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Maternally inherited diabetes and deafness (MIDD) is a disorder characterized by the
occurrence of diabetes mellitus and hearing impairment at a young age, caused by point
mutations in mitochondrial DNA. MIDD can be accompanied by various neurological
symptoms. In this patient, memory impairment and ataxia were the predominant neurological
symptoms. Herein, we report MIDD patients with the m.3243A>G mutation who present
with cognitive decline and gait disturbance at the age of 59.
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Figure 1. Pedigree of a family with MIDD. MIDD; maternally inherited diabetes and deafness, DM; diabetes mellitus, dx; diagnosis.
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Figure 2. Brain magnetic resonance imaging (MRI) of the proband (I-1). Axial T1-weighted image (A-C) shows severe cerebellar atrophy (A),
both hippocampal atrophy (B), and cortical atrophy, worse on the left parietal lobe (C). Sagittal T1-weighted image demonstrates both cor-
tical and cerebellar atrophy (D-E). Fluid attenuated inversion recovery (FLAIR) image shows extensive white matter hyperintensities (F).
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Figure 3. ®F-florbetaben amyI0|d positron emission tomography (PET) shows a negative ﬂndmg
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