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The committee had previously recommended the introduction of double dose red
cells (DDRC) as a vCJD risk-reduction measure for under '16s and oatients with
haemoglobinopathies. SaBTO recommelded that DDRC be rescinded for those
groups receiving prion filtered blood.

B 個別症例報告概要

○ 総括一覧表

○ 報告リス ト

個別症例報告のまとめ方について

個別症例報告が添付されているもののうち、個別症例報告の重複

を除いたものを二覧表の後に添付した (国内症例については、資料

3において集積報告を行つているため、添付してぃない)。

「
   :



感染症定期報告の報告状況 (2010/3/1～ 2010/5/31)
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識別番号:報告回数 報告日 第一報入手 日

2010 1119

新医薬品等の区分

該当なし

総合機構処理欄

一般的名称 人血清アルブミン

研究報告の公表状況

Kaski D, Mead S, Hyare H,
Cooper S, Jampana R, Overell J,
Knight R, Coilinge J, Rudge P.
Lancet. 2009 Dec
t9l'37 4(97 07):21.28.

公表国

英国販売名 (企業名 )

赤十字アルブミン20(日 本赤十字社)

赤十字アルブミン25(日 本赤十字社)

赤十年アルプミン20%静注4g/20mL(日 本赤十字社)

赤十字アルプミン20%静注10g/50mL(日 本赤十字社)

赤十字アルブミン25%静注125g/60mt(日 本赤十宇社)

研
究
報
告
の
概
要

Oコ ドン129ヘ テロ接合性の変異型C」 D患者
30歳男性が、13ヶ 月前から人格変化、進行性不穏、知能低下を呈し、2008年 6月 に入院した。患者は重度下肢痛および記憶低下
を訴えた。2ヵ 月後、幻視を発現し、腹部に腫瘍があるという妄想を持った。その後3ヶ月間に症状は悪化し、2008年 10月 の精神状

震埼完窪毎 ぞ嵩 (駄 f葎ら0笛奨勇F論 理 ]鶏毬 染職 し野 賀 滋 梶 僣脹F轟均 条仄篠型Ъl籍 t謂

言li動    量鸞晰散撃群蜃了鯰
ぜfふ至諦編

`通

菫覇でまと舅寝鮒髯暫ιl帽暦誉馴穏蝙蠅駕俣‰結:脚隧G
孤発性C」 pの 可能性は低いと判断した。患者の保護者はそれ以

上の検査は望まなかった。患者の容態は悪化し、2009年 1月 に死亡した。剖検は実施されなかった。

使用上の注意記載状況‐

その他参考事項等

赤十字アルブミン20

赤十字アルブミン25

赤十字アルブミン20%静注
4g/20rnL

赤十字アルブミン20%静注
10g/50mL
赤十字アルブミン25%静注
12.5g/50mL

血液を原料とすることに由来
する感染症伝播等

報告企業の意見 今後の対応
/リオンタンパク遺伝子7ドン129はヘテロ接合性で、臨床症状、
疾患の進行、他の診断の除外、MRI所見から変異型クロイツフェル
トヤコブ病と診断された患者の症例報告である。
プリオン病の原因とされる異常プリオンがコーン分画工程で効果的
に除去されるとの成績と併せて、これまでの疫学研究では如何な
るプリオン病も、アルブミンを介して伝播するという証拠は無い。ま
た本製剤の使用は一時的かつ限定的であることから伝播のリスク
は非常に低いものと考える。

日本赤十字社は、vC」 Dの血液を介する感に過去の海外渡航歴(旅行及び居住)を確認し、欧州36ヶ国に一定
選]薯争を絶踏轟礫饗図を短キ準ず毎謂甑
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医薬品 研究報告 調査報告書

識別番号・報告回数 報告日 第一報入手日

2010. 1_ 15

新医薬品等の区分

該当なし

総合機構処理欄

一般的名称 人血清アルブミン

研究報告の公表状況

ProMED 20100107 0076,2010

Jan 07情 報源 :UK:Nat10nJ CJD
Surve」 lance Unl― mOnthly
statistics as Of 5 Jan 2010

公表国

英国
販売名 (企業名 )

赤十字アルプミン20(日 本未十年社 )

赤十字アルプミン25(日 本赤十字社 )

赤十宇アルブミン20%静注4g/20mL(日 本赤十字社)

赤十字アルプミン20°/O静 注10g/5ё mL(日 本赤十年社)

赤十宇アルプミン25%静注125g/SOmL(日 本赤十字社)

報告企業の意見

∪ノソスノ納寂府rl青 報 央国 :国 工しJじ サーベイフンスユニット、月次vC」 D・ CJD統計、2010年 1月 5日

f邸粥鴻を■
性高■ T島翁季i墾祗遅亀塘劣饉電灯g山勝鼈醸i減のGD症例数

繹難響驚鴎4酪数撃霧鮮轍齢亥[

今後の対応

使用上の注意記載状況・
その他参考事項等

研
究
報
告
の
概
要

赤十字アルブミン20~~~
赤十字アルブミン25
赤十字アルブミン20%静注
4g/20rnL

赤十宇アルブミン20%静注
10g/501nL

赤十字アルブミン25%静注
125g/50rnL

血液を原料とすることに由来
する感染症伝播等

[

脚 糧濡崎話総躇乳穀:〕電性麗りけ
は非常に低いものと考える。
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During the 1.2 months of 2009, the!e were 1496 !efe!!als, g5 cases of
spo!adj.c CJD, 10 cases of fanilial CJD, 3 cases of.iatroqenic CJD,
and 2 confirmed cases of VCJD.

A total of 25 cases of confirmed o! probable VCJD has now been
!ecorded in F!ance since 1997, ?he 25 confj.rmed cases comp!ise l3
fefrales and 12 males. Al.1 25 are now deceased, fheir nedian age is 3?
(between l9 and 5B). seven vere resident in the IIe-de-Flance and 1B
in the provinces. AII the identified cases have been fie!-l,let
hohozygotes. No risk facto! has been identifred. one of the 25 had
made frequent visi!s to the United Kj-nqdoh.

90mmunicated by
PrOMED― mall くol

[3] US National pllon Djsease Cente! - not updated since ? Nov 2009
Date:5at 7 Nov 2009
Source: US National prion Disease pathology Su!vej.llance Cente! [edited]<irt tp i /'/r,vw. cidsu!veil-lance . corn/pdf /cas e-table. pdI>
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i:vn荒 0じ;賞遠ieS置::4:eL鰹 :Is,u:Flhli鷲 計l:1:ls:翌 ld
as Prlon dilease′  comprising 133 cases OF spOrさ dic c」 D′  33 of
Fam■ 1lal C」 D′  and no cases OF iatrogenic CJD or VCJD

CommЧ nicated by:
PrOMED― mall くpご」⊇me(lQュニIDュ Qヽ dita■ ■lpFg>

〔4] Portuguese vc」 D case ― path。 logy
Date: Fri l 」an 2010

::::[i'ィ j.輩
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Tit■ ё: variant creutzfeldt― Jakob diSeasさ : the first confirmed case
frOm POrtugal shows early OnSet′  lon, duration anl unuSual p● しh。 logy

AuthOrs: Barbot c′  castro L′  0■ lveira c′  carpenter S.
At: Departlcnt of Neuropaediatrics′  HosPital Maria Pia′  POrtO′  POrtugal

Sunlmary:           ‐
We ptesent clin,cal and autOPSy findings in the lst case Of v:riant

iI:u:::]ldユ :][:bti:3::iii::[g:::::]:::::::ir獣 :tleP:::1::113FSet

:]:[[]I′ i誌 ]1lle:It罪 :・ 4Wittirls:::[m]h:I[dc:[::::iさ c:::ま
ti:te:i::n

severe spongifOrm change with numerouS amylold Pla讐 ユes′ which dia not

ll娑貧l鷲誌1髄道薄誇酔」五「ギ葉竃I願停≒
1lttle in the cortex. Massivさ  neurOnal loss′  in excess Of 悧nat has
been described′  was fOund in the thalamュ s and Po,tine grey. The
cerebell● In showed′  as expected′  severe loss Of granule cells′

::1:ialiot::i° :i:1[[:l::sC::博 e:ldoI]r[::di竃 :n:i:Sil:単 ::Isf:ic:he
prObably result f10m the patient's IOng survival.
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A 30-yea!-old man thought to have died in Janualy [2009] from vcJD
belonged to a genetlc arouP that had not shom any signs of the
disease, scientlsts say. In the UK/ 166 peoPle have died of vcJD.
linked to eating BsE Ibovi,ne spongifo!m encephalopathy] infected
beef, and all were ihought to have shared a celtain gene.

writing in the lancet, sclentists say that the victih, a !esident of,
l,ana!kshire Iscot]andl, had a dj.ffe!enL versioo of the gene. They
estimate that up to 350 people in thj.s g!oup could 9et vCJD.
Scj.entists have alvays thought that a 2nd wave of vcJD cases voul'd
emerge some time afte! the lst. Thi.s is the Lst indication that this
theo!y is bej-ng born out, wlth the rdentifjcation of the Isl Probabl'e
v..ra h:riFn- ^.r-<rdF of rL^:-iri-' a^-^r BBc science
co!respondent Pallab Ghosh reports.

The fathe! believes his son was incubating lhe disease for much of
hi< li,F Tt i< n-^hFhle hae:.r<e thp d1>onosis is based on
obselvatj.ons of the p!ogression of the drsease rathe! than
post-mo!tem tesls wblch uoulci have p!ovided absolute confirmation of
fxa 

^; 
ca><a Lo rAAc

the case report wrj.t!en by Professor John CoIIinge of the National
P!ion clj.nic and colleagues is a teminder that the disease has not
gone away. Many thousands of peop).e may be carrying the lnfection,
and a-Ithough they vil.l- nevet show any s)4tPtoro, they have the : .:

n.rFFflAr f^ ihfF.r niLFYs.

va,rt i<.:rrecd \w i^'c.tr^r'c idFFtR -illFd nr'ors Prlon diseases
affe'ct the structure of the brain o! othe! neural tissue and are
-r'r'--' 1., "-r--"r.tsla nr l.. '- -^i<icr. - -Sease-CdUStng Prrons a!e LrrvJyr.-
of abnormafly folded proteins, whj,ch sp!ead by encoutaging the normal
hFilrhw nridn hr^rFin forlnd on the surface of most cell-s.jn the body
to change shape. Tests showed that the patient had a heterozygous
verslon of the gene which codes fo! the human prion amj.no acids
valine (v) or methronine {M). People can be V v (homozygous)/ M M
(homozygous) or M v {heterozygous). Since 1994, around 200 cases of
vcJD have been identified Forldwj.de, and all those tested have been M

M homozygous- [However, geneEic ana]ysis of 2 out of 3 prion-positive
appendix seples rn the tissue-based p!evalence study in 2001-2004
showed that both were valine hohozygous (W) at codon 129 j.n the
prron protein gene (Ironside et aI, Brit Med J 20C6). - Mod.CP].
Hovever? this most recent victj"m was M/v hetero?ygous. It is thought
that 4? pelcent of the population have this velsion of the gene'
Professo! CoIIinge said: "The majority of Lhe UK populatj.on have
potentially been exposed to BsE prions, but the extent of clinically
silent infection remains uDclea!. About 1/3!d of the UK population
are M/M homozygous. If indivj-duals with other genotypes [M,/V and V/V] 

.

ate sj-nil-ar).y susceptible to developj.ng p!ion disease after BsB prion :i .l
exposure, but with longer incubation per.i.ods, furLher cases would be expediiid.'

The scientists have previously tooked at another p!ion disease in New
cuinF^ .rl rF, "yr.rIn 'uhie\ ua" rnclrree.l hw aar,n. infecEed hman
brain tissue. - Mod.cPl. The original, cases we!e a.L1 M,/M, bui mo!e
!ecentlyi M/V cases have appeared. They 5ay this indj.cates that M/v
people can get prron diseases like kuru but have a much Ionge!
ih-r'H.fi^h h6ri^i

Comunicated by:
PIoMED-maiL <nr

fTha :h<f,.^r ^f rh- Lih-Fr \"rhi.h tts. :h^\rp 
' 

p--ri i s

based is reproduced beIow. - Mod.cPl

Comunicated byi
Terry S. Singeltaly S!. <

〔6]vC」 D codon 129 heterOZygote ― Lancet paper
Date: Thu 18 Dec 2009
Source: LanCet 2009, 374: 2128 [edited]
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UCL Ins+"itute of Neurology and Natj-onal Hospital fo! Neulology anqNeu!osu!gery/ London]

A 30-yea!-ol.d nan was admjtted to hosprta.l. tn June 2008 wrth a13-nonth hrsto!y of pe!sonalrty change, p!ogressive unsteadtness, andinteffectuaf decline. He compLained of severe leg parn and pool
hemory. lvo months late!, he developed visual ha.llucinations andfalsely befieved he had an abdoninal" tMou!. slmp!oms wo!sened ovelthe next 3 months. In october 2008, hrs 

".or" on-the mtnf mentalstate examination was 26/30. pursuit eye movements ue!e saccadrc Iarapfd novenent of Lhe eye between fixation pointsl. He had a pout
!efl.ex. There was ni_Id ataxia in the arms. His 1e9s were seve!efyataxic wrth brisk tendon !eflexes and a feft extenso! pl.anta!
response. He needed 2 crutches to waIk. Mecircal hrstory includedtonsil-lectomy and !ehoval of a ce!vjcal llmph node 15 years
p!evrous.Iy, but he had neve! had a blood transfusion o! !eceivedimplan!dtron of other numan trssues.

EEG showed s-Iow wave activ!ly. CSF p!ote!n, glucose, and cel-.1 countwe!e nolmaI, but the 14-3-3 p!otein was positive. MRI Inagneticresonance rmagtngl of the b!arn was consistent with the puLvihar sign(lLlustrated in the original text). A_Ithough not alI
neuro!adiologists consulted conside!ed the pulvrnar srgn posrtrve,qJanti!ative assessnent showed sl.met!ical hrgher sfgnal rn thepulvina! nuciei than tbe caudate nucler (rllustrated in the orlgtnaltexl) Extensive sc!eens for genetic, metabotic, and autoimunedrseases, tnc.l.udrng those induced by neoplasia, were negative, pRNp
anafysis did not show any knom disease-associ.ated nutations; codon
129 was heterozygous, A cfinical diagnosis of varjan!
C!eutzfe-Idt-Jakob disease (VCJD) was made on Lhe basis of acha!acte!istjc clinical onset and prog!ession/ excluston of othe!
draErnoses, and MRf ftndings. sporadic CJD was judged unlikely giventhe combination of young age, cfj-n.ical featutes, Mnt finaings, ana
absence of pseudoperfodic compfexes on EEG. Hi.s care givers did notwant fu!ther investigation. Hrs condit_ion dete!io!ated/ and he diedin Janua!y 2009. Autopsy was not done.

Huhan ption diseases have acqui!ed/ spotadic, and rnhe!ited
aetiologies, show wide phenotypic hete!ogene.ity, and are associatedwlth propagatlon of.infect.ious prions of many disttncc sa!aln Eypes(1). since 1994, about 2OO cases of vcJD, causally !elated !oexposure to bovine spongiforh encepha.Iopathy (BSE) p!ions, have beenidentified wolld-wide. vcJD js gene!a.Il-y seen in young adutts, hascharacte!istic neu!opathological featur;s und tr"!re drst!lbution otrnfecLivity, and a distinctive type 4 (!ondon c.Lassification)
hoJ.ecul-a! strain tl?e (1). A poI)molphism at codon 1.29 (encoding
netblonrne or valine) of che hhan prion protern gene (pRNp)
constitutes a powe!fu.l- susceptj-bj.lj.ty facto! in.il typu" of prion
disease, In vcJD/ eve!y case genoLlt)ed to date has been methionine
homozygous, In the other acquired p!ion diseases, cases have occurted
in alI genot]?es but with diffe!ent mean incubation perrods (1.),
whi.ch can span decades (2); pRNp cods 129 hetelozygoEes generally havelthe fongest lncubation perrods. The!e is a repo!t of a recipient ofa blood transfusion f,lom a Ccnor incubating VCJD who died of
unrelated causes but showed signs of prj.on rnfectron at autopsy and
was PRNP codon 129 heterozygous (l), AnimaI studj.es have ,rqg.ut.a
that different clinicopathologicaf phenotypes could occu! in peopl.e
wilh varj-ous PRNp codon 129 genotypes (S,5). The majority of the UKpopulation have potentra.Ily been exposed to BSE prions but the extentof clinically silent rnfection rehains unc.Lear. A,bout l./3!d of the UKpopu.Iation are PRNP codon 129 methionine bonozygous. If individua.l-s
wrth other genot!?es lV/V or V/li) are sj.nila!1y suscept!bIe to
developing prion disease after BsE prion exposure, but with longe!
rncubdtion periods, fulthe! cases, whj.ch nay or nay no! heet
dragnostic criteria fo! vcJD, would be expected in these pRNp codon
129 genotypes. However, prion disease susceptibility and incubationperlods are also affected by othe! genetj.c Ioc.i, and the possibjlitv
lehajns that cases of VCJD to date hay have unusual combinations ofgenotypes at these Locj., yet to be fully characte!ised.

Re fe !ences i

(1) collinge J, prion diseases of humans and animal.s: thei-! causes
and mo.Lecula! basis. ;snu Fr4 Neurosci 2001; 24: 519_50.

s/e ^-i
(2) colllnge,l, whitfield J, McKintosh E/ et aI. Kuru in the 2Lst
century an acquired hman prion dlsease wrth very long incubation
pe!iods. Lancet 2006; 361t 2A68-14.

(3) Peden AH, Head }fr, Ritchie DL, Bell JE, I!onsideJld. Ptec.]jnjcaL
vcJD afte! blood transfuslon rn a PRNP codon 129 heterozygous

(4 ) Asan!e E, Lrnehan J, Gcwl,and I, e! al. Drssociatron of
pathological and moLecular phenotype of va!iant creutzfeldt-Jakob
A,ca:cc . h,,m:n nri6n nr.tcln lzq hFl P-^.

Natl Acad sci usA 2006r 103: Io159-64.

(5) wadsworth JD, Asante E, Desbruslais M, et aL Human prlon Plotern
t.'trts t,>1,ha l?a F/at'pn -n ^f 

v:ri:Fr a,ln hhFn6tvne S.iFh.Fr./ PrewerreJ
2004; 306: 1.193-96.

lAcknowledgment: MRc Prion Unrt and Natj.onaI Prion clin!c, UcL
Instrtute of Neu!oIogy and NatronaL Hospi"tal fo! Neurology and
Neu!osu!9ery, London, UK (D Kaskr MRcP, s Mead PhD, H Hyare PRcR,
Plof J Collinge FRS, P Rudge FRcP); Institute of Neu!oIogicaI
sciences, Glasgow Unrve!sity, GIasgow, UK (s cooper MRcP, R JamPana
FRcR, J overell FRCP),' and Nati.onal cJD surveillance Unit, wesCern
ceneral HosprtaI, Edj.nbulgh, UK (P!of R Knight FRcP) l

a^hh,,ni-:ta^ ts,/, i
Pr oMED -ma i. I <L)-L9tt?-d.(4p,r-94-e-g$i.]-.L.:..9.!g>

ITo put this work jn perspectj.ve, parts of a BriE!sh Medica] Journal
Fd:rorii) hv ve\rrrTio p6c-hi iprr^d.r-Fd h"'ow. - Mod.CP,

Dd!e: 21 May 2009
Sou!ce: BMJ 2009;338:b435 [edited]
<b-t-!riil-l*lvlr,r-r-, c,g{l1E!1-c.9!!ei--t1-i=-l-!'-I-L:l!4d-l-?-i}-g-19>

"Pleval-ence of va!iant cJD in the UK

The nuhbe! of cases of va!lant creutzfeldt:Jakob disease (vcJD) in
the united Kingdom has decreased since 2000, but con!roversy remains
about how hany peop),e carry the infectious agent and wifl- evengually
devel,op disease, ClevJ.ey and colleagues in a limited study add to the
debate by assessing 63 007 pairs of tonsil.s for the onl-y avaiLabLe
ma!ker of prjon disease, the pathological, pa!tralIy p!otease
!esisEant, p!ion p!otein. Although mo!e than ha.If of the sMpIes came
from people born between 1951 and 1995, when the lisk of exposure to
bovine spongifolm encephalopathy (BsE) infection was high/ no
convincj-ng,l,y positive tonsil specrnens we!e detected. This study
estimated that the pleva.lence of vc,JD in the British popul.acion is - 

-..'!

zero, but with a large confidence interval- of 0 to 113 per mjl"lion. ::.,:,t

This resuLt agrees with one UK survey of 2000 tonsil specj.mens, bul
it diffe!s flom anothe! survey of 1,421 tonsiLs and 11 24? apPendices,
\rhich found tha! mo!e than l0 000 people might be j-ncubating the
ii <o:sa ia<nif- rLa Ai <-rah>h-', fh- qq hcr.pht ennfidenae

intervals of rhe 2 stud!es ove!l.ap, indica!ing that the !esults d9
not drffe! significantl,y and thal many people in the UK may be calliers'

The cbance that no one in the UK is incubacing the disease, as
suggested by the Lowe! confidence Iinit of cLewley and coLleaguesl
study, is un.Iikel-y because backup calculations predict up to 100 new
cases of vcJD.in the next 50 yea!s. Thj.s predictj,on seens !easonabl"e
,,.1Ac. h^ar -:ca. ^f 1r..rn {e!e mj-ssed by surveilLance in the pasC yea!s.

Untif Decedrer 2008, al-I 210 people !eporEed to have vcJD (164 in the
UK/ 46 in other count!ies) wele homozygous for hethionine at the
pollmorphic codon 129 of the p!ion protein gene (PRNP), suggesting
th:r dcn-ir- fr^f^r< cfr^hdl' ihfl,'aF-c rtsa d.r,cl^hhahr 6f dieF:eF

whethe! peop.le who ale hetelozygous for hethionine and val,ine. or
homozygous fo! valine at this codon (about 60 percent of the
population) wifl develop VCJD in the futule is still unknom.,
Howeve!, data fron gene ta!9eLed transgehic nice indicate Lhat these
people are also susceptible to BsE and VCJD, al,though incubation
periods are longe! than iITgose who are homozygous for meEhjonine."
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Interested !eaders should consult the original artic.l.e fo! further
information and references. - Mod.Cpl

[?] P!1on evol.ution & a new !eagent
Date: 1 .tan 20L0
source: BBC Hea.lth News Iedited]
<i1-!-.!',P i./ lrr-q.u.r. ..,-!bs.,-e9 ,.n1.1.r,.1.,r.t ./-.f:lc.+.i:1_q.3_1.9-..i?.1.. ,:.!.rl>

Abnormal prion protelns cause at least 2O fatal diseases. Scientists
have shoh for the 1st time that."lj.fetess', prion proteins, devoid of
al-I genet-ic naterj-al, can evolve just like higher forns of Life. The
Scripps Research Institute in the US says the prions can change to
suit their enviasnnsnl and go on to develop dlug lesistance.

Prions a!e associated wfth 2O different brain dlseases in humans and
animal.s. The scientists say thej.r wo!k suggests new app!oaches hight
be necessa!y to develop therapies fo! these diseases. In the study,
published in the journal- science Isee below], the scren!ts!s
t!ansfe!!ed prion popuLations fron brain cells to othe! cells .in
cultu!e and observed the p!ions that adapted to the new cellulat

*1r,, ih. !nrr.i.,r.d slr.in idenliit i! thouehc ia b. oD.od.d !y P!!sc
the populataon. conformation, we found that brologrcally cloned prion populations

d,-i,,-ll\, L---h- hri-r^d^h-^,,= hw r--,,-,,1:ii^- r'hrrranre n 
^hd

absence, the susceptibl,e substrain outgrew its tesistant counte!palt.
P!rons, albe.it devoid of a nucleic acrd genome, ate Lhus subjecE to
hutat-ion and selective amplrficatron."

From a theoreLical standpoj-nt, this vo!k has great sign-ificance.
NonetheJ-ess; the imediate lnterest of the BBc News reporE is Ehe
informatlon LhaL Professor John collrnge's MRc group has succeeded jn
engineering a humanised n\onoclonal antrbody that inte!acts with the
siiF< ^r t!F -^-.:l brioi h-',tFi- thFt ih- Fts-.ynaI forh Iocks onto
to achieve its conversion and that it rs hoped eventuall.y to move to
clrnica.l trial.s of this !eagent. - Mod.cPl

Isee also:
2049

Prion disease update 2009 (10) .2_9!9_!103._378.1
vcJD - Italyr susp. 3!!!l!?!_|!fl
Prion dj-sease update 2009 (09) 20091.005.346I
P!!on disease update 2009 (08) 20C909C8.31-70
Prion dis eas e update 2 00 9 ( 0 ? ) ?_-0--0_9.q-q-0-i_.1?-,|aq ?
P!ion disease update 2009 (06) _20C9_^?,^_-.._^_.{,"3,
Prion disease update 2009 (05) ?0_0-9_C_6q:.245.1
Prion disease update 2009 (04) ::t-C-?-o*{.qf.._1.1.?.1
vc,ID, 5th death - spain (cantab!ia) 2009030?.c953
Prion disease update 2009 (03) i]0tj9c305.0918
Prion disease update 2009 (02) :0.0q-0-2.02..f4_6-_".
p-inn .lisFF.p,,rdarF 200q (01) :.:0C9Clla.iir?i1
2008
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Prj.on disease update 2008 (10) 20C80il:-_2_l_42_
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200?
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Prj-on disease update 2oo? ltifl zooiffoS.:eOz
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with the chemical conlpany GlaxoSr.ithKllrle (CSK)  He said: "They have
given us acctss tO thcir chemュ cal llbraries′  whiCh COntain m■ 1lions
of compounds′  and we have alreaay ■dentified some that inay lork well・
This is a timely reminder that prion concerns are n9t 9。 ing away and
that controls to stop abnottmal prions being transmitted to hunans
through the Food system or through blood transfusions ●ust be
vigorously maintained."

Complunicated by:
ProMED― mail くっ聟 me(1。 2■●1,ω la■ ■■)FO>

〔The abStract and the reFcrence For thc Sciente paper dcscried above
are the follo、 iヾng: Science DOI: 10 1126/science l183218′  Publlshed
Online 31 Dec 2009.
く

=|,p://コ
]゛

`:sc■

ence“13(119`立 Cg=/f,■ ,9■■/ibEtract/sc工 ence l183219>.
panvinian Evolution of Prions in Cell culture  By 」iali Li′  Shawη
Browning′  sukhvir P  Mahal′  ハ置ja M. oelschlegel′ Charles Weissmann
At: Department of lnfectology′  scriPPs Florida′  130 Scripp9 Way′
」upiter′  FL 33458′  USA.

Abst_ract: "Prions are infeotious prOteins consisting mainly Of PIPSC′

'o. s. r.;. o! rt, y"" ha'. eia! coh5tllulhL5
pd". 

"h$E. i" p.i"i'

rh!.ueh rhr !o<n ;y"i.b ,. cn.",ei br..d
t!ansfusions hus! be vigorously majn!ained...

P!ofesso! John CoIlinge, Medrcal Resea!ch Councrl p!ton Unit sCated
thati I'This means that this patte!n of Dalwinian evol.ution appears to
be un!ve!saIly active. In vj-ruses, mutation is finked to changes in
nucleic acid sequehce that feads to tesistance. Now, this
adaptability has hoved one leveL do@ -- to plions ano p!o!ern
f,olding -- and it's clea! that you do not need nucfeic acid (DNA o!
RNA) for the process of evolution.',

Mamafian celfs nolmalfy ploduce cell-uIar prion protein o! p!pC,
Duling infections, such as the hhan form of nad cow disease, knom
as VCJD, abnormal or mis-fotded proteids conve!t the hormaL host
prion p!otein into its toxic form by changi.ng its confolmation o!
shape. "It was generally chought that once cellular p!ion protein was
convelted into the abnormal fo!m, thele was no further change,', plof:
WeissRann said. nBut the!e have been hints that something vas
happening. Lqhen you tlansmit prlons from sheep to Rice, they become
more vilulent ove! time- Now we know lhat the abholmaf prions
!epl.icate and c!eate va!iants, pelhaps at a low Ievel initj.ally. But
once they a!e tlansfe!red to a new host, natural selectj.on wilL
eventuaLly choose the mole viruleht and aggressive va!iants."

Professo! John collinge/ of the Medical Resea!ch council,s (MRC) \
Prion Unit, described the !eseatch as excitj.ng confilhation of a
hypothesis that he had proposed 2 years ago, that the!e could be a
"cl.oud" or whole arlay of prion proteins in the body. He ca]led it
the cLoud hypothesis: "The prion protein is not a cJ-one, i.t is a
quasr-species that can c!eate different p!otein stratns even ln lne
same animal. The abnolmaI plion proteins frultipLy by conve!ting
nornal prlon ploteins. The implication of Challes weissmann's work is
that iE would be better to cut off thar suppl-y of nornal prion
proteins lathe! than risk the abnormal prion adapting to a drug and
evolving into a new more virulent fo!m. you would do this by tlying
to bl-ock lhe sites on the nomal prj.on protein that the abnornal form
locks on to to do its conversj-on. we know there is an antibody that
can do thj.s in mice, and the Medical Resealch councj,l's p!ion Unit
have managed to engineer a hwan antibody to do this. It as currently
unde:going safety tests/ and we hope to move to clinical trial.s by
t'he end of 2011."

Professo! Collinge said thFTSRc was .also rlyjng to find mole
conventi.onal. chenical compounds to do this and has been col.Iabo!atinq
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