocuneHHs ragoniHiem.

“Tpeba woHasimerwe 3 Micaui, nepw Hix 03Haku HabPsKy (BTOPUHHOrO MO BiAHOLWEHHIO A0 3ananeHHs y ¢asi 3arocTpeHHs/BUXiHOI niHii) 3HMkHyTs. Yepes 6 Micauis o3Haku
Habpsky T1 abo T2 nosuHHi Bynm 3HMKHYTH, SKWO 3ananeHHs Byno 6 nosHictio BiacytHe. OaHak BiacyTHicTb Habpsky T1 abo T2 He BUKNIOYAE XPOHIYHOrO HEBENMKOrO 3QNANEHHS.

14.5.2 NikyBOHHSI

[ocnitaAizauis MpoTarom woHanMeHLwe 48 roaAnH Moxke 6yTn
KOPWCHOIO AAS MALEHTIB 3 FOCTpUM MiokapamTtom Ta CH, ocobArBo
SKLLO TPOMOHIHWM MNIABULLLEHI TA KOAM cepLeBa ANCOYHKLIS Ta/a6o
ApUTMII NPUCYTHI HO NOYATKOBOMY €Tari.

Hes3Baxkatoum HA BIACYTHICTb AOKQSIB y crieumdiyHMX YMOBAX
rOCTPOro MiIOKAPAMUTY, AikyBAHHS HFFEF pekomMeHAYETbCS MK HASIBHO-
CTi CUCTOAIYHOI AncdyHKLii ALL. IMmyHOCYnpecis NoKA3aHa AvLe B
OKPEMUX BUMAAKAX FOCTOOrO MIOKAPAUTY (TABA. 34). TTICAS 3HUYKEHHS!
PiBHSI CepLeBUX GepMEHTIB, BIACYTHOCTI QpUTMIi T CTaBIAI3aLji cep-
LIEBOI CUCTOAIYHOI ANCOYHKLIT CTAHAQPTHY Tepanito CH cAia NpoAOB-
YKYBOTY LLLOHAVIMEHLLE 6 MiCsILLiB.

IMyHOCYMNPECUBHY TEPAMIKO PO3MATACAN AASI AiKYBAHHS MALLEHTIB i3
XPOHIYHVM 3ANAAEHHSIM CepLst 3a AQHUMM EMB i BiACYTHICTIO AOKO3iB
QAKTVBHOI BipYCHOI iHdeKLii. Take AikyBOHHS AGMOHCTPYBAAO MOAIMLLIEH-
HS1 cepLeBOi GYHKLUji B HEBEAMKMX AOCAIAKEHHSIX | BYAO MOB'S13aHE 3
KPALLMMWN PEIYABTATAMM B PETPOCMEKTMBHOMY OBCEPBALNMHOMY
AOCAIAKEHHI. 30PA3 NOCTAAO HEOOXIAHICTb Y MPOBEAEHHI Npocnek-
TUBHMX AOCAIAXKEHD 3i CTAPVMM Q6O HOBVMM IMYHOCYMPECUBHUMK/
iIMYHOMOAYAIOBOABHUMK NpenapaTtamin. NAaueb0o-KOHTPOAbOBAHE
AOCAIAKEHHS, SIKE MePEBIPSIE BMAMBY iIMyHOOACOPOLLT B/B iMyHOTAOBY-
AiHIB HO OyHKUO AL TPMBAE, AlHLLI BOPRIAHT AIKyBOHHS IEPEBIPSIFOTLCSI.

14.6 AMIANOTIAO3

14.6.1 EniaeMioAOris T AIQrHOCTUKAO

AMinoiaHa kapaiomionarTist (AK) BCe e € HeAOCTATHbO AIQrHOC-
TOBAHOO NpuyKnHOK CH. ABi HOMNoLwmpeHiLi dopmmn AK — iMyHOTAO-
OYAIH Aerkoro AaHLtora (AL) | aminoiao3a TpaHcTpeTuHy (ATTR). ATTR

Ta6nuusa 34. JlikysaHHs Ta cnocTepeXeHHs 30 NALEHTAMM
3 rOCTPMM MIOKAPAMTOM

3a HassHocrti cucroniuHoi ancdyHkuii JILL cnig posnounnati tepanito CH
i npoaoBXyBaTH il NPUHAMMHI 6 MicaLiB Nicns NOBHOroO GyHKUIOHANLHOTO
sigHoBneHHs (PB >50 %)

Mpu roctpoMy MiOKApPAKTI 3 03HOKAMM AYTOIMYHHOrO 30XBOPIOBAHHS (KAIHIYHMMK
a6o npu EMB), Bkntouaioum riraHTOKNITMHHKI MioKapauT, Backynit abo capkoinos,
HeobXigHa iMyHOCynpecis NpoTArom woHaimeHwe 6—12 Micauie

IMyHocynpecis He peKOMEHA,0BAHA HA PErynsipHii OCHOBI NPU rOCTPOMY MiOKAPAMTI
6e3 kniHiunnx abo EMB pokasis aytoimyHHoOro saxsoptosaHHs. [MouaTkoee emnipuute
BBEAEHHs B/ B KOPTUKOCTEPOIAiB MOXE BYTH 30CTOCOBAHE Y BUNAAKAX CHIBHOI Mif03pH
HA IMyHOOMNOCEPEAKOBAHMIA MIOKAPAMT, 0COBNMBO SKILO BiH YCKIQAHEHMI FOCTPOIO
CH, snoskicHummu aputmismu 1a/ abo AV-610kapoto BUCOKOTO CTyneHs

Cnip, yHUKATH iHTEHCMBHMX 3QHSATb CMOPTOM Y BUMAAKAX, KOMWU CUMITOMM,
nigeMLLeHHs cepuesnx pepmeHTie abo nopywenns EKT i osHaku Ha Bisyanisauii
cepus TPUBAIOTH LWOHAKMMeHLE 6 MiCILiB Nicns NOBHOTO OAyXaHHS

HeobxiaHe wopiyHe cnoctepexeHHs NpoTarom woHaimeHwe 4 pokis 3 EKT ta
exokappiorpadieo, OcKinbk1 rocTpuit Miokapaut moxe npussectu go JKMIM y no
20 % eunapkis




BKAOYOE AMKNM TN (>90 % BUMNAAKIB) | CMAAKOBMIA OGO BAPIAHTHMIA
™n (<10 % BUNaAKiB). MiAPOXOBAHO, WO BiA 6 % AO 16 % BCiX NALIEHTIB
3 He3po3yminoto AL abo HFPEF nia Yyac rocnitaaizaLii abo 3 TSKKMM
QAOPTAABHMM CTEHO30M, SIKi MIAASITAKOTb 3AMIHI AOPTAABHOTO KAQMAHQA,
y BiLi cTapLue 65 pokis, MOXyTb MaTV WITTR-CA.

AJQrHOCTUKA TA AiIKyBAHHS AK ByAM HELLLOAQBHO MEPETrAsIHYTI. Bik
>65 pokis i CH pa3om i3 TOBLMHOKO CTiHKM ALLl >12 MM Npm eXoKapAio-
rpadii € oOCHOBHUMK KpUTEpPIaMUM MiaA03PK Ha AK. Kputepii niao3pu HaO
AK TO MATBEPAXKEHHS! AIQFHO3Y HOBEAEHI B TAOAMLI 35, AOAQTKOBIN
Ta6AMLI 25. KapaioAoriyHa Bidyaaizaujs Ta EMB ab6o nosacepuesa
BGioncist HeobXiAHI AAS1 AIATHOCTUMKM AL-CA y NALLIEHTIB 3 QHOMOABHMM/
reMaToAoriyHUMM Tectamm. CumHTUrpadia 99mTc-PYP, miyueHoro tex-
Heuito a6o DPD a60 HMDP-cumHturpadis 3 nAQHapom Ta SPECT-

Ta6nuusa 35. «YepeoHi npanopui» ans HaMnowmpeHiwmnx Gopm
aminoigo3sy cepus

Tun YepBoHuii npanopeub TTR AL
MNonineponaris X X
OucasToHoMis X X
KpoBoeunueu Ha wiipi X
Makpornocis X
Moripwanhs cnyxy X
[lBOCTOPOHHI# 3an’SCTKOBMI TyHENbHMUIM X
CMHAPOM

Exkcrpakapaianbhuit
Po3pue cyxoxunns Giuenca X

Monepekosuit creHo3 xpebeTHoro
KaHany

Biaknapenns cknonogibHoro Tina Xa

CimeiHuMit aHamHe3 Xa

Hupkoea HegocratHicts X

Mporteinypis x

KniHiuno: rinotensis abo HopMoTeHsis, X

Kapaianshuit . . .
AKWo paHiwe Byna rineprexsis

EKT:

MNceepoindpapkrHa EKT kaptuHa
Husbkuit/ sHuxennin BonsTax QRS Xxx XXX
B MOPIBHAHHI 3i cTyneHem ToBmHm J1LL
3axsopioeanHs AV nposigHocTi

JNa6opatopHo: HenponopuiiHo Ao
crynens CH niggnwennit NT-proBNP
MepcucreHTHO NigBULEHMH piBeHb
TPOMOHiHY

Exokapaiorpadis:

3epHucTuit 6anck Miokapaa
36inbLueHHS TOBLUMHM CTIHKM NPABOrO
wRyHouKa

36inbwena ToewmHa AV knanaxa
MepukapaianbHuit BuniT

3MeHLIeHa No3a0BXHS Aedopmalis
3 aNiKQLHUM WAAHWUM MOSTIOHKOM

Xxxxx | Xxxxx

MPT:

Cy6enpokapaianbhuii LGE
MipBuweHi HaTuBHI 3Ha4YeHHs T1
36inbLueHHs NO3aKniTHHHOTO 06 emy
AHoManbHa KiHETMKA ragoniHito

>X X X X
X X X X

AL - imyHorno6yni nerkoro nawutora; AV — arpio-wnyHoukosa; AK — kapaianbHuii
aminoigos; MPT - MarHiThuii pesoHanc cepus; EKI — enektpokapgiorpama;

CH - cepuesa HegocrartHicts; LGE — nisHe nocunenHs ragoniniem; LV — nisuii
winyHo4ok; NT-proBNP — N-kiHueBmsi HaTpiitypetnynmit nentun npo-B tuny;
QRS-Q, Ri S 3y6ui (kombiHauis Tpbox rpaciynmx Bigxmuners); TTR — TpaHcTHpeTHH.

9Cnapakosmii TTR-AK.
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300PAKEHHSIMN MAE CNeUMPIYHICTb | MO3UTUBHY MPOrHOCTUYHY LiiH-
HICTb AAS alarHocTikm TTR-AK Ao 100 %. Ha BiamiHy Bia Luboro, MPT
cepust MO€E YyTAMBICTb | cneundivHictb 85 % i 92 % BiANOBIAHO.
CnoaKoBA GOPMA MOBUHHA BYTH BUKAKOYEHQA LLASIXOM FEeHETUYHOTO
TECTYBAHHSI. EMB € 30A0TM CTAHAQPTOM AAST AiarHOCTUKM TTR-AK 3
Mamke 100 % YyTAMBICTIO TO CNeUMBIYHICTIO, SKLLO 3PA3KM 3I0PaHi 3
>4 Micub | nepeBipeHi HO AMIAOIAHI BIAKAOAEHHS 30 AOMOMOro Gap-
©YBAHHS1 KOHrO YepBOHMM. OAHAK BioncCis He NOTPIOHA AAS1 2-3 CTy-
MEeHs1 NO3UTUBHOCTI NpK cunHTUrpadii 3a Aoonomoroto SPECT.

14.6.2 NikyBOHHSI AMIAOIAO3Y TO CEPLIEBOI HEAOCTATHOCTI

[MATPUMKG €YBOAEMIT € BODKAMBUM EAEMEHTOM Y AiKYBAHHI, QAE €
CKAQAHOIO Yepes MOMITHO 3HMKEHY EMHICTb LUAYHOYKIB. SIKLLO € CUMM-
ToMK CH, MOYXHQ NPU3HAYNTY NETABOBUM AlYPETUK, MOXAMBO 3 MPA,
QAAE OPTOCTATUYHA MNOTEH3iSI MOXKE BUKAMKATA HEMNEPEHOCUMICTb LIMX
npenaparis. beta-6Aaokatopu, auritanic, IANPD, BPA a6o ARNI MOXyTb
MOraHO NEePEHOCUTUCSI YepPe3 MMOTEHSIIO, | iXHE MicLe B AikyBAHHI AK
30AVLLAETLCS HEBU3HAYEHMM. HEOBXIAHO YOCTO PO3IASIACOTI MOXAN-
BICTb iIX CKOCYBAHHS Yepe3 rnoTEH3Io Ta/A60 BpaanKApAI. BKK caip
YHUKATW, OCKIABKIA BOHU MOXKYTb BUKAMKATA CUABHY FIMOTEHSIKO TA BTOMY
Q60 YTBOPIOBATY KOMMAAEKCH 3 AMIAOIAOM.

AMIAOIAHAO IHOIABTPALLS CTIHKM NepeACepAs NPU3BOANTL AO
nepeacepAHOi MionaTii T eAeKTPOMEXAHIYHOT AMCOoLjALLii 3 BUCOKMM
pu3nKoM emBoAii. MaujeHT 3 AK Ta Ol B AHAMHE3I MOBUHHI OTPUMY-
BATU OHTUKOQIYASHT. MOKM LLO HEMAE AOKQ3IB, LLLO MIATBEPANKYIOTh
QHTUKOATYASILIO Y MALIEHTIB i3 CUHYCOBUM PUTMOM. AMIOAQPOH €
KPALLMM OHTUOPUTMIYHM 3ACOBOM.

Tepanis AL-CA 30CHOBAHA HA AiKyBAOHHI OCHOBHOI reMATOAOTYHOT
nPOBAEMM 30 AOTTOMOTOHO XiMioTepanii A60 TPAHCAAQHTALLT AyTOAO-
TYHMX CTOBOYPOBUX KAITUH.

Crabinizauis TTP Ta 3HMKEHHS NOro MPOAYKLLT € OCHOBOO AiKKyBOH-
Hs1 TTP-AC. ToAQHCOAQHTALLISI NeYiHKM Ta/Q60 CepList MOXKe PO3IAIACQ-
TUCS AUILLIE NPV TEPMIHOABHIM CTAAT 3AXBOPIOBAHHS CiMenHoro TTR-AC.
Tadamiaic 3HMIKYBAB CMEPTHICTb BiA YCIX MPUYMH | FOCMITAAIZALLIM AO
CepueBO-CYAMHHMX 30XBOPIKOBAHDL Y MALEHTIB i3 cepLeBoto abo
HECepLEBOIO BIONCIED, NIATBEPAYKEHOK CMAAKOBOK XBOPOOOO TA
WITTR-CA, B OCHOBHOMY Yy naALieHTiB i3 khnacamm CH I ta Il 3a NYHA Ha
NOYATKY AOCAIAKEHHS. DYHKLIOHAABHE MOAIMNLLIEHHS BIAGYAOCS NP Oo-
TArOM 6 MICSILLIB, TOAI SIK 3HMYKEHHST CMEPTHOCTI 3AMHSIAO MAMKE 2 POKM.
BHYTPILLHbOBEHHE BBEAEHHST MATUCIPAHY, HEBEAMKOI MOAEKYAN, LLLO
6aokye PHK, ab0 niALLKIPHOrO iHOTEPCEHY, QHTUCEHCOBOIO OAIro-
HYKAEOTUAY NPOTU TTR, MOXHQO PO3MAIACTA Y MALIEHTIB i3 KOMOGIHOBAO-
Hoto hTTR, Ta moAiHenponarTieto Ta AC. 30CTOCYBAHHS AVDAYHIZAAY
30 NMPU3HAYEHHSIM MOXKE PO3AIAaTUCS B WITTR-CA y komGiHaUji 3
iHriBITOPOM NPOTOHHOI NOMMN.

14.7 KapaiomionarTist 3 nepeBAHTAXEHHSIM 3AAI30OM

[epeBAHTAXKEHHS 3OAI30M € PE3YALTATOM reHETNYHO OOYMOBAE-
HOro MIABULLLEHOTO BCMOKTYBAHHSI 3AAI30 B KMLLEYHWKY B KOHTEKCTI
CMNOAKOBOIO reMOXpOMATo3y (MEPBUHHE NEPEBAHTONKEHHS 30AI30M),
a60 BHACAIAOK MHOXXMHHWX NEPEANBOAHb KO OBI, HEOOXIAHMX AAST AiKY-
BOHHSI FTEMATOAOTYHMX CTAHIB, TAOKMX SIK B6eTa-TaAaceMisa (BTOpUHHE
NEepPEBAHTOXKEHHS 3AAIZ0M). [1pK NEPEBAHTANKEHHI 3AAI30M 3AQTHICTb
TPAHCHEPUHY 3B'93YBATU 3AAI30 HACKYEHA, | 3OAI30, HE 3B'S13QHE 3
TPAHCHEPMHOM, MOTPAMASIE B KAPAIOMIOLMTN Yepe3 KAAbLIEBI KAHO-
AU L-TVINY, BUKAMKQIKOUY OKMCHE MOLLKOAYKEHHS MIOKAPAQ. AOAQTKOBI
YCKAQAHEHHS1, CAPUYMHEHI 3AAIZ0M, TAKI 51K 3AXBOPIOBAHHS MEYIHKN TA
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EHAOKPUHHI MOPYLLEHHS], e BiAbLLE CAPUSIKOTE MOMPLLEHHIO POBOTU
cepug. KiHLEBMM Pe3YALTATOM € PO3BUTOK KAPAIOMIONATIi 3 nepeBaH-
TAXKEHHSIM 30AI30M (IOCM), 51Ka MOXKE MATV ABO PECTPUKTUBHUM, QB0
AVACTALAHUM GEHOTUM, MPUYOMY NEPLLMIA MOTEHLIMHO PO3BUBAETHCS
B ARYIMIN Y Mipy PO3BUTKY 3AXBOPRIOBAHHSI. BIAKAOAQHHS 30AI3Q B MiO-
KAPAI MOXXHO TOYHO OUIHUTK 30 AOMOMOro MeToankn CMRT2*;
3HAYEHHS T2* KOPEAKOIOTb i3 CUCTOAIYHOK GYHKLEKD AIBOFO i MPABOro
LUAYHOMKIB | MepeAbAYatoTh PO3BUTOK IHAYKOBAHOI! 3aAi3om CH abo
aputmin. Npodiraktika IOCM yChilLHO AOCSIrAETbCS 30 AOMTOMOTOO
XEAQTOPIB 30AI3Q, BKAKOHAOUM AebepOKCAMIH, AeDepinpoH i aede-
PACIPOKC, TOAI SIK BCTAHOBAEHWN IOCM Moxke 6yT MOBHICTIO 3BOPOT-
HVM MPKU 30CTOCYBAHHI MOCUAEHOI TA KOMBIHOBAHOI Tepanii XxeAaTy-
BAHHSIM 30AI3Q.

PekomeHpauii Woa0 NikyBaHHS TPAHCTUPETUHOBOTO
aminoifgo3sy-aminoigosy cepus

Ne 2 (268) / 2023

Ta6nuus 36. JlikysaHHs BpoaXeHNX B, CEpLs TO CepLEBOi HEAOCTATHOCTI
B JOPOC/IMX Y CMELiani3oBaHUX LEHTPAX

Maujentn 3 BBC 3 xpoiunoto CH noeuHHi 6yt Hanpasnewi fo cneuianisoBaHmx
ueHTpiB

BincyTHi KOHKpeTHI pekoMeHAAL|i LWOAO MEAMKAMEHTO3HOTO NiKyBAHHS

xponiunoi CH npu BBC, i npaktukyioui nikapi NoBMHHI AOTPMMYBATUCS MOTOUHUX
pekoMeHAaUiH Woao MeaMKameHTo3Horo nikysanHs CH. 3anmwaerses HeBinoMuM,
YM BMMBAE TPMBANE 3ACTOCYBAHHS HEMPOrOPMOHAIBHUX MOAYNSATOPIB HA KAiHiYHI
pe3ynbtati Ta nporHos npu BBC

Caky6itpun/BancaptaH MoXe 3HMXYBATH 3AXBOPIOBAHICTb, OAHAK HA ACHMI
MOMEHT He MOXHA AATH XOAHMX PEKOMEHAALH HA OCHOBI PETPOCNEKTUBHOrO a6o
ONMUCOBOrO XAPAKTEPY LMX COCTEPEXEHD

CynyTHi 3axsoptoeaHHs npu CH, Taki sik uykpoeui piabet, @I, uentpanste
anHoe cHy, AediuMT 3ani3d Ta KAXEKCis, cif NiKyBATH BiAMNOBIAHO A0 KOHKPETHWUX
PeKOMeHAALM, HOBEAEHMUX Y LIbOMY AOKYMEHTI

Mpu aBoLNYHOUKOBOMY KPOBOOBiry NaLieHTH 3 nopyLueHHam cuctemHoro JILL
NoBMHHI nikyBaTucs TpaamuiiHolo Tepanieto CH; ue Takox MoxHa posrasaati
Y NAUIEHTIB i3 CUMNTOMOMM 3 HEAOCTATHICTIO CUCTEMHOTO NPABOTO WITYHOUKA

NOKPALLEHHS CUMNTOMIB, 3MEHLLEHHS YOCTOTH CepLeBo-
CyAMHHoOI rocnitanizauii Ta cMepTHoCTi

PekomeHpauii Knac PiBeHb [iypeTku peKoMeHAYI0TbCS 15 KOHTPOJIO CUMMTOMIB 3ATPUMKM PiAMHM.
Tadamigic pekOMEHAOBAHMI NALEHTAM 3 NIATBEPAXKEHUM JlikyBaHHS NALiEHTIB i3 CUMNTOMAOMM HEOCTATHOCTI EAMHOTO WTYHOUKA
renetnuHmum hTTR-CA ta CH I-Il knacy 3a NYHA ans I B B cucTeMi kpoBoobiry PoHTelHa abo y pasi cTilKoro WyHTa cnpasa Haniso

3aBXAM cnip, po3noynHati obepexto, 6epyun fo ysaru nabinbhuit 6anaxc
nepeaHABAHTAXEHHS LIJ.H)’HO‘IKiB TA CUCTEMHOIO NMOCTHABAHTAXEHHS

Tadamipic pekomergosanuit nauientam 3 wiTTR-CA ta CH I-
Il knacy 3a NYHA ans nokpalueHHs CMMATOMIB, 3MEHLLEHHS! | B
4acTOTH cepLEeBO-CyAMHHOI FrocniTaniaauji Ta cMepTHOCTI

14.8 BpoaXKeHi BOAM CepLisl Y AOPOCAMX

NiKYBAHHST BDOAXKEHMX BAA, CEPLIST Y AOPOCAMX BYAO AETAABHO
PO3ISIHYTO B HELLLOAQBHIX pekomMmeHaaujsx ESC. CH € nowmpeHoto
NPOBAEMOIO, gKA BPAXKAE 20-50 % HOCEAEHHST 3 BDOAYKEHUMM BAACO-
Mn cepus (BBC) i € BOXAMBOIO NPUYMHOKD cMepTi. MaTtodisdioAoris
cepLeBoi AnchyHKLIT mpy BBC 4acTo BiAPRI3HSIETLCS BiA TAKOT MPY HE
BPOAKEHWNX (HOBYTVX) BOACX CepLsl, 30KPEMA Y TUX, Y KOrO € CUCTEM-
HUM NPOBUIA LWAYHOUOK (ML), HeAOCTATHICTE CYBNYABMOHAPHOIO
LLAYHOUKA, OAVH LUAYHOYOK, XipYPriYHQa TPABMA, XPOHIYHE NepeBOH-
TAOKEHHS TUICKOM/OB’ €EMOM Y CUCTEMHUX TA MIAAETEHEBWX LUAYHOUKAX,
QA TAKOX Npw rinepTpodii a6 HeyLLAbHEHHI MIOKAPAQJ, CAPUYNHEHMU-
MM MYTALLISIMW TEHIB. TOMY eKCTPAMOAIOBAHHS MOTOYHKUX PEKOMEHAQ-
LM oA AikyBaHHS1 CH Ha naujeHTis 3 BBC He 3aBan AOLLAbHE. Kpiv
TOrO, HEYUCAEHHI HOSIBHI AQHI NPO AikyBaHHS CH y nauieHTis 3 BBC
YACTO € HENEPEKOHAMBUMI | OTPUMOHI 3 HEBEAMKMX KOTOPT MALLEHTIB.
SIK HOCAIAOK, KOHKPETHI pEKOMEHAALLT LLLOAO AikyBaHHS CH npm BBC
3AE0IABLLIOTO FPYHTYIOTLCS HO KAIHIYHOMY AOCBIAI QOO0 MO3MLLiSIX.

BakamBo nam’aratn, wo nauieHtn 3 BBC 3 CH noBuHHI 6yTn
HOMPOBAEHI AO EKCMEPTHWX LIEHTPIB. 3AraAbHi MPUHLMMN BEAEHHS
MALEHTIB B O4iKyBAHHI MEepEeBEAEHHSI AO CMELIAAIZ30BAHMX LIEHTPIB
Y3AraAbHEHO B TABAML 36.

15 KAIOYOBi NOAOKEHHS

1. NaujeHtn 3 CH krnacndikytoTbest HO 0CHOBI ix PBALLL Ti, y Koro
OB ALL cTaHOBUTB Bip 41 % AO 49 %, BU3HAYQKOTLCS 51K XBOPI 3 «MOMI-
HO 3HIKeHo OB ALL» (HFmMIER).

2. BumiptoBaHHst HI 1a exokapaiorpadis BiAINparOTh KAKOHOBY POAb
y AlarHocTumui CH.

3. IAN® a6o ARNI, 6eta-aapeHobAokaTopu, AMP Ta iHriGiTopu
SGLT2 pekoMeHAYIOTbCS SIK OCHOBA Tepanii AAs nALiEHTiB i3 HFrEFR

4. IKA peKOMEHAYIOTLCS BUOPAHMM NaALieHTaM i3 HFFEF iluemivyHol
EeTIOAOTI TA il CAIA POBIASIHYTY Y MALIEHTIB 3 HEILLEMIYHOIO ETIOAOTIEID.

CepueBa pecHHXpoHi3auiiHa Tepanis Moxe ByTH TePANEeBTUYHUM BAPIGHTOM

y nauienTie 3 BBC i CH, ane gokasis y LboMy KOHKpETHOMY BMNAAKY BCE Lue
6pakye. Edektnricte CPT 6ypae 3anexaTh Big OCHOBHOrO CTPYKTYpPHOrO Ta
dyHKUiOHaNbHOTO CyBCTPaTy, TAKOTO Ik QHATOMIsi CUCTEMHOTO WAYHOUKA (niBuMK,
npaemit a60 pyHKLIOHANBHO EAMHMI), HASBHICTb i CTYMiHb CTPYKTYPHOI CUCTEMHOI
perypritauii AB knanaHa, nepsuHHe 3aXBOPIOBAHHS Miokapaa abo py6uioBaHHs,
Q TAKOX TUMY 3ATPUMKM €NEKTPUUHOTO NPOBEAEHHS

Tikyeanns roctpoi CH y nauientis 3 BBC noemHHO npoBoauTHcs B ekcnepTHOMY
LEHTPI 3 HONEXHMMM 3HOHHAMM NPO IHOTPOMM, AOCTYMHICTIO €KCTPAKOPMOPANLHOI
MeMBpPaHHOI OKCHreHaLlii Ta NepefloBUMU METOAAMM MOCTIB

PekoMeHayeTbcs cBOEYACHA OLHKA NOKA3AHb ANst TPAHCMNAHTALT cneuianictamu
3 BBC CH B tpancnnanTauiiiHomy ueHTpi 3 gocsigom nikyeanus BBC

LLinyHoukoBi AOMOMIXHI NPMCTPOi MOXYTb BYTH MICTKOM 0 TpaHCANaHTaui Ans
naujiextis abo B aesKMX NiArpynax naujieHTie MOXyTb 6yTH BapiGHTOM LinboBoi Tepanii

5. CRT-P/D pekoMeHAYETbCS NauieHTam i3 HFrEF, cuHycoBmm puT-
MOM, 3 LBBB >150 MC i cAip pO3rasiHYTM y nawieHTis 3 LBBB >130-149 mc
ab0o 6e3 LBBB >150 mc.

6. PoswmpeHi ctparerii AikyBaHHst CH (TpaOHCRAQHTALS cepList/
MEXAHIYHA NIATOVMKA CEPLIST) MOXKYTb BYTU AOLIABHUMK AAST OKPEMUX
NALEHTIB.

7. NMauieHtam i3 HFmMrEF MOXXHO pO3TASIHYTU MOXKAMBICTb MPUMOMY
IAMN®D/ARNI, 6eta-6a0KkaTopis Ta MPA.,

8. AiarHo3 HFpEF BuMarae o6’ ekTBHIX O3HAK CEPLIEBUX CTRYK-
TYPHUX QB0 OYHKLIOHAABHUX BIAXMAEHbB, O TAKOXX MiABULLLEHHST KOHLIEH-
Tpauji HIMy NAQ3MI, O Y3roaXKyETbCS 3 HOSIBHICTIO AIQCTOAIYHOT AMC-
OyHKUji ALL TO MiABALLEHHSIM TUCKY HOMOBHEHHS ALLL SIkuLo ui mapke-
pPU HEOAHO3HOYHI, PEKOMEHAYETLCST MPOBECTU AIQCTOAIYHUN
cTpec-TecT.

9. Ha CbOroAHiLLHIN AeHb HE BYAO AOBEAEHO, LLIO AIKYBOHHS 3HW-
YKYE CMEPTHICTb TA 3OXBOPRIOBAHICTb Y NALLEHTIB i3 HFPEFR

10. PekomeHAy€eTbC, WoO yci naujeHT 3 CH 6yAn 30paxXOBAHI A0
MYABTUAMNCLMMAIHAPHOT Mporpamy crnoctepekeHHs CH.

11. Di3nyHi BNPABU PEKOMEHAYIOTLCS BCIM NALIEHTAM, SIKi 3AQTHI
MOKPALLNTN Gi3UYHY MPALLE3AATHICTb | IKICTb XKITTS, O TAKOXK 3MEHLLMU-
M rocnitaaizauito npu CH.

12. MNaujeHrTis i3 3anyLeHolo CH, pedpakTepHOO A0 MEANKAMEH-
TO3HOI/anapaTHOI Tepanii, Ta WX, ki He MAKOTb ABCOAIOTHUX NMPOTU-
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MOKA3AHb, CAIA HAMPABASTA AASI PO3IASIAY TPAHCOAQHTALLT cepugl.
MCS TaKOX CAIA PO3TAIAQTU SIK BTT ab60 DTy okpemMmux NALiEHTIB.

13. MOXyTb BUHNKHYTU YOTUPU OCHOBHI KAIHIYHI NPOSIBA FOCTPOI
CH: TAI'CH, roctpuin HOBPSIK AereHb, HeAOCTATHICTb XK Ta KapAio-
FEHHWIA LLOK.

14. NikyBAHHS$1 rocTpoi CH FpyHTYETbCS HO 3ACTOCYBAHHI AlypeTtn-
KiB AAS1 BMEHLLEHHS 3ACTINHMX SIBULLL, IHOTPOMIB TA KOPOTKOYACHMX MKC
AN NepudeprnyHoi rinonepdyaii.

15. MNauieHT, rocniTaAi3oBAHI 3 MprBoAy CH, MOBUHHI ByTH peTens-
HO OBGCTEXEHI, WOo6 BUKAKOYNTU CTiMKI O3HAKW 3ACTOK PIAVHA.
[NepopanbHe AiKyBAHHST MAE BT ONTMMIZOBAHO MEPEA BUMUCKOIO.

16. Ha A0AQTOK AO MEPOPAABHUX AHTUKOQANYASIHTIB, Y MALIEHTIB, Yni
CUMMTOMMW TA/Q6GO MOPYLLEHHS GYHKLT cepls, MoB s3aHi 3 Prl, caia,
PO3MASIHY TV CTRATETKO KOHTPOAKD PUTMY, BKAKOHAKOUM KATETEPHY ABASILIIHO.

17. TlQUIEHTAM i3 CUMMTOMOTUYHUM TSHKKMM CTEHO30M QOPTOAb-
HOro KAQMAHA pekoMeHAOBAaHI SAVR abo TAVI, 3a pekomeHaAaLisiM
KAPAIOAOTIYHOT rpynu.

18. MNauieHTiB 3 i30AbOBAHVMK 3HAYYLLMMK KpuTepiamm SMR Ta
COAPT CAia POBIASIHYTU AAS MTPOBEAEHHS YEPELLKIPHOT PEKOHCTOYK-
Lii Bia KPQIO AO Kpalto, TOA sik naLieHTis i3 SMR ta CAD, siki noTpebytoTh
PEBACKYAIPU3ALLT, CAIA PO3IMASIHYTU AAS XIDYPTYHOTO BTRYYOHHS.

19. MNaujieHTaM 3 LyKPOBMM AIQBETOM 2-TO TUMY PEKOMEHAOBAHO
AIKYBOHHS iHriGiTopamm SGLT2.

20. MNauEHTU MOBUHHI MEPIOANYHO MPOXOANTN CKPUHIHT HO QHEMIO
Ta AediUMT 3aAi3a. CAip PO3IASIHYTY B/B MPUMOM NPENAPATIB 30AI3A 3
KAPBOKCUMAALTO30LO 30AIZA Y CUMATOMATNYHMX NaujeHTiB 3 OBALL
<45 % i AEPILMTOM 30AI3A, O TAKOXK Y MALLEHTIB, SKi HELLOAQBHO rocni-
TAAI30BAHI 3 MpuBoAy CH, i3 ®BALL <50 % i poedilmToM 3aAI3a.

16. NMPOraAnHM B AOKA30X
3HAYHI YCiXM B AIQrHOCTUL TQ AiKyBAOHHI nauieHTis i3 CH BiABYyAncs
30 OCTAHHI POKW. BaroMmm AOKQ3 HOBMX BARICHTIB AiKyBAHHST AQAMK
OCTAHHI PKA, i AikyBaHHS CH MOXe 3a3HATV CEPMO3HMX 3MiH Y HOCTYT-
Hi poku. HOBI BIAKPUTTS, OAHAK, CTOBASITL MEpeA COBO0I0 HOBI NPOBAE-
MM, i BCE LLIE 3AAMLLAETLCS 6AraTo raAy3en, Ae HeMAe AOKA3IB. Hkye
HOBEAEHO KOPOTKUM CMNCOK BUOPAHMX MOLUMPEHMX NPOBAEM, SIKi
3QCAYrOBYIOTb HO PO3IASIA Y MAMOYTHIX KAIHIYHMX AOCAIAKEHHSIX.
1. BU3HQYEHHS TO eniaAeMIOAOoTis
o [loAQABLLE AOCAIAYKEHHS OCHOBHUX XOPAKTEPUCTUK, NATODI-
3ionorii Ta plarHocTukn HFmrEF Ta HFpEF;
o KOHCEHCYC WOAO HOPMAABHUX 3HAYEHb/AIANA3oHIB PB;
o Kpaue peHotnnysaHHs HFPEF;
o biAbLLE iIHbOPMALLT NP0 YOCTOTY TA MOLLMPEHICTb «BIAHOBAEHOI
CUCTOAIMHOT dyHKLT ALL»,
2. AiarHos
o B/BHAYHI AOCAIAKEHHST POAI BIOMAPKEPIB 3 AKLIEHTOM HQ X
AOAQTKOBY LIHHICTb y pAlarHocTtuuj CH;
e biAbLLIE PAHAOMIZOBAHMX AOCAIAXKEHb CKPUHIHIY HO CH y
6€3CHMMNTOMHMX CYy6’EKTIB, SIKi MOXXYTb MOUBECTM AO MOKPA-
LLLEHHS! PEe3YALTATIB;
o AOCAIAKEHHST BIOMAPKEPIB, LLLO MOKA3YIOTh BMAMB HO PE3YAb-
TATM X BUMIPIOBAHb AAS IAEHTUIKALLT CyD’ EKTIB PU3NKY PO3-
BUTKY CH, O TAKOX AASI IPUBHAYEHHS AIKYBAHHS NALiEHTiB i3 CH;
e [lepeBipeHi AIQrHOCTUYHI MPOTOKOAN AAST AIGTHOCTUKMK
HFmrEF Ta HfpEF.
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3. PapmakoTtepania XCH

o [IPArMATUYHI AOCAIAYKEHHS MOPSIAKY AOACBOHHS NPEnApATiB,
O MOANOIKYHOTb 3AXBOPIOBAHHS, AAS1 HFFEF;

o Cneumdiyni MeToan AikyBaHHS HFMIEF i HFREF i, MMoBipHO, ix
pi3Hi peHoTmMnK;

o BiAbLLIE AQHMX TQ MPOCMEKTUBHI KAIHIYHI BUNPOBOYBAHHS Tepanii
HFrEF y nauienTis i3 LUK®D <30 mA/xB/1.73 M2

o AOAQTKOBI AQHI MPOCNEKTMBHUX PKA AAST AiKyBOHHST Cnieumdiy-
HKX deHoTnniB CH: MIOKAPAUT, KOPAIOTOKCUYHICTb, YCMOAKO-
BaHi KMTI1, PPCM, amincia03;

o CTparterii TO METOAM AIKYBAHHS «BIiAHOBAEHOT CUCTOAIYHOI
YHKUT ALL»;

o biAbLLIE AOKQ3IB BMAMBY OOMEXKEHHST PIAVHN, COAI B PALLIOHI
XOPYYBAHHS].

4, MpUCTPOI Ta BTRYHYOHHS

o [ToKa3aHHS1 AO KA, Y KOHKpETHWX Miarpynax HFmrEF/HFpEF Ta
ONTUMOABHMIN BUBID KAHAMAQOTIB HA IIKA, npu HFrEF, BkAtOUaoum
MNALIEHTIB 3 iLLEMIYHOIO TA HEILLEMIYHOKO KapAiOMIONATIED;

o BiAbLLE AOCAIAKEHD LLOAO edekTnBHOCTI CRT npu OI1;

o [TOAQAbLLI NPOCNEKTUBHI PAHAOMIZOBAHI AOCAIAMKEHHS, LLIO
MOKA3YHOTb BIAMB HO PE3YALTATI CTpATETi abAsLi Ol nopis-
HsHO 3 OMT y naujeHrTis i3 CH;

o [TOAQABLLI AOCAIAYKEHHST LLOAO YEPESLLKIPHOIO AiKYBAHHS
30XBOPIOBAHb KAQMAHIB CEPLS TA MOTO BMAMBY HO PE3YALTATU
TA GKICTb XKUTTS NALEHTIB;

e binbuwi PKA woao CCM 1a ctumyasauii 6apopeLuentopis
npw HFrEF.

5. NikyBQHHSI 30XBOPIOBAHHS

e POAb CTpaTErin AMCTAHLIMHOIO MOHITopKHIY CH B epy nicAa
COVID-19;

o AOCAIAKEHHST OMTUMOABHNUX MOAEAEN AAST CMTIOCTEPENKEHHS
30 CTABIAbHVMM NALieHTamMu CH;

o AOCAIAKEHHST AAS BUBHAYEHHST KOHKPETHUX BARIAHTIB MAAIQ-
TUBHOI AOMOMOTU.

6. 3anyuweHa (nporpecytoya) CH

e Kpauie BMBHAYEHHS MPOQIAIB PU3NKY BIAMNOBIAHO AO
INTERMACS T iHLLMX KAQCKIKALLN;

o PIKA AASI BCTOHOBAEHHS! BITAMBY HO PE3YALTATU AOBFOCTOOKOBOI
MCS y rocnitTaAi3OBAHMX NALEHTIB, O TOKOX Y AMOYAQTOPHMX
nauieHTiB (HaNpUKAAA, MPodini INTERMACS 4-6);

o YAOCKOHQOAEHHS B AOBIrOCTPOKOBIM MCS, BKAIOUYAKOUM CTPATE-
ril 3HVKEHHS PUBKKY KPOBOTEYI, TPOMBOEMOOAIT TA IHPEKLi;

o YCniX¥ B AiKyBAHHI 6AratbOxX NALLEHTIB, SIKi HE MOXKYTb MPOWTA
MCS a60 TPAHCAAQHTALLIIO CEPLIST, BKAOHAKOYM PO3POOKY
CTPOATETIN AiIKYBOHHS, HOBUX IHOTPOMIB QB0 MIOTPOMIB AAS
nauieHTis i3 nporpecytoyoro CH.

7.TCH

o Kpalle BM3HAYEHHS T KAACUIKALLISI PEHOTUMIB NALIEHTIB AAS
MOKPALLEHHST AiIKYBOHHSI;

e HO OCHOBI GAKTUYHNX ACHUX BUKOPUCTOHHS METOAIB Bi3YOAI-
3auii Ta Giomapkepis, K BIAMBAKOTb HA KAIHIYHUIA Nepebir
NALEHTIB;

o PO3pO6BKA KPALLWIX CTRATETIN AASI TOAETLLEHHS 3ACTORD, BKAKO-
YAKOYM MOHITOPUHI BBEAEHHST AlyPETUKIB TA/A60 NOKPALLEHHS
nepdysii opraHis;
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o B/IBHOYEHHS METOAB AiKyBAHHS], S1Ki BIAMBOIKOTb HOl PE3YALTATA o PKA, LLLO MOKQ3YIOTb BMAVB HO PE3YABTATY MEAVNKAMEHTO3HOTO
MICAS1 BUNUCKM; NIKYBOHHST EAEKTPOAITHUX QHOMQOAIN;
o HOBI MPUCTPOI AAS KOPOTKOYACHKMX MCS; o PKA, IO NOKA3YIOTb BAAVB HO PE3YABTATU AIKYBAHHS LLEHTPOAb-
o B/3HOYEHHS1 AOKQ30BKIX BARIAHTIB AIKyBAHHS TA TEPAMNEBTUYHMX HOrO ArHoOe CHy;
QATOPUTMIB AAS MALIEHTIB i3 KAPAIOTEHHMUM LLIOKOM. o [IPOCNEKTVBHI AOCAIAXKEHHS], LLO MOKA3YIOTb BNAMB PAHHLOI
8. CynyTHi cepLeBO-CYAMHHI 3AXBOPIOBAHHS AIOTHOCTUKM HQ PE3YALTATU TA/AB0 SIKICTb XUTTS, KPALLY NPO-
o PKA, WO NOKA3YOTb HAMKPALL CTPATETI AIKyBOHHS LUAYHOY- QIAQKTUKY TA AIKYBOHHST KAPAIOTOKCUYHOCTI AiyBAHHS1 PAKY;
KOBWX QPUTMIN; o Kpatwe AikyBaHHST iIHPEKLLM TO 3anOGiraHHsT iIHPEKLIMHM YPa-
o PKA AAS BCTOHOBAEHHS POAI MPOLLEAYR KOPOHOPHOI peBac- YKEHHSIM cepLl.
KYASIOU3aLi B Pi3HUX MIAMOYNAX MALIEHTIB; 10. OcobAmMBI yMOBUM
o PIKA, AAS1 BCTOHOBAEHHS! BIAMBY HA PE3YALTATM TA/AB0 SIKICTb o PKA AikyBaHHS TaxiKMIT (MTKMIT).
SKMTTS1 MALLIEHTIB MICAS YHePE3LLKIPHOTO AilyBOHHST 3OXBOPKOBOH- o Kpawe deHoTtmnyBaHHs KMIT 30 AOMOMOroto reHeTUYHOro
HS1 MITDAABHOTO QB0 TPUCTYAKOBOIO KAQMAHA Y MaLieHTiB i3 CH. TECTYBOHHS, BIOMAPKEPIB | METOAIB Bi3yQAi3aLLi, a TAKOX
Q. CynyTHi 3OXBOPIOBAHHS, HE MOB ' s13aHi 3 CC3 aaanTawii Tepanii;
o PKA L0AO KOXeKCii Ta/ab0o capKkoneHii 1a/abo CAaBKOCTI Ta o PKA AiKKyBAHHSI PI3HKX TUMIB MIOKOPAMTY, BKAOYAKOUM IMYHOCY-
TAKI, LLLO MOKA3YKOTb BMAVB AIKyBOHHS HO SDK Ta/Q60 pe3yAbTaT MPECKBHY TEPAMItO;
NIKYBOHHS1; o PKA HOBUX METOAIB AiKyBAHHS pPidHUX GOPM CepLeBOoro
o PKA MeanyHOI Tepanii a6o NpUCTPOIB Y NALJEHTIB i3 TSHKKOKO aminoiay;
XXH 10 CH; o KpaLe BU3HAYEHHS TA AiKyBAHHS MionarTii Al.

«LLlo po6uTu» Ta «4Oro He PO6GUTU» 3rigHO 3 peKoMeHAdLiaTMU

PexomeHpauii ‘ Knac ‘ PiBeHb
PEKOMEHDALLIT 3 AIATHOCTUKM XCH
BNP/NT-proBNP | B
EKT y 12 singenennsx | C
Tpatcropakansia EXO-KI | C
Pentrenorpadist opraHis rpyaHoi knitkm | C
PyTuHHe npoBeaeHHs aHanisie KPOBI AN BUSHAUYEHHS CyMyTHIX NATONOrIN (BKNIOYHO 3 BUSHAYEHHSM POPMYHM KPOBI, CEHOBMHM TQ ENEKTPONITIB, | C
byHKuji wuTonoaibHoi 3ano3u, rnokosn Hatwe Ta HbATc, ninigis, saniza (TSAT abo dpeputin))
MPT cepus pekoMeHAOBAHE A5l OLHKM CTPYKTYpPH Ta GyHKLii MIOKAPAQ Y NALEHTIB 3 NOraHMMM aKyCTMYHUMM BikHamu Ha EXO KT | C
MPT cepus pekoMeHAOBaAHE ANs AOCNIAKEHHS TKAHWHWM MIOKAPAA NPM NiRO3pi Ha xBopobu iHdinbTpauii, xeopoby Pabpi, 3ananexHs (Miokapaut), | C
HekomnakTHuit JILL, aminoin, capkoinos, nepeBaHTaXeHHs 3ani30M, FEMOXPOMATO3
IHBa3MBHA KOpOHaporpadis peKOMeHAOBAHA NALEHTAM i3 CTEHOKAPAIEI, WO cnocTepiraeTses Ha ¢oHi papmakonoriuHoi Tepanii abo npu | B
CMMNTOMATUYHMX LTYHOUKOBMX APUTMIsSX
TecTn 3 HAOBAHTAXEHHSM PEKOMEHAOBAHI SK YOCTMHA OLHKM NOKA3AHb ANs TpaHcnnawTauii Ta/abo MCS | C
Katetepuaauis npasoro cepus pekomeHaoBaHa naujieHtam i3 Taxkoto CH, wo obcrexytoTtbes ans Tpancnnantauii cepus abo MCS |
PexomeHpauii 3 nikysanHa HFrEF
iAMN® pekomeHposani naujeHtam 3 HFrEF gns sHmxenns pusmuky CH rocnitanisauii i cmeptHocri | A
bera-6nokatopu pekomenaoBaHi naujeHtam 3i crabinbHoto HFrEF ans 3Hmxenns pusuky CH rocnitanisauiit i cMeptHocTi | A
AMP pekomenposati nauientam 3 HFrEF ans 3umxenns pusuky CH rocnitanisauii i cmeptHocri | A
Danarnipnosunn Ta emnarnidpnosnH pekomeHposaHi naujeHtam 3 HFrEF ans suuxenns pusnky CH rocnitanisauii i cveprtHocTi | A
Caky6itpun/Bancaptan pekomeHaoeai sk samiHa iIAMN®P nauientam 3 HFrEF ana sHuxenHs pusmky CH rocnitanizauii i cmepTHocTi | B
Liypetnkn pekomengosaHi nauientam 3 HFrEF i3 cumntomamm 3aTpumkm pigmim ans sHmxenHs cumntomis CH, nokpauerHs nepeHocumocti I C
$i3anuHMX HaBATaXeHb Ta 3HMXeHHs yactotn CH rocnitanisauii
ARBc pekomeHgoBaHi ans 3HuxeHHs pusmky CH rocnitanisauii ta CC cmepri y nauienTie 3 cumntomamu CH, wo He neperocsts IAM® a6o ARNI I B
(nauienti nosuHHI Takox oTpumysatu Geta-6nokatop Ta AMP)
DNonaeanns ARB (abo inriGitopa peniHy) no koMbiHauii IAMI®D Ta AMP He pekomerposaHe naujentam 3 CH, ToMy wo Taka kom6itauis nigemwye m C
PM3MK HMPKOBOT AMcyHKUT Ta rinepkaniemii
IK[] pekoMeHAOBAHMM ANSt 3HWUXKEHHS PM3MKY PANTOBOI CMEPTi TA CMEPTHOCTI Bifl YCiX MPMYMH Y NALIEHTIB, WO NEPEHECM LWIYHOUKOBY APUTMIO
3 FEMOAMHAMIYHOIO HECTABINLHICTIO, TA Y TMX, XTO MAE OYiKyBAHY TPMBANICTb XUTTs Ginbuwe 1 poky 3 rapHMM GYHKLIOHQNBHUM CTATYCOM, Ta NpU l A
BifiCYTHOCTi MOBTOPHMX MPUYMH, TA AKLLO LWTYHOUKOBA APUTMIsi HE BUHMKANA MeHLwwe HixX 3a 48 roauu nicns IM
IK[] pekoMeHAOBAHMI ANsi SHUKEHHS PU3NKY PANTOBOI CMEPTi TA CMEPTHOCTI Bif ycix npuunH y nauienTis 3 cumntomamu CH (I1-111 NYHA) iwemiunoi
eTionorii (akwo BoHu He manu M MeHwe Hix 3a 40 gris — aue. Huxue), Ta 3 PBJILL <-35 % He amensumcs >—3 micaui OMT, skwo BoHM MatoTh | A
ouiKyBaHy TpMBanicTb XuTTs Ginbiwe 1 poky 3 rapHMM ¢pyHKLiIOHANBHUM CTATYCOM

15



€BponeiicbKi KepiBHULTBA

«LLlo po6uTK» Ta «4Oro He POGUTU» 3riAHO 3 PEKOMEHAALLISIMU (NPOJOBXEHHS)

ImnnanTauis IK[ He pekomeHposaHa npotarom 40 anie nicns IM, 60 iMnnanartauis B Lei nepioa He NOKpPALLy€ NPOrHO3 11

Imnnantayis K[ He pekomerposana nauientam 3 CH IV knacy NYHA 3 supaxenumu cumntomamu, pedapkrepHumu ao bapmakonoriyHoi Tepanii, m
KpiM BUNQAKIB, konu BoHw € kaHamupatamn Ha CRT, VAD abo tpaxcnnantauiio cepus

CRT pekomeHaoBaHa ans cumnTomaTMuHmx nauieqtis 3 CH i cuHycosum putmom 3 QRS >—150 mc Ta LBBB QRS mopdonorieto, a Takox 3 PBJILLI<- |
35 %, He auensunce Ha OMT 3 MeTOI0 MOKPALLEHHS! CUMMTOMIB | 3HMXEHHS 30XBOPIOBAHOCTI TA CMEPTHOCTI

CRT noenHHa matn nepesary nepep, LU opiem putmy i pekomeHpoeaHa nauieHtam 3 HFrEF HesanexHo Big knacy CH 3a NYHA a6o wupuhn QRS,
sKi NoTpebyIoTh BCTAHOBNEHHS LWYHOYKOrO BOJiS PUTMY MPU BUCOKOMY cTyneHi AB Gnokaam ans 3HMxeHHs 3axeoptosaHocri. Lle Bkntouae Takox |
nauienTis 3 P

CRT He pekoMeHgoBaHa nauieHtam 3 wupuHoto QRS <130 Mc, Wwo He MaIOTb MOKA3AHB [0 WITY4YHOTO BOAIS PUTMY NpM BMCOKOMY cTyneHi AB 6nokagu n

Pexomenpauii 3 nikysanuHs HFmrEF ra HFpEF

DiypeTnku pekoMeHAOBAHI NauieHTam 3 senwamu 3actoto pigntn Ta HfmrEF ans nonerwenns cumntomis Ta npossis xeopo6u |

CKPMHIHT Ta NiKyBAHHS €TIONOMYHMX PAKTOPIB, TA CEPLEBO-CYAMHHMX | HECEPLIEBO-CYAMHHMX CYMyTHIX 30XBOPIOBAHL PEKOMEHAOBAHE NAL{EHTAM 3 |
HFpEF (aue. BignosigHi cekuii usoro pokymenTa)

Diypetnku pekoMeHa0BaHI nauieHTam i3 3actoem pignuu 3 HFpEF ans nonerwenHs cumntomis i nposieis xeopobu |

PekomeHpauii wopo npodinaktukm xpoHiunoi CH

NikyeaHHs rinepTeHsii pekomeHaosaHe ans 3anobiraHHs abo sigTepmiHyeanHs novatky CH ta ans sanobiranns CH rocnitanizauii |

JlikyBaHHs cTaTUHAMM pekomeHAoBAHE nauieHTam 3 Bucokum pusmkom CC3 abo 3 Hasshum CC3 pna 3anobiranHs abo sigTepMiHyBaHHs noyatky CH |
Ta ansa sanobiranHs CH rocnitanizauin

SGLT2 inri6itopu (kanarnibnosuH, panarnipnosmnt, emnarnidbnosmnt, epryrnidpnosut, cotarnidhpnosnH) peKoOMeHAOBAHI NALIEHTAM i3 aiabeTom i |
sucoknm pusmkom CC3 abo i3 HassHum CC3 ans sanobiranns CH rocnitanizauin

lMepekoHyBaHHS NALIEHTIB y WKIANMBOCTI CUASHOro cnocoby XKMTTS, OXKMPIHHS, KyPIHHS CUrapeT, 3M0BXMBAHHS QNKOroNIeM PEKOMEHAOBAHE s I
sanobiranHs abo BiaTepmiHyBaHHs novatky CH

IHLWI PEKOMEHOALLIT MO BELEHHIO MALJIEHTIB 3 XCH

PekomeHpoBaHo, wo6 nauientn 3 CH sanyuyanucs 4o MynsTarcumnaiHapHux nporpam 3 seaeHHs CH ans sHmxenHs pusuky CH rocnitanisauin i I
cMepTHOCTI

Crparerii camokoHTponto CH pekomeHaoBaHi ans 3HmxeHHs pusuky CH rocnitanisauiit i cmeptHocri |

JomaluHi i rocnitanbHi nporpamm nokpatyiots nepebir Ta NporHos i pekoMeHAoBaHI Ans 3HMxeHHs puanky CH rocnitanisauii i cmeptHocTi |

DisnyHi BNPaBM peKOMEHAOBAHI BCIM MALEHTAM, 30 MOXIIMBOCTI, 3 METOIO MOKPALLEHHS NEPEHOCUMOCTI Pi3UYHMX HABAHTAXKEHB, MONIMIIEHHS SKOCTI I
XMTTA Ta 3HMXKeHHs yactotn CH rocnitanizauin

PekomeHpauii 3 BepeHHs nauieHTiB i3 3anyweHoto/ nporpecyioyoto CH

MauienTy, saKi po3rnapaoTbes SK KAHAMAATH Ha gosrotpueany MCS, NOBMHHI MATHM FAPHMIT KOMNAAEHCE, BIANOBIAHY 3AATHICTb 4O HOCIHHS NpUNAAY Ta I
NCUXONOTIYHY MIATPUMKY

TpaHcnnaHTauis cepus pekoMeHAoBAHA NauieHTam 3 3anyweHoto CH, pedpakTtepHoio Ao MeAMKAMEHTO3HOI Ta NpunagHoi Tepanii, ski He MatoTh |
abConIOTHMX NPOTUNOKA3AHb

PEKOMEHLALLIi MO JIIKYBAHHIO MALLIEHTIB 3 TOCTPOIO CH

Kucene pekomerpoeanuii nauientam 3 Sp0O,<90 % abo PaO, <60 mm pr. cT. aAns kopexuii rinokcemii |

IHTy6auis pekoMeHAOBAHA NPK NPOrPeCyIOHii AUXANbHIA HEAOCTATHOCTI, WO 36epiraeTbes, He AMBASYUCH HO OKCUreHoTepanilo abo HeiHBa3MBHY |
BEHTUAALMHY MIATPUMKY

B/e netnbosi aiypetmkn pekomeHnaosani Bcim naujentam 3 FCH, rocnitanizoBaHMM i3 cUMNTOMAMM NEPEBAHTAXEHHS PIAMHOIO ANS MOMErLUEHHS |
CUMMTOMIB

Mpodinaktika rpomboembonii (Hanpuknaa, HU3LKOMONEKYNSPHI FreNapMHM) PEKOMEHAOBAHA NALIEHTAM, Ki HE OTPUMYIOTb NOKM LLIO |
QHTMKOQrySHTIB | HE MAIOTb MPOTMMOKA3AHb O AHTUKArYASHTHOI Tepanii, AN 3HUXKEHHs pU3nKy Tpombo3y rmnbokux sex Ta TEJTA

IHoTponHi npenapaTi He peKOMEHAOBAHI Asl PYTUHHOTO BUKOPMCTAHHS Yepe3 MUTAHHsS 6e3neku, KpiM BUNAAKIB, KONM NALIEHT MAE NPOSBM rinoTeHsii m
Ta rinonep¢ysii

PyTuHHe 3acTocyBaHHs oniaTie He peKOMEHAOBAHE, 30 BUHSTKOM A€SKMX NALEHTIB 3 BUpaxeHMM/ HenepeHocMMnM Gonem abo 36yaxeHHIM n

IABP (BHyTpiluHbOQOPTANBHMIA BANOHHMI HACOC) HE PEKOMEHAOBAHMI JO PYTUHHOFO 3ACTOCYBAHHS NPM NOCTIHPAPKTHOMY KOPAIOreHHOMY oL 1]

PekomeHpauii 3 BeaeHHs nauienTis nicns rocnitanisauii npu CH

Mauienty, rocnitanizosaxi 3 npusoay CH, nosuHHi 6yt peTenbHo obcTexeHi AN BUKIIOHEHHS O3HAK 30CTOIO PIMHU Nepen BUNMCYBAHHAM ANs |
ONTUMI3ILi NiKyBAHHS

MepopanbHa Tepanis, 6azoBaHa Ha OKA3AX, NOBMHHA ByTH NPU3HAYEHA NEPes BUNMCYBAHHAM |

PaHHii Bi3uT cnocTepexeHHs pekoMeHaoBaHMHA Yepes 12 TUXKHI nicns BUNMCYBAHHS A1 OLHKM NPOSBIB 3ATPMMKM PifHM, NEPEHOCUMOCTI |
npenaparis Ta no4atky abo 36inbleHHs 4031 AOKA30BOrO NiKYBAHHS

PekomeHpauii no nikysanHio nauientie 3 CH ta P
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>3 y XiHOK

[Hosrotpueane nikyBaHHs NEpOPANbHUMM GHTUKOAryNSHTAMM pekoMeHaoBaHe BciM nauientam 3 P, CH ra CHA2DS2VASc 6anom >2 y yonosikis i

MEXAHIYHMM npoTe3oMm KnanaHa

DOAC pekomeHpoeaHi Ha nepesary ao BKA nauientam 3 CH, kpiM nauieHTiB 3 MITPAnbHMM CTEHO30M CepeaHboro abo TAXKOro CTyneHs 4u | A

TAXiAPUTMISIMM TQ FEMOAMHAMIYHOIO HecTabinbHICTIO

TepmiHOBaG enekTPMYHA KApAioBepCis PEKOMEHAOBAHA A0 NPOBeAEHHs B cTauioHapi npu roctpomy noripwenti CH y naujienTis 3i wnyHoukoB1mm | A

AHTHapUTMIUHI npenapaTu ¢nekaiHia, eHkaiHia, Au3onipamia, ApoHeaapoH Ta [l-coTanon He peKOMeHAOBAHI 3 MipKyBaHb 6e3neku 1]

Ountiasem Ta Bepanamin He pekomeHposani naujeitam 3 HFrEF, Tomy wo sonu nigsuwytots pusmk noripwenns CH ta rocnitanisauii npu CH 1]

PEKOMEHOALLIT LLLOAO JIIKYBAHHS MALLIEHTIB 3 CH TA AOPTAJIbBHUM CTEHO3OM

3HMXKEHHS| CMEPTHOCTI Ta NOKpaALLeHHs nepebiry 3aXBOpIOBAHHS

BrpyuaHHs Ha aopTtanbHomy knanati, TAVI a6o SAVR, pekomeHposaHi nauientam 3 CH Ta TAXKMM BUCOKOrPAAIEHTHUM AOPTANbHUM CTEHO3OM AN | B

Bu6ip mix TAVI a6o SAVR noenHen pobutncs KapaionoriuHoto rpynoto 3 ypaxyBaHHsM iHaMBiAyanbHux notpeb Ta ocobnmsocTeit nauieHTa, Takmx | C
K BiK, PM3MK XipypPri4HOrO BTPY4QAHHS, KNiHI4HI, GHATOMIYHI TG NPOLLEAYPHI ACNEKTH, CMIBBAHOLIEHHS PU3MK/ KOPMCTb KOXKHOTO Migxoay

PEKOMEHIALL OO NIKYBAHHS MALJIEHTIB 3 CH TA JJABETOM

HEeAOCTATHOCTI Ta CePueBO-C)’AMHHOT CMePTi

SGLT2 inribitopu (kanarnipnosun, panarnibnosmn, emnarnidpnosms, epryrnipnosut, cotarnidpnosun) pekomeHgosani nauientam is L 2-ro tuny i
PU3MKOM CepLEBO-CYAMHHMX MOAIM ANsi SHMXKEHHS YacToTu rocnitanisauii npu CH, Benuknx cepueso-cyaMHHNUX NoaiH, TepMiHAnNbHOI cTagii HUPKOBOT | A

rocnitanisauiit npu CH Ta cepueeo-cyanHHoi cmepTi

SGLT2 inribitopu (aanarnibnosmn, emnarnidnosun, corarnipnosmnH) pekomenaosati nauieHtam i3 LU 2-ro tuny ta HFrEF ana sHukerHs yactotn I A

TasonianHaionu (rnitazonu) He pekomenaosati naujeHtam 3 CH, 60 Bonu nigeuwyioTs pusmnk nocunenHs CH ta rocnitanizauii npu CH i A

Iuri6itop DPP-4 cakcarnintuu He pekomenaosanuit naujentam 3 CH

PEKOMEHDALLIT LLOAO NIKYBAHHS MALJIEHTIB 3 CH TA 3ANI30OAEPILMTOM

cuposatku Ta TSAT

Yci nauientn 3 CH noBuHHI nepioanyHO NPOXOAUTH CKPMHIHT HQ QHEMIIO Ta 3anizoaediumnT 3 BU3HAYEHHSIM GOPMYNIM KPOBI, PiBHS GepUTHHY I C

JlikyBanHns anemii npu CH epUTponoeTmH-CcTMMY MIOBANbHMMM NPENAPATAMM HE PEKOMEHAOBAHE MPM BiACYTHOCTI IHILIMX NOKA3AHL A4S TAKOi Tepanii 1] B

PekomeHpauii no nikyeatHio nauientie 3 CH ta anvoe chy

Td 3 yCiX NPUYUH

ApanTMBHG BONOMIXHA BEHTUAALiSA He pekomeHposaHa nauientam 3 HFrEF ta npu uentpansHomy anHoe cHy vepes 36inbwenHs cmeptHocri Big CC3 m A

PEKOMEHOALLIT LLOJO NIKYBAHHS XBOPMUX HA CH TA PAK

OHKONOTiYHUM NALIEHTAM 3 PU3MKOM KAPAIOTOKCMYHOCTI, L0 BUSHAYAETbCS AHAMHe30M Ta dpakTopamm pusnky CC3, HasBHICTIO KAPAIOTOKCUMYHOCTI
B MUHYNOMy a60 npuifoMy KOpPAIOTOKCMYHWX NPenaparTie, PEKOMEHA0BAHO NPOBEAEHHS CEPLEBO-CYAMHHOTO OBCTEXEHHS Nepes NPM3HAYEHHIM | C
NPOTUNYXAMHHOrO NiKyBaHHA. BaxaHo wo6 obcTexeHHs NPOBOAMNOCA KAPAIONOroM 3 AOCBIOM B KAPAIOOHKONOTIT

PekomeHaauii wopno nikysanHs nauiextis 3 CH Ta aminoigozom

3HMXKEHHs yacToTu rocnitanisauii npu CH ta cmepTHocTi

Tadamiaic pekoMeHAOBAHMI NauieHTaM 3 nigTBepaxeHUMM reHeTuaHumm Tectammn hTTR-CA ta CH | ta Il knacy NYHA ans nokpalueHHs cumntomis, | B

TA CMepTHOCTI

Tadamipic pekomenaosanmit nauieHtam 3 wiTTR-CA CH | ta Il knacy NYHA ans nokpalueHHs CUMNTOMIB, 3HWMXEHHs 4acToTi rocnitanizauii npu CH

ACE-| - iHri6itop aHrioTeH3uHnepeTsoptoansHoro pepmenty; AF — pibpunsuis nepeacepab; [CH—roctpa cepuesa HegocratHictb; ARB — 610kaTop aHrioTeH3MHOBMX
peuenropis; ARNI - iHriitop peuentopis aHrioreHsuHy-HenpunisuHy; AV — atpiownyHoukosa; BNP - B-tun narpisiypetmanmii nentua; CHA2DS2-VASc - 3acrifina cepuesa
HepocTaTHicTb abo AMcyHKUis NiBOro WyHOYKa, rinepToHis, Bik >75 (eAgiyi), uykpoBuii giaber, iHcynsT (BABIYI) — 3axBOpIOBAHHS CyamH, Bik 65—7 4, kareropis ctati (xiHku)
(ouitka); CMP - kapaiomionaris; CMR - marHitHmit pesoHanc cepus; CRT - pecunxpoHisysansHa Tepanis cepus; CSA —uentpansHe antoe cHy; CV - cepueBo-cyanHHa;

DOAC - nepopanbhuii antrkoarynsHt npsmoi gii; DPP-4 — punentmannnentupasa-4; EKI - enektpokapgiorpama; ECV — enektpuuna kapgiosepcis; HbA1c¢ - rnikoBanmii
remornobin; CH - cepuesa Hepocrarnicts; HFmrEF — cepuesa Hegocrarthicts 3 nomipHo 3HMxeHolo ¢pakuieto Bukmuay; HFpEF — cepuesa HegocrarHicts i3 36epexeHoio
$pakuieto suknpy; HFrEF — cepuesa HegoctatHicTs 3i sHuxeHoto ¢pakuieto Bukmnpy; hTTR — cnapkosuii TpaHcTupetnn; IABP — BHyTpiwHboaopTansHuii 6anoHHMI Hacoc;

ICD — imnnanToBaHmii kapaioseptep-aedibpunarop; LBBB —6nokaaa nisoi Hixku nyyka Fica; HMI — HusskomonekynspHuii renapun; LV —nienit wnyHoyok,/ wnyHoyok;

@B J1LLI - ppakuis Bukmay nisoro wayHouka; MCS — mexaHiuHa niatprmka kposoobiry; IM —ingapkr miokapaa; MRA — aHTaroHicT MiHepanokopTHkoigHux peuenTopis;

HM3IM - necrepoianmii npotusananskusi npenapat; NT-proBNP — N-kiHuesuii Hatpisiypetuunmii nentug npo-B tuny; NYHA — Heto-Mopkeska acouiauis cepus;

OMT - ontumansHa mearkameHTosHa Tepanis; PaO2 — napuiansiuit Tuck kuchio; K — skicts xutrs; QRS- Q, R i S 3y6ui (Ha EKT); RV - npasuii wnyHnouok; SAVR - xipypriuHa
3amiHa aopransHoro knanaxa; SGLT2 — kotpaHcnoptep Hatpito-rniokosu 2; SpO2 — yepeswkipHe HacuyeHHs kucHeM; SR — curycosmi putm; LILT 2 — uykposusi piaber 2-ro tny;
TAVI - tpanckaretepHa imnnanTauis aopransHoro knanaua; TSAT — HacuuenHs Tpancpepmny; VAD — wnyHoukosuii gonomixnmit npuctpisi; VKA — anraronicr sitaminy K; wiTTR-

CA — TpaHCTUPETMHOBMI QMINOIf03 cepus AMKOrO THIY.

18 MoKA3HUKM IKOCTi

[191 — L IHCTPYMEHTU, SIKi MOXKYTb BUKOPUCTOBYBATUCS AAS OLLIHKN
SKOCTI MEAMYHOI AOMOMOTU, Y TOMY YUCAI MPOLECIB HOAQHHS MEAMY-
HOT AOMOMOTU TA KAIHIYHIX PE3YABLTATIB. BOHM TAKOX MOXYTb CAYTYBQ-
TV MEXAHIBMOM AAS MOCUAEHHST AOTPUMAOHHST PEKOMEHAQLLIM 3a
AOMOMOTOO 3YCUAb i3 306€3MEYEHHS SIKOCTI TA MOPIBHSIABHOTO QHAAI-

3y MOCTAYAABHUKIB MOCAYT. Poab M9 y CTUMYAIOBOHHI MOKPALLEHHS
SIKOCTI AOMOMOTM BCE BiAbLLE BUBHAETHCS | BUKAVKAE iHTEpEeC 3 6OKY
OPraHiB OXOPOHU 3A0PO0B g, NMPOdECINHMX OPraHI3ALr, NAQTHVKIB
MOAQTKIB TQ FPOMOACBKOCTI.

ESC BM3HOE HEOBXIAHICTb BUMIDIOBOHHS TAl 3BITYBAHHSI MPO SIKICTh
TA PE3YALTATN CEPLIEBO-CYANHHOI AOMOMOr. MEeTOAOAQTIS, 30 AOMO-
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MOTOHO SIKOT PO3pobAsitoTbCS 19 B ESC, 6yaa onyBAIKOBAHQA, i HO
CbOTOAHILLHI AEHb PO3POBAEHO HABIP M9 AASI IOYATKOBOTO TPRAHLLY
CEepLEBO-CYANHHKX CTOHIB.

AAS CIPUSIHHS HILOTVBAM 3 MOKPALLEHHST SIKOCTI, cneumdiyHi 191
ESC BKAKOYEHI Y BIAMOBIAHI peKOMEHAALLT 3 KAIHIYHOI NpakTnkin ESC.
BoHKM TOKOX iHTErpytotbcs B peectpm ESC, Taki gk nporpama
EURObservational Research Program (EORP) i Esponencbkum MNpoekt
YHIDIKOBAHMX PEECTPIB OLLIHKMN KAPAIOAOTIYHOT AOMOMOrM Ta PAHAO-
MIi3OBAHWX AOCAIAXKEHDb (EuroHeart).

AAs nauieHTis i3 CH M9 MOXKyTb AOMOMOITY MOCTAYAABHUKOM
MEAMYHUX MOCAYT OAHOYACHO PEAAIZyBATU OKPEMI pekoMeHAaLi
TA AO3BOAUTU PO3PIBHATY BTPAYEHI MOXKAMBOCTI TA BIAMOBIAHY AOMO-

€BponeiicbKi KepiBHULTBA

mMory. Kpim 1oro, M5 A03BOASIKOTE GIKCYBATU AOCBIA NALLEHTIB. TAKMM
YNHOM, MAPAAEABHO 3 HOMMCAHHSM LX PeKOMEHAQALLN, BYAO PO3-
POBAEHO HABIP M9 AAST OLLIHK AOMOMOTW TA PE3YALTATIB AAS NALL-
eHTiB i3 CH. LLi %1 pasom 3i crneumdikaligmm Ta npoLeCcoM po3pob-
KN NMYBOAIKYIOTbCS OKPEMO 3 KOPOTKMM MACYMKOM, HOBEAEHUM Y
TaBAML 37.

19. AOAQTKOBI AQHI

AOAQTKOBI AQHI 3 AOAQTKOBVMW MAAKOHKAMM, TABAULSIMU TQl TEK-
CTOM, LLLO AOMOBHIOE MOBHUM TEKCT, AOCTYMHI HO Be6-canTi European
Heart Journal Ta Ha Be6-camti ESC 3a appecoto www.escardio.org/
guidelines.

Ta6nuuysa 37. OcHoeHi NOKA3HUKM KOCTI EBPONENHCbKOro TOBAPUCTBA KAPAIONONIB ANs OLHKM AOMOMOTM TA Pe3yNbTATIB A NALIEHTIB

i3 cepLeBoio HefOCTATHICTIO (MOBHMIA cnKcok onyBnikoBaHO B OKpeMii cTaTTi)

O6nacrs 1. CrpykrypHi M4,

OcHoshuit (1): LleHTp noBuHeH MaTK cnewjianbHy MynbTMAMCLUMIAIHAPHY KOMAHAY ANs AikyBaHHs nauientis i3 CH

YucenbHuk: HasBHIiCTb cneuianbHoi 6aratonpodinbHoi KOMaHAM Ans nikyBaHHs nauiexTie i3 CH.

HomeH 2. Ouinka naujenta®

OcHoshuit (1): wactka nauientie i3 CH, aki matoTe gokymeHnTauito npo kniniunmit un CH (HFrEF, HFmrEF, HFpEF)

3HameHHuK: Kinbkicte xBopux Ha CH

YncenbHuk: Kinbkictb nauientis is CH, siki matoTs pokymenTauijio knikiunoro Tuny CH (HFrEF, HFmrEF, HFpEF)

OcHoshuit (2): wactka nauientie i3 CH, ki matoTs gokymeHTauito npo pesynstaru EKI

Yucenbhuk: kinbkicts nauientis i3 CH, siki Matote fokyMeHTauito npo pesynbratn EKT
3namennuk: Kinbkicts xeopmx Ha CH

OcHoshuit (3): wactka nauientie i3 CH, y skux sumipsan HIM

Yucenbhuk: kinbkicts nauientis i3 CH, ski Matotb aokyMeHTauito npo pisti HIM
3HamenHuk: Kinbkicts xsopux Ha CH

HomeH 3. Mouartkoee nikyBaHHs

HebiBonon 3a BiacyTHOCTI Byab-KMX NPOTMNOKA3AHb

OcHoshuit (1). Yactka nauijenris is HFrEF, skum npusnadatots 6eta-6nokatop biconponon, kKapeeannon, METONPONOy CyKLMHAT 3 NPONOHFOBAHMM BUBINbHEHHAM a6o

Hebisonon

BUBINbHeHHs Ta HebiBonony

Yucenbhuk: Kinbkicts nauientis is HFrEF, skum npusHavatots 6eta-6nokarop 6iconponosn, KapBeaMnon, METONPONONY CyKLMHAT 3 NPONIOHFOBAHMM BUBINbHEHHIM a60

3HameHHKK: KinbkicTb nauienTie i3 HFrEF 6e3 6yap-skmux npotunokasaxb ans 6eta-6nokatopa Giconponony, kapseaunony, METONPONOY CyKLMHATY NPOSNOHIOBAHOTO

OcHosHuit (2). Yactka naujenris i3 HFrEF, skum npusHauatots inri6itopu AN®P, BPA a6o ARNI 3a BigcyTHOCTI Byab-KMX NPOTUMOKA3AHD

YucenbHuk: Kinbkictb nauientis is HFrEF, skum npusnayeno inriitop AN®, BPA a6o ARNI
3HameHHKK: KinbkicTe nauienTie i3 HFrEF 6e3 6yap-skmx npotunokasaks go iHribitopis AN®, BPA ta ARNI

OcHoshuit (3). Yactka naujentis i3 CH, 5K1MM NpU3HAYQAIOTb AiyPETMKM, SKILO Y HUX € O3HAKM 3ATPMMKM PIAMHM

Yucenbhuk: kinekicte nauientie i3 CH 3 03HaKamu 3aTPMMKM PiaMHK, IKUM NPU3HAYEHA Tepanis AiypeTMKAMM
3HameHHuK: Kinbkictb nauienTis i3 CH, siki MaloTb 03HAKM 3ATPUMKM PiAMHM T HE MAIOTb NPOTUMOKA3AHb ANS NiKYBAHHS AiYPETMKAMU

OcHosHa (4): yactka naujenrie i3 HFrEF, skum npusnaueno MPA 3a sincytHocTi 6yab-skux npotMnokasaHs

Yucenbhuk: kinbkictb nauientis i3 HFrEF, skum npusHaseHo MPA
3HameHHKK: KinbkicTb nauienTie i3 HFrEF 6e3 6yap-skmux npotunokasaxe ans MPA

OcHosHe (5): uactka nauientis i3 HFrEF, sx1m npusnauaiots inribitop SGLT2 3a eiacytHocTi Gyab-knMx NnpoTMnokasaHb

Yucenbhuk: kinbkicts naujentis i3 HFrEF, skum npusnayeHo inribitop SGLT2

3HameHHKK: KinbKicTb nauienTie i3 HFrEF 6e3 6yap-skmux npotunokasaxb ans iHribitopa SGLT2

ACE - aHrioteH3uHnepeTBopioanbHuii pepMeHt; ARB — 6nokatop aHrioteHsuHosux peuentopis; ARNI - inri6itop peuentopie anrioteHsuHy-Henpunisuny; CH— cepuesa
HepocratHicts; HFmrEF — cepuesa HegocraTHicTs 3 noMipHo 3HMxXeHoto ppakuieto Bukuay; HFpEF — cepuesa HegocTatHicTs i3 36epexeHoto ppakuieto sukmay; HFrEF — cepuesa
HEAROCTATHICTb 3i 3HMxXeHOlo dpakuieio Bukuay; ICD —imnnantosanmsi kapaioseptep-ae¢ibpunarop; IXC - iwemiuna xsopoba cepus; LBBB —6nokaaa nisoi Hixku nyuxa lica;
@B JILL - ppakuis Bukmuay nisoro wiynouka; MRA — antaronict minepanokoptukoigHux peuentopis; NP — Hatpiiypetnunmii nentup; NYHA - Heio-Uopkebka acouiauis cepus;
OMT - ontumansHa MeankameHTo3Ha tepanis; Q- nokasuuk skocri; SGLT2 — koTpaHcnopTep Hatpito-raoko3u 2.

°CrpykrypHi 5] € 6iHapH1MM BUMIpIOBAHHSIMM (TaK/Hi), i, TAKMM YMHOM, MAIOTb IULLE YHUCENbHI BUSHAYEHHS.

SAHQni3M KPOBI BKNIOYAIOTE CEYOBMHY, KPEATHHIH, eeKTPONITH, 3aranbHMii aHanis KpoBi, FMIOKo3y, MiKOBAHMI reMornobiH, TMPeoTPONHMI rOPMOH, TecT PpyHKUii neyiHky, ninigm
) A . , ) , ,

Ta npoink 3anisa.



