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Background and Objectives: Cardiac arrest without evidence of rythm or structural heart disease may be due to genetic disorders with low penetrance. One disease causing cardiac arrest with quite varied penetrance and expressivity is the long QT syndrome. Our aim was to study the usefulness of long QT syndrome genetic screening in a small sample of patients with idiopathic ventricular fibrillation.
Methods: Five patients with apparently unexplained cardiac arrest and no evident cardiac disease were included. Inclusion criteria consisted of having a normal cardiac function on echocardiogram, no evidence of coronary artery disease on angyography, normal electrocardiogram, negative flecainide/procainamide test and no rythm disorder in electrophysiological testing. They underwent systematic evaluation including genetic testing for the long QT syndrome-causing-genes: KCNQ1, KCNH2 and SCN5A. 
Results: Three patients were females and two were males, with a mean age of 31,2 years (10-58). In three patients the first symptom was a sudden cardiac arrest. Mean QTc interval was 396 miliseconds (360-420). All patients were treated with an implantable cardioverter defibrillator. Three patients presented missense mutations, two of them in SCN5A and one in KCNH2. Two patients had high-probability long QT syndrome-causing mutations. One patient had three missense mutations in the N-terminal region of KCNH2 with high probability of pathogenicity for the long QT syndrome.
Conclusions: Genetic testing for the long QT syndrome may be a useful tool to unmask a long QT syndrome in apparently unexplained cardiac arrest. It should be performed in case of a negative result in conventional tests. 

