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Introduction: Limited data exist for congenital long QT syndrome (LQTS) treated with combination of beta blockade and continuous pacing. We examine the outcome of a cohort of patients at our institution treated with the combination of a beta blocker and atrial based pacing at a high rate.
Methods: Long term clinical course of patients with LQTS treated with beta blockers and atrial pacing was examined to identify recurrent syncope, cardiac arrest, sudden cardiac death or the need to upgrade to a defibrillator.
Results: A total of 30 patients with LQTS (age 26.8 ± 21.3 years; 21 females) were identified with varying presentations - syncope (n=16); torsade de pointes (n=7); cardiac arrest (n=6); family history (n=1). All patients had a pacemaker implanted. Lower rate was set to a mean of 89 ± 9 bpm [>= 90 (n=20); >=80 (n=9); 70 (n=1)]. 21 patients were programmed in the AAI mode, with the rest in the DDD (n=6) or DDI (n=3) modes. Over a mean follow up of 9.7 ± 6.6 years, no patient had recurrent syncope, cardiac arrest or sudden cardiac death. None of the patients required upgrade to an ICD. 4 patients died during follow up from known unrelated causes.
Conclusion: A combination of beta blocker therapy and atrial based pacing at a high rate is highly effective in preventing sudden death in patients with congenital LQTS. This approach may be particularly beneficial in the young population, in whom, implantation of a pacemaker rather than an ICD may enhance device longevity and avoid inappropriate ICD therapies.

