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CME Cardiac Involvement in the Dystrophinopathies

CME Article number 1: Mark W. Russell, M.D.

1. Duchenne Muscular Dystrophy, Becker Muscular Dystrophy and X-linked Dilated Cardiomyopathy

a. Can all be due to mutations affecting the dystrophin gene
b. Have different clinical presentations
c. Never cause symptoms in females
d. a and b
e. a, b and c

2. Patients with mutations affecting the dystrophin gene should have a cardiac examination

a. As soon as skeletal muscle weakness is noted
b. At the time of diagnosis
c. At the age of 10 years
d. At the onset of cardiac symptoms
e. Never
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3. Symptoms of congestive heart failure in patients with Duchenne Muscular Dystrophy

a. Are difficult to distinguish from the skeletal muscle manifestations of the disease
b. Include anorexia and weight loss
c. Include fluid retention and weight gain
d. a and b
e. a and c

4. Initial treatment for the cardiac manifestations of the dystrophinopathies

a. Includes the use of ACE inhibitors
b. Is never instituted before the onset of detectable cardiac dysfunction
c. Involves gene transfer of a mini-dystrophin
d. Does not include traditional heart failure medications

5. Patients with Duchenne Muscular Dystrophy present a unique challenge during procedures requiring sedation
or general anesthesia due to

a. Increased risk of rhabdomyolysis with inhaled anesthetics and succinylcholine
b. High incidence of significant respiratory depression and need for ventilatory support
c. Sensitivity to fluid shifts requiring close monitoring of intravascular volume status
d. Increased risk of cardiac arrhythmias
e. All of the above

Answers: 1. d; 2, b; 3. d; 4. a; 5. e.
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Circle the appropriate answers:

1. A. B. C. D.
2. A. B. C. D.
3. A. B. C. D.
4. A. B. C. D.
5. A. B. C. D.

After finishing this exam:

1. Complete the CME evaluation and certification page and mail to: Lila J. Lee-Tramiel, Managing Editor
of the Journal of Pediatric Rehabilitation Medicine: An Interdisciplinary Approach, Children’s Hospital and
Research Center Oakland, 747 52nd Street, Oakland, CA 94609, USA.

2. This educational activity must be completed and post marked by December 31, 2009.


