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A Case of MELAS with Maternally Transmitted Type II Diabetes

Mellitus and Deafness

Hyun—Jeung Yu, M.D. Sook—Young Roh, M.D., Koo—Eun Lee, M.D., Seong—Ho Koh, M.D.?

Department of Neurology, Bundang Jesaeng General Hospital, Department of Neurology, College of Medicine,

Hanyang University”

MELAS syndrome is typically a multisystemic disorder. We report one case of MELAS showing both maternally
transmitted type II diabetes mellitus (DM) and deafness. A 41-year-old woman was admitted because of severe
headache and vomiting. She developed type II DM at age 26 and was followed by bilateral sensorineural type
hearing loss at age 37. Family history revealed that her mother and two sisters suffered from similar disorders.
MELAS with A3243G point mutation was confirmed in the patient and her daughter.
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Figure 1. Pedigree diagram of the patient.
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Table 1. Clinical features of the affected family members
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Figure 2. Brain MR images of the proband. FLAIR
axial images show high signal intensities in bilateral
temporo-parieto-occipital area and diffuse brain atrophy
with enlarged ventricles (A). Direct PCR-sequencing
around MTTL1: 3234 shows A — G heteroplasmy
and point mutation in the proband (B).
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