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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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44 | B

3R=4R 3R=4R 3R<4R 4R  3R=4R 3R<4R 3R=4R 3R<4R 3R=4R

Figure 2. The summary of clinical characteristics and neuropathological finginds in nine Kii
ALS/PDC cases.

Clinical Middle temporal cortex (MT)
Age/  Duration of toms ALS Blotti
. Gegder' iliness, y e pathology Subpial asi'::a?;";ic NFT  AT-8 NFT 'rypeng
P thorn e s score score
1 75 M 7 + o+ - - =+ == + Frequent Frequent 3R=4R
2 70F 11 + o+ - - 1+ + + Frequent Frequent 3R=4R
3 60F 8 + o+ o+ + = + 2+ Moderate  Moderate 3R<«4R
4 70F 12 + o+ + 2+ + =) Moderate  Frequent 3R«4R
5 76 F (] + o+ o+ + 1+ - == Moderate  Frequent 3R=4R
6 77 M i -+ o+ + =+ + 1+ Sparse Moderate 3R<«4R
7 63 F 4 - -+ + 1+ + 1+ Frequent Frequent 3R=4R
8 70F 13 - -+ + + + - None Sparse 3R<4R
9 70F 10 - -+ + - + == Moderate  Frequent 3R=4R

* Many astrocytic plaque like structures were detected in case 4.

(AG) Gallyas ATS
(Fig.2,3)
AD GT
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thorn shaped astrocytes
granular hazy astrocytic

inclusions GHAI; Oyanagi K, et al., 1997 3
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Clinical phenotype
Cases Age
Parkinsonism Dementia MND
59

Kii#l Male 66 Hohara + + = =

Kii#2 Female 74 60  Hohara + + + +
Kii#3 Female 83 72 Hohara + + + +
Kii#4 Female 74 58  Hohara + + + +
Kii#5 Male 79 74  Hohara + - + o

Table 1. Characteristics of five patients.

Kii #1 Kii #2

Pick up | maintained
colony lines

Kii #1 43 6
Kii #2 16 5]
Kii #3 24 11
Kii #4 57 22}

Kii #5 On going On going

Figure 3. Colonies picked up in Kii #1-Kii #5.
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Figure 4. Check for residual plasmid vectors.
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