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Abstract : We report a case of myotonic dystrophy with diabetes mellitus. A 37-year
-old man was admitted for further examination of liver dysfunction, diabetes mellitus, and
myotonic dystrophy. His father, his mother and his sister had been previously diagnosed as
having myotonic dystrophy. He had been mentally retarded since childhood, and suffered
from muscle weakness and hardness of hearing. He was diagnosed as having bilateral
cataracts at the age of 30, when loss of hair gradually started to be noticed. Physical
examination revealed atrophy of bilateral sternocleidomastoid muscles and muscle weak-
ness. Laboratory investigations showed hyperlipidemia, liver dysfunction, hyperglycemia
and primary hypogonadism. ECG showed 1st degree of AV block, EMG myotonic discharge
dominantly in distal side. The microscopic findings of muscle biopsy showed hypertrophy
of muscle fibers, predominantly in type 1 fibers. These findings were compatible with the
diagnosis of myotonic dystrophy. DNA analysis of this patient showed an abnormal band
of 6.2 Kb and 3.6 Kb (control; 3.4 Kb). His glucose infusion rate by the glucose clamp
technique was decreased to about 6.0 mg/kg/min (normal range: 8.9+1.1). We discuss
the pathogenesis of insulin resistance in patients with myotonic dystrophy based on relevant
studies published in the literature.
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Table 1. Laboratory data on admission

Urinalysis LDH 427 1U/1 Endocrinology
protein (&) y-GTP 8  IU/1 testosterone 2.6 ng/ml
sugar a-+ TP 6.4 g/d 2.7-10.7)
occult blood (&) Alb 4.1 g/dl LH 8.5mIU/ml
Hematology TC 293 mg/dl (1.8-5.2)
RBC 494 X 10* /ul TG 293 mg/dl FSH 20.4 mIU/ml
Hb 15.2 g/dl BUN 16 mg/dl (2.9-8.2)
Hct 45.6 % Cr 0.4 mg/dl 75g OGTT
WBC 7,600 /ul CPK 191  1U/dl BS (mg/dD IRI QU/D
Plts 22.6x10* /ul Na 143 mEq/1 0 min 147 6.6
Blood chemistry K 4.4 mEq/l 30 min 261 25.9
TB 1.0 mg/dl Cl 106 mEq/1 60 min 287 28.2
GOT 25 IU/ glucose 174 mg/dl 90 min 320 46.4
GPT 39 g/ HbA,c 8.4 % 120 min 289 37.7
ALP 208 1U/1 180 min 203 17.2

( ) :normal range

Fig. 2. DNA analysis of the patient, his sister and
normal control.
(A ; the patient B; the patient’s sister C;
normal control)
Lane A showed abnormal bands of 6.2 Kb
and 3.6 Kb.
Lane B showed abnormal band of 4.8 Kb.

Fig. 1. Microscopic finding of muscle biopsy.
A: The number of internal nuclei is in-
creased (HE stain, X100).

B: Type 1 fibers are predominant and
atrophic (ATP ase stain, X40).
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