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Primary gaze
Left gaze
Upward gaze
Downward gaze
Right gaze

Ptosis

Fig. 1 Representative images of oculomotor disorder and ptosis before and after treatment.

(A) On day 10 (before intravenous methylprednisolone (IVMP)), the right eye was abducted on primary gaze. The right eyelid was lifted by the

examiner. Left, upward, and downward gaze were impaired in the right eye. Complete right-side ptosis was also noted. (B) On day 17 (after

IVMP), left and upward gaze of the right eye and right-side ptosis were partially improved. Fig. 1 is published with patient’s permission.
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Fig. 2 MRI findings for the right oculomotor nerve on the 8" day after onset.

Axial gadolinium-enhanced T;-weighted MRI showed contrast enhancement and thickening in the cavernous portion of the right oculomotor

nerve (A, arrows), but no nervous enlargement was evident in the cisternal portion of the right oculomotor nerve (B, arrow). Coronal

gadolinium-enhanced T,-weighted MRI showed contrast enhancement in the right optic nerve sheath (C, arrow).
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Abstract

A case of recurrent headache and ophthalmoplegia with a contrast-enhanced lesion of the oculomotor
nerve in the cavernous region: an atypical phenotype of recurrent painful ophthalmoplegic neuropathy

Naohiro Sakamoto, M.D.”, Yu Hongo, M.D., Ph.D.?, Hiroshi Takazaki, M.D.", Kenichi Kaida, M.D., Ph.D.Y?,
Katsunori Ikewaki, M.D., Ph.D.? and Kazushi Suzuki, M.D., Ph.D.?

D Department of Neurology, Anti-aging and Vascular medicine, Division of Internal Medicine, National Defense Medical College
9 Department of Neurology, Saitama Medical Center, Saitama Medical University

The patient was a 14-year-old boy with two previous episodes of self-remitting right ophthalmoplegia with right
temporal pain at ages 9 and 12. In 2019, he developed right eyelid ptosis and diplopia 2 days after a pulsating right-sided
temporoparietal headache. Recurrent headaches with ophthalmoplegia responded to high-dose steroid therapy, and the
clinical features resembled recurrent painful ophthalmoplegic neuropathy (RPON). RPON generally presents with MRI
findings of hypertrophy and inflammation at the root of the oculomotor nerve, a vulnerable site of the blood-brain barrier.
However, the imaging features in this case were different from those in typical cases of RPON, and oculomotor nerve
inflammation was found in the cavernous sinus. The order of onset of headache and oculomotor nerve palsy differed in
each recurrence, suggesting that both autoimmune and vascular mechanisms may have been involved in the onset of the
disease in our case.

(Rinsho Shinkeigaku (Clin Neurol) 2022;62:281-285)
Key words: recurrent painful ophthalmoplegic neuropathy, ophthalmoplegic migraine, mechanism of pathogenesis,
cavernous sinus




