33

(ﬁiﬂ%ﬁ.ﬁ #1524 %3%)
B 662~668 FRAISTAE 3 J

R, A RN, $ b2 v N T BE N,
PO v e IR 2 L s L e

Chronic Progressive External
Ophthalmoplegia @ 1 3 ]

HRL TR AEMGE L v 2 —  HENE
MU R D L% E BT AL B

A vavis

LR

(ZFAF IBRIS6E12 H 28 H)D

A Study on a Case of Chronic Progressive External Opthamoplegia
Associated with Abnormal Muscle-Mitochondria, Cataracta,
Retinitis pigmentosa, and Neurogenic Muscle-Change

Kenji OKAYAMA, M.D., Hiromi WATANABE, M.D., Toshiko TAKEMIYA, M.D.
and Shoichi MARUYAMA, M.D.
Department of Neurology, The Neurological Institute
Tokyo Women’s Medical College

A patient, 27-year-old Japanese man, shows a symptom of chronic progressive external ophthalmoplegia
(CPEO), which is associated with the abnormal muscle-mitochondria, cataracta, retinitis pigmentosa, and
neurogenic muscle-change. The classification and pathogenesis of the patient’s diseas are discussed.

The patient has 2 noncontrabutory family history. The onset bilateral ptosis began when he was 13 years,
and the symptoms progressed without remission while the course of discase being very slow. On admission, he
was suffering from external ophthalmoplegia and cataracta. He had normal intelligence, being alert and
cooperative in examination. He had such symptoms as bilateral blepharoptosis, evident limitation of bilateral
eye movement in all directions, mild facial muscle-weakness, while he had no pathologic reflex. In the ex-
tremities, muscle weakness and atrophy were not observed. Retinal pigmentation and cataracta existed without
bundle branch block in E.C.G. and perceptive hearing disturbance. Endocrinological examination did not
reveal any significant findings. Serum phytanic acid was normal, however, CPK clevated slightly. Motor
cdnduction velocities slightly decreased in the extremities.

Electromyographic study made such neurogenic changes clear as high amplitude potentials with slight
reduction interference pattern in all muscles of the limbs. Histochemical and light- and electron-microscopic
studies were performed on muscle biopsy specimen, taken from the left anterior tibial muscle. In H-E, stained
section showed mainly neurogenic change of angulated fibers and mixed with myogenic change of varied sizes
of muscle fiber and central nuclei. In modified Gomori's trichrome stain, subsarcolemmal mitochondrial
hyperactivity was found. Through ultrastructural study, numerous and abnormal mitochondria were sub-
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sarcolemmally observed. CPEO, associated with muscular wasting and weakness of the other parts of the body,

including ocular myopathy and oculo-pharyngo-distal myopathy, has been considered as a myopathic nature.

However, some literatures have reported that several cases of essential similar symptom revealed histochemical

and electromyographic evidence of denervation with mitochondrial abnormality.

consequently, it was suggested that these cases, including the case discussed above, should be considered

being classified in a separate group among the so-called CPEO, because these cases are associated with

neurogenic abnormalities in other parts of the body.
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