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= Abstract =MELAS syndrome (mitochondrial myopathy, encephalopathy, lactic acidosis,
and stroke-like episode) is a rare and currently incompletely defined mitochondrial disease
involving mainly muscle and brain. We have recently seen a 17 -year-old male patient who,
we believe, is the first Korean case. The patient showed the classical picture of MELAS: short
stature, generalized limb weakness, lactic acidemia, basal ganglia calcification, migraine-like
headache and recurrent strokes with subsequent hemiparesis, hemianopia, and seizures.
Electronmicroscopic examination confirmed the diagnosis by demonstrating numerous abnormal muscle mitochondria which contained paracrystalline inclusion bodies. A brief discussion
of current status, inherent problems, and possible pathogenic mechanisms of this syndrome
will conclude our report.
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INTRODUCTION
Pavlakis et al. (1984) have recently described
the syndrome of MELAS: mitochondrial
myopathy, encephalopathy, lactic acidosis, and
stroke-like episodes. In addition, retarded
growth, episodic vomiting, seizures, and migraine-like headaches 'characterize this syndrome.
Our review of the literature reveals slightly more
than 20 case reports which satisfy all components of this syndrome.
The following 17-year-old male patient. who
we believe is the first Korean case, demonstrates the classical picture of MELAS syndrome.
A brief discussion of current status, inherent
problems, and possible pathogenic mechanisms
of this syndrome will conclude this report.
CASE REPORT
A 17-year-old right handed Korean male presented to Seoul National University Hospital because of recurrent strokes and symptoms of
epilepsia partialis continua. His family history
was unremarkable. His prenatal, perinatal birth

Rc('ci vr-d 1;)17188: revised 19 n~1 88: accepted 24/8188

history and early development were normal.
However, at age 7, the patient appeared noticeably thin and listless; his exercise tolerance
seemed low. Despite continued academic success, the patient was abnormally short and
underweight at age 13.
At age 16, the patient began experiencing the
following symptoms; on one occasion, after
physical exertion, he felt a dull headache over
the left parieto-occipital area. This was associated with flashing lights passing through his
right visual field. Subsequently, he developed
right homonymous hemianopia which resolved in
approximately one month. Three months later,
after mountain climbing, the patient developed
nausea, vomiting, and a pounding headache over
the same parieto-occip.tal area.
Initial evaluation at another hospital revealed
right homonymous hemianopia, anomic aphasia
and alexia without agraphia. Focal paresis was
not present. CT scan demonstrated radiolucencies in the left parietooccipital area and additional bilateral extensive basal ganglia calcification.
Following a two-week hospital course, the patient's aphasia resolved; his visual field deficit
remained.
One month later, the patient experiened a

