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*  Pojem NDLVC

AAAAAAAA

e zaveden od 2023 Guidelines

 neischemicka fibroza LK nebo tukova prestavba LK bez jeji dilatace s
globalnimi / regionalnimi poruchami kinetiky nebo bez nich

 nebo izolovana globalni hypokienza, tedy EF pod 50% bez pritomnosti
fibrozy

* vylouceni chlopenni vady, ICHS, arterialni hypertenze

HCM DCM ARVC

RCM NDLVC

ESC Guidelines for the management of cardiomyopathies 2023



VFN PRAHA Symptom management

* Drug therapy
* Mechanical circulatory
support/transplantation

Family screening and
genetic risk to relatives

* Genetic testing and counselling
» Family screening and monitoring

* GDMT for HF symptoms
» Aetiology-specific SCD
risk prediction

Prevention of disease-

related complications

-SCD —ICD
» Stroke — thromboembolic
prophylaxis

Ftiologie??

* Exercise recommendations

* Pregnancy

* School, employment,
psychological support

ESC Guidelines for the management of cardiomyopathies 2023
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*  Etiologie NDLVC
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Idiopaticka
Zanetliva onemocneéeni

- myokarditida, srdecni sarkoiddza

Neuromuskularni poruchy
- Duchennova svalova dystrofie, Myotonicka dystrofie typ 1

Dalsi specifické priciny
- Toxické vlivy - chemoterapie, alkohol
* Geneticka pricina

ESC Guidelines for the management of cardiomyopathies 2023



*  Klinicka manifestace
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asymptomaticka

srdecni selhani HFpEF, HFmrEF, HFrEF

artymicka manifestace

SCD

ESC Guidelines for the management of cardiomyopathies 2023



%  Major arrhytmias in NDLVC: a novel prediction score

AAAAAAAA

 kohorta 337 pacientu s NDLVC
e bez anamnézy MAE (major arrhythmic event)
e primarni endpoint - vyskyt prvni MAE
(SKT, FiK, ATP, vyboj ICD)
« vek 37 let
* EF LK 52%
* 62% muzi
e 79% pritomnost LGE na MRI

Peretto G. et al. Major arrhythmias in non-dilated left ventricular
cardiomyopathy: a novel prediction score. Eur Heart J. 2026 Jan 5;47(1):94-106



%  Major arrhytmias in NDLVC: a novel prediction score
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 sledovani 60 meésicu - celkem 15% MAE

NDLVC-5y risk score for the prediction of 5-year MAE risk

Male sex X 0.8605 ¢ )
+ % predicted risk <5% 5-20% 20-40% >40%

V o
L EF <45% X 1 6967 Event_free survival probablm)’
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M-Inf x 27535 °revent)
(S 75 (0) 75 (0) 75(0) 74(1) 74 (1) 73(2)
Pl 94 (0) 93 (2) 89 (5) 89 (5) 89 (6) 88 (6)
S-year risk of MAE: [ Class 3 31 (0) 24 (7) 24 (7) 23 (8) 21(10)  20(11)
1 - (0.99600731958437)=+ 48 (0) 36(14) 23(26) 18(30) 18(30) 16 (32)

Peretto G. et al. Major arrhythmias in non-dilated left ventricular
cardiomyopathy: a novel prediction score. Eur Heart J. 2026 Jan 5;47(1):94-106



'|' NDLVC phenotype: Arrhytmic prognosis and
differnces with DCM

 kohorta - NDLVC 60 pacientt x DCM 62 pacientu
* klicové rysy NDLVC
- lepsi funkcni stav -70 % pacientu bylo ve tride NYHA |
(u DCM jen 45 %)

- strukturalni rozdily - mensi objem levé komory a kratsi trvani QRS
komplexu na EKG

- podobna mira fibrozy - obe skupiny LGE na magnetické rezonanci
(okolo 68 %)

Y. Eda et al. Non-dilated left ventricular cardiomyopathy vs. dilated cardiomyopathy: clinical
background and outcomes, ESC Heart Fail, 11 (3) (2024), pp. 1463-1471
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0 Seznam varovnych signalti u NDLVC

Oblast Parametr
Prava Ejekcni frakce (RV EF)
komora
Arytmie Pocet extrasystol (PVC)

EKG signal Pozdni potencialy (LPS)
_,\A/\_ EKG Interval QTc

6 Struktura Objem pravé komory (RV EDVi)
Klinicky Dusnost (NYHA)
stav

Rizikova hodnota podle studie

< 45% (nejsilngjsi
prediktor)

> 1000 za 24 hodin

Pozitivni nalez (ukazuje na jizvy)

Jakékoliv prodluzovani
(i v rdmci normy)

Zvétsovani objemu

Prechod z tridy | do Il nebo llI

Y. Eda et al. Non-dilated left ventricular cardiomyopathy vs. dilated cardiomyopathy: clinical
background and outcomes, ESC Heart Fail, 11 (3) (2024), pp. 1463-1471
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*  Pro praxi?

 Agresivnéjsi monitoring:

* Pravidelny 24h Holter (sledovani hranice 1 000 KES)
- jak casto?

 Dusledné sledovani funkce prave komory na MRI, LGE levé komory
- jak casto, dostupnost ?

« Hodnoceni pozdnich potencialt na EKG - NDLVC 2,82x castéji nez u DCM
- dostupnost ? casova narocnost ?



Stratifikace rizika - sekundarni prevence
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Secondary prevention

An ICD is recommended to reduce the risk of
sudden death and all-cause mortality in patients with
NDLVC who have survived a cardiac arrest or have

recovered from a ventricular arrhythmia causing

haemodynamic instability.

ESC Guidelines for the management of cardiomyopathies 2023



*  Stratifikace rizika - primarni prevence
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Primary prevention

An ICD should be considered to reduce the risk of
sudden death and all-cause mortality in patients with
NDLVC, heart failure symptoms, and LVEF <35%

despite >3 months of OMT.%¢"%%

The patient’s genotype should be considered in the
estimation of SCD risk in NDLVC.

An |CD should be considered in patients with
NDLVC with a genotype associated with high SCD

risk and LVEF >35% in the presence of additional risk
factors (see Table 21).185:186:438.541,542,865-869,876-883

Veétsinoveé normalni EF

lla / lehce sniZzena

Ila C

RF - synkopy, LGE na MRI

ESC Guidelines for the management of cardiomyopathies 2023
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*  Stratifikace rizika - primarni prevence

VFN PRAHA

Gene Annual Predictors of SCD Gene Annual Predictors of SCD
SCD rate SCD rate

LMNA'8>186:438,541,865,.878,879 5-10% Estimated 5-year risk of PLN>#%882.883 3-5% Estimated 5-year risk of

life-threatening arrhythmia life-threatening arrhythmia

using LMNA risk score using PLN risk score

(https:/Imna-risk-vta.fr) (https:/plnriskcalculator.
FLNC-truncating 5-10% LGE on CMR shinyapps.io/final_shiny)
variants866:867.880 LVEF < 45% LVEF < 45%
TMEM4 3868881 5_10% Male LGE on CMR

Female and any of the NSVT

following: LVEF <45%, DSp'® 18 3-5%  LGEonCMR

NSVT, LGE on CMR, >200 LVEF <45%

VE on 24h Holter ECG RBM20%¢ 3-5%  LGEonCMR

LVEF < 45%

ESC Guidelines for the management of cardiomyopathies 2023
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Sex

Non-missense
LMNA mutation

Atrio-ventricular
block

Non-sustained
ventricular
tachycardia

Left ventricular
ejection fraction

LMNA-risk VTA calculator

Risk Prediction Score for Life-Threatening Ventricular
Tachyarrhythmias in Laminopathies

Male Female

Yes No

Absent 1st degree High degree

Yes No

%

Non-missense mutations include insertions, deletions, truncating
mutations or mutations affecting splicing

Please select the highest degree. 1st degree AV block corresponds to
=0.20 sec PR interval and high degree AV block to type Il 2nd degree or
3rd degree (and not type | 2nd degree)

NSVT corresponds to =3 consecutive ventricular complexes at a rate =120
bpm on 24-h ambulatory electrocardiographic monitoring

Left ventricular ejection fraction measurement derived from
echocardiogram

Risk of Life-Threatening Ventricular Tachyarrhythmias at 5 years

%

Reset

Life-Threatening Ventricular Tachyarrhythmias is defined as 1) sudden cardiac death, 2) appropriate ICD therapy, defined as a
shock to terminate a VTA, or 3) other manifestations of hemodynamically unstable VTA



Aetiology and clinical manifestations of patients with
NDLVC

 observacni studie
 celkem 42 pacientu NDLVC

Etiology

Cytoskeleton (n=7)
DES (n = 2), FLNC (n = 2) , LMNA (n = 3)

Desmosome (n = 4)
JUP (n=1),DSP (n=3) Inflammatory
(n=5; 12%)

Calcium-Handling Proteins (n =1) Neuromuscular
PLN (n=1) (n = 4; 10%) Duchenne Muscular Dystrophy (n = 2)

Myotonic Dystrophy Type 1 (n = 2)

Idiopathic

Sarcomere (n = 4) (n=17; 40%)

MYH7 (n = 2), TNNT2 (n = 1), TTN (n =
1)

Monda, E. et al, Aetiology and clinical manifestations of patients with non-dilated left ventricular cardiomyopathy. Eur J Heart
Fail, 26: 2579-2581



*  Charakteristika souboru
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e prumerny vek 43let
* 69% muzi

* 8 pacientl - 19% klinicky obraz myokarditidy - 3 pacienti pozitivni
genetické vysetreni - desmoplakin

—> KO podobny myokarditide je castym klinickym
projevem, myokarditida muze odhalit genetickou pricinu

Monda, E. et al, Aetiology and clinical manifestations of patients with non-dilated left ventricular cardiomyopathy. Eur J Heart
Fail, 26: 2579-2581



#  MRI charakteristika
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CMR Pattern and Etiology

* Pacienti s LGE castéji genetické mutace
(52%)

e pacienti s izolovanou systolickou dysfunkci
LK bez LGE - idiopaticka etiologie (54%)

. Genetic . Inflammatory

. Idiopathic . Neuromuscular

Monda, E. et al, Aetiology and clinical manifestations of patients with non-dilated left ventricular cardiomyopathy. Eur J Heart
Fail, 26: 2579-2581



*  Progrese do DKMP?
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 kohorta 432 pacientu
* sledovani 2010- 2023
* endpoint
- zhorseni EF >10% u 27% pacientu
- progrese do DKMP u 28,9% pacientu

E Bacigalupi et al., Predictors of disease progression in patients with left ventricular non-dilated cardiomyopathy, European
Heart Journal, Volume 46, Issue Supplement 1, November 2025



*  Progrese do DKMP?

VFN PRAHA

* prediktory progrese do DKMP
- genetické mutace
- zanet na MRI / biopsii
- EF LK pod 45%
- ring like LGE na MRI
- SCD v RA
- SKT v anamnéze
- porucha intraventrikularniho vedeni na EKG

E Bacigalupi et al., Predictors of disease progression in patients with left ventricular non-dilated cardiomyopathy, European
Heart Journal, Volume 46, Issue Supplement 1, November 2025



*  Zavér <
n

* NDLVC mela by byt povazovano za pracovni diagnozu, ktera okamzite
spousti multiparametricky pristup vedouci k etiologické diagnoze a v
konecném dUsledku k individualizované lécbé

« u NDLVC neni problém v tom, ze by srdce bylo dilatované, ale v tom, ze
je protkané mikroskopickymi jizvami, kterée vytvareji elektrickou

nestabilitu
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