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A 32-year-old man was admitted to our hospital with a 6-

month history of progressive ptosis, eye movement distur-

bance, dysuria, and dyschezia. He had hearing loss and renal

failure from 23 years of age. He presented with bilateral ad-

duction weakness and gaze nystagmus. His pupils were iso-

coric and reacted sluggishly to light. Laboratory tests re-

vealed high lactate and pyruvate levels in the cerebrospinal

fluid. Brain magnetic resonance imaging revealed high-

intensity signals in the midbrain and hypothalamus on fluid-

attenuated inversion recovery and an apparent diffusion co-
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efficient map. The central lesion showed low-intensity sig-

nals on T1-weighted imaging, and the peripheral lesion

showed high-intensity signals on diffusion-weighted imaging

(Picture 1, 2, arrows). Magnetic resonance spectroscopy re-

vealed a lactate peak in the lesion (Picture 3, arrow). A ge-

netic analysis revealed an m.13513G>A mutation in the mi-

tochondrial DNA, and he was diagnosed with Leigh syn-

drome. Adult-onset Leigh syndrome rarely presents with ba-

sal ganglia lesions, unlike childhood Leigh syndrome (1).
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