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ƪĄɲȝȘáȻȵɎɧȵɭȳ�³ȏȰȊȚȳĂ|ȍǷõȝǷ�³ 23 ���ĿŎğVXȞĿŎl\�
ɱ�³ 24 � 1 Ü 16 ÒǷã�ɲÕȞĿŎů�ƟȝȘǷȻȵɎɧȵɭ�³ȞÐĈȬµǟɱð³ǷMêjœ
»�ůǷťǘȞÐǆŔɲȝȖȁȘkáĲȜX¯ȳ¤ȓǸȒȞ¡Ƿ�ĿŎğVXȞťǘva�șbǢ

ĔȳƔƟȍȜȆȮťǘ�íȳƅȕȓǸ4�ĲȜȻȵɎɧȵɭȞ�³ÐĈɯµǟȟ��ȞƯȯșȀȰǸ 
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ëÚ Ú Ú }�PĘĺęı=Ľ�ĥ�;�mWĝĘĹĖ±ļĮęķĚ�ĴĸĻĺÚ

�


���62<B2FW|K,eÈ�)&,nw�

����YÄ¹¦h,��G�¦,b~!+'!(�

áĿŎ�íȳ´ŗȏȰLĢC*ĸ'��Ĭĭ�ŖƜȝŁƚȞ�Ƿ#ǕƗįqȞìçɯąįȝȖ

ȁȘȫȻȵɎɧȵɭȝZȪǷ#ǕƗįșƚȪȮȱȘȁȜȁmVȟǷĊǂȚȍȘȒȱȳÔŃȏȰȚȁȂÐǆ

ȳȚȕȓǸǩ

ǩ

����¾Á�#/.\©«a,eÈ+'!(�

áȻȵɎɧȵɭ�³ȞƣǅđȟáĿŎğȝ��ȋȱȓLĢC*ŇzĿŎƢƉBǅȝȭȰǸáȻȵɎ

ɧȵɭ�³ȝ£�ȍȓĿŎ�ƇůǷĿŎ9»ůȟ=ĴķQȝǏȏȰ�çȳRȉȓǸl\ȏȤȇ=Ĵ

ķQ�ǞȟȜȅȕȓǸǩ ǩ

 

���

�� ņõļǷWĥǗJǷ�SĶ�ɱťɲ. MindsƗįȻȵɎɧȵɭ�³Ȟµ�ȇ2007. HzÚǒɵ2007. 
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• řŢŃŦ�ıSk)9řŢŃŦįķĺ���ÄSk�īĖÇ±Pī¯v�Į�£3P�Qİ�
§īĘĺėÚ

• řŢŃŦİh�ıtD-İřŢŃŦ°�ŪĉċăĈćÚĉċĈčÿăćçÚñċñūİ��qÆĝ3�ģĪ�ĤĺSk-
ñċñ īĘĺėÚ

• ŖŒİřŢŃŦ�ı  à �ŭàßß ��ŨFİ���īĖÛàÜ:�P êċÿĎčĒĀÿąþčÝïûĄĈü �

Ū êċÿĎčĒĀÿąþčÝïûĄĈüÚ þăČÿûČÿçÚ êïë ū Ū � ) � b ū Ė ÛáÜ Ê � P ù > a P êïë Ė

íÿċČčĆûććÝôčċēĎČČąÿċÝôýĂÿăćĄÿċ �ŪíÿċČčĆûććÝôčċēĎČČąÿċÝôýĂÿăćĄÿċçÚ íôôūĖ¯vP>aP�

��Ú ÛĀûčûąÚĀûĆăąăûąÚăćČĈĆćăûçÚììîÜÚúŪñċñ Ê�93�įķĺūĖÛâÜÚ �MPù��P êïëŪŪ�¬�n

K êïëÚÛþĎċûÚĆûčÿċÚāċûĀčÚûČČĈýăûčÿþÚêïëçÚþêïëÜÚ ĮĭūĖ3�- êïëÚÛďûċăûćčÚêïëçÚďêïëÜÚúŪřŢ

ŃŦĲİcÒįķĺūį�ÖĢĻĺėÚ

• êïë�-ıOÅÇ±Pİ�£����Ū½��ĖŝŃńťũŕŊĖ}�P}¸ĮĭūĽ�ĥĝĖ
wÂ�¦LÇ±PİÓ�-į�RĥĺėÚ

• mh�x�ıĮğĖ?��Ũ\Y�x�ĖņľĽ±Ěė����Ĝĸº�\[Ľ ĠĺġĬĝīĞ
ĺė 

 
��� �� 
����?C5F¤)-Î�

�Ì?C5F¤,�x�

ɚɨȹɭĭȟ±æcwɚɨȹɭɱprionɲȝȭȰ±æ¬șŻûĲȜŅšp¬ĬȞ�ūșȀȰǸę¦
ĲȜĭġ+ȅȮ�ƹ¬ČţĚŶĮɱtransmissible spongiform encephalopathies: TSEɲȚȫ^ȠȱȰǸɚ
ɨȹɭĭȟŋȞoȳƦȃȘ�ÈȏȰ�Ĝ3Ư±æĮșȀȰɱƇǰǬǭɲǸɚɨȹɭȞ
³9ȟ�
Ȟşű

ƄıșȀȰ PrP Ȟĩ¬�șȀȯǷȒȱȝȭȰɚɨȹɭĭİĭó�ɱɚɨȹɭ�ƛɲȟrÌȞĿŎȝȭȕȘ
ƈ�ȉȮȱȘȇȓ 1Ǹ 
÷�iȞ PrPɱcellular prion protein: PrPCɲȟǷŒ 20æž��ȝȀȰƼ�wȅȮȖȈȮȱǷ
ȝ	å

ŅšŜșǷ�ǄșȟɨɭɕŜŠũșİĠȍȘȄȯǷɚɫɋȴɰɆ±R¬ș±æ¬ȞȜȁƄıșȀȰǸ

PrPCȟ 253 ȴɡɓǁȞɟɨɝɚɈɎȚȍȘģĢȋȱǷÛ;Ȟ 22 ȴɡɓǁɱɂȽɏɩɝɚɈɎɲȆŭƖÕȝ

ǓNȋȱǷȋȮȝŭƖ¡ȝ 230ükȞ�Ūȝ GPI ȴɭȺɰȆ�AȋȱȰǸ181Pȡ 197ükȟśǉ�
Aƾ�șȀȰǸŒ 51ɸ91ükȞǎȝ 8ȴɡɓǁȞQ¥ǀ:ƾȆxgȏȰǸ�ÐǷɚɨȹɭĭșȟǷPrPC

ȆɚɫɋȴɰɆº¹¬Ȟ±æiȞɚɨȹɭƄıɱscrapie prion protein: PrPScɲȝpGȍǷŶ6ȝƂōȍ

Ņšşűȳǖ~ȍİĮȏȰ*ǸPrPCȅȮ PrPScȣȞƩÅȟ PrP Ȟŏ�ðƱȞpGșȀȯɱβ ɂɰɍðƱ
ȝ�ȩȭȂȝȜȰɲǷɚɨȹɭ±æşűĦâȞ PrPSc ȚÁƐȍȓ�
şűȞ PrPCȟǷPrPScȳǇiȝȍȘ

PrPScȝðƱpÅȏȰȫȞȚŮȃȮȱȘȁȰǸ 
PrPScȞðƱȞƺȁȟɚɨȹɭĭȞĭ+ȞƺȁȝǏ�ȏȰǸPrPƼ�wȞriɱɀɎɭ 129Ƿ219ɲȟɚ

ɨȹɭĭȞĬ±R¬Ȭĭ+ȝǷpĩȟƼ�¬ɚɨȹɭĭȝǏƲȍȘȁȰǸ 

ǾŴĊǿ 
*ƭ�ǷɚɫɋȴɰɆȝ�ȍȘñǹȜ±R¬ȳŃȏǜ5iĲȜyİ¬ɚɨȹɭĭȞ�ūȆ"variably 

protease-sensitive prionopathy" ǪVPSPrǫǩ ȚȍȘl\ȋȱȘȁȰɱZou WQ et al. Ann Neurol 2010; 
68:162-172.ɲ 
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A. zģ�<B%Eĸ 
.(D":G Ǫscrapieǫ 
#,ěŜĦŨĹ Ǫbovine spongiform encephalopathy: BSEǫ 
ÖÏĜŤÏķÑ Ǫchronic wasting disease: CWDǫ 
7)ěŜĦŨĹ 
_ùÏ?E(ŨĹ 
�� 

 
93- 
#, 
,& 
7) 
?E( 
 

B. 94�<B%Eĸ 
ĤļÏ §ļÏCreutzfeldt-Jakobĸ ǪCJDǫ 
  "Variably protease-sensitive prionopathy" ǪVPSPrǫ* 
Ə_Ï åÏCJD 
  Gerstmann-Sträussler-Scheinkerĸ ǪGSSǫ 
  ŬČÏåÏKĿĹ Ǫfatal familial insomnia: FFIǫ 
ĩËÏ (GCGưkuruƱ  
  }�ÏCJD ǪńŪŋĀ�J�bŸu�źŪŋĀ�Ũ�ŊÙŴ\ǫ 
  �ĵ�CJD Ǫvariant CJD: vCJDǫ 

94 

�

�

�Ì=;,?C5F¤�

ɖɍȞɚɨȹɭĭȟǴęİ¬[yİ¬ CJD]*ɱMc�ÔɲǷǵƼ�¬ɱPrP Ƽ�wpĩȝǏƲɲǷǶĝ
¤¬ɱɚɨȹɭȣȞØǛȝȭȰɲȝs<ȋȱȰɱƇǰ-1ɲǸ 
ɚɨȹɭĭȞİĮĞȟǷ�S 100��Ȁȓȯ�ǎȥȦɳ�șȀȰ 2ǸȲȆfȞɁɰɜȵɧɭɄȝȄȉȰ

ĭiýȞǡ�șȟǷyİ¬ CJD 76.4%ǷƼ�¬ɚɨȹɭĭ 18.7%Ƿĝ¤¬ɚɨȹɭĭ 4.5%ȞǟșȀȕ
ȓǪeǰ-1ǫǸȲȆfȞĝ¤¬ɚɨȹɭĭȟ vCJD 1  3ȳǓȇǷȏȤȘ dCJD șȀȯǷdCJD ȟƷNȞƝ
çȝȭȰůÌȳŤƓȏȰȚ 144 șȀȰɱ2012� 9ÜĠgɲǸUĭiȞŹ�+ȞïƊȳƇǰ-2 ȝŃ
ȏǸ 

 

+ĔÝàŬÚ êïë ňũŚŀšŦŊ8(
Ūàæææ F ã e�áßàá F æ eūī$<ĢĻħÚ

řŢŃŦ� àæàä İ�-�ÖÚ

�
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²ĔÝáŬŖŒİřŢŃŦ�İ�-İp³Ū¼¡ı"�-İ·¾İÔĽ�~ū�

��� yİ¬ CJDɱsporadic CJDɲɴ 
Mc�ÔȞęİ¬ȞɚɨȹɭĭǸyİ¬ CJD Ȟ5i ȟǷƚĽĮǷƶEtƝǷƌƍĩ�ŔșİĮǷȋȮ
ȝǈ�Ƨɯǈ�qƧĮ%ǷɡȹȼɫɰɑɄȜțȞŅšŚŅĮ%Ȇ«ưȝƴƅȍǷ�h 3ɸ4 ȅÜșĕE¬
ĕƑȝǔȰǸ�ÐșǷþƫĲŦ¢ȜƴƅȳŃȏǜ5i ȫxgȏȰǸĭ+ȞƺȁȟǷPrP Ƽ�wɀɎɭ
129riȚɚɫɋȴɰɆº¹¬ĩ� PrPȞƺȁȝǏƲȍȘȁȰǸ 

��� Ƽ�¬ɚɨȹɭĭɱgenetic prion diseasesɲ: 
Ƽ�¬ɚɨȹɭĭȟ PrP Ƽ�wȞpĩȝƥcȍǷrÌȞpĩȆĽȮȱȘȁȰǸƼ���ȟ�æž�,¬
Ƽ�șȀȰȆǷƼ�ĲčƮĞȆ�ȈpĩȳÝȍȘȁȘȫİĮȑȐǷŹ�Ĳȝȟ�Ŝ6ȝİĮůȆȁȜȁ

yİ ȚȍȘƚƞȋȱȰpĩȫȀȰǸpĩȞŋǣȝȭȯǷþƫĲƴƅȆŦ¢șŶȝ PrP ȴɡɫȵɎÍȳÝȏ
ȰȫȞɶGerstmann-Sträussler-ScheinkerɱGSSɲĭiɷǷCJD ñȞŹ�ȬĭġȳŃȏȫȞɶCJD ĭiɱ�Ñ¬
CJDɲɷǷŻû¬�Ñ¬�ĺĮǪFFIǫȝs<ȋȱȰǸ 

�	� ĝ¤¬ɚɨȹɭĭɱenvironmentally acquired prion diseasesɲɴ 
ĝ¤¬ɚɨȹɭĭȟǷɚɨȹɭȣȞØǛȝȭȕȘİĮȏȰǸȲȆfșrİȍȘȁȰŀŸňë¡ CJDɱdCJDɲ
ȟǷɚɨȹɭȝāæȋȱȓɖɍ��ĦâŀŸȞňëȝȭȰǸpĩi CJD ǪvCJDǫǩ ȟǷȶɂȞɚɨȹɭĭșȀȰ
ȶɂČţĚŶĮɱBSEɲȝāæȋȱȓɗɰɘȅȮȞ�ÈȆŮȃȮȱȘȁȰǸȲȆfȞ vCJD ȟſfľßē
g	ȝ BSEāæȞɨɄȼȞȀȰǤ`ȣȞØǛúȳÝȍȘȁȓ 3Ǹ�

����?C5F¤1*"¹¦%0$Î�

eǰ-2 ȝƗÎȣȞƸŕȳŃȏǸĠĭúȚƗ�´ƋȅȮɚɨȹɭĭȞTŲ¬ȳĪȂȊȚȆƗÎȞŒ�

øșȀȰǸ«ưƴƅ¬ȞƚĽĮ�ȞŅšŚŅĮ%ȳŃȏ CJD 5i �qȝǷþƫĲŦ¢Ȝƴƅȳ
Ńȏǜ5i ȆȀȯǷMc�ÔȞŅšp¬ĬȞƗÎșȟɚɨȹɭĭȳǊ<ƗÎȝ0ȱȰǸȋȮȝǷ

ĲŁȜĭúɱ�ÑúǷňëúǷďżúŔɲȞ·ÆǷìçɱŶĉǷMRIǷŶųǧĎɠɰȺɰǷPrP Ƽ�wɲ
´ƋȝȭȕȘǷ�ĬȳǓqȍǷɚɨȹɭĭȞĭiȳƗÎȏȰǸ 
ĠÕĔșÝĤ¬ȆƘÔȋȱȓéáĲąįĈȟȜȈǷ�ĮĲɯÉ¿ĲȜąįȬȾȴǝȆǃƊșȀȰǸ

ĠgǷPrPȞ9wĭ²ȳòĲȚȍȓąįĈȆǍİ	șȀȰǸ 
ƙşȟUĭiȞƗÎȚąįȞǞȳOĖȋȱȓȁǸ 

+ĔÝáŬřŢŃŦ�º`ĲİÉ�ė 

 

êïëçÚêċÿĎčĒĀÿąþčÝïûĄĈü �ĖíôôçÚíÿċČčĆûććÝôčċēĎČČąÿċÝôýĂÿăćĄÿċ �ĖììîçÚ >aP¯vP���ĖÚ Ú

óõÝòöîê yçÚċÿûąÝčăĆÿÚĊĎûĄăćāÝăćþĎýÿþÚýĈćďÿċČăĈć yŪ�DřŢŃŦ°�İ2EįķĺÙSIo�yū 
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ɚɨȹɭĭȟę|ĬąįĿŎ�í�ƠĬȝÀ|ȋȱȘȄȯǷHįƢB³ȳRȉȰȊȚȆșȇȰǸ

Ǚĭ®lɞɰɢɝɰɃɅɭɇɰȞ HP ȝȟǷHįƢB³ȳZȪǷ�ŽYȉPȡHį£�ůYȉ®l
ȆÃƬȋȱȘȁȰ 4Ǹ 
ɦɀəĭɁɟɰɍɒɉɍɬɰȼȞ HPȝů�ÑÉÇ®lȆÃƬȋȱȘȁȰ 5Ǹ 
ĿŎğȟɚɨȹɭĭȞɁɰɜȵɧɭɄŔȳƯȎȘɚɨȹɭĭȞƗįÉÇȳƅȕȘȁȰǸCJD Ɂɰɜȵ

ɧɭɄva�ȳƯȎȘ CJDɁɰɜȵɧɭɄvaȬLĢC*ĸȆ|ȪȰUƿƸ�ĹȞ CJD»��ǌH

ŔȝȭȰÉÇɱUŋìçȳZȩɲȳRȉȰȊȚȆșȇȰ 6ǸȋȮȝůȬ�Ñȝ�ȏȰ§ġĲȜÉÇȫƅ

ȕȘȁȰ 6Ǹ 
ɚɨȹɭĭȟŒ 5 ǣ±æĮȝÀ|ȋȱȘȄȯǷH�ȟƗÎ¡ 1 Ƴǎ�6ȝ#'´ȝ�ȉ8ȰȊȚȆ

ŬFȗȉȮȱȘȁȰǸȜȄǷɚɨȹɭĭȞ÷ŁȜƗÎǷİĢĚćȞ·ÆǷ±æ�Ǒ�ŖȝȟǷ>ìȝȭ

ȰĭġìçȆǃƊșȀȯǷLĢC*ĸȬĿŎğȞÉÇȆRȉȮȱȰɱbȁVȲȑ-ɴɚɨȹɭĭɁɰ

ɜȵɧɭɄPȡ±æ�ǑȝǏȏȰƝçĿŎğ�F�ǩ HPɴhttp://prion.umin.jp/prion/index.htmlɲǸ 
ƙşȟǷǲŐɱɚɨȹɭĭȞůɯ�Ñȝ�ȏȰ§ġń�ĲÉÇɲɱ34 ɝɰɃɲȄȭȡǳŐɱƗįÉ

Çɲɱ39ɝɰɃɲȳOĖȋȱȓȁǸ 
 

��Í�� 
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. Ǚĭ®lɅɭɇɰǩ ɞɰɢɝɰɃǪhttp://www.nanbyou.or.jp/ǫɴ 

ɚɨȹɭĭ Ǫǭǫǩ ȼɫȵɊɘȷɩɍɯɦɀəĭɱCJDɲǪhttp://www.nanbyou.or.jp/entry/80ǫǷǪǮǫǩ ȿɩɄɍɠɭɯɄɍɫȵɄɧ

ɰ ɯ ɂ ɥ ȵ ɭ Ⱥ ɰ ĭ ǪGSSǫǩ Ǫhttp://www.nanbyou.or.jp/entry/88ǫ Ƿ Ǫǯǫǩ Ż û ¬ � Ñ ¬ � ĺ Į ɱ FFI ɲ

Ǫhttp://www.nanbyou.or.jp/entry/51ǫ 

5. ɦɀəĭɁɟɰɍɒɉɍɬɰȼǪhttp://www.cjdnet.jp/ǫǩ

6. LĢC*ŇzĿŎƢƉBǅǩ Ǚą¬Ĭ.ÞĿŎ�íǺɚɨȹɭĭPȡƵİ¬ȶȵɩɄ±æĮȝǏȏȰ

ƝçĿŎğǻɯǺɚɨȹɭĭȞɁɰɜȵɧɭɄȚ±æ�ǑȝǏȏȰƝçĿŎğǻ

Ǫhttp://prion.umin.jp/prion/index.htmlǫ 
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• :�PřŢŃŦ�ıf�Įx�yİĮę¯vP�QīĘĹĖFÎ àßß ��į à ��Iĝ��ĥ
ĺėÚ

• åß u�į5ğĖ,.�CįbĸĜĮBıĮęėÚ
• êċÿĎčĒĀÿąþčÝïûĄĈü �ŪêċÿĎčĒĀÿąþčÝïûĄĈüÚ þăČÿûČÿçÚ êïëū�-īıOÅįÇ±ĥĺ½�sªÏ
=į�ěĖµ¶�DĖA«��ĖÌ�ÁÞÌ�4Á��ĖŝŃńťũŕŊĽ%ģĖ_ŧe	�į}

�P}¸į®ĺėÚ

• «z�İ'gP$gP]ÑŪĉÿċăĈþăýÚ ČđćýĂċĈćĈĎČÚ þăČýĂûċāÿçÚ ñôëūĖÕË ðóî X^J¿��

ÛþăĀĀĎČăĈćÚĐÿăāĂčÿþÚăĆûāÿçÚëøîÜÚ īİ6«�ÀŨ/HlİÙ�!ĖØ{�İ¥ōŁ°�Ķ àãÝâÝâ

°�İÙ�ĝº`İ�¨ĬĮĺĝĖÓ�-�ĮG��Ľ%ĥĺ�īıGº`ĝ*ÐĮ1

#ĵĘĺėÚ

• řŢŃŦ°�ŪĉċăĈćÚĉċĈčÿăćçÚñċñūŇœŦ àáæ5-ĬřťŐľũŌVUP ñċñİŁłŊōŦŘťŏŒ·
i¤jĽ¢ĳ#ļĦħ�ÖĝG£ÈĶ��T´Ĭķğ?NģĖððà -ĝdĵ�-�ĮG�

�T´Ľ%ĥĺėÚ

Ú

��� �� 
ɖɍȞyİ¬ɚɨȹɭĭȟyİ¬ CJD� � VPSPr �variably protease-sensitive prionopathy�șȀȯǷ

ÝDȜąįĈȞȜȁŻû¬ĬșȀȰǸɖɍȞɚɨȹɭĭȞŝ 8 @ȳKȪǷPrP Ƽ�wȝpĩȟȜȁǸ
�ǎ 100��ȝ 1�Ŋ�ȆİĮȍǷİĮĞȟ1�ĨĲȝȥȦ�|ȍȘȁȰǸrȈȟ 50ù��șİĮ
ȍ 60 ù�șȞİĮȆrȁȆǷ80 ù��șȞİĮȫȨȮȱȰǸsƾ9ȞĮ ȟþƫĲ«¬İĮȍǷÌ

ɮÜ�6ȝĕE¬ĕƑȝźȰǸLĴefĈĄǪWorld Health Organization: WHOǫȞƗÎkĒȆ�Ĩ
ĲȝĤȁȮȱɱƇǱ-1ɲ1, 2ǷáƽȞƗÎkĒȫȊȱȝĒ½ȍȘȁȰ 3Ǹǜ5iĲȜŹ�ĮĚȳ[ȏȰĮ

 șȟŹ�ƗÎȆdǙȜmVȫȀȯ 4ǷŁ|ƗÎȝȟĭġzĲìŞȆ¨ǠșȀȰ 1, 2, 3ǸĭġzĲȝȟ

sŶĳƤȞ�ŘȜČţĚpGȚŅšşűŵƀǷȽɨȹɰɂɄǷPrPăĻȆȨȮȱȰ 5)Ǹ 
ɚɫɋȴɰɆº¹¬ PrP ȟȶȸɄɇɭəɫɉɍƏäȝȭȯ 1 iȚ 2 iȝ9ȉȮȱȰǸPrP Ƽ�wɀɎɭ

129riɱɣɈȹɐɭȳɞɤș¿Ȗ MM iǷɔɨɭȳɛɋɫș¿Ȗ MViǷɔɨɭȳɞɤș¿Ȗ VViɲ
ȚȞŠȨVȲȑȝȭȯyİ¬ CJD ȟ MM1ǷMM2ǷMV1ǷMV2ǷVV1ǷVV2 Ȟ 6 iȝ9ǣȋȱǷMM2
iȟŹ�ĭġ´Ƌȝȭȯ MM2-ĳƤiȚ MM2-ƌ�iȝ9ȉȮȱȰɱƇǱ-2ɲ6ǸMM1 iȆÛȫǡ�Ȇ
ǨȈǷMV1iȚ3ȝ5iĲȜ CJD ȞŹ�šƷȚĭġ´Ƌȳ[ȏȰ 5, 6ǸMM2-ĳƤiȟƚĽĮȳ
�
ȚȏȰŦ¢ƴƅ¬ȞšƷȳ[ȍǷMM2-ƌ�iȟƌ�p¬ĮȬyİ¬Żû¬�ĺĮȚ^ȠȱȰŉȜ

�iȝ�©ȏȰǸMV2iȟtƝĮĚșİĮȍŦ¢ȜšƷȳ[ȏȰǸáƽșȟVV2iȟîȪȘŉșȀ
ȯǷVV1iȞl\ȟȜȁ 5, 7Ǹ 
Ź�šƷȟ 3ßȝ9ȉȮȱǷŒ 1ßȝȟ&ª±ǷȢȮȖȇǷȪȧȁǷċE¬Ȟ��Ƿƌƍĩ�Ƿ¸Ȃ

Ȗ)YŔȞǜęĩĲĮĚȆȨȮȱǷŒ 2 ßȝȟƚĽóŲǖ~Ȇ«ưȝƴƅȍǷǈ�Ƨ/ǈ�qƧĮ
ĚǷɡȹȼɫɰɑɄȆ8ĠȏȰǸŅšzĲ´ƋșȟŷQ�Ȟ�ƴǷĭĲQ�Ȟ8ĠǷ�ŶtƝǷŕ�

?ǷɃɄɍɐȴǷº¹ĮǷǦ°Q©ŔȆƚȪȮȱȰǸŒ 3 ßȝȟĕE¬ĕƑȚȜȯǷǓĳƤŀĶȬ�Ù
¼ŨŰ�ȳ[ȏȰǸáƽșȟŝIÌȆ 1 ���ĢxȏȰȆǷĕE¬ĕƑȝźȰȧșȞšƷȝöř 
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ȚȞ�ȟȜȈǷšŗèǥȬþƫĲōîĲȝƅȲȱȰ�ĮįĈȝȭȯĕE¬ĕƑșǋß�_ȏȰȚŮȃ

ȮȱȘȁȰ 8Ǹ 

 
²ĕÝàÚ:�P êċÿĎčĒĀÿąþčÝïûĄĈü �İº`/| 

I. £âȅȮĤȁȮȱȘȁȰƗÎkĒɱMasters Ȯ 1ɲ 

A. Ł} ɱdefiniteɲ 
ę¦ĲȜĭġ´ƋǷȧȓȟȶȸɄɇɭəɫɉɍȬ/īæžĈșŶȝĩ�ɚɨȹɭƄıȳì8Ǹ 

B. ȥȦŁ} ɱprobableɲ 
ĭġ´ƋȟȜȁȆǷ��Ȟ 1-3 ȳĐȓȏǸ 
1. «ưƴƅ¬ƚĽĮ 
2. õȞ 4Ǟĵ	 2Ǟĵ��ȳĐȓȏǸ 

a. ɡȹȼɫɰɑɄ 
b. ƌƍȧȓȟ�ŶĮĚ 
c. ǈ�Ƨȧȓȟǈ�qƧĮĚ 
d. ĕE¬ĕƑ 

3. Ŷĉ�ș]ß¬Xß¬ËǚɱPSDɲȳƚȪȰǸ 

C. Īȁ ɱpossibleɲ 
�ƕȞ B Ȟ 1Pȡ 2 ȳĐȓȏȆǷŶĉ� PSD ȳôȈmVǸ 

 
II. ¾sƗÎkĒɱWHO 2ɲ 

�ƕȞƗÎkĒȞ CȞĪȁ ɱpossibleɲȝ0Ȱ șǷŶĉ� PSDȆȜȈȘȫǷŶųǧĎ	ȝ 14-3-3ƄıȆì8
ȋȱŹ�šƷȆ 2�àĐȞmVǷȥȦŁ} ɱprobableɲȚȏȰǸ 
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�÷á�  �

�KY\`�  
• vę�ɑɞȲɣđȘũÀȗǾǻȒșŐ�ĒĀɤĺžȗ7ǽǳÛÕíȔȇȒċ$ÛÕɤơôÛÕɤōî
ÛÕȀÌĈȓǺȨǴƦ

• vę�ɑɞȲɣđȘũÀeøșǆǒǣǤǖǢȘũÀeø ưȫºjȇȍǐǁǈȘũÀeø ƱɧŠ ǂǂǂƬưɨȀ�Ŕ

ěȗ2ĈȆȩȒǻȨǴƦ

• ċ$ÛÕȓș ǆǋċ$Ʀ ƨƿǅƺǂǋ ċ$ǳ¯¼�Ůċ$ƩȀÌĈȓǺȨǴƦ
• ơôÛÕȓșơô	Ș ưƳƬƲƬƲ śĚȔľȿȯśĚȀÌĈȓǺȧǳưƳƬƲƬƲ śĚȘÛ-ȀɑɞȲɣđũ
ÀeøȘ�ȑȔȖȐȒǻȨǴƦ

• ōîÛÕȓșXÎ�RÎ�»ƑɧǠǖǢǚǟǕǚǔƦǣǨǞǔǙǢǟǞǟǥǣƦǕǚǣǔǙǒǢǘǖƹƦǉǌƽɨȀÿ�ě§ŢȓǺȧǳɑɞ
ȲɣđȘũÀeøȘ�ȑȔȖȐȒǻȨǴƦ

• ï£ȉȝȁúȔȇȒvę�ɑɞȲɣđȘPđcɤŁđÎƊȗȥȐȒċ$ÛÕɤơôÛÕɤōîÛÕȘ
¤�ȣčȖȨǴGċ$ÛÕɤơôÛÕɤōîÛÕȗȒvę�ɑɞȲɣđȗƞ�ȇȍĬĺĐ�ȀǺȨ

ȘȓǳƇ1ȉȨȄȔȀƅšȓǺȨǴ�

 

�¦� �� 
Ɲì̢̐˫̧ƗˋIɻ 3 ˌʡD�-�MM1ʡMV1�ˆɲD�- CJḒMM2-ơȭ�ʡMM2-ȏÓ�ʡ

MV2ʡVV1 ʡVV2̮ˉIɻ˅ʮ˟̭ȇ III-2̮ʢD�-ˆɲD�-ˆˌǲÓƘƂ̪ǲÓǐɆ̪ŇŀˋôÖ̭Ǭ

Ť̪ɾŭ̪Ə9̮˙ƒˈ˞ʡțģˉʫʨ˄ťóʶˈʱˠˍʨʱˈʨʢ 
 
õ�ö×�Â·�

ħĶˉʫʱ˟ƝìCJDˋǲÓ9ˣȇ III-3ˉƶʸʢǲÓ9ˌƝìCJDˋ˻˦̐ˉ˜ˁ˄ƒˈ˟̭ȇ
III-2̮4ʢ 

1) D�-̭MM1ʡMV1̮ 
D�-ˌɃȅìȠưōǪɪµˉWʪʡ̘˫˯̥̫̆˷ʡŊɴɪµʡ¾Ǭ¤Ȥʡœȅɪµˣw+ʶʡǌ

3-7 ̺İƾÖ˅Ž\ŽȕˉǴ˟ 3 ,4̭ȇ III-2̮ʢ 
2) ɲD�-̭MM2-ơȭ�ʡMM2-ȏÓ�ʡVV1ʡVV2̮ 
� MM2-ơȭ�̵MM2-ơȭ�ˌʡ¤ȅ˚¤ȡˈˇˋɿŏōǪɪµ˚āʩ˂ƘƂˈˇˋǊƸƘƂˣ}

ʸ˟�ʭ¡ʯʡǚßɃȅìˋǐɆˣƶʸ 3, 5 ,6̭ȇ III-4̮ʢʵ˝ˉǌ 1-2ÐƾÖœȅɪµʡŽ\Žȕˉ
Ǵ˟ʢǞƗĴɜˌ 24.7 ̨İˆŉ˘˄ɘʨʢ 

� MM2-ȏÓ�̵MM2-ȏÓ� 3, 7, 8ˌ�ƬʡǳÝƸǐɪµʡȠưōǪɪµʡǊƸƘƂˣƶʸʳˆʭ¡

ʨʢǞƗĴɜˌ 18.5 ̩İˆɘʯʡŽ\Žȕˉˈ˝ˈʨ˱̫˷˙ʧ˟ʢ 
� ʼˋ�̭VV1ʡVV2̵̮VV1ˌŉ˘˄ƽ˅ʧ˟ʢǚßɃȅì˅Pɸ6ɸ�ȠưƘˣ}ʶʡɖ'Ȳã3

˚̘˫˯̥̫̆˷ˣ}ʸ˟ʢVV2ˌ¤Ȥìœȅˣ}ʶʡëɁɃȅìȠưƘˣ}ʸ˟ʢ̘˫˯̥̫̆˷ˌ
1/3˅ŎʮʡǬŤˉ˄ PSD ˣ}ʶˈʨʢ 
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ŠǬƬƲɬÄÏȗǾȃȨvę�ɑɞȲɣđ ƸƱƱ Ē�Șÿ�Ʀ ƨǇǟǩǒǛǚƦǖǤƦǒǜƦƳƩƦ

Ʀ vę�ɑɞȲɣđƦ <D�ɑɞȲɣđƦ ƀ��ɑɞȲɣđƦ

ĊrçƦ ƲƷưɭƴƳưƦ ƲƯƹƵƯƦ ƸƶƹưưƸƦ

ęĒ�ƥƦ ƵƷƭƱǪƸƭƵƦ ƴƵƭƴǪưƵƭƯƦ ƵƴƭƴǪưƲƭƸƦ

ŁđÎƊƦ ƳƭƵǪƶƭƸƦ ƴƭƶǪƳƭƲƦ ưƴƭƴǪƱưƭƳƦ

�ōĒĀƦ ƴưɦƦ ƶƶɦƦ ƴƱɦƦ

ĵĬĒĀƦ ƵƲɦƦ ƵƲɦƦ ƴƴɦƦ

ŻŞ�ŬĦßŊƎ}Ʀ ưƯƯɦƦ ƸƷɦƦ ƸƲɦƦ

ţŤč�Ʀ ƳƱɦƦ ƳƲɦƦ ưƷɦƦ

ɖȲȶɡɥɇȻƦ ƸƳɦƦ ƷƶɦƦ ƴƷɦƦ

Ɔ�ŵĒĀƦ ƵƳɦƦ ƵƵɦƦ ƴƲɦƦ

Ɔ�kŵĒĀƦ ƵƷƦɦƦ ƶƱɦƦ ƴƲɦƦ

ȸɄɣ ưƱƸ ȘlcƦ ǆǆƴƴƱƫƦǆǏƹưƳƫƦǏǏƹƳƦ ǆǆƴƱƫƦǆǏƹƱƦ ǆǆưƵƷƫƦǆǏƲƱƦ

ȸɄɣ ƱưƸ ȘlcƦ ƾƾƹƴƵưƫƦƾǄƹƲƦ ƾƾƹƳƸƫƦƾǄƹƱƦ ƾƾƹưƷƸƫƦƾǄƹƲƫǄǄưƦ

ōî�Ș ǉǌƽ Ș-ąƛ�Ʀ ƸƶƧƦ ƵƵƧƦ ƲƵƧƦ

ǆǋǂ ȓȘƢ�OƙdȘÛ-ĄƦ ƷƱƧƦ ƵƷƧƦ ƶƸƧƦ

ưƳƬƲƬƲ śĚȘƍ�ĄƦ ƷƶƧƦ ƷƲƧƦ ƶƶƧƦ

 
Š ǂǂǂƬƳɬǆǆƱƬĜųcȘŐ�$Ʀ

ưƬǒɬÄÏȗǾȃȨ ǆǆƱƬĜųcȘŐ�$ȘȠȔȢɧñMȦ ƵɨƦ

Ʀ �1Ʀ ęĒ�ƥƦ Ő�ĺžƦ 0ęĒĀƦ Ő�ĒĀƦ

ưƦ r�Ʀ Ƶƴ ãƦ ćuƦ ŬĦßŊƎ}Ʀ ŬĦßŊƎ}ǳƆ�ŵĒĀǳ�ĢĒƦ

ƱƦ r�Ʀ ƶƴ ãƦ ćuƦ ǼȑĒĀƦ ĵĬĒĀǳŬĦßŊƎ}ǳɖȲȶɡɥɇȻƦ

 

ưƬǓƭƦ ÄÏȗǾȃȨ ǆǆƱƬĜųcȘÛÕȘȠȔȢɧñMȦ ƵɨƦ

Ʀ
ōîƦ ơôÛÕƦ ǆǋǂɭ¯¼�Ůċ$Ʀ

ōŜðȺɣɀȗǾȃȨŜðȘ��Ʀ

Iț ǉƾǍ ȗȒ��ŰƦ

�îƦ ǉǌǐƼƦ ưƳƬƲƬƲśĚƦ mōĜųƦ e�×Ʀ mōĜųƦ e�×Ʀ ţ�Ʀ

ưƦ ɪƦ ƬƦ ɪƦ ɪƦ ƬƦ ɪƦ ƬƦ ƬƦ

ƱƦ ɪƦ ɪƦ ɪƦ ɪƦ ƬƦ ɪƦ ƬƦ ƬƦ
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Ʀ

ƱƬǒɬk`ȓȘǆǆƱƬĜųcȘ ưƱ�ȘŐ�$ȘƦ Ʀ Ʀ Ʀ ƱƬǓƭƦ k`ȗǾȃȨǆǆƱƬĜųcȘÛÕȘȠȔȢ ưƦ

ȠȔȢɧǄǢǒǣǞǚǒǞǣǛǚƦǖǤƦǒǜƦƴɨƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ ɧǄǢǒǣǞǚǒǞǣǛǚƦǖǤƦǒǜƦƴɨƦ

Ʀ

õ�ö«©°õ¼k«©(ô²«©(Õ±«©ö�

Ɲì̢̐˫̧ƗˋŇŀţˆʶ˄Ə9ŇŀʡɾŭŇŀʡǬŤŇŀʭĉʲ˝ˠ˟ʢƝì CJDˋ˻˦̐
ˉ˜˞ŇŀˋôÖˌƒˈ˟ʢ 
1) Ə9Ňŀ̵MRƏ9�FLAIRƏ9ʡąĞÙȤƏ9��ĉ3ÚáÌŖđ�ʭıƊ˅ʧ˟ 9, 10, 11, 12�� III-1ʡ

ȇ III-5�ʢɻ$ʶʾƏ9ûȎˣƶʸ�ˋƸǐƖí˙ʧ˞ʡ�ˋƖíˋɢ ʭɑȍ˅ʧ˟�� III-̲�ʢ 

_ǬƬưɬƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đȘ ǆǋǂƦ ɧ¯¼�Ůċ$ɨƦ


ĒĀƦ

ŻŞ�ŬĦĒƦ ưƱƦƨưƯƯƧƩƦ   ¤�ɧƍ�Ąɨ 
ɖȲȶɡɥɇȻƦ ưưƦƨƸƱƧƩƦ  

ǆǋǂ 
¯¼�Ůċ$ 

mōĜų ưƮƱƦ ƨƴƯƧƩ 
Ɔ�ŵĒĀƦ ưƯƦƨƷƲƧƩƦ  e�× ưƮƱƦ ƨƴƯƧƩ 
Ɔ�kŵĒĀƦ ưưƦƨƸƱƧƩƦ  

ƿǅƺǂǋ 
mōĜų ưƮƲƦ ƨƲƲƧƩ 

oŮĒĀƦ ƷƦƨƵƶƧƩƦ  e�× ÂŞȇȒǻȖǻ 
ţŤč�Ʀ ƳƦƨƲƲƧƩƦ  

ơô 
ưƳƬƲƬƲ śĚ ưƯƮưưƦƨƸưƧƩ 

�ȘĒĀƦ

ĤĢƎ}Ʀ ƷƦƨƵƶƧƩƦ  ľȿȯśĚ ƷƮưƯƦƨƷƯƧƩ 
Çď8¤Ʀ ƳƦƨƲƲƧƩƦ

[�Ǝ}Ʀ ƳƦƨƲƲƧƩƦ

ȢȠǻ¤Ʀ ƳƦƨƲƲƧƩƦ   ¤�ɧƍ�Ąɨ 
ÜƖƎ}Ʀ ƲƦƨƱƴƧƩƦ  

ǆǋǂ 
¯¼�Ůċ$ 

mōĜų ưƶƮƱưƦ ƨƷưƭƯƧƩ 
ƚĔƦ ƱƦƨưƶƧƩƦ  e�× ưƳƮƱƲƦ ƨƵưƭưƧƩ 

ē¸ę�Ʀ ƱƦƨưƶƧƩƦ  
ƿǅƺǂǋ 

mōĜų ưƲƮƱƲƦ ƨƴƵƭƴƧƩ 
¤Ťč�Ʀ ưƦƨƦƷƦƧƩƦ  e�× ưưƮƱƲƦ ƨƳƶƭƳƧƩ 

Ʀ ơôƦ ưƳƬƲƬƲ śĚƦ ưƲƮƱưƦ Ʀ ƨƵưƭƸƧƩƦ

ƱƬǔƭƦ k`ȗǾȃȨ ǆǆƱ ȘÛÕȘȠȔȢ ƱƦ
Ʀ Ʀ Ʀ Ʀ ɧǆǖǚǣǣǚǞǖǢ Ȧ ưưɨƦ
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ŠǬƬƴƦvę� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đȘȿȮɑ1Ș ǆǋǂ ȓȘč��OȘÛ-ĄȘÛŨ 
ɧǆǖǚǣǣǞǖǢƦǖǤƦǒǜƦưưƦ ºjɨƦ

ȿȮɑƦ
+c�Ʀ Ɣ+c�Ʀ

ǆǆưƦ ǆǏưƦ ǆǆƱƦ ǆǏƱƦ ǏǏưƦ ǏǏƱƦ

Ē�½Ʀ ƸƷƦ ưƸƦ ƱƲƦ ƲƯƦ ƸƦ ƲƱƦ

ęĒ�ƥƦ ƨǨƩƦ
ƵƴƭƴƦ Ʀ Ʀ

ƨƲƸƭƳƬƷƳƭƵƩƦ

ƵƱƭƷƦ Ʀ Ʀ Ʀ

ƨƲƷƭƵƬƷƯƭƯƩƦ

ƴƴƭƴƦ Ʀ Ʀ Ʀ Ʀ

ƨƲƲƭƲƬƷƱƭƳƩƦ

ƵƲƭƱƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨƳƸƭƳƬƶƵƭƸƩƦ

ƳƱƭƸƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨưƸƭƱƬƵƳƭƶƩƦ

ƵƶƭƱƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨƳƱƭƵƬƷƯƭƸƩƦ

ǆǋǂƦ·�ÈȠȓȘŁđÎƊɧËɨƦ
ƱƭƱƦ Ʀ Ʀ Ʀ Ʀ

ƨƯƭƯƬƴƴƭƲƩƦ

ƱƭƲƦ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨưƭƲƬưƱƭƳƩƦ

ưƯƭưƦ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨƯƭƯƬƱƳƭƳƩƦ

ƵƭƲƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨưƭƲƬƱƱƭƵƩƦ

ƴƭƵƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨƱƭƯƬưƳƭƲƩƦ

ƲƭƶƦ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ Ʀ

ƨƯƭƯƬƱƳƭƷƩƦ

mōĜųȗǾȃȨƦ

č��OȘ-ąĄƦ

ɧɦɨƦ

ƿǅƺǂǋƦ ƲưƭƸƦ ƵƵƭƶƦ ƴƵƭƴƦ ƳƲƭƱƦ ƷƶƭƴƦ ưƳƭƲƦ

ƽǐǂƦ ƵƳƭưƦ ƷƶƭƴƦ ƷưƦ ƵƲƭƵƦ ưƯƯƦ ƴƱƭƱƦ

e�×ȗǾȃȨƦ Ʀ Ʀ

č��OȘ-ąĄƦ

ɧɦɨƦ

ƿǅƺǂǋƦ ƵƴƭƷƦ ƵƵƭƶƦ ƳƶƭƳƦ ƵƷƦ ưƳƭƲƦ ƶƱƭƳƦ

ƽǐǂƦ Ʀ ƵƸƭƵƦ ƶƴƦ ƵưƭưƦ ƷưƭƷƦ ƴƯƦ ƷƱƭƳƦ

ɩï£ȇȖȃȩȚǻȃȖǻȘș ǆǆƱƬĜųcȓșmōĜųȓč��OȀŬȢȦȩȨȄȔȀlȂǳe�×ȓșč��OȫŬȢȗȂǻúȗ

ǺȨǴƦ

ɩɩȄȘÛŨȓș ǆǋǂ Șť$�ɤßĲɤťÑȘȍȢȘÞø;șȆȩȒǻȖǻǴƦ

 
2) ɾŭŇŀ̵14-3-3 ȃƟʭȉXƠțģ�ŵɵƤˋ�˂ˆʶ˄Wʪ˝ˠ˄ʨ˟ 2ʢħĶ 4, 13 ˆ̠̫̥˾̋

CJD˴̫̒˦̡̧˷˰̣̫̐ 14, 15, 16ˌʡCJDíǣˋɾŭ	ˋ 14-3-3ȃƟˆǗ˻˧ȃƟʭțģˉı[˅ʧ
˟ˆ�~ʶʾ 16ʢCJD ˴̏˻˦̐Lˋ 14-3-3 ȃƟˆǗ˻˧ȃƟˋôÖˉ˂ʨ˄ˌƒˈ˟ 15̭ȇ III-6̮ʢ

14-3-3ȃƟ˚Ǘ˻˧ȃƟˌ CJD� ˋƖí˅ɦìˣƶʸ�ʭʧ˟ 17, 18�ȇ III-7�ʢAtarashi ˝ 19, 20ˌʡ

ƒÍ�̢̐˫̧ȃƟɿôÖ�Îţ̭RT-QUIC̮ˣɛƝʶʡCJD íǣˋɾŭ	ˋƒÍ�̢̐˫̧ȃƟˣŇ
Hʸ˟ʳˆˉùVʶʾʢ 
 

ŠǬƬƵƭƦvę� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đȿȮɑ1ȘơôÛÕȘć;wɕɥȳɥȘÛŨƦ

ɧǌǒǞǔǙǖǩƬǃǥǒǞƦǉƦǖǤƦǒǜƦưƴƦ ºjɨ 

Ʀ
ưƳƬƲƬƲ śĚƦ ľȿȯśĚƦ ǌƬưƯƯǓ śĚƦ ǇǌƾƦ

ȿȮɑƦ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ

+c�Ʀ ƸƲƧƦ ƳưưƮƳƳƲƦ ƸƲƧƦ ƱƶưƮƱƸƯƦ ƷƸƧƦ ưƷƶƮƱưƯƦ ƶƸƧƦ ƵƲƮƱƯƵƦ

Ɣ+c�Ʀ ƷƴƧƦ ƲƴƯƮƳưƯƦ ƷƲƧƦ ƱƳƴƮƱƸƳƦ ƶƷƧƦ ưƷƯƮƱƲưƦ ƵƷƧƦ ưƴƯƮƱƱƯƦ

Ʀ

ǒƭƦ vę�ɑɞȲɣđɧ+c�ɨȘơôÛÕȘć;wɕɥȳɥȘÛŨɧǌǒǞǔǙǖǩƬǃǥǒǞƦǉƦǖǤƦǒǜƦưƴƦ ºjɨƦ

Ʀ
ưƳƬƲƬƲ śĚƦ ľȿȯśĚƦ ǌƬưƯƯǓ śĚƦ ǇǌƾƦ

ȿȮɑƦ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ

ǆǆưƦ ƸƱƧƦ ưƱƸƮƳưƯƦ ƸƷƧƦ ƸƱƮƸƳƦ ƸưƧƦ ƶƳƮƷưƦ ƶƴƧƦ ƳƷƮƵƳƦ

ǆǏưƦ ƸưƧƦ ưƯƮưƯƦ ƵƶƧƦ ƳƮƵƦ ƵƯƧƦ ƲƮƴƦ ưƯƯƧƦ ƴƮƵƦ

 
Ǔƭ vę�ɑɞȲɣđɧƔ+c�ɨȘơôÛÕȘć;wɕɥȳɥȘÛŨɧǌǒǞǔǙǖǩƬǃǥǒǞƦǉƦǖǤƦǒǜƦưƴƦ ºjɨƦ

Ʀ
ưƳƬƲƬƲ śĚƦ ľȿȯśĚƦ ǌƬưƯƯǓ śĚƦ ǇǌƾƦ

ȿȮɑƦ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ ƍ�ĄƦ Ē�½Ʀ

ǆǆƱƦ ƶƷƧƦ ƶƮƸƦ ƷƵƧƦ ƵƮƶƦ ưƯƯƧƦ ƴƮƴƦ ƵƶƧƦ ƱƮƲƦ

ǆǏƱƦ ƵƴƧƦ ƱƯƮƲưƦ ƴƲƧƦ ưƯƮưƷƦ ƵƴƧƦ ưƱƮƱƯƦ ƴƯƧƦ ƵƮưưƦ

ǏǏưƦ ưƯƯƧƦ ƵƮƵƦ ƷƯƧƦ ƳƮƴƦ ƲƲƧƦ ƱƮƵƦ ƴƯƧƦ ƱƮƳƦ

ǏǏƱƦ ƸƯƧƦ ƱƶƮƲƯƦ ƷƷƧƦ ưƲƮưƴƦ ưƯƯƧƦ ưƱƮưƱƦ ƸưƧƦ ưƯƮưưƦ
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ŠǬƬƶɬơô	 ưƳƬƲƬƲ śĚȀƍ�ȓɑɞȲɣđȔƇ1ȉȝȁĐ�Ʀ ƨǌǤǟǖǔǛƦǄƦǖǤƦǒǜƦưƶƦƩƦ

ǒƭƦ ơô	 ưƳƬƲƬƲ śĚȀƍ�ȘĐ�łƦ

Ʀ Ʀ '�½Ʀ
ƌ�Ʀ ƍ�Ʀ

Ē�½Ʀ ɦƦ Ē�½Ʀ ɦƦ

Ĭĺj�Đ�Ʀ ƲƯƯƸƦ ƱƶƸƳƦ ƸƱƭƸƯƧƦ ưƳƱƦ ƳƭƶƯƧƦ

ùĒ�Đ�Ʀ ƶƷƴƦ ƵƯưƦ ƶƵƭƵƯƧƦ ưƴưƦ ưƸƭƱƯƧƦ

!ŎĖ�Ē�łɤŎĖ�đjƦ Ʀ ƲƳƱƦ ƱƴƵƦ ƶƳƭƸƯƧƦ ƵƲƦ ưƷƭƳƯƧƦ

ō?	Ʀ ƴƶƳƦ ƳƵƴƦ ƷưƭƯƯƧƦ ƷƶƦ ưƴƭƱƯƧƦ

ē¸Ē�łƦ ƱưƷƦ ưƶưƦ ƶƷƭƳƯƧƦ ƲƶƦ ưƶƭƯƯƧƦ

ĵĬƎ}Ʀ ƳƴƸƦ ƳƲƸƦ ƸƴƭƵƯƧƦ ưƲƦ ƱƭƷƯƧƦ

�Ű�Đ�Ʀ ƳƷưƦ ƳƲƷƦ ƸưƭưƯƧƦ ƲƵƦ ƶƭƴƯƧƦ

ǓƭƦ ơô	 ưƳƬƲƬƲ śĚȀƍ�ȓɑɞȲɣđȔƇ1ȉȝȁĬĺĐ�Ʀ

Ʀ Ʀ '�½Ʀ
ƌ�Ʀ ƍ�Ʀ

Ē�½Ʀ ɦƦ Ē�½Ʀ ɦƦ

ƺǜǩǙǖǚǝǖǢ cŬĦĒƦ ƸƲƱƦ ƷƴưƦ ƸưƭƲƯƧƦ ƴƳƦ ƴƭƷƯƧƦ

ōŜĴ�ŬĦĒƦ ưƵƸƦ ưƳƳƦ ƷƱƭƴƯƧƦ ưƷƦ ưƯƭƶƯƧƦ

ǅǖǦǨ ��cŬĦĒƦ ƲƴƷƦ ƲƲưƦ ƸƱƭƴƯƧƦ ưƸƦ ƴƭƲƯƧƦ

4ƚ ƚcŬĦĒƦ ưƵƱƦ ưƴƯƦ ƸƱƭƵƯƧƦ ƶƦ ƳƭƲƯƧƦ

Ž:Ɇɛɥɡɣđɧƺǅǌ ȫUȢɨƦ ưƯƦ ưƯƦ ưƯƯƭƯƯƧƦ ƯƦ ƯƭƯƯƧƦ

lĶĻŘŀĒƦ ƶƳƦ ƵƷƦ ƸưƭƵƯƧƦ ƱƦ ƱƭƶƯƧƦ

mōĜųe�×j�ĒƦ ƴƶƦ ƴƵƦ ƸƷƭƱƯƧƦ ưƦ ưƭƷƯƧƦ

ǁǥǞǤǚǞǘǤǟǞ œŶđƦ ƲƱƦ ƲƱƦ ưƯƯƭƯƯƧƦ ƯƦ ƯƭƯƯƧƦ

â�aéƚĒƦ ưƵƦ ưƴƦ ƸƲƭƷƯƧƦ ưƦ ƵƭƲƯƧƦ

ǉǖǢǛǚǞǣǟǞ đƦ ưƳƯƦ ưƲƳƦ ƸƴƭƶƯƧƦ ƵƦ ƳƭƲƯƧƦ

ŻŞ�×��ƣĕƦ ƵƱƦ ƵƯƦ ƸƵƭƷƯƧƦ ƱƦ ƲƭƱƯƧƦ

 

3) ǬŤŇŀ̵Steinhoff˝ 21 ˉ˜˟ǬŤ�ˋ PSDˋȝ/�ŵ˅ˌʡPSDˌƝƘĨĴˉ 45%ʭʡǐɆ	ˉ
90 %ʭɦìˣƶʶʾʢqDƠ CJD˅ˌǬŤˌƗKĴ˅ˌɿĊÎßŤʭȠ˘˝ˠʡŏʨ˅ PSDʭȒ¸ʵ
ˠʡįÞˉˌ&ĊÎßŤˆˈ˟ʢPSDˋHƇɹÖˌ CJDˋ˻˦̐˚ǞƗĴɜˉ˜ˁ˄˙ƒˈ˟ʢ 
 

õ	öá }´�

WHOțģ�ŵ 2̭ȇ III-1̮ʭÒʯ,ˢˠ˄ʫ˞ʡƇ�ħĶˋ˴̫̒˦̡̧˷˅ˌWHOțģ�ŵˣČƊ
ʶ˄ʨ˟̭ȇ III-1̮ʢD�-˅ˌʳˋțģ�ŵˌıƊ˅ʧ˟ʭʡƝƘĨĴ˚ɲD�-˅ˌțģ�ŵ˅ˌ
dI˅ˌˈʯʡɸɌMRIąĞÙȤƏ9ˣ|˘ʾțģ�ŵˋě±ʭåȍ˅ʧ˟ʢ²ɩˉ̠̫̥˾̋v�ˋ
̢̐˫̧Ɨ˴̫̒˦̡̧˷Ʊǀ̭EuroCJD̮˅ˌʡZerr ˝ʭĐ�ʶʾ MRI ˣ|˗Ɲì CJD ˋțģ�ŵ 9

ˣ˙ˆˉĤʾˈțģ�ŵˣŇȗ	˅ʧ˟ʢ 
 

õ
ö£�= 
Ɲì CJDˋŋƦˣ}ʸ˟Ɋ"ì̢̐˫̧Ɨʭ¬�ʸ˟ʾ˘ʡƝ-˅ʧˁ˄˙̢̐˫̧ȃƟɊ"«

Ňŀʭåȍ˅ʧ˟ʢ˕ʾʡMRIąĞÙȤ9˅̢̐˫̧Ɨˉɻ$ʶʾûȎʭ˖˝ˠ˟-ʡɃȅìȠưƘˣ

}ʶʡ̘˫˯̥̫̆˷ŋ�ɨóɅ\ʭ˖˝ˠ˟-ˈˇ˅ˌʡɾŭŇŀˣ_˘˟ˈˇʡȋğˋŇŀˣǏ˖w

ˢʺ˄țģǊÖˣɿ˘˟ʳˆʭɑȍ˅ʧ˟ʢ 
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• ƀ��ɑɞȲɣđȔșǳâ�ȖɑɞȲɣśĚɧǠǢǚǟǞƦ ǠǢǟǤǖǚǞƹƦ ǉǢǉɨȫȸɥɄȉȨɑɞȲɣśĚƀ�sȘ
jčȗȥȧćȈȨɑɞȲɣđȓǳ
ȖŐ�Ē�ȗȥȧvę�ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓđɧƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓƦ

ǕǚǣǖǒǣǖƹƦƼǃƽɨȗƞ�ȘĒ�ȫVȉȨƀ��ƼǃƽǳŌơ�ōj�ĒȤē��ƣĕȖȕȗƞ�ȇĺž

Ȁ½�Ȕƈǻ ǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢ đɧǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢƹƦ ǀǌǌɨǳţ�

cvę� Ƽǃƽ ȗ�Ȓ�ĢȖȕő�ĬĺĒĀȀĝĳȑŒå�~Ã��ĢĒƦ ƨǗǒǤǒǜƦǗǒǝǚǜǚǒǜƦǚǞǣǟǝǞǚǒƹƦ

ƿƿǂƩȗm1ȆȩȨǴƦ

• l½Șƀ�sjčȀĦȦȩȒǻȨȀǳÄÏȓș ǏưƷƯǂǳǆƱƲƱǋǳƾƱƯƯǄǳǉưƯƱǅ ȓm>ȫAȢȨǴƦ
• ÉŹșǳ�Ôŕ�%�ƀ��ȓǺȨȀǳǏưƷƯǂǳǆƱƲƱǋșȞȔȬȕ~ÃęĒȀȖȂvę�ƼǃƽȔȇȒ
ęĒȉȨȍȢƀ�sÛÕȫȇȖȃȩȚũÀșȑǿȖǻǴƦ

• ƀ��ɑɞȲɣđȣ¤Ô�șǺȨȍȢǳvę� Ƽǃƽ ȔRÝȖï£Ȁ�šȓǺȨǴ 

 

�¦� �� 
Ɋ"ì̢̐˫̧ƗˆˌʡŒÍ�ˋ PrP̭cellular prion protein: PrPC̮ˣ˳̫̃ʸ˟ PrPɊ"«ˋ�ƒˉ˜˞

Ɖʷ˟̢̐˫̧Ɨ˅ʧ˞ʡ�ˈǲÓƘ3ˉ˜˞Ɲì CJD ˉɻ$ˋƘ3ˣ}ʸ˟Ɋ"ì CJDʡǫɾ¾Ǭ

�ìƘ˚ƙìºʀƛˉɻ$ʶǐɆʭğÐˆɘʨ GSSʡȏÓ�Ɲì CJD ˉ$˄�ƬˈˇǳÝƸǐƘ
ƂʭƤǁ˂ FFIˉ¢Lʵˠ˟̭ȇʝ-1̮ʢʼˠʽˠˋǲÓƗ�ˋi�ˆˈ˟Ɋ"«�ƒˌʡƇ�˕˅ˉ 30
ƿɻ��ˋŻ�ƒˆ˳̧̃ 51 ʬ˝ 91 ˋ 8 ˥̘̈ɐˋǜ˞ȼʶ̢̭̫̮̍̂Ɍ%ˉ 15ƿɻˋŎ¤̪ċ?ʭ�
~ʵˠ˄ʨ˟ 1, 2, 3̭�ʝ-1̮ʢʼˋɹÖˌŋʣ˅�ƿˉ˜˞ƒˈ˞ 4ʡĶɋ˅ˌɊ"ì CJD ˣ}ʸ˟ V180I
̭˳̧̃ 180 ˋ̢̧̊ʬ˝˦˺̥˦˵̧ˉǝđ̮ʡM232R̭̚˽˫̧̅ʬ˝˥̣ˮ̧̮̅ʡE200K̭˰̣˻̧̘ɐ

ʬ˝̢˶̧̮ˆ GSS ˣ}ʸ˟ P102Ḽ̢̧̥̐ʬ˝˦˺̥˦˵̧̮˅¢ɌIˣf˘˟̭�ʝ-2̮ʢ 
Ɋ"Û×ˆʶ˄ˌÍĿǹ':ìɊ"Û×ˣˆ˟ʭʡūȿƅˌ�ƒˋƿɻˉ˜˞ƒˈˁ˄ʫ˞ʡħĶ˅

ɹÖˋɿʨ V180I ˆ M232R ˌ¶ĦEˉƝƘǣˌ˓ˆˤˇˈʯ“Ɲì”ˆʶ˄ƝƘʸ˟ʢ˕ʾʡxʷɊ"
«�ƒ˅ʧ˞ˈʭ˝ƒˈ˟ǲÓ̪Ɨƈ9ˣ}ʸ˟ʳˆ˙ʧ˞ʡƝ-˙|˘@-ˉɊ"«Ňŀˣȅʩʳˆʭ

ĳ˕ʶʨʢ 

 
ŠǭƬưɬƀ��ɑɞȲɣđȘŐ�đcȔȌȘD\ȔȖȨƀ�sjčƦ

ƨưƩƦƀ�� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đƦ ƨǘǖǞǖǤǚǔƦƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓƦǕǚǣǖǒǣǖƹƦǘƼǃƽƩƦ

ǋưƳƷǁƫƦǊưƵƯǣǤǟǠƫƦƽưƶƷǇƬưƱƸǏƫƦǏưƷƯǂƫƦǍưƷƲƺƫƦǍưƷƷƺƫƦǍưƸƲǂƫƦƾưƸƵǄƫƦƾƱƯƯǄƬưƱƸǆƫƦƾƱƯƯǄƬưƱƸǏƫƦǏƱƯƲǂƫƦ

ǋƱƯƷǁƫƦǏƱưƯǂƫƦƾƱưưǊƫƦǆƱƲƱǋƫƦƼǟǕǟǞƴưƬƸưƦǚǞǣƦ

ƨƱƩƦǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢ đƦ ƨǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢƦǕǚǣǖǒǣǖƹƦǀǌǌƩƦ

ǉưƯƱǅƫƦǉưƯƴǅƫƦǀưưƳǏƫƦƺưưƶǏƫƦǀưƲưǏƫƦǆưƷƶǋƫƦǁưƷƶǋƫƦƿưƸƷǌƫƦƽƱƯƱǇƫƦǊƱưƱǉƫƦǊƱưƶǋƫƦƼǟǕǟǞƴưƬƸưǚǞǣƦ

ƨƲƩƦŒå�~Ã��ĢĒƦ ƨǗǒǤǒǜƦǗǒǝǚǜǚǒǜƦǚǞǣǟǝǞǚǒƹƦƿƿǂƩƦ Ʀ

ƽưƶƷǇƬưƱƸǆƦ

ƨƳƩƦ ȌȘ�Ʀ Ʀ

ǑưƳƴǣǤǟǠ 
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Ʀ

_ǭƬƱɬɑɞȲɣśĚȘȺȰɥɕȔƀ�slcȖȦțȗđěȖjčƦ

 

�ÁȀâ�lcǳ�ÁȀ
ȖđějčȫĪȇntȀȪȀ`ȗlǻjčǴƦ
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ƝƘÐʂˌ 44-93ŕ˅ʡÏ�ǌ 76ŕˆɿʂ˅ʡKƝƘƂˌșɕUɪµʡ¤ȡ˚¤ȅˈˇˋɿŏǬō

Ǫɪµʭ¡ʯʡ̘˫˯̥̫̆˷ʡ¾Ǭ¤ȤʡȏȐɪµˈˇʭ˕ˠ˅ǚßˉɃȅʸ˟ʾ˘ʡ˥̣˿̉˦̗̫

ƗˆȢțʵˠ˄ʨ˟-˙ʧ˟ʢǬŤˋ�ĴìxĴìĜɯ̭periodic synchronous discharge: PSD̮ˌ˕ˠ˅
ʧ˟ʭʡɸɌMRIˋąĞÙȤƏ9�diffusion weighted image: DWI�˅ˌʡ˓˔@-ˉÞɸȀˆ	äŶP
Þˣɢʨʾ˓˔@�˅¢Ǭơȭˋ̢̧̕Ƃˋɿ1uˆũǮƂˉǮǭʸ˟ûȎˣ}ʸ˟ʢɾŭŇŀ˅ˌ

14-3-3ȃƟˆ˻˧ȃƟʭǌ 60-70%˅ɦìˆˈ˟ʢ 

 

õ�ö����� �¾ ����

ƝƘÐʂˌÏ� 53.7ŕ˅ʡǌ 90%ʭœȅɪµˈˇˋ¾ǬƘƂ˅ƝƘʶ 2-3ÐɜɃȅʶʾÞˉȠưƘʡ
̘˫˯̥̫̆˷ˈˇʭWˢ˟ʳˆʭ¡ʯʡįKˌǫɾ¾Ǭ�ìƘˆȢțʵˠ˚ʸʨʢ�ǨƒÍôȐʡǯn

¼ˋ&�ʡƗƠn¼ˈˇʭŚȷƠĨĴʬ˝Ƞ˘˝ˠ˟ʢʾʿʶīˉˌ CJD ŋˋƘ3ˣƶʸ-˙ʧ˟ʢǬ
Ťˋ PSDʡɾŭˋ 14-3-3ȃƟ˚˻˧ȃƟʡɸɌMRI DWI˅ˋ¢Ǭơȭˆ¢Ǭ�ÔŁˋɿ1uˈˇˌ˕
ˠ˅ʧ˟ʢūȿƅʭɿʨʾ˘¾Ǭ¤ȤƘ˚ȠưƘˋ¶ĦŖˣ˜ʯǥoʶʡƔʨˣćˁ˄Ɋ"«Ňŀʸ˟

ʳˆʭțģ�åȍ˅ʧ˟ʢÏ�ǞƗĴɜˌ 4-5ÐˆɘʯʡKĴˉˌȠưƘʭˈʨʾ˘ʡțģÞˋäƈƠˈ
̎˪̥̫˥˾̐˙¢J˅ʧ˞ʡʤ̢̐˫̧Ɨˋ˴̫̒˦̡̧˷ˆôĿ�ɞˉɝʸ˟ȤŀƱǀƆʥ˅ˌɊ"ˬ

˧̧˹̢̧˰ˉ˙æʷ˄ʨ˟ʢ 
 

�¸ 
1. ŜŹǽŦ̭Ǚɭ̵̢̮̐˫̧Ɨʫ˜ˏɄƝì˧˦̣˷ôĿƘ.ʃ hƉZ8ƨɮŠìƖí=ĲƱǀ�ň̢̐˫̧ƗmˏɄ

Ɲì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀƆʡɓiHſʡĺ�ʡ2010. 

2. Mead S. Prion disease genetics. Eur J Hum Genet 2006; 14: 273-281. 

3. Mastrianni JA. The genetics of prion diseases. Genet Med 2010; 12: 187-195. 

4. Kovacs GG, Puopolo M, Ladogana A, Pocchiari M, Budka H, van Duijn C, et al. Genetic prion disease: the EUROCJD 

experience. Hum Genet 2005; 118: 166-174. 
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ǸȹɕɞɥǹƦ

• ƀ�� ɑ ɞ Ȳ ɣ đșƀ�� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đ ɧ ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓƦ ǕǚǣǖǒǣǖƹƦ Ƽǃƽ ɨ ǳ

ǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢ đɧǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢƹƦ ǀǌǌɨǳŒå�~Ã��Ģ

ĒƦ ƨǗǒǤǒǜƦǗǒǝǚǜǚǒǜƦǚǞǣǟǝǞǚǒƹƦƿƿǂƩȗ.ƞȆȩȨǴƦ

• ÏƁȘƀ��ɑɞȲɣđȓș~ÃäȀȖǻȿȮɑȀlǻȘȓũÀȗșƀ�sÛĸȀ�ƘȓǺȧǳP
jčȘƛ�ș ǏưƷƯǂǳǉưƯƱǅǳƾƱƯƯǄǳǆƱƲƱǋǳƽưƶƷǇ ȘƗȗlǻǴƦ

• ǏưƷƯǂ Ȥ ƾƱƯƯǄ ȓșƚƂ ǆǋǂƦ¯¼�Ůċ$ƨǕǚǗǗǥǒǚǟǞƦǧǖǚǘǙǤǖǕƦ ǚǝǒǘǖƹƦƽǐǂƩȓǳmōĜųȤe�×
ȗƢ�Oj;ȫŬȢȨȄȔȀlȂǳǉưƯƱǅ Ȥ ƾƱƯƯǄ ȓș~ÃäȫUȢȍï£õǻđäȘņKȤǳơ

ôÛÕȗǾȃȨ ưƳƬƲƬƲ śĚǳơôȘč�cɑɞȲɣśĚƢ¤�h�íɧǢǖǒǜƬǤǚǝǖƦǡǥǒǛǚǞǘƬǚǞǕǥǔǖǕƦ

ǔǟǞǦǖǢǣǚǟǞƦƹƦǋǍƬǊǎǂƼɨÛÕȖȕȀÌĈȓǺȨǴƦ

• ǉưƯƴǅ Ȥ ƽưƶƷǇ Ș ƿƿǂ ȓșÿ�ěȖŐ�ĒĀȀFńȗȖȨȔ�ȪȩȨǴǏưƷƯǂ șÿ�ěȖɱɲɰċ
$ǿȦƇ1ȇǼȨgQȀǺȨȀǳǆƱƲƱǋ șƀ�sÛĸȫȇȖǻȔvę� Ƽǃƽ ȔȘƇ1șȓȁȖǻǴ�
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ǲÓƗ�ˉ˜˞Ɋ"ì CJDʡGSSʡFFI ˉIɻʵˠ˄ʨ˟ʄȇ ʝ-2ʅʈʢP102L �ƒ˅ˌ CJD ŋˋƘƂˣ
}ʸ˟�w˅˙ GSS ˆ�ˤ˅ʨ˟ 2, 3ʢĶɋˋɊ"ì̢̐˫̧Ɨ˅ˌ¶ĦŖʭˈʨ˻˦̐ʭ¡ʨˋ˅țģ

ˉˌɊ"«ŇǍʭåɷ˅ʧ˟ 4ʢȾˉʡ̢̐˫̧ȃƟ̭prion protein: PrP̮Ɋ"«ƒÍʭʧ˞ƸǐƘ3ʭʧ

ˁ˄˙̢̐˫̧Ɨ˅ˈʨʳˆʭʧ˟ˋ˅ʡțģˋɩˉˌťóʭåȍ˅ʧ˟ʢĶɋˉ¡ʨƗ�ˣ��ˉȔȣ

ʸ˟ʢɊ"ì CJDˋțģ�ŵˌ CJDˋ¶ĦŖˣıʸ˟ʬʡʧ˟ʨˌ CJD ˣʮʾʸ PrPɊ"«�ƒˣı
ʸ˟Ƙ-˅ʡǲÓƘƂˌƝì CJDˉŵʹ˟ʢ 
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PrPƀ�sjč 
ȖŐ�đĆ$Ʀ ¿ā 
ȸɄɣ ƴưƬƸư ƙdȘɓ

ɑɀɄJ�ƃ/ƂȜȘ

ƷƦƬƦƶƱ ȭɖɉƄ±&ǳưƵ

ȭɖɉƄào 

CJDȤ ǀǌǌ ȿȮɑȘđ¥Ȗȕl�ȖŐ�đĆ$ ǈǧǖǞƦưƸƷƸƦƴƫƦǀǟǜǕǗǒǢǓƦ

ưƸƸưƦƵƫƦǀǟǜǕǗǒǢǓƦưƸƸƲƦƶƫƦ

ǅǒǠǜǒǞǔǙǖƦưƸƸƴƦƷƫƦǦǒǞƦǀǟǟǜƦ

ưƸƸƴƦƸƫƦƻǖǔǛƦƱƯƯưƦưƯƫƦ �Ʀ

P102L* GSSȿȮɑȘŐ�đĆ$* ǁǣǚǒǟƦưƸƷƸƦưưƫƦ �Ʀ

P105L* GSSȿȮɑȘŐ�đĆ$* ǄǚǤǒǝǟǤǟƦưƸƸƲƦưƱƫƦ �Ʀ

A117V1129M* GSSȿȮɑȘŐ�đĆ$* ƽǟǙƬǥǢǒƦưƸƷƸƦưƲƫƦ �Ʀ

D178N1129M* FFIȘŐ�đĆ$* ǆǖǕǟǢǚƦưƸƸƱƦưƳƫƦ �Ʀ

D178N1129V* vę� Ƽǃƽ ȿȮɑȘŐ�đĆ$Ʀ ǀǒǝǓǖǤǤǚƦưƸƸƴƦưƴƫƦ �Ʀ

V180I* Ƽǃƽ +c�ȔçŸȇȒĿ�ȖŻŞǳòĽĀj;Ƣ� ǄǚǤǒǝǟǤǟƦưƸƸƲƦưƱƫƦ �Ʀ

E200K* vę� Ƽǃƽ ȿȮɑȘŐ�đĆ$ ǀǟǜǕǘǒǓǖǢƦưƸƷƸƦưƵƫƦ �Ʀ

V210I* vę� Ƽǃƽ ȿȮɑȘŐ�đĆ$ ǉǟǔǔǙǚǒǢǚƦưƸƸƲưƶƫƦ �Ʀ

M232R* vę� Ƽǃƽ ȿȮɑȘŐ�đĆ$ǺȨǻșçŸěĿ�ȖŻŞȫƦ

Īȉ� 
ǄǚǤǒǝǟǤǟƦưƸƸƲƦưƱƫƦ �Ʀ
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ɸɌ MRI ʭıƊ˅ʧ˞ʡDWI ˅ˌ˓˔@-ˉÞɸȀˆ	äŶPÞˣɢʨʾ@�ˉ¢Ǭơȭˉ̢̧̕
Ƃʡ�ÔŁˉÈtÉˋʧ˟ɿ1uˆʡ¢Ǭơȭ@'ʭũǮƂˉǮǭʸ˟9ˣ}ʸ˟ʄ�ʝ-3ʅʢɿʂƝƘ
˅ʡKƝƘƂˌșɕUɪµʭį¡˅ʧ˟ʢǚßˈɃȅˆ¶ĦŖˣıʵˈʨʳˆ˜˞˥̣˿̉˦̗̫�Ƞư

Ƙˆțģʵˠ˄ʨ˟ʳˆʭ¡ʨʢǬŤ��ĴìxĴìĜɯ̭periodic synchronous discharge: PSD̮ˌǌ

12%ʡɾŭ 14-3-3ȃƟˌǌ 70%ˋɦìƅ˅ʧ˟ʢRT-QUICţˋɦìƅˌǌ 37%ˆ&ʯıƊ˅ˌˈʨ 4ʢ 

{ �	������� �¾ìg� �� > ��� ���ä¼k�
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ɸɌ MRI ˅ˌKĴˉˌ�`ˣȠ˘˟ʳˆʭ¿ˈʨʾ˘ıƊ˅ˌˈʨʢÏ�ƝƘÐʂˌ 53.7ŕˆǻʨʢ
Ɓ±ˋ��ˉ5ˁ˄ƝƘʸ˟7zʭʧ˟ʳˆ˚ʢūȿƅʭɿʨʳˆ˜˞�țʭɑȍ˅ʧ˟ 4ʢǫɾ¾Ǭ�

ìƘˆțģʵˠ˄ʨ˟Ƙ-˙¡ʨʢǌ 90%ʭ¾ǬƘƂ˅ƝƘʶʡ̘˫˯̥̫̆˷ˌǌ 30%˅Ƞ˘ʡ�Ǩˋ

ƒÍôȐˣ}ʸ˟Ƙ-˙ʧ˟ 18ʢCJD ˋƗ�ˣ}ʸ˟Ƙ-˙¿ˈʯˈʨʢǬŤ� PSD ˌǌ 23̬ʡɾŭ
14-3-3ȃƟˌǌ 25%ʭɦì˅ʧ˟ʢRT-QUICţˋɦìƅˌǌ 88%˅ıƊ˅ʧ˟ʢGSSˋțģ�ŵˣȇ
ʝ-3ˉƶʶʾʢ 
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Ý �	�ǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢ đɧǀǖǢǣǤǝǒǞǞƬǌǤǢǫǥǣǣǜǖǢƬǌǔǙǖǚǞǛǖǢƹƦǀǌǌɨ>á }´�

ʈʆ  Ƴ²-̭definite̵̮ɃȅìȠưƘʡ¾ǬƘƂʡƙìºʀƛˈˇˣ}ʸ˟ʢ̢̐˫̧ȃƟɊ"«ˋ�ƒʭȠ˘˝
ˠʡǬǏǛˉʫʨ˄ GSS ˉƁãƠˈƗƈûȎˣȜĩʸ˟ʬʡ˕ʾˌ˧˨˷˻̧̥̏˾̂ţʬ>ƕǏǛ®ƠŇŀ
ˉ˄ƒÍ̢̐˫̧ȃƟʭŇHʵˠʾ˙ˋʢ 

ʉʆ ˓˔Ƴ²-̭probable̵̮ǲÓƘƂˆ̢̐˫̧ȃƟɊ"«ˋ�ƒˌƳ²-ˆxʷ˅ʧ˟ʭʡƗƈûȎ̪ƒÍ̢̐˫
̧ȃƟˋȜĩʭá˝ˠ˄ʨˈʨ˙ˋʢ 

ʊʆ Ɣʨ-̭possible̵̮¶ĦŖʭʧ˞ʡɃȅìȠưƘˣ}ʶʡ¾ǬƘƂʬƙìºʀƛˣ#ʩʭʡ̢̐˫̧ȃƟɊ"«
ˋ�ƒ˚ƗƈûȎ̪ƒÍ̢̐˫̧ȃƟˋȜĩʭá˝ˠ˄ʨˈʨ˙ˋʢ 
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ƘƂˌqD�Ɲì CJD ˆɻ$ʶ˄ʫ˞ʡëɁɃȅì˅ʧ˟ʢĶɋ˅ˌ¶ĦŖʭƳȠʵˠ˄ʨ˟-ˌ
ǌ 54%˅ʡƁ±ˋ��ˉ¡ʨʾ˘ʡ�țʭɑȍ˅ʧ˟ 1, 4ʢƝƘÏ�Ðʂˌ 58.6ŕˆǻʨʢǬŤ� PSD
ˌǌ 92%ʡɸɌMRI ɿ1uˌǌ 94%ʡɾŭ 14-3-3ȃƟˌǌ 87%˅ɦì˅ʧ˟ʢRT-QUICţˋɦìƅ

ˌǌ 85%˅ıƊ˅ʧ˟ 4ʢ 
 

�
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qD�ƝìCJDˆɻ$ʸ˟ëɁɃȅ-ˆMM2-ơȭ�ŋˋǚßɃȅ-ʭʧ˟ 4, 19ʢ¶ĦŖˌˈʨʾ

˘ʡɊ"«ŇǍʭåɷ˅ʧ˟ 1, 4ʢ  
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P105L �ƒ GSS ˌĶɋˋ˖˅�~ʵˠ˄ʨ˟�ƒ˅ʡǻÐ˅ƝƘʶʡɲÍˉǚßˈɃȅˣ}ʸ˟-
ʭ¡ʨ 4, 20, 21ʢ¤ȤƘƂ˚ƙìºʀƛˣȠ˘˟ʢɸɌMRI˚ǬŤˌɦìƅʭ&ʯıƊ˅ˌˈʨʢ  

D178N-129MMˌ FFIʡD178N-129MVˌqD� CJD ˆʵˠ˄ʨ˟ʭʡåʹʶ˙bL˅ʮˈʨ-˙ʧ˟
22, 23ʢƝƘÐʂˌÏ� 52.3ŕ˅ʧ˟ʢFFIˋțģ�ŵˣȇʝ-5ˉƶʶʾʢ 

Ý '��Œå�~Ã��ĢĒƨǗǒǤǒǜƦǗǒǝǚǜǚǒǜƦǚǞǣǟǝǞǚǒƹƦƿƿǂƩ>á }´�

ʈʆ  Ƴ²-̭definite̵̮ǲÓƠˉɃȅì�ƬʡȠưƘʡ�ôƸǐǶ¦Ƃõʡ̘˫˯̥̫̆˷ʡ¾Ǭ¤Ȥʡɖ'Ȳã3ʡ
Ž\ìŽȕˈˇ FFI ˆʶ˄ƯƧʶˈʨƘƂˣ}ʶʡPrP Ɋ"«ˋ˳̧̃ 178 ˋ�ƒˣıʶ˳̧̃ 129 ʭ Met/Met
˅ʧ˟ʢʵ˝ˉǬǏǛˉʫʨ˄FFIˉƁãƠˈƗƈûȎˣȜĩʸ˟ʬʡ˕ʾˌ˧˨˷˻̧̥̏˾̂ţʬ>ƕǏǛ®
ƠŇŀˉ˄ƒÍ̢̐˫̧ȃƟʭŇHʵˠʾ˙ˋʢ 

ʉʆ  ˓˔Ƴ²-̭probable̵̮ǲÓƠˉ FFI ˆʶ˄ƯƧʶˈʨƘƂˣ}ʶʡPrPɊ"«ˋ˳̧̃ 178ˋ�ƒˣıʶ˳̧̃
129ʭMet/Met˅ʧ˟ʭʡƗƈûȎ̪ƒÍ̢̐˫̧ȃƟˋȜĩʭá˝ˠ˄ʨˈʨ˙ˋʢ 

ʊʆ Ɣʨ-̭possible̵̮ǲÓƠˉ FFIˆʶ˄ƯƧʶˈʨƘƂˣ}ʶ˄ʨ˟ʭʡ̢̐˫̧ȃƟɊ"«�ƒ˚ƗƈûȎ̪ƒ
Í̢̐˫̧ȃƟˋȜĩʭá˝ˠ˄ʨˈʨ˙ˋʢ 
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ǸȹɕɞɥǹƦ

• ă��ɑɞȲɣđșǳɌɃǿȦɌɃȜȘ¤ÔȗȥȐȒęđȇȍȧǳĂ)Ź¤ÔĒȔȇȒ:þǿȦɌɃ
ȜȘ¤ÔȗȥȐȒŴȄȨɑɞȲɣđȓǺȨǴƦ

• *�ěȗșǳĨŏįÚȖȕȗȥȨ<D�ɑɞȲɣđȤǳȯȺòĽĀōĒƦ ƨǓǟǦǚǞǖƦ ǣǠǟǞǘǚǗǟǢǝƦ
ǖǞǔǖǠǙǒǜǟǠǒǤǙǨƹƦƻǌƾƩĉÐȘjčc ƼǃƽƦƨǦǒǢǚǒǞǤƦƼǃƽƹƦǦƼǃƽƩǳɋɑȭɤɆɛɥȵɆȭȘȶɥɟɥȖȕ

ȀȄȘă��ɑɞȲɣđȗ.ƞȆȩȒǻȨǴƦ

• ă��ɑɞȲɣđșɑɞȲɣđȘ	ȓșçŸěİȖȣȘȓǺȨǴƦ
• ¦Ȁ`ȓș<D�ɑɞȲɣđȘ	ȓÿȗĨŏįÚ�Ș ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đɧƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓƦ

ǕǚǣǖǒǣǖƹƦƼǃƽɨȀŧ ưƳƯ ���ubȇɧưƸƸƸ � ƳËǿȦȘ ƼǃƽȹɥɒȮɝɣȻȓ ưƸưƴ �	 Ʒƶ �ɨǳ

ă��ɑɞȲɣđșī�ěȗȣ(ŝşć�ȣƅšȖŭƜȓǺȨǴƦ
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Ƅáì̢̐˫̧Ɨˣʼˠʽˠciìʡ�ƃBɀôĿƘ˅ʧ˟ vCJDʡɼ�ˉ˜˟˯̫̣̫ˉIʱ˄Ȕ

ȣʶʡʵ˝ˉ�Þˋ�ɺŻˣĉʲ˄ʫʯʢʃ

ʃ

����pq�U\J^Á�

ciì̢̐˫̧Ɨˆʶ˄ıyˈ�~ˌʡȓǰƼņˆʶ˄ƳȠʵˠ˄ʨ˟ʭ 1,2ʡʼˠ˜˞�PǬ ƺˋý

Ȇˉ˜ˁ˄ØʮȯʳʵˠʾƘ-ˋ�~ʭʧ˟ 3ʢʼˋ˓ʬʡǬŤșɗƊˋŮɌɯŉˉ˜˟ôĿ-ʭ�~ʵ

ˠ˄ʨ˟ 4ʢʶʬʶˈʭ˝ʡʳˠ˝ˋ�~ˌʡÑʨˉ˙ğyˉˆˇ˕ˁ˄ʨ˟ʢciì̢̐˫̧Ɨˋ 100 yˣ
Ȱʪ˟˥˧̤̂̏˦˯ˌʡ��'̧̛̣̔ȊR 5, 6, 7ˆƲǰƼņ 8˅ʧ˟ʢPǣˌʡ̡̧̎˷ʡ˦ˮ̢˷ʡǉ�ˣ

	äˉʡʫ˙ˉùɘ̧̛̣̔ȊRʭ̌̂��'ʬ˝ăHʵˠ˄ʨʾřɧˋȊR˅ƝƗʶʾʭʡÑʨˉʶ˄

úʭ�˅ˌ�~-ʭˈʯʡÞǣˌ�2Ơˉúʭ�˅ˋ�~ʭ¡ʨˋ˅ØʮǕʮȟȽʸ˟ʢ 
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�ˉǬ ƺˋýȆÞŎĕʶʾƲǰˣȉ˄ˤʸ˟ƤƠ˅ʡŗ'ʬ˝ČoʶʾƲǰʭ,Ɗʵˠ˄ʨʾʢ

1987 Ð�Pˉ*ȊʵˠʾƼņƊƲǰ̭��y̵̡˦˫̡̞̮́ˌʡ̠̫̥˾̋ȧ�ˋƗƈȔQ˚ţcȔQ
˅á˝ˠʾƲǰˣ,Ɗʶ˄ʫ˞Ʋǰˣ,Ɗʸ˟̫̃̄ˆʶ˄ȠưƘƖíʭɢ ʵˠ˄ʨʹʡʵ˝ˉ̢̐˫

̧ŷǾ[Ľˋʧ˟Ŝɐ`̢̄̂˧̙Gƈ˙ˈʵˠ˄ʨˈʬˁʾʢʳˋ˜ʩˈƲǰˣƼņʵˠʾíǣ̭̤˵̍˩

̧̮̂ʬ˝ʡúʭ�˅ˌ 140 yˣȰʪ˟ CJD íǣʭƝƗʶ˄ʨ˟ʢƲǰƼņÞ CJD (dura mater graft 
associated CJD: dCJD)íǣʭʡýȆīˉțģʵˠ˄ʨʾƗyˣȇʞ-1ˉ˕ˆ˘ʾʢƘ-ğˋ¡ʨɶˉƗ

yˣșȸʶʾʭʡ�ƐƠˉ˙ŚȷƠ�ÞˋǸʨƖíʭ¡ʨʳˆʭĈėʵˠ˄ʨ˟ʭʡúʭ�˅ˌ˶̜̇˾

˻ýȆˣpʱʾíǣʵˤʭŚȷƠ¡ʨʳˆʭƁã˅ʧ˟ 9ʢƝƗíǣˌʡŉ¿ğˋ- ˣɢʨ˄ʼˋɊ"

«�ˌ˓˔@-˅˳̧̃ 129Met/Met ˅ʧ˟ʭʡƗƈ®Ơˉ˥̘̥˦̃Ģɦì-ʭ 30̬PÞˉ˖˝ˠʡŘ
˞ 70̬ˌ˵̄̐˷�ˋƒÍ̢̐˫̧ȃƟşƭˣʮʾʸ̸̸̲ˆbL˅ʮˈʨƘ-˅ʧ˟ 10ʢʵ˝ˉĤʾˈ

ƝƗǣʭƇ�˙Ƞ˘˝ˠʡʳˠ˝ˋíǣˌ 20Ð��ˋŸ Ĵɜˣǐ˄ƝƗʶ˄ʨ˟ʢ 
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ĨŏįÚȫLȃȍđèƦ Ē�½Ʀ

ơŏŎƦ ƱƸƦ

ý �Ɲƕē¸Ʀ ưƸƦ

ņĬĺŎĖƦ ưƶƦ

ȶɘŏ�-ŜƦ ưưƦ

mōɤ�ō-ŜƦ ƷƦ

:Ɠŋp�Ʀ ƶƦ

�HĬĺĔƦ ƶƦ

ō:ŋėƦ ƵƦ

ĨŏkɤĨŏ�-ŜƦ ƵƦ

k"Ʀ ƵƦ

ȌȘ�Ʀ ƱƱƦ
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1985Ðʬ˝ˋǽ�˅ˋ BSEˋ epidemicˌʡ1993Ðˉˌ BSEƝƗğ 3����ˆʨʩƂõˉ˕˅Ǵ
˞ʡŘèˈʭ˝ 1995Ðʬ˝̌̂˅ vCJDˆʨʩàĹˉˌˈʬˁʾĤʶʨCJDʭHƇʶʾʢÚKˌʡǽ�ˋ˖

ˋƝƗ˅ʧˁʾʭʡǽ�ʬ˝̠̫̥˾̋v�ˑˋ BSE ŝĿƀǧˋȹHˉ˜ˁ˄ʡɄˠ˄̡̧̎˷ʭʡ˕ʾ
¿�ğˈʭ˝̠̫̥˾̋v�˅ƝƗʭȠ˘˝ˠ˄ʨ˟ʢƇīŻ˅ˌʡ180 y��ˋíǣğˉ�ˁ˄ʨ˟ʢ
vCJD ˌʡàĹˋ CJD ˆŚ˒˄ʡ	ľƸǐǋ� ˋ�ǷǱ�˅ˋ̢̐˫̧ˋĩƳˈ¬�ˈˇʡ�ǷǱ�
˅˙ôĿìʭɿʨʳˆʭư˝ˠʡ�Þˋ�ɺŻˆʶ˄�ŏôĿˋɞőʭɑȍ˅ʧ˟ʢ˕ʾʡƺ®Ơˉˌ˳

̧̃ 129Met/Met � ˋɊ"«�˅ˋƝƗʭ½ĹH˄ʯ˟ˋʬʡH˄ʮʾ�wˌțģ�ŵˋ�ĭˈˇʭ

åȍˉˈ˟rǪìʭʧ˞ʡ�Þ˙˴̫̒˦̡̧˷Ʊǀʭɑȍ˅ʧ˟ʢ˳̧̃ 129Met/Metˋ vCJDƘ-ˋˈ
ʬ˅ʡ˥˶˥�ˉ¡ʨ˳̧̃ 219Glu/Lysˋ¡�ìʭ 2010Ðˉ�~ʵˠʾ 12ʢʳˋ¡�˅ˌʡǲÓƘ3ˌ

˳̧̃ 219Glu/Glṷ˳̧̃ 129Met/Met̮ˆxʷ˅ʡțģ�ŵˣ�ĭʺʹˆ˙ǲÓțģrǪ˅ʧˁʾʢ 
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Gajduseke�ʭʡɰɘɻˑˋ"ęˉùVʶʾʳˆˉ˜ˁ˄ôĿʸ˟ʳˆʭĩ˝ʬˆˈˁʾƖí˅ʧ˟ 14ʢ

ɼ�ǡöˉ˜ˁ˄ôĿʭùǁʶʾʳˆˌʡʼˋÞˋɼ�ƹőďǝˉ˜ˁ˄íǣğʭźűʶʾʳˆʬ˝Ȝĩ

ʵˠ˄ʨ˟ʢ˯̫̣̫ʭƇ�ˋúʣˉ˙ʾ˝ʸĝȘˌʡɼ�ƹőďǝʬ˝ 50 Ð��ǐɆʶ˄˙ʡʨ˕ʿ
ˉ˯̫̣̫ˋƝƗʭȠ˘˝ˠ˟ˆʨʩŻ˅ʧ˟ 15ʢúʣʭƄáì̢̐˫̧ƗˋŸ ĴɜˣǢʪ˟�˅ʡ50
Ðˉʫ˜ːɘĴ˅ʧ˟ˆʨʩȠȨʭåȍ˅ʧ˟ʳˆˣƶʶ˄ʨ˟ʢ 
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ciì̢̐˫̧Ɨ˅Ƚ˒ʾˋˌʡƇ�˕˅ôĿŴʭĩ˝ʬˆˈˁʾƘ-˅ʧ˟ʢ�ɺˌʡ�ÖƝƗʶʾ

ciì̢̐˫̧Ɨˋ¡ʯˌƝìCJDˆǲÓƘƂ̪ǐɆʿʱʬ˝ˌbL˅ʮˈʨˆʨʩʳˆˉʧ˟ʢƇ�ú
ʭ�˅ˌʡ̢̐˫̧ƗˋƝƗƥPˉǬ ƺˣ¨˘ˆʸ˟ýȆ˚ȒȄƠŇŀˣpʱ˄ʨ˟�wʭ¬�ʶʡ

̢̐˫̧Ɨˋ�ŏôĿʭøèʵˠ˄ʨ˟ʢ½ĹƠˉ˙ʡʳˋ˜ʩˈ�ŏôĿˣɞʰYUˌØʮǕʮȅˢˊ
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• pq� �� >á øpÃÛ¶=h-U\J^Êƒäȗ7ǽȒǳvę� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đ

ɧƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓƦǕǚǣǖǒǣǖƹƦƼǃƽɨȘũÀeøɧŠǬƬưɨȫſĈȇȒũÀȉȨǴƦ

• ȪȀ`ȓfWȆȩȒǻȨ<D� Ƽǃƽ ș'ȒĨŏįÚ� ƼǃƽƦ ƨǕǥǢǒƦ ǝǒǤǖǢƦ ǘǢǒǗǤƦ ǒǣǣǟǔǚǒǤǖǕƦ ƼǃƽƹƦ
ǕƼǃƽƩȓǺȨǴƦ

• ǕƼǃƽ Șķ ƱƮƲ ș Ƽǃƽ +c�ȓǺȨȀǳæȧȘķ ưƮƲ șǳɑɝɥȶcȔYȚȩȨƔ+c�ȓǳŻŞ
ȀçŸěżȂǳęĒÅÎȗșōî�ȗXÎ�RÎ�»ƑȀ-ąȇȖǻȄȔȗï£ȉȨɧŠǮƬƱɨǴƦ

• jčc ƼǃƽƦƨǦǒǢǚǒǞǤƦƼǃƽƹƦǦƼǃƽƩȘũÀɭĵĬĒĀȓęĒȉȨȄȔȀlȂǳđ0ÎȗșŬĦßŊƎ}
ȀĝĳȍȖǻȖȕvę� Ƽǃƽ ȔșčȖȨŐ�Ē�ȫVȇǳƚƂ ǆǋǂ ȓ�N� �Į�Șţ�ÒƢ

�OȀȡȦȩȨȖȕȘÿ�ěÛÕ§ŢȫĪȇǳ�Č��ßÜƨǐǟǢǜǕƦǁǖǒǜǤǙƦǈǢǘǒǞǚǩǒǤǚǟǞƹƦǐǁǈƩũÀ

eøɧƱƯƯưɨɧŠǮƬƲɨǳȌȩȫºŦȇȍ ƾǥǢǟƼǃƽƦ ƨƾǎƩȘũÀeøɧƱƯƯƷɨɧŠǮƬƳɨȫĈǻȒũÀȉ

ȨǴ 

Ʀ

ŠǮƬƱɬɑɝɥȶc ǕƼǃƽ ȘũÀeøɧÙɨưƫƦƱ 

vę� ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đȘũÀeøȗøȊȨȀǳɌɃ���üĨŏįÚäȀǺȧǳŻŞ�ȘoŮĒĀȫVȇȍĒ�

șǳōîȗȒXÎ�RÎ�»ƑɧǉǌƽɨȫŬȢȖȂȒȣǳȞȟĩ{�ɧǠǢǟǓǒǓǜǖɨȔȉȨǴ 

 
ŠǮƬƲɬjčc Ƽǃƽ ũÀeøɧǐǁǈƦƱƯƯưɨƳƦ

I A. şŊÐ4ĮĦrĦıĘ� 
B. ıš 6qç�u 
C. tńôðuƀ~4ĖÑ ¦»/!B 
D. ��Ð4¡ļÐ 2� 
E. ¿ãÐ Creutzfeldt-JakobėE¦»/!B 

II A. ěĘ�é4ĮĦĘĊž×�-�wº�ĆŬÏ�łŪ�¶Òſ 
B. ÛĲ'Bę;>ĔÅÔŏž�B�5(4zĶſ 
C. µŖ 
D. iLNos]T�PnG�STY\G 
E. ŒġĘ 

III A. Ľþ/¨éÐ¤éÐàŴžPSDſůÐ 
B. ŷŤMRI3.z�ŎÈíŻ�¢ 

IV A. Öòďô/ĔÅclLpňĜŰÐ* 

ĥ¼�ždefiniteſ: 
9:ĥ¼�žprobableſ: 
ĕ��žpossibleſ: 

I A �Aƀ�-ĦıėĎ¹ĝ3ĥŒ%C)=4** 
I �?7 II4 4/5Ŷğ0 III A0 III BEă)'=4 
I�?7 II4 4/5Ŷğ0 III AEă)'=4 

ƪŹ�ǳ¨ØćÛș²qȇȖǻǴȍȎǳŐ�Ē�Ȁjčc Ƽǃƽ ȗQŒȇǳƚƂ ǆǋǂ ȓ� ţ�ÒƢ�OȫŬȢȖǻ�ȓƦ

ÌĈȓǺȨǴƦ

ƪƪmōǾȥț�ōȗǳòĽĀj;Ȕ ǗǜǟǢǚǕƦǠǜǒǡǥǖ ȫ�Ǽč�ɑɞȲɣśĚȘêģȫŬȢȨǴƦ
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ŠǮƬƳɬjčc ƼǢǖǥǤǩǗǖǜǕǤƬǃǒǛǟǓ đȘũÀeøɧƾǎƦƱƯƯƷɨƷƦ

A. åɷĸ� 
ʈʆʃǐɆʭ 6 ̩İ��ˋɃȅìˋǊƸ̪ƸǐƘ3ˣ}ʸ˟ʃ
ʉʆʃ�ǷŇŀ�ʡ�ˋƖíʭ{±˅ʮ˟ʃ

ʊʆʃ ̌̂ƌĹˋ��'̧̛̣̔˚ƲǰƼņˉ˜˟ŠƜŖʭˈʨʃ

ʋʆʃɊ"ìˋ"ɈìŪǖƂǬƘʭ{±˅ʮ˟ 

B. ǲÓƘ3 
��ˋ 5˂ˋƘ3ˋʩˀ¿ˈʯˆ˙ 4˂ˣȠ˘˟ 

ʈʆʃƝƘKĴˋǊƸƘƂ̭āʩ˂ʡ�°ʡŽɝäʡǳɚʡ§ò̮ʃ

ʉʆʃćǕʸ˟ƚ˖˚ƒÍôȐ̭ʧ˟ʨˌʼˋ�ǣ̮ʃ

ʊʆʃ¤Ȥʃ

ʋʆʃ ̘˫˯̥̫̆˷ʡ˳̤˥ʡ˶˷̂̅˥ʃ

ʌʆʃȠưƘ 

C. ŇŀûȎʃ  
Ƴ±țģ 

¢Ǭʫ˜ˏ¾ǬˉʡŪǖƂ�`ˆ florid plaqueˣ#ʩƒÍ̢̐˫̧ȃƟˋşƭˣȠ˘˟ 
ʼˋ�ˋŇŀûȎ 

ʈʆʃǬŤ˅�ĴìxĴìĜɯ̭PSD̮ɣì*ʃ
ʉʆʃɸɌMRIˉ˄�6ȏÓļɿ1uʃ
ʊʆ üŃƉŇ˅ƒÍ̢̐˫̧ȃƟɦì** 

D. ƕ®ƠûȎ 
ƕ®Ơˉɝɂʭƶʵˠ˄ʨ˟̌̂ʬ˝̌̂ˑˋ"ę̭ȹȄˈˇ̮ 

E. țģ 
ʈʆʃƳ²- ƨdifiniteƩ 

A. åɷĸ�ˆ C. ŇŀûȎˋƳ±țģˣųʾʸ 
ʉʆ ˓˔Ƴ²-Ʀ ƨprobableƩ 

A. åɷĸ�ˆ B. ǲÓƘ3ˣųʾʶʡC. ŇŀûȎ˅ǬŤ� PSDɣìˆɸɌMRIˋ�6ȏÓļɿ1uˣ
ųʾʸ 

˕ʾˌ 
A. åɷĸ�ˣųʾʶʡC. ŇŀûȎ˅üŃƉŇˉ˜˟ƒÍ̢̐˫̧ȃƟɦìʭƳȠʵˠ˟ 

ʊʆ Ɣʨ-Ʀ ƨpossibleƩ 
A. åɷĸ�ˆ B. ǲÓƘ3ˣųʾʶʡC. ŇŀûȎ˅ǬŤ� PSDʭɣì 

ƪƦǦƼǃƽ ȘęĒ�Îȗșǳİȗ ǉǌƽ ȫŬȢȨȄȔȀǺȨǴƦ

ƪƪƦŹ�ǳ¨ØćÛș²qȇȖǻǴȍȎǳŐ�Ē�Ȁ ǦƼǃƽ ȗQŒȇɫƚƂ ǆǋǂ ȓ� ţ�ÒƢ�OȫŬȢȖǻ�ȓÌĈ

ȓǺȨǴƦ
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Ƈ�˕˅ˉ�~ʵˠ˄ʨ˟̌̂ˋƄáì̢̐˫̧ƗˉˌʡciìCJDʡvCJDʫ˜ˏ˯̫̣̫ˋ3ƿɻʭ

¬�ʸ˟ʢʳˋ	˅ʡˢʭ�˅ƝƘʭƳȠʵˠ˄ʨ˟˙ˋˌʡciì CJDˋ	ˋ dCJD ˆ vCJD˅ʧ˟ʢ 
 
����ÉÖÍª� �� �

dCJDˋțģˌʡ˕ʹƝì CJDˋțģ�ŵ̭ȇʜ-1̮ˉšˁ˄ CJDˋțģˣȅʩʢʼˋÞʡɆkˉp
ʱʾcƜȅżˣƳȠʶʡƲǰƼņŖʭʧˠˍ dCJD ˆțģʸ˟ʢxīˉʡ̢̐˫̧ȃƟɊ"«Ňŀ˅Ɋ

"ì̢̐˫̧Ɨˣɢ ʸ˟ʢ 
dCJDˋǌ 2/3ˌqDƠˈCJDˋǲÓƗƈ9ˣ}ʸ˟D�-˅ʧ˟̭ɲ̡̫̐˯�̮ʢ�ĥʡdCJDˋǌ

1/3 ˌǬƗƈ˅̡̫̐˯Ƃˋ̢̐˫̧ȃƟşƭˣȠ˘˟̡̫̐˯�˅ʧ˞ʡŚȷƠǚßɃȅìˋɅ\¤Ȥ
ƘƂˈˇˣ}ʶʡD�-˅˖˝ˠ˟ǬŤ�ˋ�ĴìxĴìĜɯ̭periodic synchronous discharge: PSD̮ʭ
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ƝƘ 1 Ð�EˉˌHƇʶˈʨˈˇʡǲÓƘ3ʭD�-ˆˌƒˈ˟ 1ʢʼˋʾ˘ʡ̡̫̐˯� dCJD ˋǲÓ
țģ�ŵ̭ń̮ʭĐńʵˠ˄ʨ˟̭ȇʞ-2̮1, 2ʢ 
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vCJD ˌǊƸƘƂ˅ƝƘʶʡƚ˖˚ƒÍôȐˈˇˋôȐɪµˣƝƘKĴˉ}ʸ˟ʳˆʭ¡ʨ 3ʢ țģ
ˌWHOțģ�ŵ̭2001̮̭ȇʞ-3̮4ˉàˁ˄ȅʩʢɸɌ MRIˋ T2ÙȤƏ9˚ FLAIRƏ9˅ˋÈtº
ƻìˋȏÓļɿ1ṷpulvinar sign̮ˌƁãƠ˅ʧ˟̭�ʞ-1̮ʢˢʭ�Kˋ vCJD Ƙ-˅ˌƝƘÞĴˉ
ǬŤ� PSD ˣȠ˘ 5ʡWHO ˋțģ�ŵˋʤ˓˔Ƴ²-̭probable̮ʥˋɵˉʡʤǬŤˉ˄ÞĴˉˌ�Ĵì

@ǷìȋwŤʭƽˉȎ˝ˠ˟ʳˆʭʧ˟ʥʭWǅʵˠʾ 6ʢʵ˝ˉʡȹȄˉɝɂʶʾ vCJD Ǟí-̭ciì
Ƙ-̮˙�~ʵˠ 7ʡʼˠ˝ˣȳ˕ʪ˄ěȖʶʾțģ�ŵ̭2008̮ʭ EU ʬ˝Hʵˠʾ̭ȇʞ-4̮8ʢƳ±țģ

˅ˌʡǬˉʫʱ˟ƁãƠˈƒÍ PrP ˋşƭ̭Ɨƈ̱˧˨˷˻̧̥̏˾̮̂ˣȜĩʸ˟åȍʭʧ˟ʢüŃƉŇ
ʭȅˢˠ˟ʳˆʭʧ˟ʭʡʼˋýÿˉgɥʭ#ʩʾ˘ʡǲÓǐɆˌwǵʸ˟ʭ pulvinar signʭ˖˝ˠˈʨ

-ˈˇˉɉæˌɠ˝ˠ˟ʢ 
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• ɑɞȲɣđșǻȐȍȬęĒȉȨȔŻŞ�ȓŒåěȖĬĺj�Đ�ȓǺȧǳëĘș�ĒĘíȘȡȓǳ
ŻŞȫ¬3ȉȨȄȔȀŪÆȆȩȍëĘíșȖǻǴƦ

• Ő�ūƠȀŞȪȩȒȁȍŚ5ɭƦ
ǯ�ȴɅȶɞɣĺMǺȨǻșĺĴ�ȗƋȇȒșÆȦǿȖÌ9�șĩŬȆȩȒǻȖǻǴȠȍňƎ}Ș

-ąȀlȂǳ²qșȆȩȖǻɧȷɠɥɄ ƼƱɨƦ

ǰ�ɏɟɎɟɀɣșÆȦǿȖ9ÓșŬȢȦȩȊǳÏƁȗǾȃȨ�ĈĺƠȣȖȂy'�Ȁ�ÆȓǺȨ

ɧȷɠɥɄ ƼƱɨƦ

Ǳ�ɄȴȺȹȮȶɞɣĺMǺȨǻșĺĴ�ȗƋȇȒǳąbȠȓÌ9�șĩŬȆȩȒǾȦȊǳÏƁȗǾ

ȃȨ�ĈĺƠȣȖȂy'�Ȁ�ÆȓǺȨɧȷɠɥɄ ƼƱɨƦ

ǲ�ɓɣɃȹɣħƄō|,°ļ�íȗȥȨ9ÓșŪÆȆȩȒǾȦȊǳkĭě©ªȫšȉȨȍȢ²q

ȆȩȖǻɧȷɠɥɄ ƼƱɨƦ

• ĒĀȀŻŞȇĺM¶KȀ^ƐȔȖȐȍgQșǳĺƤŉĴȖȕȗȥȐȒĺĴÖƟȀŞȪȩȨȀǳÆĩ
ȖȱɍɂɣȻșȖǻɧȷɠɥɄ ƼưɨǴƦ

• ɖȲȶɡɥɇȻȗ�ȇȒșǳȶɡɅȽɋɗȤɊɟɑɡƄȀ�ĈȆȩȒǻȨȀǳÆĩȖȱɍɂɣȻșȖ
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clLpė/5�ôĿ�ˋ̢̐˫̧ȃƟ̭scrapie prion protein: PrPSc̮ øÅĽ3·'BŒÍ�ˋ̢̐

˫̧ȃƟ̭cellular prion protein: PrPC̮EwĄÐ4 PrPSc80õŝ³�EœÂ&�(4šĨ/Ħıİĺ

ű¾EË!ř$'0ĵ�@CB�PrPC�@ PrPSc84õŝ³�>ņĩEŮ¾'BŇĈ�PrPSc4�Ų

ÐE×�'BĈŘ�İĺ³ÐE×�'BŇĈ TNls\pO%C�ŁÈĢĪ ŊDC.�B� 
M[Nlp5��ìÙhklGŇ/�,) �PrPC�@ PrPSc84ŚÜ> PrPSc4ņĩEŮ¾'

B�î=�B$0 °§%C�clLpė/ŁÈĢĪ ŊDC)�ëţ/5clLpėÑĶŐ 31
�EÁŗ0&.ŊDC�tšÐ4�î 12 �ž38.7%ſ3;@Cÿğ%C) $4�î5Ç® 2

Ƃ4Şū/āµ&)�tâ/M[NlpüĚ{3ĸöļű¾ 76%3�č&) 1�bkpT/4Ł

ÈĢĪ 2/5 32 �EÁŗ3ŊDC���Đ5 6 �3ĸöļű¾ ;@C�ä@�2�î5Œ<@
C2�,)�Ņ¬/ŊDC) PRION-1 study 3/5 107�4clLpėÑĶ3��.M[Nlpü
ĚĴ 38 ��ŵüĚĴ 69 �3�#.úśĢĪ ŊDC)�ď·Č5üĚĴ/ŵüĚĴ?AŻ�,
) �ŦĘÉ/ŌøEŊ�0�zĶ3Ä52�,)�üĚĴ4�+ 4 �3tšÐ4ŁÈĝßª 

ō@C)���Đ5ĸöļű¾ 20�3;@C)� 
bmamWp5ŵżŇÐŧę�0&.�NMDA�À�Ů¾�ĐEè&�ĽŉĂŬũEÀå3Ŝ

š'BŇ�/�28¥4 CJDÑĶEÁŗ3�13¥3¼Ň �15¥3ckUf Øx%C) 4�Œġ

öļôð/ 2Ĵū3èÓÄ ;@C) ď©|Í/5Ä 2�,)� 

ZMRQHNlp5÷Ã/ŁÈĢĪ ş<@C.�B �è�Ð�º�Ð0=3ê*°§ 2

�� 
epYQpglQmbJsYžpentosan polysulfate: PPSſ5d_lpŸ�4ģť�´į/�ūŘ

ÐĿĻą>Ŭĭą4üĚ3Đ�@C.!)��ĈÔï¼ź/�Ôï�Í3Ľ½�Øx3?AěĘ
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ŠÊ�î �B�PPSĽ½�ÛĲØxý5Ņ¬˅�ƒ� CJDʃ ʄvariant CJD: vCJDʅ 3Á&.�<.
ŊDC 5�ëţ/=clLpė 11�3Á&.ŊDC)�£�Ę5�́ "4�/ CTuĤŀvûľ 

Œ<@C) 6�÷Ã/= 15Ę��uŊDC.�A�º�2üĚ/�B�¤üĚEŊ,) vCJDÑĶ
4ď·éū5�PpYoƁm4 vCJDĴ?A=ä@�3Ũ� �şŊE|ŭ/!B�5őä%C.
�2�� 
ĘĊ şŊ&ı Ý� «ų02,)±£5�ıŽĹĬ213?,.ıĬñŹ ŊDCB$0

 ´��&�&�ď©|ÍEßª'B0�,)äĥ2K`XpT52�� 

CJD 4ıš{3&6&6Œ<BiLNos]T3Á&.=�ĞŘÐ�B�5ĞŘvÐiLNo
s]T4üĚ0&.No[V_j>^mcoť �Đ%C.�B 7�äĥ2K`XpT52�� 
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http://www.nanbyou.or.jp/entry/88 

 ̢̐˫̧Ɨ̴̭̮ǵŗì¶Ħì�ƬƘ̭FFI̮ 
http://www.nanbyou.or.jp/entry/51 

��̢̐˫̧Ɨíǣ¶Ħˋĥʣʡ̢̐˫̧Ɨˋ̢˷˯ˋ�°ˋʧ˟ĥʣˑˋˬ˧̧˹̢̧˰ 
̢̭̐˫̧ƗƱǀƆ̫̙̫̔̓˶E̮ 
http://prion.umin.jp/prion/counseling.html 

��̝˳̏Ɨ˴̖̫̂̇˾̦̫̂˯̭ħĶˋÚ�ǣ�'̮ 
http://www.cjdnet.jp/ 

��CJD Support Network̭ǽ�ˋÚ�ǣ�'̮ 
http://www.cjdsupport.net/ 

��Creutzfeldt-Jakob Disease Foundatioṋǉ�ˋÚ�ǣ�'̮ 
http://www.cjdfoundation.org/ 
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1. ƋķĬǽ«̰íǣ̪¶Ħˉºʸ˟äƈƷ!ƠĚḙ̄Ǆ̲Ɍ̢̐˫̧Ɨ̯�̢̰̪̌̂̐˫̧Ɨ̰Ǆ21ǂ̮̰hƉZ8ƺ®

ƱǀȬȉXɓɮŠìƖí=ĲƱǀ�ňʤ̢̐˫̧ƗmˏɄƝì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀƆʥ̭Ǚ̢̮̰̐˫̧

ƗˆɄƝì˧˦̣˷ôĿƘ̰ɓiHſ̶2010̰pp213-219̰ 

2. ƋķĬǽ«̰4ƈƠ�ɺˆäƈĚḙ̄Ǆ11ǂ̮. ̢̐˫̧ƗôĿ�ɞ˭˦̡̃˦̧̭2008Ðſ̮̯hƉZ8ƺ®ƱǀȬ

ȉXɓ̪ɮŠìƖí=ĲƱǀ�ň ̢̐˫̧ƗmˏɄƝì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀƆ̭��Ʊǀǣ ŜŹǽ

ŦʡǙɭȫ�ǣ ʁÅǠ�̮̰2008. pp123-140̢̭̐˫̧ƗmˏɄƝì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀƆˋ̫̙̔

̫̓˶ˈˇʬ˝˼˧̧̥̫̃rǪ̮http://prion.umin.jp/guideline/index.html 

3. ƋķĬǽ«. ̢̐˫̧Ɨíǣ¶Ħˋĥʣˑˋˬ˧̧˹̢̧˰.ħĶǲÓ 2007; 65: 1447-1453. 

4. ƋķĬǽ«. ̢̐˫̧Ɨíǣ̪¶ĦˋäƈƷ!Ơ˴̖̫̂˵˷̙̀ˉºʸ˟Ǣ¸. hƉZ8ƺ®ƱǀȬȉXɓɮŠ

ìƖí=ĲƱǀ�ňʃ ̢̐˫̧ƗmˏɄƝì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀ Ïù 17ÐÖǗĆ̪IĄƱǀ�~Į

̭Ʊǀ�ȇǣ ŜŹǽŦ̮. 2006. pp99-111. 
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ʃ ʤ̢̐˫̧Ɨʫ˜ˏɄƝì˧˦̣˷ôĿƘˉɝʸ˟ȤŀƱǀƆʥˆʤ̢̐˫̧Ɨˋ˴̫̒˦̡̧˷ˆôĿ�

ɞˉɝʸ˟ȤŀƱǀƆʥˌʡ�ƱǀƆwx˅̫̙̫̔̓˶̭ʐʙʙʗʍʇʇʗʘʑʖʕʆʚʔʑʕʆʒʗʇʑʕʎʏʛʆʐʙʔʓ̮ˣɛȚʶʡ

Ķ˭˦̡̃˦̧ˣ|˗vƿ˭˦̡̃˦̧˚įĤˋƱǀùĽˈˇˣĐ.ʶ˄ʨ˕ʸʢʃ

�� K`VG[^N�wf�

̢̐˫̧ƗˋƁ±ƖíŠƜƱǀ�ňˉʫʱ˟cƜpǓǣȜ��ˣƍȦʵˠʾƘ-ʡ�șˋɾŭŇŀ

˚̢̐˫̧ȃƟɊ"«ŇŀˣËĳʵˠʾƘ-ʡôĿƘţˉ�˃ʯÁʱHʭʧ˞�ŠcʭțƜĚēˣËĳ

ʵˠʾƘ-ʭ CJD˴̫̒˦̡̧˷©�!ˉƞɗʵˠ˕ʸʢ��ˋ CJD˴̫̒˦̡̧˷©�ˆvɎɇÕƪ
ˋCJDĄÚ»əcʭȤŀˣȅˁʾÞʡCJD˴̫̒˦̡̧˷©�!ˉ˄țģʭŇȗʵˠʡʼˋǑĽʭ�Š
cˉ�~ʵˠ˕ʸʢ 

̢̐˫̧Ɨˋțģǆ˅Ěēʭåȍˈīˌʡ�ș CJD˴̫̒˦̡̧˷�]ÀˉʴƦȥ�ʵʨʢ 

ɂǒ< ̵ CJD˴̫̒˦̡̧˷©�!�]À 

ĺ�cƺŔƺ¢®¢®ɡcŔ®ǗwƱǀƺǬƸǐƗõ®̭ƸǐEƺ®̮Iɒ 

ʦ113-8519ʃ ĺ�Ɏġ�bŲÆ1-5-45 

TEL̵03-3813-6111 ʄEǘ7254ʅʃ FAX̵03-5803-0169 

E-mail : prionuro@tmd.ac.jp 

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

 

�� G^LR^S�wf�

̢̐˫̧ƗˣƝƘÞˉ̢̐˫̧Ɨˋ"ęˉɝˢ˟˜ʩˈ0ȌƠˈcƜȅżʭȅˢˠʾ�wˉʡʼˋc

ƜȅżʭȅˢˠʾcƜ�Cˣ,Ɗʶ˄cƜȅżʭȅˢˠʾƘ-ˣƞɗʶʡʼˋÞˋǐɆˣƣȏʶ˕ʸʢʃ

ɂǒ< ̵ CJD ˦̧˵̧́̂©�!�]À 

ĺ�¢®¢®ɡc®ǋƱǀƺʃ ǬƸǐ ƺ® 

ʦ113-8655ʃ ĺ�Ɏġ�bĶɍ 7-3-1 

TEL̵03-5800-8848ʃʄƥɀʅʃ FAX̵03-5800-8849 

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

U\J^Átu¼k�wf�

̢̐˫̧ƗˋƏ9țģˋĚēˣȅʨ˕ʸʢʃ

ɂǒ< ̵ Åýcƺ¢® cŔȂǗwƱǀûʃ Ȱɿƴ�MRIțģ̪ƗõƱǀɌə 
ʦ020-8505ʃ ÅýƪƢÄÊE
19-1 
TEL̵019-651-5111 ʄ3660ʡ3733ʅ FAX̵019-622-1091 

ɂǒ< ̵ âÆ¢®¢®ɡ ̣̑˷̊˦˫˴˦˩̧˷ƱǀɌ  

Ĝ¼ǘƺ®IɒĜ¼ǘțģƺ 
ʦ770-8503ʃ âÆƪâÆÊȁĶƎ 3-18-15 
TEL̵088-633-9283ʃ FAX̵088-633-7174 
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ɾŭŇŀˉ˄̢̐˫̧ƗˋțģˣĚēʶ˕ʸʢʃ

ɂǒ< ̵ ɘÇ¢®c®Ɍʃ ôĿI«ȔĻ®ĝ³ 
ʦ852-8523ʃ ɘÇƪɘÇÊ�Ķ1-12-4ʃ ɘÇ¢®c®Ɍʃ �ƵŅ8F 
TEL̵095-819-7059ʃ FAX̵095-819-7060 
E-mail : satoh-prion@nagasaki-u.ac.jp  

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

U\J^ÚÄìg�«©�

̢̐˫̧ȃƟɊ"«Ňŀˉ˄̢̐˫̧ƗˋțģˣĚēʶ˕ʸʢʃ

ɂǒ< ̵ ĺa¢®¢®ɡc®ǋƱǀƺʃ ɟÂTƉæƊc®Ʊǀ˹̧˻̫  

̢̐˫̧Ɨ˳˥˹̧˻̫ʃ ƗõƸǐ®Iɒ   
ʦ980-8575 ʃ ´�ƪ�sÊɱȀbĪɤƎ 2Ƒ-1u 
TEL̵022-717-8147 ʃ FAX̵022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/home.html 

ʃ

¾�U\J^ÚÄ>HINP^T]QSà§�

FǑǬǏǛˣ˧˩˷˻̧̥̏˾̂ţˉ˄ƒÍ̢̐˫̧ȃƟˋıŽʡʫ˜ˏ�ˋțģˣȅʨ˕ʸʢʃ

ɂǒ< ̵ ĺa¢®¢®ɡc®ǋƱǀƺʃ ɟÂTƉæƊc®Ʊǀ˹̧˻̫  

̢̐˫̧Ɨ˳˥˹̧˻̫ʃ ƗõƸǐ®Iɒ   
ʦ980-8575 ʃ ´�ƪ�sÊɱȀbĪɤƎ 2Ƒ-1u 
TEL̵022-717-8147 ʃ FAX̵022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/home.html 

���òÁ�~O^P`õnÆçz°còÁp�ÈÏçzö�

̢̐˫̧Ɨ̭ʈ̮˯̥˦˿̎˨̣̪̝̂˳̏Ɨ̭CJD̮ 
CJDƗśˋȔȣ̭�ǷMƊǣzʱ̵̮http://www.nanbyou.or.jp/entry/80 
CJDțģ̹ŠƜĈɔ̭cƜà�ǣzʱ̵̮http://www.nanbyou.or.jp/entry/240 

CJD FAQ̭˜ʯʧ˟ȭ�ˆ�Ǉ̵̮http://www.nanbyou.or.jp/entry/385 

̢̐˫̧Ɨ̭ʉ̮˲̣˷̧̗̪̂˷̥̂˦˷̡̫̪˵̜˦̧ˬ̫ƗʄGSSʅʃ
GSSƗśˋȔȣ̭�ǷMƊǣzʱ̵̮http://www.nanbyou.or.jp/entry/88 
GSSțģ̹ŠƜĈɔ̭cƜà�ǣzʱ̵̮http://www.nanbyou.or.jp/entry/247 
GSS FAQ̭˜ʯʧ˟ȭ�ˆ�Ǉ̵̮http://www.nanbyou.or.jp/entry/386 

̢̐˫̧Ɨ̭ʊ̮ǵŗì¶Ħì�ƬƘʄFFIʅʃ
FFIƗśˋȔȣ̭�ǷMƊǣzʱ̵̮http://www.nanbyou.or.jp/entry/51 
FFIțģ̹ŠƜĈɔ̭cƜà�ǣzʱ̵̮http://www.nanbyou.or.jp/entry/213 
FFI FAQ̭˜ʯʧ˟ȭ�ˆ�Ǉ̵̮http://www.nanbyou.or.jp/entry/387 
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BSE bovine spongiform encephalopathy IRĀĳĊĽĘ 

CJD Creutzfeldt-Jakob disease Creutzfeldt-Jakobė 

CWD chronic wasting disease ÕÐāķÐĖÑ 

dCJD 
dura mater graft associated Creutzfeldt-Jakob 
disease 

ĤŀħóÍ Creutzfeldt-Jakobė 

DWI diffusion weighted image ÚáÌŖđ� 

FFI fatal familial insomnia ŃùÐ¿ãÐwĠĘ 

GSS Gerstmann-Sträussler-Scheinker disease Gerstmann-Sträussler-Scheinkerė 

PPS pentosan polysulfate epYQpglQmbJsY 

PrP prion protein clLpňĜ 

PrPc cellular prion protein øÅ¯clLpňĜ 

PrPSc scrapie prion protein ĔÅ¯clLpňĜ 

PSD periodic synchronous discharge ¨éÐ¤éÐàŴ 

RT-QUIC real-time quaking-induced conversion ĔÅ¯clLpňĜŻÔÉ²Æý 

TSE transmissible spongiform encephalopathies �ÞÐĀĳĊĽĘ 

vCJD variant Creutzfeldt-Jakob disease ³Ĕ¯ Creutzfeldt-Jakobė 

WHO World Health Organization yĒ��öõ 

 

�


	131226プリオン病GL暫定版（2013.12）1.
	131226プリオン病GL暫定版9（2013.12）
	131226プリオン病GL暫定版10（2013.12）
	131226プリオン病GL暫定版（2013.12）.3



