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KN=R�a2»�v;:OAx��LÁC7¸�¥§��

 
ŦŰwƞƇ� ÖŒ� Ĭu� ƾĴ½Å�Ɨ��ŦŰ´�ÅźƍƆ�būŽŖøÅǛūŽ�ŮÅǜ 

ŦŰ�þƇ� 4P\2a�Ůx5 

� � � � � � ıł� ƖĹ� ¯űŹūbūŽ�řŦŰ>aAc 

� � � � � � ơŒ� ąƛ� ǀÜ½Å½Åǈ�ĭƗÅƀ¦ŦŰŮ÷Ĝ�ÃƣěÅ�ƽ 

� � � � � � |�ĕŠŎ� Ùý�Ů½Å�ĭƗƀ¦ŦŰüƬǖŨ¸MRIƤćbŖøŦŰƺǁ 

� � � � � � ǙƘ� èt� ęr½Å�ÅƺǇÕŖǈƍūŽ¼Ů 

� � � � � � ÙÜ� � Ǒ� öŤ�Ů½Å�ǚ�ŮÅŦŰü 

� � � � � � ǗÔ� ċĩ� ¶ŋ�Ů½Å¯ǉ�ř>aAcūŽ�Ůbƍ�h�Ů�

� � � � � � ±q� ƅ¿� ŬØ½Å�ÅƺūŽ�ŮÅąÈ 
� � � � � � �ė� «k� ę�½Å½Åǈ�ÅźŦŰŮŖøūŽÅ�ƽ 

� � � � � � Ń¤� � į� ƾĴ½ÅǇÕŖǈūŽ�Ů 

� � � � � � 4SSPE�Ůx5 

� � � � � � Żţ� �s� ŬÛşű�Ů½Å�ÅƺÓ�ŮÅƨæ 

� � � � � � ǀƩÞ�¥� Ö¤½Å½Åǈ�ÅźŦŰŮÓ�ŮÅƨæ 

� � � � � � ģ¡� Ľd� őĤ�Ů½Å�ÅƺÓ�ŮÅƨæ 

� � � � � � ƽĘ� óÃ� ńė½Å�ÅƺǇÕŖǈÓ�Ů 

� � � � � � Ø� � � Č� ęr½Å½Åǈ�ÅźŦŰŮÓ�ŮÅ�

� � � � � � ƷƘ� Ćǔ� ØÖ½ÅŖǈÓ�ūŽŮ 

� � � � � � ƿĕ� �Æ� ½ǄİÃ�ř>aAcÓ�ūŽŮ 

� � � � � � ťÞ� ÌĬ� ¯ű÷ĜŗŦŰü÷ĜŗŔÅ>aAc 

� � � � � � 4PML�Ůx5 

� � � � � � ơğ� ăã� ¯ű÷ĜŗŦŰü0/]=ŵdƺ 

� � � � � � eļ� ƅĵ� ęrƻűǕưŖǈƍūŽ�Ů 

� � � � � � ƔŒ� Ǔ�� ęrƻűǕưŖǈŖŎŮ 

� � � � � � ǎŴ� µé� ¯ǉ�řŬŪ½ÅƑä�ÅŦ�>aAc 

� � � � � � ǆĲ� Ųv� ƒĵ�Ů½Å°´�řÅ>aAc�ƚƝŐƺǁ 

� � � � � � ƿĕ� ðĩ� ¯ű÷ĜŗŦŰü÷ĜŖŎƺŵÈ�

� � � � � � ¡Œ� ǌ¥� íÛ½Å½Åǈ�ĭƗÅŦŰƺĂÒƁƤćŮ�

� � � � � � eğ� {¿� ęr�ŮĭŮ½Å½Åǈ�ĭƗÅƀ¦ŦŰŮ�

� � � � � � � � � � � � ƍūŽŖøÅǛūŽ�Ůǜ�ƽ�

� � � � � � ƽĘ� òd� ¶ŋ�Ů½Åƀ¦�ř>aAcūŽ�Ů�

� � � � � � ǗĪ� ªm� ¯űŖǈīĦ�ŌŖǈžĀƤřƺ�

 

ŦŰ��Ƈ� 4PML�Ůx5                 

� � � � � � hƶ� dŐ� ¯ű÷ĜŗŦŰü0/]=ŵdƺ�

� � � � � � ǖĪ� �¾� ¯ű÷ĜŗŦŰü÷ĜŖŎƺŵÈ�

� � � � � � ÚŒ� �p� úŒ�ƼíĺxŖǈūŽ�Ů 

� � � � � � ł� � ĹĆ� �ľƶ½Åtŉ�Ʋ÷Ĝŗ\:cB>aAc�ÃŖøbƤćƺǁ 

� � � � � � ǀÝ� ªƹ� �ľƶ½Å½Åǈ�ÅŦŰŮƎŘŖŎÅ�ƽ 

� � � � � � ÀjÂƊd� ūûàŏº��ŦŰü÷Ĝŗƺ 
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KN=R�0@TL:MRA,x�WÂLÁC7¸�¥§��

�

ŦŰwƞƇ� ıł� ƖĹ� ¯űŹūbūŽ�řŦŰ>aAc 

ŦŰ�þƇ� ÖŒ� Ĭu� ƾĴ½Å�Ɨ��ŦŰ´�ÅźƍƆ�būŽŖøÅǛūŽ�ŮÅǜ 
� � � � � � ǙƘ� èt� ęr½Å�ÅƺǇÕŖǈƍūŽ¼Ů 
� � � � � � �ė� «k� ę�½Å½Åǈ�ÅźŦŰŮŖøūŽÅ�ƽ 
� � � � � � hĘ� Ád� ƒĵ�Ů½Å°´�ř>aAc�ƚƝŐÅƺǁ 
� � � � � � ƾƩ� ĸÆ� ¯ű���řŮÅǈ�ç�īŸŎƺ 
� � � � � � ǘÙ� ƅk� ƪ�ŞƤřü�

� � � � � � ¡Œ� ǌ¥� íÛ½Å½Åǈ�ĭƗÅŦŰƺĂÒƁ�Å�ƽ 
� � � � � � |Ƙ� �m� ǀÜ½Å½Åǈ�ĭƗÅƀ¦ŦŰŮ�řŮÅÑā��ŮÅ�ƽ 
� � � � � � � � � � � � ǛūŽ�ŮÅǜ 
� � � � � � ĘÖ� ƃǋ� ęrƻ�çǀÐ�ř>aAcūŽ�ŮbK/2\@c=>aAcb 
� � � � � � � � � � � � ūŽŖŎÅŦŰǛǖǚƇO^/aKa6ǜ 
� � � � � � ¾ż� dĒ� ƉU\.aH�Ů½ÅƍūŽ¼ŮÅ�

� � � � � � |�ĕŭŝ� �ľƶ½Å½Åǈ�ÅŦŰǈūŽŖøÅ�ƽ�

� � � � � � ǐĕ� Ĭï� ę�½Å½Åǈ�ÅźŦŰŮūŽ�ŮÅ�

� � � � � � ÓƽÎ� Ŏ� ĈŁ½ÅƍŦŰüūŽ�ŮÅ�

� � � � � � eğ� {¿� ęr�ŮĭŮ½Å½Åǈ�ĭÅƀ¦ŦŰŮƍūŽŖøÅǛūŽ�Ůǜ�ƽ�

� � � � � � Ęq� ék� ¯ǉ�řŬŪ½Å�ÅƺūŽ�ŮÅ�

� � � � � � ¹ė� � ð� ¯űŹūbūŽ�řŦŰ>aAcŖǈƍūŽ�Ů�

� � � � � � Œh� ųč� ĨĻàű½Å½Åǈ�ÅŦŰŮūŽ�ŮÅbƍ�h�Å�

� � � � � � ƶ�� � Å� öŤ�Ů½ÅūŽ�ŮÅ�

� � � � � � ēĐ� ŭĩ� ½Ǆ½Å½Åǈ�ÅźŦŰŮūŽ�ŮÅ�

� � � � � � ǆƺ� çp� ØÖ½Å½Åǈ�ĭƗÅƀ¦ŦŰŮƍūŽ�ŮÅ�

� � � � � � Ěf� ÿm� lß½ÅŖǈūŽ�Ů�

� � � � � � ĞŒ� d¿� ×ǃ½Å½Åǈƴ¦�Ɨ�řõ·ŦŰŮĦƳŐņÅǛ6áú��âåǜ�

� � � � � � ŒĘĎƖÃ� FMCęr6\IC6�řõ·bƸy30a>\a7ƺ�

ŦŰ��Ƈ� ǖĪ� ƕƮ� rƻ½Å�ÅŦŰŮƑäūŽÅ�

�

KN=R�´�>:HM:R	�	��h¨~q®r²�

�

� � � � � � ÙÜ� � Ǒ� öŤ�Ů½Å�ǚ�ŮÅŦŰü 
� � � � � � ¹ė� � ð� ¯űŹūbūŽ�řŦŰ>aAcŖǈƍūŽ�Ů�

� � � � � � �ė� «k� ę�½Å½Åǈ�ÅźŦŰŮŖøūŽÅ�ƽ 
� � � � � � |Ƙ� �m� ǀÜ½Å½Åǈ�ĭƗÅƀ¦ŦŰŮ�řŮÅÑā��ŮÅ�ƽ 
� � � � � � � � � � � � ǛūŽ�ŮÅǜ 
� � � � � � eğ� {¿� ęr�ŮĭŮ½Å½Åǈ�ĭÅƀ¦ŦŰŮƍūŽŖøÅǛūŽ�Ůǜ�ƽ 
� � � � � � Ń¤� � į� ƾĴ½ÅǇÕŖǈūŽ�Ů 
� � � � � � Ęq� ék� ¯ǉ�řŬŪ½Å�ÅƺūŽ�ŮÅ�

� � � � � � ±q� ƅ¿� ŬØ½Å�ÅƺūŽ�ŮÅąÈ 
� � � � � � ŒĘĎƖÃ� FMCęr6\IC6�řõ·bƸy30a>\a7ƺ�
� � � � � � ıł� ƖĹ� ¯űŹūbūŽ�řŦŰ>aAc 
� � � � � � ÖŒ� Ĭu� ƾĴ½Å�Ɨ��ŦŰ´�ÅźƍƆ�būŽŖøÅǛūŽ�ŮÅǜ 
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>:HM:RZ·0£¡,���

�� �>:HM:RZ·0£¡,n¹�

NĩE*ŋ�ńőƨƌDǉ Ǜč±Ĳ²ŕÑŗńő÷ɨǛč±Ĳ²Ñŗńő÷ɩɦǷɑɠȳɥĳ

RțƺĶ±ȱȰɡȽ¶ïĴȗǓȉȪƢðńőĦǸǿȧțNĩE*ƈÑÈƹƢð÷ƨƌDǉ Ǜč±

Ĳ²ŕÑŗńő÷ɨǛč±Ĳ²Ñŗńő÷ɩɦǷɑɠȳɥĳȘȺɧɓȰɟɥȽȔ¶ï�ǕȗǓȉȪƢ

ðńőĦǸșǴɑɠȳɥĳȘı�Ǵ¶ïɠȽȶǴŽ�ǴöðǴĳĨɦĳ·ǴčĵɦĵǨġĎŕȭƢðńőȇǴ

ÚæƛÕȭWŶȗȉȪƛÕɗɧȴɧȦƛÕpęǴĳ·Ɲ#ɗɧȴɧɦǇĴ�pęǴâǀȖčĵɦȸȯǴ

¶ï�ǕďŕȘȲɏɄɥȽȭņŒȇǴȌȫȨȭƮȡǾȎƛĵȵȰɆɟȰɥȦ¶ï�ǕȵȰɆɟȰɥŕȭ�¸

ȉȪȅȔȗȧȏȒǴɑɠȳɥĳȘƛĵǴ�ǕǴ.åȝ\ȄȎńőȗƧĢȉȪȅȔȭ cȔȇȒǼȪǵ 

ɑɠȳɥĳșƹƈ±ȓſąĸȖŉţu±Ĳ²ȓǻȪǵƲ�Ǵĭ+öðȦźŷǫĕöðŕȗȧȪɑɠȳ

ɥĳȘƛÕ¼ƉșƅȇȃƹĂȇȒȂȎǵɎɅȘɑɠȳɥĳȘ�ǃș¶ïg|ɑɠȳɥȁɎɅǻȪǼșGğȀ

Ȩ�ÍȉȪȅȔȗȧȏȒĶĴȉȪȘȓǴɑɠȳɥĳȘāņȖÚæƛÕș²ųȀȨȘ 2ÿ¶ï�ǕȘȎȤȗ

ȥǇƍȓǻȪǵčĵȗǓȇȒșħÝěȓșäF±ȁņŒȇȎčĵďșȖǼȁǴpŇńőȓșûǶȖ&ƌ

ƆğȁƎ9ȆȫǴ�¦ȘŽ�ƞǩȗ\ȄȎTȩŢȢȁƹ�ȇȒǼȪǵ 

ȅȘǷɑɠȳɥĳƛĵȵȰɆɟȰɥ 2020Ǹșɑɠȳɥĳƛĵȭ�ǐȔȇȖǼ�ƁJ�\Ȅȗ�¸ȉȪȥȘ

ȓǻȪǵèĴȘƛÕǿȧțčĵȗǓȉȪȵȰɆɟȰɥȁÞRȉȪȅȔȗȧȩǴèĴȁÚæȗƛÕȆȫǴ²ų

ȁȧȩÚȃâǀȖƛĵȭUȄȪȅȔȁȓȂȪý�ȁsǾȪȅȔȭæ¤ȉȪǵ 

 

	���>:HM:RZ·0¬,Z·���

èȵȰɆɟȰɥșǷɑɠȳɥĳRțƺĶ±ȱȰɡȽ¶ïĴȗǓȉȪƢðńőĦǸȔǷɑɠȳɥĳȘȺɧɓ

ȰɟɥȽȔ¶ï�ǕȗǓȉȪƢðńőĦǸȘ�ĦȘńő�ƊųǴńő:ÁųǴńőLBųȁ3Zȓ�¸

ȇȎɬĦe[řɨⅰɮⅱɔɧȼQĝɩɭǵ4�ĸȖ�¸ȘţūȔȇȒșǴȡȊǴɑɠȳɥĳǓ$ĦȗȧȪɑɠȳ
ɥĳǓ$ĦƸť�ƥɨ�¸ 29 � 10 ã 21 ÙǴMelbourneǴAustraliaɩȗȒǴǷɑɠȳɥĳƛĵȵȰɆɟȰɥ

2017ǸȭÏƕȇǴǷɑɠȳɥĳƛĵȵȰɆɟȰɥ 2020ǸȭȶɠɈȴɡȶȲȽɁɞɥɨCQɩ£ ȓ�¸ȉȪȅȔȭċ

�ȇȎǵÿȗǴ�¸ 29���ńőĦYZȘńőq_�ɨ�¸ 30� 1ã 15ÙǴë�ɩÝȘńőų�ƥȗ

ȒǴǷɑɠȳɥĳƛĵȵȰɆɟȰɥ 2020ǸȘú¸ǴȵȰɆɟȰɥ�¸ȘÖďȦºǡɨũǚȘÖǊŕɩȗȐǼȒ

pèĸȖY´ȭ©ȒǴCQ £ ȓ�¸ȉȪȅȔȭņƠȇȎǵȌȘ¦Ǵ�ńőĦYZȘũǚ{e�ȓfǥ

ěȭƗƥȇȖȁȨũǚ�÷ȭƈȏȎǵ4�ĸȖȵȰɆɟȰɥȘ�¸Öďɦºǡș��ȘƵȩȓǻȪǵ 

 

�� ��´�>:HM:R0�·,`�h¨~q®�

ƈƃƔƞƃơ�pű¼ºŭ~�ƤW°��Ƨ�¤â ƥĖ

ĨĲĖĜƦƚƟƆơµű�òĖ

ĨĲĖĜęĜƦƚƟƆơµŭŲŮűźśů´mŝƭƤW°��Ƨ�¤â ƥĖ

ĨĲĖĜęĝƦƚƟƆơµƀŮűźśŰí·ŦŽŝƭƤW°��Ƨ�¤â ƥĖ

ĨĲĖĝƦƚƟƆơµűµCĖ

ĨĲĖĝęĜƦP¸lƚƟƆơµŭŲŮűźśů´mŝƭƤXYĖ ďƥĖ

ĨĲĖĝęĝƦā�lƚƟƆơµŭŲŮűźśů´mŝƭƤE�Ė iƥĖ

ĨĲĖĝęĞƦªelƚƟƆơµŭŲŮűźśů´mŝƭƤ.�=�ƥĖ

ĨĲĖĞƦƚƟƆơµűí}Ė

ĨĲĖĞęĜƦP¸lƚƟƆơµŲŮűźśŰí}ŦŽŝƭƤ�ã�	ƥĖ

ĨĲĖĞęĝƦā�lƚƟƆơµŲŮűźśŰí}ŦŽŝƭƤ���KƥĖ

ĨĲĖĞęĞƦªelƚƟƆơµŲŮűźśŰí}ŦŽŝƭƤ¡4Ė �ƥĖ



 

 ����-�ďÇŅ ������	�

ĨĲĖğƦƚƟƆơµűĄ¶^&ēĖ

ĨĲĖğęĜƦƚƟƆơµűĄ¶^ŲŮűźśŰî�ŦŽŝƭƤ��_�ƥĖ

ĨĲĖĠƦƚƟƆơµű�·Ė

ĨĲĖĠęĜƦƚƟƆơµŲŮűźśŰ�·ŦŽŝƭĖƤB�×KƥĨĲĖġƦƚƟƆơµűmÙƢT�ŰUŦŽf®Ã

�ºyxĖ

ĨĲĖġęĜƦƚƟƆơµűmÙƢT�ŰUŦŽf®Ã�ºyxŰŲŮűźśůŸűŞřŽŝƭƤ°��âOƥĖ

ĨĲĖĢƦƚƟƆơµűn�
ĉĖ

ĨĲĖĢęĜƦƚƟƆơµűn�
ĉ�ŰŲŮűźśůŸűŞřŽŝƭƤ¿Ç¬�,VƥĖ

ĨĲĖģƦƚƟƆơµűí·yxĖ

ĖĨĲĖģęĜƦƚƟƆơµűí·yxŰŲŮűźśůŸűŞřŽŝƭƤ¿Ç¬�,VƥĖ

±ñČƤ¿Ç¬�,Vƥ 

 
�	 �Z·zÆ�

�	 OôoŔÁ¢ųșOôȔȖȪ<Őȭ�¸ȇȎɨ2018� 8ãɩǵ 

�	 ńőĦH�șǴȉȞȒȘOŐȭȡȔȤȒǴȌȫȭ�ńőĦǓ$ų1eȗOŐȭǔƑȇǴ´Ǝȭ
ĉȤȎɨ2018� 8ãɩǵ 

		 ńőĦH�șǴ�ȋȨȫȎ´ƎȭOôoŔųȗƳ�ȇǴOŐȘöƗɦÏƕȭ"ǤȇȎɨ2018 �

9ãɩǵ 


	 ńőĦH�șǴÏƕȇȎOŐȭȡȔȤȒǴȌȫȭ�ńőĦǓ$ų1eȗOŐȭǔƑȇǴ8�Ǵ
´ƎȭĉȤȎɨ2018� 11ãɩǵ 

(	 ńőĦH�șǴ8�Ǵ�ȋȨȫȎ´ƎȭOôoŔųȗƳ�ȇǴOŐȘöƗɦÏƕȭ"ǤȇȎ
ɨ2018� 12ãɩǵ 

)	 ńőĦH�șǴȉȞȒȘÏƕOŐȭȡȔȤɨß�ĞɩǴß�Ğȭɕɧəɔɧȼȓ2ǑȇǴ�ȃɍ
ɐɠɂȶȹɚɥɅȭĉȤȎɨ2019� 2ãɩǵ²ųÎÌh�ȓǻȪɜȹɐĳȺɖɧɅɊɂɅɤɧȶǿȧț1

kɑɠȳɥĳ²ųɦ�ØȘ�ȀȨȥǴ´ƎȭĉȤȎɨ2019� 3ãɩǵ 

	 ńőĦH�șǴɍɐɠɂȶȹɚɥɅǿȧț²ųÎÌh�ȧȩ�ȋȨȫȎ´ƎȗpȑȂƍȖÏƕ
ȭCǾǴǓƸ��ȓǻȪÙèŉţ��ǿȧțÙèŉţ¶ïĴ��ȗȧȪ»ƠȭĉȤȎɨǳ�ǳ

ãɩǵ���ȀȨȘÏƕ´ƎȗpȑȂǴÏƕȇâšĞȭ�¸ȇǴ���Ș»Ơȭ©Ȏɨǳ�ǳãɩǵ 

�	 »Ơȭ©ȎȥȘȭ�¸ĞȔȇǴ7|�Rțɕɧəɔɧȼŕȓ2ǑȇȎɨǳ�ǳãɩǵ 

 

�
 �`�Z·0(QL���«U°)(Åk¡cTCLTA,�«n¹�À�

MedlineȭīǼȒ 2018� 7ã 3ÙȡȓȘÓĢȁöşȆȫȎǵ 
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ƛĵȵȰɆɟȰɥȓșǴčĵȘǠȗǿǼȒǴ�ƘȗňȉǷMinds ƛĵȵȰɆɟȰɥ�¸ɗɈɝȯɡ 2017Ǹ1

ȗȧȪȲɏɄɥȽɢɓɡǴÈzȷɢɧɆȭ īȉȪǵ 

vMűaţűìø~�Ė

ĜĚĖvMűaţƬaŠvMŦŽĖ

ĝĚĖvMűaţƬ`ŠvMŦŽƤw�ŦŽƥĖ

ƤvMűaţŗůŤŘƬ�ÁůvMŞŬşůŚƥĖ

Ė

vM�QűũŷűŕƂƄƓƇƝ!áűƅƘƒơƍűaţĖ

ĦƤaŚƥƬĖ *�űvQ�ŞvMƀyuŦŽĀ'ţŰaŠÁ�ŞřŽĖ

ħƤ�Æ^ƥƬĖ *�űvQ�ŞvMƀyuŦŽĀ'ţŰ�Æ^űÁ�ŞřŽĖ

ĨƤ`ŚƥƬĖ *�űvQ�ŞvMƀyuŦŽĀ'ţŰUŦŽÁ�ŲĊQºŬřŽĖ

ĩƤĐZŰ`ŚƥƬĖ *�űvQ�ŞvMƀyuŦŽĀ'ţŰŵŭƁŮÁ�ŬşůŚĖ



 

 ��	�-�ďÇŅ ������	�

�

vM|űìø~�Ė

vM|ŲŕvMűaţŭŕƅƘƒơƍűÁRlƤaţƥƀ�ìŦŽŖĖ

|�ƬĖ

ƨƥmÙıŰUŤū�· Ĭ ƀåśŢŭƀaŠvMŦŽƤvMűaţĖĜŕƅƘƒơƍűÁRlĖĦƥĖ

ƩƥmÙıŰUŤū�· Ĭ ƀåśŢŭƀ���şŬvMŦŽƤvMűaţĖĝŕƅƘƒơƍűÁRlĖĨƥĖ

ƪƥmÙıŰUŤū�· Ĭ ƀåſůŚŢŭƀw�ŦŽƤvMűaţĖĝŕƅƘƒơƍűÁRlĖĩƥĖ

ƫƥmÙıŰUŤū�· Ĭ ƀåſůŚŢŭƀaŠvMŦŽƤvMűaţĖĜŕƅƘƒơƍűÁRlĖħƥĖ
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èĲ²ȗȐǼȒșǴȲɏɄɥȽɢɓɡȘǬǼńőȗ�ȇǼȎȤǴèêȘ´aȓ CQȭƙ�ȉȪȅȔȁ

iǛȓǻȩǴ�ƪĸȗșɌɂȶȷɟȱɥɆȶȲȽɁɞɥɨBQɩȗĽ¢ȉȪȥȘȁȟȔȮȕȔȖȪȁǴǹɑɠȳɥ

ĳƛĵȵȰɆɟȰɥ 2017Ǻȗ�ȉȪÙèJĵýŶƝ#ýúȘƝ#ŤíŕȗpȑȂǴ£ ȔȇȒș CQ£

 ȭÆīȉȪȅȔȭ�ĦYZȘ�¸ 29��YZńőq_�ÝȘńőų�ƥȓċ�ǴņƠȇȎǵ 

 

�	 �]Ã´�i0��S��0c{�L*�+�

%ǘƛĵvȘöðɦčĵȗȐǼȒȥȵȰɆɟȰɥȗ]ȤǴ%ǘƛĵȓƠȤȨȫȒǼȖǼrYșǴȌȫȭ

ÛňȉȪȔǼǽÖǊȭȔȏȎǵ 
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ɥ�¸ȗ¨ȇȎńő�ƊųǴńő:Áųș>ĺĽSȗǓȉȪ�ðȭUȄȎǵq_ȉȞȂ>ĺĽS

ǠșȖȀȏȎǵ  
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ƤĜƥ ƚƟƆơµű�jĖ
ɑɠȳɥĳș“¶ï”g|ɑɠȳɥȗȧȪ“¶ï±”ɨ�ƾ±ɩȓſąĸȖŉţu±Ĳ²Ș�ůȓǻȪǵĠ

«ĸȖĳĨ+ȭ�ȋȒ�ƾ±ēŦġźĴɨtransmissible spongiform encephalopathies: TSEɩȔȥbȚȫȪǵ

ɑɠȳɥĳșŏȘtȭƬǾȒ�ÍȉȪ�ģ3Ƶ¶ïĴȓǻȪɨƊ 1ɩǵɑɠȳɥș�
Șā�Ƈķƪȓǻ

Ȫ PrPCȘúƷȁuIȇȎ PrPScȌȘȥȘȓǻȩǴȌȫȗȧȪɑɠȳɥĳĶĳý�ɨɑɠȳɥ�ơɩșwÒȘ

ńőȗȧȏȒƋ�ȄȨȫȒȂȎ 1ǵ 

PrPCșǴœ 20 ïƂ��ȗǻȪ PrP ǁ�|ɨPRNPɩȀȨȐȃȨȫǴ
ȗ	îŉţŝȓǴ�ǈșɠɥɍŝ
ŢŭȓĶħȇȒǿȩǴɑɣɃȯɧȿ¶U±ȓ¶ï±șȖǼǵPrPCș 253ȯɘɋǆȘɖɠɔɑɁɆȔȇȒĪĩ

ȆȫǴâ<Ș 22ȯɘɋǆɨȻȷɇɡɔɑɁɆɩȁűƚÝȗǗPȆȫǴȆȨȗűƚ¦ȗ 230ĆpȘ�ŮȗGPI

ȯɥȴɧȁ�CȆȫȪǵ181Rț 197ĆpșŜǍ�Cǃ�ȓǻȪǵœ 51ɮ91ĆpȘǒȗ 8ȯɘɋǆȘS

ªǅ;ǃȁ}lȉȪǵ�ÖǴɑɠȳɥĳȓșǴPrPCȁɑɣɃȯɧȿÀ¿±Ș PrPScȗuIȇǴź6ȓŉţ

ŠŵȭǙ�ȇĶĴȉȪ*ǵPrPCȀȨ PrPScȝȘuÊș PrPȘŒ�úƷȘuIȔŲǾȨȫȒǿȩɨβȻɧɅú

Ʒȗ�ȣȧǽȗȖȪɩǴɑɠȳɥ¶ïŠŵĬêȘ PrPSc ȔÇƓȇȎ�
ŠŵȘ PrPCșǴPrPScȭǋnȗȇȒ

PrPScȗúƷuÊȉȪȥȘȔŲǾȨȫȒǼȪǵ 

úƷȘƿǽ PrPScșȌȫȍȫòɨstrainɩȔȥbȚȫɑɠȳɥĳȘĳ+ȘƿǼȗǓ�ȉȪǵPRNP Șwn
ɨȹɆɥ 129Ǵ219ɩșɑɠȳɥĳȘĲ²¶U±Ȧĳ+ȗǴuįșǁ�±ɑɠȳɥĳȗǓƸȇȒǼȪǵ 

 

 

2ƌķ3 
*P_E.c?%Ï�!ħ�$÷£ñ-ũ�ǒ�³ś$ÄŚñP\2aŖ&dƄ9"variably protease-sensitive 

prionopathy"�VPSPr	#�!Ʊâ·©�,!7+ǛZou WQ, et al. Ann Neurol 2010; 68:162-172)8ǜ 
  

�eª��

• ƚƟƆơµŲœn�Ŕ?OƚƟƆơŰźŽ©"ún�¶ŬŕýålŬà�ºůÄÑGl´mű
�ÖŬřŽŖĖ

• ƚƟƆơű�oŲƚƟƆơä¹ƤňŊłŇņĖ ňŊŇŌľłņĥĖıŊıƥű�ZCƤļľńńōńĺŊĖ ňŊłŇņĖ ňŊŇŌľłņĥĖıŊıĨƥűÈ�
�üŞG-Ťū¯ťŽ²ZCıŊıƤŋļŊĺňłľĖňŊłŇņĖňŊŇŌľłņĥĖıŊıĴļƥŭţžūŚŽŖĖ

• ƗƓűƚƟƆơµŲÍ Ĝ�ƧĜěě �Ƣ\ű¸¶«ŬŕėĜĘĖ§¸lĸP¸l ĨŊľōŌőĿľńĽŌęĭĺŃŇĻ µ
ƤĨŊľōŌőĿľńĽŌęĭĺŃŇĻĖĽłŋľĺŋľĥĖĨĭĩƥĹƤ1?��ƥŕėĝĘĖā�lĖĸĖā�lĨĭĩŕīľŊŋŌŅĺņņęĴŌŊŒōŋŋńľŊę

ĴļŁľłņŃľŊ µƤīĴĴƥŕà�lT�l�½¶ƤĿĺŌĺńĖĿĺŅłńłĺńĖłņŋŇŅņłĺĥĖĪĪĬƥĹƤıŊı ā�OG²ŰźŽƥŕ

ėĞĘĖªelĖĸĖ/1lĨĭĩƤÀÝÅ�cĨĭĩƤĽōŊĺĖŅĺŌľŊĖŀŊĺĿŌęĺŋŋŇļłĺŌľĽĖĨĭĩĥĖĽĨĭĩƥůŮƥŕG²

CĨĭĩĖƤŎĺŊłĺņŌĖĨĭĩĥĖŎĨĭĩƥŵŝĖĹƤƚƟƆơŴű�ĎŰźŽƥŰ&ēţžŽŖĖ

• P¸l Ĩĭĩ ű#C�Ųkûýålűð¾¶ŕþ+LóŕƜƆƉƠƣƕƍůŮƀÂŤ¥+l¥ë
ŰßŽŞŕ�÷ºÕdýålűĐ#C�ŸřŽŖĖ
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A. �ņ&P\2aŖ 

=6^/Mc Ǯscrapieǯ 

0;ľſňƍŗ Ǯbovine spongiform encephalopathy: BSEǯ 

ùñĿƈŖ Ǯchronic wasting disease: CWDǯ 

J9ľſňƍŗ 

yĜñVa6ƍŗ 

)8 

 

LD<.Y5 

0;.Y5 

;3 

J9 

Va6 

 

B. LF&P\2aŖ 

ŇŚñ ÄŚñCreutzfeldt-JakobŖ ǮCJDǯ 

  "Variably protease-sensitive prionopathy" ǮVPSPrǯ* 

Ƹyñ ƸyñCJD 

  Gerstmann-Sträussler-ScheinkerŖ ǮGSSǯ 

  ƓĮñÊĉñgšŗ Ǯfatal familial insomnia: FFIǯǭ

  �ƭñPrP.V_/Gc;=** 

Ŋìñ 6c]cǛkuruǜ 

  �¡ñCJD ǮŧƏůĢ.f²}Ơ�.ƢƏůĢ.ƍŀƺǏĥ. 

  ƍ¼ŮýƜ)8.»œ³CJD"'Ưƙǯ 

  »œ³CJD Ǯvariant CJD: vCJDǯ 

LF 

 

ƤĝƥĖƗƓűƚƟƆơµĖ

ɎɅȘɑɠȳɥĳșǰĠĶ±ɬ~Ķ± CJDɭ*ɨOg�ÛɩǴǱǁ�±ɨPrP ǁ�|uįȗǓƸɩǴǲĤ©

±ɨɑɠȳɥȝȘàǝȔȌȘĤ©ȗȧȪɩȗx=ȆȫȪɨƊ 1ɩǵ 

ɑɠȳɥĳȘĶĴĥșǴ�V 100��ǻȎȩ�ǒȟȠɪ�ȓǻȩǴƲ�Ȭȁkȓș 2�ƲȃȗsCȇȐ

ȐǻȪ 2ǵȬȁkȘȺɧɓȰɟɥȽȗǿȄȪĳnćȘǣ�ȓșǴ~Ķ± CJD 76.8%Ǵǁ�±ɑɠȳɥĳ

19.9%ǴĤ©±ɑɠȳɥĳ 2.8%ȘǡȓǻȏȎɨj 1ɩǵȬȁkȘĤ©±ɑɠȳɥĳș vCJD 1! 3ȭǗȂǴȉ

ȞȒ dCJDȓǻȩǴdCJDșƼPȘƢðȗȧȪ²ųÒȭŧƖȉȪȔ 154!ȓǻȪɨ2018� 2ãħlɩǵXĳ

nȘŽ�+ȘùƍȭƊ 2ȗňȉǵ 

@ ĜƦĨĭĩƌƣƛƃƞơƍN<�ƤĜĤĤĤ \ ğ��ĝěĜģ \ ĝ�ƥŬĖ
9QţžũƚƟƆơµ ĞĝĢģ �űµC&ēĖ

 
 
 
 
 
 
 
 
 
 
 

2ƌķ3 

**Ʊâ.PRNP Y163X)8&»œ-z7.hâĔ%ƒêūŽbĖĠūŽǊÉ-iî#�!Śŗ�.ë%ƦŤŗ
-¨�.�ƭƐ¬% PrP.V_/GĳŢ-Ʀ*+�ƭñ PrP.V_/Gc;=&Êź9·©�, ǛMead S, et al. 
N Engl J Med 2013; 369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: e67-69)8ǜ�  
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æ ĝƦƗƓűƚƟƆơµűµCű�çƤïÏŲ7µCűêòűđƀ2¦ƥ�

��	 ~Ķ± CJDɨsporadic CJDɩɫ 

Og�ÛȘĠĶ±Șɑɠȳɥĳǵ~Ķ± CJD Ș5n!șǴƠłýŶǙ�ǴƻGyƢǴƏƐį�ŕȓĶ

ĴǴȆȨȗǌ�ƭɦǌ�vƭĴ&ǴɘȳȶɣɧɉȽȖȕȘŉţśŉĴ&ȁ°ƶȗƹƈȇǴ�m 3ɮ4 Ȁãȓ

ĜG±ĜƔȗžȪǵ�ÖȓǴĈưĸŪ§ȖƹƈȭňȉǞ5n!ȥ}lȉȪǵĳ+ȘƿǼșǴPrP ǁ�|ȹ

Ɇɥ 129wnȔɑɣɃȯɧȿÀ¿±į� PrPȘƿǼȗǓƸȇȒǼȪǵƲ�ǴɑɣɃȯɧȿȗûǶȖ¶U±ȭ

ňȉį� PrPȭĠ«ȔȉȪǞ5n!Ș�ůɨVPSPrɩȥq_ȆȫȒǼȪɨŸđ*Qĝɩǵ 

��	 ǁ�±ɑɠȳɥĳɨgenetic prion diseasesɩ: 

ǁ�±ɑɠȳɥĳș PrP ǁ�|ȘuįȗƫgȇǴwÒȘuįȁłȨȫȒǼȪǵǁ�£ ș�ïƂ�,±

ǁ�ȓǻȪȁǴǁ�ĸĔƴĥȁ�ȃuįȭäȇȒǼȒȥĶĴȋȊǴŽ�ĸȗș�ŝ6ȗĶĴųȁǼȖǼ

~Ķ!ȔȇȒƠƤȆȫȪuįȥǻȪǵuįȘŏǦȗȧȩǴĈưĸƹƈȁŪ§ȓźȗ PrPȯɘɣȰɆÔȭäȉȪ

ȥȘɬGSSĳnɭǴCJDûȘŽ�ȦĳĨȭňȉȥȘɬCJDnɨǁ�± CJDɩɭǴſą±�Ø±�ŀĴǮFFIǯǴȌ

ȫ�vȗx=ȆȫȪǵƲ�Ǵ1Ư± PrPȯɘɣȰɆɧȻȽȘĳnȁq_ȆȫȎɨŸđ**Qĝɩǵ 

�		 Ĥ©±ɑɠȳɥĳɨenvironmentally acquired prion diseasesɩɫ 

Ĥ©±ɑɠȳɥĳșǴɑɠȳɥȗàǝȆȫȌȫȭĤ©ȉȪȅȔȗȧȏȒĶĴȉȪǵȬȁkȓwĶȇȒǼȪŅ

żŌõ¦ CJDɨdCJDɩșǴɑɠȳɥȗĊïȆȫȎɎɅ��ĬêŅżȘŌõȗȧȪǵuįn CJD ǮvCJDǯǭșǴȱ

ȻȘɑɠȳɥĳȓǻȪȱȻēŦġźĴɨBSEɩȘɑɠȳɥȗĊïȆȫȎǧdȀȨȘ�ƾȁŲǾȨȫȒǼȪǵȬ

ȁkȘ vCJD!șƃkŃæĚl	ȗ BSEɑɠȳɥȗĊïȇȒǼȪɠȽȶȘǻȪǧdȝȘàǝĄȭäȇȒǼ

Ȏ 3ǵ�

Ė

�� 
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. 
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ƤĜƥ ƚƟƆơµƀŮśí·ŦŽŝƭĖ
j 2 ȗƛÕȝȘƽŖȭňȉǵħĳĄȔƛ�¹ƎȀȨɑɠȳɥĳȘWŶ±ȭİǽȅȔȁƛÕȘœ�Ăȓ

ǻȪǵ°ƶƹƈ±ȘƠłĴȖȕȘŉţɦśŉĴ&ȭňȉ CJD 5n!�vȗǴĈưĸŪ§Ȗƹƈȭňȉ

Ǟ5n!ȁǻȩǴOg�ÛȘŉţu±Ĳ²ȘƛÕȓșɑɠȳɥĳȭǎ=ƛÕȗ0ȫȪǵāņȖĳĄɨ�

ØĄǴŌõĄǴĖƀĄŕɩȘ½ËǴöðɬźĐǴMRIǴźŷǫĕɗɧȴɧǴɑɠȳɥƇķɨprion protein: PrPɩ

ǁ�|ǮPRNPɩɭ¹ƎŕȗȧȏȒǴ�Ĳ²ȭǗvȇǴɑɠȳɥĳȔȌȘĳnȭƛÕȉȪǵ 

ħÝěȓäF±ȁƜÛȆȫȎóèĸčĵďșȖȃǴ�ĴĸɦÎÄĸȖčĵȦȸȯǟȁǇƍȓǻȪǵħ

lǴPrPȘ:|ĳ·ȭüĸȔȇȎčĵďȁǑĶ	ȓǻȪǵ 

ƟŠșXĳnȘƛÕȔčĵȘǠȭQĝȆȫȎǼǵ 

f 	ÉKN=R�´�P0¼©�

 

ĨĭĩĥĖĨŊľōŌőĿľńĽŌęĭĺŃŇĻ µŕīĴĴĥĖīľŊŋŌŅĺņņęĴŌŊŒōŋŋńľŊęĴļŁľłņŃľŊ µŕĪĪĬĥĖT�là�l�½¶ŕĖĖ

ĳĵęĲĶĬĨ�ĥĖŊľĺńęŌłŅľĖŉōĺŃłņŀęłņĽōļľĽĖļŇņŎľŊŋłŇņ �Ƥ²ZƚƟƆơä¹űF[ŰźŽĕn^�%�ƥ 
 

Ƥĝƥ ƚƟƆơµűmÙƢT�yxŕí·yxĖ
ɑɠȳɥĳșǷǛĳȘ²ųȗ�ȉȪJĵŕȗǓȉȪď¥ǸɨǛĳďɩȘÅ�ǛĳȘ 1 ȐȓǻȩǴJĵƨ

D¸ȭUȄȪȅȔȁȓȂȪǵǛĳ³qɕɧəɔɧȼȾɥɀɧȘ HP ȗșǴJĵƨD¸ȭ]ȤǴ�Ɓ\ȄR

�eª� 
• ƚƟƆơµű5Úlƀ³śŢŭŞí}űÉ��ŬřŽŖkûýålűð¾¶ůŮűÄÑƢËÄ¶
�ƀÂŦĨŊľōŌőĿľńĽŌęĭĺŃŇĻµƤĨŊľōŌőĿľńĽŌęĭĺŃŇĻĖĽłŋľĺŋľĥĖĨĭĩƥ#C��HŰŕ�÷ºÕdůý

åƀÂŦĐ#C�Şřżŕ1?��űÄÑGl´műí}ŬŲƚƟƆơµƀgŧĈ(í}Ű 

žŽƤ@ĝƥŖĖ

• ��º�·�ŲůŠŕU¶ºƢyuº�·ŕƊƂƀåśŖ¿Ç¬ÊŝŻí·yxƀ3šŽŢŭŞŬ
şŽŖĖ
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țJĵ¨ų\Ȅ³qȁÉƱȆȫȒǼȪ 1ǵ 

ɜȹɐĳȺɖɧɅɊɂɅɤɧȶȘ HPȗ²ų�ØÎÌ³qȁÉƱȆȫȒǼȪ 2ǵ1ȒȘɑɠȳɥĳȭ�Ʀ

ȔȉȪ1kɑɠȳɥĳ²ųɦ�Ø�ȓȥĽƣȁWŶȓǻȪǵ 

ńőĦșɑɠȳɥĳȘȺɧɓȰɟɥȽŕȭƵȈȒɑɠȳɥĳȘƛĵÎÌȭƈȏȒǼȪǵCJD ȺɧɓȰɟ

ɥȽ{e�ȭƵȈȒ CJD ȺɧɓȰɟɥȽ{eȦNĩE*ľȁ�ȤȪXǄƽ�ĿȘ CJD Á¢�ǐJŕ  

ȗȧȪÎÌɨXŏöðȭ]ȣɩȭUȄȪȅȔȁȓȂȪ 3ǵȆȨȗ²ųȦ�Øȗ�ȉȪ¬ĨǟȘÎÌȥƈȏȒ

ǼȪ 3ǵ 

ɑɠȳɥĳșœ 5Ǧ¶ïĴȗÅ�ȆȫȒǿȩǴJ�șƛÕ¦ 7Ù�6ȗ%(¹ȗ�Ȅ9ȪȅȔȁŰH

ȑȄȨȫȒǼȪɨ�9Ŋɫhttp://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdfɩǵ

ȖǿǴɑɠȳɥĳȘāņȖƛÕǴĶĩġĎȘ½ËǴ¶ï�Ǖ�ŗȗșǴ?öȗȧȪĳĨöðȁǇƍȓǻ

ȪǵɑɠȳɥĳĴ!Ș?öƨīȗȐǼȒșNĩE*ľȦńőĦȘÎÌȁUȄȨȫǴȡȎǴ²ų0ǖ×ƙ

ȓɑɠȳɥĳĴ!Ș?öȁȓȂȖǼrYȥǴɑɠȳɥĳĴ!?öUȄ0ȫWŶȖ×ƙȗȐǼȒńőĦȗ

fǼYȬȋȁWŶȓǻȪɨfǼYȬȋ-ɫɑɠȳɥĳȺɧɓȰɟɥȽRț¶ï�ǕȗǓȉȪƢðńőĦ

H�ǭ HPɫhttp://prion.umin.jp/index.htmlɩǵ 

 
���

1. ǍŖõ·>aAc� ScWRc<(http://www.nanbyou.or.jp/)ǝ 

P\2aŖǛ1ǜ6_/DN1]FbY9OŖǛCJDǜ(http://www.nanbyou.or.jp/entry/80).(2) 8]=FUab

=F_/=[cb;X/a3cŖ(GSS) (http://www.nanbyou.or.jp/entry/88).(3) ƓĮñÊĉñgšŗǛFFIǜ

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

2. Y9OŖ:TcFJCF`c6(http://www.cjdnet.jp/) 

3. �¯P\2aŖôƇbÊĉx (http://nanbyo.jo/sapo/prion/) 

4.  Ő��ŮÅŦŰƫƟ�ƾ� Ǎĵñŕô�đŦŰoĤ0P\2aŖ¢(ƵŚñ0/]=÷Ĝŗ%ǂ�+Ƨĝ

ŦŰō1b0P\2aŖ&:cQ/[a=#÷Ĝnǅ%ǂ�+ƧĝŦŰō1(http://prion.umin.jp/index.html) 
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-0�	ÉKN=R�0�g�

-0�	����l�vKN=R�,1-0S .�w"Ê�
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~Ķ±ɑɠȳɥĳȘxǃ:ș~Ķ± CJD ȓǻȩǴĀŚȭ	¬ȗq_ȆȫȒǼȪ variably protease-

sensitive prionopathyɨVPSPrɩșǴèǂȓșøȤȒōȓǻȪǵ~Ķ± CJDșɎɅɑɠȳɥĳȘŞ 8AȭMȤǴ

�ǒ 100��ȗ 1�Ŏ�ȁĶĴȇǴĶĴĥș1�ĮĸȗȟȠ��ȇȒǼȪǵ60ăȀȨ 70ă�ȘĶĴȁ

wǼȁǴ80ă��ȓȘĶĴȥōȓșȖǼǵ�Į%(ýǓɨWorld Health Organization: WHOɩȘƛÕpę

ȁ�ȃīǼȨȫȪȁǴņ�ƛÕȗșĳĨ�ĸöşȁǢȓǻȪɨƊ 3ɩ1, 2, 3ǵ5n!ȘŽ�ƛÕșĈưĸ

�ÜȓǻȪȁǴƛÕiǛȖǞ5n!ȥǻȪ 4, 5ǵĳĨ�ĸȗșxźĹƪȦŨé�ȗǴēŦġuIȦȷɠȳ

ɧȻȽǴŉţŠŵŹƄȭƠȤǴ¿ PrP¿�ȭīǼȎ/ıïƂȭ×ƈȉȫȚǴPrPČŁȁƠȤȨȫȪ 5ǵ 

æ ĞĚĖP¸lĨŊľōŌőĿľńĽŌęĭĺŃŇĻ µűí}D£ 

I. ¨êȀȨīǼȨȫȒǼȪƛÕpęɨMastersȨ 1ɩ 

A. ņ�!ɨdefiniteɩ 

Ġ«ĸȖĳĨ¹ƎǴȡȎșȱȲȽɀɥɐɣɂɅȦ/ıïƂďȓźȗį�ɑɠȳɥƇķȭö9ǵ 

B. ȟȠņ�!ɨprobableɩ 

ĳĨ¹ƎșȖǼȁǴ��Ș 1-3ȭėȎȉǵ 

1. °ƶƹƈ±ƠłĴ 

2. ÿȘ 4ǠĻ	 2ǠĻ��ȭėȎȉǵ 

a. ɘȳȶɣɧɉȽ 

b. ƏƐȡȎș�źĴġ 

c. ǌ�ƭȡȎșǌ�vƭĴġ 

d. ĜG±ĜƔ 

3. źĐ�ȓ`æ±Zæ±ÐǜɨPSDɩȭƠȤȪǵ 

C. İǼ!ɨpossibleɩ 

�ƘȘ BȘ 1Rț 2ȭėȎȉȁǴźĐ� PSDȭþȃrYǵ 

 

II. ÃxƛÕpęɨWHO 2ɩ 

�ƘȘƛÕpęȘ CȘİǼ!ɨpossibleɩȗ0Ȫ!ȓǴźĐ� PSDȁȖȃȒȥǴźŷǫĕ	ȗ 14-3-3Ƈķȁö9Ȇ

ȫŽ�ţƼȁ 2�çėȘrYǴȟȠņ�!ɨprobableɩȔȉȪǵ 

�eª��

• ſŞAŬŲP¸lĨŊľōŌőĿľńĽŌęĭĺŃŇĻ µėĨŊľōŌőĿľńĽŌęĭĺŃŇĻĖĽłŋľĺŋľĥĖĨĭĩƥŞƚƟƆơµűÍ ğ&
ű Ğ ƀ0ŷŕƚƟƆơä¹ėňŊłŇņĖ ňŊŇŌľłņĥĖ ıŊıĘűn�ƀÂ>ŦŽ�bŲůŠŕıŊı ā�OƤıĳİıĖƥ

ŰµºG²ƀðŷůŚŖĖ

• #C�ŬŲkûŰýåŦŽð¾�ÚċSŰ)Ŝŕþ+LóŕĆ�õƢĆ�Hõ¶¨ŕƜƆƉƠƣ
ƕƍƀ:Ťŕ¸¶ŝŻÍ ĞęĢ ŝ�Ŭ¥+l¥ëŰßŽŖĖ

• Ü��ű;�l9�lzčėňľŊłŇĽłļĖ ŋŐņļŁŊŇņŇōŋĖ ĽłŋļŁĺŊŀľĥĖ ıĴĩƥŕĒĂ įĳĬ t{aó�

ėĽłĿĿōŋłŇņĖŏľłŀŁŌľĽĖłŅĺŀľĥĖĩķĬĘŬűJÜ»ôŹÔ��űĕ�6ŕÜÛĔ¢�űÓƏƄä¹Ź Ĝğę

ĞęĞ ä¹űĕ�ŞÞ]í}ű2ØŭůŽŖĖ

• ıĳİı ƋƔơ ĜĝĤ ICŭƚƠƑƂƣƎsrl ıŊı űƄƅƍƏơƙƠƐƓê�Ò�ƀÐŶ8ſŨũ&
ēŞÞ]ÑÿŹµ®qèŭźŠUhŤŕįįĜCŞ�Ÿ#Cºůqèƀ:ŦŽŖĖ
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~Ķ± CJD ȗǿǼȒ	îŉţŝȗČŁȉȪɑɣɃȯɧȿ

À¿±Ș PrPScșǴȱȲȽɀɥɐɣɂɅƒìȗȧȩ 1nȔ 2nȗ

:ȄȨȫȪɨj 3ɩǵPRNP ȹɆɥ 129wnɨɚɁȳɈɥȭɕɛȓ

ÄȐ MMnǴɌɠɥȭɒɃɣȓÄȐ MVnȔɕɛȓÄȐ VV

n)ȔȘŢȢYȬȋȗȧȩǴMM1ǴMM2ǴMV1ǴMV2ǴVV1Ǵ

VV2Ș 6nȗ:ǦȆȫǴMM2nșŽ�ĳĨ¹ƎȗȧȩĹƪ

nȔƏ�nȗ:ȄȨȫȪɨƊ 4ɩ6ǵMM1 nȁâȥǣ�ȁwȃǴ

MV1 nȔȔȥȗ5nĸȖ CJD ȘŽ�ţƼȔĳĨ¹Ǝȭ^ȉ

Ȫ 5, 6ǵMM2-ĹƪnșƠłĴȦxźĹƪĴġȭ
�ȔȇȎŪ

§ƹƈ±ȘţƼȭ^ȇǴMM2-Ə�nșƏ�u±ĴȦ~Ķ

±ſą±�ŀĴȔbȚȫȪ�nȗ�®ȉȪǵMV2 nșƻG

yƢĴġȓĶĴȇǴŪ§ȖţƼȭ^ȉȪǵèǂȓș VV2 n

șøȤȒōȓǻȩǴVV1nȘq_șȖǼ 5, 7ǵ 

~Ķ± CJDȘŽ�ţƼș 3æȗ:ȄȨȫǴœ 1æȗș'

¯¶ǴȜȨȐȂǴȤȡǼǴĒG±Ș��ǴƏƐį�Ǵ¾ǽȐ)

\ŕȘǞĠįĸĴġȁƠȤȨȫȪǵœ 2 æȗƠłýŶǙ�

ȁ°ƶȗƹƈȇǴɘȳȶɣɧɉȽȁ9ħȉȪǵŉţ�ĸ¹Ǝȓ

șŻS�Ș�ƹǴĳĸS�Ș9ħǴƻGyƢǴŖ¡@ǴȼȽ

ɅɈȯǴÀ¿ĴǴǪµS®ŕȁƠȤȨȫȪǵœ 3æȗĜG±ĜƔġ·ȔȖȩǴǗĹƪŅļȦ�áÂŬŴ�

ȭ^ȉȪǵèǂȓșŞKÒȁ 1 ���ĩ}ȉȪȁǴĜG±ĜƔȗžȪȡȓȘţƼȗĀŚ!ȔȘ�șȖȃǴ

ţŘñǨȦ�ĴĵďȗȧȩǏæ�cȉȪȔŲǾȨȫȒǼȪ 8, 9ǵ 
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VÊÏW�

̘̀͒͗ƥ˺ƥ�˻ˑPrP ˵̉˼̍̌ȡƮɏ˝ŜÕ� PrP͜cellular prion protein: PrPC͝˜̊ƠÕ� PrP
͕̰͚̩̀̒͜Čċ÷͜͝scrapie prion protein: PrPSc͝˾˵ŒɟɖĘ˦ˑ˫˺ PrPSc˝ˤ̊˸ PrPC̐ PrPSc˾˵

ŒɟɖĘˤ˪̌͜ÿń÷͙!ɦ÷͝ˢ˵˸˗̌˝ˑ˫˺ PRNP ˸ɩ!¢Ơ˝®�˨̌ˢ˵˴̘̀͒͗ƥ˝
Ɨ˧̌˵˞˸ˑɩ!÷̘̀͒͗ƥ˵Ǳǌ˨̌˒ 
ɩ!÷̘̀͒͗ƥ˸˻̣̫̿̔̀˝˗̌˒ˏ¯Ƭ÷ CJD˸ʟ#˺ȏÜƦ7̐�˨̌ɩ!÷ CJDˑ1Ȇ
ʣÀȇ¢÷Ʀ̇Ƨ÷½ʦƩ˸#˭ȏÜƦ7̐Ķ˦ˑGǷøǪɤ˝ĦÙɿ˵ɻĹɿ˸̏˭̌ GSSˑ2�
ƺ˷˶˺ȐêǈǪƦƐ˝ʞȜ˷ FFIˑː˫˺�ˑ˴˗̌˒˫̍ˬ̍˺̣̫̿̔̀˵ɩ!¢Ơ̐ȧ˸̂˵
̅˭͜ȧ 5͝˒ 

Ç ��Ón�beZgµM\azYbfÓn��³�

0 ɩ!÷ Creutzfeldt-Jakob ƺ͜gCJDʫɠP105T, 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 

1 Gerstmann-Sträussler-Scheinkerƥ͜GSSʫɠP102L, P105L, P105T, P105S, G114V, A117V, G131V, M187R, H187R, 
F198S, D202N, Q212P, Q217R, Codon51-91ins 

2 Ȓš÷¸Ĭ÷�ƺƦ͜FFI͝ɠD178N-129M,  
3 ˫˺�ɠY145stop, Q160stop, 2bp-del at 178[203stop], Duplication of an octapeptide repeat 

 
ɩ!¢Ơ˺ǐʟ˸˱˘˳˻ˑřÍ˵̏˝�˴˻

¦˞˟˫˺ǐʟ͙ʜß˝Ơ˷̌˒řÍ˴˻ E200K˝�
6Ư˸¤˟͜39%͝ˑŘ˸ V210I͜15%͝˵ D178N-129M
͜14%͝˝�Ǐß˸¤˘͜ɩ!¢Ơ˺ȧȹ˸˱˘˳͢
D178N-129M˻ˑPRNP˺̡̳͗ 178˺̦̺̜̒͑͗ɰ
͜D͝˝̦̺̜̒͑͗͜N͝˸¢Ơ˦ˑˤ̊˸ˑ¢Ơ˺˗̌̒
͔͓˺ī˺̡̳͗ 129 ˺¤�˝̵̭̘͊͗͜M͝˴˗̌ˢ
˵̐ȧ̏˨͝˒̏˝�˴˻ˑV180I ˝�Ɵ¤˟͜40%͝ˑ
Ř˘˴ P102L-129M͜19%͝ˑE200K͜17%͝ˑM232R͜1�
6%͝ˑP105L͜2%͝˵ǯ˟͜� 4͝˒ 
ˢ̍̂˴˸��ˤ̍˳˘̌ɩ!¢Ơ̐ PRNP�˸
�ǆ˦˭̆˺˝� 5˴˗̌˒¤˟˝̨͈̦̦͗¢Ơ˴˗̌

V~½W�

• Ƅ��ɓɡȭɥđȓȘǳɓɡȭɥŜĘƧǢǤǛǡǠƥǢǤǡǦǗǛǠƹƥǉǤǉƨȧȶɧɆȇȤ ǉǤǉƄ�rɨǉǋǇǉɩȗƄ�r
kĎȖȡȣĉȆȤɓɡȭɥđȒǸȤǴƥ

• .Ɯȓȅȑǳǯtė� ƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔ đƧƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔƥ ǖǛǥǗǓǥǗƹƥƼǃƽɩȖƜ�ȗŒ�Ē
"ȧSȇȤƄ�� Ƽǃƽǳǰōơ�Ŏk�ĒȠē��ƣĕȕȔȖƜ�ȅȋŒ�Ē"ȧSȅǳŃđ

ÎƍǾƊǹȵɢȺɅɘɥɦȺɅɣȪȺɠɧɦȸɜȪɥȮɧđɨǀǗǤǥǦǟǓǠǠƬǌǦǤǭǧǥǥǞǗǤƬǌǕǚǗǛǠǝǗǤƥ

ǖǛǥǗǓǥǗƹƥǀǌǌɩǳǱ�ġȕȔœ�īĽĒăǾƛŚȕŔå�|Ä��ġĒɨǘǓǦǓǞƥ ǘǓǟǛǞǛǓǞƥ ǛǠǥǡǟǠǛǓƹƥ

ƿƿǂɩǳǲȊȗ�Ȗ.ǽȥȤǴƥ

• m¿ȗƄ�rkĎǾgTȄȥȑǹȤǾǳâĸȓÅÐȒȘƄ�rkĎȗıƜɦÞ£çǾĎȕȤǴĂ
ȖǳǏưƷƯǂǳǆƱƲƱǋǳǉưƯƴǅ Șǳ	ȖÅÐǽȢgTȄȥȑǹȤkĎȒǸȤ ưǴƥ

� )�¤�ft@�MÓn�beZgµM

Ón��³Mt��
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˝ˑ̴̨̦͗͗¢Ơ˸̉̋ȡƮ˺ CĻǕ˝ƿ˟˷̌̆˺ˑ̡̳͗ 51-91ʚ�˺ 8̷͈̒ɰ˺͚̲͒̽ɫ$˸ŗ
¨̇ēF˝˗̌̆˺̆��ˤ̍˳˘̌˒ 
ɩ!åá˻ÕńȔ(A÷̐˵̌˝ˑŸɜƒ˻¢Ơ˸̉̋¦˞˟Ơ˷̋ˑV180I ̇ M232R ˻¸ĬKƬƦ
ǻ˺-˻Ő̅˳̂̍˴˗̋ˑ̀́¯Ƭ-˵˦˳ƬƦ˨̌˒ 
̏˝�˸¤˟̃̊̍̌ɩ!÷̘̀͒͗ƥ˺̣̫̿̔̀˸˱˘˳őɅ˨̌˒ 

 
� ßÓn�beZgµMbeZgÅ¹Ón�Ý�!��ÞjM�³M���

 

 
ɨưɩƥǏưƷƯǂ kĎɨƄ��Ƽǃƽɩƥ

PRNP˺̡̳͗ 180˺̹͒͗˝̪͕̤̔̔͗˸ǶĘ˦˭̆˺˴ˑĭļ̐�̄Ŀ̥̒̒˴ʜß˺ʤ˘ɩ!÷
CJD˴˗̌˒̏˝�˺ɩ!÷̘̀͒͗ƥG(˺Ǣ 40%̐k̅̌˒ƬƦÙʨ˻ 44-93ş͜Ø� 76ş͝ˑGǷ
ƥĹɿ˻Ǣ 1.9Ù˴˗̌˒¯Ƭ÷CJD̉̋ƬƦÙʨ˝̇̇ʤ˟ˑ̉̋ǳì˷Ǫɤ̐˵̌˒ʤŘŖȅʏ·͜¨
Ƀ͙¨ȤˑȹɵZʏ·˷˶͝˴ƬƦ˨̌ˢ˵˝¤˘�īˑQĹ˸˻̶͈̘̝͕͚̦̇ɣ`¨ɆˑȰȱʏ·˻

̂̍˴˗̌˒MRI Ɲ@˝ƏñƯ˴˗̋ˑĎĥãɆƝ@˴¦ȇưɏ͜ëʛț˵�òƀ̐ʆ˟͙͝�ÝŇ˸͒ͅ
͗Ɛʤ4|˝ɂ̅̊̍ˑ¦ȇưɏ˝ŶȉɆ˺ĄȮ̐�˨̌ 2˒ȇŲ˴�Ĺ÷�Ĺ÷ģʓ͜periodic 
synchronous discharge: PSD͝˝ɂ̅̊̍̌-˻Á˷˘͜Ǣ 12%͝˒ȇȆʣź͜cerebrospinal fluid: CSF͝�˺
14-3-3 ȡƮˑǱ̫̕ȡƮˑƠÕ�̘̀͒͗ȡƮʤÿß¡Öű͜real-time quaking-induced conversion: RT-
QUIC͝˺ʋ÷ƒ˻%˘˒¸ĬKƬƦ-˻Ő̅˳̂̍˴˗̋ˑɩ!ŎŅ˝ɱȭ˴˗̌˒ 

 
ƧƱƨƥǉưƯƱǅ kĎɨǀǌǌɩƥ

P102L ˻�Í��͜ʥEÉˑǊÆ͙'Ɏ˺ĶİŷŮÈ͝˸Ʀ-˝:�˦˳˛̋ˑʥEÉ¦˺ʤË̊˸̉
̌˵ 3ˑQƬÙʨ˺Ø�˻ 55ş͜38-70ş͝˴ˑGǪɤ˻ 4-7Ù˴˗˰˭˒Ø�ƬƦÙʨ˻ 55ş˴˗̌˒
ŝȤʏ·͜ɣ`¨Ɇ÷ŝȤ͝˷˶˺ɣ`¨Ɇ˴ƬƦ˨̌-˝̀˵̑˶͜Ǣ 90%͝˴ˑ2͞3Ùɢ̍˳ɂƾƦ
͜OƔʜß˻%˘̶͈̘̝͕͚̦̇͝˝OƔ˨̌˒˫˺ëˑöɞ˸ƦƐɡȤ˦ƈ`÷ƈȵ˜̊š˸ȑ̌˒(

Úɣ`¨ɆˑŒʗʏ·ˑ�ȁȊt¿Ź¨ˑ�ȁƠÕÿȱ˝˗̌˒̶͈̘̝͕͚̦˻�ȓ˸ɂ̅˷˘˒¸Ĭ

Š͙ǈǪ°ƯĄȮ˜̊ȆʣÀȇ¢÷Ʀ˵Ʉȼˤ̍̌ˢ˵˝¤˘˒��¸ĬK˴ˑ��˺̡̳͗ 129 ¤�̐
ď˰˳˘˳̆ƦƐ˸ɧ˘˝˗̌ˢ˵˝˗̌˒ʛɫ MRI˺ DWI˻QĹ˸˻ƠÕ˻ɂ̅̊̍˷˘˝ˑƦƐ˺
ɡȤ˸̉̋¦ȇưɏ˸ʤ4|̐ɂ̅̌˒ȇȢŵ SPECT˺ǮȷƝ@˴˻ˑƥQĹ˸˻Àȇ˺Ȣŵ%�˻
ɂ̅̊̍˷˘˒PSD˺OƔƒ˻˜˷̋%˟ˑCSF˺ 14-3-3ȡƮƄß�į˺ʋ÷ƒ̆%˘˒˷˛ˑ̀˵̑˶

ÅÐȒmǹƄ�rkĎȘǳǏưƷƯǂɨƳƯƦɩɪǉưƯƱǅɨưƸƦɩǳƾƱƯƯǄɨưƶƦɩǳǆƱƲƱǋɨưƵƦɩǳǉưƯƴǅɨƱƦɩȒǸȤǾǳ

â�ȒȘ ƾƱƯƯǄɨƲƷƦɩǳǏƱưƯǂɨưƴƦɩǳƽưƶƷǇɨƿƿǂ cɩɨưƳƦɩǳǉưƯƱǅɨƴƦɩǳƽưƶƷǇɨƼǃƽ cɩǾ	ȒǸȤǴ

ǏưƷƯǂǳǆƱƲƱǋǳǉưƯƴǅ ȘȦǾ`ǽȢ	ȖgTȄȥȤkĎȒǸȤ ưǴ 
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˺ P102L¢Ơ˻�˧͔͓̒˺̡̳͗ 129˸̵̭̘͊͗̐̆˱ P102L-129M˴˗̌˝ˑP102L-129V˺��
- 4˸̉̌˵ˑ129V˴˻GǷƥĹɿ˝ 12Ù˵ɻĹɿ˴˗̋ˑƧĠ˴ƬƦ˦ɂƾƦ̐Ķ˦˷˜˰˭˒ 

 
ƧƲƨƥŔå�|Ä��ġĒɨƿƿǂɩƥ

̏˝�˴˻ FFIƦ-˻ǎ˴˗̌˒ÕńȔ(A÷˺ɩ!åá̐˵̋ˑƤø�˺ɝ̋�ƺƦ̐�˨̌˝ˑ˫
˺�˸ĭ�˺¥Ɣ̈̅͜˙˱˱͝ƐĀˑÛȱˑ˪̑©ˑȐêǈǪʏ·˷˶ˑœ˓˷ƦƐ˺OƔ˺ëˑǟǈ

ƦƐ̇ɣ`ƦƐ˝OƔ˨̌˒MM2 ȰÜ�˵ȏÜƦƐ˝#˳˘̌˒PRNP ˺ɩ!¢Ơ˻ˑD178N-
129M˴˗̌˒D178N ˵�˧͔͓̒˺̡̳͗ 129˸̹͒͗͜V͝˝®�˨̌˵ˑ˫˺ȧƔ�˻ CJD ˵�œ˷̆
˺˸˷̌͜D178N-129V͝5˒41Ʀ-̐̂˵̅˭̳̯̔˺�� 6˴˻ˑØ�ƬƦÙʨ˻ 56şˑǷƥĹɿ˺�
§8˻ 11˜ĵ˴˗˰˭˒̡̳͗ 129¤�˺ǐʟ˸̉̋ƦƐ˺Ƶɧ˻ˑMM˴˻ˑÛȱ̶͈̘̝͕͚̦̇˝
¤˟ˑMV�˴˻ˑƕƦƐˑƻĒˑɣ`¨Ɇ˷˶˝Ȯ̊̍˭˒GǷƥĹɿ˻MM�˺ī˝Ǳ˧˳ƿ˜˰˭˒ 

 
�«�

1. Kovács GG, Puopolo M, Ladogana A, Pocchiari M, Budka H, van Duijn C, et al. Genetic prion disease: the EUROCJD 
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ƔĳƆ˴ˑÿń˻̀˵̑˶¯Ƭ÷̘̀͒͗ƥ˸ƙľ˨̌ˢ˵˝¤˘˒̘̀͒͗ȡƮ͜prion protein: PrP͝ɩ
!˺̡̳͗ 129˝̵̭̘͊͗͜M͝˷˺˜̹͒͗͜V͝˷˺˜ˑ˫̍˵ƠÕ� PrP˺Pɳ˝ 19KD˺̫̔̀
2˷˺˜ 21KD˺̫̔̀ 1˷˺˜˴¯Ƭ÷˻Pʟˤ̍˳˘̌˝ˑ˷ÿń̐â˞ɑˢ˨˺˻ˑM1̘̀͒͗
͜MM1˜MV1͝˜ˑV2̘̀͒͗͜MV2˜ VV2͝˴˗̌˵Ǻ˚̊̍˳˘̌˒ 

kuru˻ˑǪw˝ÿńǪɔ˵Ǻ˚̊̍ˑfÔ˸̉̋ǃɂˤ̍ˮ˦˭ 1957Ù˜̊˻ťÙ 200���˺Ƭƥ
˝ĦÙɿȮ̊̍˭˝͜�w 2��˺&Ũ͝ˑʠ�ǹā̐ǉś˦˳˜̊˻ì˓˸ŽÁ˦˳˘̌˒V2 ̘̀͒͗
˺ÿń˴˗̌˒˦˜˦ˑƔ�̆Ƭƥ˝Ȯ̊̍̌˵˘˙��˝˷ˤ̍˳˘̌˒ 
ăɻ͓̈́͋͗Ʀ-˻ˑȗ�ˑ��˺ǀǒŖʀ˝*Ȫ˦˭Ǟú�˸ƙľ˨̌̆˺˴ˑÿńǪɔ˻ˑư�

͜ǙǿK͝ų¿˸̉̌˒90͛��˺Ʀ-˻ˑV2̘̀͒͗˺ÿń˴˗̌˒ 
ǂȍǍōƦ-˻ˑ̏˝�˴ 150�̐ɒ˚̌øǻ̐O˦˭Ƒî÷̘̀͒͗ƥ˴˗̌˝ˑˢ̍˻	ƞ˺͑̔
̘̱͎͑®˺ 60͛̐̏˝�˴Źɍ˦˭ˢ˵̉˰˳â˞ɑˢˤ̍˭̆˺˴˗̋ˑƏ˸̏˝�˺øǻ˝ÿń˦̇
˨˘˵˘˙�´˻˷˘˒˸ˑȇ£ǋĆȥ˸,Ƙˤ̍˳˘̌˺˴̀˵̑˶˝ʛȞKĊ�ÿń˴˗̌˒͚͐

͕̮̺˺¯Ƭ÷ Creutzfeldt-Jakobƥ˺ŧƒɝ̋ˑM1̘̀͒͗ÿń˝ 70͛ˑV2̘̀͒͗ÿń˝ 30͛˺ʜ
ß˴ŎOˤ̍̌˒ 

vCJD˻ˑ	ƞ˴ 180�̐ɓ˚̌øǻ̐O˦˳˛̋ˑíľ˺¯Ƭ÷̘̀͒͗ƥ˸˻G˟˷˜˰˭ƥ�̐ǆ
˦˳˘̌˒̤̕ŷǰƐȇƦÿńƍ˺˸�ŃǈǪǡǩǵ̐ʠ˨̌ˢ˵˸̉̌Ǫwÿń˴˗̌˒vCJD ˺̃
˻ˑÿń˦̇˨˘̻̲˺ɩ!�˝®�˦ˑ̡̳͗ 129Met/Met˺ɩ!�˝ÿń˦̇˨˘˒̂˭ˑ̏˝�
˸¤˘ɩ!�˴˗̡̳̌͗ 219Lys ̆ÿń˦̇˨˘ɩ!�˴˗̌˒ÿń˦˭̘̀͒͗˻ˑ̤̕ŷǰƐȇ
Ʀ˺̘̀͒͗˺÷ɏ˝Ţ˰˳˘̌˺˝Əñ˴˗̌˒ 
 
y¾�«�

1. Kobayashi A, Kitamoto T, Mizusawa H. Iatrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.  
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• ɓɡȭɥđȧC\2Ȗ.ƜȅȋhMȗOĭȒǸȤǴC\�Èȗtė�ǳɓɡȭɥŜĘƄ�rĎ�
ȗ|Ä�ɨƄ��ɩǳ�ȗɎɅȠ<āǽȢ ÕȅȋȓņǻȢȥȤȗǾȂȗą��ɓɡȭɥđȒǸȤǴƥ

• ćÉúȒǳưƯƯ OȧŷǻȤ Õȧ�ǿŶȂȅȋą��ɓɡȭɥđȘǳ��ȗ ƳȏȒǸȤǴƥ
ǯ ɍɓȩɈɝɧȱɈȩȗ ǝǧǤǧ ȒƝ�Ņ¢ȖȡȣėđȅȋȟȗǴƥ
ǰ ɎɅȗŎ�b�ȡȣĹşȅȋ£Ɗɖɢɛɥş6ȖȡȤŗ`ǳ�`ȧ��ȓȅȋȟȗǴƥ
Ǳ ȦǾ`Ǿ�čȗËmȗėđȧŭȞȤɎɅ5Üȗħőȡȣ�Ȣȥȋ
þħőĮÛȖȡȤȟ
ȗǴƥ

ǲ ȫȸñŀăŎĒȧėđȅȋĀċÑşWȧ¹GȇȤȂȓȒėđȅȋkĎc ƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔ
đɨǨǓǤǛǓǠǦƥƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔƥǖǛǥǗǓǥǗƹƥǨƼǃƽɩǴƥ
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̸͓̯͇͚̒̔�ɂƾƦ̐˻˧̅˵˨̌ɂƾŖȅ%�̐Ɨ˧̌ƥĀ̐ɺR˨̌˭̅˸ˑɂƾŖȅŎŅˑ

Ɲ@ŎŅˑCSFŎŅˑȇŲŎŅ˷˶̐Ȥ˙ 1, 2˒͜ȧ 6͝ 
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ʭ͝ ǈǪ¢÷Ƥøʩ ̸͙͓̯͇͚̒̔�ɂƾƦʩ

͙͔̼͚À(�ɂƾƦʩ

͙ɡȤ÷Ň�÷ʦƩʩ

͙¦ȇưɏ�ÝŇ¢÷Ʀʩ

ʮ͝ �Ɋ͙KPŰƤøʩ ͙ƚƐȋŖȅ%�Ʀʩ

͙ŕļƥʩ

̡͙͈̲̳͗͒̒ȇǙƦʩ

͙̼̫͈͗ʏ·˸̉̌ɂƾŖȅʏ·ʩ

ʯ͝ ÿńƦʩ ͙ʲʳʷʀɠƤøʩ

͙ǈǪŊŦʩ

͙ɡȤ÷¤Î÷Ʈɏ÷ȇƦ͢ʶʵʴ͜˄˅˃ʼ˅ʺˆˆʾˉʺʩˁˈˀˇʾʻ˃ʹʸˀʩˀʺˈʿ˃ʺ˂ʹʺ˄ʽʸˀ˃˄ʸˇʽˊ͝ʩ

͙jǣ÷͓̦́̓ȇƅʩ

ʰ͝ ȇȉƪ͙ȉƪʩ ͙ȇȉƪ͜Ə˸ú÷̺͒͗ȉˑ̞̘̦̲͚͇͒̿͑͝ʩ

͙=ȉƪƦ7Ǹʩ

ʱ͝ ˫˺�ʩ ͙˳̑˜͙̑˳̑˜̑ɱǑ͙˳̑˜̑ëȇƦʩ

͙%ɰǤȇƦʩ

̡͙͓͚͓̒ʀɠȇƦʩ

͙Ȁ÷ȇƦʩ

͙ŜÕ�ŪʛƦʩ

 
ȏÜƦƐ˻¤æ˴˗̌˝ˑJ�-͜xJ� Creutzfeldt-Jakobƥ͜Creutzfeldt-Jakob disease: CJD͝ˑMM1͝
˻ɡȤ÷ɂƾŖȅʏ·˸\˚ˑ̶͈̘̝͕͚̦ˑŒʗʏ·ˑɣ`¨ɆˑŝȤʏ·̐~+˦ˑǢ 3-7 ͘ĵǏ
ß˴ƈ`÷ƈȵ˸ȑ̌ 3, 4˒ʕJ�-͜�˺ CJD ̣̫̿̔̀͝˺ƦƐ˻ǳìɡȤ÷˸ʤŘȇŖȅʏ·̇
ɂƾŖȅʏ·̐�˨̌-̆Ķ̌˝ˑƦƐ˻¤æ˴˗̌ 3, 5-8˒͜ȧ 4͝ 
Ɲ@ŎŅ˴˻ʛɫMRI DWI˝ȼĩ˸ĶƘ˴˗̌ 9-11˒DWI˴˻ˑ¦ȇưɏ͜ɝÕ˻ȫĦ5Ą͝˵�Ý
Ň͜Ə˸ǲĽ(Vhɫ͝˸ƠÕ4|̐�˨̌ˢ˵˝¤˘˝ˑ¦ȇƮɏ˸ƠÕ4|̐ǆˤ˷˘˒̂˭ˑʛɫ

V~½W�

• Œ�ŪÂȒȘđäňGǳĂȖŒ�ĽƂȓŸ�ęǼȡȚīĽuęŪ~ǾƈŠȒǸȤǴŭĤàŌÜ
ÖǳČ&ÜÖɨĂȖ ǆǋǂ ÜÖɩǳŎōơóɨǕǗǤǗǔǤǡǥǢǛǠǓǞƥ ǘǞǧǛǖƹƥƼǌƿɩÜÖǳŎíÜÖȕȔȧŝǹǳ

�ȗĐ�ȓȗƉ2ȧŝȎȋ�ȒĨxŪÂȇȤǴđcȖȡȣŒ�ĽƂǾĎȕȤȂȓȖî�ȅȕȁȥ

șǹȁȕǹǴƥ

• Č&ÜÖȗ�Ȓǳǆǋǂ ÜÖȒ�ȢȥȤÜÖľÔȗ�Ȓ¾�ůČ&ɨǖǛǘǘǧǥǛǡǠƥǩǗǛǙǚǦǗǖƥ ǛǟǓǙǗƹƥ
ƽǐǂɩȗĎ�¤šȘtė�ɓɡȭɥđȗŪÂǼȡȚƉ2ŪÂȖÌĊȒǸȤǴƥ

• Ƽǌƿ�ȗ ưƳƬƲƬƲ ŜĘȠŁȿȫŜĘȗ�ÇȘɓɡȭɥđȗŪÂǼȡȚƉ2ŪÂȖÌĊȒǸȤǴƥ
• ŎíÜÖȒȘUÎ�NÎ�¼ƔɨǢǗǤǛǡǖǛǕƥ ǥǫǠǕǚǤǡǠǡǧǥƥǖǛǥǕǚǓǤǙǗƹƥǉǌƽɩǾĂ�ę¤šȒǸȣǳɓ
ɡȭɥđȗŪÂǼȡȚƉ2ŪÂȖÌĊȒǸȤǴƥ
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MRI DWI˺ƠÕ4|˺ɫ$˴˻ˑapparent diffusion coefficient͜ADC͝8˻%�˨̌ˢ˵˝¤˘˒ʕJ�
-˘̏̈̌˗̌ǐ˺ CJḌ̫̿̔̀˴˻ DWI˸˳ƠÕ4|̐ǆˤ˷˘-̆˗̌˒͜ȧ 4͝ 
ʟ#˦˭Ɲ@ĄȮ̐ǆ˨�˺Ƥø̆˗̋ˑɺRȼĩ̐Ȥ˙�˝ɱȭ˴˗̌ 12-14˒Ə˸nƬ÷˗̌˘˻ǯ

Ƭ÷˳̑˜̑˵ŕļȇƦ˻̘̀͒͗ƥ˸ʟ#˦˭Ɲ@ĄȮ̐ǆ˨˭̅ˑarterial spin labeling͜ASL͝Ɲ@
̇ȇȢŵ̤̭̞͚͗͑̾̓˷˶˺ȇŖȅƝ@̐�ĳ˸ğç˨̌ˢ˵˻ȼĩ˺Ć]ˠ˸˷̌˒̂˭ˑ¯Ƭ÷

̘̀͒͗ƥ˴˻ DWI˺ƠÕ4|̐ľ˨˝ˑ�ɫ$˴˺ FLAIRƝ@˴˻İ̊˜˷ƠÕ4|̐ɂ̅˷˘˭
̅ˑFLAIRƝ@˴İ̊˜˷ƠÕ4|˝˗̌ ~˻̘̀͒͗ƥ�£˺Ƥø̆ǺĂ˨˿˞˴˗̌˒ 

CSFŎŅ˴˻ 14-3-3ȡƮ˝ȩ]Ưȼĩ�ſʘƳ˺�˱˵˦˳\˚̊̍˳˘̌ 15˒¯Ƭ÷̘̀͒͗ƥø

ǻ˺ CSF�˺ 14-3-3ȡƮ˵Ǳ̫̕ȡƮ˝ȼĩ˸Ķ_˴˗̌ 16-19˒˦˜˦ˑǷƥĹɿ 18˵ CJḌ̫̿̔̀
19˴ˑ14-3-3ȡƮ˵Ǳ̫̕ȡƮ˺ÿß˻Ơ˷̌˒̂˭ˑ¯Ƭ÷̘̀͒͗ƥ�£˺Ƥø˴̆ 14-3-3ȡƮ̇Ǳ
̫̕ȡƮ˻ʋ÷̐ǆ˨ˢ˵˝˗̌˒ƠÕ�̘̀͒͗ȡƮʤÿß¡Öű͜real-time quaking-induced 
conversion: RT-QUIC͝˸˳ CJDøǻ˺ CSF�˺ƠÕ�̘̀͒͗ȡƮ̐ŎO˨̌ˢ˵˸ă[˦ˑȼĩ�˺
Ķ_÷˝ǆˤ̍˭ 20˒͜ȧ 7͝ 
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ƥ ƥ
±ĻęÜŨƥ ĨūęÜŨƥ Łŧƥ

ǋǍƬǊǎǂƼƥƥ ưƳƬƲƬƲ ŜĘƥ ǋǍƬǊǎǂƼƥƥ ưƳƬƲƬƲ ŜĘƥ ǋǍƬǊǎǂƼƥƥ ưƳƬƲƬƲ ŜĘƥ

tė�ɓɡȭɥđ�Ň¿ƥ

ÜŨ¿ƥ
ƥƴưƮƴƵƥƥ ƴƱƮƴƵƥ ƥƴƷƮƵƶƥƥ ƵƳƮƵƶƥ ưƯƸƮưƱƲƥ ưưƵƮưƱƲƥ

ȶɥɅɣɧɢƥ ƥưƮƴƱƥ ƥƱƲƮƴƱƥƥ ƯƮƴưƥ ƥưƲƮƴưƥ ƥưƮưƯƲƥ ƥƲƵƮưƯƲƥ

 �ƥ

Mŧƥ ƸưƦƥ ƸƲƦƥ ƷƶƦƥ ƸƵƦƥ ƷƸƦƥ ƸƳƦƥ

ǆǆƥ ƸƯƦƥ ƸƶƦƥ ƸƯƦƥ ƸƲƦƥ ƸƯƦƥ ƸƴƦƥ

ǆǏƥ ƷƷƦƥ ƷƱƦƥ ƷƷƦƥ ưƯƯƦƥ ƷƷƦƥ ƸƴƦƥ

ǏǏƥ ưƯƯƦƥ ưƯƯƦƥ ƸƱƦƥ ưƯƯƦƥ ƸƴƦƥ ưƯƯƦƥ

ĂĎ�ƥ ƸƷƦƥ ƴƵƦƥ ưƯƯƦƥ ƶƴƦƥ ƸƸƦƥ ƵƴƦƥ

 
Ɲ@ŎŅ˵ CSFŎŅ˵˺ǩ̃~̏˪˸˳ȼĩǟß̐˗ˡ̌ˢ˵˝˴˞̌ 21, 22˒ 
ȇŲŎŅ˴˻J�-˴Ǣ 70͛Ǐß PSD̐�˨̌˝ˑʕJ�-˴˻ PSD̐ǆˤ˷˘-̆˗̌ 23˒ 
Ĵë˸ˑ	ƞ3;Ŗʀ͜World Health Organization: WHO͝ȼĩ�ſ 4͜ȧ 3͝ˑEuroCJDȼĩ�ſȘŉ

24͜ȧ 8͝ˑNCJDRSU25͜ȧ 9̐͝ǆ˨˝ˑŎŅǫł̐ɕ̂˚˭ɺR̐gPȤ˷˰˭�˴ļƤø˺ȼĩ˸ȑ
̌ˢ˵˝ɱȭ˴˗̌˒ 
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I. ȏÜƦƐ 
A. ̶͈̘̝͕͚̦ 
B. ȰȱƠÕ̂˭˻ÀȇƦƐ 
C. ɶ(ɔʏ·̂˭˻ɶ(£ɔʏ· 
D. ƈ`÷ƈȵ 
 

II. ŎŅĄȮ 
A. ȇŲ��Ĺ÷�Ĺ÷ģʓ͜PSD̐͝ǆ˨ 
B. ȇȆʣź 14-3-31ȡƮʋ÷ 
C. MRIĎĥãɆƝ@͜DWI͝r˻ FLAIRƝ@˸˳ÂƐŇ͙ȨŤ̂˭˻¦ȇưɏʚ�˸ 2 ͘Ą��ʤ4|
̐ɂ̅̌ 

 
probable CJD: öɞɡȤ÷ɂƾƦ̐�˦ˑI˺ 2ʘƳ��˵ II˺ 1ʘƳ��̐ž˭˨̆˺ 
possible CJD: öɞɡȤ÷ɂƾƦ̐�˦ˑˋ˺ 2ʘƳ��ʋ÷̐ǆ˦ˑGȏÜǪɤ˝ 2Ùĺž˴˗̌̆˺˒ 
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 �

1. ǃ´-͜definite͝ 
ɡȤ÷˺ǈǪƦ7Ǹ̐�˦ˑƏñƯ

˷ƥƖĄȮˑ̂˭˻̗̦̫͕̮̲͗̿̕

̇DƢńȔű˴ȇ˸ƠÕ̘̀͒͗ȡ

Ʈ̐ŎO˒ 
 

2. ̀́ǃ´-͜probable͝ 
ʪʭʫʩI + II + III 
ʪʮʫ I + II + IV 
ʪʯʫ I + II + ȇȆʣź 14-3-3ȡƮʋ÷ 
ʪʰʫʩɡȤ÷˺ǈǪƦ7Ǹ + ȇȆʣź
̂˭˻�˺Ȏ�˺ RT-QuICʋ÷ 

 
3. ơ˘-͜possible͝ 

I + II + Ǫɤ˝ 2Ùĺž 
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ɩ!÷̘̀͒͗ƥ˻ȏÜƥ�˸̉̋ɩ!÷ CJDˑGSSˑFFI ˸Pʟˤ̍˳˘̌͜ȧ 10͝1˒V180I ̇
M232R˷˶˴˻¸ĬŠ˝˷˘ˢ˵˝̀˵̑˶˷˺˴ˑȼĩ˸ʎ˦˳ˑɩ!Ŏǥ˝óʙ˵˷̌˒ 
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Œ�đĈ&ƥ

kĎȧ

ÌȇȤ

ȶɆɥƥ

ȩəɊƇłµƥ ȶɆɥ ưƱƸmcƥ ÁĄƥ

ǀǌǌƥ

ưƯƱƥ ǢǤǡǞǛǠǗƥǮƥǞǗǧǕǛǠǗƥ ǟǗǦǚǛǡǠǛǠǗƥ ǁǥǛǓǡƫƥưƸƷƸƥưƱƥ

ưƯƴƥ ǢǤǡǞǛǠǗƥǮƥǞǗǧǕǛǠǗƥ ǨǓǞǛǠǗƥ ǄǛǦǓǟǡǦǡƫƥưƸƸƲƥưƲƥ

ưưƶƥ ǓǞǓǠǛǠǗƥǮƥǨǓǞǛǠǗƥ ǨǓǞǛǠǗƥ ǍǤǓǠǕǚǓǠǦƫƥưƸƷƸƥưƳƥ

Ƽǃƽƥ

ưƶƷƥ ǓǥǢǓǤǦǓǦǗƥǮƥǓǥǢǓǤǓǙǛǠǗƥ ǨǓǞǛǠǗƥ ǀǓǟǔǗǦǦǛƫƥưƸƸƴƥưƴƥ

ưƷƯƥ ǨǓǞǛǠǗƥǮƥǛǥǡǞǗǧǕǛǠǗƥ ǟǗǦǚǛǡǠǛǠǗƥ ǄǛǦǓǟǡǦǡƫƥưƸƸƲƥưƵƥ

ưƷƯƥƪƥ

ƱƲƱƥ

ưƷƯƹƥǏǓǞƥǮƥǂǞǗƥ

ƱƲƱƹƥǆǗǦƥǮƥƺǤǙƥ
ǟǗǦǚǛǡǠǛǠǗƥ ǁǛǦǡǥǚǛƫƥưƸƸƲƥưƶƥ

ƱƯƯƥ ǙǞǧǦǓǟǓǦǗƥǮƥǞǫǥǛǠǗƥ ǨǓǞǛǠǗƥǡǤƥǟǗǦǚǛǡǠǛǠǗƥ ǀǡǞǖǙǓǔǗǤƫƥưƸƷƸƥưƷƥ

ƱưƯƥ ǨǓǞǛǠǗƥǮƥǛǥǡǞǗǧǕǛǠǗƥ ǟǗǦǚǛǡǠǛǠǗƥ ǉǡǕǕǚǛǓǤǛƫƥưƸƸƲƥưƸƥ

ƱƲƱƥ ǟǗǦǚǛǡǠǛǠǗƥǮƥǓǤǙǛǠǛǠǗƥ ǠǡǦƥǥǦǓǦǗǖƥ ǄǛǦǓǟǡǦǡƫƥưƸƸƲƥưƵƥ

ǀǌǌǳƼǃƽ ȕȔm�ƥ ƥ ȶɆɥ ƴưƬƸư ƘdȗɕɓɀɆF�Ɔ0ƅțȗƷƥƬƥƶƱ

ȩəɊƇ°(ǳưƵ ȩəɊƇáoƥ

ǅǓǢǞǓǠǕǚǗƫƥưƸƸƴƥƱƯƥ

ǀǡǞǖǘǓǤǔƫƥưƸƸƲƥƱưƥ

ǈǩǗǠƫƥưƸƷƸƥƱƱƥ

ǀǡǞǖǘǓǤǔƫƥưƸƸưƥƱƲƥ

ǨǓǠƥǀǡǡǞƫƥưƸƸƴƥƱƳƥ

ƻǗǕǝƥƱƯƯưƥƱƴƥ

ƿƿǂƥ ưƶƷƥ ǓǥǢǓǤǦǓǦǗƥǮƥǓǥǢǓǤǓǙǛǠǗƥ ǟǗǦǚǛǡǠǛǠǗƥ ǆǗǖǡǤǛƫƥưƸƸƱƥƱƵƥ

œ�īĽƑ{ǳƥ

ÏÚīĽƑ{ƥ

ưƵƲƥ ǦǫǤǡǥǛǠǗƥǮƥǡǦǚǗǤǥƥ ǨǓǞǛǠǗƥ ǆǗǓǖƫƥƱƯưƲƥƱƶƥ

ưƶƷƥ ƱƬǔǢƥǖǗǞǗǦǛǡǠƥƧƼǍƨƥ ƥ ǆǓǦǥǧǬǡǠǡƫƥƱƯưƲƥƱƷƥ

 
ļɪ˸¤˘ƥ�˴˗̌ˑV180I¢Ơ CJD˺Ø�ƬƦÙʨ˻ 76.5ş˵ʤʨƬƦ˴ˑʛɫMRI˝Əñ
Ư˴˗̋ˑʛɫMRI DWI˴˻ëʛț˵�òƀVë̐ʆ˘˭¦ȇưɏG�˸͒͗ͅƐ˺ʤ4|̐ɂ̅ˑ

V~½W�

• Ƅ��ɓɡȭɥđȘŒ�đcȖȡȣƄ�� ƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔ đƧƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔƥ ǖǛǥǗǓǥǗƹƥ

ƼǃƽɩǳǀǗǤǥǦǟǓǠǠƬǌǦǤǭǧǥǥǞǗǤƬǌǕǚǗǛǠǝǗǤƥ ǖǛǥǗǓǥǗ đɨǀǗǤǥǦǟǓǠǠƬǌǦǤǭǧǥǥǞǗǤƬǌǕǚǗǛǠǝǗǤƥ ǖǛǥǗǓǥǗƹƥ

ǀǌǌɩǳŔå�|Ä��ġĒɨǘǓǦǓǞƥ ǘǓǟǛǞǛǓǞƥ ǛǠǥǡǟǠǛǓƹƥ ƿƿǂɩȖ.ƜȄȥǳīĽuę¤šǳ|ÄäǳŎ

ǆǋǂ Č&ǳŎōơóɨǕǗǤǗǔǤǡǥǢǛǠǓǞƥǘǞǧǛǖƹƥƼǌƿɩÜÖǳƄ�rÜĻȗľÔȧfȖŪÂȇȤǴƥ

• ǀǌǌȖǼȁȤōơ�Ŏk�ĒȕȔȧRȞȋ|ÄäȗÌüǳƼǃƽȖǼȁȤƙƅǆǋǂ¾�ůČ&
ƧǖǛǘǘǧǥǛǡǠƥǩǗǛǙǚǦǗǖƥ ǛǟǓǙǗƹƥƽǐǂƨȒȗnŎĚŵȠf�ØȗƢ Kǳ)ȑȗđcȖǼȁȤ Ƽǌƿ ÜÖ

Ȓȗ ưƳƬƲƬƲ ŜĘȓȿȫŜĘöxȠĎ�cɓɡȭɥŜĘƢ �i�ìƧǤǗǓǞƬǦǛǟǗƥ ǣǧǓǝǛǠǙƬǛǠǖǧǕǗǖƥ

ǕǡǠǨǗǤǥǛǡǠƹƥǋǍƬǊǎǂƼƨǾŪÂȖÌĊȒǸȤǴƥ

• î�ȧŠȇȤđcȓȅȑǳƽưƶƷǇƬƿƿǂ ȒȘ�ġ�lȖŭĤĒȧ	ĒăȓȇȤĒ�ǳǉưƯƴǅƬǀǌǌ Ȓ
ȘɍɧȰɥȾɈȻɚȧ	�ȓȇȤĒ�ǳǏưƷƯǂƬƼǃƽ ȒȘ|ÄäǾȕȀǳȩɢɂɋȪɘɧđßȗŭ

ĤĒĽƂȧSȇȤĒ�ǳǒưƵƲǑ ȒȗƄ�� ţœ�īĽƑ{ȗĒ�ĵǾǸȤǴƥ
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�ÝŇ˴˻Ï{Ð˺˗̌ʤ4|̐"˘ˑ¦ȇư

ɏG(˝ŶȉƐ˸ȉȈ˨̌@̐�˨̌͜� 6͝˒
ȹɵZʏ·˝ǳì˸ɡȤ˨̌˒¸ĬŠ̐Ķ˨̌ˢ

˵˻ǎ˴˗̌˒ȇŲ��Ĺ÷�Ĺ÷ģʓ͜periodic 
synchronous discharge: PSD͝˻Ǣ 9%˸̃̊̍ˑ
CSF�˺ 14-3-3 ȡƮ˻Ǣ 80%˺ʋ÷ƒ˴˗̌˒
RT-QUIC˺ʋ÷ƒ˻Ǣ 62%˵%˘ 2˒ 

P102L¢Ơ˻ˑCJDœ˺Ǫɤ̐�˨̌ ~̇ 3, 

4ˑȆʣÀȇ¢÷Ʀ˺ȼĩ̐vˠ˳˘̌ ~˝˗

̌˺˴ˑ�¼˷�ȼ˝ɱȭ˴˗̌ 5˒Ə³˺��˸

¤˟ˑØ�ƬƦÙʨ˻ 53.7 ş˵ȕ˟ˑʛɫ MRI ˴
˻QĹ˸˻¢c̐ɂ̅˷˘˒Ǣ 90%˝ɣ`¨Ɇ˴
ƬƦ˦ˑ�ȁ˺ƠÕÿȱ̐�˨̌Ʀ-̆˗̌ 6˒ȇŲ� PSD˻Ǣ 23͛˸̃̊̍ˑCSF �˺ 14-3-3ȡ
Ʈ˻Ǣ 25%˝ʋ÷˴˗̌˒RT-QUIC˺ʋ÷ƒ˻Ǣ 88%˴ĶƘ˴˗̌˒GSS˺ȼĩ�ſ̐ȧ 11˸ǆ
˦˭˒ 

Ç 		��4"" MÌ��©�

1. Ǐĉ®ədefiniteɚɠȭȄĲȖǌƻ5đǶƻƫ5ƼĲďɖƾ<;Uê-R6z�]�ȃǂȴ¨ą?þƵ#
ȖKPS5Ƕǣǫ=!�8 GSS=ƪĨǃ<ƺƭĿȌUȔŠ-R"5H2@Z[hk�y�mpƒ"»
ƸǣǫĆǃſŷ=8ƵĘz�]�ȃǂ#ſÂ*S2L?6 

2. FGǏĉ®əprobableɚɠǹĝƻƫ:z�]�ȃǂȴ¨ą?þƵ@Ǐĉ®:ç,9�R#5ƺƭĿȌ�
ƵĘz�]�ȃǂ?ȔŠ#ĦPS8�<�L?6 

3. Ʒ�®əpossibleɚɠċŜƈ#�Q5ȭȄĲȖǌƻUê+5đǶƻƫ"ƼĲďɖƾU©�#5z�]�
ȃǂȴ¨ą?þƵMƺƭĿȌ�ƵĘz�]�ȃǂ?ȔŠ#ĦPS8�<�L?6 

 
E200K¢Ơ CJD˻Ø�ƬƦÙʨ˝ 58.6ş˵ȕ˟ˑƦƐ˻xJ�¯Ƭ÷ CJD˵ɯ#˦˳˘̌˒Ə³
˺��˸:˰˳˘̌ˢ˵˝¤˘ 1, 5˒ȇŲ� PSD˻Ǣ 92%˸̃̊̍ˑȇMRI DWI˺ʤ4|˻Ǣ 94%ˑ
CSF�˺ 14-3-3ȡƮ˻Ǣ 87%˴ʋ÷˴˗̌˒RT-QUIC˺ʋ÷ƒ˻Ǣ 85%˴˗̌ 5˒ 

M232R¢ƠCJD˻xJ�¯Ƭ÷CJD˵ʟ#˨̌öɞɡȤ-˵MM2ưɏ�œ˺ǳìɡȤ-˝˗
̌͜}˓¯Ƭ÷̘̀͒͗ƥ˺ʘ̐qƊ͝5, 7˒ 

P105L¢Ơ GSS˻̀́ļɪ˺̃˴��ˤ̍˳˘̌¢Ơ˴ˑØ�ƬƦÙʨ 44ş˵ȕÙ˴ˑʕÕ˸
ǳì˷ɡȤ̐�˨̌-˝¤˟ 5, 8, 9ˑ˸ɣ`¨ɆˑƧ÷½ʦƩˑ̵̧̛̺͚̪͉͗˷˶̐�˨̌˒ȇ

MRİȇŲ�˺ PSD˻ʋ÷ƒ˝%˘˭̅ˑȼĩ˸ĶƘ˴˻˷˘˒ 
D178N-129MM˻ FFIˑD178N-129MV˻xJ� CJD̐�˨̌˵ˤ̍˳˘̌˝ˑFFI˴˗˰˳̆�ƺ

̐Ȼ˵˦˷˘-̆˗̌ 10, 11˒ƬƦÙʨ˻Ø� 52.3ş˴˗̌˒FFI˺ȼĩ�ſ̐ȧ 12˸ǆ˦˭˒ 

Ç 	
��336 MÌ��©�

1. Ǐĉ®ədefiniteɚɠǹĝǃ=ȭȄĲ�ǉ5Ȗǌƻ5�ĹǒǤǽĂƫĺ5�]a��th5đǶƻƫ5ȹ
ªȣĨ³5ƦÐĲƦȑ<; FFI:+8ǋǇ+<�ƻƫUê+5z�]�ȃǂȴ¨ą?dq� 178?þ
ƵUŨ+dq� 129#Met/Met9�R6*P=Ƕǣǫ=!�8 FFI=ƪĨǃ<ƺƭĿȌUȔŠ-R"5
H2@Z[hk�y�mpƒ"»ƸǣǫĆǃſŷ=8ƵĘz�]�ȃǂ#ſÂ*S2L?6 

2. FGǏĉ®əprobableɚɠǹĝǃ= FFI:+8ǋǇ+<�ƻƫUê+5z�]�ȃǂȴ¨ą?dq� 178
?þƵUŨ+dq� 129#Met/Met9�R#5ƺƭĿȌ�ƵĘz�]�ȃǂ?ȔŠ#ĦPS8�<�
L?6 

3. Ʒ�®əpossibleɚɠǹĝǃ= FFI:+8ǋǇ+<�ƻƫUê+8�R#5z�]�ȃǂȴ¨ąþƵM
ƺƭĿȌ�ƵĘz�]�ȃǂ?ȔŠ#ĦPS8�<�L?6 
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�ƙřƐǹȋnŎĚŵ)dȖɡɗɥăƢ KȧSȅǳ�

�ù�ŻȗnŎĚŵȘôȀƢ KȧSȅȑǹȤǴf�Ø

ȗƢ KȘȠȠ�Ȗ�ȀšȢȥȑǹȤǴnŎĚŵ)�Ș

ðŐăȖŐŏȅȑǹȤßȖšǻȤǴƥ
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VÊÏW�

Ɣ�̂˴˸��ˤ̍˳˘̻̲̌˺Ƒî÷̘̀͒͗ƥ˸˻ˑfn÷ CJDˑvCJD˛̉˽ kuru˺ 3ǐʟ˝®
�˨̌˒ˢ˺�˴ˑ̏˝�˴ƬƦ˝ǃɂˤ̍˳˘̌̆˺˻ˑfn÷ CJD˺�˺ dCJD˵ vCJD˴˗̌˒ 

 
ƧưƨƥħőĮÛ�Ƽǃƽƥƥ

dCJD˺ȼĩ˻ˑ̂˩¯Ƭ÷ CJD˺ȼĩ�ſ͜ȧ 3͝˸Ů˰˳ CJD˺ȼĩ̐Ȥ˙˒˫˺ëˑɤp˸vˠ
˭fƫȤƇ̐ǃɂ˦ˑǂȍǍōŠ˝˗̍˼ dCJD ˵ȼĩ˨̌˒�ĳ˸ˑ̘̀͒͗ȡƮɩ!ŎŅ˴ɩ!
÷̘̀͒͗ƥ̐ʆ£˨̌˒ 

dCJD˺Ǣ 2/3˻xJƯ˷ CJD˺ȏÜƥƖ@̐�˨̌J�-˴˗̌͜ʕ͚̝̀͑�͝˒�īˑdCJD˺Ǣ
1/3 ˻ȇƥƖ˴͚̝̀͑Ɛ˺̘̀͒͗ȡƮŬƼ̐ɂ͚̝̅̌̀͑�˴˗̋ˑŧɘƯǳìɡȤ÷˺ɣ`¨Ɇ
ƦƐ˷˶̐�˦ˑJ�-˴̃̊̍̌ȇŲ�˺ PSD˝ƬƦ 1Ù�K˸˻OƔ˦˷˘˷˶ˑȏÜƦ7˝J�
-˵˻Ơ˷̌ 1˒˫˺˭̅ˑ͚̝̀͑� dCJD˺ȏÜȼĩ�ſ͜ŉ͝˝ėŉˤ̍˳˘̌͜ȧ 13͝1, 2˒ 
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¯Ƭ÷ Creutzfeldt-Jakob ƥ˺ȼĩ�ſ˸ſ˩̌˝ˑ̻̲Å(�ƋǂȍǍōŠ˝˗̋ˑɡȤ÷˺¨ɆƦƐ̐�˦˭Ʀ
-˻ˑȇŲ˸˳�Ĺ÷�Ĺ÷ģʓ͜PSD̐͝ɂ̅˷˟˳̆ˑ̀́ǃ´-͜probable͝˵˨̌˒ 

 
ƧƱƨƥkĎcƼǃƽƥ

vCJD ˻ǟǈƦƐ˴ƬƦ˦ˑƨ̃̇ƠÕÿȱ˷˶˺ÿȱʏ·̐ƬƦQĹ˸�˨̌ˢ˵˝¤˘ 3˒ȼĩ

˻WHOȼĩ�ſ͜2001͜͝ȧ 14͝4˸í˰˳Ȥ˙˒ʛɫMRI˺ T2ãɆƝ@̇ FLAIRƝ@˴˺Ï{½ǌ
÷˺ȰÜŁʤ4|͜pulvinar sign͝˻ƏñƯ˴˗̌͜� 7͝˒̏˝�Q˺ vCJDƦ-˴˻ƬƦëĹ˸ȇŲ�
PSD̐ɂ̅˭˭̅ 5ˑWHO˺ȼĩ�ſ˺˔̀́ǃ´-͜probable͝˕˺ʘ˸ˑ˔ȇŲ˸˳ëĹ˸˻�Ĺ÷G
ȓ÷ȫ~Ų˝ǎ˸Ȯ̊̍̌ˢ˵˝˗̌˕˝\Ǘˤ̍˭ 6˒ˤ̊˸ˑȗ�˴˻ɚȢ˸ʀɠ˦˭vCJDǷø-͜f
n÷Ʀ-̆͝��ˤ̍ 7ˑ˫̍̊̐ɕ̂˚˳Ģȶ˦˭ȼĩ�ſ͜2008͝˝ EU˜̊Oˤ̍˭͜ȧ 15͝8˒ǃ³ȼ

ĩ˴˻ˑȇ˸˛ˠ̌ƏñƯ˷ƠÕ̘̀͒͗ȡƮ˺ŬƼ͜ƥƖ̖̦̫͕̮̲͗̿̐̕͡͝Ƚİ˨̌óȭ˝˗̌˒

ąňƗŎ˝Ȥ̏̍̌ˢ˵˝˗̌˝ˑ˫˺Ćć˸lʊ˝"˙˭̅ˑȏÜǪɤ˻~Ȓ˨̌˝ pulvinar sign˝̃

V~½W�

• >C�ƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔ đɨƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔƥǖǛǥǗǓǥǗƹƥƼǃƽɩȗŪÂɬ>ĖŝûȖ�Ǻɓɡȭɥ
ÊƕäȖ8ǻȑǳtė�ƼǃƽȗŪÂføɨŞ ƲɩȧƃĊȅȑŪÂȇȤǴƥ

• ȦǾ`ȒgTȄȥȑǹȤ>C�ƼǃƽȘ)ȑħőĮÛ�ƼǃƽɨǖǧǤǓƥǟǓǦǗǤƥǙǤǓǘǦƥǓǥǥǡǕǛǓǦǗǖƥƼǃƽƹƥ
ǖƼǃƽɩȒǸȤǴƥ

• ǖƼǃƽȗĺƱƮƲȘƼǃƽ+c�ȒǸȤǾǳæȣȗĺưƮƲȘǳɓɠɧȲcȓVșȥȤƖ+c�Ȓǳſ
ŝǾçźęƀȀǳėĒÆÎȖȘŎí�ȖUÎ�NÎ�¼ƔɨǢǗǤǛǡǖǛǕƥ ǥǫǠǕǚǤǡǠǡǧǥƥ ǖǛǥǕǚǓǤǙǗƹƥ

ǉǌƽɩǾ-ćȅȕǹȂȓȖî�ȇȤɨŞ ưƲɩǴƥ

• kĎcƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔđɨǨǓǤǛǓǠǦƥƼǤǗǧǦǬǘǗǞǖǦƬǃǓǝǡǔƥǖǛǥǗǓǥǗƹƥǨƼǃƽɩȗŪÂɬĹīĒăȒėĒ
ȇȤȂȓǾmȀǳđ1ÎȖȘŭĤàŌƑ{ǾĜĳȋȕǹȕȔtė� Ƽǃƽ ȓȘĎȕȤŒ�Ē"ȧ

Sȅǳƙƅ ǆǋǂ ȗ ǍƱ �ůČ&Ƞ ƿǅƺǂǋ Č&Ȓ�J�$�ĭ�ȗŢ�ÓƢ KǾȝȢȥȤȕ

ȔȗĂ�ęÜÖ¤šȧĩȇǴ�č�#àÞƧǐǡǤǞǖƥǁǗǓǞǦǚƥǈǤǙǓǠǛǬǓǦǛǡǠƹƥǐǁǈƨŪÂføɨƱƯƯưɩ

ɨŞ ưƳɩǳȊȥȧ»Ŧȅȋ ƾǧǤǡƼǃƽɨƾǎɩȗŪÂføɨƱƯƯƷɩɨŞ ưƴɩȧĊǹȑŪÂȇȤǴƥ
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I A. ȭȄĲ?ǟǒ�ǒǤƻ³ 
B. Ǥȯ# 6�ŧ¥� 
C. �Ǿſŷ�5£?ƹĳ#èĈ9$R 
D. ÒÚĲ?ãǳĲ#<� 
E. ċŜĲ Creutzfeldt-JakobƺUèĈ9$R 

II A. ǁƻÅū?ǟǒƻƫəń�65�ć5Ʀȼĩ5ǺȺ5ăķɚ 
B. ŉǦ-RƽIMƵĘĹȎə�R�@1?�ǯɚ 
C. āȚ 
D. �]a��th5d�X5ghpsX 
E. Ȗǌƻ 

III A. ǶƓ9ìūĲçūĲœɉəPSDɚɁĲ 
B. ɏȵMRI=8�·ȍĝŴɔ²ä 

IV A. ŀŻƯſ9ƵĘz�]�ȃǂɃĲ* 

Ǐĉ®ədefiniteɚ: 
FGǏĉ®əprobableɚ: 
Ʒ�®əpossibleɚ: 

I A#�Q5"6ǒǤƺƭĆǃ=ǏȖ*S2L?** 
I !OC II? 4/5ɍǅ: III A: III BUơ2-L? 
I!OC II? 4/5ɍǅ: III AUơ2-L? 

ƩŽ�ǳ¥ÙĉÜȘ³pȅȕǹǴȋȌǳŒ�Ē"ǾkĎcƼǃƽȖMŔȅǳƙƅǆǋǂ Ȓ�$Ţ�ÓƢ KȧŭȞȕǹ�ȒÌ

ĊȒǸȤǴƥ

ƩƩnŎǼȡȚ�ŎȖǳñŀăk=ȓ ǘǞǡǤǛǖƥǢǞǓǣǧǗ ȧ�ǺĎ�ɓɡȭɥŜĘȗéĢȧŭȞȤǴƥ

 
_ ƶɫǨƼǃƽȗ ǆǋǂƥǍƱ �ůČ&ƥ
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�$ȗŢ�ÓɨģAɩȖƢ KɨǢǧǞǨǛǠǓǤƥǥǛǙǠɩǾšȢȥȤǴ

ɨŗ` Ƽǃƽ ȷɧɔȪɠɥȺɞɈɁɅ ƽƭƺƭƥƼǡǞǞǛǗ @jȗȃB

�ȖȡȤɩƥ
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ʭʬʩǪɤ˝ 6͘ĵ��˺ɡȤ÷˺ǟǈ͙ǈǪƦ7̐�˨̌ʩ
ʮʬʩ�ȓŎŅ�ˑ�˺Ƥø˝�³˴˞̌ʩ

ʯʬʩ̻̲ƙľ˺��(͓̈́͋͗̇ǂȍǍō˸̉̌ŭƫŠ˝˷˘ʩ

ʰʬʩɩ!÷˺!ɦ÷ŷǰƐȇƦ˝�³˴˞̌ 

B. ȏÜƦ7 
��˺ 5˱˺Ʀ7˺˙˯Á˷˟˵̆ 4˱̐ɂ̅̌ 

ʭʬʩƬƦQĹ˺ǟǈƦƐ͜ĉ˙˱ˑ�²ˑƈʀòˑȐɽˑ©ý͝ʩ

ʮʬʩďǯ˨̌ƨ̃̇ƠÕÿȱ͜˗̌˘˻˫˺
ǻ͝ʩ

ʯʬʩ¨Ɇʩ

ʰʬʩ̶͈̘̝͕͚̦ˑ̡͔̒ˑ̵̥̦̲̒ʩ

ʱʬʩɂƾƦ 

C. ŎŅĄȮʩ  
ǃ³ȼĩ 

¦ȇ˛̉˽Àȇ˸ˑŷǰƐ¢c˵ florid plaque̐"˙ƠÕ̘̀͒͗ȡƮ˺ŬƼ 
̐ɂ̅̌ 

˫˺�˺ŎŅĄȮ 
ʭʬʩȇŲ˴�Ĺ÷�Ĺ÷ģʓ͜PSD͝ʈ÷*ʩ
ʮʬʩʛɫMRI˸˳
<ȰÜŁʤ4|ʩ
ʯʬ ąňƗŎ˴ƠÕ̘̀͒͗ȡƮʋ÷** 

D. Ƣ°ƯĄȮ 
Ƣ°Ư˸ʀɠ˝ǆˤ̍˳˘̻̲̌˜̻̲̊˾˺!Ğ͜ɚȢ˷˶͝ 

E. ȼĩ 
ʭʬʩǃ´- Ƨdifiniteƨ 

A. óʙĽ�˵ C. ŎŅĄȮ˺ǃ³ȼĩ̐ž˭˨ 
ʮʬ ̀́ǃ´-ƥƧprobableƨ 

A. óʙĽ�˵ B. ȏÜƦ7̐ž˭˦ˑC. ŎŅĄȮ˴ȇŲ� PSDʈ÷˵ʛɫMRI˺
<ȰÜŁʤ4|̐
ž˭˨ 

̂˭˻ 
A. óʙĽ�̐ž˭˦ˑC. ŎŅĄȮ˴ąňƗŎ˸̉̌ƠÕ̘̀͒͗ȡƮʋ÷˝ǃɂˤ̍̌ 

ʯʬ ơ˘-ƥƧpossibleƨ 
A. óʙĽ�˵ B. ȏÜƦ7̐ž˭˦ˑC. ŎŅĄȮ˴ȇŲ� PSD˝ʈ÷ 

ƩƥǨƼǃƽȗėĒ�ÎȖȘǳįȖǉǌƽ ȧŭȞȤȂȓǾǸȤǴƥ

ƩƩƥŽ�ǳ¥ÙĉÜȘ³pȅȕǹǴȋȌǳŒ�Ē"Ǿ ǨƼǃƽ ȖMŔȅɪƙƅ ǆǋǂ Ȓ�$Ţ�ÓƢ KȧŭȞȕǹ�ȒÌĊ

ȒǸȤǴƥ

 
�«�$!8�

1. Noguchi-Shinohara M, Hamaguchi T, Kitamoto T, Sato T, Nakamura Y, Mizusawa H, et al. Clinical features and diagnosis 

of dura mater graft associated Creutzfeldt-Jakob disease. Neurology 2007; 69: 360-367. 

2. Yamada M, Noguchi-Shinohara M, Hamaguchi T, Nozaki I, Kitamoto T, Sato T, et al. Dura mater graft-associated 

Creutzfeldt-Jakob disease in Japan: clinicopathological and molecular characterization of the two distinct subtypes. 

Neuropathology 2009; 29: 609-618. 

3. Will RG, Ward HJ. Clinical features of variant Creutzfeldt-Jakob disease. Curr Top Microbiol Immunol 2004; 284: 121-

132. 

4. World Health Organization. The revision of the surveillance case definition for variant CJD. 1 ed. Geneva, Switzerland. 

WHO 2001. 

5. Yamada M. The first Japanese case of variant Creutzfeldt-Jakob disease showing periodic electroencephalogram. Lancet 

2006; 367: 874. 



  

 ��	��.�ţĈƨ 	��-�		�

6. World Health Organization. Creutzfeldt-Jakob disease (CJD) and variant CJD (vCJD). 

http://www.who.int/zoonoses/diseases/Creutzfeldt. pdf. 

7. Llewelyn CA, Hewitt PE, Knight RS, Amar K, Cousens S, Mackenzie J, et al. Possible transmission of variant 

Creutzfeldt-Jakob disease by blood transfusion. Lancet 2004; 363: 417-421. 

8. 2008/426/EC: Commission Decision of 28 April 2008 amending Decision 2002/253/EC laying down case definitions for r

eporting communicable diseases to the Community network under Decision No 2119/98/EC of the European Parliament a

nd of the Council (notified under document number C(2008) 1589) [cited 2012 May 14]. Available from http://eur-lex.eur

opa.eu/LexUriServ/LexUriServ.do?uri=OJ:L:2008:159:0046:01:EN:HTML. 

 

  



  

 ��	-�.�ţĈƨ 	��-�		�

0 �)ßbeZgµMÔ¶�tÛ�

0 �)�	ßbeZgµMÔ¶�kJMoZLÍpcr?â�

 
VÊÏW�

̘̀͒͗ƥ˻ɡȤ˝˞̏̅˳ɞ˘˒¤˟˺̟͚̦˸˛˘˳ƦƐ˻öƃ˸¡ú˦ˑĮˠ̍˼Ħ˜ĵ�K

˸ƈ`÷ƈȵ˸ʇ̌˒ˢ˺˭̅ˑɱƦßPʟ˵˘˙̆˺˝ă̋Ǔ˯˸˟˘˒˗˚˳ɱƦß̐ȯ³˨̌˵˨̍

˼ˑɡȤ˺ɞß̐̆˰˳öɞɡȤ÷˵ǳìɡȤ÷˸Pʟ˨̌˟̊˘˴˗̎˙˒˦˭˝˰˳ˑɱƦßPʟ̉̋

̆Ə³˺ĳƆ˸˛ˠ̌ɱƦßȾ0̦̟͚͓̐,Ƙ˨̌˺˝Ɣ´Ư˴˗̌˒ 
Ɣ�̏˝�˺mƗ^?ƶʒƥ½Ǜ�ŏ˴ĔƘˤ̍˳˘̘̌̀͒͗ƥ˺ɱƦßȾ0˻ Barthel Index1˴

˗̌͜ȧ 16͝˒ˢ̍˻ĭÕƗŴ`*̐Ⱦ0˨̦̟͚͓̌˸Ɂä˨̌˒Ɣ�ˢ˺̦̟͚͓˻ȇi�˺̸̼͒͒
̰͚̤͏͗˸˛ˠ̌Ⱦ0ĐŔ˵˦˳ʜǴ˸Ƙ˘̊̍˳˘̌˒ƆĦ˻ 0Ɔ͜ĴɱƦ͝˜̊ 100Ɔ˸PÒ˦ˑ�
ȓƯ˸ 80Ɔ��˴˻øǻ˻˛˛̄˹ȐǓ˦˳˛̋ˑ40Ɔ��˴˻Ȝ˦˟/®Ư˵ˤ̍̌˒ 
̘̀͒͗ƥ˸Əc˦˭ɱƦß̦̟͚͓˵˦˳˻ˑCreutzfeldt-Jakob disease Neurological Symptoms͜CJD-

NS͝scale3˝ĴQ˴˗̎˙˒ˢ̍˻˸ʏ·ß͙Ʀ7̐Ⱦ0˨̦̟͚͓̌˴˗̌˒̘̀͒͗ƥ˸OƔ˨̌ˤ

̂˥̂˷ǈǪñ7̐ 8˱˺̢̙̰͚͒˸Pˠ˳ȷ 26ʘƳ̐đˡˑ˫̍ˬ̍˺ʘƳ̐ 0 = ˷˦ˑ1 = ɗßˑ 
2 = ɱß˺ 3ţʌ˴Ⱦ0˦~ȷ˨̌˒ƆĦ˻ 0Ɔ˜̊ 52Ɔ͜ĴɱƦ͝˸PÒ˨̌˒CJD-NS˴˻ƬƦ˜̊
˺ĳɿǪɤ˵˵̆˸ƆĦ˝�į˨̌˵ȹəˤ̍˳˘̌˝ˑƈ`÷ƈȵ˺ʘƳ˝˷˘ˑʘƳˣ˵˺ƆĦɮP

˺ɱ̃˲ˠ˝˷ˤ̍˳˘˷˘˷˶ˑ˘˟˱˜˺�ʝƆ˝˗̌˒ 
JACOP˴̆,Ƙˤ̍˳˘̌MRC Scale2˻̘̀͒͗ƥ˸ƏñƯ˷ȵɃŖȅ̇ɂƾŖȅ˺Ⱦ0˝\̏˰

˳˛̋ˑƈ`÷ƈȵ̆Ⱦ0yȅ˴˗̌͜ȧ 17͝˒ĭÕƗŴ`*˸ʀ˨̢̙̰͚̌͒˝ 7ʘƳˑȵɃ͙ɂƾŖ
ȅ͙ʤŘȇŖȅ˺̢̙̰͚͒˝ 4ʘƳ˗̋ˑȷ 11ʘƳ˜̊ă̌˒Ⱥ�˺K¹˸ô˧˳ 2�5ţʌ˴Ⱦ0˨
̌˒ƆĦ˻ 0Ɔ͜ĴɱƦ͝˜̊ 20Ɔ̂˴PÒ˨̌˒ƔĳƆ˴˻̘̀͒͗ƥ˺ɱƦß̐Ⱦ0˨̌˺˸Ĵ̆ɨ
˦˭ɱƦß̦̟͚͓˴˗̌˒ 
 
 

� �

V~½W�

• ɓɡȭɥđȖȘƃ/ȕƈĒ�.ƜȘȕǹǾǳƈĒ�Ŭ�ȺȴɧɢȘǹȀȏǽsaȅȑǹȤǴƥ
• ȦǾ`ȗBĉ:%ğƓđ�Ķ�ÝɨƓđȗ�ŇȖ�ȇȤ>ĖĵȖƎȇȤì�ƧƓđìƨȖfȐȀ
Ɠđ>Ėų9£4�ɩȒȘǳɓɡȭɥđȗƈĒ�Ŭ�Ⱥȴɧɢȓȅȑ ƻǓǤǦǚǗǞƥ ǂǠǖǗǪưǾĊǹȢȥȑ

ǹȤǴƥ

• ɓɡȭɥđœýäůÖĥĲɨǃǓǢǓǠǗǥǗƥ ƼǡǠǥǡǤǦǛǧǟƥ ǡǘƥ ǉǤǛǡǠƥ ƽǛǥǗǓǥǗƹƥ ǃƺƼǈǉɩȒȘ ǆǗǖǛǕǓǞƥ

ǋǗǥǗǓǤǕǚƥƼǡǧǠǕǛǞƥǉǤǛǡǠƥƽǛǥǗǓǥǗƥǋǓǦǛǠǙƥǌǕǓǞǗɨǆǋƼƥǌǕǓǞǗɩƱǾ�ĊȄȥȑǹȤǴǆǋƼƥǌǕǓǞǗ Ș	Ȗ

Å�ĉï<�ȧŬ�ȇȤȺȴɧɢȒǸȤǾǳɓɡȭɥđȖĂ�ęȕťŮàŌȠŭĤàŌȗŬ�

Ǿ8ȦȎȑǼȣǳü<�üťȟŬ�IŌȒǸȤȂȓǽȢǳćÉúȒȘɓɡȭɥđȗƈĒ�ȧŬ�ȇ

ȤȗȖËȟƃȅȋƈĒ�ȺȴɧɢȒǸȤǴƥ
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2. Thompson AG, Lowe J, Fox Z, 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, 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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̘̀͒͗ƥ˺ƥĀ˻ˑȇǩǵ˸®�˨̌ŜÕ�̘̀͒͗ȡƮ͜cellular prion protein: PrPC͝˜̊�Ɓ÷˺

ƠÕ�̘̀͒͗ȡƮ͜scrapie prion protein: PrPSc͝˾˺ŒɟɖĘ˝Ɨ˧ˑPrPSc˺�ƁcˑƠÕMʑˑǦȃ

Ŧ÷˸̉̋ǈǪ¢÷˝ɡȤ˨̌˒˦˭˝˰˳ PrPSc˺Mʑ̐ĉTˑ˗̌˘˻�Ɋ̐2ɡ˨̌ȠX˗̌˘˻

Ǧȃ¢÷̐3ɋˑĉT˨̌*Ƙ̐Ķ˨̌ȠƎ˝̵̦̝͚̞͒͗ˤ̍˳˞˭˒ 
ċ͇͑͒̒Ƞ˵˦˳,Ƙˤ̍˳˘˭̴̛̝͒͗˻ˑ´ʢƯ˸ PrPC˜̊ PrPSc˾˺ŒɟɖĘ̇ PrPSc˺ȝǑ

̐ʃ·˨̌_ł˝ɂ̅̊̍ˑ̘̀͒͗ƥ˴ȏÜǀǒ˝Ȥ̏̍˭˒ȗ�˴Ȥ̏̍˭ PRION-1 study ˴˻ä
Q�³˦˭̬͉͑͗cȿʢ˻Ȥ̏̍˩ˑŭƫǸˑʕŭƫǸ˸Pˠ˳ŧɘȿʢ˺ǫł˝��ˤ̍˭ 1˒Ĵ

ǨƯ˸ 107-˺̘̀͒͗ƥøǻ˝½Ɍ˵˷̋ˑƥ�˻ 45-˺¯Ƭ÷ˑ2-˺fn÷ˑ18-˺¢Ơ�ˑ42
-˺¸Ĭ÷̘̀͒͗ƥ˴˗˰˭˒̴̛̝͒͗ŭƫǸ˻ 38-ˑʕŭƫǸ˻ 69-˴ˑŭƫű˻ 1ĭ 300mg˴
2 Ùɿ˺ȳ»Ĺɿ˵˦˭˒78 -͜73͛͝˝ȳ»Ĺɿ�˸š�˦ˑƗ®ƒ˻̴̛̝͒͗KķǸ˴ʕKķǸ̉
̋ʤ˜˰˭˝ˑȿʢɾªĳ˺ɱƦß˴ȩŜ̐Ȥ˙˵ˑ
ǻ˸Ð˻̃̊̍˷˜˰˭˒̂˭ȀŖȅʏ·˝ʤƒ

˸̃̊̍ˑ9-˸ưƣˑ7-˸�ũ˝˗̋Y*Ƙ̆ƳǓ˰˭˒ 
͓͓̭̾̽͗˻ʕʦȠ÷ɸƨȠ˵˦˳ˑNMDA v¹(ʃ·*Ƙ̐Ķ˦ˑȇȢźʀɼ̐¹ı˸ɝɤ˨
̌ȠX˴ˑ28�˺ Creutzfeldt-Jakobƥ͜Creutzfeldt-Jakob disease: CJD͝øǻ̐½Ɍ˸ˑ13�˸´Ƞ˝ˑ
15�˸̨̀͑ͅ˝Ċ�ˤ̍˭ 2˒ɂƾŖȅŎŅ˴ 2Ǹɿ˸ĶþÐ˝̃̊̍˭˝Ɨ��ë˴˻Ð˝˷˜˰
˭˒ 
̲̣̣͓̖͚̲̓͗͗͆͒̾͜pentosan polysulfate: PPS͝˻̺́͒͗ʟ#˺ǁɰc¤Ǡ˴ˑɿɏ÷ȌȄƅ
̇ʀǝƅ˺ŭƫ˸Ƙ˘̊̍˳˞˭˒`Ǝÿń´ʢ˴˻ˑÿńVë˺ȇµKĊ�˸̉̋ƬƦɢà_ł˝

˗̌˒PPSȇµKďǯĊ�ű˻ȗ�˴¢Ơ� CJD͜variant CJD: vCJD͝˸½˦˳Q̅˳Ȥ̏̍ 3ˑļɪ˴ˑ

2004Ù 11ĵ˜̊ 2007Ù 3ĵ̂˴˸ƥ�˝Ơ˷̘̌̀͒͗ƥ 11Ʀ-˸½˦ PPSȇµKĊ�˝Ȥ̏̍ˑ
Ħ-˸˛˘˳ɻĹƗ®˝̃̊̍˭˝ŖȅƯ�ï̐ǆ˦˭Ʀ-˻̃̊̍˷˜˰˭ 4˒řÍ˴̆ 15Ʀ-��
Ȥ̏̍ˑvCJD øǻ˺Ɨ®Ĺɿ˻ˑ̡̲͕͓͗͟˺ vCJD Ǹ̉̋̆İ̊˜˸ɻ˘˝ˑɡȤ̐�ʂ˴˞̌˜˻
Ƚİˤ̍˳˘˷˘˒ 
̰̲̣̝͑̔͒͗ǡc~Ǝ˻ PrPSc ˵ǫ~˦ˑ͈͕̳̒̔Œɟ̐�²³cˑ͕̰͚̩̀̒˸̉̌Pȴ̐2ɡ

˨̌ 5˒ÿń`Ǝ´ʢ˴̛̳̤̣̝̆̔͒͗˻ƬƦɢà_łˑƗ®Ĺɿ˺àɻ˝̃̊̍˭˒̛̳̤̣̝̔͒͗

V~½W�

• ɓɡȭɥđȘǹȎȋȨėĒȇȤȓŔåęȒ�IżęȕĽƂȧȓȤǴĐ�ȗĒă»ZǳǸȤǹȘſ
ŝƀ�;ÔǾŭȞȢȥȋś6ȘȕǹǴȂȥȜȒȖĊǹȢȥȑǿȋêĖĥĲȗ�ȒǳĽHȰɇȲɡ

ɥȘ;ÔǾūÈȄȥȈǳŊƑ{ȗ-ćǾmǽȎȋǴɑɢɐɢɀɥȘÈȢǽȕĐ�!ƞ;ÔȘŭȞ

ȢȥȈǳȦǾ`ȒȘ>śWȓȅȑ§ŭȄȥȑǹȕǹǴɆȰȸȷȪȲɡɥĽHǸȤǹȘĽķ«�ȖƎ

ȅȑǳĐ�!ƞ;ÔȘūÈȄȥȈǳÅÐȒȗ�ĊĽƠȟȕȀw)�Ǿ�ÈȒǸȤǴɕɥɅȷɥĦƇ

Ŏz,®Ŀ«�ìȖȡȤĐ�!ƞ;ÔȘūÈȄȥȑǼȢȈǳlĬę¦¨ȧŠȇȤȋȞ³pȄȥ

ȕǹɨǹȈȥȟ³pȕȅǳȬɏɄɥȺȗĨy�ƥƽƨǴƥ

• �ŕęȖêĖȘƁ<ĒăȖ�ȇȤɡɋɏɡɃɧȸɟɥǾÃȄȥȤǴĽH¹GǾ^ƓȓȕȎȋhM
ȘǳĽƤŋķȕȔȖȡȎȑĽķ×ƟǾŝȦȥȤǴĽƂ�Ȗ-ćȇȤəȭȲɣɧɉȺȖ�ȅȑȘǳ�

ŕȖȲɣɇȽɍɚȠɌɢɓɣƇǾ�ĊȄȥȑǹȤɨ³pȗ�ȄƥƱǳȬɏɄɥȺȗĨy�ƥƼɩǴƥ
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˻ƥƯ PrPSc˸ǫ~˨̌ˮˠ˴˷˟ˑ̘̀͒͗˺ÿńĉT_ł̆Ĺéˤ̍̌ˢ˵˜̊ˑȏÜǀǒ˝Ȥ̏̍˳

˘̌˒̦̾͑͗ˑ̫̔͒̒˺ǀǒ˴˻ 121 -˺̘̀͒͗ƥøǻ̬͉̐͑͗˸Ċ�Ǹ˵̨̀͑ͅǸ˸Pˠ˳Ŏ
ȸ˦˭˒ǫł˵˦˳˻̛̳̤̣̝̔͒͗ 100mg˺Ċ�˻²G˸Ȥ̏̍˭˝ˑƗ®Ĺɿ̐àɻ˨̌_ł˻ɂ
̅̊̍˷˜˰˭ 6˒˦˜˦ˢ˺ǀǒ˴˻ǷƥĹɿ˝ 5 ˜ĵ��˺øǻ˝¤˟ˑ˨˴˸ȇŲ�˴ periodic 
sharp wave complex ˝OƔ˨̌˷˶ɡȤĹ˺ CJDøǻ˝¤˟�̂̍˳˘˭˒̉̋ĮĹ˺øǻ˸˳Ī˭˷
ǀǒ˝ȿ̃̊̍˭˝ˑ̬͉͑͗cŧɘ˻ÀĦ-˴˺Ŏȸ˵˷̋ˑȳ»ǀǒ̐�̅˭ȴŀ˴ȕ×˺Ɨ®Ĺ

ɿ˺àɻ˝̃̊̍˭˺̃˴˗˰˭ 7˒ 
ƦƐ˝ɡȤ˦ǪwĜu˝�ʒ˵˷˰˭ ~˻ˑǪʧȂǜ˷˶˸̉˰˳Ǫǜņʡ˝Ȥ̏̍̌ˢ˵˝¤˘˒

˦˜˦ˑƗ��ë̐Ģ�˨̌˵˘˰˭İǃ˷̗̼̱̦͗˻˷˘˒ 
CJD ˺Ǫɤ�˸˦˼˦˼ɂ̶͈̘̝͕͚̦̅̌˸½˦˳̆ˑưɏ÷˗̌˘˻ưɏ�÷̶͈̘̝͕͚̦˺ŭ

ƫ˵˦˳̴̝͕̩̺͉̹͓͕̇̀ɰ˝,Ƙˤ̍˳˘̌˝ 8ˑ_ł˸˱˘˳˺İǃ˷̗̼̱̦͗˻˷˘˒ 
 
�«�

1. Collinge J, Gorham M, Hudson F, Kennedy A, Keogh G, Pal S, et al. Safety and efficacy of quinacrine in human prion 

disease (PRION-1 study): a patient-preference trial. Lancet Neurol 2009; 8: 334-344. 

2. Otto M, Cepek L, Ratzka P, Doehlinger S, Boekhoff I, Wiltfang J, et al. Efficacy of flupirtine on cognitive function in 

patients with CJD: A double-blind study. Neurology 2004; 62: 714-718. 

3. Todd NV, Morrow J, Doh-ura K, Dealler S, O'Hare S, Farling P, et al. Cerebroventricular infusion of pentosan polysulphate 
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8. Kojovic M, Cordivari C, Bhatia K. Myoclonus disorders: a practical approach for diagnosis and treatment. Ther Adv Neurol 

Disord 2011; 4: 47-62. 
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Ƨưƨƥ�Ňɦ|ÄǾÉƍȧǽȁȑœŸȗ7Ȓ�ĈęȖăëȖƃ�ȅȑǹȀƂİȧĈŤȅšvȤ ưƫƥƱƫƥƲƫƥƳƥ

¦˞˷�ʒ˸ƴʖ˦˭øǻ̇¸Ĭ˝òƖƯ̤͏̮̝̇õ̋ˑû�ˑ�²˷˶̐ÿ˧̌ˢ˵˻ȐƉ˷ˢ˵˴

˗̌˒˦˜˦ˑ̀˵̑˶˺�˓˻ˑĳɿ˺Ǫɤ˵˵̆˸ȐP˺Z˴�´˸�˞~˘ũď˯̐ħƖ˦˳˘˟Z

̐ď˰˳˘̌˒�ȓƯ˸ˢ˙˦˭òƖƯɨô˸˻ 2ͣ3 Ù˜˜̌˵ˤ̍ˑäQ˻¦˞˷õ̋̇ż�˷˶˝ǯ
˟ˢ˵̆˗̌˝ˑŻU˷Ƥø˝Ƴ˺V˸˗̌��ˑøǻ͙¸Ĭ˺ù̃̇Ȗ˦̃̐˷˟˨ˢ˵˻˴˞˷˘˒í˰

˳ˑòƖġĚ˺ƳŔ˻ˑòƖƯ�ʝ˺ɗŽ̇ȴŹ˴˻˷˟ˑ̘̀͒͗ƥ˸ƴʖ˦˭øǻ͙¸Ĭ˺ũď˯̐

Ɩȴ˦ˑòƖƯɨôɤǏ̐Ȯ±̌ˢ˵˴˗̌˒˫˺ʎˑøǻ͙¸Ĭ˺ȵț˸ƹĝ˸Ǽ̐>ˠ˳�˓˺ũď

˯˺Ɩȴ˸a̅ˑ�ʝȴū˸ɐ̊˩ˑõ̋̇Ȗ˦̃̇ż�̆�³˪˩˸ɂ̅˷˝̊ǽ˟ˢ˵˝ĸ̂˦˘˒

ƿ˘Ĺɿ˴ƥũ̐vˠF̍̌óȭ˻˷˟ˑũď˯˺ħƖ˸˻ĳɿ˝óȭ˵!˚̌ˢ˵̆ĶƘ˴˗̌˒̂˭ˑ

øǻ͙¸Ĭ˝fƫǻ˸½˨̌�ž̐ɛ˿˭˵˞˸˻ˑòƖġĚ�˻ˑøǻ͙¸Ĭ˺�ž̐�³˪˩˸ɂ

̅˳Ɩȴ˦̉˙˵˨̌¬b̐ǆ˨ˢ˵˝ĸ̂˦˘˒ȧ 18 ˸̘̀͒͗ƥ˺øǻ͙¸Ĭ˸�ȓƯ˸̉˟Ȯ̊̍̌
òƖƯƐů˺-̐ˑȧ 19˸¸Ĭ˺ȭĸ˺-̐ǆ˨˒ 
  

V~½W�

• ɓɡȭɥđȗ�ŇȠȊȗ|ÄȖȘǳßǵȕ�ĈęǳĪ�ęYƚǾĉȆȤǴɓɡȭɥđȗ�Ňɦ|Ä
Ȗ²ȇȤà�ȗǸȤ>ĖŇȘǳɓɡȭɥđȗȡǺȖnǿȕ^ƓȖĝƗȅȋ�ǵǾǳ�ȣǳ�[ǳŖ

�ǳ�wȕȔȧ¬ȀȗȘœýȕȂȓȌȓĈŤȅǳQxȉȈȖŭȞȤȂȓǾƈŠȒǸȤǴmȀȗ�Șǳ

ÉƍȗĽƂȓȓȟȖœȢ�yȖPǿMǹè®ȍȧÀĈȅȑǹȀ7ȧȟȎȑǹȤǾǳ�Ňȗđăȟſ

ŝȇȤ�ȒȊȗăëȖ�ȅȑ�ĈęȖƃ�ȇȤȖȘÉƍǾǽǽȤȋȞǳ>ĖŇȘǳ�Ňɦ|Äȗ

�wȠ�ĔȗŹõȠŤòȧÆ�ȖĜ¯ȇȗȒȘȕȀǳȊǺȅȋ�ǵȗ�Ĉęƃ�ƂİȧĈŤȅǳ

�Ňɦ|Äȗè®ȍȧQxȉȈȖňǿǳŘȍĢǹȑšvȤȂȓǾŊŠȒǸȤǴƥ

• Ȝȋǳ�ȘȋȓǻDȅǹ,}ȒȟăëǾ©¶ȒǿȑǹȤȓ ȆȢȥȤȓè®ȍǾŘȍĢȀȂȓǾmǹ
ȗȒǳĐ�ȖƎȅȑãĨȒ?.ȕ�gȧƒȄȈȖȦǽȣȠȇȀ��Ȓȟ�ǻȤȂȓȘnǿȕ�Ĉº

·ȓȕȤǴLı�gŴ÷Ƞ��Ň]�ȗļ�ȟÌĊȒǸȤǴƥ

• ȄȢȖǳ�Ňɦ|ÄǾǳßǵȕŝ½�ȗ4�Ƞ�ƋŉȖȡȤº·ȧ3ĊȇȤȂȓǾȒǿȤȡǺȖ·
9ȇȤȂȓȟƈŠȒǸȣǳ>�ǳĠű�ǳ�Ĉ�Ƌŉǳ>ĖȾɧȸɜɢɦɤɧȮɧǳƄ�Ȯȫɥȼɡ

ɥȳ�ƋŉȕȔǾž¸ȅȕǾȢ��ȇȤȂȓǾÍȜȅǹǴ�Ňɦ|ÄȖǼǹȑªǺȏă¡ǾďȦȥ

ȤȓǿȘǳĹīĬ>ȖĞŰȇȤȂȓȟÌĊȒǸȤǴƥ
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• ǙƧ?ǁƻMıȬ<ƺƫ?ȭȄ5�R�@5ǟǒƻƫMȖǌƻ?�PTS=ď-Rǟǒǃf�maMÐ
ŏ5ĩƽ 

• źŮǃ<Ɛǀƒ#<�(:=ď-RǥŪĹ 
• ǁƻ+8"Pȓř#6%H9šȻ#""R(:#Ā%5ƫƑ#Ńō9$<�HHƻƫ#ĴÑ+5ȓř#
6�2ĥ@�Ɛ?ƺ9�R(:5ȩ�Đűĳǯ#ƉUȨ R:��(:UǌP*S8?ǟǒǃf�ma

M51SH9ȓř#6"<"52(:=ď-R�²Ĺ5ļQ 
• ċŜ?ƫƑ=ď-RĩƭǃȳĬ=@šȻ#""R#51SOQLŞ�hw�q9ĳǯ?ƻƫ#ȭȄ-R
2K=Ư,R5ĩƭǃ=�ćĈ<ƫĺ 

• ƺƫ?ȭȄ::L=ċŜ#ĳǯ:ĸİƶȫ#9$<%<R(:=ď-RĩƭǃȀƽ 
• z�]�ƺ=ȼ-RǌțMƭȐ#ÓÃ9�R:@ȑ�Ɉ�Òǀhkmx?ȑÐ=ď-Rǿǚ4MļQ5
�ơ5�²Ĺ 

• ĩƭǃ=«ȉ#<�ƫĺ95ÒǀǯMìõ? 7=ď-RƁ7<�ơ#Ư,2úæ=ȌPSR5Ģ�į
QMǿǚ4 

• ǀɒøÒǀƃȼD?ȦȿUŋż*SR(:=ď-RļQM�ơ 
• ĖĒƹĳN Ķù#�ȡ+8�R(:MɈȐ<ƹĳ�^si�<;=ORƟ�M�ć 
• Úò#T"P<�(:=ORǿǚ4M58<0ɢ98;�+8ɢ9:��ƌŉ4 
• Ǒ§Mìõ? 7"P?µȌUéJȍǩ=ď-R:H;�MįQ 
• ȴ¨Ĳz�]�ƺ"L+S<�:�TS2:$?5£?ċŜD?ȴ¨?ĩȶ 
• ĳǯ#ı=¢�#9$<%<R<;?ƫƑ95ċŜ#ǤƠǃ<ôɈ=ǆɋ+2úæ?�ćMhp�h 
• ĳǯ?¡Ȝ=�2Rǚú:+8?hp�h5ǟǒǃȝņ 
• ĳǯ#�%<52ĥ?ċŜ?ƞ�ĩƽ5ĵî 
• ȴ¨ąȐųMɓƝſŷ5ÊſMz�]�ƺǍǘ=ÕÌ-R(:=ď-RƏřUƎKPSRĩƭǃȝņ5
Ȫ�MċŜ?�9?ĸȌ?ɑ�Ȳ� 

àbeZgµM� �LÖÒbeá�

• z�]�ƺ?ĹŶĲ=ď-R�ćM:H;� 
• ;?ǖĞ?ĹŶĲ"T"P<�(:=OR�ć5Ɵ� 
• ¡Ȝ�?ĹŶ=ȼ-R�ć 
• ĹŶ�Ƚ?2K=£?ĳǯ:Ƶ<Rł�U*SR(:?�ĭĹ 
• ÒǀǯMìõ? 7=!&RĹŶĲ=ȼ-RȯËÞĬMȘȐ5µȌ=O58ġ$Ƞ(*SRįQ5ǿǚ
45�ĭĹ 

• ȘȐMµȌUá&R"L+S<�(:"Pìõ? 7=ď+8ĳǯ?ƫƑU]�z�=ȕ-(:#9
$<�(:=ORhp�h 

• ƫƑUǌ52ȏŜMìõ? 7#Ņ%ĹŶĲ?�ć=ď+85ĳǯ?ċŜ#ƌU52QșŠ+2Q+
<&SA<P<�(:=ď-Rhp�h 

• ǎǸǕž<;=ORĹŶ#Úò9ċŜ#z�]�ƺUǁƻ+2:$?įQMƦĮ*5MR/<*<;?
ĹĶ 

• Łȅ<;9ĹŶ+8�R"L+S<�:¨ PS2úæ?hp�h5�ć5įQ 
• ȴ¨Ĳz�]�ƺċǠÀ?Ŭǁƻǯ=!�85ȴ¨+8�R"L+S<�?95£?ƹĳ9ǶÿǔŁȅ
Uá&R:$<;=@ĹŶ�Ƚ?2K=Òǀǯ=¨ RO�=:�52ƔĸU*SR(:=©��ć5

�ĭĹ 

 7@ƫƑ=OQƁ7<ĩƭƫƑ=�R#5Òǀǯ#�Ǿǃ=O%ȌPSRƫƑUǌ58!%(:9ĳ

ǯċŜ=ď-RƭȐ#ƞHR6H25ĳǯċŜǺȤLç,O�<ƫƑ=�R 7?ƫƑUǌR(:958Ǻ

Ã@B:Q9@<�98ç,O�=İ58�R L�R?39:Ĺ,R(:#9$R6ǺÃ:@Ƶ<Rƌ

ŉ4L�R(:Uǌ585ȍȷ#Ĝ#RúæL�R6ģ�ǯóªəĳǯċŜ§ɚ?ƗÐ=ÜÍ+2Q5ȯ

Û?ĳǯċŜ?ĸțȚŷ?ùë<;UȌ2Q-R(:95ç,O�<ǚú=�R 24#;?O�<ƌŉ

49�R?"ǌR(:LŨĸǭ9�R6 
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Ç 	.��beZgµ�¿M��u�ÑfbdÀAzTÐ¡?S�SVdÈ�Mo 	�
�)�

àÌ·®�Mw·¿L�beá�

• ĳǯ?ıƤ<ƺƫ?ĴÑ=ď+85ċŜ=8�>�=șŠ+x\��+8F+� 
• ƺȿ½ª#5ƺƌ=ď+8ƭȐUƞK5ȯË<ĹŶ�Ƚ<;9ċŜ?Ȥªǃ�ǟǒǃȝņUüM*<�
O�=àQǣV9F+� 

• ȓřU+2ƺȿ99$SAŦūH9¼ȿ*/8F+�#5Ʀƭ9�SA1?ĥLĶùU¾Ũ-R<;Ì
=<58F+� 

à�nx°vq»L�beá�

• á&¼SƺȿUüM+8Ƅ+� 
• åǗÈĞUÇư-RɅ=5ƺƫ?þÑ#ıȬ<?95ŁǦ$UȬM"=Ȅ58Ƅ+� 
• ÒėMǈȜė?ďĬ#�Ĉ?�{�=ǻRO�=Ķùŋ¯5ŔǱUȄ58F+� 

 
ƧƱƨƥ�g´�ȗ'yȘ�Ĉº·ȓȕȤ ưƫƥƱƫƥƲƫƥƳƥ

�˻ˑ˭˵˚o˦˘Ɛů˴̆Ɛů˝Ĉę˴˞˳˘̌˵ÿ˧̊̍̌˵˞˺̀˙˝ˑũď˯˝Ț˯Ƽ˟ˢ˵˝¤

˘˒í˰˳ˑ̹̤͚̀͑̔˝3˭̍˭ Ą˵ĳɿ̐̆˙ˠ˳ˑƤø˸ʀ˦˳Ŝǃ˴gP˷ü�̐ʐˤ˩˸

̏˜̋̇˨˘ȵț˴!˚̌ˢ˵˝ˑ¦˞˷òƖġĚ˵˷̌˒ȼĩäQ˻ʛ˝ƹ˰Ʈ˸˷˰˳Ʌİ˝ʛ˸F

̊˷˘ ~̆˗̌˺˴ˑ�ßɀ˦˭ˢ˵˴̆!̏˰˳˘̌˜ʍĳǃɂ˦˷˝̊óȭ˸ô˧˳)ß˴̆Ʌİ˦ˑ

ơ�˸½˦˳�¼˸ǚ˚˳˘˟ˢ˵˝ĸ̂˦˘˒ä�ǻ�(̐ǧ�˦˭̋ˑʒƥü�̨̫͚͗˺̣̲̔̇̀

̘͒͗ƥǀǒƓ˺̣̲̔˷˶˺ü�̐!˚˭̋˨̌ˢ˵̆ĶƘ˴˗̌͜ȧ 20͝˒ 

Ç 
���beZgµLÖcr��\Y_�

4 z�]�ƺǍǘƬ?}��|�g 
http://prion.umin.jp/index.html 

4 ɈƺĶùj�k�?ƹĳĶù}��|�g 
z�]�ƺəɝɚa�Ynx[�p��dyƺəCJDɚ 
http://www.nanbyou.or.jp/entry/80 

 z�]�ƺəɞɚc�hp���hp�Yh���f�Y�^�ƺəGSSɚ 
http://www.nanbyou.or.jp/entry/88 

 z�]�ƺəɟɚǼƉĲċŜĲ�ǉƻəFFIɚ 
http://www.nanbyou.or.jp/entry/51 

4 z�]�ƺĳǯċŜ?ś75z�]�ƺ?�ha?�ć?�Rś7D?^Z�j��b 
əz�]�ƺǍǘƬ}��|�gÀɚ 
http://prion.umin.jp/prion/counseling.html 

4 �dyƺe~�pump��aəŝŮ?ģ�ǯóªɚ 
http://www.cjdnet.jp/ 

4 ½öz�]�ƺĳǯ�ċŜ§əŝŮ?ģ�ǯóªɚ 
http://nanbyo.jp/sapo/prion/ 

4 CJD Support Networkəȁö?ģ�ǯóªɚ 
http://www.cjdsupport.net/ 

4 Creutzfeldt-Jakob Disease FoundationəǞö?ģ�ǯóªɚ 
http://www.cjdfoundation.org/ 

 
ƧƲƨƥßǵȕ�Ƌŉȗž¸ǾÌ�ń Ƴƥ

øǻ͙¸Ĭ˺òƖǇ ƯġĚ˸˱˘˳Ǻ˚̌ʎ˸˻ˑfÔˑƷɋǾ˺̀˜ˑòƖ¾ɼǾˑfƫ̪͚̤

͓͙͖͚̙͚͌˷˶˝\̏˰˳ɀ˦~˘ˑǰº˸ɠě˦˳˘˟ˢ˵˝è˸Ǔ˱ˢ˵˝¤˘˒ɩ!÷˝ơ̏̍

̌Ʀ-˴˻ˑȏÜɩ!¾ɼḟɂ³ɩ!̨̙͚͗͑̕˵˺ɠě̆ĸ̂̍̌˒ 
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ƥƧƳƨƥªǺȏă¡ǾďȦȥȤȓǿȘǳĹīĬ>ȖĞŰȇȤ ưƥ

øǻ͙¸Ĭ˸˛˘˳ˑʠŚ�ĒˑʠŚɤ¤̇ˑ�ƺˑƽƺɤ¤ˑũP˺¢`ˑ˫˺�ˑĉ˙˱ƐĀ˝ơ

̏̍̌Ɛů˝̃̊̍˭ ~˻ˑǟǈǋḟòƫKǋf˸Ƶɇ˨̌˒̘̀͒͗ƥ˸ƴʖ˦˭øǻ̇¸Ĭ˸

˛˘˳ʠŚ�Ē̇�ƺ˷˶˝̃̊̍̌ˢ˵˻˗̌Ǐß˻ŜÕ˷òƖtô˴˗̌˝ˑ˫̍˝ŐǕ˸ã˜˰

˭̋ɻ˟ǯ˘˭̋˦˭ ~˸˻ǟǈǋƯŭƫ˝ĶƘ˷ ~̆˗̌˒̘̀͒͗ƥøǻ͙¸Ĭ˸ƴĖĖ˨̌f

ƫǻ˻ˑ˘˱˴̆˫˙˦˭¾ɼ¸˝SƘyȅ˴˗̌ˢ˵̐!˚˷˝̊ˑʠṤƽƺ˺�ʝ̇ũP¢`˷˶

˺B7̭̖̮̝̐˦ˑóȭ˸ô˧˳¾ɼ¸˸Ƶɇ˨̌ˢ˵˝ĸ̂˦˘˒ 

�

�«�

1. ƱůŢȁąɜĳǯ�ċŜ=ď-RĩƭǑ§ǃŒŎəǜɝȵz�]�ƺɛⅠɜvp�z�]�ƺɜǜ21ǛɚɜÙƯ

Ï¸ǔĆǍǘȟȊÎȸɈƐĲƹĳºũǍǘ�ƀ8z�]�ƺÝCȮǁĲZY�hĹŶƻ=ȼ-RȚŷǍǘƬ9

əǪɚɜz�]�ƺ:ȮǁĲZY�hĹŶƻɜȸÚÂƨɡ2010ɜpp213-219ɜ 

2. ƱůŢȁąɜ´ƭǃíɐ:ĩƭŒŎəǜ 11Ǜɚ. z�]�ƺĹŶ�Ƚ_Yq�Y�ə2008ěƨɚɛÙƯÏ¸ǔ

ĆǍǘȟȊÎȸ�ɈƐĲƹĳºũǍǘ�ƀ z�]�ƺÝCȮǁĲZY�hĹŶƻ=ȼ-RȚŷǍǘƬə�¦

Ǎǘǯ ƍƣȁƕ5ǪɇȞ¦ǯ ɗĔǭ�ɚɜ2008. pp123-140əz�]�ƺÝCȮǁĲZY�hĹŶƻ=ȼ-R

ȚŷǍǘƬ?}��|�g<;"PlZ���qãǳɚhttp://prion.umin.jp/guideline/index.html 

3. ƱůŢȁą. z�]�ƺĳǯċŜ?ś7D?^Z�j��b.ŝŮǹĝ 2007; 65: 1447-1453. 

4. ƱůŢȁą. z�]�ƺĳǯ�ċŜ?ĩƭǑ§ǃe~�pfho�=ď-RǮĎ. ÙƯÏ¸ǔĆǍǘȟȊÎȸ

ɈƐĲƹĳºũǍǘ�ƀ� z�]�ƺÝCȮǁĲZY�hĹŶƻ=ȼ-RȚŷǍǘ Ěľ 17ěĞǨň�ÃņǍ

ǘùëŤəǍǘ¤ȇǯ ƍƣȁƕɚ. 2006. pp99-111. 
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0 �,ßbeZgµM� l×�

0 �,�	ßbeZgµM� l×§LkJMoZhPM@;r?â�

 
VÊÏW�

ļ̳̔͑̔͗̚˴˻ˑ˔̘̀͒͗ƥÿń�ʂ̳̔͑̔͗̚͜2008Ùßƌ͝˕˺ƳŘ̐��˸ǧ�˨̌˒ 
 
̘̀͒͗ƥÿń�ʂ̳̔͑̔͗̚͜2008Ùßƌ͝ 
ǖ 1ǔ Ǳɉ 
ǖ 2ǔ ʕ1ȬƯfƫȤƇ˵Ʒɋ̟̒ 
ǖ 3ǔ ̘̀͒͗˺Ƃș 
ǖ 4ǔ CJD˜�˜�İ˺øǻ˺̸̦̝̔͒Ćć˸Ƙ˘̊̍˭Ćȥ�ŋǘ˸½˨̌NƖīű 
ǖ 5ǔ ŹcǜKȰɹŎŅ 
ǖ 6ǔ ȇǈǪ£ǋĆȥ 
ǖ 7ǔ Şǋŭƫ 
ǖ 8ǔ ƻǋŭƫ 
ǖ 9ǔ ħå£ǋŭƫ 
ǖ 10ǔ WŎ͙ƥƖŔļ*Ȫ 
ǖ 11ǔ 9ƖƯ�ʝ˵òƖġĚ 
ǖ 12ǔ Ǉ Ư�ʝ 
�ɷ ̸̦̝̔͒Ćć˸Ƙ˘˭Ćȥ�I̐�˨̌ CJD�Řÿń�ʂ˸˱˘˳ 
   CJD�Řÿń�ʂ˸ʀ˨̌½ǛŎȸ  

� �

V~½W�

• ɓɡȭɥđȗ Õ�ƏȖȏǹȑȘǳǶɓɡȭɥđEȚƀė�ȫȪɢȺ ÕĒȖƎȇȤůÖĥĲĆǷ
ȖȡȎȑ Ƕ ɓ ɡȭɥđ Õ�ƏȯȪ Ɇ ɠ Ȫɥ ɨ ƱƯƯƷ ��ÿ ɩ Ƿ Ǿ*ƌȄȥȑǹȤ

ɨǚǦǦǢƹƮƮǢǤǛǡǠƭǧǟǛǠƭǜǢƮǙǧǛǖǗǞǛǠǗƮǛǠǖǗǪƭǚǦǟǞɩǴȂȗȯȪɆɠȪɥȖfȐǹȑ Õ�ƏȧŝǺȂȓȧ³p

ȇȤǴƥ
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0 �-ßbeZgµMÌ·���

0 �-�	ßbeZgµMÌ·��LkJMoZhPM@;r?â�

 
VÊÏW�

ưƭƥĥĲĆȖȡȤŪĖº·ƥ

ĥĲĆɖɧɚɕɧȹƥ

˔̘̀͒͗ƥ˛̉˽ɢƬ÷͓̦̔̕ÿńƦ˸ʀ˨̌ɆŅǀǒƓ˕˵˔̘̀͒͗ƥ˺̣͚̦͂̔͑͗˵ÿń

�ʂ˸ʀ˨̌ɆŅǀǒƓ˕˻ˑ
ǀǒƓ˛̉˽˔̘̀͒͗ƥs˽ɢƬ÷͓̦̔̕ÿńƦ˺PƥĀȴİ͙

ŭƫűɾƬ˸ʀ˨̌ǀǒƓ˕~�˴͚͉͚̥̈́̓͜http://prion.umin.jp/index.html̐͝ɾȺ˦ˑļ̳̔͑̔̚
͗̐�̄}ǐ̳̔͑̔͗̇̚ĴĪ˺ǀǒăł˷˶̐ė.˦˳˘̌˒ 

 
ƼǃƽȷɧɔȪɠɥȺqX�ƥ

̘̀͒͗ƥ˺Ə³Ƥøŭƫǀǒ�ŏ˸˛ˠ̌fƫvǭǻȽ��̐ƛɈˤ̍˭Ʀ-ˑ�ȹ˺ȇȆʣź

ŎŅ̘̇̀͒͗ȡƮɩ!ŎŅ̐Óĸˤ̍˭Ʀ-ˑÿńƦű˸�˲˟ÄˠO˝˗̋ŭf˝ȼƫġĚ̐

Óĸˤ̍˭Ʀ-˝ CJḌ͚̦͂̔͑͗«� ˸ƭɷˤ̍̌˒��˺ CJḌ͚̦͂̔͑͗«�˵}ɭɥÞ
Ƹ˺CJDčä¾ɼf˝ɆŅ̐Ȥ˰˭ëˑCJḌ͚̦͂̔͑͗«� ˴ȼĩ˝Ŏȸˤ̍ˑ˫˺ǫł˝ŭ
f˸��ˤ̍̌˒ 
̘̀͒͗ƥ˺ȼĩǘ͜ƥƖ°Ưĕǥ̐�̄͝˴ġĚ˝óȭ˷ĳ˻ˑ�ȹ CJD ̣͚̦͂̔͑͗«� �
aÃ˴Ƶɇ̐vˠ�ˠ˳˘̌˒ 

ɠǬC ͢ CJḌ͚̦͂̔͑͗«� �aÃ 
�ǓǀǒɾƬű�ʩ �Ǔǟǈ͙ǈǪfƫǀǫ̫͚̌͗ 
˖187-8551ʩ Ŀ�ɭÀØÑÀÌĿƜ4-1-1 
TEL͢042-341-2712̬͍͓̔̔͗͜3131͝ʩ FAX͢042-346-1762 
E-mail : prion-ncnp@ncnp.go.jp 
http://prion.umin.jp/survey/index.html 
 

̂˭ˑCJD ̣͚̦͂̔͑͗«� ˺ǫł˻Ȑŭfǋ¦°��fƫ°̨̫͚͗HȣȦƗɫɼ˺͚͉̈́
͚̥̓˸˳ʁȲ˨̌ˢ˵˝yȅ˴˗̌˒ 

http://jichi.ac.jp/dph/inprogress/prion/ 
 
Ƽǃƽ ȪɥȸɄɥɅqX�ƥ

̘̀͒͗ƥ̐ƬƦë˸̘̀͒͗ƥ˺!Ğ˸ʀ̏̌̉˙˷1ȬƯ˷fƫȤƇ˝Ȥ̏̍˭ ~˸ˑ˫˺ʩ ʩ ʩ ʩ

fƫȤƇ˝Ȥ̏̍˭fƫ�I̐,Ƙ˦˳fƫȤƇ˝Ȥ̏̍˭Ʀ-̐ƭɷ˦ˑ˫˺ë˺Ǫɤ̐ƲȰ˦˳

˘̌˒ 
ɠǬC ͢ CJD̤̱̲̔͗͗«� �aÃ 

V~½W�

• ɓɡȭɥđȗŪĖº·ȓȅȑǳĥĲĆȖȡȤŪĖº·ǳÐȯȪɆɠȪɥeĴŇȗ¤�ÃũȒŝȕȎ
ȑǹȤŪĖº·ǳƓđ�gȼɥȿɧɨ*ěŲ]ì�Ɠđ>uĥĲŲ]ɩȖȡȤŪĖº·ǾǸȤǴƥ
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Ŀ�¦°¦°ʅf°ǡǀǒǋʩ ȇǈǪ£ǋ° 
˖113-8655ʩ Ŀ�ɭĨ�eļɬ 7-3-1 
TEL͢03-5800-8853͜ƴɝ͝ʩ FAX͢03-5800-8849 
http://prion.umin.jp/survey/index.html 

 
ɓɡȭɥđMNČ&qX�ƥ

̘̀͒͗ƥ˺Ɲ@ȼĩ˺ġĚ̐Ȥ˙˒ 

ɠǬC ͢ ÇĆfǋ¦°ʩ fŞȠǱ~ǀǒĄʩ ɒʤǄ MRIȼĩ͙ƥĀǀǒɫɼ 
˖020-8505ʩ ÇĆƸƱÆÑK�19-1 
TEL͢019-651-5111͜3660ˑ3733͝ʩ FAX͢019-622-1091 
ɠǬC ͢ ðÉ¦°¦°ʅ fŞȠ°ǀǒɫ ģ¿ǲf°Pɲ 
˖770-8503ʩ ðÉƸðÉÑȟļƜ 3-18-15 
TEL͢088-633-9283ʩ FAX͢088-633-7174 

 
Ŏōơó�ȗ ưƳƬƲƬƲ ŜĘɦŁȿȫŜĘöxǳǋǍƬǊǎǂƼ ìƥ

ȇȆʣźŎŅ˸˳̘̀͒͗ƥ˺ȼĩ̐ġĚ˨̌˒ 

ɠǬC ͢ ɻÊ¦°f°ɫʩ ÿńPȴŀ°Ĥµ 
˖852-8523ʩ ɻÊƸɻÊÑ�ļ1-12-4ʩ ɻÊ¦°f°ɫʩ �ǅŌ8F 
TEL͢095-819-7059ʩ FAX͢095-819-7060 
E-mail : nagasakiprion@yahoo.co.jp 
http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html 
 

ɓɡȭɥŜĘƄ�rÜÖƥ

̘̀͒͗ȡƮɩ!ŎŅ˸˳̘̀͒͗ƥ˺ȼĩ̐ġĚ˨̌˒ 

ɠǬC ͢ Ŀd¦°¦°ʅf°ǡǀǒǋʩ ƥĀǈǪ°Pɲ 
˖980-8575ʩ ¶�Ƹ�zÑʔțeĲʉƜ 2-1 
TEL͢022-717-8147ʩ FAX͢022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 
 

Ď�ɓɡȭɥŜĘȗȫȬȺȿɥɒɣɁɅŤÒƥ

Lǫȇǩǵ̗̦̫͕̮̲̐͗̿̕ű˸˳ƠÕ̘̀͒͗ȡƮ˺Ķƈˑ˛̉˽�˺ȼĩ̐Ȥ˙˒ 

ɠǬC ͢ Ŀd¦°¦°ʅf°ǡǀǒǋʩ ƥĀǈǪ°Pɲ/  
˖980-8575ʩ ¶�Ƹ�zÑʔțeĲʉƜ 2 -1 
TEL͢022-717-8147ʩ FAX͢022-717-8148 
E-mail : kitamoto@med.tohoku.ac.jp 
http://www.prion.med.tohoku.ac.jp/geneticanalysis.html 
 

ƱƭƥƓđ�gȼɥȿɧɨ*ěŲ]ì�Ɠđ>uĥĲŲ]ɩȖȡȤŪĖº·ƥ

̘̀͒͗ƥ͢http://www.nanbyou.or.jp/entry/3665 
̘̀͒͗ƥ͜1̡̝͕̯̖͓̲͙͍̔̾̿͝ƥ͜CJD͝ 
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CJDƥũ˺ȴɅ͜�ȓSƘǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/80 
CJDȼĩͤŭƫĐɴ͜fƫí�ǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/240 
CJD FAQ̉͜˟˗̌ɏ�˵�ǚ͢͝http://www.nanbyou.or.jp/entry/385 
̘̀͒͗ƥ͜2̠͓̦̲͇͙̦̲͕̦͚͙̤̙͚͗̔͑͌̔͗͝ƥ(GSS) 
GSSƥũ˺ȴɅ͜�ȓSƘǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/88 
GSSȼĩͤŭƫĐɴ͜fƫí�ǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/247 
GSS FAQ̉͜˟˗̌ɏ�˵�ǚ͢͝http://www.nanbyou.or.jp/entry/386 
̘̀͒͗ƥ͜3͝Ȓš÷¸Ĭ÷�ƺƦ(FFI) 
FFIƥũ˺ȴɅ͜�ȓSƘǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/51 
FFIȼĩͤŭƫĐɴ͜fƫí�ǻ�ˠ͢͝http://www.nanbyou.or.jp/entry/213 
FFI FAQ̉͜˟˗̌ɏ�˵�ǚ͢͝http://www.nanbyou.or.jp/entry/387 
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ƴ� ȗ Ú� ȗ ș� Š 

BSE bovine spongiform encephalopathy ZfƛǧƫǶƻ 

CJD Creutzfeldt-Jakob disease Creutzfeldt-Jakobƺ 

CSF cerebrospinal fluid ǶǴɓƝ�

CWD chronic wasting disease ĻĲƜǰƺ 

dCJD dura mater graft associated Creutzfeldt-Jakob 
disease ǎǸǕžĥ Creutzfeldt-Jakobƺ 

DWI diffusion weighted image ŇŕĢȚƲ¹ 

FFI fatal familial insomnia ǼƉĲċŜĲ�ǉƻ 

GSS Gerstmann-Sträussler-Scheinker disease Gerstmann-Sträussler-Scheinkerƺ 

PPS pentosan polysulfate |�pe�~�e�x[�p 

PRNP prion protein gene z�]�ȃǂȴ¨ą 

PrP prion protein z�]�ȃǂ 

PrPc cellular prion protein ƅĘøz�]�ȃǂ�

PrPSc scrapie prion protein ƵĘøz�]�ȃǂ�

PSD periodic synchronous discharge ìūĲçūĲœɉ 

RT-QUIC real-time quaking-induced conversion ƵĘøz�]�ȃǂɔĹĞüęƒ 

TSE transmissible spongiform encephalopathies ¨ȱĲƛǧƫǶƻ 

vCJD variant Creutzfeldt-Jakob disease þƵø Creutzfeldt-Jakobƺ 

WHO World Health Organization �Ƴ±¶ƃȼ 

 


