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Soucasna doporuceni pro diagnostiku a terapii CMP

@ E SC European Heart Journal (2023) 44, 3503-3626 ESC GUIDELINES

European Society https:/doi.org/10.1093/eurheartj/ehad194
of Cardiology

2023 ESC Guidelines for the management
of cardiomyopathies

Developed by the task force on the management of
cardiomyopathies of the European Society of Cardiology (ESC)

European Heart Journal (2023) 44, 3503-3626




Role betablokatoru v terapii
hypertroficke kardiomyopatie




Hypertroficka KMP

Terapie srdecniho selhani u HCM
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Hypertroficka KMP

Terapie obstrukce LVOT u HCM

Mavacamten
(Class lla)

@ESC—

European Heart Journal (2023) 44, 3503—-3626




Hypertroficka KMP
G

Metoprolol v terapii obstrukce LVOT u HCM
e 29 pacientu, cross-over design

Zaveér:

* terapie metoprololem vedla k poklesu gradientu LVOT v klidu (25
vs. 72mmHg, p<0,007), pfi zatézi (28 vs. 62mmHg, p<0,001) a po
zatézi (45 vs. 115mmHg, p<0,0001)
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Hypertroficka KMP

.o 120 -
Metoprolol v terapii obstrukce
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Chronotropni inkompetence (Cl)
G
Definice
* neschopnost adekvatnée zvysit srdecni frekvenci béhem zatéze tak, aby

odpovidala srde¢nimu vydeji a metabolickym poZadavkim

* < 85% max predikované TF, <80% HRR ci chronotropni index pod 80% pfi

submaximalni zatézi .
Projevy

Typy CI « pokles vykonnosti

" Diagnostika

e odpoved TF na maximalni fyzickou zatéz
(ergometrie)

e Stimulatory

Vyznam:

 HFrEF: 60-80% pacient(, avSak prevazuje
benefit ze snizeni TF na mortalitu

* HFpEF: vyznamné negativné ovliviuje
funkcni stav

Th: rate-adaptivni pacing, fyzicky trénink

Circulation: Heart Failure. 2018;11:e004969.



Betablokada u fenokopii HCM

M. Fabry
» geneticky podminéné, Sirokd plejadou priznakut (| aktivity a-
galaktosidazy A), vyznamné postizeni kardiovaskularniho systému

Diagnosis of Fabry Disease
I

Symptoms

ECG /Echo

/__) Holter ECG
Re-Evaluate ‘l’

Annually in males and Evidence of Cardiac Involvement

Bi-annually in females
untif symptams or signs
Consider ERT
Yes

Cardiac MRI
Every 3-5 yrs?

Evaluate/Manage
Conduction disease Fnllow-up annually

Ventricular arrhythmias or earlier if change in

Microvascular ischaemia / CAD € --— signs/symptoms
Syncope ECG/Echo
LVOT obstruction Holter ECG/ETT
Biomarkers
Progressive / \
LV dysfunction/Symptoms

s NEn ICD/CRT / Advanced HF Options

P
Linhart A et al. European Journal of Heart Failure (2020) 22, 1076-1096
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Betablokada u fenokopii HCM

M. Fabry

« zaklad terapie: substituce enzymu/chaperonova terapie
* B-blokatory vhodné pri koincidenci:
* |CHS, tachyarytmie, srdec¢ni selhani (25-50% pacientu),
obstrukce LVOT
* rizika pouziti B-blokatorl u m. Fabry:
e zvysené riziko AV blokad
e chronotropni inkompetence
* prevence komplikaci:
* opakované ekg Holter monitorace ' wswi

Ouageontichs vusby souises

st pro Fahryho chorobu S d M =

. =& Zi
™) e == = = =

Inicialné:
spravna a vcasna diagnostika — M
m. Fabry (Fabrytest@amicusrx.com) . e .# -

Linhart A et al. European Journal of Heart Failure (2020) 22, 1076—-1096



Betablokada u fenokopii HCM
G

AL/ATTR amyloiddza:

e (Casté srdecni selhani vs. bradykardie/chron. inkompetence

e dosavadni vysledky rozporuplné (lehce pozitivni trend u ATTR vs.
negativni vlivu AL amyloiddzy

5/2024: metaanalyza role BB u ATTR/AL amyloiddzy
e 4002 pac. (ATTR-CA: 87,5%, AL-CA: 12,5%)

{b) Hazard ratio Hazard ratio
Study or Subgroup log[HR] SE Weight IV, Random, 95% CI IV, Random, 95% CI
LVEF < 40%

Cheng et al. 2021 0.231112 0.434032 13.8% 1.26 [0.54 , 2.95] 2 Sy
loannou et al. 2023  -0.494296 0.156171 31.9% 0.61[0.45, 0.83] -
Subtotal (95% ClI) 45.8% 0.78 [0.40 , 1.54] ‘
Heterogeneity: Tau? = 0.16; Chi* = 2.47, df = 1 (P = 0.12); I? = 60%
Test for overall effect: Z = 0.71 (P = 0.48)

LVEF > 40%
Cheng et al. 2021* 0.524729 0.355921 17.6% 1.69 [0.84 , 3.40] 1o
loannou et al. 2023 0 0.09099 36.7% 1.00 [0.84 , 1.20]
Subtotal (95% CI) 54.2% 1.16 [0.73, 1.85] 1
Heterogeneity: Tau? = 0.07; Chi* = 2.04, df =1 (P = 0.15); ?=51%
Test for overall effect: Z = 0.63 (P = 0.53)

i

Int J Cardiol. 2024 May
Total (95% ClI) 100.0% 0.97 [0.65, 1.43]

Heterogeneity: Tau? = 0.10; Chi*=11.21,df =3 (P =0.01); P =73% 1:402:131813'

Test for overall effect: Z = 0.17 (P = 0.87) 0_61 0?1 1#0 160
Test for subgroup differences: Chi? = 0.89, df =1 (P = 0.35), I’ = 0% Favours [BB use] Favours [No BB use] —




Role betablokatoru v terapii
dilatacni kardiomyopatie




Terapie dilatacni kardiomyopatie

G
Plati doporuceni pro terapii srdecniho selhani se snizenou

EF (terapie HFrEF)

European Heart Journal (2021) 00, 1128 ESC GUIDELINES doi:10.1093/eurheartj/ehab368



Dalsi indikace B-blokatoru v terapii HF
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Tachykardii indukovana CMP - prevence/lécba
L

° 0 b raz ne | SC h em | C k é Tachycardia Frequent PVCs Atrial Fibrillation
. v s « LV dyssynchrony
dilatac¢ni KMP (UZ/CMR) il «HR requiariy
, RETaasec iR  Intermittent tachycardia :f"“""f"’ft.i‘ld":fg:?ﬁm
e frekventni VES ] I
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Diagnostika: Myocyteand ecticl | ORISR | stuncton
« Contractile nl| * Contractile dysfunction 77?
* ekgHolter R N
e potvrzeni poklesu LVEF Aot \m.o.. ittt s
Suppression
e event. sKG ..U
1 o « Normalized LVEF
Terapie: F ] [ p——
i RFA (VES, FIS) « Reactive hypertrophy
= Persistent fibrosis

e antiarytmika (B-

blokatory, amiodaron, ...) |Huizar, JF. et al. J Am Coll Cardiol. 2019;73(18):2328-44.




DCM - management pacientu s HFmrEF

Management of patients with HFmrEF
v v i v v
qorrenes for E;'T:f;;:l‘:z':: ACEI/ARNI/ARB MRA Beta-blocker
(Class I) (Class I) (Class lIb) (Class lIb) (Class lIb)
- ESC postupy progresivnéjsi v
| porovnani s americkymi:
(2a)
* studie EMPEROR-Preserved a
YV NEF %t - DELIVER
 kombinovany endpoint: vysledek
—> e tazen predevsim snizenim poctu
rehospitalizaci, KV mortalita nebyla
Evidence-based beta . v
— I ovlivnéna
European Heart Journal (2023) 44, 3627-3639

AHA/ACC/HFSA guidelines 2022. Circulation. 2022;145:e895-e1032 |




DCM -management pacientu s HFpEF

Management of patients with HFpEF
¢ i v
Diuretics for Dapagliflozin/ Treatment for aetiology,
fluid retention Empagliflozin CV and non-CV comorbodities
(Class 1) (Class 1) (Class I)
ﬁ- ESC postupy progresivnéjsi v
porovnani s americkymi:
= “an e studie EMPEROR-Preserved a
DELIVER
Symptomatic HF with a ARNi* . , . ,
eSS e  kombinovany endpoint: vysledek
o tazen predevsim snizenim poctu
1 = rehospitalizaci
m, * US umoznuji terapii ARNi/MRA (i
I ARB

European Heart Journal (2023) 44, 3627-3639
AHA/ACC/HFSA guidelines 2022. Circulation. 2022;145:e895-e1032




Role betablokatoru v terapii
arytmogenni kardiomyopatie




Arytmogenni KMP
|

Prokazany efekt BBu ACM: E A o A
* prevence a terapie komorovych | i

* |ICD + betablokatory
e event. sotalol/flekainid/amio™

* terapie srdeCniho selhani

2019 HRS expert consensus statement on evaluation, risk stratification, and management

<Slmeto

”’ emmmmmmm  ©f arrhythmogenic cardiomyopathy. DOL:https://doi.org/10.1016/j.hrthm.2019.05.007.
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European Heart Journal (2023) 44, 3503-3626.
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Arytmogenni kardiomyopatie levé i pravé komory

Terapie arytmii u ACM

Recommendations

Beta-blocker therapy is recommended in ARVC
patients with VE, NSVT, and VT, P92
Amiodarone should be considered when regular
beta-blocker therapy fails to control
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Recommendations

Beta-blocker therapy is recommended in ARVC

patients with "u"E NSVT, and VT.72%°%

Er ablation with availability for epicardia
appmach guided by 3D electroanatomical mapping
of VT should be considered in ARVC patients with
incessant VT or frequent appropriate ICD
interventions for VT despite pharmacological

therapy with beta-blockers.”>>?2%734
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European Heart Journal (2023) 44, 3503-3626




Arytmogenni kardiomyopatie levé i pravé komory

Antiarytmika a jejich efektivita u ARVD

133 pac. s ARVD, doba sledovani
* hodnoceny vyznamnych komor. arytmie

testovana antiarytmika: betablokatory
(metoprolol, bisoprolol a carvedilol) vs.
sotalol vs. amiodaron
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Beta-blockers dosage:

— < 50% target dose
— >= 50% target dose
= Not prescribed
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International Journal of Cardiology 334 (2021) 58—-64




Betablokatory patri mezi

zakladni slozky

farmakoterapie u

kardiomyopatii:

* hypertroficka KMP
e srdecni selhani
e obstrukce LVOT

e dilatacni KMP

e tachykardicka KMP

e arytmogenni
kardiomyopatie
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