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A 63-year-old man presented with a 1.5-year history of progressive personality changes. Clinical evaluations revealed
severe frontal dysfunction and bilateral frontal atrophy/glucose hypometabolism. He was diagnosed as probable
behavioral variant frontotemporal dementia. He continued to decline, and died at the age of 66. At autopsy, numerous
tau-positive gilial threads and coiled bodies were observed in the white matter. Tau-positive astrocytic plaques and
neuronal cytoplasmic inclusions were also seen in cerebral cortices, which were compatible with corticobasal
degeneration.
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Table. Results of neuropsychological test

Neuropsychological tests
(possible maximum score)

Attention

Digit span forward/backward 4/3
Language & related functions
Spontaneous speech Fluent
Comprehension Normal
Repetition (15) 15
K-BNT (60) 2
Calculation (12) 12
Finger naming/body part identification Normal
Right-left orientation (3) 2
Ideomotor/buccofacial praxis (5/5) 5/5
Visuospatial functions
Intersecting pentagon (1) 1
RCFT (36) 30
Memory
SVLT: sum of three free recall trials/delayed recall 1+4+3=8/3
(12+12+12 =36/12)
SVLT recognition: true positive-false positive 0 (0-0)
RCFT immediate/delayed recall 17.5/18
RCFT recognition: true positive-false positive 4 (4-0)
Executive functions
Word fluency: Category items (animal/supermarket) 5/4
Word fluency: Letter (71/0/A) 2/2/1
Stroop test: letter reading/color reading in 2 minutes 63/34
each (112/112)
K-MMSE (30) 25

K-BNT; Korean version of Boston naming test, SVLT; Seoul verbal
learning test, RCFT; rey-osterrieth complex figure test, K-MMSE;
Korean version of mini-mental state examination.

Figure 1. T2 Axial brain MRIs (A) and FDG PET images (B) at the age of 63 showed symmetric atrophy and
glucose hypometabolism in bilateral frontal areas. MRI; magnetic resonance imaging, FDG; fluorine 18

fluorodeoxyglucose, PET; positron emission tomography.
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Figure 2. Gross findings demonstrated atrophy in dorsolateral and rostromedial prefrontal cortex (A) with relatively

spared basal ganglia, thalamus and hippocampus (B). Microscopic findings revealed prominent tau pathology in
white matter of middle frontal gyrus (C. left, PHF*x40, middle, PHFx200), astrocytic plaque (C. right, PHFx400),
and coiled body (D. left, PHFx400) which were compatible with corticobasal degeneration. In addition, lots of
pretangles (solid arrow) and argyrophilic grains in hippocampus and subiculum (D. middle, PHF*x400) and many
neurofibrillary tangles (solid arrow) with neuropil threads in entorhinal cortex (D. right, PHF*x400) were detected.
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