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� �ෘ↢ഭ௛⑼ቇ⎇ⓥ⾌⵬ഥ㊄ޔ߮ߚߩߎ 㔍ᴦᕈ∔ᖚ╬స᦯⎇ⓥ੐ᬺ㧔㔍ᴦᕈ∔ᖚస᦯⎇ⓥ

੐ᬺ㧕ࡦࠝ࡝ࡊޡ࡮∛෸߮ㆃ⊒ᕈ࠙ࠗࠬ࡞ᗵᨴ∝ߦ㑐ࠆߔ⺞ᩏ⎇ⓥ⃰ޢਗ߮ߩ∛ࡦࠝ࡝ࡊޡߦ

ࡦࠗ࡜࠼ࠗࠟ≯⸻∛ࡦࠝ࡝ࡊޡޔߪߢޢᩏ⎇ⓥ⃰⺞ࠆߔ㑐ߦᗵᨴ੍㒐ߣࠬࡦ࡜ࠗࡌ࡯ࠨ ޢ2014

࡮ᯏᐨ∝⊑ޔᐥ∛ᘒ⥃ޔቇ∌ߩ∛ࡦࠝ࡝ࡊߡߒදജߪਔ⎇ⓥ⃰ޕߚߒ߹ࠅߥߣㆇ߮ࠆߔⴕ⊑ࠍ

ಽሶ∛ᘒࠍ⸃᣿ޔߒᣂߥߚ⸻ᢿᴺ߿ᴦ≮ᴺߩ㐿⊒╬ࠍⴕࠍ∛ࡦࠝ࡝ࡊޔ޿స᦯ࠍߣߎࠆߔ૶

๮ߩߘޕߔ߹ࠅ߅ߡߒߣᵴേߩ 1 ᧄޕߔ߹ࠅ޽߇ឭଏߣ૞ᚑߩࡦࠗ࡜࠼ࠗࠟ≯⸻ߩᦨᣂߦߟ

ࠍᖱႎߩᦨᣂࠆߔ㑐ߦ∛ࡦࠝ࡝ࡊߦߌකᏧะ⥸৻޿ߥߒߣኾ㐷ࠍ∛ࡦࠝ࡝ࡊߪࡦࠗ࡜࠼ࠗࠟ

ឭଏޔߒᧄ∝ߦ㑐ࠆߔ⸻≮᳓Ḱߩะ਄ޕߔ߹ࠅ߅ߡߒߣ⊛⋠ࠍߣߎࠆ߆ߪࠍ 

� ᧄࠟࠗࡦࠝ࡝ࡊޡޔߪࡦࠗ࡜࠼∛෸߮ㆃ⊒ᕈ࠙ࠗࠬ࡞ᗵᨴ∝ߦ㑐ࠆߔ⺞ᩏ⎇ⓥ⃰ࠝ࡝ࡊߩޢ

ߦ࡯ࡃࡦࡔߩޢᩏ⎇ⓥ⃰⺞ࠆߔ㑐ߦᗵᨴ੍㒐ߣࠬࡦ࡜ࠗࡌ࡯ࠨߩ∛ࡦࠝ࡝ࡊޡಽ⑼ળ෸߮ࡦ

࠶࡝ࡉࡄ߿ᗧ⷗ߏߩ㑐ㅪቇળߦᦝޔߡ⚻ࠍ⼏⸛ࠆࠃߦਔ⎇ⓥ⃰ో૕ޔࠇߐ╩ၫ߇ේ᩺ߡߞࠃ

 ޕߔ߹ߒߚ޿⻢ᗵࠅࠃᔃߦዧജߏߩ㑐ଥฦ૏ޕߔߢߩ߽ߚࠇߐⴕ⊑ߡᓧࠍ࠻ࡦࡔࠦࠢ

� 2002ޔߪߡߒ߹߈ߟߦࡦࠗ࡜࠼ࠗࠟ≯⸻ߩ∛ࡦࠝ࡝ࡊ ᐕ 1 ᦬ߦෘ↢ഭ௛⋭㨯․ቯ∔ᖚኻ╷⎇

ⓥ੐ᬺޡㆃ⊒ᕈ࠙ࠗࠬ࡞ᗵᨴߦ㑐ࠆߔ⺞ᩏ⎇ⓥ⃰ޢ㧔ਥછ⎇ⓥ⠪㧦ർᧄືਯ㧕ߡߞࠃߦ⊒ೀߐ

∛ࡦࠝ࡝ࡊߪߦߎߘޔࠅ޽߇ޢ ⸓ᡷ࡮࡞ࠕࡘ࠾ࡑ≯⸻∛ࡉࠦࡗ࡮࠻࡞ࠚࡈ࠷ࠗࡠࠢޡߚࠇ

⊑෸߮ㆃ∛ࡦࠝ࡝ࡊޡޕߚߒ߹޿ߡࠇ߹฽߇⋠㗄ߩߡ޿ߟߦᗵᨴ㒐ᓮޔߊߥߢࠅ߆㕙߫≯⸻ߩ

ᕈ࠙ࠗࠬ࡞ᗵᨴ∝ߦ㑐ࠆߔ⺞ᩏ⎇ⓥ⃰ޔߪޢᗵᨴ㒐ᓮࡦࠝ࡝ࡊޡߪߡ޿ߟߦ∛ᗵᨴ㒐ᓮࠟࠗ

㧔2008ࡦࠗ࡜࠼ ᐕ 㧕ޢ㧔ਥછ⎇ⓥ⠪㧦᳓Ỉ⧷ᵗޔ✬㓸⽿છ⠪㧦㤥ጤ⟵ਯ㧕ࠍ⊒ೀޔࠅ߅ߡߒ

ᧄࠟࠗߪࡦࠗ࡜࠼⸻≮㕙ߦ․ൻߚߒౝኈޕߔ߹ࠅ߅ߡߞߥߦᧄࠟࠗࡦࠝ࡝ࡊޔߪࡦࠗ࡜࠼∛

⎇ⓥߩ㘧べ⊛ߥㅴᱠࠍ〯߹ߦ≯⸻∛ࡦࠝ࡝ࡊޔߡ߃㑐ࠆߔᦨᣂߩᖱႎߊߴࠆߥࠍಽߔ߿ࠅ߆

ޔㄭᐕޔߪߢ⋠㗄ߩ≯ᴦޕߚߒ߹ࠇߐ૞ᚑߦߣ߽ߩ㓸ᣇ㊎✬߁޿ߣ߻ㄟࠅ⋓ߦ࠻ࠢࡄࡦࠦߊ

⥃ᐥ⹜㛎߇ⴕߚ߈ߡࠇࠊᴦ≮ᴺߩផᅑࠣࡦࠝ࡝ࡊޔߚ߹ޕߚߒ߹ߒ␜ࠍ࠼࡯࡟∛ᖚ⠪࡮ኅᣖ

㔍∛ਛߪ∛ࡦࠝ࡝ࡊޕߚߒ߹ߌ⸳ࠍ⋠㗄ߩᡰេ≯⸻ࠆࠃߦⓥ⃰⎇ޔᔃℂ␠ળ⊛ᡰេࠆߔኻߦ

ᴦ≮ᴺ㐿߿ᧄᘒ⸃᣿ޔߡߒᜰ⋠ࠍߣߎࠆࠇߐ┙⏕ߊ㧝ᣣ߽ᣧ߇ᴦ≮ᴺߥ᦭ലޔ߇ߔߢ∛㔍ߩ

 ޕߔ߹޿ߡߒㅴⴕߦᕆㅦ߇ⓥ⎇ߩ߼ߚߩ⊑

� ᧄࠟࠗߪࡦࠗ࡜࠼ዊౠሶߚ߹ޔߡߒߣ⎇ⓥ⃰ࠫ࡯ࡍࡓ࡯ࡎ㧔http://prion.umin.jp/index.html㧕

਄ߦ౏⴫ޕߔ߹ࠇߐᧄࠟࠗߢ✢৻╙ࠍࡦࠗ࡜࠼⥃ᐥߦ៤ࠆࠊ⻉వ↢ᣇߦ≯⸻ߏߩᓎ┙ߚ޿ߡ

 ޕߔ߹ߓሽߦ޿ᐘߦ⺈߫ࠇߌߛ

2014 ᐕ 2 ᦬ 
 

ෘ↢ഭ௛⑼ቇ⎇ⓥ⾌⵬ഥ㊄ 

㔍ᴦᕈ∔ᖚ╬స᦯⎇ⓥ੐ᬺ㧔㔍ᴦᕈ∔ᖚస᦯⎇ⓥ੐ᬺ㧕 

 ᩏ⎇ⓥ⃰⺞ࠆߔ㑐ߦ∝ᗵᨴࠬ࡞෸߮ㆃ⊒ᕈ࠙ࠗ∛ࡦࠝ࡝ࡊ

⎇ⓥઍ⴫⠪� ጊ↰ᱜੳ㧔㊄ᴛᄢቇ㧕 

 

ෘ↢ഭ௛⑼ቇ⎇ⓥ⾌⵬ഥ㊄ 

㔍ᴦᕈ∔ᖚ╬స᦯⎇ⓥ੐ᬺ㧔㔍ᴦᕈ∔ᖚస᦯⎇ⓥ੐ᬺ㧕 

 ᩏ⎇ⓥ⃰⺞ࠆߔ㑐ߦᗵᨴ੍㒐ߣࠬࡦ࡜ࠗࡌ࡯ࠨߩ∛ࡦࠝ࡝ࡊ

⎇ⓥઍ⴫⠪� ᳓Ỉ⧷ᵗ㧔᧲੩ක⑼ᱤ⑼ᄢቇ㧕 

 

本文id6.indd   i本文id6.indd   i 2014/03/01   15:542014/03/01   15:54
プロセスシアンプロセスシアンプロセスマゼンタプロセスマゼンタプロセスイエロープロセスイエロープロセスブラックプロセスブラック



��ii��

 

�ᩏ⎇ⓥ⃰⺞ࠆߔ㑐ߦ∝ᗵᨴࠬ࡞෸߮ㆃ⊒ᕈ࠙ࠗ∛ࡦࠝ࡝ࡊ

 
⎇ⓥઍ⴫⠪� ጊ↰� ᱜੳ� ㊄ᴛᄢቇක⮎଻ஜ⎇ⓥၞකቇ♽⣖⠧ൻ࡮␹⚻∛ᘒቇ㧔␹⚻ౝ⑼ቇ㧕 

⎇ⓥಽᜂ⠪�  ಽ⑼ળިࡦࠝ࡝ࡊާ

� � � � � � ᳓Ỉ� ⧷ᵗ� ᧲੩ක⑼ᱤ⑼ᄢቇᄢቇ㒮කᱤቇ✚ว⎇ⓥ⑼⣖␹⚻∛ᘒቇ㧔␹⚻ౝ⑼ቇ㧕 

� � � � � � ㊄ሶ� ᷡବ� ᧲੩ක⑼ᄢቇ␹⚻↢ℂቇ⻠ᐳ㧔ޯH24 ᐕ 12 ᦬㧕 

� � � � � � ౎⼱� ᅤ⟤� ᧲੩ක⑼ᄢቇ␹⚻↢ℂቇ⻠ᐳ㧔H25 ᐕ 1 ᦬ޯ㧕� � � � � �  

� � � � � � ૞㆏� ┨৻� ℄⃿ᄢቇකቇㇱ଻ஜቇ⑼↢૕ઍ⻢ቇ 

� � � � � � ဈญ� ᧃᑝ� ᓼፉᄢቇ∔ᖚ㉂⚛ቇ⎇ⓥ࡯࠲ࡦ࠮␹⚻ᄌᕈ∔ᖚ⎇ⓥㇱ㐷 

� � � � � � ᮮጊ� � 㓉� ⁛┙ⴕ᡽ᴺੱ ㄘᬺ࡮㘩ຠ↥ᬺᛛⴚ✚ว⎇ⓥᯏ᭴േ‛ⴡ↢⎇ⓥᚲ 

� � � � � � � � � � � �  ࡯࠲ࡦ࠮ⓥ⎇∛ࡦࠝ࡝ࡊ࡮ࠩࡦࠛ࡞ࡈࡦࠗ

� � � � � � Ძ೑� ⾗㇢� ᧲ർᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼∛ᘒ␹⚻ቇ⻠ᐳ 

� � � � � � ┻ౝ� ᢕሶ� ᧲ർᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼∛ᘒ␹⚻ቇ⻠ᐳ 

� � � � � � ၴᶆ� స⟤� ᧲ർᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼␹⚻ൻቇಽ㊁ 

� � � � � � ᄢᯅ␭⟤ሶ� ⁛┙ⴕ᡽ᴺੱℂൻቇ⎇ⓥᚲ ⣖⑼ቇ✚ว⎇ⓥ࡯࠲ࡦ࠮㧔ޯH25 ᐕ 3 ᦬㧕� � � � � �  

� � � � � � ㋈ᧁరᴦ㇢� ⁛┙ⴕ᡽ᴺੱℂൻቇ⎇ⓥᚲ ⣖⑼ቇ✚ว⎇ⓥ࡯࠲ࡦ࠮㧔H25 ᐕ 4 ᦬ޯ㧕� � � � � �  

� � � � � � ᪀↰� ৻ᄦ� ጘ㒂ᄢቇᄢቇ㒮ㅪวഃ⮎ක≮ᖱႎ⎇ⓥ⑼ක≮ᖱႎቇኾ᡹ 

� � � � � � ᧻↰� ᴦ↵� ᐢፉᄢቇᄢቇ㒮↢‛࿤⑼ቇ⎇ⓥ⑼㧔ޯH24 ᐕ 3 ᦬㧕 

� � � � � � ၳౝ� ᶈᐘ� ᐢፉᄢቇᄢቇ㒮↢‛࿤⑼ቇ⎇ⓥ⑼㧔H24 ᐕ 4 ᦬ޯ㧕 

� � � � � � ⷏↰� ᢎⴕ� 㐳ፒᄢቇᄢቇ㒮කᱤ⮎ቇ✚ว⎇ⓥ⑼ᗵᨴಽሶ⸃ᨆቇಽ㊁ 

� � � � � � 㐳⼱ㇱℂ⛗� ർᶏ㆏ᄢቇᄢቇ㒮₞කቇ⎇ⓥ⑼₞කⴡ↢ቇᢎቶ㧔ޯH25 ᐕ 3 ᦬㧕 

� � � � � � ၳౝ� ၮᐢ� ർᶏ㆏ᄢቇᄢቇ㒮₞කቇ⎇ⓥ⑼₞කⴡ↢ቇᢎቶ㧔H25 ᐕ 4 ᦬ޯ㧕 

� � � � � � ૒ޘᧁ⌀ℂ� ጤᚻක⑼ᄢቇකᱤ⮎✚ว⎇ⓥᚲ⿥㜞⏛႐ MRI ⸻ᢿ࡮∛ᘒ⎇ⓥㇱ㐷 

� � � � � � 㥱⮮� ᑧੱ� ᧲੩ᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼⣖␹⚻ᄖ⑼ቇ 

� � � � � � ጤፒ� � 㕏� ᗲ⍮ක⑼ᄢቇട㦂ක⑼ቇ⎇ⓥᚲ 

� � � � � � 㜞የ� ᣽᮸� ᧲੩ㇺஜᐽ㐳ኼක≮࡯࠲ࡦ࠮⎇ⓥᚲ 

� � � � � � ဝ੗� ⟵ᄦ� ⑔ጟᄢቇකቇㇱ␹⚻ౝ⑼ቇᢎቶ 

� � � � � � ᪖ᧄ� ఝሶ� ࿖┙ᗵᨴ∝⎇ⓥᚲ⚦⢩ൻቇㇱ 

� � � � � � ဈ੗� ஜੑ� ㊄ᴛᄢቇ㒝ዻ∛㒮␹⚻ౝ⑼㧔ޯH23 ᐕ 9 ᦬㧕 

� � � � � � ỳญ� � Პ� ㊄ᴛᄢቇ㒝ዻ∛㒮␹⚻ౝ⑼㧔H23 ᐕ 10 ᦬ޯ㧕 

� � � � � � ާSSPE ಽ⑼ળި 

� � � � � � ⚦⍫� శ੫� ⑔ፉ⋵┙ක⑼ᄢቇකቇㇱዊఽ⑼ቇ⻠ᐳ 

� � � � � � Ꮢጊ� 㜞ᔒ� ጊญᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼ዊఽ⑼ቇಽ㊁㧔ޯH24 ᐕ 8 ᦬㧕 

� � � � � � 㐳⼱Ꮉବผ� ጊญᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼ዊఽ⑼ቇಽ㊁㧔H24 ᐕ 9 ᦬ޯ㧕 

� � � � � � ᬮේ� ᶈ৻� ↥ᬺක⑼ᄢቇකቇㇱዊఽ⑼ቇ⻠ᐳ 

� � � � � � ၳ↰� � ඳ� ␹ᚭᄢቇᄢቇ㒮කቇ⎇ⓥ⑼ᓸ↢‛ቇಽ㊁ 

� � � � � � ᩉ� � 㓶੺� ਻Ꮊᄢቇᄢቇ㒮කቇ⎇ⓥ㒮࠙ࠗࠬ࡞ቇ 

� � � � � � ㊁᧛� ᕺሶ� ᾢᧄᄢቇකቇㇱ㒝ዻ∛㒮⊒㆐ዊఽ⑼ 

� � � � � � ጟ� � � ᣿� ᧲੩ᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼ዊఽ⑼ቇ 

� � � � � � ศ᳗� ᴦ⟤� ጟጊᄢቇᄢቇ㒮කᱤ⮎ቇ✚ว⎇ⓥ⑼⊒㆐␹⚻∛ᘒቇ 

� � � � � � ᗲᵄ� ⑲↵� 㕒ጟ⋵┙߽ߤߎ∛㒮࿾ၞක≮ㅪ៤ቶ ౗ ␹⚻⑼㧔ޯH25 ᐕ 3 ᦬㧕 

� � � � � � ㋈ᧁ� ଻ብ� ᄢ㒋ᐭ┙Უሶ଻ஜ✚วක≮࡯࠲ࡦ࠮ዊఽ␹⚻⑼ 

� � � � � � ᄙ↰� ᦭Ꮧ� ࿖┙ᗵᨴ∝⎇ⓥᚲᗵᨴ∝ᖱႎ࡯࠲ࡦ࠮㧔ޯH25 ᐕ 3 ᦬㧕 

� � � � � � ⍾Ꮉ� ንᱜ� ࿖┙ᗵᨴ∝⎇ⓥᚲᗵᨴ∝∉ቇ࡯࠲ࡦ࠮㧔H25 ᐕ 4 ᦬ޯ㧕 

� � � � � � ާPML ಽ⑼ળި 

� � � � � � Ỉ� � ᵗᢥ� ർᶏ㆏ᄢቇੱ₞౒ㅢᗵᨴ∝࡯࠲ࡦ࠮࠴࡯ࠨ࡝ಽሶ∛ᘒ࡮⸻ᢿㇱ㐷 

� � � � � � ⷏᪯� ᡽ᐘ� ࿖┙ᗵᨴ∝⎇ⓥᚲ࠙ࠗࠬ࡞╙৻ㇱ 

� � � � � � ጯ↰� ୃੑ� ᧲੩ㇺ┙㚤ㄟ∛㒮⣖␹⚻ౝ⑼㧔ޯH24 ᐕ 3 ᦬㧕 
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䊒䊥䉥䊮∛䈲ᗵᨴ࿃ሶ䊒䊥䉥䊮䋨prion䋩䈮䉋䉎ᗵᨴᕈ䈪⥌ᱫ⊛䈭␹⚻ᄌᕈ∔ᖚ䈱৻⟲䈪䈅䉎䇯․ᓽ

⊛䈭∛ℂ௝䈎䉌વ㆐ᕈᶏ✎⁁⣖∝䋨transmissible spongiform encephalopathies: TSE䋩䈫䉅๭䈳䉏䉎䇯䊒

䊥䉥䊮∛䈲⒳䈱ო䉕⿧䈋䈩વ᠞䈜䉎ੱ₞౒ㅢᗵᨴ∝䈪䈅䉎䋨⴫㸈㪄㪈䋩䇯䊒䊥䉥䊮䈱ਥᚑಽ䈲ኋਥ䈱⚦⢩

Ⱞ⊕䈪䈅䉎 PrP 䈱⇣ᕈ૕䈪䈅䉍䇮䈠䉏䈮䉋䉎䊒䊥䉥䊮∛⊒∛ᯏᐨ䋨䊒䊥䉥䊮઒⺑䋩䈲ᄙᢙ䈱⎇ⓥ䈮䉋䈦䈩

ⵣઃ䈔䉌䉏䈩䈐䈢 1䇯 

ᱜᏱဳ䈱 PrP䋨cellular prion protein: PrPC䋩䈲䇮╙ 20 ᨴ⦡૕਄䈮䈅䉎ㆮવሶ䈎䉌䈧䈒䉌䉏䇮ਥ䈮ਛᨔ

␹⚻♽䈪䇮ዋ㊂䈪䈲䊥䊮䊌♽⚵❱䈪⊒⃻䈚䈩䈍䉍䇮䊒䊨䊁䉝䊷䉷ᗵฃᕈ䈪ᗵᨴᕈ䈱䈭䈇Ⱞ⊕䈪䈅䉎䇯

PrPC 䈲 253 䉝䊚䊉㉄䈱䊘䊥䊕䊒䉼䊄䈫䈚䈩↥↢䈘䉏䇮ᦨೋ䈱 22 䉝䊚䊉㉄䋨䉲䉫䊅䊦䊕䊒䉼䊄䋩䈏⠡⸶ᤨ䈮

㒰෰䈘䉏䇮䈘䉌䈮⠡⸶ᓟ䈮 230 ᱷၮ䈱૏⟎䈮 GPI 䉝䊮䉦䊷䈏ઃട䈘䉏䉎䇯181 ෸䈶 197 ᱷၮ䈲♧㎮ઃ

ടㇱ૏䈪䈅䉎䇯╙ 51䌾91ᱷၮ䈱㑆䈮 8䉝䊚䊉㉄䈱෻ᓳ㈩೉ㇱ䈏ሽ࿷䈜䉎䇯৻ᣇ䇮䊒䊥䉥䊮∛䈪䈲䇮PrPC

䈏䊒䊨䊁䉝䊷䉷ᛶ᛫ᕈ䈱ᗵᨴဳ䈱䊒䊥䉥䊮Ⱞ⊕䋨scrapie prion protein: PrPSc䋩䈮ᄌൻ䈚䇮⣖ౝ䈮⫾Ⓧ䈚

␹⚻⚦⢩䉕㓚ኂ䈚⊒∝䈜䉎*䇯PrPC 䈎䉌 PrPSc 䈻䈱ォ឵䈲 PrP 䈱┙૕᭴ㅧ䈱ᄌൻ䈪䈅䉍䋨ȕ 䉲䊷䊃᭴ㅧ

䈮ን䉃䉋䈉䈮䈭䉎䋩䇮䊒䊥䉥䊮ᗵᨴ⚦⢩↱᧪䈱 PrPSc 䈫ធ⸅䈚䈢ኋਥ⚦⢩䈱 PrPC 䈲䇮PrPSc 䉕㍌ဳ䈮䈚䈩

PrPSc 䈮᭴ㅧᄌ឵䈜䉎䉅䈱䈫⠨䈋䉌䉏䈩䈇䉎䇯 

PrPSc䈱᭴ㅧ䈱㆑䈇䈲䊒䊥䉥䊮∛䈱∛௝䈱㆑䈇䈮㑐ਈ䈜䉎䇯PrP ㆮવሶ䈱ᄙဳ䋨䉮䊄䊮 129䇮219䋩䈲䊒

䊥䉥䊮∛䈱∔ᖚᗵฃᕈ䉇∛௝䈮䇮ᄌ⇣䈲ㆮવᕈ䊒䊥䉥䊮∛䈮㑐ㅪ䈚䈩䈇䉎䇯 

䇼⣉ᵈ䇽 

*ㄭᐕ䇮䊒䊨䊁䉝䊷䉷䈮ኻ䈚䈩᭽䇱䈭ᗵฃᕈ䉕␜䈜㕖ౖဳ⊛䈭ቅ⊒ᕈ䊒䊥䉥䊮∛䈱৻⟲䈏"variably 

protease-sensitive prionopathy" 㩿VPSPr㪀㩷 䈫䈚䈩ႎ๔䈘䉏䈩䈇䉎䋨Zou WQ et al. Ann Neurol 2010; 

68:162-172.䋩 
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A. േ‛ࡦࠝ࡝ࡊߩ∛ 

 㩿scrapie㪀 ࡯ࡇࠗ࡟ࠢࠬ

࠙ࠪᶏ✎⁁⣖∝ 㩿bovine spongiform encephalopathy: BSE㪀 

ᘟᕈᶖ⠻ᕈ∔ᖚ 㩿chronic wasting disease: CWD㪀 

 ∝ᶏ✎⁁⣖ࠦࡀ

વᨴᕈࠢࡦࡒ⣖∝ 

 ߆߶

 

 ࠫ࠷ࡅ

࠙ࠪ 

ࠪࠞ 

 ࠦࡀ

 ࠢࡦࡒ

 

B. ࡦࠝ࡝ࡊߩ࠻ࡅ∛ 

․⊒ᕈ ቅ⊒ᕈCreutzfeldt-Jakob∛ 㩿CJD㪀 

  "Variably protease-sensitive prionopathy" 㩿VPSPr㪀* 

ㆮવᕈ ኅᣖᕈCJD 

  Gerstmann-Sträussler-Scheinker∛ 㩿GSS㪀 

  ⥌ᱫᕈኅᣖᕈਇ⌁∝ 㩿fatal familial insomnia: FFI㪀 

₪ᓧᕈ ࠢ࡯࡞࡯㧔kuru㧕 

  කේᕈCJD 㩿⎬⤑⒖ᬀޔਅု૕⵾೷ޔ⒖ᬀ⤑ⷺޔ⣖ᄖ⑼ᚻⴚઁ㪀 

  ᄌ⇣ဳCJD 㩿variant CJD: vCJD㪀 

 ࠻ࡅ

�

�

�㧚ࡦࠝ࡝ࡊߩ࠻ࡅ∛�

䊍䊃䈱䊒䊥䉥䊮∛䈲㽲․⊒ᕈ[ቅ⊒ᕈ CJD]*䋨ේ࿃ਇ᣿䋩䇮㽳ㆮવᕈ䋨PrP ㆮવሶᄌ⇣䈮㑐ㅪ䋩䇮㽴₪

ᓧᕈ䋨䊒䊥䉥䊮䈻䈱ᦑ㔺䈮䉋䉎䋩䈮ᄢ೎䈘䉏䉎䋨⴫㸈-1䋩䇯 

䊒䊥䉥䊮∛䈱⊒∝₸䈲䇮ੱญ 100 ਁੱ䈅䈢䉍ᐕ㑆䈾䈿䋱ੱ䈪䈅䉎 2䇯䉒䈏࿖䈱䉰䊷䊔䉟䊤䊮䉴䈮䈍䈔䉎

∛ဳᲤ䈱㗫ᐲ䈪䈲䇮ቅ⊒ᕈ CJD 76.4%䇮ㆮવᕈ䊒䊥䉥䊮∛ 18.7%䇮₪ᓧᕈ䊒䊥䉥䊮∛ 4.5%䈱㗅䈪䈅䈦

䈢㩿࿑㸈-1㪀䇯䉒䈏࿖䈱₪ᓧᕈ䊒䊥䉥䊮∛䈲 vCJD 1 ଀ 3 䉕㒰䈐䇮䈜䈼䈩 dCJD 䈪䈅䉍䇮dCJD 䈲ㆊ෰䈱⺞

ᩏ䈮䉋䉎ᖚ⠪ᢙ䉕✚⸘䈜䉎䈫 144 ଀䈪䈅䉎䋨2012 ᐕ 9 ᦬⃻࿷䋩䇯ฦ∛ဳ䈱⥃ᐥ௝䈱᭎ⷐ䉕⴫㸈-2 䈮␜

䈜䇯 

 

࿑㸈㪄㪈䋮㩷 㪚㪡㪛 䉰䊷䊔䉟䊤䊮䉴ᆔຬળ䋨㪈㪐㪐㪐 ᐕ 㪋 ᦬ޯ㪉㪇㪈㪉 ᐕ 㪐 ᦬䋩䈪หቯ䈘䉏䈢㩷

䊒䊥䉥䊮∛ 㪈㪐㪈㪌 ଀䈱∛ဳಽ㘃㩷

�
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�� ቅ⊒ᕈ CJD䋨sporadic CJD䋩䋺 

ේ࿃ਇ᣿䈱․⊒ᕈ䈱䊒䊥䉥䊮∛䇯ቅ⊒ᕈ CJD 䈱ౖဳ଀䈲䇮⹺⍮∝䇮ㆇേᄬ⺞䇮ⷞⷡ⇣Ᏹ╬䈪⊒∝䇮䈘䉌

䈮㍙૕〝䊶㍙૕ᄖ〝∝୥䇮䊚䉥䉪䊨䊷䊇䉴䈭䈬䈱␹⚻♖␹∝୥䈏ᕆㅦ䈮ㅴⴕ䈚䇮ᐔဋ 3䌾4 䈎᦬䈪ήേᕈ

ή⸒䈮㒱䉎䇯৻ᣇ䈪䇮Ყセ⊛✭ᓢ䈭ㅴⴕ䉕␜䈜㕖ౖဳ଀䉅ሽ࿷䈜䉎䇯∛௝䈱㆑䈇䈲䇮PrP ㆮવሶ䉮䊄䊮

129 ᄙဳ䈫䊒䊨䊁䉝䊷䉷ᛶ᛫ᕈ⇣Ᏹ PrP 䈱㆑䈇䈮㑐ㅪ䈚䈩䈇䉎䇯 


�� ㆮવᕈ䊒䊥䉥䊮∛䋨genetic prion diseases䋩: 

ㆮવᕈ䊒䊥䉥䊮∛䈲 PrP ㆮવሶ䈱ᄌ⇣䈮⿠࿃䈚䇮ᄙᢙ䈱ᄌ⇣䈏⍮䉌䉏䈩䈇䉎䇯ㆮવᒻᑼ䈲Ᏹᨴ⦡૕ఝᕈ

ㆮવ䈪䈅䉎䈏䇮ㆮવ⊛ᶐㅘ₸䈏ૐ䈒ᄌ⇣䉕᦭䈚䈩䈇䈩䉅⊒∝䈞䈝䇮⥃ᐥ⊛䈮䈲ኅ♽ౝ䈮⊒∝⠪䈏䈇䈭䈇

ቅ⊒଀䈫䈚䈩⹺⼂䈘䉏䉎ᄌ⇣䉅䈅䉎䇯ᄌ⇣䈱⒳㘃䈮䉋䉍䇮Ყセ⊛ㅴⴕ䈏✭ᓢ䈪⣖䈮 PrP 䉝䊚䊨䉟䊄᢬䉕᦭䈜

䉎䉅䈱䌛GSS ∛ဳ䌝䇮CJD ᭽䈱⥃ᐥ䉇∛ℂ䉕␜䈜䉅䈱䌛CJD ∛ဳ䋨ኅᣖᕈ CJD䋩䌝䇮⥌ᱫᕈኅᣖᕈਇ⌁∝

㩿FFI㪀䈮ᄢ೎䈘䉏䉎䇯 


�� ₪ᓧᕈ䊒䊥䉥䊮∛䋨environmentally acquired prion diseases䋩䋺 

₪ᓧᕈ䊒䊥䉥䊮∛䈲䇮䊒䊥䉥䊮䈻䈱ᦑ㔺䈮䉋䈦䈩⊒∝䈜䉎䇯䉒䈏࿖䈪ᄙ⊒䈚䈩䈇䉎⎬⤑⒖ᬀᓟ CJD䋨dCJD䋩

䈲䇮䊒䊥䉥䊮䈮ᳪᨴ䈘䉏䈢䊍䊃ዱ૕↱᧪⎬⤑䈱⒖ᬀ䈮䉋䉎䇯ᄌ⇣ဳ CJD 㩿vCJD㪀㩷 䈲䇮䉡䉲䈱䊒䊥䉥䊮∛䈪䈅䉎

䉡䉲ᶏ✎⁁⣖∝䋨BSE䋩䈮ᳪᨴ䈘䉏䈢䊎䊷䊐䈎䉌䈱વ᠞䈏⠨䈋䉌䉏䈩䈇䉎䇯䉒䈏࿖䈱 vCJD ଀䈲⧷࿖⍴ᦼṛ

࿷ਛ䈮 BSE ᳪᨴ䈱䊥䉴䉪䈱䈅䉎㘩ຠ䈻䈱ᦑ㔺ᱧ䉕᦭䈚䈩䈇䈢 3䇯�

�㧫߆ࠆߔ≯⸻߁ߤࠍ∛ࡦࠝ࡝ࡊ�?�=

࿑㸈-2 䈮⸻ᢿ䈻䈱㆏╭䉕␜䈜䇯⃻∛ᱧ䈫⸻ኤᚲ⷗䈎䉌䊒䊥䉥䊮∛䈱น⢻ᕈ䉕⇼䈉䈖䈫䈏⸻ᢿ䈱╙৻

ᱠ䈪䈅䉎䇯ᕆㅦㅴⴕᕈ䈱⹺⍮∝ઁ䈱␹⚻♖␹∝୥䉕␜䈜 CJD ౖဳ଀એᄖ䈮䇮Ყセ⊛✭ᓢ䈭ㅴⴕ䉕

␜䈜㕖ౖဳ଀䈏䈅䉍䇮ේ࿃ਇ᣿䈱␹⚻ᄌᕈ∔ᖚ䈱⸻ᢿ䈪䈲䊒䊥䉥䊮∛䉕㐓೎⸻ᢿ䈮౉䉏䉎䇯䈘䉌䈮䇮

⊛⏕䈭∛ᱧ䋨ኅᣖᱧ䇮⒖ᬀᱧ䇮ᷰ⥶ᱧ╬䋩䈱ᛠី䇮ᬌᩏ䋨⣖ᵄ䇮MRI䇮⣖⣄㜑ᶧ䊙䊷䉦䊷䇮PrP ㆮવሶ䋩

ᚲ⷗䈮䉋䈦䈩䇮ઁ∔ᖚ䉕㒰ᄖ䈚䇮䊒䊥䉥䊮∛䈱∛ဳ䉕⸻ᢿ䈜䉎䇯 

⃻ᤨὐ䈪᦭↪ᕈ䈏⸽᣿䈘䉏䈢ᩮᧄ⊛ᴦ≮ᴺ䈲䈭䈒䇮ኻ∝⊛䊶ᡰᜬ⊛䈭ᴦ≮䉇䉬䉝㕙䈏㊀ⷐ䈪䈅䉎䇯

⃻࿷䇮PrP 䈱ಽሶ∛ᘒ䉕ᮡ⊛䈫䈚䈢ᴦ≮ᴺ䈏㐿⊒ਛ䈪䈅䉎䇯 

⹦⚦䈲ฦ∛ဳ䈱⸻ᢿ䈫ᴦ≮䈱㗄䉕ෳᾖ䈘䉏䈢䈇䇯 

࿑㸈㪄㪉䋮䊒䊥䉥䊮∛⸻ᢿ䈻䈱㆏╭䇯 

 

㪚㪡㪛㪑㩷㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹 ∛䇮㪞㪪㪪㪑㩷㪞㪼㫉㫊㫋㫄㪸㫅㫅㪄㪪㫋㫉㬚㫌㫊㫊㫃㪼㫉㪄㪪㪺㪿㪼㫀㫅㫂㪼㫉 ∛䇮㪝㪝㪠㪑㩷 ኅᣖᕈ⥌ᱫᕈਇ⌁∝䇮㩷 㩷

㪩㪫㪄㪨㪬㪠㪚 ᴺ㪑㩷㫉㪼㪸㫃㪄㫋㫀㫄㪼㩷㫈㫌㪸㫂㫀㫅㪾㪄㫀㫅㪻㫌㪺㪼㪻㩷㪺㫆㫅㫍㪼㫉㫊㫀㫆㫅 ᴺ䋨⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕䈱Ⴧ᏷䈮䉋䉎㜞ᗵᐲᬌ಴ᴺ䋩 
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䊒䊥䉥䊮∛䈲․ቯ∔ᖚᴦ≮⎇ⓥ੐ᬺኻ⽎∔ᖚ䈮ᜰቯ䈘䉏䈩䈍䉍䇮ක≮⾌ഥᚑ䉕ฃ䈔䉎䈖䈫䈏䈪䈐䉎䇯

㔍∛ᖱႎ䊖䊷䊛䊕䊷䉳䉶䊮䉺䊷䈱 HP 䈮䈲䇮ක≮⾌ഥᚑ䉕฽䉄䇮৻⥸ะ䈔෸䈶ක≮ᓥ੐⠪ะ䈔ᖱႎ

䈏ឝタ䈘䉏䈩䈇䉎 4䇯 

䊟䉮䊑∛䉰䊘䊷䊃䊈䉾䊃䊪䊷䉪䈱 HP 䈮ᖚ⠪ኅᣖᡰេᖱႎ䈏ឝタ䈘䉏䈩䈇䉎 5䇯 

⎇ⓥ⃰䈲䊒䊥䉥䊮∛䈱䉰䊷䊔䉟䊤䊮䉴╬䉕ㅢ䈛䈩䊒䊥䉥䊮∛䈱⸻≮ᡰេ䉕ⴕ䈦䈩䈇䉎䇯CJD 䉰䊷䊔䉟

䊤䊮䉴ᆔຬળ䉕ㅢ䈛䈩 CJD 䉰䊷䊔䉟䊤䊮䉴ᆔຬ䉇ෘ↢ഭ௛⋭䈏ቯ䉄䉎ฦㇺ㆏ᐭ⋵䈱 CJD ᜂᒰኾ㐷ක

╬䈮䉋䉎ᡰេ䋨ฦ⒳ᬌᩏ䉕฽䉃䋩䉕ฃ䈔䉎䈖䈫䈏䈪䈐䉎 6䇯䈘䉌䈮ᖚ⠪䉇ኅᣖ䈮ኻ䈜䉎ᔃℂ⊛䈭ᡰេ䉅ⴕ

䈦䈩䈇䉎 6䇯 

䊒䊥䉥䊮∛䈲╙ 5 㘃ᗵᨴ∝䈮ᜰቯ䈘䉏䈩䈍䉍䇮කᏧ䈲⸻ᢿᓟ 1 ㅳ㑆એౝ䈮଻ஜᚲ䈮ዯ䈔಴䉎䈖䈫䈏

⟵ോ䈨䈔䉌䉏䈩䈇䉎䋨ዯ಴␿䋺

http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf䋩䇯䈭䈍䇮䊒䊥䉥䊮∛䈱ᱜ

⏕䈭⸻ᢿ䇮⊒↢⁁ᴫ䈱ᛠី䇮ᗵᨴ੍㒐ኻ╷䈮䈲䇮೬ᬌ䈮䉋䉎∛ℂᬌᩏ䈏㊀ⷐ䈪䈅䉎䇯䊒䊥䉥䊮∛∝଀

䈱೬ᬌ⾌↪䈮䈧䈇䈩䈲ෘ↢ഭ௛⋭䉇⎇ⓥ⃰䈱ᡰេ䈏ฃ䈔䉌䉏䇮䉁䈢䇮ᖚ⠪౉㒮ᣉ⸳䈪䊒䊥䉥䊮∛∝

଀䈱೬ᬌ䈏಴᧪䈭䈇႐ว䉅䇮䊒䊥䉥䊮∛∝଀೬ᬌฃ䈔౉䉏น⢻䈭ᣉ⸳䈮䈧䈇䈩⎇ⓥ⃰䈮໧䈇ว䉒䈞

䈏น⢻䈪䈅䉎䋨໧䈇ว䉒䈞వ䋺䊒䊥䉥䊮∛䉰䊷䊔䉟䊤䊮䉴෸䈶ᗵᨴ੍㒐䈮㑐䈜䉎⺞ᩏ⎇ⓥ⃰੐ോዪ㩷

HP䋺http://prion.umin.jp/index.html䋩䇯 

 

 

ᢥ₂㧛74. 
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. 㔍∛ᖱႎ䉶䊮䉺䊷㩷 䊖䊷䊛䊕䊷䉳㩿http://www.nanbyou.or.jp/㪀䋺 

䊒䊥䉥䊮∛ 㩿㪈㪀㩷 䉪䊨䉟䉿䊐䉢䊦䊃䊶䊟䉮䊑∛䋨CJD䋩㩿http://www.nanbyou.or.jp/entry/80㪀䇮㩿㪉㪀㩷 䉭䊦䉴䊃䊙䊮䊶䉴䊃䊨䉟䉴䊤

䊷 䊶 䉲 䊞 䉟 䊮 䉦 䊷 ∛ 㩿GSS㪀㩷 㩿http://www.nanbyou.or.jp/entry/88㪀 䇮 㩿㪊㪀㩷 ⥌ ᱫ ᕈ ኅ ᣖ ᕈ ਇ ⌁ ∝ 䋨 FFI 䋩

㩿http://www.nanbyou.or.jp/entry/51㪀 

5. 䊟䉮䊑∛䉰䊘䊷䊃䊈䉾䊃䊪䊷䉪㩿http://www.cjdnet.jp/㪀㩷

6. ෘ↢ഭ௛⑼ቇ⎇ⓥ⾌⵬ഥ㊄㩷 㔍ᴦᕈ∔ᖚస᦯⎇ⓥ੐ᬺ䇸䊒䊥䉥䊮∛෸䈶ㆃ⊒ᕈ䉡䉟䊦䉴ᗵᨴ∝䈮㑐䈜䉎

⺞ᩏ⎇ⓥ⃰䇹䊶䇸䊒䊥䉥䊮∛䈱䉰䊷䊔䉟䊤䊮䉴䈫ᗵᨴ੍㒐䈮㑐䈜䉎⺞ᩏ⎇ⓥ⃰䇹

㩿http://prion.umin.jp/index.html㪀 
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• ቅ⊒ᕈ䊒䊥䉥䊮∛䈲᦭ല䈭ᴦ≮ᴺ䈱䈭䈇⥌ᱫᕈ∔ᖚ䈪䈅䉍䇮ᐕ㑆 㪈㪇㪇 ਁੱ䈮 㪈 ੱ⒟ᐲ䈏⊒∝䈜

䉎䇯㩷

• 㪍㪇 ᱦઍ䈮ᄙ䈒䇮࿾ၞಽᏓ䈮᣿䉌䈎䈭Ꮕ䈲䈭䈇䇯㩷

• 㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹 ∛䋨㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹㩷 㪻㫀㫊㪼㪸㫊㪼㪑㩷 㪚㪡㪛䋩ౖဳ଀䈪䈲ᕆㅦ䈮ㅴⴕ䈜䉎⹺⍮ᯏ⢻㓚

ኂ䈮ട䈋䇮ⷞⷡ⇣Ᏹ䇮ዊ⣖∝⁁䇮㍙૕〝㪆㍙૕ᄖ〝∝⁁䇮䊚䉥䉪䊨䊷䊇䉴䉕๒䈚䇮ᢙ䊱᦬એౝ䈮ή

േᕈή⸒䈮⥋䉎䇯㩷

• ⣖ᵄ਄䈱๟ᦼᕈหᦼᕈ᡼㔚䋨㫇㪼㫉㫀㫆㪻㫀㪺㩷 㫊㫐㫅㪺㪿㫉㫆㫅㫆㫌㫊㩷 㪻㫀㫊㪺㪿㪸㫉㪾㪼㪑㩷 㪧㪪㪛䋩䇮㗡ㇱ 㪤㪩㪠 ᜛ᢔᒝ⺞↹௝

㩿㪻㫀㪽㪽㫌㫊㫀㫆㫅㩷 㫎㪼㫀㪾㪿㫋㪼㪻㩷 㫀㫄㪸㪾㪼㪑㩷 㪛㪮㪠㪀㩷 䈪䈱ᄢ⣖⊹⾰䊶ၮᐩᩭ䈱㜞ାภ䇮⣖⣄㜑ᶧਛ䈱✚䉺䉡Ⱞ⊕䉇

㪈㪋㪄㪊㪄㪊 Ⱞ⊕䈱㜞୯䈏⸻ᢿ䈱ෳ⠨䈫䈭䉎䈏䇮㕖ౖဳ⊛䈭⥃ᐥ∝⁁䉕๒䈜䉎∝଀䈪䈲⥃ᐥ⸻ᢿ䈏

࿎㔍䈭႐ว䉅䈅䉎䇯㩷

• 䊒䊥䉥䊮Ⱞ⊕䋨㫇㫉㫀㫆㫅㩷㫇㫉㫆㫋㪼㫀㫅㪑㩷㪧㫉㪧䋩䉮䊄䊮 㪈㪉㪐ᄙဳ䈫䊒䊨䊁䉝䊷䉷ᛶ᛫ᕈ㪧㫉㪧䈱䉡䉣䉴䉺䊮䊑䊨䉾䊃⸃

ᨆ⚿ᨐ䉕⚵䉂ว䉒䈞䈢ಽ㘃䈏⥃ᐥ⚻ㆊ䉇∛ℂᚲ⷗䈫䉋䈒ኻᔕ䈚䇮㪤㪤㪈 ဳ䈏ᦨ䉅ౖဳ⊛䈭⥃ᐥ∛

ℂᚲ⷗䉕๒䈜䉎䇯㩷

㩷

�ᧄޣ ᢥޤ 
䊍䊃䈱ቅ⊒ᕈ䊒䊥䉥䊮∛䈲ቅ⊒ᕈ CJD ߮ࠃ߅ VPSPr 
variably protease-sensitive prionopathy�䈪䈅䉍䇮

᦭ല䈭ᴦ≮ᴺ䈱䈭䈇⥌ᱫᕈ∔ᖚ䈪䈅䉎䇯䊍䊃䈱䊒䊥䉥䊮∛䈱⚂ 8 ഀ䉕භ䉄䇮PrP ㆮવሶ䈮ᄌ⇣䈲䈭䈇䇯

ᐕ㑆 100 ਁੱ䈮 1 ੱ⒟ᐲ䈏⊒∝䈚䇮⊒∝₸䈲ో਎⇇⊛䈮䈾䈿৻ቯ䈚䈩䈇䉎䇯ᄙ䈒䈲 50 ᱦએ਄䈪⊒∝

䈚 60 ᱦઍ䈪䈱⊒∝䈏ᄙ䈇䈏䇮80 ᱦએ਄䈪䈱⊒∝䉅䉂䉌䉏䉎䇯ᄢㇱಽ䈱∝଀䈲Ყセ⊛ᕆᕈ⊒∝䈚䇮ᢙ

䊱᦬એౝ䈮ήേᕈή⸒䈮⥋䉎䇯਎⇇଻ஜᯏ᭴㩿World Health Organization: WHO㪀䈱⸻ᢿၮḰ䈏਎⇇

⊛䈮↪䈇䉌䉏䋨⴫㸉-1䋩1, 2䇮ᧄ㇌䈱⸻ᢿၮḰ䉅䈖䉏䈮Ḱ᜚䈚䈩䈇䉎 3䇯㕖ౖဳ⊛䈭⥃ᐥ∝⁁䉕๒䈜䉎∝

଀䈪䈲⥃ᐥ⸻ᢿ䈏࿎㔍䈭႐ว䉅䈅䉍 4䇮⏕ቯ⸻ᢿ䈮䈲∛ℂቇ⊛ᬌ⚝䈏ᔅ㗇䈪䈅䉎 1, 2, 3䇯∛ℂቇ⊛䈮䈲

ᄢ⣖⊹⾰䈱ᐢ▸䈭ᶏ✎⁁ᄌൻ䈫␹⚻⚦⢩⣕⪭䇮䉫䊥䉥䊷䉲䉴䇮PrP ᴉ⌕䈏䉂䉌䉏䉎 5䇯 

䊒䊨䊁䉝䊷䉷ᛶ᛫ᕈ PrP 䈲䉡䉣䉴䉺䊮䊑䊨䉾䊃⸃ᨆ䈮䉋䉍 1 ဳ䈫 2 ဳ䈮ಽ䈔䉌䉏䉎䇯PrP ㆮવሶ䉮䊄䊮

129 ᄙဳ䋨䊜䉼䉥䊆䊮䉕䊖䊝䈪ᜬ䈧 MM ဳ䇮䊋䊥䊮䉕䊓䊁䊨䈪ᜬ䈧 MV ဳ䇮䊋䊥䊮䉕䊖䊝䈪ᜬ䈧 VV ဳ䋩

䈫䈱⚵䉂ว䉒䈞䈮䉋䉍ቅ⊒ᕈ CJD 䈲 MM1䇮MM2䇮MV1䇮MV2䇮VV1䇮VV2 䈱 6 ဳ䈮ಽ㘃䈘䉏䇮MM2

ဳ䈲⥃ᐥ∛ℂᚲ⷗䈮䉋䉍 MM2-⊹⾰ဳ䈫 MM2-ⷞᐥဳ䈮ಽ䈔䉌䉏䉎䋨⴫㸉-2䋩6䇯MM1 ဳ䈏ᦨ䉅㗫ᐲ䈏

㜞䈒䇮MV1 ဳ䈫౒䈮ౖဳ⊛䈭 CJD 䈱⥃ᐥ⚻ㆊ䈫∛ℂᚲ⷗䉕๒䈜䉎 5, 6䇯MM2-⊹⾰ဳ䈲⹺⍮∝䉕ਥ૕

䈫䈜䉎✭ᓢㅴⴕᕈ䈱⚻ㆊ䉕๒䈚䇮MM2-ⷞᐥဳ䈲ⷞᐥᄌᕈ∝䉇ቅ⊒ᕈ⥌ᱫᕈਇ⌁∝䈫๭䈳䉏䉎⒘䈭

੝ဳ䈮ኻᔕ䈜䉎䇯MV2ဳ䈲ᄬ⺞∝⁁䈪⊒∝䈚✭ᓢ䈭⚻ㆊ䉕๒䈜䉎䇯ᧄ㇌䈪䈲VV2ဳ䈲ᭂ䉄䈩⒘䈪䈅

䉍䇮VV1 ဳ䈱ႎ๔䈲䈭䈇 5, 7䇯 

⥃ᐥ⚻ㆊ䈲 3 ᦼ䈮ಽ䈔䉌䉏䇮╙ 1 ᦼ䈮䈲ୱᕃᗵ䇮䈸䉌䈧䈐䇮䉄䉁䈇䇮ᵴേᕈ䈱ૐਅ䇮ⷞⷡ⇣Ᏹ䇮ᛥ䈉

䈧௑ะ╬䈱㕖․⇣⊛∝⁁䈏䉂䉌䉏䇮╙ 2 ᦼ䈮䈲⹺⍮ᯏ⢻㓚ኂ䈏ᕆㅦ䈮ㅴⴕ䈚䇮㍙૕〝/㍙૕ᄖ〝∝

⁁䇮䊚䉥䉪䊨䊷䊇䉴䈏಴⃻䈜䉎䇯␹⚻ቇ⊛ᚲ⷗䈪䈲⣷෻኿䈱੣ㅴ䇮∛⊛෻኿䈱಴⃻䇮ዊ⣖ᄬ⺞䇮╭ᒝ

೰䇮䉳䉴䊃䊆䉝䇮ᛶ᛫∝䇮㛳ᗭ෻ᔕ╬䈏⹺䉄䉌䉏䉎䇯╙ 3 ᦼ䈮䈲ήേᕈή⸒䈫䈭䉍䇮㒰⊹⾰⎬⋥䉇ዮᦛ

᜔❗⢇૏䉕๒䈜䉎䇯ᧄ㇌䈪䈲⚂ඨᢙ䈏 1 ᐕએ਄↢ሽ䈜䉎䈏䇮ήേᕈή⸒䈮⥋䉎䉁䈪䈱⚻ㆊ䈮᰷☨଀

本文id6.indd   7本文id6.indd   7 2014/03/01   15:542014/03/01   15:54
プロセスシアンプロセスシアンプロセスマゼンタプロセスマゼンタプロセスイエロープロセスイエロープロセスブラックプロセスブラック



�����

  

䈫䈱Ꮕ䈲䈭䈒䇮⚻▤ᩕ㙃䉇Ყセ⊛Ⓧᭂ⊛䈮ⴕ䉒䉏䉎ኻ∝≮ᴺ䈮䉋䉍ήേᕈή⸒䈪㐳ᦼᑧ๮䈜䉎䈫⠨䈋

䉌䉏䈩䈇䉎 8䇯 

 

⴫㸉㪄㪈㪅㩷ቅ⊒ᕈ 㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹 ∛䈱⸻ᢿၮḰ 
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A. ⏕ታ଀䋨definite䋩 
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C. ⇼䈇଀䋨possible䋩 
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ቅ⊒ᕈ䊒䊥䉥䊮∛䈱ಽ㘃 3 䈲䇮ౖဳ଀
MM1䇮MV1�䈫㕖ౖဳ଀ CJD䋨MM2-⊹⾰ဳ䇮MM2-ⷞᐥဳ䇮

MV2䇮VV1 䇮VV2䋩䈮ಽ㘃䈪䈐䉎䋨⴫ III-2䋩䇯ౖဳ଀䈫㕖ౖဳ଀䈫䈲⥃ᐥ∝⁁䊶⥃ᐥ⚻ㆊ䊶ᬌᩏ䈱ᗵᐲ䋨↹
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㧔�㧕⥃ᐥ∝⁁�

ᣣᧄ䈮䈍䈔䉎ቅ⊒ᕈCJD䈱⥃ᐥ௝䉕⴫ III-3䈮␜䈜䇯⥃ᐥ௝䈲ቅ⊒ᕈCJD䈱䉺䉟䊒䈮䉋䈦䈩⇣䈭䉎䋨⴫

III-2䋩4䇯 

1) ౖဳ଀䋨MM1䇮MV1䋩 

ౖဳ଀䈲ㅴⴕᕈ⹺⍮ᯏ⢻㓚ኂ䈮ട䈋䇮䊚䉥䉪䊨䊷䊇䉴䇮᭴㖸㓚ኂ䇮ዊ⣖ᄬ⺞䇮ᱠⴕ㓚ኂ䉕ว૬䈚䇮⚂

3-7 䍔᦬⒟ᐲ䈪ήേή⸒䈮⥋䉎 3 ,4䋨⴫ III-2䋩䇯 

2) 㕖ౖဳ଀䋨MM2-⊹⾰ဳ䇮MM2-ⷞᐥဳ䇮VV1䇮VV2䋩 

Ԙ MM2-⊹⾰ဳ䋺MM2-⊹⾰ဳ䈲䇮ᄬⴕ䉇ᄬ⺆䈭䈬䈱㜞ᰴᯏ⢻㓚ኂ䉇ᛥ䈉䈧∝⁁䈭䈬䈱♖␹∝⁁䉕๒

䈜䉎੐䈏ᄙ䈒䇮✭ᓢㅴⴕᕈ䈱⚻ㆊ䉕␜䈜 3, 5 ,6䋨⴫ III-4䋩䇯䈘䉌䈮⚂ 1-2 ᐕ⒟ᐲᱠⴕ㓚ኂ䇮ήേή⸒䈮

⥋䉎䇯⟕∛ᦼ㑆䈲 24.7 䊰᦬䈫ᭂ䉄䈩㐳䈇䇯 

ԙ MM2-ⷞᐥဳ䋺MM2-ⷞᐥဳ 3, 7, 8䈲ਇ⌁䇮⥄ᓞ␹⚻㓚ኂ䇮⹺⍮ᯏ⢻㓚ኂ䇮♖␹∝⁁䉕␜䈜䈖䈫䈏ᄙ

䈇䇯⟕∛ᦼ㑆䈲 18.5 䊱᦬䈫㐳䈒䇮ήേή⸒䈮䈭䉌䈭䈇䉬䊷䉴䉅䈅䉎䇯 

Ԛ 䈠䈱ઁ䋨VV1䇮VV2䋩䋺VV1 䈲ᭂ䉄䈩⒘䈪䈅䉎䇯✭ᓢㅴⴕᕈ䈪೨㗡஥㗡ဳ⹺⍮∝䉕๒䈚䇮㍙૕〝ᓽ୥

䉇䊚䉥䉪䊨䊷䊇䉴䉕๒䈜䉎䇯VV2 䈲ᄬ⺞ᕈᱠⴕ䉕๒䈚䇮ᕆㅦㅴⴕᕈ⹺⍮∝䉕๒䈜䉎䇯䊚䉥䉪䊨䊷䊇䉴䈲

1/3 䈪ᰳ䈐䇮⣖ᵄ䈮䈩 PSD 䉕๒䈚䈭䈇䇯 
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㪹㪅㩷⣖⣄㜑ᶧਛ䈱 㪈㪋㪄㪊㪄㪊 Ⱞ⊕䈏㓁ᕈ䈪䊒䊥䉥䊮∛䈫㐓೎䈜䈼䈐␹⚻∔ᖚ㩷

㩷 㩷 ో૕ᢙ㩷
㒶ᕈ㩷 㓁ᕈ㩷

∝଀ᢙ㩷 䋦㩷 ∝଀ᢙ㩷 䋦㩷

㪘㫃㫑㪿㪼㫀㫄㪼㫉 ဳ⹺⍮∝㩷 㪐㪊㪉㩷 㪏㪌㪈㩷 㪐㪈㪅㪊㪇㩼㩷 㪌㪋㩷 㪌㪅㪏㪇㩼㩷

⣖ⴊ▤ᕈ⹺⍮∝㩷 㪈㪍㪐㩷 㪈㪋㪋㩷 㪏㪉㪅㪌㪇㩼㩷 㪈㪏㩷 㪈㪇㪅㪎㪇㩼㩷

㪣㪼㫎㫐 ዊ૕ဳ⹺⍮∝㩷 㪊㪌㪏㩷 㪊㪊㪈㩷 㪐㪉㪅㪌㪇㩼㩷 㪈㪐㩷 㪌㪅㪊㪇㩼㩷

೨㗡஥㗡ဳ⹺⍮∝㩷 㪈㪍㪉㩷 㪈㪌㪇㩷 㪐㪉㪅㪍㪇㩼㩷 㪎㩷 㪋㪅㪊㪇㩼㩷

ㆇേ䊆䊠䊷䊨䊮∛䋨㪘㪣㪪 䉕฽䉃䋩㩷 㪈㪇㩷 㪈㪇㩷 㪈㪇㪇㪅㪇㪇㩼㩷 㪇㩷 㪇㪅㪇㪇㩼㩷

ᄙ♽⛔⪜❗∝㩷 㪎㪋㩷 㪍㪏㩷 㪐㪈㪅㪍㪇㩼㩷 㪉㩷 㪉㪅㪎㪇㩼㩷

ᄢ⣖⊹⾰ၮᐩᩭᄌᕈ∝㩷 㪌㪎㩷 㪌㪍㩷 㪐㪏㪅㪉㪇㩼㩷 㪈㩷 㪈㪅㪏㪇㩼㩷

㪟㫌㫅㫋㫀㫅㪾㫋㫆㫅 ⥰〯∛㩷 㪊㪉㩷 㪊㪉㩷 㪈㪇㪇㪅㪇㪇㩼㩷 㪇㩷 㪇㪅㪇㪇㩼㩷

ᱜᏱ࿶᳓㗡∝㩷 㪈㪍㩷 㪈㪌㩷 㪐㪊㪅㪏㪇㩼㩷 㪈㩷 㪍㪅㪊㪇㩼㩷

㪧㪸㫉㫂㫀㫅㫊㫆㫅 ∛㩷 㪈㪋㪇㩷 㪈㪊㪋㩷 㪐㪌㪅㪎㪇㩼㩷 㪍㩷 㪋㪅㪊㪇㩼㩷

ㅴⴕᕈᩭ਄ᕈ㤗∽㩷 㪍㪉㩷 㪍㪇㩷 㪐㪍㪅㪏㪇㩼㩷 㪉㩷 㪊㪅㪉㪇㩼㩷

 

3) ⣖ᵄᬌᩏ䋺Steinhoff䉌 21 䈮䉋䉎⣖ᵄ਄䈱 PSD䈱⹏ଔၮḰ䈪䈲䇮PSD䈲⊒∝ᣧᦼ䈮 45%䈏䇮⚻ㆊਛ䈮

90 %䈏㓁ᕈ䉕␜䈚䈢䇯ฎౖ⊛ CJD 䈪䈲⣖ᵄ䈲∛ೋᦼ䈪䈲㜞ᝄ᏷ᓢᵄ䈏⹺䉄䉌䉏䇮ᰴ䈇䈪 PSD 䈏ⷰኤ䈘

䉏䇮ᦨᓟ䈮䈲ૐᝄ᏷ᓢᵄ䈫䈭䉎䇯PSD 䈱಴⃻㗫ᐲ䈲 CJD 䈱䉺䉟䊒䉇⟕∛ᦼ㑆䈮䉋䈦䈩䉅⇣䈭䉎䇯 

 

㧔�㧕⸻ᢿၮḰ�

WHO⸻ᢿၮḰ 2䋨⴫ III-1䋩䈏ᐢ䈒૶䉒䉏䈩䈍䉍䇮⃻࿷ᣣᧄ䈱䉰䊷䊔䉟䊤䊮䉴䈪䈲WHO⸻ᢿၮḰ䉕ណ↪

䈚䈩䈇䉎䋨⴫ III-1䋩䇯ౖဳ଀䈪䈲䈖䈱⸻ᢿၮḰ䈲᦭↪䈪䈅䉎䈏䇮⊒∝ᣧᦼ䉇㕖ౖဳ଀䈪䈲⸻ᢿၮḰ䈪䈲

චಽ䈪䈲䈭䈒䇮㗡ㇱ MRI ᜛ᢔᒝ⺞↹௝䉕฽䉄䈢⸻ᢿၮḰ䈱ᡷቯ䈏ᔅⷐ䈪䈅䉎䇯ታ㓙䈮䊣䊷䊨䉾䊌ฦ࿖䈱

䊒䊥䉥䊮∛䉰䊷䊔䉟䊤䊮䉴⎇ⓥ䋨EuroCJD䋩䈪䈲䇮Zerr 䉌䈏ឭ໒䈚䈢 MRI 䉕฽䉃ቅ⊒ᕈ CJD 䈱⸻ᢿၮḰ 9

䉕䉅䈫䈮ᣂ䈢䈭⸻ᢿၮḰ䉕ᬌ⸛ਛ䈪䈅䉎䇯 
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ቅ⊒ᕈ CJD 䈱᭽⋧䉕๒䈜䉎ㆮવᕈ䊒䊥䉥䊮∛䈏ሽ࿷䈜䉎䈢䉄䇮ቅ⊒଀䈪䈅䈦䈩䉅䊒䊥䉥䊮Ⱞ⊕ㆮવሶ

ᬌᩏ䈏ᔅⷐ䈪䈅䉎䇯䉁䈢䇮MRI ᜛ᢔᒝ⺞௝䈪䊒䊥䉥䊮∛䈮㘃ૃ䈚䈢ᚲ⷗䈏䉂䉌䉏䉎଀䇮ㅴⴕᕈ⹺⍮∝䉕

๒䈚䇮䊚䉥䉪䊨䊷䊇䉴᭽ਇ㓐ᗧㆇേ䈏䉂䉌䉏䉎଀䈭䈬䈪䈲䇮⣖⣄㜑ᶧᬌᩏ䉕൘䉄䉎䈭䈬䇮ⶄᢙ䈱ᬌᩏ䉕⚵

䉂ว䉒䈞䈩⸻ᢿ♖ᐲ䉕㜞䉄䉎䈖䈫䈏㊀ⷐ䈪䈅䉎䇯 
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ᄌ⇣䈮䉋䉍↢䈛䉎䊒䊥䉥䊮∛䈪䇮ਥ䈭⥃ᐥ∝୥䈮䉋䉍ቅ⊒ᕈ㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹∛䋨㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹㩷
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䈏ᢙᐕ䈫㐳䈇 㪞㪼㫉㫊㫋㫄㪸㫅㫅㪄㪪㫋㫉㬚㫌㫊㫊㫃㪼㫉㪄㪪㪺㪿㪼㫀㫅㫂㪼㫉 ∛䋨㪞㪼㫉㫊㫋㫄㪸㫅㫅㪄㪪㫋㫉㬚㫌㫊㫊㫃㪼㫉㪄㪪㪺㪿㪼㫀㫅㫂㪼㫉㪑㩷 㪞㪪㪪䋩䇮ⷞᐥ
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ㆮવᕈ䊒䊥䉥䊮∛䈫䈲䇮ᱜᏱဳ䈱 PrP䋨cellular prion protein: PrPC䋩䉕䉮䊷䊄䈜䉎 PrPㆮવሶ䈱ᄌ⇣䈮䉋䉍

↢䈛䉎䊒䊥䉥䊮∛䈪䈅䉍䇮ਥ䈭⥃ᐥ∝୥䈮䉋䉍ቅ⊒ᕈ CJD 䈮㘃ૃ䈱∝୥䉕๒䈜䉎ㆮવᕈ CJD䇮⣄㜑ዊ⣖

ᄌᕈ∝䉇∨ᕈኻ㤗∽䈮㘃ૃ䈚⚻ㆊ䈏ᢙᐕ䈫㐳䈇 GSS䇮ⷞᐥဳቅ⊒ᕈ CJD 䈮ૃ䈩ਇ⌁䈭䈬⥄ᓞ␹⚻∝

⁁䈏⋡┙䈧 FFI䈮ᄢ೎䈘䉏䉎䋨⴫㸊-1䋩䇯䈠䉏䈡䉏䈱⥃ᐥ∛ဳ䈱ේ࿃䈫䈭䉎ㆮવሶᄌ⇣䈲䇮⃻࿷䉁䈪䈮 30

⒳㘃એ਄䈱ὐᄌ⇣䈫䉮䊄䊮 51 䈎䉌 91 䈱 8 䉝䊚䊉㉄䈱➅䉍㄰䈚䋨䊥䊏䊷䊃䋩ㇱ૏䈮 15 ⒳㘃䈱ᰳᄬ䊶ᝌ౉䈏ႎ

๔䈘䉏䈩䈇䉎 1, 2, 3䋨࿑㸊-1䋩䇯䈠䈱㗫ᐲ䈲᭽䇱䈪ੱ⒳䈮䉋䉍⇣䈭䉍 4䇮ᧄ㇌䈪䈲ㆮવᕈ CJD 䉕๒䈜䉎 V180I

䋨䉮䊄䊮 180 䈱䊋䊥䊮䈎䉌䉟䉸䊨䉟䉲䊮䈮⟎឵䋩䇮M232R䋨䊜䉼䉥䊆䊮䈎䉌䉝䊦䉩䊆䊮䋩䇮E200K䋨䉫䊦䉺䊚䊮㉄

䈎䉌䊥䉳䊮䋩䈫 GSS 䉕๒䈜䉎 P102L䋨䊒䊨䊥䊮䈎䉌䉟䉸䊨䉟䉲䊮䋩䈪ᄢㇱಽ䉕භ䉄䉎䋨࿑㸊-2䋩䇯 

ㆮવᒻᑼ䈫䈚䈩䈲Ᏹᨴ⦡૕ఝᕈㆮવᒻᑼ䉕䈫䉎䈏䇮ᶐㅘ₸䈲ᄌ⇣䈱⒳㘃䈮䉋䉍⇣䈭䈦䈩䈍䉍䇮ᣣᧄ䈪

㗫ᐲ䈱㜞䈇 V180I 䈫 M232R 䈲ኅᣖౝ䈮⊒∝⠪䈲䈾䈫䉖䈬䈭䈒“ቅ⊒ᕈ”䈫䈚䈩⊒∝䈜䉎䇯䉁䈢䇮ห䈛ㆮવ

ሶᄌ⇣䈪䈅䉍䈭䈏䉌⇣䈭䉎⥃ᐥ䊶∛ℂ௝䉕๒䈜䉎䈖䈫䉅䈅䉍䇮ቅ⊒଀䉅฽䉄ో଀䈮ㆮવሶᬌᩏ䉕ⴕ䈉䈖䈫䈏

ᦸ䉁䈚䈇䇯 
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⁁䇮ၮᐩᩭ䈮ᏀฝᏅ䈱䈅䉎㜞ାภ䈫䇮ᄢ⣖⊹⾰ో૕䈏ᶋ⣲⁁䈮⣲⣘䈜䉎௝䉕๒䈜䉎㩿࿑㸊-3㪀䇯㜞㦂⊒∝

䈪䇮ೋ⊒∝⁁䈲⸥㌏ജ㓚ኂ䈏ᦨᄙ䈪䈅䉎䇯✭ᓢ䈭ㅴⴕ䈫ኅᣖᱧ䉕᦭䈘䈭䈇䈖䈫䉋䉍 Alzheimer ဳ⹺⍮∝䈫

⸻ᢿ䈘䉏䈩䈇䉎䈖䈫䈏ᄙ䈇䇯⣖ᵄ਄๟ᦼᕈหᦼᕈ᡼㔚䋨periodic synchronous discharge: PSD䋩䈲⚂ 12%䇮

⣖⣄㜑ᶧ 14-3-3 Ⱞ⊕䈲⚂ 70%䈱㓁ᕈ₸䈪䈅䉎䇯RT-QUIC ᴺ䈱㓁ᕈ₸䈲⚂ 37%䈫ૐ䈒᦭↪䈪䈲䈭䈇 4䇯 

࿑Φ����8���+ ᄌ⇣ㆮવᕈ %,& ߩ /4+ ᜛ᢔᒝ⺞↹௝�
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㗡ㇱ MRI 䈪䈲ೋᦼ䈮䈲ᄌൻ䉕⹺䉄䉎䈖䈫䈏ዋ䈭䈇䈢䉄᦭↪䈪䈲䈭䈇䇯ᐔဋ⊒∝ᐕ㦂䈲 53.7 ᱦ䈫⧯䈇䇯

․ቯ䈱࿾ၞ䈮஍䈦䈩⊒∝䈜䉎௑ะ䈏䈅䉎䈖䈫䉇䇯ᶐㅘ₸䈏㜞䈇䈖䈫䉋䉍໧⸻䈏㊀ⷐ䈪䈅䉎 4䇯⣄㜑ዊ⣖ᄌ

ᕈ∝䈫⸻ᢿ䈘䉏䈩䈇䉎∝଀䉅ᄙ䈇䇯⚂ 90%䈏ዊ⣖∝⁁䈪⊒∝䈚䇮䊚䉥䉪䊨䊷䊇䉴䈲⚂ 30%䈪⹺䉄䇮ਅ⢇䈱

⇣Ᏹᗵⷡ䉕๒䈜䉎∝଀䉅䈅䉎 18䇯CJD 䈱∛ဳ䉕๒䈜䉎∝଀䉅ዋ䈭䈒䈭䈇䇯⣖ᵄ਄ PSD 䈲⚂ 23䋦䇮⣖⣄㜑

ᶧ 14-3-3 Ⱞ⊕䈲⚂ 25%䈏㓁ᕈ䈪䈅䉎䇯RT-QUIC ᴺ䈱㓁ᕈ₸䈲⚂ 88%䈪᦭↪䈪䈅䉎䇯GSS 䈱⸻ᢿၮḰ䉕

⴫㸊-3 䈮␜䈚䈢䇯 
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⴫Φ����㪞㪼㫉㫊㫋㫄㪸㫅㫅㪄㪪㫋㫉㬚㫌㫊㫊㫃㪼㫉㪄㪪㪺㪿㪼㫀㫅㫂㪼㫉 ∛䋨㪞㪼㫉㫊㫋㫄㪸㫅㫅㪄㪪㫋㫉㬚㫌㫊㫊㫃㪼㫉㪄㪪㪺㪿㪼㫀㫅㫂㪼㫉㪑㩷㪞㪪㪪䋩ߩ⸻ᢿၮḰ�

㪈㪅 ⏕ታ଀䋨definite䋩䋺ㅴⴕᕈ⹺⍮∝䇮ዊ⣖∝⁁䇮∨ᕈኻ㤗∽䈭䈬䉕๒䈜䉎䇯䊒䊥䉥䊮Ⱞ⊕ㆮવሶ䈱ᄌ⇣䈏⹺䉄䉌

䉏䇮⣖⚵❱䈮䈍䈇䈩 GSS 䈮․ᓽ⊛䈭∛ℂᚲ⷗䉕⸽᣿䈜䉎䈎䇮䉁䈢䈲䉡䉢䉴䉺䊮䊑䊨䉾䊃ᴺ䈎఺∉⚵❱ቇ⊛ᬌᩏ

䈮䈩⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕䈏ᬌ಴䈘䉏䈢䉅䈱䇯 

㪉㪅 䈾䈿⏕ታ଀䋨probable䋩䋺⥃ᐥ∝⁁䈫䊒䊥䉥䊮Ⱞ⊕ㆮવሶ䈱ᄌ⇣䈲⏕ታ଀䈫ห䈛䈪䈅䉎䈏䇮∛ℂᚲ⷗䊶⇣Ᏹ䊒䊥䉥

䊮Ⱞ⊕䈱⸽᣿䈏ᓧ䉌䉏䈩䈇䈭䈇䉅䈱䇯 

㪊㪅 ⇼䈇଀䋨possible䋩䋺ኅᣖᱧ䈏䈅䉍䇮ㅴⴕᕈ⹺⍮∝䉕๒䈚䇮ዊ⣖∝⁁䈎∨ᕈኻ㤗∽䉕઻䈉䈏䇮䊒䊥䉥䊮Ⱞ⊕ㆮવሶ

䈱ᄌ⇣䉇∛ℂᚲ⷗䊶⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕䈱⸽᣿䈏ᓧ䉌䉏䈩䈇䈭䈇䉅䈱䇯 
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∝⁁䈲ฎౖဳቅ⊒ᕈ CJD 䈫㘃ૃ䈚䈩䈍䉍䇮ᕆㅦㅴⴕᕈ䈪䈅䉎䇯ᧄ㇌䈪䈲ኅᣖᱧ䈏⏕⹺䈘䉏䈩䈇䉎଀䈲

⚂ 54%䈪䇮․ቯ䈱࿾ၞ䈮ᄙ䈇䈢䉄䇮໧⸻䈏㊀ⷐ䈪䈅䉎 1, 4䇯⊒∝ᐔဋᐕ㦂䈲 58.6 ᱦ䈫⧯䈇䇯⣖ᵄ਄ PSD

䈲⚂ 92%䇮㗡ㇱ MRI 㜞ାภ䈲⚂ 94%䇮⣖⣄㜑ᶧ 14-3-3 Ⱞ⊕䈲⚂ 87%䈪㓁ᕈ䈪䈅䉎䇯RT-QUIC ᴺ䈱㓁

ᕈ₸䈲⚂ 85%䈪᦭↪䈪䈅䉎 4䇯 

 


���/���4 ᄌ⇣ %,&�

ฎౖဳቅ⊒ᕈCJD䈫㘃ૃ䈜䉎ᕆㅦㅴⴕ଀䈫MM2-⊹⾰ဳ᭽䈱✭ᓢㅴⴕ଀䈏䈅䉎 4, 19䇯ኅᣖᱧ䈲䈭䈇䈢

䉄䇮ㆮવሶᬌ⚝䈏ᔅ㗇䈪䈅䉎 1, 4䇯  
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P105L ᄌ⇣ GSS 䈲ᧄ㇌䈱䉂䈪ႎ๔䈘䉏䈩䈇䉎ᄌ⇣䈪䇮⧯ᐕ䈪⊒∝䈚䇮㕖Ᏹ䈮✭ᓢ䈭ㅴⴕ䉕๒䈜䉎଀

䈏ᄙ䈇 4, 20, 21䇯ᄬ⺞∝⁁䉇∨ᕈኻ㤗∽䉕⹺䉄䉎䇯㗡ㇱ MRI 䉇⣖ᵄ䈲㓁ᕈ₸䈏ૐ䈒᦭↪䈪䈲䈭䈇䇯  

D178N-129MM 䈲 FFI䇮D178N-129MV 䈲ฎౖဳ CJD 䈫䈘䉏䈩䈇䉎䈏䇮ᔅ䈝䈚䉅඙೎䈪䈐䈭䈇଀䉅䈅䉎
22, 23䇯⊒∝ᐕ㦂䈲ᐔဋ 52.3 ᱦ䈪䈅䉎䇯FFI 䈱⸻ᢿၮḰ䉕⴫㸊-4 䈮␜䈚䈢䇯 

⴫Φг���⥌ᱫᕈኅᣖᕈਇ⌁∝㩷 㩿㪽㪸㫋㪸㫃㩷㪽㪸㫄㫀㫃㫀㪸㫃㩷㫀㫅㫊㫆㫄㫅㫀㪸㪑㩷㪝㪝㪠㪀㩷ߩ⸻ᢿၮḰ�

㪈㪅 ⏕ታ଀䋨definite䋩䋺⥃ᐥ⊛䈮ㅴⴕᕈਇ⌁䇮⹺⍮∝䇮੤ᗵ␹⚻⥝ᅗ⁁ᘒ䇮䊚䉥䉪䊨䊷䊇䉴䇮ዊ⣖ᄬ⺞䇮㍙૕〝ᓽ୥䇮

ήേᕈή⸒䈭䈬 FFI 䈫䈚䈩⍦⋫䈚䈭䈇∝⁁䉕๒䈚䇮PrP ㆮવሶ䈱䉮䊄䊮 178 䈱ᄌ⇣䉕᦭䈚䉮䊄䊮 129 䈏 Met/Met
䈪䈅䉎䇯䈘䉌䈮⣖⚵❱䈮䈍䈇䈩FFI䈮․ᓽ⊛䈭∛ℂᚲ⷗䉕⸽᣿䈜䉎䈎䇮䉁䈢䈲䉡䉢䉴䉺䊮䊑䊨䉾䊃ᴺ䈎఺∉⚵❱ቇ

⊛ᬌᩏ䈮䈩⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕䈏ᬌ಴䈘䉏䈢䉅䈱䇯 

㪉㪅 䈾䈿⏕ታ଀䋨probable䋩䋺⥃ᐥ⊛䈮 FFI 䈫䈚䈩⍦⋫䈚䈭䈇∝⁁䉕๒䈚䇮PrP ㆮવሶ䈱䉮䊄䊮 178 䈱ᄌ⇣䉕᦭䈚䉮䊄䊮

129 䈏 Met/Met 䈪䈅䉎䈏䇮∛ℂᚲ⷗䊶⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕䈱⸽᣿䈏ᓧ䉌䉏䈩䈇䈭䈇䉅䈱䇯 

㪊㪅 ⇼䈇଀䋨possible䋩䋺⥃ᐥ⊛䈮FFI䈫䈚䈩⍦⋫䈚䈭䈇∝⁁䉕๒䈚䈩䈇䉎䈏䇮䊒䊥䉥䊮Ⱞ⊕ㆮવሶᄌ⇣䉇∛ℂᚲ⷗䊶⇣

Ᏹ䊒䊥䉥䊮Ⱞ⊕䈱⸽᣿䈏ᓧ䉌䉏䈩䈇䈭䈇䉅䈱䇯 
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කේᕈ䊒䊥䉥䊮∛䈫䈚䈩᦭ฬ䈭ႎ๔䈲䇮ⷺ⤑⒖ᬀ䈫䈚䈩⏕⹺䈘䉏䈩䈇䉎䈏 1,2䇮䈠䉏䉋䉍એ೨⣖ᄖ⑼䈱ᚻ

ⴚ䈮䉋䈦䈩ᒁ䈐⿠䈖䈘䉏䈢∝଀䈱ႎ๔䈏䈅䉎 3䇯䈠䈱䈾䈎䇮⣖ᵄ⸥㍳↪䈱ᷓㇱ㔚ᭂ䈮䉋䉎ᗵᨴ଀䈏ႎ๔䈘

䉏䈩䈇䉎 4䇯䈚䈎䈚䈭䈏䉌䇮䈖䉏䉌䈱ႎ๔䈲䇮ᐘ䈇䈮䉅ᢙฬ䈮䈫䈬䉁䈦䈩䈇䉎䇯කේᕈ䊒䊥䉥䊮∛䈱 100 ฬ䉕

⿥䈋䉎䉝䉡䊃䊑䊧䉟䉪䈲䇮ਅု૕䊖䊦䊝䊮⵾೷ 5, 6, 7䈫⎬⤑⒖ᬀ 8䈪䈅䉎䇯೨⠪䈲䇮䊐䊤䊮䉴䇮䉟䉩䊥䉴䇮☨࿖䉕

ਛᔃ䈮䇮䈍䉅䈮ᚑ㐳䊖䊦䊝䊮⵾೷䈏䊍䊃ਅု૕䈎䉌᛽಴䈘䉏䈩䈇䈢Ბ㓏䈱⵾೷䈪⊒∛䈚䈢䈏䇮ᐘ䈇䈮䈚䈩

ᚒ䈏࿖䈪䈲ႎ๔଀䈏䈭䈒䇮ᓟ⠪䈲࿶ୟ⊛䈮ᚒ䈏࿖䈪䈱ႎ๔䈏ᄙ䈇䈱䈪ᒁ䈐⛯䈐⹦ㅀ䈜䉎䇯 
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ਥ䈮⣖ᄖ⑼䈱ᚻⴚᓟᰳ៊䈚䈢⎬⤑䉕⵬䈩䉖䈜䉎⋡⊛䈪䇮ᱫ૕䈎䉌ណข䈚䈢⎬⤑䈏૶↪䈘䉏䈩䈇䈢䇯

1987 ᐕએ೨䈮૞⵾䈘䉏䈢⒖ᬀ↪⎬⤑䋨໡ຠฬ䋺Lyodura®䋩䈲䇮䊣䊷䊨䉾䊌⻉࿖䈱∛ℂ⸃೬䉇ᴺක⸃೬䈪

ᓧ䉌䉏䈢⎬⤑䉕૶↪䈚䈩䈍䉍⎬⤑䉕૶↪䈜䉎䊄䊅䊷䈫䈚䈩⹺⍮∝∔ᖚ䈏㒰ᄖ䈘䉏䈩䈍䉌䈝䇮䈘䉌䈮䊒䊥䉥

䊮Ṍ⩶ലᨐ䈱䈅䉎᳓㉄ൻ䊅䊃䊥䉡䊛ಣℂ䉅䈭䈘䉏䈩䈇䈭䈎䈦䈢䇯䈖䈱䉋䈉䈭⎬⤑䉕⒖ᬀ䈘䉏䈢ᖚ⠪䋨䊧䉲䊏䉣

䊮䊃䋩䈎䉌䇮ᚒ䈏࿖䈪䈲 140 ฬ䉕⿥䈋䉎 CJD ᖚ⠪䈏⊒∛䈚䈩䈇䉎䇯⎬⤑⒖ᬀᓟ CJD�
dura mater graft 

associated CJD: dCJD�ᖚ⠪䈏䇮ᚻⴚᤨ䈮⸻ᢿ䈘䉏䈩䈇䈢∛ฬ䉕⴫㸋-1 䈮䉁䈫䉄䈢䇯∝଀ᢙ䈱ᄙ䈇㗅䈮∛

ฬ䉕⸥タ䈚䈢䈏䇮਎⇇⊛䈮䉅Ყセ⊛੍ᓟ䈱⦟䈇∔ᖚ䈏ᄙ䈇䈖䈫䈏ᜰ៰䈘䉏䈩䈇䉎䈏䇮ᚒ䈏࿖䈪䈲␹⚻ⴊ

▤ᷫ࿶ⴚ䋨Jannetta ᚻⴚ䋩䉕ฃ䈔䈢ᖚ⠪䈏Ყセ⊛ᄙ䈇䈖䈫䈏․ᓽ䈪䈅䉎 9䇯⊒∛ᖚ⠪䈲䇮ᭂዋᢙ䈱଀ᄖ䉕

㒰䈇䈩䈠䈱ㆮવሶဳ䈲䈾䈿ో଀䈪䉮䊄䊮 129Met/Met 䈪䈅䉎䈏䇮∛ℂቇ⊛䈮䉝䊚䊨䉟䊄᢬㓁ᕈ଀䈏 30䋦೨

ᓟ䈮䉂䉌䉏䇮ᱷ䉍 70䋦䈲䉲䊅䊒䉴ဳ䈱⇣Ᏹ䊒䊥䉥䊮Ⱞ⊕ᴉ⌕䉕䈐䈢䈜䌍䌍䋱䈫඙೎䈪䈐䈭䈇∝଀䈪䈅䉎 10䇯

䈘䉌䈮ᣂ䈢䈭⊒∛⠪䈏⃻࿷䉅⹺䉄䉌䉏䇮䈖䉏䉌䈱ᖚ⠪䈲 20 ᐕએ਄䈱ẜફᦼ㑆䉕⚻䈩⊒∛䈚䈩䈇䉎䇯 
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 ஥ᕈ㗻㕙∨ᡨ㩷 㪈㪐㩷

⡬␹⚻⣲≌㩷 㪈㪎㩷

䉪䊝⤑ਅ಴ⴊ㩷 㪈㪈㩷

ᄢ⣖䊶ዊ⣖಴ⴊ㩷 㪏㩷

േ㕒⣂ᄸᒻ㩷 㪎㩷

ਃ෷␹⚻∩㩷 㪎㩷

⣖േ⣂≜㩷 㪍㩷

⎬⤑ᄖ䊶⎬⤑ਅ಴ⴊ㩷 㪍㩷

ᄖ்㩷 㪍㩷

䈠䈱ઁ㩷 㪉㪉㩷
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1985 ᐕ䈎䉌䈱⧷࿖䈪䈱 BSE 䈱 epidemic 䈲䇮1993 ᐕ䈮䈲 BSE ⊒∛ᢙ 3 ਁઙએ਄䈫䈇䈉⁁ᘒ䈮䉁䈪⥋

䉍䇮ᱷᔨ䈭䈏䉌 1995ᐕ䈎䉌䊍䊃䈪 vCJD䈫䈇䈉ᓥ᧪䈮䈲䈭䈎䈦䈢ᣂ䈚䈇CJD䈏಴⃻䈚䈢䇯ᒰೋ䈲䇮⧷࿖䈱䉂

䈱⊒∛䈪䈅䈦䈢䈏䇮⧷࿖䈎䉌䊣䊷䊨䉾䊌ฦ࿖䈻䈱 BSE ᳪᨴ‐⡺䈱ャ಴䈮䉋䈦䈩䇮ㆃ䉏䈩䊐䊤䊮䉴䈏䇮䉁䈢

ዋੱᢙ䈭䈏䉌䊣䊷䊨䉾䊌ฦ࿖䈪⊒∛䈏⹺䉄䉌䉏䈩䈇䉎䇯⃻ᤨὐ䈪䈲䇮180 ฬએ਄䈱ᖚ⠪ᢙ䈮਄䈦䈩䈇䉎䇯

vCJD 䈲䇮ᓥ᧪䈱 CJD 䈫Ყ䈼䈩䇮ਛᨔ␹⚻♽એᄖ䈱৻⥸⤳ེ䈪䈱䊒䊥䉥䊮䈱᣿⏕䈭ሽ࿷䈭䈬䇮৻⥸⤳ེ

䈪䉅ᗵᨴᕈ䈏㜞䈇䈖䈫䈏⍮䉌䉏䇮੹ᓟ䈱໧㗴ὐ䈫䈚䈩ੑᰴᗵᨴ䈱㒐ᱛ䈏㊀ⷐ䈪䈅䉎䇯䉁䈢䇮⑼ቇ⊛䈮䈲䉮

䊄䊮 129Met/Met એᄖ䈱ㆮવሶဳ䈪䈱⊒∛䈏዁᧪಴䈩䈒䉎䈱䈎䇮಴䈩䈐䈢႐ว䈲⸻ᢿၮḰ䈱ᄌᦝ䈭䈬䈏

ᔅⷐ䈮䈭䉎น⢻ᕈ䈏䈅䉍䇮੹ᓟ䉅䉰䊷䊔䉟䊤䊮䉴⎇ⓥ䈏㊀ⷐ䈪䈅䉎䇯䉮䊄䊮 129Met/Met 䈱 vCJD ∝଀䈱䈭

䈎䈪䇮䉝䉳䉝ੱ䈮ᄙ䈇䉮䊄䊮 219Glu/Lys 䈱ᄙဳᕈ䈏 2010 ᐕ䈮ႎ๔䈘䉏䈢 12䇯䈖䈱ᄙဳ䈪䈲䇮⥃ᐥ∝୥䈲

䉮䊄䊮 219Glu/Glu䋨䉮䊄䊮 129Met/Met䋩䈫ห䈛䈪䇮⸻ᢿၮḰ䉕ᄌᦝ䈞䈝䈫䉅⥃ᐥ⸻ᢿน⢻䈪䈅䈦䈢䇯 
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Gajdusekඳ჻䈏䇮㔤㐳㘃䈻䈱વ᠞䈮ᚑഞ䈚䈢䈖䈫䈮䉋䈦䈩ᗵᨴ䈜䉎䈖䈫䈏᣿䉌䈎䈫䈭䈦䈢∔ᖚ䈪䈅䉎 14䇯

㘩ੱ⠌ᘠ䈮䉋䈦䈩ᗵᨴ䈏ᚑ┙䈚䈢䈖䈫䈲䇮䈠䈱ᓟ䈱㘩ੱ⑌ᱛភ⟎䈮䉋䈦䈩ᖚ⠪ᢙ䈏ỗᷫ䈚䈢䈖䈫䈎䉌⸽᣿

䈘䉏䈩䈇䉎䇯䉪䊷䊦䊷䈏⃻࿷䈱ᚒ䇱䈮䉅䈢䉌䈜ᢎ⸠䈲䇮㘩ੱ⑌ᱛភ⟎䈎䉌 50 ᐕએ਄⚻ㆊ䈚䈩䉅䇮䈇䉁䈣

䈮䉪䊷䊦䊷䈱⊒∛䈏⹺䉄䉌䉏䉎䈫䈇䈉ὐ䈪䈅䉎 15䇯ᚒ䇱䈏₪ᓧᕈ䊒䊥䉥䊮∛䈱ẜફᦼ㑆䉕⠨䈋䉎਄䈪䇮50

ᐕ䈮䈍䉋䈹㐳ᦼ䈪䈅䉎䈫䈇䈉⹺⼂䈏ᔅⷐ䈪䈅䉎䈖䈫䉕␜䈚䈩䈇䉎䇯 
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කේᕈ䊒䊥䉥䊮∛䈪ㅀ䈼䈢䈱䈲䇮⃻࿷䉁䈪ᗵᨴḮ䈏᣿䉌䈎䈫䈭䈦䈢∝଀䈪䈅䉎䇯໧㗴䈲䇮৻ᐲ⊒∛䈚䈢

කේᕈ䊒䊥䉥䊮∛䈱ᄙ䈒䈲ቅ⊒ᕈCJD䈫⥃ᐥ∝⁁䊶⚻ㆊ䈣䈔䈎䉌䈲඙೎䈪䈐䈭䈇䈫䈇䈉䈖䈫䈮䈅䉎䇯⃻࿷ᚒ

䈏࿖䈪䈲䇮䊒䊥䉥䊮∛䈱⊒∛⋥೨䈮⣖ᄖ⑼䉕ᆎ䉄䈫䈜䉎ᚻⴚ䉇ⷰⴊ⊛ᬌᩏ䉕ฃ䈔䈩䈇䉎႐ว䈏ሽ࿷䈚䇮

䊒䊥䉥䊮∛䈱ੑᰴᗵᨴ䈏 ᔨ䈘䉏䈩䈇䉎䇯዁᧪⊛䈮䉅䇮䈖䈱䉋䈉䈭ੑᰴᗵᨴ䉕㒐䈓ദജ䈲ᒁ䈐⛯䈐ⴕ䉒䈰

䈳䈭䉌䈭䈇䈣䉐䈉䇯 

 

ᢥ₂�

1. Duffy P, Wolf J, Collins G, DeVoe AG, Streeten B, Cowen D. Possible person-to-person transmission of 

Creutzfeldt-Jakob disease. N Engl J Med 1974; 290: 692-693.  

2. Heckmann JG, Lang CJ, Petruch F, Druschky A, Erb C, Brown P, et al. Transmission of Creutzfeldt-Jakob disease via a 

corneal transplant. J Neurol Neurosurg Psychiatry 1997; 63: 388-390. 
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• කේᕈ %,& ᥸㔺ᱧ䈮ട䈋䈩䇮ቅ⊒ᕈࡦࠝ࡝ࡊ߁઻ߦᢿ㧦ක≮ⴕὑ⸻ߩ 㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹 ∛

䋨㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹㩷㪻㫀㫊㪼㪸㫊㪼㪑㩷㪚㪡㪛䋩䈱⸻ᢿၮḰ䋨⴫㸉㪄㪈䋩䉕ㆡ↪䈚䈩⸻ᢿ䈜䉎䇯㩷

• 䉒䈏࿖䈪ႎ๔䈘䉏䈩䈇䉎කේᕈ 㪚㪡㪛 䈲ో䈩⎬⤑⒖ᬀᓟ 㪚㪡㪛㩷 㩿㪻㫌㫉㪸㩷 㫄㪸㫋㪼㫉㩷 㪾㫉㪸㪽㫋㩷 㪸㫊㫊㫆㪺㫀㪸㫋㪼㪻㩷 㪚㪡㪛㪑㩷

㪻㪚㪡㪛㪀䈪䈅䉎䇯㩷

• 㪻㪚㪡㪛 䈱⚂ 㪉㪆㪊 䈲 㪚㪡㪛 ౖဳ଀䈪䈅䉎䈏䇮ᱷ䉍䈱⚂ 㪈㪆㪊 䈲䇮䊒䊤䊷䉪ဳ䈫๭䈳䉏䉎㕖ౖဳ଀䈪䇮ㅴⴕ

䈏Ყセ⊛ㆃ䈒䇮⊒∝ᣧᦼ䈮䈲⣖ᵄ਄䈮๟ᦼᕈหᦼᕈ᡼㔚䈏಴⃻䈚䈭䈇䈖䈫䈮ᵈᗧ䈜䉎䋨⴫㸋㪄㪉䋩䇯㩷

• ᄌ⇣ဳ㪚㪡㪛㩷㩿㫍㪸㫉㫀㪸㫅㫋㩷㪚㪡㪛㪑㩷㫍㪚㪡㪛㪀䈱⸻ᢿ䋺♖␹∝⁁䈪⊒∝䈜䉎䈖䈫䈏ᄙ䈒䇮∛ೋᦼ䈮䈲⹺⍮ᯏ⢻㓚ኂ

䈏⋡┙䈢䈭䈇䈭䈬ቅ⊒ᕈ㪚㪡㪛 䈫䈲⇣䈭䉎⥃ᐥ∝୥䉕๒䈚䇮㗡ㇱ㪤㪩㪠 䈪Ꮐฝਔ஥ኻ⒓ᕈ䈱ⷞᐥᨉ㜞

ାภ䈏䉂䉌䉏䉎䈭䈬䈱․ᓽ⊛ᬌᩏᚲ⷗䉕␜䈚䇮਎⇇଻ஜᯏ᭴㩿㪮㫆㫉㫃㪻㩷㪟㪼㪸㫃㫋㪿㩷㪦㫉㪾㪸㫅㫀㫑㪸㫋㫀㫆㫅㪑㩷㪮㪟㪦㪀⸻ᢿ

ၮḰ䋨㪉㪇㪇㪈䋩䋨⴫㸋㪄㪊䋩䇮䈠䉏䉕ᡷ⸓䈚䈢 㪜㫌㫉㫆㪚㪡㪛㩷 㩿㪜㪬㪀䈱⸻ᢿၮḰ䋨㪉㪇㪇㪏䋩䋨⴫㸋㪄㪋䋩䉕↪䈇䈩⸻ᢿ䈜

䉎䇯 

㩷

⴫㸋㪄㪉䋮䊒䊤䊷䉪ဳ 㪻㪚㪡㪛䈱⸻ᢿၮḰ䋨᩺䋩㪈㪃㩷㪉 

ቅ⊒ᕈ 㪚㫉㪼㫌㫋㫑㪽㪼㫃㪻㫋㪄㪡㪸㫂㫆㪹 ∛䈱⸻ᢿၮḰ䈮Ḱ䈝䉎䈏䇮䊍䊃ዱ૕ੇ῎⎬⤑⒖ᬀᱧ䈏䈅䉍䇮ㅴⴕᕈ䈱ᄬ⺞∝⁁䉕๒䈚䈢∝଀
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⃻࿷䉁䈪䈮ႎ๔䈘䉏䈩䈇䉎䊍䊃䈱₪ᓧᕈ䊒䊥䉥䊮∛䈮䈲䇮කේᕈCJD䇮vCJD䈍䉋䈶䉪䊷䊦䊷䈱3⒳㘃䈏

ሽ࿷䈜䉎䇯䈖䈱ਛ䈪䇮䉒䈏࿖䈪⊒∝䈏⏕⹺䈘䉏䈩䈇䉎䉅䈱䈲䇮කේᕈ CJD 䈱ਛ䈱 dCJD 䈫 vCJD 䈪䈅䉎䇯 
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dCJD 䈱⸻ᢿ䈲䇮䉁䈝ቅ⊒ᕈ CJD 䈱⸻ᢿၮḰ䋨⴫㸉-1䋩䈮ᴪ䈦䈩 CJD 䈱⸻ᢿ䉕ⴕ䈉䇯䈠䈱ᓟ䇮ㆊ෰䈮ฃ

䈔䈢ක≮ⴕὑ䉕⏕⹺䈚䇮⎬⤑⒖ᬀᱧ䈏䈅䉏䈳 dCJD 䈫⸻ᢿ䈜䉎䇯หᤨ䈮䇮䊒䊥䉥䊮Ⱞ⊕ㆮવሶᬌᩏ䈪ㆮ

વᕈ䊒䊥䉥䊮∛䉕㒰ᄖ䈜䉎䇯 

dCJD䈱⚂ 2/3䈲ฎౖ⊛䈭CJD䈱⥃ᐥ∛ℂ௝䉕๒䈜䉎ౖဳ଀䈪䈅䉎䋨㕖䊒䊤䊷䉪ဳ䋩䇯৻ᣇ䇮dCJD䈱⚂

1/3 䈲⣖∛ℂ䈪䊒䊤䊷䉪⁁䈱䊒䊥䉥䊮Ⱞ⊕ᴉ⌕䉕⹺䉄䉎䊒䊤䊷䉪ဳ䈪䈅䉍䇮Ყセ⊛✭ᓢㅴⴕᕈ䈱ㆇേᄬ⺞

∝⁁䈭䈬䉕๒䈚䇮ౖဳ଀䈪䉂䉌䉏䉎⣖ᵄ਄䈱๟ᦼᕈหᦼᕈ᡼㔚䋨periodic synchronous discharge: PSD䋩䈏
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⊒∝ 1 ᐕએౝ䈮䈲಴⃻䈚䈭䈇䈭䈬䇮⥃ᐥ∝୥䈏ౖဳ଀䈫䈲⇣䈭䉎 1䇯䈠䈱䈢䉄䇮䊒䊤䊷䉪ဳ dCJD 䈱⥃ᐥ

⸻ᢿၮḰ䋨᩺䋩䈏ឭ᩺䈘䉏䈩䈇䉎䋨⴫㸋-2䋩1, 2䇯 
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vCJD 䈲♖␹∝⁁䈪⊒∝䈚䇮∩䉂䉇⇣Ᏹᗵⷡ䈭䈬䈱ᗵⷡ㓚ኂ䉕⊒∝ೋᦼ䈮๒䈜䉎䈖䈫䈏ᄙ䈇 3䇯 ⸻ᢿ

䈲 WHO ⸻ᢿၮḰ䋨2001䋩䋨⴫㸋-3䋩4䈮ᓥ䈦䈩ⴕ䈉䇯㗡ㇱ MRI 䈱 T2 ᒝ⺞↹௝䉇 FLAIR ↹௝䈪䈱Ꮐฝኻ

⒓ᕈ䈱ⷞᐥᨉ㜞ାภ䋨pulvinar sign䋩䈲․ᓽ⊛䈪䈅䉎䋨࿑㸋-1䋩䇯䉒䈏࿖ೋ䈱 vCJD ∝଀䈪䈲⊒∝ᓟᦼ䈮

⣖ᵄ਄ PSD 䉕⹺䉄 5䇮WHO 䈱⸻ᢿၮḰ䈱䇸䈾䈿⏕ታ଀䋨probable䋩䇹䈱㗄䈮䇮䇸⣖ᵄ䈮䈩ᓟᦼ䈮䈲๟ᦼᕈ

ో⥸ᕈⶄวᵄ䈏⒘䈮⷗䉌䉏䉎䈖䈫䈏䈅䉎䇹䈏ട╩䈘䉏䈢 6䇯䈘䉌䈮䇮ャⴊ䈮㑐ㅪ䈚䈢 vCJD ⟕ᖚ଀䋨කේᕈ

∝଀䋩䉅ႎ๔䈘䉏 7䇮䈠䉏䉌䉕〯䉁䈋䈩ᡷ⸓䈚䈢⸻ᢿၮḰ䋨2008䋩䈏 EU 䈎䉌಴䈘䉏䈢䋨⴫㸋-4䋩8䇯⏕ቯ⸻ᢿ

䈪䈲䇮⣖䈮䈍䈔䉎․ᓽ⊛䈭⇣Ᏹ PrP 䈱ᴉ⌕䋨∛ℂ䋯䉡䉢䉴䉺䊮䊑䊨䉾䊃䋩䉕⸽᣿䈜䉎ᔅⷐ䈏䈅䉎䇯ᚳ᩶↢ᬌ

䈏ⴕ䉒䉏䉎䈖䈫䈏䈅䉎䈏䇮䈠䈱ᚻᛛ䈮ෂ㒾䈏઻䈉䈢䉄䇮⥃ᐥ⚻ㆊ䈲ว⥌䈜䉎䈏 pulvinar sign 䈏䉂䉌䉏䈭䈇

଀䈭䈬䈮ㆡᔕ䈲㒢䉌䉏䉎䇯 
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• 䊚䉥䉪䊨䊷䊇䉴䈮ኻ䈚䈩䈲䇮䉪䊨䊅䉷䊌䊛䉇䊋䊦䊒䊨㉄䈏૶↪䈘䉏䈩䈇䉎䈏䇮᣿⏕䈭䉣䊎䊂䊮䉴䈲䈭䈇

䋨䉫䊧䊷䊄 㪚㪈䋩䇯 
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Creutzfeldt-Jakob ∛䋨Creutzfeldt-Jakob disease: CJD䋩ߦઍ⴫ޔߪ∛ࡦࠝ࡝ࡊߩੱࠆࠇߐቅ⊒ᕈޔ₪

ᓧᕈޔኅᣖᕈ㧔ㆮવᕈ㧕ߦಽ㘃ߣࠆߔ∝⊑ࠎߚߞ޿ޔࠇߐㅴⴕᕈߢ⥌ᱫ⊛ߥ␹⚻ᄌᕈ∔ᖚޕࠆ޽ߢ

ᱜᏱဳ䈱䊒䊥ࠆߔሽ࿷ߦᱜᏱ⣖߇ᗵᨴဳ䈱䊒䊥䉥䊮Ⱞ⊕䋨scrapie prion protein: PrPSc䋩ޔߪߢ∛ࡦࠝ࡝ࡊ

䉥䊮Ⱞ⊕䋨cellular prion protein: PrPC䋩ࠍਇṁᕈߩ PrPSc߳ߣ᭴ㅧᄌൻࠍ⺃ዉߩߘޔߒㆊ⒟ߢ␹⚻⚦⢩

㓚ኂࠍᒁ߈⿠ߣߔߎ⠨ޕࠆࠇࠄ߃PrPCࠄ߆ PrPSc߳ߩ᭴ㅧᄌൻ߿⫾Ⓧࠍ㒖ኂޔ‛⮎ࠆߔPrPScߩಝ㓸

ᕈࠍᛥ೙ޔ⾰‛ࠆߔ⚦⢩ᄌᕈࠍᛥ೙ޔࠇߐࠣࡦ࠾࡯࡝ࠢࠬ߇‛⮎ࠆߔ⥃ᐥ⎇ⓥ߇ⴕޕࠆ޿ߡࠇࠊ 

ࠄ߆PrPCޔ߇ߚߞ޽ߢ⮎ࠕ࡝࡜ࡑర᧪᛫ޔߪࡦ࡝ࠢ࠽ࠠ PrPSc߳ߩォ឵߿ PrPScߩ⫾Ⓧࠍ㒖ኂߔ

⸘ᖚ⠪∛ࡦࠝ࡝ࡊߪߢ㇌ᧄޕߚࠇࠊⴕ߇ᐥ⎇ⓥ⥃ߢ∛ࡦࠝ࡝ࡊޔࠇߐႎ๔߇ߣߎࠆ޽ലᨐ߽ࠆ 31

଀ࠍኻ⽎ߡߒߣⴕޔࠇࠊ৻ㆊᕈߩലᨐ߇ 12 ଀
ᐔဋߪലᨐߩߎ߇ߚࠇߐ⋠ᵈࠇࠄߺߦ�38.7% 2㨪4

ㅳ㑆ߢᶖᄬޕߚߒ৻ᣇࡦ࡝ࠢ࠽ࠠߢᴦ≮ਛߦ⢄ᯏ⢻㓚ኂ߇ ߚߒ಴⃻ߦ76% ⎇ᐥ⥃ߩߢࠬࡦ࡜ࡈޕ1

ⓥ ߪߢ2 32 ଀ࠍኻ⽎ߦⴕޔࠇࠊ೽૞↪ߪ 6 ଀ߦ⢄ᯏ⢻㓚ኂޔࠇࠄߺ߇᣿ߥ߆ࠄലᨐߪ⹺ߥࠇࠄ߼

ߚࠇࠊⴕߢ࿖⧷ޕߚߞ߆ PRION-1 study 3ߪߢ 107 ଀ࡦࠝ࡝ࡊߩ∛ᖚ⠪ࡦ࡝ࠢ࠽ࠠߡ޿߅ߦᴦ≮⟲

38 ଀ޔ㕖ᴦ≮⟲ 69 ଀ߦಽߡߌᲧセ⎇ⓥ߇ⴕޕߚࠇࠊ↢ሽ₸ߪᴦ≮⟲ߢ㕖ᴦ≮⟲ࠅࠃ㜞ޔ߇ߚߞ߆

㊀∝ᐲߢ⵬ᱜࠍⴕޔߣ߁ਔ⠪ߦᏅޕߚߞ߆ߥߪᴦ≮⟲ߜ߁ߩ 4 ଀ߦ৻ㆊᕈߩ⥃ᐥ⊛ᡷༀ߇⷗ࠇࠄ

߇⢄ᯏ⢻㓚ኂߪ↪೽૞ޕߚ 20 ଀ޕߚࠇࠄߺߦ 

NMDAޔߡߒߣ㕖㤗⮎ᕈ㎾∩೷ߪࡦ࠴࡞ࡇ࡞ࡈ ฃኈ૕㒖ኂ૞↪ࠍ᦭ޔߒ⣖ⴊᶧ㑐㐷ࠍኈᤃߦㅢ

ㆊࠆߔ⮎೷28ޔߢ ฬߩ CJD ᖚ⠪ࠍኻ⽎13ޔߦ ฬߦታ⮎15ޔ߇ ฬ߇ࡏ࠮࡜ࡊߦᛩਈߚࠇߐ ⹺⍮ޕ4

ᯏ⢻ᬌᩏߢ 2 ⟲㑆ߦ᦭ᗧᏅ߇ߚࠇࠄߺ߇↢๮੍ᓟߪߢᏅޕߚߞ߆ߥ߇ 

ߥ߇ႎ๔ߛᧂߦ߽ߣ቟ోᕈޔ᦭ലᕈޔ߇ࠆ޿ߡࠇࠄ߼ㅴ߇ᐥ⎇ⓥ⥃ߢᎺ᰷ߪࡦ࡝ࠢࠗࠨࠪࠠ࠼

 ޕ޿


࠻࡯ࠚࡈ࡞ࠨ࡝ࡐࡦࠨ࠻ࡦࡍpentosan polysulfate: PPS�ࡦ࡝ࡄࡋߪ㘃ૃߩ⎫㉄ൻᄙ♧ޔߢ㑆⾰ᕈ

⣾⢲Ἳ߿㑐▵Ἳߩᴦ≮ޕߚ߈ߡࠇࠄ޿↪ߦേ‛ᗵᨴታ㛎ޔߢᗵᨴ೨ᓟߦ⣖ቶౝᛩਈࠅࠃߦ⊒∝ㆃ

本文id6.indd   32本文id6.indd   32 2014/03/01   15:542014/03/01   15:54
プロセスシアンプロセスシアンプロセスマゼンタプロセスマゼンタプロセスイエロープロセスイエロープロセスブラックプロセスブラック



������

 

ᑧലᨐޕࠆ޽߇PPS ⣖ቶౝᜬ⛯ᛩਈᴺߪ⧷࿖䈪ᄌ⇣ဳ CJD㩷 㩿variant CJD: vCJD㪀 ߦኻߡߒೋߡ߼ⴕ

ࠇࠊ ∛ࡦࠝ࡝ࡊ߽ߢ㇌ᧄޔ5 11 ଀ߦኻߡߒⴕޕߚࠇࠊว૬∝ޔߪᄙߩߊ଀ߢ CT ਄⎬⤑ਅ᳓⣲߇⹺

ߚࠇࠄ߼ ߽ߢᎺ᰷ޕ6 15 ∝଀એ਄ⴕޔࠅ߅ߡࠇࠊ቟ోߥᴦ≮ޕࠆ޽ߢหᴦ≮ࠍⴕߚߞ vCJD ᖚ⠪ߩ

↢ሽᦼ㑆ޔࠦߪ ߩ࡞㧙ࡠ࠻ࡦ vCJD ޿ߡࠇߐ᣿⸽ߪ߆ࠆ߈ߢ㒐੍ࠍㅴⴕޔ߇޿㐳ߦ߆ࠄ᣿߽ࠅࠃ⟲

 ޕ޿ߥ

ߣߎࠆࠇࠊⴕ߇ᩕ㙃▤⚻ߡߞࠃߦߤߥ▤㥦⢗⚻ޔߪ႐วߚߞߥߣ࿎㔍߇ญ៨ข⚻ߒㅴⴕ߇⁁∝

 ޕ޿ߥߪࠬࡦ࠺ࡆࠛߥ⏕᣿ߚߞ޿ߣࠆߔᡷༀࠍ๮੍ᓟ↢ޔߒ߆ߒޕ޿ᄙ߇

CJD ࡠࠢࠝࡒਅᕈ⾰⊹ߪ޿ࠆ޽ᕈ⾰⊹ޔ߽ߡߒኻߦࠬ࠿࡯ࡠࠢࠝࡒࠆ߼⹺߫ߒ߫ߒߦㆊਛ⚻ߩ

߇ࠆ޿ߡࠇߐ↪૶߇㉄ࡠࡊ࡞ࡃ߿ࡓࡄ࠯࠽ࡠࠢߡߒߣ≯ᴦߩࠬ࠿࡯  ޕ޿ߥߪࠬࡦ࠺ࡆࠛߥ⏕᣿ޔ7
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Ω㧚ߩ∛ࡦࠝ࡝ࡊᖚ⠪࡮ኅᣖߦኻࠆߔᔃℂ␠ળ⊛ᡰេ�

�ޤޤ࡯࡝ࡑࠨޣ

• 䊒䊥䉥䊮∛䈱䉋䈉䈮ᄢ䈐䈭࿎㔍䈮⋥㕙䈚䈢ੱ䇱䈏䇮ᔶ䉍䇮ᖤགྷ䇮⧰ᖠ䇮ਇ቟䈭䈬䉕ᛴ䈒䈱䈲⥄ὼ䈭䈖䈫

䈪䈅䉎䈫ℂ⸃䈜䉎䈖䈫䈏㊀ⷐ䈪䈅䉎䇯㩷

• ᄙ䈒䈱ੱ䈲䇮ᤨ㑆䈱⚻ㆊ䈫䈫䉅䈮⥄䉌੐ታ䈮ะ䈐ว䈇᳇ᜬ䈤䉕ᢛℂ䈚䈩䈇䈒ജ䉕䉅䈦䈩䈇䉎䇯ᓥ䈦䈩䇮

ᔃℂᡰេ䈱⋡ᮡ䈲䇮ਇ቟䉇ᔃ∩䈱シᷫ䉇⸃ᶖ䈪䈲䈭䈒䇮ੱ䇱䈱ᔃℂ⊛ㆡᔕ䈱ㆊ⒟䉕ℂ⸃䈚ੱ䇱䈱

᳇ᜬ䈤䉕ุቯ䈞䈝䈮⡬䈐⪭䈤⌕䈇䈩⷗቞䉎䈖䈫䈪䈅䉎䇯㩷

• ੱ䈲䈢䈫䈋෩䈚䈇ౝኈ䈪䉅⁁ᴫ䈏ᛠី䈪䈐䈩䈇䉎䈫ᗵ䈛䉌䉏䉎䈫᳇ᜬ䈤䈏⪭䈤⌕䈒䉅䈱䈭䈱䈪䇮∔ᖚ

䈮㑐䈚䈩ᱜ⏕䈪චಽ䈭ᖱႎ䉕㓝䈘䈝䈮䉒䈎䉍䉇䈜䈒૗ᐲ䈪䉅વ䈋䉎䈖䈫䈲ᄢ䈐䈭ᔃℂᡰេ䈫䈭䉎䇯ฦ

⒳ᖱႎ⾗Ḯ䉇䇸䊟䉮䊑∛䉰䊘䊷䊃䊈䉾䊃䊪䊷䉪䇹䈭䈬䈱ᒰ੐⠪࿅૕䈱⚫੺䉅᦭↪䈪䈅䉎䇯㩷

• ᔃℂ␠ળ⊛ᡰេ䈮䈲䇮කᏧ䇮⋴⼔⡯䇮ᔃℂኾ㐷⡯䇮ක≮䉸䊷䉲䊞䊦䊶䊪䊷䉦䊷䇮ㆮવ䉦䉡䊮䉶䊥䊮䉫

ኾ㐷⡯䈭䈬䈱ㅪ៤䈏᦭ᗧ⟵䈪䈅䉎䇯㩷

• ᖚ⠪䊶ኅᣖ䈮䈍䈇䈩ᛥ䈉䈧⁁ᘒ䈏⇼䉒䉏䉎䈫䈐䈲䇮♖␹⑼ක䈮⋧⺣䈜䉎䈖䈫䈏ᦸ䉁䈚䈇䇯�

 

�ᧄޣ ᢥޤޤ�

㧔�㧕ੱᤨ߇ޘ㑆ߡߌ߆ࠍ⥄りߩജߢᔃℂ⊛ߦ⁁ᴫߦㆡᔕߊ޿ߡߒㆊ⒟ࠍℂ⸃ߒ⷗቞ࠆ 1, 2, 3, 4�

ᄢ䈐䈭࿎㔍䈮⋥㕙䈚䈢ੱ䇱䈏ᔃℂ⊛䉲䊢䉾䉪䉇ᔶ䉍䇮ᖤགྷ䇮ਇ቟䈭䈬䉕ᗵ䈛䉎䈖䈫䈲⥄ὼ䈭䈖䈫䈪䈅䉎䇯䈚

䈎䈚䇮䈾䈫䉖䈬䈱ੱ䇱䈲䇮ᤨ㑆䈱⚻ㆊ䈫䈫䉅䈮⥄ಽ䈱ജ䈪੐ታ䈮ะ䈐ว䈇᳇ᜬ䈤䉕ᢛℂ䈚䈩䈇䈒ജ䉕ᜬ䈦

䈩䈇䉎䇯৻⥸⊛䈮䈖䈉䈚䈢ᔃℂ⊛ㆡᔕ䈮䈲2-3ᐕ䈎䈎䉎䈫䈘䉏䇮ᒰೋ䈲ᄢ䈐䈭ᔶ䉍䉇ᷙੂ䈭䈬䈏⛯䈒䈖䈫䉅䈅

䉎䈏䇮ᷓೞ䈭∔ᖚ䈏⋡䈱೨䈮䈅䉎એ਄䇮ੱ䇱䈱ᖠ䉂䉇⧰䈚䉂䉕䈭䈒䈜䈖䈫䈲䈪䈐䈭䈇䇯ᓥ䈦䈩䇮ᔃℂᡰេ

䈱⋡ᮡ䈲䇮ᔃℂ⊛໧㗴䈱シᷫ䉇⸃ᶖ䈪䈲䈭䈒䇮䊒䊥䉥䊮∛䈮⋥㕙䈚䈢ᖚ⠪䇮ኅᣖ䈱᳇ᜬ䈤䉕ℂ⸃䈚䇮ᔃ

ℂ⊛ㆡᔕㆊ⒟䉕⷗቞䉎䈖䈫䈪䈅䉎䇯䈠䈱㓙䇮ᖚ⠪䇮ኅᣖ䈱⸒⪲䈮⌀៼䈮⡊䉕௑䈔䈩ੱ䇱䈱᳇ᜬ䈤䈱ℂ⸃

䈮ോ䉄䇮໧㗴⸃᳿䈮⿛䉌䈝䇮ᔶ䉍䉇⧰䈚䉂䉇ᷙੂ䉅ุቯ䈞䈝䈮⹺䉄䈭䈏䉌⡬䈒䈖䈫䈏ᦸ䉁䈚䈇䇯ᕆ䈇䈪∛

᳇䉕ฃ䈔౉䉏䉎ᔅⷐ䈲䈭䈒䇮᳇ᜬ䈤䈱ᢛℂ䈮䈲ᤨ㑆䈏ᔅⷐ䈫વ䈋䉎䈖䈫䉅᦭↪䈪䈅䉎䇯䉁䈢䇮ੱ䇱䈏ක≮

⠪䈮ኻ䈜䉎ਇḩ䉕ㅀ䈼䈢䈫䈐䈮䈲䇮ᔃℂᡰេ਄䈲䇮ᖚ⠪䇮ኅᣖ䈱ਇḩ䉕ุቯ䈞䈝䈮⹺䉄䈩ℂ⸃䈚䉋䈉䈫䈜

䉎ᆫ൓䉕␜䈜䈖䈫䈏ᦸ䉁䈚䈇䇯⴫㸍-1 䈮䊒䊥䉥䊮∛䈱ᖚ⠪䊶ኅᣖ䈮৻⥸⊛䈮䉋䈒⷗䉌䉏䉎ᔃℂ⊛⁁ᴫ䈱଀

䉕䇮⴫㸍-2 䈮ኅᣖ䈱ⷐᦸ䈱଀䉕␜䈜䇯 
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⴫Ωг�㧚ߩ∛ࡦࠝ࡝ࡊᖚ⠪ኅᣖߊࠃߦ⷗ࠆࠇࠄᔃℂ⊛⁁ᴫ 1, 2, 4�

㧨ߦ⥸ో∛ࡦࠝ࡝ࡊ㑐ߡߒ㧪�

• ⓭ὼ䈱⊒∝䉇ᕆㅦ䈭∛⁁䈱ㅴⴕ䇮䈅䉎䈇䈲䇮♖␹∝⁁䉇⹺⍮∝䈱䈅䉌䉒䉏䈮ኻ䈜䉎♖␹⊛䉲䊢䉾䉪䉇േំ䇮ᔃ∩㩷

• ᩮᧄ⊛䈭ᴦ≮ᴺ䈏䈭䈇䈖䈫䈮ኻ䈜䉎⛘ᦸᗵ㩷

• ⊒∝䈚䈩䈎䉌⸻ᢿ䈏䈧䈒䉁䈪ᤨ㑆䈏䈎䈎䉎䈖䈫䈏ᄙ䈒䇮⁁ᴫ䈏ᛠី䈪䈐䈭䈇䉁䉁∝⁁䈏ᖡൻ䈚䇮⸻ᢿ䈏䈧䈇䈢ᓟ䈲

ਇᴦ䈱∛䈪䈅䉎䈖䈫䇮ㄭ䈇዁᧪ᖚ⠪䈏ᱫ䉕ㄫ䈋䉎䈫䈇䈉䈖䈫䉕⍮䉌䈘䉏䈩䈱♖␹⊛䉲䊢䉾䉪䉇䇮䈠䉏䉁䈪⸻ᢿ䈏䈧䈎

䈭䈎䈦䈢䈖䈫䈮ኻ䈜䉎ਇାᗵ䇮ᙍ䉍㩷

• ኅᣖ䈱⁁ᴫ䈮ኻ䈜䉎ᔃℂ⊛ㆡᔕ䈮䈲ᤨ㑆䈏䈎䈎䉎䈏䇮䈠䉏䉋䉍䉅ᣧ䈇䉴䊏䊷䊄䈪ᖚ⠪䈱∝⁁䈏ㅴⴕ䈜䉎䈢䉄䈮↢

䈛䉎䇮ᔃℂ⊛䈮ਇ቟ቯ䈭⁁ᘒ㩷

• ∛⁁䈱ㅴⴕ䈫䈫䉅䈮ኅᣖ䈏ᖚ⠪䈫ᗧᕁ⇹ㅢ䈏䈪䈐䈭䈒䈭䉎䈖䈫䈮ኻ䈜䉎ᔃℂ⊛⧰∩㩷
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٤�䊒䊥䉥䊮∛⎇ⓥ⃰䈱䊖䊷䊛䊕䊷䉳 
http://prion.umin.jp/index.html 

٤�㔍∛ᖱႎ䉶䊮䉺䊷䈱∔ᖚᖱႎ䊖䊷䊛䊕䊷䉳 
䊒䊥䉥䊮∛䋨䋱䋩䉪䊨䉟䉿䊐䉢䊦䊃䊶䊟䉮䊑∛䋨CJD䋩 
http://www.nanbyou.or.jp/entry/80 

 䊒䊥䉥䊮∛䋨䋲䋩䉭䊦䉴䊃䊙䊮䊶䉴䊃䊨䉟䉴䊤䊷䊶䉲䊞䉟䊮䉦䊷∛䋨GSS䋩 
http://www.nanbyou.or.jp/entry/88 

 䊒䊥䉥䊮∛䋨䋳䋩⥌ᱫᕈኅᣖᕈਇ⌁∝䋨FFI䋩 
http://www.nanbyou.or.jp/entry/51 

٤�䊒䊥䉥䊮∛ᖚ⠪ኅᣖ䈱ᣇ䇱䇮䊒䊥䉥䊮∛䈱䊥䉴䉪䈱ਇ቟䈱䈅䉎ᣇ䇱䈻䈱䉦䉡䊮䉶䊥䊮䉫 
䋨䊒䊥䉥䊮∛⎇ⓥ⃰䊖䊷䊛䊕䊷䉳ౝ䋩 
http://prion.umin.jp/prion/counseling.html 

٤�䊟䉮䊑∛䉰䊘䊷䊃䊈䉾䊃䊪䊷䉪䋨ᣣᧄ䈱ᒰ੐⠪࿅૕䋩 
http://www.cjdnet.jp/ 

٤�CJD Support Network䋨⧷࿖䈱ᒰ੐⠪࿅૕䋩 
http://www.cjdsupport.net/ 

٤�Creutzfeldt-Jakob Disease Foundation䋨☨࿖䈱ᒰ੐⠪࿅૕䋩 
http://www.cjdfoundation.org/ 
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ᵗ䇮✬㓸⽿છ⠪ 㤥ጤ⟵ਯ䋩䋮2008. pp123-140䋨䊒䊥䉥䊮∛෸䈶ㆃ⊒ᕈ䉡䉟䊦䉴ᗵᨴ∝䈮㑐䈜䉎⺞ᩏ⎇ⓥ⃰䈱䊖䊷䊛

䊕䊷䉳䈭䈬䈎䉌䉻䉡䊮䊨䊷䊄น⢻䋩http://prion.umin.jp/guideline/index.html 

3. ↰᧛ᥓ⧷ሶ. 䊒䊥䉥䊮∛ᖚ⠪ኅᣖ䈱ᣇ䇱䈻䈱䉦䉡䊮䉶䊥䊮䉫.ᣣᧄ⥃ᐥ 2007; 65: 1447-1453. 

4. ↰᧛ᥓ⧷ሶ. 䊒䊥䉥䊮∛ᖚ⠪䊶ኅᣖ䈱ᔃℂ␠ળ⊛䉰䊘䊷䊃䉲䉴䊁䊛䈮ኻ䈜䉎⠨ኤ. ෘ↢ഭ௛⑼ቇ⎇ⓥ⾌⵬ഥ㊄㔍ᴦ

ᕈ∔ᖚస᦯⎇ⓥ੐ᬺ㩷 䊒䊥䉥䊮∛෸䈶ㆃ⊒ᕈ䉡䉟䊦䉴ᗵᨴ∝䈮㑐䈜䉎⺞ᩏ⎇ⓥ ᐔᚑ 17ᐕᐲ✚᜝䊶ಽᜂ⎇ⓥႎ๔ᦠ

䋨⎇ⓥઍ⴫⠪ ᳓Ỉ⧷ᵗ䋩. 2006. pp99-111. 
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䋨http://prion.umin.jp/guideline/index.html䋩䇯䈖䈱䉧䉟䊄䊤䉟䊮䈮ၮ䈨䈇䈩ᗵᨴ੍㒐䉕ⴕ䈉䈖䈫䉕ផᅑ䈜䉎䇯 
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䊒䊥䉥䊮∛ᗵᨴ੍㒐䉧䉟䊄䊤䉟䊮䋨2008 ᐕᐲ 䋩 

╙ 1 ┨ ✚⺰ 

╙ 2 ┨ 㕖ଚⷅ⊛ක≮ⴕὑ䈫⋴⼔䉬䉝 

╙ 3 ┨ 䊒䊥䉥䊮䈱Ṍ⩶ 

╙ 4 ┨ CJD 䈎ุ䈎ਇ᣿䈱ᖚ⠪䈱䊊䉟䊥䉴䉪ᚻᛛ䈮↪䈇䉌䉏䈢ᚻⴚེ᪾╬䈮ኻ䈜䉎ಣℂᣇᴺ 

╙ 5 ┨ ᶖൻ▤ౝⷞ㏜ᬌᩏ 

╙ 6 ┨ ⣖␹⚻ᄖ⑼ᚻⴚ 

╙ 7 ┨ ᱤ⑼ᴦ≮ 

╙ 8 ┨ ⌒⑼ᴦ≮ 

╙ 9 ┨ ᢛᒻᄖ⑼ᴦ≮ 

╙ 10 ┨ ೬ᬌ䊶∛ℂᮡᧄ૞⵾ 

╙ 11 ┨ ୶ℂ⊛໧㗴䈫ᔃℂᡰេ 

╙ 12 ┨ ␠ળ⊛໧㗴 

ઃ㍳ 䊊䉟䊥䉴䉪ᚻᛛ䈮↪䈇䈢ᚻⴚౕེ䉕ળ䈜䉎 CJD ੑᰴᗵᨴ੍㒐䈮䈧䈇䈩 

 CJD ੑᰴᗵᨴ੍㒐䈮㑐䈜䉎ኻ╷ᬌ⸛ળ 
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ᬌᩏ䉇䊒䊥䉥䊮Ⱞ⊕ㆮવሶᬌᩏ䉕Ꮧᦸ䈘䉏䈢∝଀䇮ᗵᨴ∝ᴺ䈮ၮ䈨䈒ዯ䈔಴䈏䈅䉍ਥᴦක䈏⸻≮ᡰេ䉕

Ꮧᦸ䈘䉏䈢∝଀䈏 CJD 䉰䊷䊔䉟䊤䊮䉴ᆔຬળ䈮⊓㍳䈘䉏䉁䈜䇯࿾ၞ䈱 CJD 䉰䊷䊔䉟䊤䊮䉴ᆔຬ䈫ฦㇺ㆏

ᐭ⋵䈱CJDᜂᒰኾ㐷ක䈏⺞ᩏ䉕ⴕ䈦䈢ᓟ䇮CJD䉰䊷䊔䉟䊤䊮䉴ᆔຬળ䈮䈩⸻ᢿ䈏ᬌ⸛䈘䉏䇮䈠䈱⚿ᨐ䈏

ਥᴦක䈮ႎ๔䈘䉏䉁䈜䇯 

䊒䊥䉥䊮∛䈱⸻ᢿ╬䈪ᡰេ䈏ᔅⷐ䈭ᤨ䈲䇮ਅ⸥ CJD 䉰䊷䊔䉟䊤䊮䉴ᆔຬળ੐ോዪ䈮䈗⋧⺣ਅ䈘䈇䇯 

ㅪ⛊వ 䋺 CJD䉰䊷䊔䉟䊤䊮䉴ᆔຬળ੐ോዪ 

᧲੩ක⑼ᱤ⑼ᄢቇᄢቇ㒮කᱤቇ✚ว⎇ⓥ⑼㩷 ⣖␹⚻∛ᘒቇ䋨␹⚻ౝ⑼ቇ䋩ಽ㊁ 

䇾113-8519㩷 ᧲੩ㇺᢥ੩඙ḡፉ1-5-45 

TEL䋺03-3813-6111 㩿ౝ✢7254㪀㩷 FAX䋺03-5803-0169 

E-mail : prionuro@tmd.ac.jp 

http://prion.umin.jp/survey/index.html 
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ㅪ⛊వ 䋺 CJD 䉟䊮䉲䊂䊮䊃ᆔຬળ੐ോዪ 

᧲੩ᄢቇᄢቇ㒮කቇ♽⎇ⓥ⑼㩷 ⣖␹⚻ᄖ⑼ቇ 

䇾113-8655㩷 ᧲੩ㇺᢥ੩඙ᧄㇹ 7-3-1 

TEL䋺03-5800-8848㩷㩿⋥ㅢ㪀㩷 FAX䋺03-5800-8849 

http://prion.umin.jp/survey/index.html 
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䊒䊥䉥䊮∛䈱↹௝⸻ᢿ䈱ᡰេ䉕ⴕ䈇䉁䈜䇯㩷㩷

ㅪ⛊వ 䋺 ጤᚻක⑼ᄢቇ කᱤ⮎✚ว⎇ⓥᚲ㩷 ⿥㜞⏛႐MRI⸻ᢿ䊶∛ᘒ⎇ⓥㇱ㐷 

䇾020-8505㩷 ጤᚻ⋵⋓ጟᏒౝਣ19-1 

TEL䋺019-651-5111 㩿3660䇮3733㪀 FAX䋺019-622-1091 

ㅪ⛊వ 䋺 ᓼፉᄢቇᄢቇ㒮 䊓䊦䉴䊋䉟䉥䉰䉟䉣䊮䉴⎇ⓥㇱ ᡼኿✢⑼ቇಽ㊁᡼኿✢⸻ᢿ⑼ 
䇾770-8503㩷 ᓼፉ⋵ᓼፉᏒ⬿ᧄ↸ 3-18-15 

TEL䋺088-633-9283㩷 FAX䋺088-633-7174 
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ɿŬņľʹʴ̀̒˛̗ƕʻțġ˓Ęđʦ˅ʨʒʄ

Ƀǒ< ̥ ɚÅ¡­b­ɍʄ òĽIªȔĹ­ě² 

ʖ852-8523ʄ ɚÅƨɚÅÈ�Ĵ1-12-4ʄ ɚÅ¡­b­ɍʄ �ƴń8F 

TEL̥095-819-7059ʄ FAX̥095-819-7060 

E-mail : satoh-prion@nagasaki-u.ac.jp  

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

ʄ
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̀̒˛̗ȃƝɋ"ªņľʹʴ̀̒˛̗ƕʻțġ˓Ęđʦ˅ʨʒʄ

Ƀǒ< ̥ ĸ`¡­¡­ɢb­ǋưƿƹʄ ƕóƷǐ­Iɓ 

ʖ980-8575 ʄ ³�ƨ�rÈɲȀaĨɥƍ 2-1 

TEL̥022-717-8147 ʄ FAX̥022-717-8148 

E-mail : kitamoto@med.tohoku.ac.jp 

http://www.prion.med.tohoku.ac.jp/ 

ʄ
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Ƀǒ< ̥ ĸ`¡­¡­ɢb­ǋưƿƹʄ ƕóƷǐ­Iɓ   

ʖ980-8575 ʄ ³�ƨ�rÈɲȀaĨɥƍ 2 -1 

TEL̥022-717-8147 ʄ FAX̥022-717-8148 

E-mail : kitamoto@med.tohoku.ac.jp 

http://www.prion.med.tohoku.ac.jp/ 
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̀̒˛̗ƕ̝ʈ̞˟̕˖˯˾˘̓˲̍̚ˣ˿ƕ̝CJD̞ 

CJDƕŚʻȔȣ̝�ǷMƉǣyʡ̞̥http://www.nanbyou.or.jp/entry/80 

CJDțġ̩şƚĆɕ̝bƚÞ�ǣyʡ̞̥http://www.nanbyou.or.jp/entry/240 

CJD FAQ̝ˌʟʗˏȮ�ʶ�ǆ̞̥http://www.nanbyou.or.jp/entry/385 

̀̒˛̗ƕ̝ʉ̞ˢ̓˧˲̗̇̚˧˲̕˖˧̛̑̚˥̌˖̗˜̛ƕʅGSSʆʄ

GSSƕŚʻȔȣ̝�ǷMƉǣyʡ̞̥http://www.nanbyou.or.jp/entry/88 

GSSțġ̩şƚĆɕ̝bƚÞ�ǣyʡ̞̥http://www.nanbyou.or.jp/entry/247 

GSS FAQ̝ˌʟʗˏȮ�ʶ�ǆ̞̥http://www.nanbyou.or.jp/entry/386 

̀̒˛̗ƕ̝ʊ̞ǵŖêµĤê�ƪƖʅFFIʆʄ

FFIƕŚʻȔȣ̝�ǷMƉǣyʡ̞̥http://www.nanbyou.or.jp/entry/51 

FFIțġ̩şƚĆɕ̝bƚÞ�ǣyʡ̞̥http://www.nanbyou.or.jp/entry/213 

FFI FAQ̝ˌʟʗˏȮ�ʶ�ǆ̞̥http://www.nanbyou.or.jp/entry/387 
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BSE bovine spongiform encephalopathy ࠙ࠪᶏ✎⁁⣖∝ 

CJD Creutzfeldt-Jakob disease Creutzfeldt-Jakob ∛ 

CWD chronic wasting disease ᘟᕈᶖ⠻ᕈ∔ᖚ 

dCJD 
dura mater graft associated Creutzfeldt-Jakob 

disease 
⎬⤑⒖ᬀᓟ Creutzfeldt-Jakob ∛ 

DWI diffusion weighted image ᜛ᢔᒝ⺞↹௝ 

FFI fatal familial insomnia ⥌ᱫᕈኅᣖᕈਇ⌁∝ 

GSS Gerstmann-Sträussler-Scheinker disease Gerstmann-Sträussler-Scheinker ∛ 

PPS pentosan polysulfate ࠻࡯ࠚࡈ࡞ࠨ࡝ࡐࡦࠨ࠻ࡦࡍ 

PrP prion protein ࡦࠝ࡝ࡊⰮ⊕ 

PrPc cellular prion protein ᱜᏱဳࡦࠝ࡝ࡊⰮ⊕ 

PrPSc scrapie prion protein ⇣Ᏹဳࡦࠝ࡝ࡊⰮ⊕ 

PSD periodic synchronous discharge ๟ᦼᕈหᦼᕈ᡼㔚 

RT-QUIC real-time quaking-induced conversion ⇣Ᏹဳࡦࠝ࡝ࡊⰮ⊕㜞ᗵᐲჇ᏷ᴺ 

TSE transmissible spongiform encephalopathies વ᠞ᕈᶏ✎⁁⣖∝ 

vCJD variant Creutzfeldt-Jakob disease ᄌ⇣ဳ Creutzfeldt-Jakob ∛ 

WHO World Health Organization ਎⇇଻ஜᯏ᭴ 
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