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Long QT Syndrome: Should an ICD be Used?
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Long QT syndrome (LQTS) is the first recognized and prototype of the primary electrical disorders or hereditary arrhythmia syndromes which also include short QT syndrome, Brugada syndrome and catecholaminergic VT. The use of the implantable defibrillator (ICD) appears to be a natural therapy since sudden death is the only significant hazard for these patients. On the other hand, ICD therapy poses challenges over the long lifespan expected in these patients. In addition, given the relative rarity of these conditions compared to ischemic or dilated nonischemic cardiomyopathy, large randomized clinical trials to prove a mortality benefit of the ICD have not been feasible. Long QT syndrome has been intimately associated with risk for sudden cardiac death. However, the mortality rate is not high enough to justify implanting an ICD in all patients. Thus, risk stratification has become very important and considerable data has emerged from the LQTS registry and other databases. Higher risk patients include probands as opposed to family members, patients with symptoms of syncope or especially prior cardiac arrest as opposed to asymptomatic gene carriers, a longer QTc, certain mutation locations such as the pore region of LQTS type 2, and various combinations of genotype and gender. The largest reported experience on ICD therapy and LQTS patients involved non-randomized matched cohort study from the Rochester Long QT registry, which recorded one sudden death in 73 high risk ICD-treated LQTS patients (1.3%), versus 26 sudden deaths out of 161 (16%) non-ICD treated, matched high risk LQTS patients (p=0.07).

