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Objectives: We aimed to evaluate the clinical features of myocarditis in arrhythmogenic cardiomyopathy (ACM) patients and to see whether they are associated with poor prognosis and a high risk of ventricular arrhythmias.

Background: Not only is myocarditis known to be related to arrhythmogenic cardiomyopathy but myocarditis-like episodes seem to be part of its clinical spectrum. Methods and Results: We analyzed two groups: affected ACM patients and their non-affected mutation-carrying relatives.1. Classical arrhythmogenic right ventricular cardiomyopathy patients (81 patients, 65% males, median age 45±17 years) and left side ACM patients (30 patients, 49% males, median age 42±21 years old) defined by patients carrying a pathogenic mutation associated with ACM alongside a phenotype of dilated cardiomyopathy, a history of ventricular arrhythmias and/or a family history of sudden death. 2. Non affected mutation-carrying relatives (54 cases, 37% males, median age 40±23 years old; 24 from classical ARVC families and 30 from left side ACM).Six (3.6%) patients that presented with a clinical diagnosis of acute myocarditis over a median follow up of 34 months. It was the first clinical manifestation in four patients. Five (4.5%) myocarditis cases occurred in the group of affected ACM patients and one (1.8%) case in the group of non-affected mutation carriers. Blood tests carried out at the time of the episodes did not show an elevation in inflammatory markers. None of the patients before mentioned developed pericardial effusion. 
Conclusions:  Myocarditis may reflect an active phase in ACM and it may be the first clinical presentation. Changes in the phenotype are expected to occur during these phases, ranging from isolated ECG changes to worsening in the systolic dysfunction or ventricular arrhythmia. An active phase should be suspected in the event of myocarditis associated with a family history of ACM.

