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Myotonia Dystrophica; A Case Report

Moon Ho Hwang, M.D., Byeong Yeon Seong, M.D., Joon Young Kim, M.D. and
Young Joe Kim, M.D.

Department of Orthopedic Surgery, Korea General Hospital, Seoul Korea and Cheil Hospital,'
Seoul Korea

Myotonia dystrophica (Synonym: Myotonia atrophica, Dystrophia myotonia, Steinert’s disease) is a

autosomal dominant hereditary multisystemic disorder involving several organs besides skeletal muscle,

and commonly called with myotonia congenita, paramyotonia congenita as myotonia. Although most

cases are of adult onset, where a mother has the disease, neonatal dystrophia myotonia can occur in

her offspring. The main feature is a steadily progressive muscle dystrophy, complicated by myotonia,

which is a failure of muscles to relax normally after a forceful contraction. Steinert in 1909 was the

first to report the finding of atrophic testes and baldness in patients with myotonia dystrophica,

and

the other clinical feature of myotonia dystrophica were reported by many authors after that time. We
are reporting a case of myotonia dystrophica, which showing familial history with brief review of li-

terature.
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Fig. 1. [] male; © female; ¢ death; @ patient; ll affected brothers.

Fig. 4. Myopathic face; frontal baldness slight
degree ptosis of the eye lid.
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Biopsy was done in the right side of vastus me- .
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Fig. 5. EMG pattern of abductor pollicislongus;
Trains of spiked potentials and positive waves fi-
red at a high frequency, which then was and wane
until they die out, the so called “Divebomber- so-
und” pattern, which is specific for myotonia.
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Fig. 6. EMG fmdmg of left Median nerve. No-
rmal nerve conduction velocity.
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Fig. 7. A, B: Microscopic finding of the vastus
medialis muscle. A; Necrosis of the muscle fiber,
proliferation of the connective tissue, hyaline
granular fatty degeneration, central migration of
the nucleus within uneven size myofibrils. B;
Ring chain pattern distribution of the nucleus.
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