ALS

ALS
ALS
105 TDP-43 Brettschneider staging stage 1 O
stage 2 16 15 stage 3 18 17 stage 4 24 23 stage 5 47 45
TDP-43
UMN  LMN
A.
ALS
TDP-43
UMN LMN
1 2
3 TDP
cell autonomous neuronal cell
death TDP-43 NCI
ALS
GCI Braak TDP staging
Brettschneider J, et al. Ann Neurol
2013; 74:20-38
4.5 anti-TDP-43
ALS (polyclonal rabbit, 1:2500; ProteinTech,
TDP-43 Chicago, Illinois, USA),
ALS antiphosphorylated TDP-43 (pTDP-43
TDP-43 ser 409/410, polyclonal rabbit, 1:2500;
CosmoBio, Tokyo, Japan)
B.
ALS 120  20044-~2013
SOD1 FUS
15 105

20



105 73.5
24.5
64 41
LMN 22.8 UMN
5.7 LMN 40.9 LMN 18.1
UMN 2.8 9.5

44-87
2-192

Brettschneider
stagel UMN  LMN

staging
stage2
stage3
stage4
stage5
TDP-43
105 stage 1 0
stage 2 16 15 stage 3 18
17 staged 24 23 stage 5
47 45 LMN
UMN  stage 2
35 stage

LMN

LMN
TDP-43

LMN  TDP-43 TDP-43

dot

skein-like inclusions round
inclusions

GCI

GCI

UMN Betz TDP-43  TDP-43
GCI
UMN pTDP-43  staging
( 1) pTDP-43 staging
UMN
stage4
UMN
100% -
60% —— —1 — —
= UMN 3
0% 0 — — — =
UMN 2
20% —— — — — —
O% T T T 1 UMN 1

1 2 3 4 5
Stages of pTDP-43 pathology in ALS

1 pTDP-43 stage UMN
D.
Brettschneider staging UMN LMN
pTDP-43
stage
LMN  UMN
0
pTDP-43
pTDP-43
stage5
105 45



pTDP-43
ALS

105 TDP-43

UMN  LMN

1. Mori F, Tanji K, Miki Y, Toyoshima Y,
Yoshida M, Kakita A, Takahashi H,
Utsumi J, Sasaki H, Wakabayashi K.G
protein-coupled receptor 26
immunoreactivity in intranuclear

inclusions associated with polyglutamine
and intranuclear inclusion body diseases.

Neuropathology. 2015 Aug 24. doi:
10.1111/neup.12237. [Epub ahead of
print]

2. Hayashi Y, Iwasaki Y, Yoshikura N,
Asano T, Hatano T, Tatsumi S, Satoh K,
Kimura A, Kitamoto T, Yoshida M,
Inuzuka T. Decreased regional cerebral
blood flow in the bilateral thalami and
medulla oblongata determined by an
easy Z-score (eZIS) analysis of
9om I C-ECD-SPECT images in a case of
MM2-thalamic-type sporadic
Creutzfeldt-Jakob disease. J Neurol Sci.

2015 Sep 25.

3. lwase T, Yoshida M, Mizuno T, Sato S,
Nokura K. An autopsy case of
hemiconvulsion-hemiplegia-epilepsy
syndrome manifesting as cerebral
hemiatrophy in an elderly man.
Neuropathology. 2015 Jul 14. doi:
10.1111/neup.12225. [Epub ahead of
print]

4. lwasaki Y, Akagi A, Mimuro M,
Kitamoto T, Yoshida M. Factors
influencing the survival period in
Japanese sporadic
Creutzfeldt-Jakob disease. J Neurol Sci.
2015 Oct 15;357(1-2):63-8.

5. Takatsuki H, Satoh K, Sano K, Fuse T,
Nakagaki T, Mori T, Ishibashi D, Mihara
B, Takao M, Iwasaki Y, Yoshida M,
Atarashi R, Nishida N.  Rapid and
Quantitative Assay of Amyloid-Seeding

patients  with

Activity in Human Brains Affected with
Prion Diseases. PL0S One. 2015 Jun
12;10(6): e0126930.

6. Takahashi M, lkemura M, Oka T,
Uchihara T, Wakabayashi K, Kakita A,
Takahashi H, Yoshida M, Toru S,
Kobayashi T, Orimo S.  Quantitative
correlation between cardiac MIBG
uptake and remaining axons in the
cardiac sympathetic nerve in Lewy
body disease. J Neurol Neurosurg
Psychiatry. 2015 Sep;86(9):939-44.

7. lwasaki Y, Mori K, 1to M, Mimuro M,
Yoshida M. Presenile onset of
spinocerebellar ataxia type 1 presenting
with conspicuous psychiatric symptoms
and widespread anti-expanded
polyglutamine antibody- and fused in
sarcoma antibody-immunopositive



pathology. Psychogeriatrics 2015 2.
Sep;15(3):212-7 1.
8. Fujishiro H, Iritani S, Sekiguchi H, 56
Habuchi C, Torii Y, Matsunaga S, Ozaki 2015 5
N, Yoshida M, Fujita K. Hypochondriasis 2.
as an early manifestation of dementia Globular
with Lewy bodies: an autopsied case glial tauopathy
report. Psychogeriatrics. 2015 Apr 27. 56
doi: 10.1111/psyqg.12128. 2015 6
9. Kobayashi A, Matsuura Y, Iwaki T, 3.
Iwasaki Y, Yoshida M, Takahashi H, 34
Murayama S, Takao M, Kato S, Yamada 2015 10
M, Mohri S, Kitamoto T.  Sporadic 4. PSP CBD
Creutzfeldt-Jakob Disease MM1+2C and 34 2015 10
MM1 are Identical in Transmission
Properties.  Brain Pathol. 2015 Apr 8. 5.
doi: 10.1111/bpa.12264. [Epub ahead of 9
print] 2015 10
10. Iwasaki Y, Saito Y, Mori K, 1to M, 6.
Mimuro M, Aiba I, Saito K, Mizuta I, 68 2015
Yoshida T, Nakagawa M, Yoshida M. An 10
autopsied case of adult-onset 7. PD,DLB,(MSA,PSP, CBD)
bulbospinalform Alexander disease with
a novel S393R mutation in the GFAP 55 2015
gene. Clin Neuropathol. 2015 11
Jul-Aug;34(4):207-14. doi: 8.
10.5414/NP300806. 33 2015 11
11. Fujishiro H, Iritani S, Hattori M,
Sekiguchi H, Matsunaga S, Habuchi C,
Torii Y, Umeda K, Ozaki N, Yoshida M, H.
Fujita K. Autopsy-confirmed
hippocampal-sparing Alzheimer's disease
with delusional jealousy as initial
manifestation. Psychogeriatrics. 2015
Sep;15(3):198-203. doi:
10.1111/psyg.12105. Epub 2015 Mar 3.



