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A Case of Distal Myopathy with Rimmed Vacuoles
— With Special Reference to Neurogenic Changes —

Hiroshi Kato, Takeshi Yasuda, Akira Terao, Yasuto Higashi* and
Teruo Shirabe*

A 30-year-old man developed weakness of the toes when he was 25 years old. He
showed difficulty in running and dorsiflexion of the feet at the age of 27 years old.
Soon he developed a walking disturbance and was admitted to the hospital. On
admission, muscle atrophy and right side dominant muscle weakness were seen in
the bilateral tibialis anterior muscles, flexor and adductor muscles in the thigh and
paravertebral muscles. Creatine kinase was 502 IU/1, aldolase was 9.6 U/l, and
myoglobin was 140 ng/ml. Electromyograms showed a mixture of myogenic and
neurogehic patterns.  On muscular X-ray CT, muscle atrophies were seen at the site
of the muscle weakness. A muscle biopsy showed myogenic changes such as
variability in the muscle fiber size and rimmed vacuoles in the atrophic fiber and
neurogenic changes such as small angular fibers and grouped atrophy. A diagnosis
of distal myopathy with rimmed vacuoles (DMRV) was made. The neurogenic
changes and myopathic ones were both considered to be related to the pathome-
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chanism of DMRYV.
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Anterior and posterior views of the lower limbs show-
ing muscle atrophy of the bilateral tibialis anterior
muscles and flexor muscles of the thigh.
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Fig. 2.

Electromyogram of the right tibialis anterior muscle
(TA) and left quadriceps femoris muscle (QF) showing
a mixture of neurogenic and myogenic patterns.
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and high amplitude NMUs were seen. -

On maximum contraction, the interference AR - BRI OFWALE;

patterns were preserved. HET2ED 7. %%% XR
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patterns were reduced.
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Fig. 3.
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XR-CT of the waist, thighs and legs.

Images of
muscle atrophy were seen in the paravertebral muscles of
the waist, flexor and adductor muscles of the thigh and
the tibialis anterior muscles of the legs. The quadriceps
and gastrocnemius muscles were normal.
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Frozen sections of a muscle biopsy specimen (left gua-

Fig. 4.

driceps femoris muscle) showing variability of the muscle fiber
size, internal nuclei, vacuoles rimmed by basophilic material
(RV), and grouped atrophy of muscle fibers in the small
angulated fibers, There were no inflamatory cellular infil-
trates or regeneration of muscle fibers, (HE. X25)

Fig. 5. Frozen section of a muscle biopsy specimen showing
rimmed vacuoles. (HE. X100

Fig. 6. Frozen section of a muscle biopsy specimen showing
RV in the atrophic muscle fibers with disordered intermyofibril-
lar networks, (NADH-TR. x100)
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Fig. 7. Frozen section of a muscle biopsy specimen showing
vacuoles rimmed by basophilic granular materials. (Gomori
trichrome, X100)

&\ M ‘* ¥ A
Fig. 8. Frozen section of a muscle biopsy specimen showing the

grouping of the type 1 fibers with atrophic type 2 fibers.
(ATPase, pH-10.3, x25)
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Fig. 9. Electron micrograph of muscle fiber showing vacuoles
containig myelin figures of various sizes and dense bodies.
The myofilaments surrounding the vacuoles were intact. There
were no inclusion bodies in the sarcolemmal nucleus or cyto-
plasm. (x4800)

1993)
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