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infiltration of the atria to a different extent than in the ventri-
cles.7

AF in ARVD is a very interesting topic, and future basic 
and clinical research is obviously necessary to better delineate 
and understand the various aspects of atrial arrhythmias in this 
challenging disease.
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In a Letter to the Editor entitled “Atrial arrhythmias in arrhyth-
mogenic cardiomyopathy – at the beginning or at the end of 
the disease story?” S. Peters describes two middle-aged fe-
male patients with morphological and electrocardiographic 
signs of arrhythmogenic right ventricular dysplasia (ARVD) 
who presented with atrial fibrillation (AF) as their first arrhyth-
mic event. The author points to the observation that AF is very 
common in ARVD, with up to 40% of patients being affected, 
and may often precede ventricular tachyarrhythmias. On the 
other hand, Peters also indicates that in some patients AF may 
be a late consequence of progressed disease with severe right 
and left ventricular (LV) involvement,1 heart failure and atrial 
dilatation, which typically occur during the late phases of 
ARVD. Our study published in a previous issue of this Jour-
nal2 is in line with the letter by Peters showing that AF is 
common in our ARVD population (20%). As ARVD is a 
heterogeneous disease, the natural history may vary signifi-
cantly among patients.3 Similar to the cases presented by 
Peters, AF occurred at a rather early stage of the disease in a 
minority of our study population. AF is common in patients 
with Brugada syndrome who do not have structural heart dis-
ease at the macroscopic level.4 As some forms of ARVD may 
overlap with the Brugada phenotype, and desmosomal muta-
tions (plakophilin-2 and desmoglein-2) have been shown to 
impair cardiac sodium current (INa), it is possible that associ-
ated changes in the electrophysiologic properties of atrial tissue 
may predispose to AF in some patients at a rather early stage 
of the disease.5,6 On the other hand, our ARVD cohort with AF 
mainly comprised patients at later stages of the disease with 
significant RV involvement, atrial dilatation, and some with 
LV involvement. In line with the cases described by Peters, 
AF was not associated with the presence of ventricular 
tachyarrhythmias in our study. Reasons for this observation 
have not been explored, but it may be speculated that, based 
on genetic predisposition and epigenetic factors, some patients 
with ARVD predominantly present with heart failure and 
atrial dilatation rather than ventricular arrhythmias. Moreover, 
in some patients, mutations within the desmosomal complex 
may affect ion channels, signal transduction and fibrofatty 
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