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Figure 1. The tau isoform patterns of western blotting in nine Kii ALS/PDC cases. The right end

ladder is examples of six tau isoforms
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Figure 2. The summary of clinical characteristics and neuropathological finginds in nine Kii
ALS/PDC cases.
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1 75 M 7 + + - - =~ + == Frequent Frequent 3R=4R
2 70F 1 + o+ - - 1+ + == Frequent Frequent 3R=4R
3 60F 8 + o+ 4+ + == + 2+ Moderate  Moderate 3R«4R
4 70F 12 + 4+ + 2+ + +* Moderate  Frequent 3R«4R
b 76 F 6 + o+ o+ + 1+ - + Moderate  Frequent 3R=4R
6 77 M 7 -+ 4+ + = + 1+ Sparse Moderate 3R<«4R
7 63F 4 - -+ + 1+ + 1+ Frequent  Frequent 3R=4R
8 70F 13 - -+ + == + - None Sparse 3R«4R
9 70F 10 - - + - + =t Moderate  Frequent 3R=4R

* Many astrocytic plaque like structures were detected in case 4.
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Figure 3. Typical histopathological findings of Kii ALS/PI

hippocampus of case 3, AT-8 positive subpial thorn shape

GB negative patchy astrocytes in white matter of case 1 a
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