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2) SSPE 

��SSPE$BeU8^cE ŋÃĥÓdĉħƄ5

�£$ SSPE$¶Ó#�	�%�2007À#Ő54

�BeU8^cEuŵ$ÐŇ��$ěĊ�hã

��3�r¡�5 À'2# SSPE ÐŇ$¶Ó#�

	�fĀśñ�0&nĀśñ6BeU8^cE

śñ ��Ő	��$Ţkŷŕľî6ª���

�¼�ÑČ�Ůè��Ĉ��+��ĚµĤÐĉħĮ

ĶmùIeG6Ġ	��SSPE $ĨĞěĊ6Ŕí

���®ġ��ĲĽ$=`C9Z|³Ï$C?L`

vŦ#Ųi�3 visinin like protein�VILIP�-1$ŏ

đ�0&ƁĐkēÅ#�	��J`A��£
1

Þ{�4� SSPE ÐŇ$÷y�ŏđ 18÷y�ƁĐ

20÷y� ºėŅ�ŏđ 26÷y�ƁĐ 15÷y�#

�	� ELISAċ�÷Ŗ���ůŝ½�¾»ƃ�SSPE

Ŋ#,143G9�ŷy$ÈÔ#G9Ŏĩ 

apolipoprotein E�Apo E�$ĬozĠ�Ųi�3�

ŉÏ��3� 
1�âêq$ SSPEÐŇ�0&

ºėŅ$ Apo E Ũv²$ SNP genotyping6Ő�

��ø���́ ���îĪ"_OQ_cĉħċ6į

ķ��3�-#��4+�#_OQ_cĉħ6¶

á��áŗ#º�7c@eJśñ6Ő	��$´

�Ï��î�æ¸mŞ�ĉħ#w
�żĔĸ#�

	�÷Ŗ���Ŭë�� 

��SSPE$�²ĥÓŔã ĉħċŰĨƄĲĽĻň

($Òð/ĥ�Ï#��3 SSPE 98`Eó$ F
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ĩÿĽ�õ$¹Ğ4Î/
#�1�+#�ýíO

;A[#ę)ŀ5�NQ<WBGY�H�Ňi��F
Ňi�4�ŜĘĠ#«u��ĘĠĪ�4śµŎ�

İ§��Ī�ġ�dŅ�� FĩÿĽ4>[F�1
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7W@ŊïÛ$ FAYK;Ľ#«u���2�2

$�õ87W@Û$ĘĠĪ�å·��/#�    
�2/$�õ F AYK;Ľ H AYK;Ľ $     
āckð#�	�ßĲ����ñ�� MV Fĩÿ4     
TB[L#ÊįPMBF4�¼��MV �&      
SSPE 87W@#©�1�âÀ{}×#       
�	� MV�Edmonston Û��.& SSPE 87W@

�Yamagata-1 Û��H[FQ8@# Yamagata-1 Û
4ºØ���~ê¥ŝTDW4ð	�Ķn��

�ĘĂ�� 
 
3) PML 

��PML $?[O7UY@ Ħ¯ù»Zãûţ 

PML$ĵÉ#�	�% CSF4ð	� JCV=IS
DNA$ PCRßÚ�Ñð��1��ĐºØúăĎ
¾#�	�ŁŃ·�.&¤ŋ·�oŚ·#�	�

t2�¤ŋĀV6WA7S PCRßÚĕ4ąĐ��
JCV ßÚ4f��3��$ PML $?[O7UY
@4ī���ĮÝ��2011 ® 11 Ð
/ 2012 ® 8

Ð(�#��ĐºØăĎ¾' CSF JCV�PCRßÚ
mŚ$��� 7 úl�Şç` JCV�PCR Ŕ·l�#
Œ��úì�ôs�ßÚ��Ćø¸�Ĩ|ĸý�

�4`¶#ßĲ���\æ��2011 ® 11 Ð
/
2012 ® 10 Ð(�#���2� PML $ĵÉZã
û#Œ�1ĻÈ4ßė���ŖĒ�� 

��PML $y�ù»ıÎ ãûäŐýţPML % 
JCV�bďľĥĘĠ#ºØ��Şŗ¬�4ĸ«�
�ýú�1�ºØ��bďľĥĘĠ$ģ�Ü#%�

Üvj4�+1 JCVªuj�ºØzÒ#%FCE
ì$ªuj�dot-shaped inclusions�, ���FC
Eìªuj% JCV � PML-NBs�promyelocytic 

leukemia nuclear bodies�#ŕč�°¼�21���

��JCVªuj°¼ņċ#��1 PML-NBs$°
»��4İ§���£½-���JCV$ Large T Á�
�TAg�%87W@$ĭĬ�ĿxĺĔ4ī
ÍÒA
YK;Ľ��0�p53- pRb"!$üÀ{Ňi�
AYK;Ľ ě���ĘĠ�â4ĸ«�1�JCV
$ TAg #ëõĀ" C Ôđř�$àġ4Î/
#

�1�+�CÔđř�$�õj4k¼� TAg$à
ġ4ıÖ���è��Methyl CpG binding protein 
2�MeCP2�% DNA MXT[A[ř�$Ŀx4{
´�1y���0�PML Ģ�% TAg �ýí��
	1bďľĥĘĠ#�	� MeCP2 ýí�� � �
ķ+/21�MeCP2 ýí� JCV ºØ#Œ_�1

�ġ·��0�in vitro $ĕ� JCV TAg #.1
MeCP2 $MXT[A[å·�.& MeCP2� � �
ýí$±Ř4ßĲ���ŏ­š�ĘĠwňĖ

Poly�ADP-ribose�polymerase 1�PARP-1�œ¦|�
�1 3-aminobenzamide3-�AB�$ JCV �âÀ{}
×4ĈĚħĘĠģòÕ$ IMR-32ĘĠ JCVÃĜ

ºØĘĠ��1 JCIĘĠ4ð	�ßĲ��Š�a
�š� 
 

4) ĵû:7FU7Y$Çrē 
� 3 ©ļø¸�2�2$yĉh#�	�ĵû:7
FU7Y$Çr#����0ę)ē4ī��� 
 


���������

¸ğ4©ļ �1Ħ¯ăĎ�ĵÉ�ãû�Ňi

�ıÖēš�ö¢ăĎē#�	�%�Ëĳ$qî

¨Ú��h$¿ķ��2#���ĹÎ �¹4³
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ê¥ŝ#Œ��%��Ëĳ$ÄŌ#���~ê¥

ŝ��hē$¿ķ4³�]�ăĎ4¥Ë��� 
�
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1) MV9Yù 
��MV9Yù$?[O7UY@ Ħ¯ù»ţ

2012 ® 9 Ð(�#v 3664 g4ĺÚ��1894 e
�óţ810e��ţ1084e�4MV9Yù ķ¤�
��ł®%®ő 150-160l$ýú��1�þō¸
ğ$wĴ%¡ý· CJDţ1452 e�77%��Ňi·
CJD�genetic CJD�ţ270e�14%��ĄĤĊÞá4Ñ
�1 CJDţ81e�4%š��õ� CJD�vCJD�ţŢe
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{sŎġĀ�C?�_èÈ÷Ě�Lyodura®��ý
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Į½�)�`��{sŎğðĲ,V«� A� Øó
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`��tÎ,Ĥ��nĭ��í® 5 `�Ľ[® 3
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��FL2Pë�Į½Ú�łíŘÁÆë�Į½Ė

�j)� MRI DWI�ĈÃï�w�ĨÊ�éiĊ
ĩĨÊµÚ,¬ç��ĈÃï�w�ĜvÎpFO

5KI,¾��łí���qéi���¾��ë

��pã��Œb|����ë��Ýĸ��^b

|���Âô�ºp�(������� 
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ĈļV H-FABPß§�č tauß§�Ķ\���v
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å,İ#��!��FKR4</F� PrPSc�Ø

ó,ú�FKR4�÷ĚýÍ© CJD Ę, seed �
���~�seed�Ľ[��� 129M/M��(�$
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ģÌČĔ¢�Ö 
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{��ĸ25�ú)ĉĆÏ�ö¯�$�4{�+

ŀ025(��	őĆ¹�Jabbour �Ţ)14ą

Ú�ů� Ú 2��� Ú 1�7Ř�}�� � Úl

^*ŌĲt�
ņpŚ­ħŚ­ĕěů2ě* 1�

1&`Ô* 1�7Ř�}��×ő¹%�4 1ě*

ŀ¬��Îţ[��ûÅůĚ 3�* 2%ĞĘáŤ

7Ĳ��Ě 3�* 1%ðĘ�œ7ÒĲ�5�6�

* 1%i²��Ęþ��×ŉ*ĞŎů¥�*Âħ

%ÆÀĤ½ŌĲÀ�
ĈŤûòů-&8'*Âħ

��«ĈŤa��ñĈóů¥�*Âħ+:EPV

KCZ�1,:ZF\O<YZ*ñĈ7Ŏ�)

Ĳ!$����VLMVZ)"�$+sāt�ŗ

25$��� 

� ú¬ĄÂñĈČĔeæH\F7ā�� SSPE*

ĉÿûò*ĺÝ%+��Ĉ�ĠħĿÈÍħÏ+

2000Ű2011 ·¹)��$ 84Ű104 t*ę�%�

!��ÈÍħ*� �2001Ű2011·¹)�įñp

%|��5�Ćt*Į¸ŃàxiďH\F)1

4&�1980·lŖ+î·ĉąħ�ŀ025�1990

·kŰ2000·k�ş)+ 8Ű9t*ĉąħ�/2

5�·��!��ĉą·ũ*a¦y+ 11 ë�ŧ

ăĥÂ·ũ+}t� 6 ël_%�ŧăĥÂ�2

SSPEĉą.%+¶  11.4·�2Ű26·�%�!��

41Ū+}Şj�*¿ķ(ûÅ%*�«ĈŤ%�

!��ĻŁŚ­��Ĩō�Ś­�êĲŚ­�ċĊ

ŊĲ�°�+v§Đ�ĖĢ»hŌ('� 90Ūl^

*Ŧü)ŀ025�ŨĭáŤ�4�+ĩć�3*

ħ+ 67Ū�i²���7ā�$�4ħ 20Ū%�

!�� 

� VILIP-1 * SSPE ıõ�1,ťôaø¹*ĺÝ

%+�SSPE Âħ*ıõ�1,ťôa* VILIP-1

ø¹)��$®ùĦ&*Ŕ)ÙÃ³7ŀ0(�

!�� 

� Apo E*Őn©¡*åĽ%+�ApoE*� allele

�1, genotypeŠ¹) SSPEÂħ�1,®ùĦŔ

%ŏ�7ŀ0(�!�� 

� SSPE )®�4VLMVZñĈ*9Z@\IŃ

à%�ė�¾25� 21Òľ*Âħ 25�)"�$

åĽ���VLMVZ)14¶ ñĈÚŔ+ 3.5

·�Ň´+ìg� 4 t�aé[ĝc� 14 t�ñ

Ĉ7ġĲa� 7t%�!��10t)��$q2�

*�Þ�ŀ025��ĥąÚŔ)12��DA9

�o�~)VLMVZñĈ7œ¨%�4&�ïň

Ċd¼�İ�{�)�!��1 ëÛ÷%ŧă)ĥ

Â�$�4Ćt%+�ñĈœ¨.%*ĥąÚŔ)

12��ú)d¼`İ&(!$����*ñĈ)
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ĘÈĆĐ��Ñ 

r
ÔªjĻ����Ĕħ¿ŐĢë�Ĭ�se�

,25�� 
� SSPE#�¦ûÃıÐ�äþåņÿœċĖĔĜ
'#ÂØ0û�¿"��4 SSPE 98\BÚ# F
ĪĀļ¡÷#ÁĚ#Ýĳ�$�SSPE ÀěõÖ#
őù98\B�MV�Ú"�%�%Ķ.254 F Ī
Āļ#¡÷$�FĪĀļ#Ģī�ĝ7lŀ��4

���Ċ�5���52#¡÷7/� FĪĀļ7
Ô�4ĕÊ� MV$�OHċĖĔĜÚ7�-�«
tŉ¿ĔĜ"ÂØ��ĔĜī�7Ľ����/

"��iMVBDb"ċĖû�¿7Ċ��� 
� SSPE98\BKobe-1ÚõÖ#¡÷98\BÚ
#ĔĜī�ç¿��2"�¡÷ FD_N>ļ� H

D_N>ļ�#ăkuô"�	�Ýĳ����

6�SSPE 98\B# F D_N>ļ$őù98\
B#�5"ã(�13»	ĔĜī�ç¿7Ċ�

����& FD_N>ļ# G301W¡÷őù98
\B$�SSPE 98\B F D_N>ļ7ÿñ�4
ĕÊ�98\B��Ď¸#»	ĔĜī�ç¿#

 »7Ċ����Y398H ¡÷�I62T ¡÷�&ï
Ô# frameshift ¡÷7Ô�4ĕÊ�őù98\B
/gĒ¸#ĔĜī�ç¿# »7Ċ����cÍ�

FD_N>ļ#G401E¡÷"13ĔĜī�ç¿$
Ĩ��êº��G301W ¡÷0 Y398H¡÷"14
ĔĜī�ç¿# »$ G401E ¡÷#~§"13

=Y_C\�54���ĔĜĮŌ# F1D_N>ļ

c¨ń��3#ĔĜī�ĝ#ãç¿$ G401E ¡
÷�$s��Ŀ"�G401E+G301WEQ\¡÷0
G401E+G301W+Y398HH[R\¡÷�$ SSPE9
8\B F D_N>ļ�)*�Ď¸" ���	
4��! 7Ķ.�� 

� MV FĪĀ7XFbP"ÌİTRFI7�Ä��
MV �& SSPE 98\B"¬�4 âÅ��×"
�	�Ĵy����Ä��TRFI#
�

Eomonston Ú"¬�4 EC50$ M1�M1EK�M2�
M2EK��5�5 0.03±0.01�0.10±0.02�0.12±0.04�
0.10±0.07�8M; mean±S.D.��)*�Ē�����

Yamagata-1 Ú"¬�4 EC50$ M1�M1EK�M2�
M2EK� VeroĔĜ�1& Vero/SLAMĔĜ7�5
�5"�	� 0.01±0.01�0.12±0.05�0.26±0.17�
0.05±0.03�1& 0.01±0.01�0.17±0.02�0.48±0.22�
0.02±0.01�8M; mean±S.D.������CC50$�(

�#TRFI� 1008M od������î©ŏ

�$ M2EK Æfę"�	�ÔÁ!ó§ÕŇ#¹

Ņ�ğ�#98\Bń#ê¯7Ķ.�� 
 
3) PML 

� PML#@bS8Z_B�ĥ·ûÃaäþœJCV
# PCR ÝÙ7n��@bS8Z_B�$�2012
µ 10 Óñ�+�"�Ĳ 809 p#ÝÙ7©Î��

76�# PMLÀě7ĈĶ���2007µ¸
2# 4
µŇ�$�PML $ĬèúÀ�1& HIV ÂØü7
Ô�4Àě7g½���ÿó��	���cÍ�

Ăľ 1 µ 7 `Ó�2011 µ 4 Ó
2 2012 µ 10 Ó�
"��4ĹÙė×�$�Ħ²|øúÀ/��$Ĥ

�čÜá7Ô�4Àě"��4 PML � �{�

"�4���Ð2
"!���+��ß�!ďŎ

#�ĉúÀ7Ô�4 PML Àě"�	��¥¿#
��� ���	�� 
� 2011µ 11Ó
2 2012µ 8Ó+�"ÿü�� 7
x$ö¿ 3x�¥¿ 4x��´� 50.7à�üð$
7xg 5x�71.3Œ��ÁĺĶąŊª�4x�57.1Œ�

�ìőý�3x�42.8Œ��¤ĸ�2x�28.6%��Þ
ōŊªaéŃġ�­lŀaÉ�a®ğüð7Ķ.�

ğ MRI d#û¡�³$�}x±�ŋ¬Č¿��
£ğĀļ� 7x�100Œ��®ğĀļ� 3x�42.8Œ��
ğ¶Ń� 2x�28.6Œ���3�CSFÝÙ�$ĪĀ
 �7 5 x�71.3Œ��ĔĜ �7 1 x�14.3Œ�"

Ķ.���ĉúÀ$ AIDS 3x�A:b?]_ü
zę�SLE�FYb?BHZ9Büzę��ÿ¿
U>^?^Q[_Ĭü� 1x��3�Ï�įÂØ
ü���@8HW<^98\B�v7 4 x
�57.1Œ��ĄħÂØü�v7 1 x�14.3Œ�"Ķ.
��ķÿĩ��$�R]IK_wô 3x�;_I

=@_wô 2x����� 
� Òľ 1 µŇ# PML "ň�4���$�¢ÿ¿
ć�ü"¬�4 natalizumabäþ"�v�4 PML
"�	�ĵĔ!���Ë¢��í�5�ûÃ#ò

ı�é+���WP^=_"14 PML äþ#Ô
ô¿#Ĵy$+�¨+��	!	��PēĪĀļ

#łq¦¢�"14�¾¿#Ł	#�ĝ¿7Ċ

��4GbD����m¼#°ņ�æā�54�

+��Ì�" brentuximab "14XL>^bJ\
Çt PML#������� 
� PML#�¦ûÃıÐ�äþåņÿœPMLğ�
$�hđĽģĔĜ#ÛĠ£$ĞŐa¡¿#ŀĭ"
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ĩÆđě��Ø 

h�ũĺ��.���Ģİ�ÜŜœļČ ċý!

âťĚ�º�����.���~ŀĢİ SÜ�ċ

ý�. PCNA !�JCV ¿áĢİ ðŐč«�â

�âťĚġ 30 mm2��Ş¼��-�SÜŰG2Ü�

ċý����. cyclin A !��â�âťĚġ 70 

mm2��Ş¼��.���JCV VP1 ļČŞ¼Ģİ

!�PCNAVcyclin A�XĶ��`­¼ âťĚG

W92Ĕ����PML-NBs!�«�â�âťĚġ

30 mm2��!ď¶ġ 0.2 mm  Ũğû����â

�âťĚġ 70 mm2��!ď¶ġ 1.0 mmeZ `ë

v�RU:û�Yëv�þû çŒ2Ĕ����

ŏņuũ¹ř�SIM��Ņ©�.��JCV VP1ļČ

!��� PML-NBs  �s�ŠĚ��
-�ţ¢

ũ¹ř�)��/�Đ²�. JCVğ¢ RU:û

Ŗ�2Ĕ����ēŋ�/�� 

� JCV  TAg  êı2 C ÝĜŧ� �ąj2k

Á�ņß��ĥà�JCV  TAg C ÝĜŧ�!

�Ó LR6WM54S?��. SV40 TAg�

ą�-�p53  @UF9Ŏqū2ũĺ�Ä��.

����Ö���&��� ŧ�! JCV;DOł

Ł2pŔ�.���Ö,������ 

� JCV Tag � MeCP2  HTPW@Wô¼
+#

MeCP2ċý��%�µŦ2åň����0�JCV 

TAg �+- MeCP2 HTPW@Wô¼!ZÕ�.

�)Ŝ1,��mRNA
+#@UF9Ŏċý b

Ŕ!ŋ(��HTPW@Wô¼� mRNA 
+#

@UF9Ŏċý�^š�ŋ(,/�� 

� PARP-1ŝ§���. 3- AB JCV�îÄ��

à2ĕĤĸĢİĳăÞ IMR-32Ģİ� JCVÇħ

¿áĢİ��. JCIĢİ2Ă��åň����0�

DNA replication assay� JCIĢİ2Ă��ŚÜś

�Ŭ ĥà�,�3-AB�+- JCV łŁ�Ä�

�/.���54S?āĀ�i[�.���

IMR-32 Ģİ{ PARP-1 ô¼�i[���.�

��Ö,������ 
 

4) ŉĊ74BQ4U Îtĝ 

� 3ªōć½�/�/~Ėg��ŉĊ74BQ4

U Îtĝ�����-ģ'2Ľ����PMLŉ

Ċ74BQ4U 2013��¥Á��®Á 25¯ 1Ú

�«|¢���ċ����,�đěüKWOJW

>ŭhttp://prion.umin.jp/ŮZ�yĿ���HR6U

Ĉ����!��HR6UĈŉĊ74BQ4U

2013� īŠkæ�ŔĽ��īŠ¡�g�
�.

ňŌ Z�ÌŇkæ2Ľ��®Á 25 ¯±]�ċ

� _¦�����3>3 ®óHR6U=UL

>5O�®Á 24 ¯ 7 Ú 29-30 Ô�éõ�2·Ë�

��SSPE ����!�ŉĊ74BQ4U ÌŇ

kæ�ŔĽ��� 

 
�����

1) HR6UĈ 
� HR6UĈ <WI4QU?�ĵ°ĈÀů 
1���!HR6UĈ ½įÍ���¯ś$

% 150-160l����/��.�BSEŜœ �ą

� CJD! 2005¯�ŉÐ�/�Ĺ�÷�ì �.

Xl '��.�Yamada et al. Lancet 2006Ů�XÒ�

ĒĴėä· CJD!�ő¯�̄ ś 5le[�Éė�

��.)  ċĀ�ħ��
-�1�� ĒĴl

144 l!\Ąxj 217 l 2/3 ���.�1980

¯d�" Ãľ�Ù)E4R?9��-�øfÜ

ś� 30 ¯ l��.��2Į	.��¬���

) 2010¯d!�c·)ĒĴėä· CJD ½į�

Ħħ��ċĀ�.���_¾�/.� 

MM1 �£ċ¼ CJD  �ĲĎŎĈ� åň�
!�H-Eáķ '��¦�ı� 6ïş �ĲĎŎ

Ĉ� ?AW>2Êã����ĲÑĎŎ ?AW

>�,ċĉ×Ü*xĤŕ�ía× ĵ°Âń�Ĳ

Ř2�.Ę±É¦�ı��.�»1/��ÅHR

6UļČwĆáķ áķ¼!KSMRU�¦Ü

ś*ù±�8ŗ}ÿ Ûú*}ÿ×ś��}ĭ 

�ŗù±�XëÅj ęŪĝ�+.µŦ��
��

�ĉlś� ðŐ�Ţ���Į	,/�� Ğn

�?AW>U:Òò!Ĉÿ¤čŊm èö� 

�(�ÛĂ��.� 
� GSS A117V¨Ġ åň�!��´�ĵ°ĉr�

�	�PrP 3NT4BÏ ³��ĲĎŎ ĕĤĪ

Ĩ�ñ�� PrPŞ¼Âń�Ö,������ĕĤ

ĪĨ�ñ�� PrP Ş¼Âń!�ĲĎŎ apical 

dendrite �Èħ�.=CH?�
�. PrP ĻĚ�

Į	,/��/&�������A117V�ą*3

NT4BÏ³Á� Ŝoĝ����c· åň

2Ń�.� 

� ĒĴėä· CJD !�zč� CJD  Ĉu2Ĕ�

z�l�ŤHQW9���ðŐčĬ¸�ŔĽ2Ĕ

�Ťz�l�HQW9���~�,/.�ĒĴėä
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ĢÊďė��Ù 

ŗe!Ĭ¶Ĉý!%Ŝŏ4*1!�u�i�ţM

SX=��Ĥ$�	��EWG[ēäĤ Īµ-

®ĪŠ«4đ��1Ĉý� �Ł+/2�PrPSc

�ēäú.0\áĒĞě$ČÌċ$Ő±���

!�đ��21�YÓ�ţu�i�MSX=��$

�	�&��%.
#Ŝŏ&ķ	��2#
���

�%ğà&ţu�i�MSX=�� &ēäŗe

$Ŝ3/�ŐĴÁ%ő�¡ńĈý4��1i�

 	!	
Ĭ¶ċĞŨ$�Į�1�MT9W%ã

$.���MT9W%cÐ%»¹�Ć#0��%

ğà�Ĭ¶Ĉo$,œ	�ā�1�ĩÁ�ĥ�/

21��û©ŨRFU &�Yį$&MT9W�

ĪvÌĕ�2�ŗe
/ć��Ő±��	��

!�ļŋ�2�	1��_½�ĕ�%MT9Wã

 ðŊåĻ�1¾Ķ��1� 
Đīēä½CJD% 39íi%Ī$ PrPSc'
0 

#��A� ñĎ4Ł+��Ŏ³�30ía %Ī(
% A� ñĎ&æ+�Ĕ �1�Üi%Ī(% A�
ñĎ&�Ĕ &�1�ĭøĞŒ$.1�ĩÁ�PrP

wš� A� wš4nŐ���ĩÁ�cross seeding�
%�ĩÁ,�1��Đīēä$.1 A� wš%c
Ð%�ĩÁ4�¨xÝ#	�20í� Ŧİ# A�
ñĎ4Ł+�Đīēä½ CJD i�9XBGT6

/���2�	1�Preusser et al. J Neurol 
Neurosurg Psychiatry 2006��ĲĊ misfoldingćtg

$�	�MT9Wćŧd%cÐ���0
1�

ĩÁ�"prionoid"��ËÏ�2�	1�_½�ďėÿ
 &�Đīēä½ CJD Ñi$�	��A� wš
%cÐ%�ĩÁ$�	��¥ĉÁ CJDĘ%¬ùĤ
4Ľ¨�t�ĸê%ďė4Ĵ
� 
3�� &MT9Wć%}åþ�f���%�

Z�řĶ#Ńť!#��	1�ģ�ļÀćŞ$�

�1�0ĝ*4*1!��Ñ�`ÔĽ
/%}å

i �0��Ş�ŜÞ�Ó$��1MT9Wć}

å%É÷ÔĽ!��ëĩ��	1�!�3
1�

�Ş &MT9Wć}å½%�ŖÕ-ŜmĦ(

%�Ŗg$¬�1�¦ċôÂ]Ť,�+�­²

%BCDL�¬¿�1#"��Ş%ħ��Ėæċ

$MT9Wć}å$�0ĝ5 	1�MT9Wć

%}å4ÍŐ�1�+$&�}åÔĽ%É÷�4

ÍŐ��ºŀ��%}å4Ėæċ$��s21É

÷ÔĽ$¬��Æ�	@NXG-ŔŉŢ%�Ŗg

%Îō$Ŝ31ņĂŅÈĘ4�ĩ$�1¾Ķ�

�1� 

� MT9Wć%ľÒó%śĉūĄrľÒ &�
MRI DWI %ĞØċ��%ĞØċ��%ĭ�åx
MV>SQ%śĉ$Å~���ÜÓó$.���

MT9Wć%ÖÛć�%ĞØċ��4ªĹċ$

Ŀl�1�!��ĩ$#���_½��/#1Ě

¸�Z4���ÜÆó�ı�ĿlËé#"$¿Ă

�21.
$#1�!�Û¼�21� 
� CSFOX:X$�	�&�14-3-3ĲĊ!ĢC7
ĲĊ! RT-QuIC ó% 3 Ħ4ĝ*�3�1!�
95.6Ū!	
ũ	åxþ4đ��!�×/
$#
���Ć³ PrP 4åx�1 RT-QuIC ó&üĆ¸
98.7%4đ������¯Ñ &�1��qşÁ

4đ�i�ĈoÁ�	25���0�Ĭ¶ċ#Śz

ľÒ%řĶÁ�×/
$#��� 
� CSF\% H-FABP%åĻ &�Üďė çę�
� H-FABPåxě&�ũÃ¸
�ũ	§¨Á4đ
��!�×/
$#���CSF\% H-FABP&Ģ
C7!�è%�Ä4đ�.
 �1�DLB */

2�ĳö H-FABPũp$�	�&��/$ Ñi
 åĻ�1¾Ķ��1� 
� T?WKIWG PrPC 4Ă	 PMCA ó$.0
PrPSc 4�´�1Óó%śĉ &�129VPrPC 4�

Ň$Ă	� Cell-PMCAó&�MV2- VV2%ā|
ľÒó!��¿Ă �1�ĩÁ�� #��MS

X=�Đīēä½ CJD %.
#ÃâăÝ% CJD
$Ŝ��&��´%�ŇüĆÁ%œ	4{Ă�1

�! �1 �%ľÒó!��¿Ă �1�ĩÁ�
�1�_½�CSF#"%gõåg4Ă	�åĻ�
¾Ķ �1� 
� MT9Wć%y£ćÄĺ×ūPrP$.1PG?

WHT6wšëç%ĺß &�yòě4Ğă��

ĜĨīZ$°��1 PrP�ł��PG?WHT6
$ēĴ�1!�PG?WHT6�īZ$ 14-3-3�
�šĖ����$ Miro1�ğ��1�! GRIF1
!%ĵ�g»Å�ŝ«�2�;JAW!%č^h

Ă%Š«���0�PG?WHT6wš4ň��

��)	�ĒĞĜĨv%ì³#8JU<XjĠ�

ġ�2�ĒĞĜĨî4,�/�,%!ĥ�/2�� 
ŘïMT9WSup35-NM4RFUĲĊŇ!��

wšë·%ĺß &�1 �%y£v$wšg%»
Åś¢÷� 2�bZ¤���y£%ýÄ��Ō%
Ā�$k¤���YąÚ{#ś¢÷�ŕÇ�21
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ĞÎčē¤�Ü 

ìç
Ú0�! ����3
�Św¨¾6x2

^?QH]# 1���2 0%�v�ª��ûĕ
#Ĭ�Ìl!/1�o÷Ċ!ðÆ#¶ ��Śç

ņ6Ŀ´�2òćó,�ĥ! 2��
ßÁ�

�2��#ěâ$�q#�ŚĭĉŁ'#Åā,ß

Á��2,#��2� 
� PK s§#ĭĉŁ�ĵŌĘ�ÿ!/���þ�
2 PrPSc×ú#RgO£�#åĸ�$�Di_b

;Eg�ÿ!/���ĽÖm�0 PrPC6Ŗ��2

��
�ĥ� 1�PrPSc#*#VbA^gN×ú

#ĵá
�ĥ� ���pÂ��#Ùó$�đĭ

ĉ�ĵŌĘ!/2 PrPSc#K;UgA!Åā��

2� 
� Xc>gÇã#;gGcgEAPd'#¿Ŝ

�&�#^?QH]#ĵá�$�Xc>g
Çã

�2 PrPSc
cD;@cgAh=gOJi]!ī

Ē��CdFįĠ�0ęĤħ'#µĤŃń6ř±

�2�ĥÆ
Ģ
03���#�+�;gGcg

�²w$ęĤħ)�ň%3���#ěâ;gGc

gEAPd
Ë��32�Ģ
03���#ì»

$Xc>gą!/2ďĚęĤï#ŉĐ!Ŕl��

òć#éĊ! 2�ĥÆ
�2� 
� Xc>gąĦ!��2ō�GNeG!Ŕ�2

åĸ�$�BDV#ÏĝÇã$ PrP# N£ėŐç
ņ6¦����PrP # N £ėŐçņ¦�
Íō
�GNeGôÆ!¿Ŝ6l
��2�ĥÆ
�

2��
Ú0�! ��� 
� TgBV\<G� KiBV\<G!/2 CJD#Ðđ
Ľš�$�TgBV \<G$ĩĈÆ!Xc>gąè
Ćý6���
�PrPres $å�����ŏĀ£\

<G 0&! KiBV\<G'#tŊ,ÉĔ� �
�����0�ŉ�Ĉþ!/2�5.2

over-expression syndrome�Ģ
03��KiBV \
<G$ CJD-MM1�vCJD �#Xc>gą
tŊ
�ĥ�����üĹ�(���$��3)�tŊ

�� ���¬ĈÆ CJD-MM2 ċŁ£#tŊ!
�+�É�������1��#ÇãÆ
ĻÚ�

3�� 
� İÕ#TNQaifWbGNi\ęĤä!�

�� L-BSEĂàXc>gÇãġ� PrPres
å��

3���!/1�L-BSEĂàXc>g$TN#ď
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ŀÙĪĲ¨�ê 
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)
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2) SSPE 

��SSPE$?aT6Z_A�Ŋ¿ģÐ`úö`ĉ
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-# CSFZòµ ĵÝ�!�SSPE

¾ġ įñ
-#CSFZ VILIP-1òµ�
��
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2010 ± - / � ă ½ Č } ā ¾ ġ � © � 0
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