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A Patient with Mitochondrial Myopathy who Experienced
Diabetic Ketoacidosis with Auto-antibody

Soon young Nam, Rimm Huh, Younghee Kwun, Jieun Lee
Sung Yoon Cho, Dong-Kyu Jin

Departments of Pediatrics, Samsung Medical Center,
Sungkyunkwan University School of Medicine, Seoul, Republic of Korea

Mitochondrial myopathy results from a primary dysfunction of the respiratory chain and is frequently
accompanied with endocrine manifestations, Among the endocrine manifestations of mitochondrial
disease, diabetes mellitus is relatively common, Diabetes mellitus in the mitochondrial myopathy is
usually insulin dependent due to the defect in insulin secretion resulted from mitochondrial dysfunc-
tion, But it is seldom manifested as diabetes ketoacidosis and doesn’t usually have an auto-anti-
body, We report a patient with mitochondrial myopathy who was diagnosed as having diabetes
mellitus by presenting as diabetes ketoacidosis and had both of the auto-glutamic acid decarbo-
xylase (GAD) antibody and anti-insulin auto-antibody,
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