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A Case of MELAS Syndrome Presenting with Type 1 Diabetes Mellitus
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Mitochondrial encephalopathy, lactic acidosis, and stroke-like episodes (MELAS) syndrome presents with various clinical fea-
tures, including seizures, stroke-like episodes, encephalopathy, myopathy, cardiac involvement, and diabetes. However, due to its
clinical heterogeneity, the diagnosis of MELAS syndrome is complex and difficult. The present report describes an 18-year-old
male who was diagnosed with MELAS syndrome following the onset of type 1 diabetes. The patient had suffered from ataxia, men-
tal retardation, and recurrent headaches for several years; following hospitalization for loss of consciousness, he was treated for cer-
ebellar atrophy and Wolf-Parkinson-White (WPW) syndrome. Although the patient had no history of lactic acidosis, the recent on-
set of type 1 diabetes and his medical history of encephalopathy and WPW syndrome suggested MELAS syndrome. The diagnosis
of MELAS syndrome was confirmed by molecular genetic testing, which revealed a point mutation (A3243G) in the patient’s mi-

tochondrial DNA. (Korean J Med 2015;88:706-710)
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Figure 1. (A) T1-weighted brain magnetic resonance imaging (MRI) revealed diffuse brain atrophy with
widening of the sulci. (B) T2-weighted MRI revealed cerebellar atrophy with prominent folia.
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Figure 2. Electrocardiography revealed short PR intervals and
accelerated AV conduction, which are consistent with Wolf-
Parkinson-White syndrome. PR: 0.08 sec.
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Figure 3. A family pedigree revealed a point mutation in the mi-
tochondrial DNA of the patient and a clinically affected family
member.
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Pure tone audiogram
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Figure 4. Pure tone audiography indicated bilateral sensor-

ineural hearing loss. AC, air conduction; BC, bone conduction;

SF, sound field.
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Figure 5. A sequencing electropherogram revealed the A3243G
mutation in the patient’s mitochondrial DNA.
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