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Abstract: Sudden cardiac death and inherited arrhythmia (Keynote lecture)

Sudden Cardiac Death (SCD) is a major cause of death in civilized societies. In the Western
world it is estimated that 1 in 1000 adults dies suddenly each year and that adds up to almost
20% of total mortality. When it occurs at young age (<40y) it is most often based on an
inherited cardiac arrhythmia syndrome with or without a structural substrate in the heart.
Pathology studies of deceased individuals at young age reveal a structurally normal heart in up
to 30-40% of patients. Genes involved in SCD in this age group include genes encoding for
ionchannels and their subunits. In deceased individuals with a structural abnormality, genes
encoding for sarcomeric, cytoskeletal or desmosomal proteins are involved. The identification
of a pathogenic genetic substrate in the deceased has enabled the identification of
presymptomatic family members at risk (harboring the same variant) and provide the
opportunity for timely treatment. In addition, it has provided enormous insight into the
pathophysiology of these syndromes and into detailed risk-stratification, optimizing therapeutic
management. In addition, in some of these syndromes it had lead to new therapeutic choices
based on the pathophysiological substrate. In other words the identification of the genetic
substrate has provided new therapeutic armentarium.



