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Abstract

Arrhythmogenic right ventricular cardiomyopathy (ARVC) is a hereditary disorder of the
cardiac muscle characterised by ventricular arrhythmias, cardiac failure and sudden
cardiac death. Desmosomes - the intercellular junctions of both epithelial and
cardiovascular tissues that connect intermediate filaments of adjacent -cells,
generating a large and mechanically resilient network - are disordered in ARVC. Here,
we exploit new insights into desmoplakin (DP), a critical component of desmosome
structures. Indeed, both patient skin and keratinocytes expressing DP mutant construct
showed large intercellular aggregates and a decrease in the amount of junctional
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