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Mitochondrial encephalopathy, lactic acidosis, and stroke-like episodes (MELAS) syndrome
is a maternally inherited mitochondrial disorder. MELAS syndrome manifests different clini-
cal symptoms due to mitochondrial heteroplasmy and individual susceptibility and tends to be
aggravated by metabolic events. It presents various clinical manifestations including hearing
impairment, diabetes mellitus, and stroke like episodes. However, to date, only a few cases of
MELAS syndrome accompanied with cerebellar ataxia have been reported in Korea. We
hereby present an unusual case of a patient diagnosed with MELAS syndrome involving dia-
betes mellitus, cerebellar ataxia and sensorineural hearing loss, which were aggravated by
metabolic stresses such as pregnancy and hypoglycemic shock.
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Fig. 1. Pure tone audiometry shows deafness of the right ear, and 81 dB threshold of the left ear.
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Fig. 2. Both auditory brainstem response shows no wave.
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Fig. 4. Pedigree of patient. Small black circle represents those
with diabetes mellitus and small black star represents those with
sensorineural hearing loss. Family members diagnosed with mito-
chondrial encephalopathy, lactic acidosis, and stroke-like epi-
sodes (MELAS) syndrome was represented by gray filled shapes.
Slashes denote deceased family members.

Fig. 3. MR and CT images. A: Sagittal MR T1 image show shows cerebellar atrophy which is indicated by red arrow. B: Axial CT image

shows calcification on globus pallidus.
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