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A Case of Frontotemporal Dementia with Motor Neuron Disease

Seong-Hye Choi, M.D., Duk L Na, M.D., Byoung-Joon Kim, M.D.,
Jung-Il Lee, M.D.%, Yeon-Lim Sub, M.D.**., Sang Eun Kim, M.D.**

Department of Neurology, Neurosurgery, Pathology** and Nuclear Medicine™** ,
Samsung Medical Center, Coliege of Medicine, Sung Kyun Kwan University

Dementia with motor neuron disease is a rare subtype of frontotemporal dementia. A 59-year-old woman presented
with a owenty month hisory of dbnormal behaviors and progressive cognitive decline. Abnormal behaviors consisted of
emotional unconcern, p y delusion, di , wondering and excessive laughing
Neuropsychological tests showed profound frontal lobe dysﬁmcnon out of proportion to amnesia, aphasia, and visu-
ospatial dysfunction, Brain MRI showed subtle atrophy of both frontal lobes. However, brain FDG-PET showed glu-
cose hypometabolism of bilateral frontal and anterior temporal lobes. An open brain biopsy of right frontal lobe demon-
strated nonspecific findings including neuronal loss and microvacuolation with reactive astrogliosis in the absence of
Alzheimer changes or Pick body. Four months later she developed amyotrophic lateral sclerosis starting with dyspha-
gia. Her condition had continued to deteriorate, resulting in akinetic mutism and marked limb atrophy by the time she
died of pncumonia three years postonset.
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Figure 1. The brain MRI demonstrates mild airophy of both
Jrontal lobes
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Figure 3. Biopsy of right frontal lobe shows cortical asrophy
with neuronal loss (H & E x 100).
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Figure 4. Note microvacuolation in the right frontal cortex
(H & Ex400).
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Figare 5. ‘brain biopsy spe frontal
cortex) using anti-glial fibrillary acidic protein reveals
astrogliosis (x 200).
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Figure 6. Biopsy of right rectus femoris muscle shows small
‘srouped atrophy and ngulated fibers. (H & E x 200).
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