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Fig. 1. Photomicrographs of an area of cortex.
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Fig. 2. The cotton wool plaques are weakly
positive for AG40 (a), but strongly posi-
tive for Ag42 (b,c).
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Fig. 3. Schematic illustration of the distribution of NFTs and SPs is categorized into three

degrees.
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Fig. 4. On electron microscopic examination, the cotton wool plaques consisted of paired helical

filaments (arrow), structures of like synapse ending containing many vesicles (arrow-
head), glial fibers and so on, but did not contain amyloid fibrils.
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Early-onset familial Alzheimer’s disease with a presenilin 1 mutation (G384A)
associated with spastic paraparesis and cotton wool plaques :
an autopsy case report
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An autopsy case of early-onset Alzheimer’s disease with spastic paraparesis and cotton
wool plaques due to the presenilin-1 mutation (G384A). We report an autopsy case of early-
onset familial Alzheimer’s disease. The patient was a Japanese man with a positive family
history of early-onset dementia due to the presenilin-1 mutation (G384A). He developed
dullness of the legs at age 36. At age 38, he presented with difficulties in walking, loss of activity
and memory, followed by dysarthria and dementia. He died at age 44. The brain weighted
1,330 g. Microscopic examination revealed the appearance of cotton wool plaques in the
frontal, temporal and parietal lobes. They were intensely labeled with A42 but partially with
ApB40. On electron microscopic examination, the cotton wool plaques consisted of paired
helical filaments, structures of like synapse ending containing many vesicles and glial fibers, but
did not contain amiloid fibrils.
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