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Cardiomiopatia aritmogena: what’s new?





Desmosomal mutations are identified in approximately two-thirds 

of patients with Arrhythmogenic Cardiomyopathy 
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Multicenter study,  

11 centers across 5 countries: 

• 193 single variant status 

• 78 multiple variant status 
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Variables Associated with Major Adverse Cardiovascular Events

Variable OR (95% CI) p

Proband status 3.17 (1.14–10.34) 0.05

LTVA at presentation 5.46 (2.19–14.75) <0.001

NSVT on Holter 3.89 (1.22–12.85) 0.04

Reduced RV FAC 0.89 (0.81–0.97) 0.02

Reduced LVEF 
(Echo)

0.93 (0.88–0.97) 0.006

Reduced LVEF 
(CMR)

0.91 (0.86–0.98) 0.008

NSVT on 24-hour Holter 

OR 10.18 
95% CI 1.61–78.86 

p = 0.02

In multivariable regression analysis, NSVT was the only variable 
independently associated with MACE.
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• DSG2 is one of the most prevalent desmosomal genes in Arrhythmogenic Cardiomyopathy. 

• DSG2-related ACM predominantly exhibits a right-dominant or biventricular phenotype, 

whereas isolated left-dominant disease is uncommon. 

• Ventricular arrhythmias represent the main clinical manifestation, often occurring at disease 

presentation and throughout follow-up. 

• Heart failure is less frequent but is strongly associated with left ventricular involvement and 

biventricular disease progression. 
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