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BECKER MUSCULAR DYSTROPHY PRESENTING WITH DILATED CARDIOMYOPATHY AND COPMPLETE A-V BLOCK IN SIBLINGS
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BACKGRAUND:Cardiac involvment in Becker muscular dystrophy(BMD) is well knowm  complication of the disease during its course. Cardiac conduction system abnormalities had been described in BMD, but complete AVB block with dilated cardiomyopathy is a rare condition. We report two brothers with various clinical but same cardiac expressions of BMD although genetic mutations were different.   CASES:   Patient 1: N.A, 54 years old male,was admitted to our hospital with seizures and fainting. Severe bradicardi and apical sytolic 2/6 murmur were exist. Neurological investigation is concluded BMD. There was cardiomegaly on chest x-ray and complete AVB on electrocardiography(ECG). Echocardiography showed dilated cardiomyopathic findings and mild degree mitral regurgitation. A Permanent  pace maker imlanted to the patient.        Patient 2:R.A, 48 years old male, was suffering from shortness of breath for two years. The chest X-ray showed cardiomegaly and ECG showed second degree A-V block, intermittant  complete A-V block and tall R waves in lead V1 and V2. There was no any pathological finding on cardiac and neurological  examination.  Echocardiaographic findings were similar with his brother. The other members of the family did not come to hospital because of the economic difficulties.        There were deletions in number 45, 46 and 47  eczones of the dystrophin gene in the first patient and an atypical mutation in second patient.  CONCLUSION:  Althoug BMD known as a benign disorder cardiac manifestations are life limiting. Carefull cardiac evaluations must be essential in those patients.
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