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Fig. 1 Images of the eyes.

(A) Exotropia can be observed at the primary eye position. Adduction of the left eye is impaired and its abduction is mildly limited. (B) The supra-

ducted left eyeball was observed while the patient was closing his eyes. The left eye lid does not close properly because of muscle weakness.
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Fig. 2 (A) A X-ray image of the skull. (B) MRI findings.
(A) The cranium is normal but the mandible is sagging. (B) T, weighted images (upper left panel and right column) show no abnormal findings

in the brain stem. Facial nerves can be identified in the internal acoustic meatuses (upper left). No anomalies are found in the cerebral

cortex in FLAIR image (lower left).
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1: left 200uV / 5ms
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Fig. 3 Electrophysiological findings.

A stimulus was delivered to the preauricular area and the response of
the ipsilateral orbicularis oculi was simultaneously recorded. (Upper
trace: left, lower trace: right). CMAPs are small but do not delay.
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Abstract

A case of Mobius syndrome with congenital facial palsy and supranuclear oculomotor palsy

Mitsuru Furuta, M.D.”, Masahito Mihara, M.D., Ph.D."”, Yasuyoshi Kimura, M.D.",
Tatsusada Okuno, M.D., Ph.D.”, Masanori P. Takahashi, M.D., Ph.D." and Hideki Mochizuki, M.D., Ph.D."”

YDepartment of Neurology, Osaka University Graduate School of Medicine

An 18-year-old man with congenital weakness in the facial and mastication muscles was referred to us. His facial
senses were intact; however, the bilateral massetter and facial muscles were extremely weak and atrophic. He presented
lagophthalmos and had difficulty in closing his mouth. The voluntary movements of his left eye, such as abduction,
adduction, and elevation, were partially impaired, without the impairment of the Bell phenomenon. Nerve conduction
studies of the facial nerves revealed normal distal latencies for bilateral orbicularis oculi. Blink reflexes were not evoked
on both sides. Needle electromyography showed a chronic neurogenic change in the tongue. A biopsy of the biceps
brachii and skin did not show abnormality. We diagnosed his condition as Mébius syndrome with congenital facial palsy
and supranuclear oculomotor palsy. Mobius syndrome, which manifests itself as congenital and non-progressing facial
and abducens palsy, is associated with many clinical symptoms and is probably heterogenous nosological entity. Although
several cases of Mobius syndrome with supranuclear binocular elevation palsy were previously known, this is the first
case of Mobius syndrome presenting supranuclear monocular elevation palsy.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:233-237)
Key words: Mabius syndrome, congenital facial palsy, supranuclear oculomotor palsy




