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Neuropathlogic analysis of axon and tau protein of human prion diseases
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In order to understand the propagation of prion protein of human prion
diseases, we neuropathologically analyzed human brain tissue using anti-prion immunohistochemistry.
Although axonal immunoreactivity (ir) was reported in the individuals with specific
Gerstmann-Straussler-Scheinker disease (GSS) cases, there was no clear axonal anti-PrP-ir in
sBoradic and genetic Creutzfeldt-Jakob disease (CJD) as well as GSS. In contrast, anti-PrP-ir was
observed along the neuronal cell soma, dendrites and axons in the hippocampus and temporal cortex in

most of analyzed cases. Perineuronal PrP-ir was considered as characteristic findings in VW2 prion
disease. Since there were no VW2 cases in the present study, we need more analysis the meaning of

the findings.



(Pre9) (PrP™™)

PRNP
BSE
PrPsc
PrP
J Biol Chem 1994; 20:14711
GSS A117V
PrP

(J Neuropathol
Exp Neurol 2012;71,555, 1)

PrP
SCJD
Prp
AB a
TDP-43
a
MRC
(PNAS
2013;110:9535)
chronic traumatic encephalopathy
TDP-43
(Pruisner,

Science 2012;336:1511)

( 20 )

30
PrP

2012;71,555

1

2
E200K
M232R
V1801
P102L

3

4

J Neuropathol Exp Neurol

2012

WHO

20

19



IS ~ kS 5 Rl A 5
IS~ 5 ml 1% 75

TR BB IR ~ AT

5
6
3F4
12F10,1E4, N C
AR (11-28)
(AT8) a (
Psyn64) TDP-43 (S409/410)
3F4
1 14
NIA-AA
1
7
1

3F4
12F10
3F4
3
1
PrP
2 1
1
4
3F4
CA4
2
V1801
W2
129 W
W2

12F10

E200K



T, Mihara B, Takao M, Ilwasaki Y,
Yoshida M, Murayama S, Atarashi R,

V180l Nishida N, Satoh K. Prion-Seeding
Activity Is widely Distributed in

V1801 Tissues of Sporadic
Creutzfeldt-Jakob Disease Patients.

MRI EBioMedicine 12 2016 150-5

33, 2016 267-282
Takatsuki H, Satoh K, Sano K, Fuse T,
12F10 Nakagaki T, Mori T, Ishibashi D,
Mihara B, Takao M, Iwasaki Y, Yoshida
M, Atarashi R, Nishida N. Rapid and

Quantitative Assay of

5 Small Amyloid-Seeding Activity in Human
neuritic profile Brains Affected with Prion Diseases.
Kovacs PLoS One 10 2015 e0126930
small neuritic Araki K, Nakano Y, Kobayashi A,

profile Matsudaira T, Sugiura A, Takao M,
Prprs Kitamoto T, Murayama S, Obi T.

Extensive cortical spongiform
changes with cerebellar small amyloid
plaques: the clinicopathological
case of MV2K+C  subtype in

Creutzfeldt-Jakob disease.
Neuropathology 34 2014 541-6
Brain Pathol. 2017;27:332-344
1

Newell K, Epperson F, Takao M, Farlow
M, Unverzagt F, Ghetti B.
Gerstmann-Striussler-Scheinker

disease PRNP Al117V: Prion protein
deposition in neurosensory retina.
90th Annual meeting of the American

7 Association of Neuropathologists,
Takao M, Kimura H, Mihara B. How can Inc., Portland, OR, 6/11-14, 2014. J
we increase the number of autopsies Neuropathol Exp Neurol 2014; 73, 625.
for prion diseases? A model system in
Japan. J Neurol Sci 2017
373 58-9
Kobayashi A, Matsuura Y, Iwaki T, (&Y)
Iwasaki Y, Yoshida M, Takahashi H, TAKAO, Masaki
Murayama S, Takao M, Kato S, Yamada M,
Mohri S, Kitamoto T. Sporadic 50245487
Creutzfeldt-Jakob Disease MM1+2C and
MM1 Are Identical in Transmission 0
Properties. Brain Pathol 26 MIHARA, Ban
2016 95-101

Hamaguchi T, Taniguchi Y, Sakai K,
Kitamoto T, Takao M, Murayama S,

Iwasaki Y, Yoshida M, Shimizu H, 30190712

Kakita A, Takahashi H, Suzuki H, Naiki

H, Sanjo N, Mizusawa H, Yamada M.

Significant association of cadaveric *

dura mater grafting with subpial NAKANO, Yuta

Abeta deposition and meningeal Bernardino Ghetti

amyloid angiopathy. Acta Neuropathol
132 2016 313-5
Takatsuki H, Fuse T, Nakagaki T, Mori




(A117V)

PrP 3F4

12F10

3 ATS8 small neuritic profiles




