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MěD*Ļ{ĴŁƕźCƲ ǃĂ¬ĤÊŇĴŁîɋǛȶɅȗɊĥQǿƣĨ¬ȕȔɆȡ±æĦǻƻ

ǭȎƐçĴŁĘǜǣȋǿMěD*ŶÊÂƢƐçîƕźCƲ ǃĂ¬ĤÊŇĴŁîɋǛȶɅȗɊĥ

ǼȞɌȸȔɄɊȡǸ±æ�ƽǻƻǭȎƐçĴŁĘǜǽǘȶɅȗɊĥǼģ{ǘ±æɅȡȚǘū�ǘíçǘĥĚɋ

ĥ²ǘĂħɋħǎēăŅȑƐçĴŁǫǘÒÞƉÍȑVŦǻǭȎƉÍȼɌȘɌȊƉÍlČǘĥ²Ƌ#ȼɌ

ȘɌɋưĦ�lČǘÚƩǺĂħɋȜȓǘ±æ�ƽĄŅǼȖȳȨɊȡȑĶłǫǘǰȏȌȑƙȅǢǲƉħșȔȪ

ɄȔɊȊ±æ�ƽșȔȪɄȔɊŅȑ�³ǭȎǩǸǻȋǳǶǘȶɅȗɊĥǼƉħǘ�ƽǘ-Ýȁ[ǨǲĴŁǻ

ƔĔǭȎǩǸȑ aǸǫǶǠȎǙ 

ȶɅȗɊĥǽƢŶ¬ǷŭûĪǺĹœq¬ĤǷǟȎǙƜ�ǘğ+íçȊũŧǑĈíçŅǻȋȎȶɅȗ

ɊĥǼƉÍ·ŷǽųǫǧƢøǫǶǦǲǙȲȩǼȶɅȗɊĥǼ�Ƭǽ±ædxȶɅȗɊǥȲȩǟȎǠǽFđǤ

Ȍ�ÇǭȎǩǸǻȋǳǶĨĦǭȎǼǷǘȶɅȗɊĥǼ÷ĶǺÒÞƉÍǽţǤȌǼ 2õ±æ�ƽǼǲȈǻ

ȉưŻǷǟȎǙĂħǻƻǫǶǽęÕčǷǽÜE¬ǥĶłǫǲĂħĄǽǺǠǥǘlķĴŁǷǽòǚǺ&ź

Ŵđǥż8Ǫȏǘ�¡Ǽū�ƌǏǻ[ǨǲSȍŒȆǥƢ�ǫǶǠȎǙ 

ǩǼǛȶɅȗɊĥƉħșȔȪɄȔɊ 2020ǜǽȶɅȗɊĥƉħȑ�ƸǸǫǺǠ�ůI�[Ǩǻ�³ǭȎȉǼ

ǷǟȎǙßĦǼƉÍǣȋǿĂħǻƻǭȎșȔȪɄȔɊǥÖQǭȎǩǸǻȋȍǘßĦǥÒÞǻƉÍǪȏǘţ

ǥȋȍÒǧÚƩǺƉħȑTǨȎǩǸǥǷǦȎô�ǥoǢȎǩǸȑÞ�ǭȎǙ 
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ßșȔȪɄȔɊǽǛȶɅȗɊĥQǿƣĨ¬ȕȔɆȡ±æĦǻƻǭȎƐçĴŁĘǜǸǛȶɅȗɊĥǼȞɌȸ

ȔɄɊȡǸ±æ�ƽǻƻǭȎƐçĴŁĘǜǼ�ĘǼĴŁ�ŸţǘĴŁ9¼ţǘĴŁKAţǥ2YǷ�³

ǫǲɑĘbZŉɍⅰⅰɓⅱⅰȹɌȠPďɎɒǙ3�ĪǺ�³ǼœśǸǫǶǽǘȅǮǘȶɅȗɊĥƻ$ĘǻȋȎȶɅȗ
Ɋĥƻ$Ęơŕ�ƒɍ�³ 29 � 10 Û 21 ÑǘMelbourneǘAustraliaɎǻǶǘǛȶɅȗɊĥƉħșȔȪɄȔɊ

2017ǜȑÉƃǫǘǛȶɅȗɊĥƉħșȔȪɄȔɊ 2020ǜȑȚɅȬȘɆȚȖȡȥɃɊɍCQɎ��Ƿ�³ǭȎǩǸȑĀ

}ǫǲǙõǻǘ�³ 29���ĴŁĘXYǼĴŁm^�ɍ�³ 30� 1Û 15Ñǘâ�ɎÕǼĴŁţ�ƒǻ

ǶǘǛȶɅȗɊĥƉħșȔȪɄȔɊ 2020ǜǼñ³ǘșȔȪɄȔɊ�³ǼÎĄȊµǈɍřǂǼÎƳŅɎǻǴǠǶ

lßĪǺX¯ȑ¤ǶǘCQ ��Ƿ�³ǭȎǩǸȑĶƎǫǲǙǰǼ¡ǘ�ĴŁĘXYǼřǂwb�Ƿcǌ

čȑƅƒǫǺǥȌřǂ�îȑŶǳǲǙ3�ĪǺșȔȪɄȔɊǼ�³ÎĄɋµǈǽ��ǼƞȍǷǟȎǙ 
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ü÷ĂĈ÷ċ�?éqoåG\č.fV	ĐY_~]Ď�

«´��ďĆĉúċjéU��

«´����ďĆĉúċjåêæéï×çi=ØĖč.fV	ĐY_~]Ď�

«´��� ďĆĉúċjôæéï×è�làñØĖč.fV	ĐY_~]Ď�

«´� ďĆĉúċjéj"�

«´� ��ď(m<Ćĉúċjåêæéï×çi=ØĖč/0� �Ď�

«´� � ď�<Ćĉúċjåêæéï×çi=ØĖč#M� ;Ď�

«´� �¡ďa9<Ćĉúċjåêæéï×çi=ØĖč�M �Ď�

«´�¡ďĆĉúċjé�F�

«´�¡��ď(m<Ćĉúċjêæéï×è�FàñØĖč����Ď�

«´�¡� ď�<Ćĉúċjêæéï×è�FàñØĖč�S�%Ď�

«´�¡�¡ďa9<Ćĉúċjêæéï×è�FàñØĖč^�� XĎ�



 

 

«´�¢ďĆĉúċjé�k4���

«´�¢��ďĆĉúċjé�k4êæéï×è��àñØĖčN�5�Ď�

«´�£ďĆĉúċjé[l�

«´�£��ďĆĉúċjêæéï×è[làñØĖ�č!�z%Ď�

«´�¤ďĆĉúċjé={Č+Hè,àñ:du�oDC�

«´�¤��ďĆĉúċjé={Č+Hè,àñ:du�oDCèêæéï×çîéÙÕñØĖčfNJ~'Ď�

«´�¥ďĆĉúċjé>Q���

«´�¥��ďĆĉúċjé>Q��\èêæéï×çîéÙÕñØĖčswb��-Ď�

«´�¦ďĆĉúċjé�lDC�

«´�¦��ďĆĉúċjé�lDCèêæéï×çîéÙÕñØĖčswb��-Ď�

g��čswb��-Ď 

 
 P

  Nëkń¼�ţǽNëǸǺȎ;ŀȑ�³ǫǲɍ2018� 8ÛɎǙ 

 ĴŁĘG�ǽǘǭȂǶǼNŀȑȅǸȈǶǘǰȏȑ�ĴŁĘƻ$ţ0bǻNŀȑƼſǫǘ¯żȑ
ÿȈǲɍ2018� 8ÛɎǙ 

 ĴŁĘG�ǽǘ�ǯȌȏǲ¯żȑNëkńţǻƝ�ǫǘNŀǼíƅɋÉƃȑ"ǋǫǲɍ2018 �

9ÛɎǙ 

 ĴŁĘG�ǽǘÉƃǫǲNŀȑȅǸȈǶǘǰȏȑ�ĴŁĘƻ$ţ0bǻNŀȑƼſǫǘ7�ǘ
¯żȑÿȈǲɍ2018� 11ÛɎǙ 

 ĴŁĘG�ǽǘ7�ǘ�ǯȌȏǲ¯żȑNëkńţǻƝ�ǫǘNŀǼíƅɋÉƃȑ"ǋǫǲ
ɍ2018� 12ÛɎǙ 

 ĴŁĘG�ǽǘǭȂǶǼÉƃNŀȑȅǸȈɍ×}ĐɎǘ×}ĐȑȺɌȾȹɌȠǷ1ƹǫǘ�ǧȱ
ȵɅȦȚȝȿɊȩȑÿȈǲɍ2019� 2ÛɎǙţÈÆe�ǷǟȎɁȝȵĥȞȻɌȩȮȦȩɉɌȚǣȋǿ0

hȶɅȗɊĥţɋ�ÐǼ�ǤȌȉǘ¯żȑÿȈǲɍ2019� 3ÛɎǙ 

 ĴŁĘG�ǽǘȱȵɅȦȚȝȿɊȩǣȋǿţÈÆe�ȋȍ�ǯȌȏǲ¯żǻlǵǦ¨ŻǺÉƃ
ȑBǢǘƻơ{�ǷǟȎÑßĹœ{�ǣȋǿÑßĹœ±æĦ{�ǻȋȎ¶ƎȑÿȈǲɍ2019 � 4

ÛɎǙ�{�ǤȌǼÉƃ¯żǻlǵǦǘÉƃǫÚőĐȑ�³ǫǘ�{�Ǽ¶Ǝȑ¤ǲɍÑßĹœ{

� 2019� 7ÛǘÑßĹœ±æĦ{� 2020� 1ÛɎǙ 

 ¶Ǝȑ¤ǲȉǼȑ|³ĐǸǫǘ6x�QǿȺɌȾȹɌȠŅǷ1ƹǫǲɍ2020� 3ÛɎǙ 
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MedlineȑĝǠǶ 2018� 7Û 3ÑȅǷǼÌĔǥíŏǪȏǲǙ 
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ƉħșȔȪɄȔɊǷǽǘĂħǼǇǻǣǠǶǘ�ƆǻĸǭǛMinds ƉħșȔȪɄȔɊ�³ȼȬɂȓɆ 2017ǜ1

ǻȋȎȖȳȨɊȡɇȸɆǘÂvțɇɌȪȑ ĝǭȎǙ 

A&é7Ýé��G\�

���A&é7Ýĕ7ÛA&àñ�

 ��A&é7Ýĕ6ÛA&àñčBRàñĎ�

čA&é7ÝÓçÞÔĕItçA&ÙäÚçÖĎ�

À À



 

 

A&Z)éáíéÑöøāûć�}éùĄĀċýé7Ý�

©č7ÖĎĕ� �PéA)�ÙA&ôD@àñ��Ýè7Ût�ÙÕñ�

ªč�v4Ďĕ� �PéA)�ÙA&ôD@àñ��Ýè�v4ét�ÙÕñ�

«č6ÖĎĕ� �PéA)�ÙA&ôD@àñ��Ýè,àñt�ê�)oäÕñ�

¬č�1è6ÖĎĕ� �PéA)�ÙA&ôD@àñ��Ýèìåõæt�äÚçÖ�

�

A&Eé��G\�

A&EêÑA&é7ÝåÑùĄĀċýét*<č7ÝĎô��àñÒ�

E�ĕ�

đĎ={³è,Þã[l ¯ ô�×Üåô7ÛA&àñčA&é7Ý��ÑùĄĀċýét*<�©Ď�

ĒĎ={³è,Þã[l ¯ ô�×ÜåôO�
ÚäA&àñčA&é7Ý� ÑùĄĀċýét*<�«Ď�

ēĎ={³è,Þã[l ¯ ô�óçÖÜåôBRàñčA&é7Ý� ÑùĄĀċýét*<�¬Ď�

ĔĎ={³è,Þã[l ¯ ô�óçÖÜåô7ÛA&àñčA&é7Ý��ÑùĄĀċýét*<�ªĎ�

 
4 2.4

 1 2 1.)

ßĤǻǴǠǶǽǘȖȳȨɊȡɇȸɆǼǒǠĴŁǻ�ǫǠǲȈǘßáǼ¯_Ƿ CQȑƇ}ǭȎǩǸǥ

fǃǷǟȍǘ~ƗĪǻǽȰȦȚțɄȕɊȪȚȖȡȥɃɊɍBQɎǻĮ�ǭȎȉǼǥȃǸȒǹǸǺȎǥǘǝȶɅȗɊ

ĥƉħșȔȪɄȔɊ 2017Ǟǻ�ǭȎÑßIħôŦƋ#ôñǼƋ#ŔäŅǻlǵǦǘ��ǸǫǶǽ CQ�

�ȑÀĝǭȎǩǸȑ�ĘXYǼ�³ 29��XYĴŁm^�ÕǼĴŁţ�ƒǷĀ}ǘĶƎǫǲǙ 

 

 Q 2 2 )1.)

%ǀƉħrǼíçɋĂħǻǴǠǶȉșȔȪɄȔɊǻ\Ȉǘ%ǀƉħǷƎȈȌȏǶǠǺǠnXǽǘǰȏȑ

ÓĸǭȎǸǠǡÎƳȑǸǳǲǙ 

 

 r 3 2 1.)

ßșȔȪɄȔɊ�³ǼƖƲċǽßĴŁĘǻ��ǪȏǲMěD*Ļ{ĴŁƕźCƲǻȋȎǙßșȔȪɄȔ

Ɋ�³ǻ£ǫǲĴŁ�ŸţǘĴŁ9¼ţǽ=ĬĮRǻƻǭȎ�çȑTǨǲǙm^ǭȂǦ=ĬĮR

ǇǽǺǤǳǲǙ  

 
 

1. , , , ,  Minds 2017 

https://minds.jcqhc.or.jp/s/guidance_2017þ  
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ĺÆĻ ıĵĢķyď`BÀ
ȶɅȗɊĥǽ“±æ”dxȶɅȗɊǻȋȎ“±æ¬”ɍ�Ƨ¬ɎǷŭûĪǺĹœq¬ĤǼ�şǷǟȎǙĒ

¦ĪǺĥĚ+ȑ�ǯǶ�Ƨ¬ćŖēũĦɍtransmissible spongiform encephalopathies: TSEɎǸȉ`ǾȏȎǙ

ȶɅȗɊĥǽĿǼpȑƘǢǶ�ÇǭȎ�ĕ2ƞ±æĦǷǟȎɍŸ 1ɎǙȶɅȗɊǽ�
Ǽ÷�ŵĩƗǷǟ

Ȏ PrPCǼñƠǥqHǫǲ PrPScǰǼȉǼǷǟȍǘǰȏǻȋȎȶɅȗɊĥĨĥô�ɍȶɅȗɊ�ƏɎǽsËǼ

ĴŁǻȋǳǶŹ�ǨȌȏǶǦǲ 1Ǚ 

PrPCǽǘŃ 20 æŰ��ǻǟȎ PrP ƪ�xɍPRNPɎǤȌǴǧȌȏǘ
ǻ	åĹœōǷǘ�ƱǽɅɊȱō
ŒŝǷĨęǫǶǣȍǘȶɈȧȓɌȣ±T¬Ƿ±æ¬ǽǺǠǙPrPCǽ 253ȓȽȯƯǼȻɅȹȶȥȪǸǫǶĜě

ǪȏǘÚ;Ǽ 22ȓȽȯƯɍȟțȫɆȹȶȥȪɎǥšƈÕǻƿOǪȏǘǪȌǻšƈ¡ǻ 230ülǼ�ŞǻGPI

ȓɊȘɌǥ�BǪȏȎǙ181Qǿ 197ülǽŌƵ�BƬ�ǷǟȎǙŃ 51ɓ91ülǼƺǻ 8ȓȽȯƯǼR

¥Ʈ:ƬǥyiǭȎǙ�ÎǘȶɅȗɊĥǷǽǘPrPCǥȶɈȧȓɌȣ»º¬Ǽ PrPScǻqHǫǘũ5ǷĹœ

Őťȑǁ�ǫĨĦǭȎ*ǙPrPCǤȌ PrPScȁǼqÄǽ PrPǼł�ñƠǼqHǸŢǢȌȏǶǣȍɍβȟɌȩñ

Ơǻ�ȇȋǡǻǺȎɎǘȶɅȗɊ±æŐťĞáǼ PrPSc ǸÁƁǫǲ�
ŐťǼ PrPCǽǘPrPScȑƴjǻǫǶ

PrPScǻñƠqÄǭȎȉǼǸŢǢȌȏǶǠȎǙ 

ñƠǼƨǡ PrPScǽǰȏǱȏéɍstrainɎǸȉ`ǾȏȶɅȗɊĥǼĥ+ǼƨǠǻƻ�ǭȎǙPRNP Ǽsj
ɍȝȪɊ 129ǘ219ɎǽȶɅȗɊĥǼĤ±T¬Ȋĥ+ǻǘqġǽƪ�¬ȶɅȗɊĥǻƻơǫǶǠȎǙ 

 

 
( ) 

* 1 "variably protease-sensitive 
prionopathy" VPSPr 3 1 1 Zou WQ, et al. Ann Neurol 2010; 68:162-172  
  

• ıĵĢķyĐôF]õ'2ıĵĢķĎėĚ�p�F]zĊö°�DĊ�e~č��,DxEď
��ĊøĚ÷À

• ıĵĢķďYGĐıĵĢķ�}ĺêëäéèÀ êëéíàäèÍÀÖëÖĻďc8*ĺÞàææîæÜëÀ êëäéèÀ êëéíàäèÍÀÖëÖ�Ļď��
a¯ý,�ăĉuĄĚv8*ÖëÖĺìÞëÜêäàÀêëäéèÀêëéíàäèÍÀÖëÖ��ĻċĂěĉùĚ÷À

• įĬďıĵĢķyĐ� Æ��ĽÆÅÅ ��ĸ9ď|zrĊöÁÆÂÀn|DÚ3|D ÎëàîíòáàæßíÃÓÜåéÝ y
ĺÎëàîíòáàæßíÃÓÜåéÝÀßäìàÜìàÍÀÎÓÏĻÛĺ�'�TĻöÁÇÂÀ³
DÀÚÀ³
DÎÓÏöÑàëìíçÜèèÃØíëóîììæàëÃ

ØÞãàäèåàë yĺÑØØĻö�eD6RD��zĺáÜíÜæÀáÜçäæäÜæÀäèìéçèäÜÍÀÐÐÒĻÛĺÖëÖ ³
2,vĎėĚĻö

ÁÈÂÀq?DÀÚÀ��DÎÓÏĺ���_=ÎÓÏĺßîëÜÀçÜíàëÀâëÜáíÃÜììéÞäÜíàßÀÎÓÏÍÀßÎÓÏĻčČĻö,v

*ÎÓÏÀĺïÜëäÜèíÀÎÓÏÍÀïÎÓÏĻĒüÀÛĺıĵĢķđďU¹ĎėĚĻĎ�½ĂěĚ÷À

• 3|D ÎÓÏ ď�*�ĐC®°�Dď§�zö±�0©öĳĢģĶĹĮħčČĝ�ăl�Dl¤
Ď�Ěýöf¬~�>°�Dďº�*�ĕøĚ÷�
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A.  
 ¹scrapieº 

 ¹bovine spongiform encephalopathy: BSEº 
 ¹chronic wasting disease: CWDº 

 
 

 

 
 

 
 
 

 
 

B.  
 Creutzfeldt-Jakob  ¹CJDº 

  "Variably protease-sensitive prionopathy" ¹VPSPrº* 
 CJD 

  Gerstmann-Sträussler-Scheinker  ¹GSSº 
   ¹fatal familial insomnia: FFIº¸
  PrP ** 

 kuru  
  CJD ¹  
  CJD2 º 
  CJD ¹variant CJD: vCJDº 

 

 

ĺÇĻÀįĬďıĵĢķyÀ

ȲȩǼȶɅȗɊĥǽǕĒĨ¬ɑzĨ¬ CJDɒ*ɍNd�ÓɎǘǖƪ�¬ɍPrP ƪ�xqġǻƻơɎǘǗĖ¤

¬ɍȶɅȗɊȁǼØǄǸǰǼĖ¤ǻȋȎɎǻt<ǪȏȎɍŸ 1ɎǙ 

ȶɅȗɊĥǼĨĦėǽǘ�U 100��ǟǲȍ�ƺȃȄɏ�ǷǟȍǘƜ�ȐǥhǷǽ 2�ƜǧǻoBǫǴ

ǴǟȎ 2ǙȐǥhǼȞɌȸȔɄɊȡǻǣǨȎĥjýǼǊ�ǷǽǘzĨ¬ CJD 76.8%ǘƪ�¬ȶɅȗɊĥ

19.9%ǘĖ¤¬ȶɅȗɊĥ 2.8%ǼǈǷǟǳǲɍg 1ɎǙȐǥhǼĖ¤¬ȶɅȗɊĥǽ vCJD 1! 3ȑƿǦǘǭ

ȂǶ dCJDǷǟȍǘdCJDǽƥOǼƐçǻȋȎţËȑŗƄǭȎǸ 154!ǷǟȎɍ2018� 2ÛęiɎǙvCJD

ǽűhȑ	§ǻö�ǻs

ĨǫǲǥƜ�ǽĨĦ�Ë

ǥĉ�ǫǶǣȍǘűhǷȉ

2014 �ǼĨĦɍ2016 �ǻ

m^ɎȑÚ¡ǻĨĦǫǶǠ

ǺǠ 4ǙȐǥhǼ dCJD ȉ

1995 �ȑȴɌȚǸǫǶĨĦ

Ëǽĉ�ǫǶǠȎ 5ǙWĥ

jǼū�+ǼðŻȑŸ 2

ǻĸǭǙ 

 
 
 
 
( ) 

** PRNP Y163X 3 1

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  

( ÆļÎÓÏĦĹĲğĴķħ1%	ĺÆÌÌÌ9 ÉW�ÇÅÆË9 ÇWĻĊÀ
"4ĂěĈıĵĢķy ÈÇÊË �ďy*�½�



 

 

  ÇļįĬďıĵĢķyďy*ď`¡ĺ¦�Đ y*ď£¨ď»ĝ�mĻ

  .u@ CJDýsporadic CJDþÿ 
���LÓiu@Óöøèús¼.u@ CJD Ó�#
Ô»�zW�°0»©�+�»��p4�Îu
t»ÅÞÒ®	¡û®	(¡t�»÷èéùüóìÑÐÓ����t�Â?¦Ò¨�Æ»5" 3Ă4 ÁNÎ
g�@g�Ò�à¼�JÎ»\£w�;Ñ¨�ã~Ç³�#
Û-!Çà¼s�Ó¬¿Ô»PrP �,ê
òú 129)#ÏöùðäüíDC@p4 PrPÓ¬¿Ò¯§ÆÍ¿à¼¤6»öùðäüíÒV½ÑA�@ã
~Çp4 PrPãi>ÏÇà³�#
Ó��ýVPSPrþÛ%�ÅáÍ¿àý�`*�hþ¼ 

  �@öøèúsýgenetic prion diseasesþ: 
�@öøèúsÔ PrP �,Ó'pÒ �Æ»)GÓ'pÂzÞáÍ¿à¼�98Ô4S�	@
�Î¾àÂ»�wb¥lÂ�Ã'pãOÆÍ¿ÍÛutÉÈ»�7wÒÔ1��Òut�Â¿Ñ¿

.u
ÏÆÍ��Åáà'pÛ¾à¼'pÓ�µÒÝß»\£w¨�Â�;Î�Ò PrPä÷ùåòHãOÇà
ÛÓĀGSSs#ā»CJDVÓ�7Üsmã~ÇÛÓĀCJD#ý�@ CJDþā»�[@1K@�yt¹FFIº»Ê
á�(Ò*�Åáà¼¤6»�¢@ PrPä÷ùåòüëìÓs#Â%�ÅáËý�`**�hþ¼ 

  k=@öøèúsýenvironmentally acquired prion diseasesþÿ 
k=@öøèúsÔ»öøèúÒM²ÅáÊáãk=ÇàÄÏÒÝÌÍutÇà¼âÂ Î)uÆÍ¿à|

��T: CJDýdCJDþÔ»öøèúÒ]SÅáËôñ3	oR|�Ó�TÒÝà¼'p# CJD ¹vCJDº¸Ô»æ
ëÓöøèúsÎ¾àæëa�j�týBSEþÓöøèúÒ]SÅáË¶�ÁÞÓ�«Â�ÀÞáÍ¿à¼â
Â Ó vCJD
Ô� {Pf!�Ò BSEöøèúÒ]SÆÍ¿àøìéÓ¾à¶�ÖÓM²ZãOÆÍ¿
Ë 3¼

À

  
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. National CJD Research and Surveillance Unit. Creutzfeldt-Jakob disease surveillance in the UK. http://www.cjd.ed.ac.uk/s

ites/default/files/report26.pdf Accessed on June 12, 2019 

5. Ae R, Hamaguchi T, Nakamura Y, Yamada M, Tsukamoto T, Mizusawa H, et al. Update: dura mater graft-associated 

Creutzfeldt-Jakob disease-Japan, 1975-2017. MMWR Morb Mortal Wkly Rep 2018; 67: 274-278. 

  



 

 

1 -

 

ĺÆĻ ıĵĢķyĝČú¥{ąĚüľÀ
g 2 ǻƉÍȁǼƦņȑĸǭǙęĥúǸƉ�´żǤȌȶɅȗɊĥǼVŦ¬ȑĢǡǩǸǥƉÍǼŃ�øǷ

ǟȎǙ«ƟƢŶ¬ǼƎĳĦǺǹǼĹœɋŋĹĦ&ȑĸǭ CJD 4j!�rǻǘþƚĪŚ¢ǺƢŶȑĸǭ

ǅ4j!ǥǟȍǘNd�ÓǼĹœq¬ĤǼƉÍǷǽȶɅȗɊĥȑƶ<ƉÍǻ/ȏȎǙ÷ĶǺĥúɍ�

ÐúǘļìúǘĊŮúŅɎǼ¸ÅǘíçɑũąǘMRIǘũŧǑĈȼɌȘɌǘȶɅȗɊŵĩɍprion protein: PrPɎ

ƪ�xǔPRNPɎɒ´żŅǻȋǳǶǘ�ĤȑƿrǫǘȶɅȗɊĥǸǰǼĥjȑƉÍǭȎǙ 

ęÕčǷÜE¬ǥƊÓǪȏǲêßĪĂħĄǽǺǧǘ�ĦĪɋÈ¾ĪǺĂħȊȜȓǆǥưŻǷǟȎǙę

iǘPrPǼ9xĥ²ȑóĪǸǫǲĂħĄǥƹĨ	ǷǟȎǙ 

ƍŐǽWĥjǼƉÍǸĂħǼǇȑPďǪȏǲǠǙ 

2

 

«°¬¨�«É½ÌËÏ¾½Ã¼Ë�°¹ÂÆº jÑ®¶¶¨�®½ÉÊËÄ¹ÅÅ�¶ËÉÐÌÊÊÃ½É�¶»À½ÁÅÂ½É jÑ¯¨�+H<|W<�rkÑ��

µ·�´¸¯«\¨�É½¹Ã�ËÁÄ½�ÈÌ¹ÂÁÅ¿�ÁÅ¼Ì»½¼�»ÆÅÍ½ÉÊÁÆÅ \čh1Ćĉúċ�né$2èïñ�>4T�\Ď 
 

ĺÇĻ ıĵĢķyďE�ĸ6RNMö¥{NMÀ
ȶɅȗɊĥǽǛǃĥǼţǻ�ǭȎIħŅǻƻǭȎĄ ǜɍǃĥĄɎǼ¿}ǃĥǼ 1 ǴǷǟȍǘIħƕ

C³ȑTǨȎǩǸǥǷǦȎǙǃĥ®mȺɌȾȹɌȠȢɊȤɌǼ HP ǻǽǘIħƕC³ȑ\Ȉǘ�ů[ǨQ

 
• ıĵĢķyď��Dĝwúāċý¥Qď��dĊøĚ÷C®°�Dď§�zčČď��ĸ��z
�ĝ�ąÎëàîíòáàæßíÃÓÜåéÝyĺÎëàîíòáàæßíÃÓÜåéÝÀßäìàÜìàÍÀÎÓÏĻ�*��-Ďöf¬~�>č°

�ĝ�ąº�*�ýøęö�'�Tď��,DxEď¥QĊĐıĵĢķyĝ@Ć¶�¥QĎ�

ěĚĺ(ÇĻ÷À

• ^Y~g{hĐčÿö7z~ĸNL~g{öĤĞĝ�ú÷��s�üĘ¥{NMĝ�ĀĚāċýĊ
þĚ÷�



 

 

ǿIħ£ţ[Ǩ®mǥÃƛǪȏǶǠȎ 1Ǚ 

ɁȝȵĥȞȻɌȩȮȦȩɉɌȚǼ HPǻţ�ÐÈÆ®mǥÃƛǪȏǶǠȎ 2Ǚ0ǶǼȶɅȗɊĥȑ�Ɠ

ǸǭȎ0hȶɅȗɊĥţɋ�Ð�ǷȉĮƑǥVŦǷǟȎǙ 

ĴŁĘǽȶɅȗɊĥǼȞɌȸȔɄɊȡŅȑƞǬǶȶɅȗɊĥǼƉħÈÆȑŶǳǶǠȎǙCJD ȞɌȸȔɄ

Ɋȡwb�ȑƞǬǶ CJD ȞɌȸȔɄɊȡwbȊMěD*įǥ}ȈȎWƭƦ�İǼ CJD ¼��ƸIŅ  

ǻȋȎÈÆɍWĿíçȑ\ȇɎȑTǨȎǩǸǥǷǦȎ 3ǙǪȌǻţȊ�Ðǻ�ǭȎ§ĚǆǼÈÆȉŶǳǶ

ǠȎ 3Ǚ 

ȶɅȗɊĥǽŃ 5Ǎ±æĦǻ¿}ǪȏǶǣȍǘI�ǽƉÍ¡ 7Ñ�5ǻ%(´ǻ�Ǩ8ȎǩǸǥŠG

ǵǨȌȏǶǠȎɍ�8ĺɐhttp://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdfɎǙ

ǺǣǘȶɅȗɊĥǼ÷ĶǺƉÍǘĨěēăǼ¸Åǘ±æ�ƽ�Ňǻǽǘ>íǻȋȎĥĚíçǥưŻǷǟ

ȎǙȶɅȗɊĥĦ!Ǽ>íƕĝǻǴǠǶǽMěD*įȊĴŁĘǼÈÆǥTǨȌȏǘȅǲǘţ/ƾÏƇ

ǷȶɅȗɊĥĦ!Ǽ>íǥǷǦǺǠnXȉǘȶɅȗɊĥĦ!>íTǨ/ȏVŦǺÏƇǻǴǠǶĴŁĘǻ

cǠXȐǯǥVŦǷǟȎɍcǠXȐǯ,ɐȶɅȗɊĥȞɌȸȔɄɊȡQǿ±æ�ƽǻƻǭȎƐçĴŁĘ

G�Ǔ HPɐhttp://prion.umin.jp/index.htmlɎǙ 

 

1. http://www.nanbyou.or.jp/  

1 CJD http://www.nanbyou.or.jp/entry/80 2 

GSS http://www.nanbyou.or.jp/entry/88 3 FFI

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

2. http://www.cjdnet.jp/  

3. http://nanbyo.jo/sapo/prion/  

4.  

3 http://prion.umin.jp/index.html  
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zĨ¬ȶɅȗɊĥǼtƬ9ǽzĨ¬ CJD ǷǟȍǘöŊȑ	§ǻm^ǪȏǶǠȎ variably protease-

sensitive prionopathyɍVPSPrɎǽǘßƫǷǽïȈǶĽǷǟȎǙzĨ¬ CJDǽȲȩȶɅȗɊĥǼŎ 8@ȑLȈǘ

�ƺ 100��ǻ 1�ľ�ǥĨĦǫǘĨĦėǽ0�ĠĪǻȃȄ�}ǫǶǠȎǙ60ùǤȌ 70ù�ǼĨĦǥ

sǠǥǘ80ù��ǷǼĨĦȉĽǷǽǺǠǙ�Ġ%(ôƻɍWorld Health Organization: WHOɎǼƉÍlČ

ǥ�ǧĝǠȌȏȎǥǘĶ}ƉÍǻǽĥĚ{Īíŏǥ¨ǉǷǟȎɍŸ 3Ɏ1, 2, 3Ǚ4j!Ǽū�ƉÍǽþƚĪ

�ÔǷǟȎǥǘƉÍfǃǺǅ4j!ȉǟȎ 4, 5ǙĥĚ{ĪǻǽtũīƗȊŘà�ǻǘćŖēqHȊțɅȗ

ɌȟȡǘĹœŐťŨŲȑƎȈǘº PrPº�ȑĝǠǲ.ģæŰȑÏŶǭȏǾǘPrPāĲǥƎȈȌȏȎ 5Ǚ 

  ÈÄÀ3|DÎëàîíòáàæßíÃÓÜåéÝ yď¥Q+k 

I. <RÁÞn¿ÞáÍ¿à�I$eýMastersÞ 1þ 

A. }/
ýdefiniteþ 
i>wÑsmB�»ÙËÔæçìîúõùïñÜ�rS�^Î�Òp4öøèú�vãU�¼ 

B. ×Ø}/
ýprobableþ 
smB�ÔÑ¿Â»��Ó 1-3ãdËÇ¼ 
1. ?¦¨�@�zt 
2. YÓ 4´x� 2´x��ãdËÇ¼ 

a. ÷èéùüóì 
b. ��ÙËÔ2�tj 
c. ®	¡ÙËÔ®	(¡tj 
d. g�@g� 

3. �_�Î�P@�P@F±ýPSDþã�Úà¼ 

C. q¿
ýpossibleþ 
��Ó BÓ 1�Õ 2ãdËÇÂ»�_� PSDãXÃ&�¼ 

 
II. E*�I$eýWHO 2þ 

��Ó�I$eÓ CÓq¿
ýpossibleþÒ�à
Î»�_� PSDÂÑÃÍÛ»��·c�Ò 14-3-3�vÂU�Å
á�7�ªÂ 26QdÓ&�»×Ø}/
ýprobableþÏÇà¼ 

• Ĝý)ĊĐ3|DÎëàîíòáàæßíÃÓÜåéÝ yÁÎëàîíòáàæßíÃÓÜåéÝÀßäìàÜìàÍÀÎÓÏĻýıĵĢķyď� É�
ď È ĝ�ĔöıĵĢķ�}ÁêëäéèÀ êëéíàäèÍÀ ÖëÖÂďF]ĝ�&ąĚS<ĐčÿöÖëÖ ³
2ĺÖ×ÕÖÀĻ

Ďy~,vĝ§Ĕčù÷À

• �*�ĊĐC®Ď°�ąĚ§�b�·5Ď�ûö±�0©öµ�«ĸµ�-«zoöĳĢģĶĹ
Įħĝ#ăö|züĘ� ÈÃÊ üWĊl�Dl¤Ď�Ě÷À

• �i�ď$XD"XDO¸ÁêàëäéßäÞÀ ìñèÞãëéèéîìÀ ßäìÞãÜëâàÍÀ ÖØÏĻö¼´ Ô×Ò KP;©�

ÁßäááîìäéèÀðàäâãíàßÀäçÜâàÍÀÏÙÒÂĊď/��ªĖ�Z�ď¿�ö��¾j�ď�ĩĠ�}Ė ÆÉÃ

ÈÃÈ �}ď¿�ý�:¥Qď��ċčĚ÷À

• Ö×ÕÖ ĥĭķ ÆÇÌ .*ċıĶīĞĹĨJID ÖëÖ ďĠġħĩķİĶĪĬ£[�\ĝ�ē!ĜćĈ�
½ý�:�²ĖytH¢ċėÿ7AăöÔÔÆ*ýVĕ�*~čH¢ĝ#ąĚ÷�



 

 

 

zĨ¬ CJD ǻǣǠǶ	åĹœōǻāĲǭȎȶɈȧȓɌȣ

»º¬Ǽ PrPScǽǘȕȖȡȤɊȵɈȦȩƀãǻȋȍ 1jǸ 2jǻ

9ǨȌȏȎɍg 3ɎǙPRNP ȝȪɊ 129sjɍȿȥȗȬɊȑȺɀǷ

¾Ǵ MMjǘȰɅɊȑȷȧɈǷ¾Ǵ MVjǸȺɀǷ¾Ǵ VV

j)ǸǼŒȆXȐǯǻȋȍǘMM1ǘMM2ǘMV1ǘMV2ǘVV1ǘ

VV2Ǽ 6jǻ9ǍǪȏǘMM2jǽū�ĥĚ´żǻȋȍīƗ

jǸŽ�jǻ9ǨȌȏȎɍŸ 4Ɏ6ǙMM1 jǥÚȉǊ�ǥsǧǘ

MV1 jǸǸȉǻ4jĪǺ CJD Ǽū�œƥǸĥĚ´żȑ]ǭ

Ȏ 5, 6ǙMM2-īƗjǽƎĳĦȊtũīƗĦēȑ
�ǸǫǲŚ

¢ƢŶ¬Ǽœƥȑ]ǫǘMM2-Ž�jǽŽ�q¬ĦȊzĨ

¬ŭû¬�ıĦǸ`ǾȏȎ�jǻ�©ǭȎǙMV2 jǽƤF

uƐĦēǷĨĦǫǘŚ¢Ǻœƥȑ]ǭȎǙßƫǷǽ VV2 j

ǽïȈǶĽǷǟȍǘVV1jǼm^ǽǺǠ 5, 7Ǚ 

zĨ¬ CJDǼū�œƥǽ 3Þǻ9ǨȌȏǘŃ 1Þǻǽ'

ª±ǘȀȌǴǦǘȈȅǠǘĆF¬Ǽ��ǘŽžġ�ǘ¹ǡǴ)

[ŅǼǅĒġĪĦēǥƎȈȌȏȎǙŃ 2 ÞǻƎĳôŦǁ�

ǥ«ƟǻƢŶǫǘȽȗȚɈɌȭȡǥ8ęǭȎǙĹœ{Ī´żǷ

ǽŪR�Ǽ�ƢǘĥĪR�Ǽ8ęǘƤFuƐǘņ�?ǘȠȡ

ȩȬȓǘ»ºĦǘǐ°R©ŅǥƎȈȌȏȎǙŃ 3ÞǻĎF¬ĎƂē²ǸǺȍǘƿīƗĵĭȊ�Ù½ŜŤ�

ȑ]ǭȎǙßƫǷǽŎJËǥ 1 ���ěyǭȎǥǘĎF¬ĎƂǻŬȎȅǷǼœƥǻöŊ!ǸǼ�ǽǺǧǘ

œňèǎȊ�ĦħĄǻȋȍƷÞ�aǭȎǸŢǢȌȏǶǠȎ 8, 9Ǚ 

C

( �� 2

h1Ćĉúċ�nô�n���yä�dÞá

8èøùýþċąĊÿāàñåÑx�éL`è

ïð ¡ âéăċĂÙeßñÒKî�'�é�Ö

ăċĂÙ  �Â¬¹ 
�è�càòë � "Ćĉú

ċ�n�ËÎÇ½���³É³���Ñ�§Â¬¹ 
�è�càò

ë   "Ćĉúċ�n�ËÎÇ½� �³É³���åàñ�Â¬¹¨�

ÂÁÃÆ¼¹ÃËÆÅ�Ò�
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˾̐˖̕ƑʸƑ�ʹʏPrP ʳˇʺˋˊȈƙȵʛŎÊ� PrP̚cellular prion protein: PrPC̛ʚˈƍÊ� PrP
̚˾̓ˮː̘˧Āÿì̛̚scrapie prion protein: PrPSc̛ʼʳńɅȼČʤʏʩʸ PrPScʛʢˈʶ PrPCˎ PrPScʼʳ

ńɅȼČʢʨˊ̚óķì̗�Ɍì̛ʠʳʶʕˊʛʏʩʸ PRNP ʶɏ�¥�ƍʛ¦�ʦˊʠʳʲ˾̐˖̕Ƒʛ
ƅʥˊʳʜʶʏɏ�ì˾̐˖̕ƑʳǚƷʦˊʐ 
ɏ�ì˾̐˖̕Ƒʶʹˡ˽˩˒˾ʛʕˊʐʍ§Ɨì CJDʶʂ!ʸǶÑƒ5ˎ}ʦˊɏ�ì CJDʏ ǯ
ʆ¸ǰ�ìƒ˅Ɠìµʉƕʶ!ʫǶÑƒ5ˎĪʤʏBǠíǓɊʛĚÎɣʳɠĭɣʶˍʫˊ GSSʏ �

ƥʵʴʸǷßƳǓƒžʛʁȃʵ FFIʏʎʩʸ�ʏʲʕˊʐʩˋʪˋʸˡ˽˩˒˾ʳɏ�¥�ƍˎȎʶˀʳ
˃ʫ̚Ȏ 5̛ʐ 

( ru l r

 ÑL Creutzfeldt-Jakob ŝgCJDå P105T, G131V, R148H-129M, D178N-129V, V180I-129M, T183A-129M, 
T188A-129M, T188K, T188R, E196K-129M, E200K-129M, V203I-129M, R208H-129M, V210I-129M, E211Q-
129M, M232R-129M, Condon51-91 ins 

 Gerstmann-Sträussler-Scheinker�ŝGSSå P102L, P105L, P105T, P105S, G114V, A117V, G131V, M187R, H187R, 
F198S, D202N, Q212P, Q217R, Codon51-91ins 

 ¸pL;[L���ŝFFIŞ D178N-129M,  
 ėġ	 Y145stop, Q160stop, 2bp-del at 178[203stop], Duplication of an octapeptide repeat 

 
ɏ�¥�ƍʸƻʂʶʯʖʱʹʏŋÃʳˍʛ�ʲʹ�ʜʝ

ʩʸƻʂ̗ɿÔʛƍʵˊʐŋÃʲʹ E200Kʛ�4ƚʶ�ʝ
̚39%̛ʏŊʶ V210I̚15%̛ʳ D178N-129M̚14%̛ʛxƺÔ
ʶ�ʖ̚ɏ�¥�ƍʸȎȟʶʯʖʱ̟D178N-129M ʹʏ

PRNPʸ˟˱̕ 178ʸːˤ˸̏˚̕ɖ̚D̛ʛːˤ˸̏˚̕̚N̛
ʶ�ƍʤʏʢˈʶʏ�ƍʸʕˊː̒̑ʸğʸ˟˱̕ 129 ʸ�
�ʛ̈˫˖˳̕̚M̛ʲʕˊʠʳˎȎˍʦ̛ʐˍʛ�ʲʹʏ
V180I ʛ�ƌ�ʝ̚40%̛ʏŊʖʲ P102L-129M̚19%̛ʏ
E200K̚17%̛ʏM232R̚1 6%̛ʏP105L̚2%̛ʳǘʝ̚� 4̛ʐ 
ʠˋˀʲʶ�~ʢˋʱʖˊɏ�¥�ƍˎ PRNP�ʶ�Ʊ
ʤʫ˄ʸʛ� 5 ʲʕˊʐ�ʝʛ̆ˤ˦̕ˤ�ƍʲʕˊʛʏ˲̕

• Š��ȢȮǽȲ÷ǤǩǅȢȮǽȲļþſƵƷƮƴƳžƵƷƴƹƪƮƳƍžƜƷƜƀǷȆȴȖǘǴ ƜƷƜŠ�iȵƜƞƚƜȶǨŠ�i
côǧǱǳïǗǴȢȮǽȲ÷ǣǊǴǆž

• ,ŵǤǖǢǅǁký� ƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧ ÷ſƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧž ƩƮƸƪƦƸƪƍžƐƗƑȶǧŵ�Ǩĳ�ø
!ǷMǘǴŠ�� ƐƗƑǅǂİźxıc�øǰù�vżûǦǥǧŵ�ǖǜĳ�ø!ǷMǖǅĦ÷

½ŨǐťǋȅȯȊȕȦȲȳȊȕȰǺȊȭȴȳȈȪǺȲǾȴ÷ȵƔƪƷƸƹƲƦƳƳƁƟƹƷǀƺƸƸƱƪƷƁƟƨƭƪƮƳưƪƷž

ƩƮƸƪƦƸƪƍžƔƟƟȶǅǃ�ćǦǥĴ�ĐġøêǐŴĺǦĵÐ�s³��ćøȵƫƦƹƦƱž ƫƦƲƮƱƮƦƱž ƮƳƸƴƲƳƮƦƍž

ƓƓƖȶǅǄǛǨ�ǧ,ǏǵǴǆž

• e¯ǨŠ�icôǐ`NǕǵǢǋǴǐǅÍĜǤ´¾ǣǩŠ�icôǨĕŵȳÊ�ÒǐôǦǴǆé
ǧǅƢƅƌƄƖǅƙƆƇƆƞǅƜƅƄƉƘ ǩǅ	ǧ´¾Ǐǲ`NǕǵǢǋǴcôǣǊǴ �ǆ�
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˦̕ˤ�ƍʶˇˉȈƙʸ CĮǀʛƪʝʵˊ˄ʸʏ˟˱̕ 51-91ɽ�ʸ 8 ː̆˵ɖʸ̐˻̘˰ɑ"ʶŉ ˅ć
Aʛʕˊ˄ʸ˄�~ʢˋʱʖˊʐ 
ɏ�ÚÖʹÊķǻ&=ìˎʳˊʛʏŧɂƀʹ�ƍʶˇˉ�ʜʝƍʵˉʏV180I ˅ M232R ʹ°ĠFƗƒ
Ǥʸ+ʹł˃ʱˀˋʲʕˉʏʾʿ§Ɨ+ʳʤʱƗƒʦˊʐ 
ˍʛ�ʶ�ʝˁˈˋˊɏ�ì˾̐˖̕Ƒʸˡ˽˩˒˾ʶʯʖʱŃȫʦˊʐ 
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ȵƅȶžƢƅƌƄƖ côȵŠ��ƐƗƑȶž

PRNPʸ˟˱̕ 180ʸ˷̐̕ʛ˒˨̓˒ˢ̕ʶǟČʤʫ˄ʸʲʏġįˎ|˂ĲːˣːʲɿÔʸʇʖɏ�ì
CJDʲʕˊʐˍʛ�ʸɏ�ì˾̐˖̕ƑB&ʸǍ 40%ˎe˃ˊʐƗƒÎʋʹ 44-93ő̚Í� 76ơ̋ʏBǠ
ƑĭɣʹǍ 1.9Îʲʕˊʐ§ƗìCJDˇˉƗƒÎʋʛ˅˅ʇʝʏˇˉǜáʵǓɊˎʳˊʐʇŊňǮɲ¯̚ 
ȩ̗ ȋʏȟɛUɲ¯ʵʴ̛ʲƗƒʦˊʠʳʛ�ʖ�ğʏLĭʶʹ̆˖˛̘̓˴ˤ˅ɉ[ ȬʏȖȗɲ¯ʹ

ˀˋʲʕˊʐMRI Ɗ<ʛŽæƚʲʕˉʏĂęØȬƊ<ʲ�ǰƛȵ̚àɾȂʳ�çůˎɪʝ̛̗�Òĺʶ̐̃
̕žʇ2uʛȨ˃ˈˋʏ�ǰƛȵʛťǲȬʸøȔˎ}ʦˊ 2ʐǰšʲ�ĭìxĭìėɶ̚periodic 
synchronous discharge: PSD̛ʛȨ˃ˈˋˊ+ʹ¹ʵʖ̚Ǎ 12%̛ʐǰǯʆũ̚cerebrospinal fluid: CSF̛�ʸ
14-3-3 Ȉƙʏǚ˩˓ȈƙʏƍÊ�˾̐˖̕ȈƙʇóÔ�ËŠ̚real-time quaking-induced conversion: RT-
QUIC̛ʸɮìƀʹ#ʖʐ°ĠFƗƒ+ʹł˃ʱˀˋʲʕˉʏɏ�¥ŀĸʛɗȓʲʕˊʐ 

 
ſƆƀžƜƅƄƆƘ côȵƔƟƟȶž

P102L ʹ�Ã��̚ʈ@¿ʏƵ¼̗%ȴʸĪĤŦŞ¾̛ʶƒ+ʛ8�ʤʱʙˉʏʈ@¿�ʸʇÁˈʶˇ
ˊʳ 3ʏLƗÎʋʸÍ�ʹ 55ő̚38-70ơ̋ʲʏBǓɊʹ 4-7ÎʲʕʮʫʐÍ�ƗƒÎʋʹ 55őʲʕˊʐ
ŏȋɲ¯̚ɉ[ Ȭìŏȋ̛ʵʴʸɉ[ ȬʲƗƒʦˊ+ʛʾʳˏʴ̚Ǎ 90%̛ʲʏ2̜3 ÎɈˋʱȨƩƒ
̚JƂɿÔʹ#ʖ̛˅̆˖˛̘̓˴ˤʛJƂʦˊʐʩʸàʏëɄʶƒžɇȋʤŷ[ìŷțʚˈœʶǸˊʐ&

Ïɉ[ Ȭʏńɺɲ¯ʏ�Ǫǳm·Ũ ʏ�ǪƍÊóȗʛʕˊʐ̆˖˛̘̓˴ˤʹ�ǺʶȨ˃ʵʖʐ°Ġ

Œ̗ƳǓ¨ƚøȔʚˈǯʆ¸ǰ�ìƒʳȪȢʢˋˊʠʳʛ�ʖʐx�°ĠFʲʏx�ʸ˟˱̕ 129 ��ˎ
ăʮʱʖʱ˄ƒžʶɍʖʛʕˊʠʳʛʕˊʐɾɑ MRIʸ DWIʹLĭʶʹƍÊʹȨ˃ˈˋʵʖʛʏƒžʸ
ɇȋʶˇˉ�ǰƛȵʶʇ2uˎȨ˃ˊʐǰȉŤ SPECTʸǗȝƊ<ʲʹʏƑLĭʶʹ¸ǰʸȉŤ#�ʹ

:>Ñ�Ãt� �R×À¦����ò��~óô ����ò��~óÀ�����ò��~óÀ����¢ò��~óÀ ����ò�~óÑÂÞÈÀ

F$Ñ× �����ò��~óÀ¦����ò��~óÀ�����ò��� �óò��~óÀ ����ò�~óÀ�����ò��� �óÈ�ÑÂÞÁ

¦����À����¢À ���� ×àÈ�ÇÝ�Õ��ËßÞ�RÑÂÞ �Á 



  

   

Ȩ˃ˈˋʵʖʐPSDʸJƂƀʹʚʵˉ#ʝʏCSFʸ 14-3-3ȈƙųÔ�ģʸɮìƀ˄#ʖʐʵʙʏʾʳˏʴ
ʸ P102L�ƍʹxʥː̒̑ʸ˟˱̕ 129ʶ̈˫˖˳̕ˎ˄ʯ P102L-129MʲʕˊʛʏP102L-129Vʸ�~
+ 4ʶˇˊʳʏ129VʲʹBǠƑĭɣʛ 12ÎʳɠĭɣʲʕˉʏƓĔʲƗƒʤȨƩƒˎĪʤʵʚʮʫʐ 

 
ſƇƀžĵÐ�s³��ćøȵƓƓƖȶž

ˍʛ�ʲʹ FFIƒ+ʹƹʲʕˊʐÊķǻ&=ìʸɏ�ÚÖˎʳˉʏƐíyʸɃˉ�ƥƒˎ}ʦˊʛʏʩ
ʸ�ʶġ�ʸ�Ƃ̚ˆ˃ʗʯʯ̛žôʏÐȗʏʨˏ¡ʏǷßƳǓɲ¯ʵʴʏŅʑʵƒžʸJƂʸàʏǊƳ

ƒž˅ɉ[ƒžʛJƂʦˊʐMM2 ȖÑ�ʳǶÑƒžʛ!ʱʖˊʐPRNP ʸɏ�¥�ƍʹʏD178N-
129MʲʕˊʐD178N ʳxʥː̒̑ʸ˟˱̕ 129ʶ˷̐̕̚V̛ʛ¦�ʦˊʳʏʩʸȎƂ�ʹ CJD ʳxŅʵ˄
ʸʶʵˊ̚D178N-129V̛5ʐ41ƒ+ˎˀʳ˃ʫ˱˒˭ʸ�~ 6ʲʹʏÍ�ƗƒÎʋʹ 56őʏǠƑĭɣʸ�
�6ʹ 11ʚĩʲʕʮʫʐ˟˱̕ 129��ʸƻʂʶˇˉƒžʸƠɍʹʏMMʲʹʏÐȗ˅̆˖˛̘̓˴ˤʛ
�ʝʏMV�ʲʹʏƃƒžʏƦĆʏɉ[ ȬʵʴʛȔˈˋʫʐBǠƑĭɣʹMM�ʸğʛǚʥʱƪʚʮʫʐ 
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Ƃħŵʲʏóķʹʾʳˏʴ§Ɨì˾̐˖̕ƑʶƇıʦˊʠʳʛ�ʖʐ˾̐˖̕Ȉƙ̚prion protein: PrP̛ɏ
�¥ʸ˟˱̕ 129ʛ̈˫˖˳̕̚M̛ʵʸʚ˷̐̕̚V̛ʵʸʚʏʩˋʳƍÊ� PrPʸK¥əʛ 19KDʸ˩˒˾
2ʵʸʚ 21KDʸ˩˒˾ 1ʵʸʚʲ§ƗìʹKʂʢˋʱʖˊʛʏʵóķˎ×ʜȷʠʦʸʹʏM1˾̐˖̕
̚MM1ʚMV1̛ʚʏV2˾̐˖̕̚MV2ʚ VV2̛ʲʕˊʳǣʘˈˋʱʖˊʐ 

kuruʹʏǓpʛóķǓȺʳǣʘˈˋʏaÉʶˇˉƮȨʢˋʬʤʫ 1957ÎʚˈʹŖÎ 200y��ʸƗƑ
ʛĚÎɣȔˈˋʫʛ̚�p 2��ʸ$ř̛ʏʃ�ǢõˎƴōʤʱʚˈʹáʑʶŬ¹ʤʱʖˊʐV2 ˾̐˖̕
ʸóķʲʕˊʐʤʚʤʏƂ�˄ƗƑʛȔˈˋˊʳʖʗ�~ʛʵʢˋʱʖˊʐ 
÷ɠ̂̑̉̕ƒ+ʹʏǾ�ʏ��ʸƫƽňɤʛ(Ȑʤʫǉï�ʶƇıʦˊ˄ʸʲʏóķǓȺʹʏƛ�

̚ǄǨF̛Ţ·ʶˇˊʐ90̙��ʸƒ+ʹʏV2˾̐˖̕ʸóķʲʕˊʐ 
ƭǵƸĿƒ+ʹʏˍʛ�ʲ 150yˎȸʘˊíǤˎJʤʫſãì˾̐˖̕Ƒʲʕˊʛʏʠˋʹ	Ƌʸ̏˒
˖˯̌̏®ʸ 60̙ˎˍʛ�ʲŨȳʤʫʠʳˇʮʱ×ʜȷʠʢˋʫ˄ʸʲʕˉʏŽʶˍʛ�ʸíǤʛóķʤ˅
ʦʖʳʖʗ�¬ʹʵʖʐʶʏǰ�ƶúȌʶ*ƆʢˋʱʖˊʸʲʾʳˏʴʛɾȅFþ�óķʲʕˊʐ̘̎

̓ˬ˸ʸ§Ɨì Creutzfeldt-JakobƑʸŘƀɃˉʏM1˾̐˖̕óķʛ 70̙ʏV2˾̐˖̕óķʛ 30̙ʸɿ
ÔʲŀJʢˋˊʐ 

vCJDʹʏ	Ƌʲ 180yˎȹʘˊíǤˎJʤʱʙˉʏâıʸ§Ɨì˾̐˖̕ƑʶʹBʝʵʚʮʫƑ�ˎƱ
ʤʱʖˊʐ˓ˢŦǙžǰƒóķŻʸʶ�ĶƳǓǌǒǞˎʃʦˊʠʳʶˇˊǓpóķʲʕˊʐvCJD ʸˁ
ʹʏóķʤ˅ʦʖ˹˰ʸɏ�¥�ʛ¦�ʤʏ˟˱̕ 129Met/Metʸɏ�¥�ʛóķʤ˅ʦʖʐˀʫʏˍʛ�
ʶ�ʖɏ�¥�ʲʕˊ˟˱̕ 219Lys ˄óķʤ˅ʦʖɏ�¥�ʲʕˊʐóķʤʫ˾̐˖̕ʹʏ˓ˢŦǙžǰ
ƒʸ˾̐˖̕ʸìȵʛŔʮʱʖˊʸʛŽæʲʕˊʐ 
 

1. Kobayashi A, Kitamoto T, Mizusawa H. Iatrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.  

• ȢȮǽȲ÷Ƿ>V0ǧ,ŵǖǜaGǨIĒǣǊǴǆ>V�·Ǩký�ǅȢȮǽȲļþŠ�iô|
Ǩs³�ȵŠ��ȶǅ�Ǩȝȕǰ:èǏǲ�ÃǖǜǤĩǍǲǵǴǨǐǔǨë��ȢȮǽȲ÷ǣǊǴǆž

• í¸áǣǅƅƄƄ IǷŕǍǴ�ÃǷ�ǑŔǔǖǜë��ȢȮǽȲ÷ǩǅ��Ǩ ƈǠǣǊǴǆž
ǁ ȜȢǹȘȫȴȁȘǹǨ ưƺƷƺ ǣŶ�Ĩ�ǧǱǳý÷ǖǜǯǨǆž
ǂ ȝȕǨı�\�ǱǳĝĿǖǜ�ťȥȯȩȲĿ4ǧǱǴĸZǅ�ZǷ��ǤǖǜǯǨǆž
ǃ ǶǐZǐ�óǨºeǨý÷ǷŋǮǴȝȕ3ÈǨČĲǱǳ�ǲǵǜ
åČĲēÇǧǱǴǯ
Ǩǆž

Ǆ ǻȈÚĤêıøǷý÷ǖǜçñ¿ĿQǷ©AǘǴǔǤǣý÷ǖǜcô] ƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧ
÷ȵƻƦƷƮƦƳƹžƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧžƩƮƸƪƦƸƪƍžƻƐƗƑȶǆ�
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ː̑˭˶˒̘̅�ȨƩƒˎʹʥ˃ʳʦˊȨƩňǮ#�ˎƅʥˊƑôˎɟMʦˊʫ˃ʶʏȨƩňǮŀĸʏ

Ɗ<ŀĸʏCSFŀĸʏǰšŀĸʵʴˎȋʗ 1, 2ʐ̚Ȏ 6̛ 

) ru aV

çŞ  ©/L�Mã śĳŖŀŅĴŏŜ,Å��ã

śŗňŜ=�,Å��ã

śÍ½Le�Lâ�ã

ś2±�È.Ee/L�ã

èŞ 
Çś��v�Mã ś��³l¯���ã

śk_�ã

śŐŁĻřłŕĳ±¤�ã

śňľŐřÚ:ĠĬįÅ�l¯Ú:ã

éŞ Pc�ã śìíñ×Ì�Mã

ś ©grã

śÍ½L1AL�ÈL±�ŠðïîŝþÿýöÿôĀĀøăôãûĂúāøõýóòúãúôĂùýôüóôþ÷òúýþòā÷ĄŞã

ś!§LŌŖōĽ±}ã

êŞ ±²�ś²�ã ś±²�ŝ�ĠNLŕřņ²ĉĺŕĸŊŔĽŁŜŏŞã

ś�²���¬ã

ëŞ ėġ	ã śěĲďĲśěĲďĲÔ¢śěĲďĲG±�ã

ś�Ó¨±�ã

śĳŖĻŜŖ×Ì±�ã

ś®L±�ã

śnB*sß�ã

 
ǶÑƒžʹ�ÛʲʕˊʛʏE�+̚qE� Creutzfeldt-JakobƑ̚Creutzfeldt-Jakob disease: CJD̛ʏMM1̛
ʹɇȋìȨƩňǮɲ¯ʶWʘʏ̆˖˛̘̓˴ˤʏńɺɲ¯ʏɉ[ Ȭʏŏȋɲ¯ˎw)ʤʏǍ 3-7 ̖ĩƺ
Ôʲŷ[ìŷțʶǸˊ 3, 4ʐɸE�+̚�ʸ CJD ˡ˽˩˒˾̛ʸƒžʹǜáɇȋìʶʇŊǰňǮɲ¯˅
ȨƩňǮɲ¯ˎ}ʦˊ+˄Īˊʛʏƒžʹ�Ûʲʕˊ 3, 5-8ʐ̚Ȏ 4̛ 
Ɗ<ŀĸʲʹɾɑMRI DWIʛȢĝʶĪƆʲʕˊ 9-11ʐDWIʲʹʏ�ǰƛȵ̚ɃÊʹȑĚ3ø̛ʳ�Ò
ĺ̚ŽʶǛİ&Qcɑ̛ʶƍÊ2uˎ}ʦˊʠʳʛ�ʖʛʏ�ǰƙȵʶƍÊ2uˎƱʢʵʖʐˀʫʏɾɑ

• ĳ�ň±ǣǩ÷ÏīAǅéǧĳ�ġŞǤŖ�ÿǎǱǫĐġlÿňuǐţŀǣǊǴǆŋĉÌįÈ
Äǅò%ÈÄȵéǧ ƙƞƖ ÈÄȶǅıİźÜȵƨƪƷƪƧƷƴƸƵƮƳƦƱž ƫƱƺƮƩƍžƐƟƓȶÈÄǅı×ÈÄǦǥǷĽǋǅ

�Ǩö�ǤǨŤ0ǷĽǟǜ�ǣčoň±ǘǴǆ÷]ǧǱǳĳ�ġŞǐôǦǴǔǤǧØ�ǖǦǓǵ

ǪǋǓǦǋǆž

• ò%ÈÄǨ�ǣǅƙƞƖ ÈÄǣ�ǲǵǴÈÄĢÂǨ�ǣ ®�ōò%ȵƩƮƫƫƺƸƮƴƳžƼƪƮƬƭƹƪƩž ƮƲƦƬƪƍž
ƑƣƖȶǨô|�Łǩký�ȢȮǽȲ÷Ǩň±ǎǱǫŤ0ň±ǧ»ðǣǊǴǆž

• ƐƟƓ�Ǩ ƅƈƁƇƁƇ ļþǰĥȏǻļþǨ�¶ǩȢȮǽȲ÷Ǩň±ǎǱǫŤ0ň±ǧ»ðǣǊǴǆž
• ı×ÈÄǣǩO½�H½�¬ŮȵƵƪƷƮƴƩƮƨž ƸƾƳƨƭƷƴƳƴƺƸžƩƮƸƨƭƦƷƬƪƍžƜƟƑȶǐé�ÿ�ŁǣǊǳǅȢ
ȮǽȲ÷Ǩň±ǎǱǫŤ0ň±ǧ»ðǣǊǴǆ�



  

  

MRI DWIʸƍÊ2uʸɑ"ʲʹʏapparent diffusion coefficient̚ADC̛6ʹ#�ʦˊʠʳʛ�ʖʐɸE�
+ʖˍˆˊʕˊƻʸ CJDˡ˽˩˒˾ʲʹ DWIʶʱƍÊ2uˎƱʢʵʖ+˄ʕˊʐ̚Ȏ 4̛ 
ʂ!ʤʫƊ<øȔˎƱʦ�ʸƐí˄ʕˉʏɟMȢĝˎȋʗ�ʛɗȓʲʕˊ 12-14ʐŽʶhƗìʕˊʖʹǘ

ƗìʱˏʚˏʳŇįǰƒʹ˾̐˖̕Ƒʶʂ!ʤʫƊ<øȔˎƱʦʫ˃ʏarterial spin labeling̚ASL̛Ɗ<
˅ǰȉŤˢ̕˫˜̏˼ˑ̘ʵʴʸǰňǮƊ<ˎxħʶēÜʦˊʠʳʹȢĝʸúXʞʶʵˊʐˀʫʏ§Ɨì

˾̐˖̕Ƒʲʹ DWIʸƍÊ2uˎıʦʛʏxɑ"ʲʸ FLAIRƊ<ʲʹĤˈʚʵƍÊ2uˎȨ˃ʵʖʫ
˃ʏFLAIRƊ<ʲĤˈʚʵƍÊ2uʛʕˊ�wʹ˾̐˖̕Ƒ��ʸƐí˄ǣöʦʽʜʲʕˊʐ 

CSFŀĸʲʹ 14-3-3ȈƙʛȏXƚȢĝ�Ůɻƞʸ�ʯʳʤʱWʘˈˋʱʖˊ 15ʐ§Ɨì˾̐˖̕Ƒí

Ǥʸ CSF�ʸ 14-3-3Ȉƙʳǚ˩˓ȈƙʛȢĝʶĪZʲʕˊ 16-19ʐʤʚʤʏǠƑĭɣ 18ʳ CJDˡ˽˩˒˾
19ʲʏ14-3-3Ȉƙʳǚ˩˓ȈƙʸóÔʹƍʵˊʐˀʫʏ§Ɨì˾̐˖̕Ƒ��ʸƐíʲ˄ 14-3-3Ȉƙ˅ǚ
˩˓ȈƙʹɮìˎƱʦʠʳʛʕˊʐƍÊ�˾̐˖̕ȈƙʇóÔ�ËŠ̚real-time quaking-induced 
conversion: RT-QUIC̛ʶʱ CJDíǤʸ CSF�ʸƍÊ�˾̐˖̕ȈƙˎŀJʦˊʠʳʶ÷VʤʏȢĝ�ʸ
ĪZìʛƱʢˋʫ 20ʐ̚Ȏ 7̛ 
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Ɗ<ŀĸʳ CSFŀĸʳʸǒˁwˍʨʶʱȢĝǊÔˎʕʟˊʠʳʛʲʜˊ 21, 22ʐ 
ǰšŀĸʲʹE�+ʲǍ 70̙ƺÔ PSDˎ}ʦˊʛʏɸE�+ʲʹ PSDˎƱʢʵʖ+˄ʕˊ 23ʐ 
Ĩàʶʏ	Ƌ19ňɤ̚World Health Organization: WHƠȢĝ�Ů 4̚Ȏ 3̛ʏEuroCJDȢĝ�Ůǿļ

24̚Ȏ 8̛ʏNCJDRSU25̚Ȏ 9̛ˎƱʦʛʏŀĸǔĵˎȻˀʘʫɟMˎbKȋʵʮʫ�ʲįƐíʸȢĝʶǸ
ˊʠʳʛɗȓʲʕˊʐ 
 



  

  

x n 0OM .5 S e .MFONQGFJEN 5BI C FMM FN BJ  

I. ¶D�� 
A. ŐĸĹŘŜńĽ 
B. ÀÁ�BħĘĢ=±�� 
C. Õ�ÉÚ:ħĘĢÕ�0ÉÚ: 
D. ~�L~Â 
 

II. idQ¿ 
A. ±x�(]L%]LXÛŝPSDŞı�ĕ 
B. ±°àz 14-3-3»�ÙL 
C. MRITYFÆ��ŝDWIŞ#Ģ FLAIR��Ġě?�eś¾qħĘĢ2±�ÈÞ-Ġ 2 ŚQ��á�$
ıÅĩį 

 
probable CJD: KËÍ½LÅ��ı'ĔĉIġ 2Ü���ĝ IIġ 1Ü���ı{ĘĕĪġ 
possible CJD: KËÍ½LÅ��ı'Ĕĉąġ 2Ü���ÙLı�Ĕĉ�¶D©ÏĐ 2C^{ĜċįĪġ 

 
.MFONQGFJEN 5BI C 7.5  

1. �9�ŝdefiniteŞ 
Í½Lġ ©��¬ı'Ĕĉ�H�

ğ��Q¿ĉħĘĢĵķĽľřŊŘĿŁ

ī��cºwĜ±Ġ�Bŋŕĸř»

�ıi�Ċ 
 

2. ĥĦ�9�ŝprobableŞ 
äçåãI + II + III 
äèå I + II + IV 
äéå I + II + ±°àz 14-3-3»�ÙL 
äêåãÍ½Lġ ©��¬ + ±°àz
ħĘĢ	ġµ)ġ RT-QuICÙL 

 
3. �Č�ŝpossibleŞ 

I + II + ©ÏĐ 2C^{ 
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ɏ�ì˾̐˖̕ƑʹǶÑƑ�ʶˇˉɏ�ì CJDʏGSSʏFFI ʶKʂʢˋʱʖˊ̚Ȏ 10̛1ʐV180I ˅
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įɐʶ�ʖƑ�ʲʕˊʏV180I�ƍ CJDʸÍ�ƗƒÎʋʹ 76.5őʳʇʋƗƒʲʏɾɑ MRIʛŽæ
ƚʲʕˉʏɾɑ MRI DWI ʲʹàɾȂʳ�çůQàˎɪʖʫ�ǰƛȵB�ʶ̐̃̕žʸʇ2uˎȨ˃ʏ

• Š��ȢȮǽȲ÷ǩĳ�÷]ǧǱǳŠ�� ƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧ ÷ſƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧž ƩƮƸƪƦƸƪƍž

ƐƗƑȶǅƔƪƷƸƹƲƦƳƳƁƟƹƷǀƺƸƸƱƪƷƁƟƨƭƪƮƳưƪƷž ƩƮƸƪƦƸƪ ÷ȵƔƪƷƸƹƲƦƳƳƁƟƹƷǀƺƸƸƱƪƷƁƟƨƭƪƮƳưƪƷž ƩƮƸƪƦƸƪƍž

ƔƟƟȶǅĵÐ�s³��ćøȵƫƦƹƦƱž ƫƦƲƮƱƮƦƱž ƮƳƸƴƲƳƮƦƍž ƓƓƖȶǧ,ŵǕǵǅĐġlÿ�Łǅs³Ïǅı

ƙƞƖ ò%ǅıİźÜȵƨƪƷƪƧƷƴƸƵƮƳƦƱžƫƱƺƮƩƍžƐƟƓȶÈÄǅŠ�iÈğǨĢÂǷ_ǧň±ǘǴǆž

• ƔƟƟǧǎǓǴİźxıc�øǦǥǷLǮǜs³ÏǨ»ãǅƐƗƑǧǎǓǴŲšƙƞƖ ®�ōò%
ſƩƮƫƫƺƸƮƴƳžƼƪƮƬƭƹƪƩž ƮƲƦƬƪƍžƑƣƖƀǣǨfıĀœǰ_�ÆǨŻ�Eǅ'ǢǨ÷]ǧǎǓǴ ƐƟƓ ÈÄ

ǣǨ ƅƈƁƇƁƇ ļþǤȏǻļþÞoǰô|]ȢȮǽȲļþŻ��b}ÖſƷƪƦƱƁƹƮƲƪž ƶƺƦưƮƳƬƁƮƳƩƺƨƪƩž

ƨƴƳƻƪƷƸƮƴƳƍžƞƠƁƝơƖƐƀǐň±ǧ»ðǣǊǴǆž

• Ø�ǷŀǘǴ÷]ǤǖǢǅƑƅƋƌƚƁƓƓƖ ǣǩ�ć�dǧŋĉøǷ	øêǤǘǴø�ǅƜƅƄƉƘƁƔƟƟ ǣ
ǩȜȴȀȲȎȘȋȨǷ	�ǤǘǴø�ǅƢƅƌƄƖƁƐƗƑ ǣǩs³ÏǐǦǒǅǹȯȒȚǺȦȴ÷ËǨŋ

ĉøġŞǷMǘǴø�ǅƥƅƊƇƤ ǣǨŠ���ŃĴ�ĐġūrǨø�ęǐǊǴǆ�



  

  

�ÒĺʲʹÄtÅʸʕˊʇ2uˎ ʖʏ�ǰƛ

ȵB&ʛťǲžʶǲǱʦˊ<ˎ}ʦˊ̚� 6̛ʐ
ȟɛUɲ¯ʛǜáʶɇȋʦˊʐ°ĠŒˎĪʦˊʠ

ʳʹƹʲʕˊʐǰš��ĭìxĭìėɶ̚periodic 
synchronous discharge: PSD̛ʹǍ 9%ʶˁˈˋʏ
CSF �ʸ 14-3-3 ȈƙʹǍ 80%ʸɮìƀʲʕˊʐ
RT-QUICʸɮìƀʹǍ 62%ʳ#ʖ 2ʐ 

P102L�ƍʹʏCJDŅʸǓɊˎ}ʦˊ�w˅ 3, 

4ʏǯʆ¸ǰ�ìƒʸȢĝˎoʞʱʖˊ�wʛʕ

ˊʸʲʏ�´ʵ�Ȣʛɗȓʲʕˊ 5ʐŽ«ʸ��ʶ

�ʝʏÍ�ƗƒÎʋʹ 53.7 őʳǼʝʏɾɑ MRI ʲ
ʹLĭʶʹ�^ˎȨ˃ʵʖʐǍ 90%ʛɉ[ Ȭʲ
Ɨƒʤʏ�ǪʸƍÊóȗˎ}ʦˊƒ+˄ʕˊ 6ʐǰš� PSDʹǍ 23̙ʶˁˈˋʏCSF �ʸ 14-3-3Ȉ
ƙʹǍ 25%ʛɮìʲʕˊʐRT-QUICʸɮìƀʹǍ 88%ʲĪƆʲʕˊʐGSSʸȢĝ�ŮˎȎ 11ʶƱ
ʤʫʐ 

2

1. definite
41 GSS 5 5

 
2. probable 0

1 1  
3. 1 possible 0 5 2

1 1  

 
E200K�ƍ CJDʹÍ�ƗƒÎʋʛ 58.6őʳǼʝʏƒžʹqE�§Ɨì CJDʳɕ!ʤʱʖˊʐŽ«
ʸ��ʶ8ʮʱʖˊʠʳʛ�ʖ 1, 5ʐǰš� PSDʹǍ 92%ʶˁˈˋʏǰMRI DWIʸʇ2uʹǍ 94%ʏ
CSF�ʸ 14-3-3ȈƙʹǍ 87%ʲɮìʲʕˊʐRT-QUICʸɮìƀʹǍ 85%ʲʕˊ 5ʐ 

M232R�ƍCJDʹqE�§ƗìCJDʳʂ!ʦˊëɄɇȋ+ʳMM2ƛȵ�Ņʸǜáɇȋ+ʛʕ
ˊ̚vʑ§Ɨì˾̐˖̕ƑʸɻˎkŹ̛5, 7ʐ 

P105L�ƍ GSSʹʾʿįɐʸˁʲ�~ʢˋʱʖˊ�ƍʲʏÍ�ƗƒÎʋ 44őʳǼÎʲʏɸÊʶ
ǜáʵɇȋˎ}ʦˊ+ʛ�ʝ 5, 8, 9ʏʶɉ[ ȬʏƓìµʉƕʏ˸̘˙̕˨˳˥̇ʵʴˎ}ʦˊʐǰ

MRI˅ǰš�ʸ PSDʹɮìƀʛ#ʖʫ˃ʏȢĝʶĪƆʲʹʵʖʐ 
D178N-129MMʹ FFIʏD178N-129MVʹqE� CJDˎ}ʦˊʳʢˋʱʖˊʛʏFFIʲʕʮʱ˄�ƥ

ˎȡʳʤʵʖ+˄ʕˊ 10, 11ʐƗƒÎʋʹÍ� 52.3őʲʕˊʐFFIʸȢĝ�ŮˎȎ 12ʶƱʤʫʐ 

114

1. definite
FFI 1 178

129 Met/Met 0 41 FFI 5

5  
2. probable FFI 1 178

129 Met/Met 0 1 1

 
3. 1 possible FFI 1 1

1 1  
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Ƃ�ˀʲʶ�~ʢˋʱʖˊ˹˰ʸſãì˾̐˖̕Ƒʶʹʏahì CJDʏvCJDʙˇʻ kuruʸ 3ƻʂʛ¦
�ʦˊʐʠʸ�ʲʏˍʛ�ʲƗƒʛƮȨʢˋʱʖˊ˄ʸʹʏahì CJDʸ�ʸ dCJDʳ vCJDʲʕˊʐ 

 
ſƅƀžČĲēÇ�ƐƗƑžž

dCJDʸȢĝʹʏˀʧ§Ɨì CJDʸȢĝ�Ů̚Ȏ 3̛ʶŞʮʱ CJDʸȢĝˎȋʗʐʩʸàʏɊjʶoʞ
ʫaƖȋŶˎƮȨʤʏƭǵƸĿŒʛʕˋʺ dCJD ʳȢĝʦˊʐxħʶʏ˾̐˖̕Ȉƙɏ�¥ŀĸʲɏ�
ì˾̐˖̕Ƒˎɪ�ʦˊʐ 

dCJDʸǍ 2/3ʹqEƚʵ CJDʸǶÑƑƄ<ˎ}ʦˊE�+ʲʕˊ̚ɸ˾̘̏˛�̛ʐ�ğʏdCJDʸǍ
1/3 ʹǰƑƄʲ˾̘̏˛žʸ˾̐˖̕ȈƙŜƧˎȨ˃ˊ˾̘̏˛�ʲʕˉʏŘȾƚǜáɇȋìʸɉ[ Ȭ
ƒžʵʴˎ}ʤʏE�+ʲˁˈˋˊǰš�ʸ PSDʛƗƒ 1Î�FʶʹJƂʤʵʖʵʴʏǶÑƒ5ʛE�
+ʳʹƍʵˊ 1ʐʩʸʫ˃ʏ˾̘̏˛� dCJDʸǶÑȢĝ�Ů̚ļ̛ʛċļʢˋʱʖˊ̚Ȏ 13̛1, 2ʐ 

rtxk E.5  

5�L Creutzfeldt-Jakob �ġÄZ.|Ġ|ĖįĐĉŇŁ@����´¡hoĐċĮĉÍ½Lġ3Æ��ı'ĔĘ�
�Ģĉ±xĠě(]L%]LXÛŝPSDŞıÅĩğĒěĪĉĥĦ�9�ŝprobableŞĝĕįĊ 

 
ſƆƀžcô]ƐƗƑž

vCJDʹǊƳƒžʲƗƒʤʏƔˁ˅ƍÊóȗʵʴʸóȗɲ¯ˎƗƒLĭʶ}ʦˊʠʳʛ�ʖ 3ʐˀʫ§

Ɨì CJDE�+ʳŘȾʤʱǶÑǓɊʛɠʖ 3ʐȢĝʹWHOȢĝ�Ů̚2001̛̚Ȏ 14̛4ʶâʮʱȋʗʐɾ

ɑ MRIʸ T2ØȬƊ<˅ FLAIRƊ<ʲʸÄtµƷìʸȖÑĴʇ2u̚pulvinar sign̛ʹŽæƚʲʕˊ
̚� 7̛ʐˍʛ�Lʸ vCJDƒ+ʲʹƗƒàĭʶǰš� PSD ˎȨ˃ʫʫ˃ 5ʏWHOʸȢĝ�Ůʸʒʾʿ
Ʈ¬+̚probable̛ʓʸɻʶʏʒǰšʶʱàĭʶʹ�ĭìBǺìȑwšʛƹʶȔˈˋˊʠʳʛʕˊʓʛWǂ
ʢˋʫ 6ʐʢˈʶʏǾ�ʲʹɀȉʶɤɆʤʫ vCJDǠí+̚ahìƒ+̛˄�~ʢˋ 7ʏʩˋˈˎȻˀʘʱĖ

ȜʤʫȢĝ�Ů̚2008̛ʛ EUʚˈJʢˋʫ̚Ȏ 15̛8ʐƮ«ȢĝʲʹʏǰʶʙʞˊŽæƚʵƍÊ˾̐˖̕Ȉ

ƙʸŜƧ̚ƑƄ̞˓˔ˤ˩̕˽̓ˬ˰̛ˎȣĤʦˊèȓʛʕˊʐùĻƅŀʛȋˍˋˊʠʳʛʕˊʛʏʩʸúû

• ;>�ƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧ ÷ȵƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧžƩƮƸƪƦƸƪƍžƐƗƑȶǨň±ȸ;üĽâǧ�ǌȢȮǽȲ
¹ůÏǧ6ǍǢǅký�ƐƗƑǨň±_àȵľ ƇȶǷşðǖǢň±ǘǴǆž

• ǶǐZǣ`NǕǵǢǋǴ;>�ƐƗƑǩ'ǢČĲēÇ�ƐƗƑȵƩƺƷƦžƲƦƹƪƷžƬƷƦƫƹžƦƸƸƴƨƮƦƹƪƩžƐƗƑƍž
ƩƐƗƑȶǣǊǴǆž

• ƩƐƗƑǨĞƆƃƇǩƐƗƑ)]�ǣǊǴǐǅÑǳǨĞƅƃƇǩǅȢȭȴȂ]ǤPǪǵǴŰ)]�ǣǅś
ĽǐÒŘÿŜǒǅýøµ½ǧǩı×�ǧO½�H½�¬ŮȵƵƪƷƮƴƩƮƨž ƸƾƳƨƭƷƴƳƴƺƸž ƩƮƸƨƭƦƷƬƪƍž

ƜƟƑȶǐ+íǖǦǋǔǤǧØ�ǘǴȵľ ƅƇȶǆž

• cô]ƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧ ÷ȵƻƦƷƮƦƳƹžƐƷƪƺƹƿƫƪƱƩƹƁƗƦưƴƧžƩƮƸƪƦƸƪƍžƻƐƗƑȶǨň±ȸĝĐøêǣýø
ǘǴǔǤǐeǒǅ÷/½ǧǩŋĉÌįūrǐĂėǜǦǋǦǥký� ƐƗƑ ǤǩôǦǴĳ�ø!Ƿ

MǖǅŲš ƙƞƖ Ǩ ƠƆ �ōò%ǰ ƓƘƎƖƞ ò%ǣzD�#vĒ�Ǩł�ÁŻ�EǐǭǲǵǴǦ

ǥǨé�ÿÈÄ�ŁǷĎǘǆ�ó�"ÌÊſƣƴƷƱƩžƕƪƦƱƹƭžƛƷƬƦƳƮƿƦƹƮƴƳƍžƣƕƛƀň±_àȵƆƄƄƅȶ

ȵľ ƅƈȶǅǛǵǷ«ņǖǜ ƒƺƷƴƐƗƑȵƒơȶǨň±_àȵƆƄƄƌȶȵľ ƅƉȶǷðǋǢň±ǘǴǆ�
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I A.  
B. 6  
C. 7  
D. 1 
E. Creutzfeldt-Jakob 7  

II A. 2  
B. 0 1  
C.  
D.  
E.  

III A. PSD  
B. MRI  

IV A. * 

definite : 
probable : 

1 possible : 

I A 0 5 ** 
I 4 II 4/5 III A III B  
I4 II 4/5 III A  
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A. JÝ`� 
çæã©ÏĐ 6Ś\��ġÍ½Lġ¦ ś ©��ı'ĕįã
èæã�¹id�ĉ	ġ�MĐ&8Ĝđįã

éæãŇŁ�aġ�+�ŎŖőřī�´¡hĠĬįu�oĐğČã

êæãÑLġÐLy«�±�Đ&8Ĝđį 

B. ¶D�� 
��ġ 5Ěġ��ġčę>ğĒĝĪ 4ĚıÅĩį 

çæã���]ġ¦ ��ŝSčĚĉ�7ĉ~×Iĉ·Öĉ4OŞã

èæãUªĕį�Ĩī�BPÁŝċįČĢėġ�Şã

éæã3Æã

êæãŐĸĹŘŜńĽĉĻŗĳĉļĽŁŃĳã

ëæãÅ�� 

C. idQ¿ã  
�8ÄZ 

2±ĎĬģ=±Ġĉy«�/ ĝ florid plaqueı�č�Bŋŕĸř»�ġt�ıÅĩį 
ėġ	ġidQ¿ 

çæã±xĜ(]L%]LXÛŝPSDŞØL*ã
èæãßÒMRIĠě��ÀDbá�$ã
éæ Rf�iĜ�Bŋŕĸř»�ÙL** 

D. �6�Q¿ 
�6�Ġ×ÌĐ�ēİěČįŇŁďĭŇŁĤġVŝÊ¼ğĞŞ 

E. ÄZ 
çæã�9� �difinite� 

A. JÝ`�ĝ C. idQ¿ġ�8ÄZı{Ęĕ 
èæ ĥĦ�9�}�probable� 

A. JÝ`�ĝ B. ¶D��ı{ĘĔĉC. idQ¿Ĝ±x� PSDØLĝßÒMRIġ��ÀDbá�$ı
{Ęĕ 

ħĘĢ 
A. JÝ`�ı{ĘĔĉC. idQ¿ĜRf�iĠĬį�Bŋŕĸř»�ÙLĐ�Åēİį 

éæ �Č�}�possible� 
A. JÝ`�ĝ B. ¶D��ı{ĘĔĉC. idQ¿Ĝ±x� PSDĐØL 

�}»���ÖUT-<Õ×À\Õ £�ápÚÞÊÒÈÂÞÁ}

��}s&À3APC×6�ÌÔÃÁÎÏÀf'T
È »��� Õ�hÌô{u �¢� Ñ��l'?|	�ápÚÔÃ�Ñ;Q

ÑÂÞÁ}
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˾̐˖̕Ƒʹɇȋʛʜˍ˃ʱɄʖʐ�ʝʸ˝̘ˤʶʙʖʱƒžʹëŲʶ�ïʤʏĢʞˋʺĚʚĩ�F

ʶŷ[ìŷțʶɫˊʐʠʸʫ˃ʏɗƒÔKʂʳʖʗ˄ʸʛ÷ˉƾʭʶʝʖʐʕʘʱɗƒÔˎȕ«ʦˊʳʦˋ

ʺʏɇȋʸɄÔˎ˄ʮʱëɄɇȋìʳǜáɇȋìʶKʂʦˊʝˈʖʲʕˌʗʐʤʫʛʮʱʏɗƒÔKʂˇˉ

˄Ž«ʸħŵʶʙʞˊɗƒÔȤ.ˤ˝̘̑ˎ*ƆʦˊʸʛƂ¬ƚʲʕˊʐ 
Ƃ�ˍʛ�ʸgƅY;ơɵƑµǆ�ŁʲĈƆʢˋʱʖˊ˾̐˖̕ƑʸɗƒÔȤ.ʹ Barthel Index1ʲ

ʕˊ̚Ȏ 16̛ʐʠˋʹġÊƅţ[(ˎȤ.ʦˊˤ˝̘̑ʶȧÙʦˊʐƂ�ʠʸˤ˝̘̑ʹǰd�ʸ̐˶˺̐
ˮ̘ˢ̍̕ʶʙʞˊȤ.ĄņʳʤʱɿǝʶƆʖˈˋʱʖˊʐŵĚʹ 0ŵ̚Ĩɗƒ̛ʚˈ 100ŵʶKÇʤʏ�
Ǻƚʶ 80ŵ��ʲʹíǤʹʙʙ˂ʷǷƾʤʱʙˉʏ40ŵ��ʲʹȃʤʝ-¦ƚʳʢˋˊʐ 
˾̐˖̕ƑʶŽ^ʤʫɗƒÔˤ˝̘̑ʳʤʱʹʏCreutzfeldt-Jakob disease Neurological Symptoms̚CJD-

NS̛scale3ʛĨLʲʕˌʗʐʠˋʹʶɲ¯Ô̗ƒ5ˎȤ.ʦˊˤ˝̘̑ʲʕˊʐ˾̐˖̕ƑʶJƂʦˊʢ

ˀʣˀʵƳǓæ5ˎ 8ʯʸ˗ˮˠ̘̐ʶKʞʱȝ 26ɻƞˎąʟʏʩˋʪˋʸɻƞˎ 0 = ʵʤʏ1 = ȽÔʏ 
2 = ɗÔʸ 3ŕɯʲȤ.ʤwȝʦˊʐŵĚʹ 0ŵʚˈ 52ŵ̚Ĩɗƒ̛ʶKÇʦˊʐCJD-NSʲʹƗƒʚˈ
ʸħɣǓɊʳʳ˄ʶŵĚʛ�ģʦˊʳȟȿʢˋʱʖˊʛʏŷ[ìŷțʸɻƞʛʵʖʏɻƞʡʳʸŵĚɔK

ʸɗˁʰʞʛʵʢˋʱʖʵʖʵʴʏʖʝʯʚʸ�ʀŵʛʕˊʐ 
JACOPʲ˄*ƆʢˋʱʖˊMRC Scale2ʹ˾̐˖̕ƑʶŽæƚʵțȩňǮ˅ȨƩňǮʸȤ.ʛWˍʮ

ʱʙˉʏŷ[ìŷț˄Ȥ.rǮʲʕˊ̚Ȏ 17̛ʐġÊƅţ[(ʶɤʦˊ˗ˮˠ̘̐ʛ 7ɻƞʏțȩ̗ȨƩň
Ǯ̗ʇŊǰňǮʸ˗ˮˠ̘̐ʛ 4ɻƞʕˉʏȝ 11ɻƞʚˈ÷ˊʐȠ�ʸF±ʶéʥʱ 2�5ŕɯʲȤ.ʦ
ˊʐŵĚʹ 0ŵ̚Ĩɗƒ̛ʚˈ 20ŵˀʲKÇʦˊʐƂħŵʲʹ˾̐˖̕ƑʸɗƒÔˎȤ.ʦˊʸʶĨ˄Ɏ
ʤʫɗƒÔˤ˝̘̑ʲʕˊʐ 
 
 

• ȢȮǽȲ÷ǧǩş-Ǧţø�,ŵǩǦǋǐǅţø�Ŋ�ȊȄȴȯǩǋǒǠǏj[ǖǢǋǴǆž
• ǶǐZǨ=ï8$ąŭ÷vĚ�Éȵŭ÷Ǩ�ĪǧvǘǴ;üęǧũǘǴÖ�ſŭ÷Öƀǧ_ǡǒ
ŭ÷;üő7�2�ȶǣǩǅȢȮǽȲ÷Ǩţø�Ŋ�ȊȄȴȯǤǖǢ ƏƦƷƹƭƪƱž ƖƳƩƪƽ�ǐðǋǲǵǢ

ǋǴǆž

• ȢȮǽȲ÷ĴäÏōÄĊĖȵƗƦƵƦƳƪƸƪž ƐƴƳƸƴƷƹƮƺƲž ƴƫž ƜƷƮƴƳž ƑƮƸƪƦƸƪƍž ƗƎƐƛƜȶǣǩ ƙƪƩƮƨƦƱž

ƞƪƸƪƦƷƨƭžƐƴƺƳƨƮƱžƜƷƮƴƳžƑƮƸƪƦƸƪžƞƦƹƮƳƬžƟƨƦƱƪȵƙƞƐžƟƨƦƱƪȶ�ǐ�ðǕǵǢǋǴǆƙƞƐžƟƨƦƱƪ ǩ	ǧ

´|ïÙ:�ǷŊ�ǘǴȊȄȴȯǣǊǴǐǅȢȮǽȲ÷ǧé�ÿǦŅŌÌįǰŋĉÌįǨŊ�

ǐ6ǶǟǢǎǳǅã:�ãŅǯŊ�CįǣǊǴǔǤǏǲǅí¸áǣǩȢȮǽȲ÷Ǩţø�ǷŊ�ǘ

ǴǨǧºǯşǖǜţø�ȊȄȴȯǣǊǴǆž
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6 . DBJF

0  

1 5 1  

7 1 5

 

0 1  

7 1  

1

7 7 1  
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0

3 0

15 1 1  

1 1 1 0 5

1 1 1 1 1

1 7 1 0

5 0

1  

1

7 1  
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1. Mahoney FI, Barthel DW. Functional Evaluation: The Barthel Index. Md State Med J 1965; 14:61-65. 

2. Thompson AG, Lowe J, Fox Z, Lukic A, Porter MC, Ford L, et al. The Medical Research Council prion disease rating scale: 

a new outcome measure for prion disease therapeutic trials developed and validated using systematic observational studies. 

Brain 2013; 136:1116-1127. 

3. Cohen OS, Prohovnik I, Korczyn AD, Ephraty L, Nitsan Z, Tsabari R, et al. The Creutzfeldt-Jakob disease (CJD) 

neurological status scale: a new tool for evaluation of disease severity and progression. Acta Neurol Scand 2011; 124:368-

374. 
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˾̐˖̕ƑʸƑôʹʏǰǒǞʶ¦�ʦˊŎÊ�˾̐˖̕Ȉƙ̚cellular prion protein: PrPC̛ʚˈ�Űìʸ

ƍÊ�˾̐˖̕Ȉƙ̚scrapie prion protein: PrPSc̛ʼʸńɅȼČʛƅʥʏPrPScʸ�Ű^ʏƍÊHɴʏǏǬ

ŗìʶˇˉƳǓ�ìʛɇȋʦˊʐʤʫʛʮʱ PrPScʸHɴˎýOʏʕˊʖʹ�Ȱˎ0ɇʦˊȇSʕˊʖʹ

ǏǬ�ìˎ1ȱʏýOʦˊ(ƆˎĪʦˊȇżʛˤ˛̘̐˳̕˜ʢˋʱʜʫʐ 
ÿ̅̏̐ːȇʳʤʱ*Ɔʢˋʱʖʫ˙˲˛̐̕ʹʏ¬ʅƚʶ PrPCʚˈ PrPScʼʸńɅȼČ˅ PrPScʸȄƼ

ˎɧ¯ʦˊZĵʛȨ˃ˈˋʏ˾̐˖̕ƑʲǶÑƫƽʛȋˍˋʫʐǾ�ʲȋˍˋʫ PRION-1 study ʲʹÙ
L�«ʤʫ̏̕˪̇^ȥʅʹȋˍˋʧʏŝƖǡʏɸŝƖǡʶKʞʱŘȾȥʅʸǔĵʛ�~ʢˋʫ 1ʐĨ

Ǒƚʶ 107+ʸ˾̐˖̕ƑíǤʛµȲʳʵˉʏƑ�ʹ 45+ʸ§Ɨìʏ2+ʸahìʏ18+ʸ�ƍ�ʏ42
+ʸ°Ġì˾̐˖̕Ƒʲʕʮʫʐ˙˲˛̐̕ŝƖǡʹ 38+ʏɸŝƖǡʹ 69+ʲʏŝƖŠʹ 1ġ 300mgʲ
2 Îɣʸș³ĭɣʳʤʫʐ78 +̚73̛̙ʛș³ĭɣ�ʶœ�ʤʏƅ¦ƀʹ˙˲˛̐̕FīǡʲɸFīǡˇ
ˉʇʚʮʫʛʏȥʅɢ¢ħʸɗƒÔʲȏŎˎȋʗʳʏ
ǤʶÅʹˁˈˋʵʚʮʫʐˀʫǩňǮɲ¯ʛʇƀ

ʶˁˈˋʏ9+ʶƛƏʏ7+ʶ�ŚʛʕˉT(Ɔ˄ƞƾʮʫʐ 
˼̑˻̑˫̕ʹɸʉȇìɝƔȇʳʤʱʏNMDA o±&ɧ¯(ƆˎĪʤʏǰȉũɤɡˎ±ĥʶɃɊʦ
ˊȇSʲʏ28yʸ Creutzfeldt-JakobƑ̚Creutzfeldt-Jakob disease: CJD̛íǤˎµȲʶʏ13yʶ¬ȇʛʏ
15yʶ˾̏˦̃ʛþ�ʢˋʫ 2ʐȨƩňǮŀĸʲ 2ǡɣʶĪòÅʛˁˈˋʫʛƅ��àʲʹÅʛʵʚʮ
ʫʐ 
́̕˰ˡ̄̐̕ˡ̑˼˔̘˰̚pentosan polysulfate: PPS̛ʹ˿˸̐̕ʂ!ʸƬɖ^�ǋʲʏɣȵìǴǭŴ
˅ɤǈŴʸŝƖʶƆʖˈˋʱʜʫʐ[żóķ¬ʅʲʹʏóķQàʸǰFþ�ʶˇˉƗƒɈÕZĵʛ

ʕˊʐPPSǰFăǘþ�ŠʹǾ�ʲ�ƍ� CJD̚variant CJD: vCJD̛ʶµʤʱL˃ʱȋˍˋ 3ʏįɐʲʏ

2004Î 11ĩʚˈ 2007Î 3ĩˀʲʶƑ�ʛƍʵˊ˾̐˖̕Ƒ 11ƒ+ʶµʤ PPSǰFþ�ʛȋˍˋʏ
Ě+ʶʙʖʱɠĭƅ¦ʛˁˈˋʫʛňǮƚ�äˎƱʤʫƒ+ʹˁˈˋʵʚʮʫ 4ʐŋÃʲ˄ 15ƒ+��
ȋˍˋʏvCJD íǤʸƅ¦ĭɣʹʏ˟̕˰̝̓̑ʸ vCJD ǡˇˉ˄Ĥˈʚʶɠʖʛʏɇȋˎ�ɦʲʜˊʚʹ
ȣĤʢˋʱʖʵʖʐ 
ˮ˰̏ˡ˒˛̐̕ǌ^wżʹ PrPSc ʳǔwʤʏː̆̓˒˱ńɅˎ�ª«^ʏ˾̓ˮː̘˧ʶˇˊKȚˎ0ɇ

ʦˊ 5ʐóķ[ż¬ʅʲ˄˱˙ˢˡ˒˛̐̕ʹƗƒɈÕZĵʏƅ¦ĭɣʸÕɠʛˁˈˋʫʐ˱˙ˢˡ˒˛̐̕

• ȢȮǽȲ÷ǩǋǟǜǸýøǘǴǤĵÐÿǣ�CřÿǦġŞǷǤǴǆö�Ǩøê«TǅǊǴǋǩś
ĽŜ�9ÂǐŋǮǲǵǜĻ4ǩǦǋǆǔǵǬǣǧðǋǲǵǢǑǜÔüĊĖǨ�ǣǅġBȀȗȂȮ

Ȳǩ9Âǐŉ·ǕǵǙǅĭūrǨ+íǐeǏǟǜǆȠȯȟȯȐȲǩ·ǲǏǦö� ŷ9ÂǩŋǮ

ǲǵǙǅǶǐZǣǩ;ĻQǤǖǢ�ŋǕǵǢǋǦǋǆȖȀȈȇǺȂȮȲġBǊǴǋǩġě��ǧũ

ǖǢǅö� ŷ9Âǩŉ·ǕǵǙǅ´¾ǣǨ�ðġŹǯǦǒn'�ǐ�·ǣǊǴǆȤȲȕȇȲċŢ

ıq*¡ģ��ÖǧǱǴö� ŷ9Âǩŉ·ǕǵǢǎǲǙǅdđÿ��ǷŀǘǴǜǮ¤gǕǵ

ǦǋȵǋǙǵǯ¤gǦǖǅǼȞȔȲȊǨčp�žƑƀǆž

• �ĶÿǧÔüǩŝ:øêǧvǘǴȮȚȞȮȓȴȈȬȲǐ²ǕǵǴǆġB©AǐXŭǤǦǟǜaG
ǩǅġŽĮěǦǥǧǱǟǢġěÅŸǐĽǶǵǴǆġŞ�ǧ+íǘǴȧǽȂȰȴșȊǧvǖǢǩǅ�

ĶǧȂȰȗȍȜȨǰțȯȢȰŢǐ�ðǕǵǢǋǴȵ¤gǨ�ǕžƆǅǼȞȔȲȊǨčp�žƐȶǆž



  

   

ʹƑƚ PrPScʶǔwʦˊʬʞʲʵʝʏ˾̐˖̕ʸóķýOZĵ˄ĭÞʢˋˊʠʳʚˈʏǶÑƫƽʛȋˍˋʱ

ʖˊʐ˼̏̕ˤʏ˒˩̐ːʸƫƽʲʹ 121 +ʸ˾̐˖̕ƑíǤˎ̏̕˪̇ʶþ�ǡʳ˾̏˦̃ǡʶKʞʱŀ
Ȟʤʫʐǔĵʳʤʱʹ˱˙ˢˡ˒˛̐̕ 100mgʸþ�ʹªBʶȋˍˋʫʛʏƅ¦ĭɣˎÕɠʦˊZĵʹȨ
˃ˈˋʵʚʮʫ 6ʐʤʚʤʠʸƫƽʲʹǠƑĭɣʛ 5 ʚĩ��ʸíǤʛ�ʝʏʦʲʶǰš�ʲ periodic 
sharp wave complex ʛJƂʦˊʵʴɇȋĭʸ CJDíǤʛ�ʝ|ˀˋʱʖʫʐˇˉĢĭʸíǤʶʱĞʫʵ
ƫƽʛȥˁˈˋʫʛʏ̏̕˪̇^ŘȾʹ¸Ě+ʲʸŀȞʳʵˉʏș³ƫƽˎ|˃ʫȚĳʲǼÌʸƅ¦ĭ

ɣʸÕɠʛˁˈˋʫʸˁʲʕʮʫ 7ʐ 
ƒžʛɇȋʤǓpĐnʛ�ɵʳʵʮʫ�wʹʏǓʊǫǇʵʴʶˇʮʱǓǇĹʄʛȋˍˋˊʠʳʛ�ʖʐ

ʤʚʤʏƅ��àˎĖ�ʦˊʳʖʮʫĤƮʵ˕˺˯̕ˤʹʵʖʐ 
CJD ʸǓɊ�ʶʤʺʤʺȨ˃ˊ̆˖˛̘̓˴ˤʶµʤʱ˄ʏƛȵìʕˊʖʹƛȵ�ì̆˖˛̘̓˴ˤʸŝ

Ɩʳʤʱ˛̓˲˧˸̇˅˷̑˾̓ɖʛ*Ɔʢˋʱʖˊʛ 8ʏZĵʶʯʖʱʸĤƮʵ˕˺˯̕ˤʹʵʖʐ 
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ſƅƀž�Īȳs³ǐ¸ŨǷǏǓǢĴŖǨ5ǣ�îÿǧêÕǧş�ǖǢǋǒŞĔǷîńǖŁmǴ ���ž

�ʜʵ�ɵʶƟɹʤʫíǤ˅°ĠʛçƄƚˢ̍ˬ˛˅êˉʏð�ʏ�ªʵʴˎóʥˊʠʳʹǷŸʵʠʳʲ

ʕˊʐʤʚʤʏʾʳˏʴʸ�ʑʹʏħɣʸǓɊʳʳ˄ʶǷKʸUʲ�¬ʶzʜwʖŚăʭˎěƄʤʱʖʝU

ˎăʮʱʖˊʐ�ǺƚʶʠʗʤʫçƄƚɎéʶʹ 2̠3 ÎʚʚˊʳʢˋʏÙLʹ�ʜʵêˉ˅ū�ʵʴʛǘ
ʝʠʳ˄ʕˊʛʏŪPʵƐíʛƞʸQʶʕˊ��ʏíǤ̗°Ġʸîˁ˅ǽʤˁˎʵʝʦʠʳʹʲʜʵʖʐâʮ

ʱʏçƄĕĎʸƞņʹʏçƄƚ�ʀʸȽŬ˅ȚŨʲʹʵʝʏ˾̐˖̕ƑʶƟɹʤʫíǤ̗°ĠʸŚăʭˎ

ƄȚʤʏçƄƚɎéɊƺˎȔ©ˊʠʳʲʕˊʐʩʸɱʏíǤ̗°ĠʸțȂʶƤđʶǥˎ:ʞʱ�ʑʸŚă

ʭʸƄȚʶ\˃ʏ�ʀȚśʶȶˈʧʏêˉ˅ǽʤˁ˅ū�˄{«ʨʧʶȨ˃ʵʛˈǦʝʠʳʛĬˀʤʖʐ

ƪʖĭɣʲƑŚˎoʞAˋˊèȓʹʵʝʏŚăʭʸěƄʶʹħɣʛèȓʳ�ʘˊʠʳ˄ĪƆʲʕˊʐˀʫʏ

íǤ̗°ĠʛaƖǤʶµʦˊ�ŭˎɁʽʫʳʜʶʹʏçƄĕĎ�ʹʏíǤ̗°Ġʸ�ŭˎ{«ʨʧʶȨ

˃ʱƄȚʤˇʗʳʦˊ¤]ˎƱʦʠʳʛĬˀʤʖʐȎ 18 ʶ˾̐˖̕ƑʸíǤ̗°Ġʶ�ǺƚʶˇʝȔˈˋˊ
çƄƚžşʸ+ˎʏȎ 19ʶ°ĠʸȓĬʸ+ˎƱʦʐ 
  

• ȢȮǽȲ÷Ǩ�ĪǰǛǨs³ǧǩǅËǇǦ�îÿǅď�ÿSųǐïǗǴǆȢȮǽȲ÷Ǩ�Īȳs³
ǧ£ǘǴÌ�ǨǊǴ;üĪǩǅȢȮǽȲ÷ǨǱǌǧfǑǦXŭǧăűǖǜ�Ǉǐǅ�ǳǅ�Uǅķ

�ǅ�nǦǥǷ�ǒǨǩĴäǦǔǤǝǤîńǖǅKoǚǙǧŋǮǴǔǤǐţŀǣǊǴǆeǒǨ�ǩǅ

¸ŨǨġŞǤǤǯǧĴǲ�pǧJǑGǋÓ¡ǞǷ°îǖǢǋǒ5ǷǯǟǢǋǴǐǅ�ĪǨ÷êǯś

ĽǘǴ�ǣǛǨêÕǧvǖǢ�îÿǧş�ǘǴǧǩ¸ŨǐǏǏǴǜǮǅ;üĪǩǅ�Īȳs³Ǩ

�nǰ�úǨŗÝǰńÛǷµ�ǧĂ¢ǘǨǣǩǦǒǅǛǌǖǜ�ǇǨ�îÿş�ŞĔǷîńǖǅ

�Īȳs³ǨÓ¡ǞǷKoǚǙǧīǑǅĹǞĈǋǢŁmǴǔǤǐĭŀǣǊǴǆž

• Ǭǜǅ�ǩǜǤǍ?ǖǋ*tǣǯêÕǐ�¦ǣǑǢǋǴǤ�ǗǲǵǴǤÓ¡ǞǐĹǞĈǒǔǤǐeǋ
Ǩǣǅö�ǧũǖǢÎčǣ<,Ǧ�`ǷŬǕǙǧǶǏǳǰǘǒ��ǣǯ�ǍǴǔǤǩfǑǦ�îª

§ǤǦǴǆFĕ�`Œßǰ��ĪW�ǨĠ�ǯ»ðǣǊǴǆž

• Ǖǲǧǅ�Īȳs³ǐǅËǇǦĽ�Ǩ2�ǰwŦĬǧǱǴª§Ƿ1ðǘǴǔǤǐǣǑǴǱǌǧ§
7ǘǴǔǤǯţŀǣǊǳǅ;{ǅĆŏ{ǅ�îwŦĬǅ;üȎȴȈȪȯȳȱȴǾȴǅŠ�ǾǻȲȌȮ

ȲȃwŦĬǦǥǐŚ¨ǖǦǐǲv�ǘǴǔǤǐ¼Ǭǖǋǆ�Īȳs³ǧǎǋǢ�ǌǠê�ǐõǶǵ

ǴǤǑǩǅĝĐđ;ǧĄŎǘǴǔǤǯ»ðǣǊǴǆ�
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ſƆƀž�`¥�Ǩ&pǩ�îª§ǤǦǴ ���ž

�ʹʏʫʳʘiʤʖžşʲ˄žşʛüčʲʜʱʖˊʳóʥˈˋˊʳʜʸʾʗʛʏŚăʭʛȁʭƧʝʠʳʛ�

ʖʐâʮʱʏ˾̏˒˷ˢ̘ʛ1ʫˋʫ�øʳħɣˎ˄ʗʞʱʏƐíʶɤʤʱŎƮʲbKʵñ�ˎɳʢʧʶ

ˍʚˉ˅ʦʖțȂʲ�ʘˊʠʳʛʏ�ʜʵçƄĕĎʳʵˊʐȢĝÙLʹɾʛƤʮƙʶʵʮʱȫĤʛɾʶA

ˈʵʖ�w˄ʕˊʸʲʏ�ÔȦʤʫʠʳʲ˄�ˍʮʱʖˊʚɰħƮȨʤʵʛˈèȓʶéʥʱ'Ôʲ˄ȫĤʤʏ

Ǝ�ʶµʤʱ�´ʶǅʘʱʖʝʠʳʛĬˀʤʖʐÙ�Ǥ�&ˎǐ�ʤʫˉʏɵƑñ�˦̕˩̘ʸˡ˒˰˅˾

̐˖̕ƑƫƽƁʸˡ˒˰ʵʴʸñ�ˎ�ʘʫˉʦˊʠʳ˄ĪƆʲʕˊ̚Ȏ 20̛ʐ 

ru e l o

�  
http://prion.umin.jp/index.html 

�  
CJD  

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

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

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

� 0  
 

http://prion.umin.jp/prion/counseling.html 
�  

http://www.cjdnet.jp/ 
�  

http://nanbyo.jp/sapo/prion/ 
� CJD Support Network  

http://www.cjdsupport.net/ 
� Creutzfeldt-Jakob Disease Foundation  

http://www.cjdfoundation.org/ 

 
ſƇƀžËǇǦwŦĬǨŚ¨ǐ»�ħ �ž

íǤ̗°ĠʸçƄƲ�ƚĕĎʶʯʖʱǣʘˊɱʶʹʏaÉʏƢȱǧʸʾʚʏçƄ¶ɡǧʏaƖ˨̘ˢ

̗̘̊̑̔˗̘ʵʴʛWˍʮʱȦʤwʖʏǙ²ʶɆďʤʱʖʝʠʳʛÝʶƾʯʠʳʛ�ʖʐɏ�ìʛƎˍˋ

ˊƒ+ʲʹʏǶÑɏ�¶ɡa˅Ȩ«ɏ�˗˓̕˦̘̏ʳʸɆď˄Ĭˀˋˊʐ 



  

  

žſƈƀž�ǌǠê�ǐõǶǵǴǤǑǩǅĝĐđ;ǧĄŎǘǴ �ž

íǤ̗°ĠʶʙʖʱʏʃŌ�ĆʏʃŌɊ�˅ʏ�ƥʏƨƥɊ�ʏŚKʸ�[ʏʩʸ�ʏýʗʯžôʛƎ

ˍˋˊžşʛˁˈˋʫ�wʹʏǊƳƶa˅çƖFƶaʶƠȭʦˊʐ˾̐˖̕ƑʶƟɹʤʫíǤ˅°Ġʶ

ʙʖʱʃŌ�Ć˅�ƥʵʴʛˁˈˋˊʠʳʹʕˊƺÔʹŎÊʵçƄméʲʕˊʛʏʩˋʛłǀʶØʚʮ

ʫˉɠʝǘʖʫˉʤʫ�wʶʹǊƳƶƚŝƖʛĪƆʵ�w˄ʕˊʐ˾̐˖̕ƑíǤ̗°ĠʶƟĊĊʦˊa

ƖǤʹʏʖʯʲ˄ʩʗʤʫ¶ɡ°ʛNƆrǮʲʕˊʠʳˎ�ʘʵʛˈʏʃŌ˅ƨƥʸ�ʀ˅ŚK�[ʵʴ

ʸ>5ˎ˫˔ˬ˛ʤʏèȓʶéʥʱ¶ɡ°ʶƠȭʦˊʠʳʛĬˀʤʖʐ 

1. Ⅰ 21

/

2010 pp213-219  
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  2008. pp123-140

5 http://prion.umin.jp/guideline/index.html 

3. . .  2007; 65: 1447-1453. 
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į˘˒˱̏˒̕ʲʹʏʒ˾̐˖̕Ƒóķ�ɦ˘˒˱̏˒̕̚2008ÎÔź̛ʓʸƞŊˎ��ʶǐ�ʦˊʐ 
 
˾̐˖̕Ƒóķ�ɦ˘˒˱̏˒̕̚2008ÎÔź̛ 
ǁ 1ƿ ǚȯ 
ǁ 2ƿ ɸ/ȒƚaƖȋŶʳƢȱ˝ː 
ǁ 3ƿ ˾̐˖̕ʸűȀ 
ǁ 4ƿ CJDʚ{ʚ�ĤʸíǤʸ˶˒̐ˤ˛úûʶƆʖˈˋʫúȌ�ĽǃʶµʦˊIƄğŠ 
ǁ 5ƿ Ũ^ǇFȖɞŀĸ 
ǁ 6ƿ ǰƳǓ�ƶúȌ 
ǁ 7ƿ ŐƶŝƖ 
ǁ 8ƿ ƦƶŝƖ 
ǁ 9ƿ ěÚ�ƶŝƖ 
ǁ 10ƿ Rŀ̗ƑƄņį(Ȑ 
ǁ 11ƿ 7Ƅƚ�ʀʳçƄĕĎ 
ǁ 12ƿ Ʋ�ƚ�ʀ 
�ɜ ˶˒̐ˤ˛úûʶƆʖʫúȌ�Dˎ�ʦˊ CJD�Ŋóķ�ɦʶʯʖʱ 
   CJD�Ŋóķ�ɦʶɤʦˊµǆŀȞ� 

• ȢȮǽȲ÷Ǩ�Ã�ŪǧǠǋǢǩǅǈȢȮǽȲ÷@ǫŜý�ǻǺȯȊ�ÃøǧũǘǴōÄĊĖìǉ
ǧǱǟǢ ǈ Ȣ ȮǽȲ÷�Ã�ŪǿǺ Ȗ ȭ ǺȲ ȵ ƆƄƄƌ ~�æ ȶ ǉ ǐ(ŧǕǵǢǋǴ

ȵƭƹƹƵƍƃƃƵƷƮƴƳƂƺƲƮƳƂƯƵƃƬƺƮƩƪƱƮƳƪƃƮƳƩƪƽƂƭƹƲƱȶǆǔǨǿǺȖȭǺȲǧ_ǡǋǢ�Ã�ŪǷĽǌǔǤǷ¤g

ǘǴǆǕǲǧǅǈȢȮǽȲ÷ǨȇȴȣǺȭȲȊǤ�Ã�ŪǧũǘǴōÄĊĖìǉǧǱǟǢǈȢȮǽȲ÷

�Ã�ŪǿǺȖȭǺȲȵƆƄƆƄ ~�æȶǉǐ ƆƄƆƄ ~ǧý.�oǣǊǴǆ�
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����������	��

ĊĖìȥȴȨȤȴȉž

ʒ˾̐˖̕ƑʙˇʻɈƗì˓˒̑ˤóķƒʶɤʦˊȬĸƫƽƁʓʳʒ˾̐˖̕Ƒʸˡ̘̀˒̏̕ˤʳóķ

�ɦʶɤʦˊȬĸƫƽƁʓʹʏ
ƫƽƁʙˇʻʒ˾̐˖̕ƑlʻɈƗì˓˒̑ˤóķƒʸK¥ƑôȚĤ̗

ŝƖŠɢƗʶɤʦˊƫƽƁʓwxʲ̘̘̂̇́ˣ̚http://prion.umin.jp/index.html̛ˎɢȠʤʏį˘˒˱̏˒
̕ˎ|˂vƻ˘˒˱̏˒̕˅ĨĞʸƫƽ÷ĵʵʴˎċ,ʤʱʖˊʐ 

 
ƐƗƑȇȴȣǺȭȲȊhR�ž

˾̐˖̕ƑʸŽ«ƐíŝƖƫƽ�ŁʶʙʞˊaƖoǖǤȣ��ˎƈȮʢˋʫƒ+ʏ�ȟʸǰǯʆũ

ŀĸ˅˾̐˖̕Ȉƙɏ�¥ŀĸˎÈĬʢˋʫƒ+ʏóķƒŠʶ�ʰʝ»ʞJʛʕˉŝaʛȢƖĕĎˎ

ÈĬʢˋʫƒ+ʛ CJDˡ̘̀˒̏̕ˤ£��ʶƘɜʢˋˊʐ��ʸ CJDˡ̘̀˒̏̕ˤ£�ʳvɓɋÓ
ƣʸCJDāÙ¶ɡaʛȬĸˎȋʮʫàʏCJDˡ̘̀˒̏̕ˤ£��ʲȢĝʛŀȞʢˋʏʩʸǔĵʛŝ
aʶ�~ʢˋˊʐ 
˾̐˖̕ƑʸȢĝǃ̚ƑƄ¨ƚĉǎˎ|˂̛ʲĕĎʛèȓʵħʹʏ�ȟ CJD ˡ̘̀˒̏̕ˤ£���
\ºʲƠȭˎoʞ�ʞʱʖˊʐ 

ɆǕ? ̟ CJDˡ̘̀˒̏̕ˤ£���\º 
�ƾƫƽɢƗŠ�ʌ �ƾǊƳ̗ƳǓaƖƫƽ˦̕˩̘ 
ʔ187-8551ʌ Ĳ�ɓ¸ÍÆ¸ÂĲƉ4-1-1 
TEL̟042-341-2712̚˪˒̋̑˒̕3131̛ʌ FAX̟042-346-1762 
E-mail : prion-ncnp@ncnp.go.jp 
http://prion.umin.jp/survey/index.html 
 

ˀʫʏCJD ˡ̘̀˒̏̕ˤ£��ʸǔĵʹǷŝaƶ�¨��aƖ¨˦̕˩̘CȊȍƅɑɡʸ̘̂̇
̘́ˣʶʱɥȘʦˊʠʳʛrǮʲʕˊʐ 

http://jichi.ac.jp/dph/inprogress/prion/ 
 
ƐƗƑ ǺȲȈȔȲȕhR�ž

˾̐˖̕ƑˎƗƒàʶ˾̐˖̕Ƒʸ�Ēʶɤˍˊˇʗʵ/ȒƚʵaƖȋŶʛȋˍˋʫ�wʶʏʩʸʌ ʌ ʌ ʌ

aƖȋŶʛȋˍˋʫaƖ�Dˎ*ƆʤʱaƖȋŶʛȋˍˋʫƒ+ˎƘɜʤʏʩʸàʸǓɊˎƝȖʤʱ

ʖˊʐ 
ɆǕ? ̟ CJD˒̕ˢ˯̕˰£���\º 

• ȢȮǽȲ÷Ǩňüª§ǤǖǢǅĊĖìǧǱǴňüª§ǅ¾ǿǺȖȭǺȲ^ĘĪǨ�y²ŇǣĽǦǟ
ǢǋǴňüª§ǅŭ÷�`ȌȲȏȴȵ(āŐWÖ�ŭ÷;lĊĖŐWȶǧǱǴňüª§ǐǊǴǆ�



  

  

Ĳ��¨�¨ɩa¨ǌƫƽƶʌ ǰƳǓ�ƶ¨ 
ʔ113-8655ʌ Ĳ�ɓĜ�`įɒ 7-3-1 
TEL̟03-5800-8853̚ƟɃ̛ʌ FAX̟03-5800-8849 
http://prion.umin.jp/survey/index.html 

 
ȢȮǽȲ÷GHò%hR�ž

˾̐˖̕ƑʸƊ<ȢĝʸĕĎˎȋʗʐ 
ʒ˾̐˖̕ƑƊ<Ȣĝʸú×ʜ̚2019Î 5ĩ̛ʓˎƫƽƁ̘̘̂̇́ˣʶʱɥȘʦˊʠʳʛrǮʲʕˊʐ 
http://prion.umin.jp/file/image_diagnosis20190513.pdf 

ɆǕ? ̟ ½úaƶ�¨ʌ aŐȇǚwƫƽøʌ ȸʇƯ�MRIȢĝ̗Ƒôƫƽɑɡ 
ʔ020-8505ʌ ½úƣƜ¼ÆF�19-1 
TEL̟019-651-5111̚3660ʏ3733̛ʌ FAX̟019-622-1091 
ɆǕ? ̟ å¿�¨�¨ɩ aŐȇ¨ƫƽɑʌ ė·Ǜa¨Kɘ 
ʔ770-8503ʌ å¿ƣå¿ÆȆįƉ 3-18-15 
TEL̟088-633-9283ʌ FAX̟088-633-7174 

 
ıİźÜ�Ǩ ƅƈƁƇƁƇ ļþȳĥȏǻļþÞoǅƞƠƁƝơƖƐ Öž

ǰǯʆũŀĸʶʱ˾̐˖̕ƑʸȢĝˎĕĎʦˊʐ 

ɆǕ? ̟ ɠÀ�¨a¨ɑʌ óķK¥Țĳ¨Ę 
ʔ852-8523ʌ ɠÀƣɠÀÆ�į1-12-4ʌ ɠÀ�¨a¨ɑʌ �ưľ8F 
TEL̟095-819-7059ʌ FAX̟095-819-7060 
E-mail : nagasakiprion@yahoo.co.jp 
http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html 
 

ȢȮǽȲļþŠ�iÈÄž

˾̐˖̕Ȉƙɏ�¥ŀĸʶʱ˾̐˖̕ƑʸȢĝˎĕĎʦˊʐ 

ɆǕ? ̟ Ĳ_�¨�¨ɩa¨ǌƫƽƶʌ ƑôƳǓ¨Kɘ 
ʔ980-8575ʌ ®�ƣ�sÆɷȂ`ĦɬƉ 2-1 
TEL̟022-717-8147ʌ FAX̟022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 
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ɆǕ? ̟ Ĳ_�¨�¨ɩa¨ǌƫƽƶʌ ƑôƳǓ¨Kɘ   
ʔ980-8575ʌ ®�ƣ�sÆɷȂ`ĦɬƉ 2 -1 
TEL̟022-717-8147ʌ FAX̟022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 
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˾̐˖̕Ƒ̟http://www.nanbyou.or.jp/entry/3665 
˾̐˖̕Ƒ̚1̛˛̓˒˭˼˔̑˰̗̋˟˽Ƒ̚CJD̛ 
CJDƑŚʸȚȫ̚�ǺNƆǤzʞ̛̟http://www.nanbyou.or.jp/entry/80 
CJDȢĝ̡ŝƖĄɚ̚aƖâ�Ǥzʞ̛̟http://www.nanbyou.or.jp/entry/240 
CJD FAQ̚ˇʝʕˊȵ�ʳ�ǅ̛̟http://www.nanbyou.or.jp/entry/385 
˾̐˖̕Ƒ̚2̛˞̑ˤ˰̗̅̕ˤ˰̓˒ˤ̘̗̏ˢ̊˒̕˗̘Ƒ(GSS) 
GSSƑŚʸȚȫ̚�ǺNƆǤzʞ̛̟http://www.nanbyou.or.jp/entry/88 
GSSȢĝ̡ŝƖĄɚ̚aƖâ�Ǥzʞ̛̟http://www.nanbyou.or.jp/entry/247 
GSS FAQ̚ˇʝʕˊȵ�ʳ�ǅ̛̟http://www.nanbyou.or.jp/entry/386 
˾̐˖̕Ƒ̚3̛ǹœì°Ġì�ƥƒ(FFI) 
FFIƑŚʸȚȫ̚�ǺNƆǤzʞ̛̟http://www.nanbyou.or.jp/entry/51 
FFIȢĝ̡ŝƖĄɚ̚aƖâ�Ǥzʞ̛̟http://www.nanbyou.or.jp/entry/213 
FFI FAQ̚ˇʝʕˊȵ�ʳ�ǅ̛̟http://www.nanbyou.or.jp/entry/387 

  



  

  

 

   

BSE bovine spongiform encephalopathy  

CJD Creutzfeldt-Jakob disease Creutzfeldt-Jakob  

CSF cerebrospinal fluid 

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  

PRNP prion protein gene  

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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