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JOURNAL ARTICLE  GUIDELINES
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) @
Elena Arbelo &, Alexandros Protonotarios, Juan R Gimeno, Eloisa Arbustini,
Roberto Barriales-Villa, Cristina Basso, Connie R Bezzina, Elena Biagini, Nico A Blom,
Rudolf A de Boer ... Show more

Author Notes

European Heart Journal, Volume 44, Issue 37, 1 October 2023, Pages 3503-3626,
https://doi.org/10.1093/eurheartj/ehad194
Published: 25 August 2023
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ecommendations

ontrast-enhanced CMR is recommended in

itients with cardiomyopathy at initial

raluation.

10,90,116,119-143

Class?

Level®

Contrast-enhanced CMR should be considered in

patients with cardiomyopathy during follow-up to la
monitor disease progression and aid risk stratification

89,90,120-122,127,129,136—147

and management.

Contrast-enhanced CMR should be considered for

the serial follow-up and assessment of therapeutic

response in patients with cardiac amyloidosis, la

Anderson—Fabry disease, sarcoidosis, inflammatory
cardiomyopathies, and haemochromatosis with

cardiac involvement.'*¢1>2

In families with cardiomyopathy in which a
disease-causing variant has been identified,
contrast-enhanced CMR should be considered in

lla
genotype-positive/phenotype-negative family

members to aid diagnosis and detect early

: 10,122,126,128,129,135—143,145,153—159
disease. "
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CMR uvodni vysetreni CMR follow up/monitoring Ié€by

upresnéni echokardiografického vysetreni
- doplnéni echokardiografického vysSetreni

- stratifikace rizika NSS
- dif dg nesarkomerickych fenokopii
- dif dg atletického srdce
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Aéfeni tloustky stény LK (ECHO X CMR)

- Podhodnoceni echokardiografii
B - fokalni hypertrofie
- $patna echovysetritelnost
- Nadhodnoceni echokardiografii
- trabekulizace
- neidealni rovina fezu

35 mm 27 n

Bois JP et al. Am J Cardiol 2C
Elif Sade, EACVI 2023
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lorfologie hypertrofie myokardu

Sigmoidal Reverse Curve Neutral
HCM HCM HCM
40 - 50% 30 - 40% ~10%

Llamas-Esperdn, Arch Cardiol Mexico 2
Elif Sade, EACVI 2023
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Gruner C, Eu Heart ] 2014
Rowin EJ, Am J Cardiol 2013
Rajiah P, Insight into Imaging .
To, JACC CVI 2011
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bnormality mi chlopné

- elongace

- dysplazie

- prolaps

- hypermobilni Slasinky

Maron MS, Circulation 2011
Elif Sade, EACVI 2023
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rava komora

Maron MS, Am J Cardiol 2007
Galea N, Insight Imaging 2013
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pikalni aneurysma

prevalence cca 3% (in HCM registry)

mozna souvislost se setrvalymi monomorfnimi KT

podle nékolika studii uziteny marker rizika NSS

dle 2020 AHA/ACC HCM guidelines velké nezavislé kritérium NSS

retrospektivni data
nehomogenni vysledky
vetSina pts s MACE méli i jina kritéria pro sKT

rozhodnuti o ICD implantaci by mélo byt provedeno na zakladée
osvédceného kalkulatoru a ne pouze na zakladné pritomnosti apikalniho
aneurysmatu

scmr.c
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GE

u 65% patienttl (33—-84%)
- typicky intramuralni ,patchy” lokalizace v oblastech s hypertrofii
- naopak, LGE neobvyklé (s vyjimkou pokrocilych stadii) v oblastech bez hypertrofie
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GE

v 2014 ESC Guidelines, rozsah LGE byl veden jako pomocny parametr k predikci KV mortality
- v té dobé data nebyla dostatecna k vyuZiti LGE v kalkulaci rizika NSS
od té doby, rada dalsSich studii
- LGE je Casté
- pokud je vétsSiho rozsahu, je asociované se zvysenym rizikem NSS

LGE absent
LGE < 10%
0.95

LGE<15%

0.90
LGE > 20%

Freedom from SCD events

Metaanalysa 2993 pts: pritomnost LGE je spojena s
- 2,32-krat zvysenym rizikem NSS/ICD vyboje
- 2,1-krat zvySenou celkovou mortalitou B e

pretrvavaji nejistoty (retrospektivni studie, ¢asto selektivné vybrani pacienti pres ASA, metody
kvantifikace LGE)

nejdrive vypodcitat riziko NSS pomoci kalkulatoru
— u nemocnych v nizkém nebo strednim riziku, pritomnost rozsahlého LGE (215%) mUze

byt vyuzita v rozhodovani stran preventivni implantace ICD
Chan R Circulation 2014
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lesarkomerické fenokopie

1YL3
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IN13
INT3

YH7
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Unknown |

~ 25-30%
Sarcomeric
. protein gene
.~ mutation
. 40-60%

The majority of cases in adolescents
and adults are caused by mutations
in sarcomere protein genes.

|
[

|

=

Other genetic and
non-genetic causes

Inborn errors of metabolism
Glycogen storage diseases:

* Pompe

* Danon

* AMP-Kinase (PRKAG2)
+ Carnitine disorders

Lysosomal storage diseases
= Anderson-Fabry
Neuromuscular diseases
« Friedreich’s ataxia

* FHL1
Mitochondrial diseases

* MELAS

* MERFF
Malformation Syndromes

« Noonan

* LEOPARD

* Costello

e CFC
Amyloidosis

* Familial ATTR

= Wild type TTR (senile)

* AL amyloidosis

= Newborn of diabetic mother
* Drug-induced

* Tacrolimus
« Hydroxychloroguine
s Steroids
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v" Tissue characterization
v LGE
v'T1/T2/ECV mapping
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ESC guidelines HCM 2014

Maron BJ, J Am Coll Cardiol 2022




lesarkomerické fenokopie
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lesarkomerické fenokopie

>1200msec

Acute myocarditis
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-

Extra cellular volume (ECV) Messroghli, JCMR 2017

Vyuziti magnetické rezonance srdce u kardiomyopatii




lesarkomerické fenokopie
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if dg atletického srdce
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odinny screening

Level®

Recommendations Class

Following cascade genetic testing, clinical evaluation

using a multiparametric approach that includes ECG

and cardiac imaging and long-term follow-up is
recommended in first-degree relatives who have the
same disease-causing variant as the

PrOband 178,544,547
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