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Supplementary Figure 1. Evaluation of the degree of protein accumulation.

Representative visual fields in the temporal lobe of the GRN mutation cases for — (negative),

+ (mild), ++ (moderate) and +++ (severe) of tau immunohistochemistry with ATS, as well as of

phosphorylated a-synuclein immunohistochemistry with the 1175 antibody. The scale bar in A

applies to B-D (100 um) and in E applies to F-H (200 um).

Supplementary Figure 2. Photomicrograph of phosphorylated tau immunohistochemistry of the

temporal lobe of the GRN mutation cases (Study B, paraffin-embedded sections).

AT8-positive structures were observed mainly in the cortex in cases 8 (A), 9 (B), 10 (C) 11

(D), 12 (E), 13 (F), 14 (G) and 16 (I). Case 15 (H) was AT8 negative. Sections were



counterstained with Kernechtrot stain solution. The scale bar in A applies to all

photomicrographs (100 pm).

Supplementary Figure 3. Immunoblot analyses with 3R and 4R-tau specific antibodies in

sarkosyl-insoluble fraction of GRN mutation cases.

Immunoblotting analysis was visualized using RD3 (left) or anti-4R (right) antibody for

detecting tau in the sarkosyl-insoluble fraction from cases 3 (lane 1) and 4 (lane 2) with GRN

mutations, and a case each of CBD (lane 3), PSP (lane 4) and AD (lane 5). Bottom panels were

overexposed images. Molecular weight markers are shown on the right (kDa).

Supplementary Figure 4. Immunoblot analyses with anti-phosphorylated a-synuclein antibodies

in sarkosyl-insoluble fraction of GRN mutation cases.

Immunoblotting analysis was visualized using 1175 (left) or pSyn#64 (right) antibody for

detecting a-synuclein in the sarkosyl-insoluble fraction from cases 1 (lane 1), 2 (lane 2), 3 (lane

3) and 4 (lane 4) with GRN mutations, and a case of DLB (lane 5). Arrowhead indicates a-

synuclein monomer. Molecular weight markers are shown on the right (kDa).
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