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prion
transmissible spongiform encephalopathies: TSE

PrP
1  

PrPC 20
PrPC 253

22 230
GPI 181 197 51 91 8

PrPC

PrPSc * PrPC PrPSc PrP
β PrPSc

PrPC PrPSc PrPSc  
PrPSc PrP 129 219

 

 

 

 
* "variably protease-sensitive 
prionopathy" VPSPr Zou WQ, et al. Ann Neurol 2010; 68:162-172  
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表Ⅱ-1.プリオン病の分類	

疾	 患	 宿	 主	

A. 動物のプリオン病 

スクレイピー scrapie  

ウシ海綿状脳症 bovine spongiform encephalopathy: BSE  

慢性消耗病 chronic wasting disease: CWD  

ネコ海綿状脳症 

伝染性ミンク脳症 

ほか 

 

ヒツジ、ヤギ 

ウシ、ヤギ 

シカ 

ネコ 

ミンク 

 

B. ヒトのプリオン病 

特発性 孤発性Creutzfeldt-Jakob病 CJD  

  "Variably protease-sensitive prionopathy" VPSPr * 

遺伝性 遺伝性CJD 

  Gerstmann-Sträussler-Scheinker病 GSS  

  致死性家族性不眠症 fatal familial insomnia: FFI

  全身性PrPアミロイドーシス** 

獲得性 クールー（kuru）  

  医原性CJD 硬膜移植、下垂体製剤、角膜移植、脳深部電極、 

  脳外科手術ほか、変異型CJDでは輸血  

  変異型CJD variant CJD: vCJD  

ヒト 

 

2．ヒトのプリオン病	

CJD * PrP

-1  

100 2

CJD 76.6% 19.7% 3.5%

-1 vCJD 1 3 dCJD dCJD

149 2015 2 -2  

 

** PrP Y163X
PrP PrP Mead S, et al. N Engl J Med 

2013; 369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20:e67-69  
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���! CJD sporadic CJD  
CJD

3 4
PrP

129 PrP
PrP VPSPr *  

���! genetic prion diseases : 
PrP

PrP
GSS CJD CJD CJD FFI

PrP **  

���! environmentally acquired prion diseases  

CJD dCJD CJD vCJD
BSE

vCJD BSE 3

-2
CJD

MRI PrP
 

PrP  
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HP
4  

HP 5  
CJD

CJD CJD
6

6  
5 7

http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf

HP http://prion.umin.jp/index.html  
 

 
1.! Colby DW, Prusiner SB. Prions. Cold Spring Harb Perspect Biol 2011; 3: a006833. Review.  

2.! Nozaki I, Hamaguchi T, Sanjo N, Noguchi-Shinohara M, Sakai K, Nakamura Y, et al. Prospective 10-year 

surveillance of human prion diseases in Japan. Brain 2010; 133: 3043-3057.  

3.! Yamada M, Variant CJD Working Group, Creutzfeldt-Jakob Disease Surveillance Committee, Japan. The first 

Japanese case of variant Creutzfeldt-Jakob disease showing periodic electroencephalogram. Lancet 2006; 367: 874. 

4.! http://www.nanbyou.or.jp/  

 CJD http://www.nanbyou.or.jp/entry/80

GSS http://www.nanbyou.or.jp/entry/88 FFI

http://www.nanbyou.or.jp/entry/51  
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6.!

http://prion.umin.jp/index.html  
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8! Creutzfeldt-Jakob Disease Foundation  
http://www.cjdfoundation.org/ 
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http://prion.umin.jp/index.html

CJD CJD

CJD CJD
 

CJD
 

  CJD  
 

187-8551 4-1-1 

TEL 042-341-2712 3131 FAX 042-346-1762 

E-mail : prion-ncnp@ncnp.go.jp 

http://prion.umin.jp/survey/index.html 

  CJD  
 

113-8655 7-3-1 

TEL 03-5800-8848 FAX 03-5800-8849 

http://prion.umin.jp/survey/index.html 

  MRI  
020-8505 19-1 

TEL 019-651-5111 3660 3733 FAX 019-622-1091 
     

770-8503 3-18-15 

TEL 088-633-9283 FAX 088-633-7174 
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852-8523 1-12-4 8F 
TEL 095-819-7059 FAX 095-819-7060 
E-mail : nagasakiprion@yahoo.co.jp 

http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html 

������������

   

980-8575 2-1 
TEL 022-717-8147 FAX 022-717-8148 

E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 

���������������������

  /   

980-8575 2 -1 
TEL 022-717-8147 FAX 022-717-8148 

E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 

����������������������������

http://www.nanbyou.or.jp/entry/3665 

CJD  
CJD http://www.nanbyou.or.jp/entry/80 

CJD http://www.nanbyou.or.jp/entry/240 
CJD FAQ http://www.nanbyou.or.jp/entry/385 

GSS
GSS http://www.nanbyou.or.jp/entry/88 
GSS http://www.nanbyou.or.jp/entry/247 

GSS FAQ http://www.nanbyou.or.jp/entry/386 

FFI
FFI http://www.nanbyou.or.jp/entry/51 
FFI http://www.nanbyou.or.jp/entry/213 

FFI FAQ http://www.nanbyou.or.jp/entry/387 
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BSE bovine spongiform encephalopathy ������� 

CJD Creutzfeldt-Jakob disease Creutzfeldt-Jakob� 

CWD chronic wasting disease ����� 

dCJD 
dura mater graft associated Creutzfeldt-Jakob 
disease 

����� Creutzfeldt-Jakob� 

DWI diffusion weighted image ������ 

FFI fatal familial insomnia ��������� 

GSS Gerstmann-Sträussler-Scheinker disease Gerstmann-Sträussler-Scheinker� 

PPS pentosan polysulfate ������������� 

PrP prion protein ������ 

PrPc cellular prion protein ��������� 

PrPSc scrapie prion protein ��������� 

PSD periodic synchronous discharge �������� 

RT-QUIC real-time quaking-induced conversion ��������������� 

TSE transmissible spongiform encephalopathies �������� 

vCJD variant Creutzfeldt-Jakob disease ��� Creutzfeldt-Jakob� 

WHO World Health Organization ������ 
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