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notcontrolthesecombinations・nebiologicalmeamng  

Oftheseaggregationsisnotknown．   
The observations ffomthis experiment show血at  

acidicSDSprecIPltationofplasmaprepamtionsenables  
discrimination between scraple－inftcted and mock－  

infbctedhamstersandmaybeanextremelylmPOrtant  
丘ndingfbrthedeveloplngOfaJlantemOrtembloodtest  

todiagnoseTSE．Thequestionastowhythesilent  
pr10nisnotprecipitatedbytheacidicpreclpltadonifit  
existsinmcPlremainstobeanswered．  
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ment，Dr・Ybkoyama，Resea陀h Center fbr Prion Diseases，  

NationalInstituteofAnimalHealth，fbrhis assistancetouse  

in鈷ctedham＄termaterialsandDr．Iwaktm，hstituteformedical  
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edgeDr．ⅥlaSa，amembcroftheAdministrativeComitteeof  

theJapaLneSeRedCrossSociety，Dr．ノOka孤ki，Vicedirector，and  

Dr．Nishimura，OneOfonrsciemi負cco11eaguesintheinstitutら  
fbrtheirusefuldiscussionsand・enCOuragemenLWbwouldalso  

liketo仙ankdlourcolle…噂ueSOf血eJapaneseRdCrossSod－  

etyfortheirencouragementandsupprt．   
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○プリオン痛最新情報 
［1］英国CJDサーベイヲシス土土シト一月次統計と2007年の合計  

使用上の注意貫己載状況・  

月次CJD統計－2008年1月7日時点  
その他参考事項等  

以下の数字は英国CJDサーベイランスユニットに報告されたCJD疑い症例数及び確定・可能性例の死亡数である。  合成血「日赤」  

研   

究  

名。VCJD確定例またiま可能性例総数：166名。2007年12月の月例統計以来、新たにvCJDと診断された患者はないが、存命中       照射合成血－LR’「日赤」  
．  

物 概  
血液を介するウイルス、  
細菌、原虫等の感染  

畢   

帝草食幕の葛見  今後の対応   

2008年1月7日の時点ヤ」英国CJpサ十ベイランスユニットに報    日本赤十字社は、・VCJDの血液を介する感染防止の目的から、献血時   
告されたvCJD確定例草たば可能性例総数はl 
の死亡患者数な5名であり」英軌こ脚ナるvcJD流行は減少しつ    期間滞在したドナーを無期限に献血延期としている。また、英国滞在   
つあるとする見解に一致するとの報告である云なお、飢粕7年1凡    摩を裔ずる豆CJP患者が国内で発生したことから、平成17年6月1日より   
の同報告では）CJD確定例まだは可能性例繚数16「5名、死亡息    19細～96年に1日以上の英国滞在歴のある方からの献血を制限して   
者総数1■58・名であった土とから＼【2007年申のvCル新規発症患者    いる。今後もCJD等プリオン病に関する新たな知見及び情報の収集に   
は1名、死亡患者は5名セある。 努める。   
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SubjedPRO／AH／EDR＞Priondjseaseupdate2008（02）  

PRIOⅣ D工SEASE tJPDATE 2008（02）  
★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★  

A．P工OM召D－m土1post  

ProMED－ma土1i5 a prO9ram Of the  
＝nternationalSociety for ZnfectiousI）iseases  
＜き延長幽王立＞   

【With the continuing decline of the n11Inber of case5 Of variant  
Creut2：feldt－Jacob disease（abbreviated previously as vcJD  
Var．）in proMED－m且il）in the hunan population，it has been  
broaden the scope of the occasionalProMED－rrLailreport5 tO  
Other prion－related diseases・Data on vCJI）cases from any  
WOrld are nowincludedin these updates where appropriate，  
forms of CJD（5pOradic，iatrogenic．familial，and GSS  
（Gerstmann－Straus51eエーScheinker disease）are included also  
have some relevance to theincidence and etioIogy of vCJD．  

0工■ CJD（new   

decided to   

⊥nclude  

part of the   

and other  

When they   

－ Mod．cP】  

エn tbi5 update：  

【1］UK：NationalCJD Surveillance tlnit －－Monthly statistics ＆ 2007 totals  
【2】VK － Ⅳew vCJD type  

【3】′【4】．【5】vCJDin vit工O aS5ay5   

★★★★★★  

【1】UK：NationalcJD Surveillance Unit －－ Monthly5tatistics ＆ 2007 totais  
Date：Hon 7 Jan 2008  
Source：UK NationalCJD Surveiilance Unit，mOnthiy statistics，2007［edited】  

d．ed．ac．uk／fi  re5．bt鵬＞  

Monthiy Creutzfeldt－Jakob disease statistics －－ aS・Of 7Jan 2008   

These following figure5 Show the nuIttber of suspect cases of CJD  
referred to the CJD surveillance unitin Edinburgh and the n11mber of  
deaths of definite and probable variant Creutzfeldt－Jak，Ob disease  
【abbreviatedin ProMED－rE迫ilas CJD（new var．）or vCJD］，the form of  
the disease thought to belinked to BSE（bovine spongiform  
encephalopathy）．   

Definit・e and probable vCJD casesin the UK as of 7Jan 2008  

SuⅡⅡnary Of vCJD ca5e5 －－ deaths  

Deaths from definite vCJD（COnfirned）：114  
Deaths from probable vCJD（Vi亨hout neuropathologicalconfirmation）：48  
Death5 from probable vCJD（neuropathologicalconfirmation pending）：1  
Nu皿ber of deaths from definite or probable vCJD（as above）：163  

Su皿ary Of vCJD cases 一－ alive  

Ntlnd）er Of probable vCJD cases stillalive：3  

Total  

NuI血er of definite or probable vCJ工）（dead and alive）：166  

These dataindicate that there have been no new cases diagnosed  
during・the past month，bta85he nt血ber of patients alive has decreased   

http：／／apex．oracIe．com／pTs／otn／f？p＝2400：1001：13118188367355991829：：NO：：F2400＿PlOOl＿BACK＿．”2008／02／l：   
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by one・   

These data are still consistent with the view that the vCJD outbreak 

in the UXi5in decline（although theincidence curve maY be  

developing a tail）・The peak nl血ber of deaths was 28in t埠e year  
2000′ followed by20 土n2001′17in2002′18in2003′ 9in2004′ 5in  
2005，5in 2006．and 5in 2007・   

Total5 for alltypes of CJD case5in the year2007  
－■■－－－－－－－－一一一－－－－－－－－－－－－－－－－－－－－－－－－－－－－・－－－－－－－－－－－－■－  

As of 31Dec 2007in the UKin the year 2007，there verelll  

referrals，47 deaths from sporadic CJD（2 death5 fromiatrogenic CJD（  

4 deaths from familialCJD′ One from GSS′ and 5 deaths fz：Om VCJD．  

Coztmicated by：  

P工d旺ED－mil＜pごOmed細工omedmaiユ．org＞   

★★★★★★  

【2】UX － New vCJD tYpe  

Date：Mon 7 Jan 2008  

Source：Arch Neurol．2007 Dec；64（12）：1780－4［edited】  

＜http：／／arcbneu工．ama－aS5n．Orq／cqi／content／abst工aCt／64／12／1780＞  

【Prion disea5e update 2008（01）contained brief pres5 repOrtS Of the  
identification of a new forn of vCJDin a young female patient′  
homo2：ygOte V／V at codon129 0f the PrPSc gene・TheÅbstract of the  
scientific paper describing this observationis reproduced below・－  
Hod．Cp】   

Creut2：feldt－Jakob disease，Prion protein gene codon129V／′ and a  
novel PrPSc type in a young British woman 

By Mead S′Joiner S′ Desbruslai5M′ BeckJÅ′ OIDono9hue甘′1anto5 P′  
WadsvorthJD，CollingeJ．MRC Prion Vnit and Depa工tment Of  
Neurodegenerative Diseaset ＝nstitute of Neu工0logy′ tlniversity College  
London，NationalI‡ospitalfor Neurology and Neuro5urgery′ Queen  
Square′ London′ t恨・   

Back9エOund  

variant Creutzfeldt－Jakob disease（VCJD）is an acquired prion disease  
causally related to bovine spongiform encephalopathy that has  
occurred predoninantlyin young adults・Allclinicalcases studied  
have been methionine homozygotes at codon 129 of the prion protein 
9ene（pRNP）witb d15tinctive neu工Opatbolog土calfind土n95 andImlecular  
strain type（PrPSc type 4）．Modeling studiesin transgenic mice  
suggest that other PRⅣP genotypes villalso be susceptible to  
infection with bovine spongiforn encephalopathy prions but may  
develop distinctive phenotypes・  

・）  

Object土ve  

To describe the histopathologic and molecularinvestigationin a  
young British woⅡ且n With atypicalsporadic CJD and valine  
bomozy905ity at PRⅣp codon129・  

Desi9n  

Ca5e repOrtr autOPSyland molecular analysis・  

Settin9  

Specialist neur0logy referralcenterr together vith thelaboratory  
services of the HRC【MedicalResearch CounCil］Prion Unit・  

Sl止〉jec亡  

Sin91e ho5pitalized patient・  

Hain Outcome Heasure5  

Autopsy finding5 and molecularinve5tigation results・  

Results  

Autopsy findings・Were atypicalof sporadic CJD，With marked gray and  
Wbite znatter de9eneration and widespread prion protein（PrP）  
deposition・Ly7nPhoreticular tis5ue WaS nOt aVailable for analysis・  
旺01ecula工analy5土5 0f PrpSc（tbe sc工apielsofo皿Of PrP）f工Om  

Cerebellartissuedemons寵毛edi竺OVelPrPSctypesinilartothat  

tlttP：／／apex．oracle．corn／pIs／otn／f？p＝2400‥1001：13118188367355991829：：NO：：F2400＿PlOOl－BACK－・・て 2008／02／1：  
l   
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Seenin vcJD（PrPSc type 4）・However，this could be distinguished  
from the typlCalvCJD patte工n bY an altered protease cleavage sitein，  

the presence of the metalion chelator EDTA．   

Conclu5ions  
Further studies wi11be required to characteri2：e the prion strain  

Seenin this patient and toinvestigateits etiologlC relation5hip  
With bovine spongiforn encephalopathy．This ca5eillustrates the  

importance of molecular analy5is of prion disease（including the use  
Of EDTA toinvestigate the metaldependence of protease cleavage  
pattern5 0f P工pSc・  

Cornmunicated by：  

PrdMED一皿il＜旦星9空長生空凹婆望堅塁主主上旦王望＞   

★★★★★★  

【The following 3 reports（3，4，＆ 5），appearing during the past month  
（l）ecember2007）describe new techniques for thein vitro assay of  
prions that pronise to accelerate their characterization and  

epideniology・－ Mod．cP］   

【3］vCJDin vitro assays  
Date ll Dec 2007  

Source：PNAS′ 26Ⅰ）ec 2007，VOl．104，nO．52′ 20908－20913［edited】  ＜抽王旦⊆＞  
Prion strain discriminationin ce11culture：The celipanelassay   

By Sukhvir P・Mahal★，Christopher・A．Baker＊，CherylA．Demczyk★′  
Emery W．Smith＊，ChristianJulius，and Charles Weissmarn．At the  
Department oflnfectoIogy．scripps Florida，5353 Parkside Drive，  
Jupiter，FI－ 33458；and王nstit11te O王 Neuropatb0lo9y，Unlve工Slty  
Hospitalof Zurich，Schne12：bergstrasse12，CH－8091Zurich，  
Sw土tze工1and．  

Abstract：  

Prions are thought to consist mainly or entirely of mi5folded PrP，a  
COnStitutivelY eXpre5Sed host protein．Prions associated with the  
5ame PrP sequence may occurin the forn of different strains；the  
strain phenotype is believed to be encoded by the conformation of the 
PrP．Some celllines can be per5istentlyinfected by prions and．  
interestingly／Show preference for certain st工ains・We report that a  
Cloned znurine neuroblastoma cellpopulation，N2a－PXl，is highly  
heterogeneous in regard to its susceptibility to RML and 22L prions. 
Remarkably，Sibling subcloheS nay Show very different relative  
SuSCeptibilities to the 2 strains，indicating that the responses can  
VarYindependently．Ve have a5SeZnbled 4 cel11ines，N2a－PKl′ N2しa－R33，  
I．D9 and CAD5′ Which show videly different responses to prion strains  
Fu4L，22L，301C′ and Me7，into a panelthat allovs their  
discriminationin vitro within2veeks using the standa吏d5Craple  
Cella55ay（SSCA）．  

Cornmicated by：  

P工dMED－mallく蜘旦＞   
★★★★★★  

【4］vCJDin vitro as5ayS  
Date：20 Dec 2007  

Source：Proc．Natl．Acad．Sci．USA，10．1073／pnas．0710152105【edited】  

i／contもnt／ab5traCt  

Prion detection by an amyloid seeding assay  

By David W．Colby，Qiang Zhang，ShuyiWang，Darlene Groth，Giuseppe  
Legname（Detlev Riesnerland Stanley B・Prusiner・At the ＝nstitute  
for Neurodegenerative Diseases and Depa工tmentS Of Neurology and  
Biochemistry and BiophYSics（University of California（San Francisco′  
n94143；and the Znstitut fur Physikalische BioIogie，Heinrich－Heine  
Universitat，40225 Dusseldorf，Germany．  

Abstract：  287   

http：／／apex．orac（e．com／pIs／otn／Pp＝2400：1001：13118188367355991829：：NO：：F2400＿PlOOl＿BACK＿”．2008／02／1   



5／6ペーづ  

CJD（new var．）update 2007（03）蔓旦旦192旦塁工旦旦皇室  
CJD（new var・）update 2007（02）：South Korea，SuSp旦旦9191主旦二旦担旦  

2006  

blood transfusion risk 20く）61208．3468  CJD（new va工．），  

CJD′ t工an5mission 工isk － Canada（ON）20061；竣プこ呈旦旦ヱ  
CJD（new va工・）update 2006（12）星旦旦巨皇室＿9旦工互生きH主  

（11）呈岬旦  CJD（new var．）update 2006  
CJD（new var・）update 2006（10）呈旦旦亘1002・阜旦妄坦  

CJD（new var．）－ Netherlands：2nd case 20860623．1741  

－ UK：3rd transfusion－related case 2〔沌602O9．O432  CJD（new var．）  

CJD（new var．）  

CJD（new■ Va工．）  

2005  

CJD（new var．）  

CJD（new va工．）  

CJD（new vaf．）  

CJD（new var．）  

CJD（new va工．）  

2004  

update 2006（02）旦些蝮堅…旦旦二旦裂きj  

update 2006 20〔〉60111．0101  

2005（12）20051209．3547  update  

update   2005（11）20051108．3270  

update 2005（10）旦旦旦きユ旦些し二旦旦主旦  

update 2005（02）星旦9き旦乙主1。旦旦旦ユ  

ー UK：update 2005（01）些塗旦呈主土工」建旦亘  

CJD，genetic susceptibilitY  20041112．3064  

CJD（new var．）  

CJD（new 

CJD（new var．）  

CJD（new var．）  

CJD（new va工．）  

CJD（new va工．）  

CJD（new vaエ．）  

CJD（new va工．）  

2003  

ー UX：update 2004（14）嬰1206こ旦之旦旦  
一 口K：update 2004（10）三旦9旦旦里旦竺二塁旦主旦  

－ UK：update  

一 VK：update  
2004（02）20040202．0400  

2004（01）2DO40106．00  
ー France： 8th case 20041022．2  

ー France：9th case 2004ユ123．3138  

bl00d 5upply － UK 20040319．0758  

Carrier frequency study － UK  2004（〉521．1365  

一 口K：update 2003  CJD（new var．）  （13）20031216  

CJD（new var．）－ UK：update 2003  

2002  
（01）20030108．0057  

CJD（new var．）－ UK：update Dec 2002  

CJI）（new var．）－ UK：update Jan 2002  
2001  

20021207．5997  

0111．3223  

Var．），incidence ＆ trends － UK（02）20011124．2875  CJD（n  

CJD（n  

CJD（n  

CJD（n  
CJD（n  

CJD（n  

CJD（n  

CJD（n  
CJD（n  

CJD（n  

W
 
W
 
W
 
W
 
W
 
W
 
W
 
W
 
W
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e
 
e
 
e
 
e
 
e
 
e
 
e
 
e
 
e
 
e
 
 

Var．），土ncidence ＆ trends － UX 20011115．2  
Var．）－ UK：エeaSSeS5ment 20011D29．267ユ  

Var．）－ UX：update Oct 2001  011005．2419  

Var．）－ UX：工eglonalvariation（02）  20010907．Z145  

20010906．2134  Va工．）－ ⅤⅩ：update Sep 2001  

200120010808．1872  Var．）－ UX：update Au9  

Var．）－ UK：9th AmualReport  

Va工．）一 口Ⅹ：update June 2001  

20010628．1231  

0010622．1188  

Var．）－ UK‥ update 3Jan 200120腑旦旦呈旦】  

…………‥．‥．‥．‥‥‥‥‥．………．Cp／m畠p／jw  
★雛椚川用♯附椚川ほ欄針椚＝用欄腋削‖用欄♯裾椚川Ⅷ欄雛糾糊ほ欄雛糾日用欄♯附則相川欄腋針目相浦♯  
★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★  

ProMED－mailmakes every effort to verify the reports that  

are posted． but the accuracy and completeness of the  

information′  and of any statements or oplnions based  
thereon，are nOt guaranteed．The reader assume5 allrisksin  

usinginformation posted or archived by ProMED－rn．ail． 1S＝D  

and its associated service providers shall not be held 

re5pOnSible for errors o工 Onissions or heldliable for any  
darnagesincurred as a result of use or reliance upon posted  

or a工Cblved Ⅱ仏terlal．  
★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★  

Become  a ProMEI）－maii Prenium  Subscriber  at  

／Prd4EDH三上1Pfem土um．sbtml＞  ：／／w榊．i5id．or   
★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★★  

V土s土t P工OMED－mail■s veb 5ite at ＜ム乞tD：／ノア鱒，．タざ？ざ率軸i阜二？r蔓＞・  

Send alliterns for posting to： 里主望翌夏！攣旦星空型宣垂竺主主エ9王旦  

（NOT to an individualmoderator）．If you do not give your  

fullname and affiliation，it may not be posted． Send  

COrEmands to subscribe／unsubscribe， get arChive5， help，  

Ordomo¢  romedmail．orq．  For assistance from a  etc．to：m  

hunan being send mail to： 旦些王室  L⊆生望  

紺棚州糊紺榊冊柑棚榊紺柑豊附榊♯州州♯掴＃州榊……柑♯榊掴柑♯榊♯   
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