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MUSCULAR DYSTROPHY ASSOCIATED CARDIOMYOPATHY IN CHILDREN (Invited Lecture)
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The muscular dystrophies are a heterogeneous group of skeletal muscle diseases with wide variation in clinical presentation.  Cardiac involvement is known to occur in a number of muscular dystrophies, most notably Duchenne's and Becker's type.  The cardiac involvement often goes undetected, due in part to the activity restriction experienced by these patients because of the skeletal muscle disease.  The degree of cardiac involvement is not directly related to the severity of the skeletal muscle dysfunction.  When the heart is involved, cardiac manifestations may be detected by noninvasive evaluation, including electrocardiography (ECG) and echocardiography (echo).  Sinus tachycardia on ECG is a typical finding as is prominence of the R-wave in the right precordial leads.  Conduction abnormalities are not common.  Decreased ventricular function (shortening fraction, ejection fraction) and ventricular dilation are evident on echo as cardiac involvement progresses.  To date, there is no specific treatment for the cardiac involvement of muscular dystrophy.  As with other forms of heart failure, cardiac function may be improved with the use of afterload reduction and low dose beta-adrenergic blocking drugs.  The efficacy of digoxin in these patients is not clear.  The prognosis in patients with muscular dystrophy remains grave and up to forty percent of deaths are due to cardiac disease, most notably ventricular failure.  Advances in discovering the cellular mechanisms of cardiac dysfunction in patients with muscular dystrophy provide hope that a specific treatment, through genetic engineering, may prevent cardiac death in this group of patients.

4036








