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Approximately 15% of patients with frontotemporal dementia (FTD) have co-occurring motor neuron disease (MND).
FTD-MND cases have frontotemporal lobar degeneration (FTLD)-transactive response DNA-binding protein (TDP)
pathology, which is divided into four subtypes (types A, B, C, and D) based on the morphological appearance, cellular
location, and distribution of the abnormal TDP inclusions and dystrophic neurites. We report a patient with FTD-MND
whose pathological diagnosis was FTLD-TDP type B. This is the first documented autopsy-confirmed case of FTD-MND

in Korea.
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Figure 1. T1 axial brain MRIs at the age of 64 (A) and 65 (B) showed progression of diffuse cortical atrophy. FDG PET images at the age of 65 (C)
and SPECT images (D) at the age of 61 showed glucose hypometabolism and decreased perfusion in bilateral frontotemporal areas, worse on the
left (the direction of right and left was flipped in D). MRI; magnetic resonance imaging, FDG; fluorine 18 fluorodeoxyglucose, PET; positron
emission tomography, SPECT; single-photon emission computed tomography.
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Figure 2. Gross findings demonstrated atrophy in dorsolateral prefrontal and superior medial frontal cortices and hippocampus (A). Microscopic
findings revealed moderate vacuolation and gliosis in middle frontal cortex (B, H&E x100), and neurodegeneration such as neuronal loss, gliosis,
vacuolations of bilateral corticospinal tracts in rostral pons (C, H&E x12.5, arrows).
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Figure 3. Loss of anterior horn cell (A, H&E x40) and Bunina body (B, H&E x400, arrows) were detected in cervical spinal cord. TDP
immunoreactive neuronal cytoplasmic inclusions were found in cerebral cortices (C, TDP-43 x400) and motor neuron (D, TDP-43 %400 arrows).
TDP-43; transactive response DNA-binding protein of 43 kDa.
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