® B

(VA NVA £559% 452%, pp.155-166, 2009)

ek - VF IR —BLEEELTODEBEF-LEE

mE #— UA F X EH

B KEB

| ST R A AT E A (5

Tk U (EEEERIRINE) (%, AERTOFEEBIE - IGEEAHE L T 2o W EE e 2 1
JRHRTHALH., e OYA, 1) K08~ 9% 5D 53 r a4y 7 )V b - Y a7 (CID), 2)
TG VEAEOBEMLETERIZE DR T ) 4 9E, 3) WEART ) 4 IcE RSN EREE, E
WK B BT EWE A LR R E $5 7)) 4 VIE, BPHLNTWA, PR RICERT S
BT F CEAE (PrP) 3REAESEMTH L EEZO5NTEBY, BYH 7)) F L HEEICH
k45 PrPSC o a7 59, INFEM RIGEMEERZ O PrPSe b EAMICEGEMEE S 2. v ik RIE
(BSE) 7 # ¥ OfFEAVE R O Z 2R CJD (vCID) (3 1996 4F |23 T S LTIk, 5T
215 D BENFEL T A (2009 4 9 ABIE, #[E NCJDSU 7— % ). %M CID £#7%), vCID
TIRIMERRHIC D PrPSE A &N G, 22 26, RO vCID BE A N+ — & % Ao
LAEMEDS DRI 20 b aim S LTV 7228, S ASEN & BEb it A 2 RIEGDSIEE T 5 BIMERR S L7z, A

T, BIHEL LTOT I VIR ERET 5.

FL®IC

fz 3% 1 ¥ # IR B JE  (transmissible spongiform
encephalopathy ; TSE) %, 4 H, —f&Micix 7))+~
Rl RSN, BRATRL R Eb N (ZuA YT
)V b - ¥ a7 5F % & Creutzfeldt-Jakob diseases,
ClDs), V¥ - ¥F¥ (A7 L—¥—; scrapie), I v 7
(ZEME X ¥ 7 #EIRIE 5 TME), @7 (YRR
B CWD), w3 (7 VilEfIkiiE ; BSE) OfESIH
FTIRMOENT VGG TLN L ols, S L mk
DR 7 & O AHRAPFEHLT T 13 22 R 28 & I O Bl 7% A
RBOLNL. 72, HRMFTR & L T ORISR AT
T EOMBSEIRS LI LITRD SN, b FOBAITIE,
M OMT, AR, EATHRERE &0 HEEG L%
SHND O v h S ok I OSEEF I A

T 162-8640 #HrfalX Il 1-23-1
[ R G RE sE TR A L 35
TEL : 03-5285-1111

FAX © 03-5285-1157

E-mail . hagiwark@nih.go.jp

HME72h3, e MRS oY o BIRFE T O TSE OFEA I3 EkG:
(B2 EROEY) XptEZONTVD.
Scrapie (2B 3 At id il < 13 18 AL DR IZFED S
%% L L, TSE OMZehEHIIER L 7201% 20 A
WZRoTHeDZ ETHY, ZDORIE, scrapie HYEGE
THbHZEEMDTRLZ 1936 4£~ 39 4£ D Cuillé &
Chelle 12 X % 5Bz 220 — $72:b b, scrapie TH
VORI EY A — P EEEFE Y VB 0IETFIC
BT 5 & 1~ 24EDOERI % 4T scrapie WWRIET 5 —
IZE9) L ZAPKRE V. BREEBRINORITHERICIZIZR
JH L TRER &7-F £\ scrapie DFFEIE, Tk ‘2
FEME A )V AfEGe (slow virus infection)’ DT
EHRBELTWL 2 EIC b 0, — T, scrapie JREED
(A=) & AR BALER TR I2RTY L 2 57 ) (4%
FASH S 5 RIMRIRSHC X o T OIRERIZSE L 2w Y
EVIHRERD T AR LT BB R4 I S 00
A2 ON T, scrapie WIEAIE ‘virus’ £ Db ‘agent’
LIFEND L9 12 o T2 ) SEEROEEIZMKR &
LCHEE - FIET&E o725 1950 FEfCICR w22 sh/:
k-7 —=0— (kuru) 2RSS scrapie & R
THEMLTWAZ L3 S5 kuru % 1920 LI RV 72
&N CID OF 8y ¥ — T ENOIERRFEBR O L) 5230
2L ETHIHADEELZARLPEREN, INEDHE
SRS AL L 72 IR D BESHE Tdh B &\ o) BEA 1970
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A KIEME CID (GSS 75xE) TREENIERDHEA
| ojr__:\\ I
& s & § & o
IETTE § LeB el
X rrr o Tplrrprr 7
°F O~ O o
0@ IEL L RIS SS &
TN WX Ny SISV Y
V¥ 008 § SFLS058 &
vd T ~ IFLOoIY0 I
NI TTTTIT — piledp2Jo2] o3 TTFC
ERARE(T  5xoctapeptide L Ad GPI77>A— 14
<5 F LB motif HESH HEEH 29+ V5|
k> 129
Met/Val 274
B R 1290 %R
British [Met/Met| Met/Val 5 \
Val/Val Kuru @%EE@%(‘:
French | ,.J OR> 129 28
Spanish | |
Austrian | |
Italian l |
Japanese |
Han Chinese | Q-f{gnzae
Turkish | [ =
0 50 100 (%)

X1 EMPPOEE- %8, LU0t FUF2KE BSE

(WANVA H59% #2755,
C
o ) | OZRE mERE 10488
ﬁ&) C0GSS Il e
ﬁ% ORI
# = 8ol
S5
Q% 60t
b
it
o 48 40l
o=
O 20
253
0
D »
;\k‘
A
f
&
2 pEauR
1 HEHE

At b PrPOEF— 70X E R CID 7 — A% EOBIE & B L 72UEM LR, o N2 129 0% RN A2 b

RoNLLHTH Y, FSEOELER L % LR TITH .
IZB T B-sheet fiiiE % & 5.
BEOIIEF & 3 F 2 129 L8 (47, Sk 17 2002,
FNLLE) TEITRLZ.
Budscmk 10212 X %)

Kuru

a, EHEHPPIZBWT a-helix R & 5 ;
B. &£EED K 129 0% RIG5AE  (fe 3CHk 22, 25, 27, 29, 55, 65, 75, 82, 96 12 & %) B X U kuru
BEONLFv— b () 3, 3O04EHKE (K8, HiEE,
C. #ENZB1T 5 BSE & CJD BHEDFSAEKOHER. (BSE R ¥ UL 104, CJD B
D. TAE TR A - 729EE M BSE 2 flH O glycoform (SCRk 40 & 0). SIEICTIE 2 FEGERI O HIxS

B, 1E#H PrP

dtmeg?, ZoIEERBITIE 1 BT T O AR £ - T .

ERRFTIEAT VW S7-DOTH 5.
1. BEEBRTUFCERE

Prusiner I AL FEEHBEDONA T v A4 RITE
D) scrapie AR DIRA & A, WEAITEAEEO KT
(prion ; 7V A v k) THHZE, T2, TUF LD
KRG ZFDOELLBEEHETHL T A VEHETH S
SR IEICHE LAY, B LT, BEmEAICE
Tk EAE (PrPC) AHREE I Lo L § kA 2 ALk
CHRBLLTBY, WEERT) A+ 2ilikT 2 7))+ v &E
2 (PrP>) 13 PrPC O @k A2 L7z SRl 7 )
VEHE THHI LWLk ()C T ‘cellular’
D, ‘Sc’ I ‘disease-causing isoform’ IZHIK T 5 ™).
¥ 7z, scrapie & DFPEDTRFE S Tz b ORREZE
EERY, 7VFUPEELTwDEZ e bhot. PP
TR R DIRARER IR - ET 505, FEICHE -
MK L7 PrPSC 2 G LMy M CEIE T b &,

“prion rod” & XIFN 5 20 nm i OMEKEE TR L Tw
% ™) prion rod AREHLIRO PrPSC Rk L W —Th B
DPIZDWTIIRER ORI D 505, W I LIHEES
fZl2ih 7 L 72 PrPSe i3 Congo Red Jeta i &k W R % B9
7304 FEOBERTHLEEZONTWVE ™ $72,
scrapie-associated fibrils (SAF) & M:Ei 2 f§ & K 1%,
prion rod DM B 5 VIZAREMICF W TH 2 P
LEZLENTWD, TOLHIZT )4 IZDNA R RNA &
WO ERERE R, BEAEZOLDOTH L L) R
BOWTHRRLZHEARTH Y, @ OREARDOAEL - kg
FEET ) & v DG EEEINIEREE L LN TE
. &B, PrP* A EHESHRE 707 —+¥ K (PK)
12X DAL 5 & CRMM O 2/3 SRBALWTA & L Th%
575, PrPC 3 b s g, BAEPUH ST b PrP> ok
LR IR, 20 X9 7% PrPSe & PrP o PK #1bicxf
T HESZMEOMEZFHE L TWA. PK LD PrP>e iify
% SDS-RUT7 27T I FESIKEICHEEL, fi7)
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£1 b FTUVAUR
ELY N WA IR - FEE R T
Creutzfeldt-Jakob Disease [C]D]
IFENE (85-90%) 1920 PrfC 20 & PrPSe ~op {5611 4830
(F 721362 prnp 225 ?)
RIPE (5-15%) 1924 SRR RGO prop 254
PEIF M (<5%) 1974 GG S NIRRT A ) S5
251 [vCID] 1996 BSE
Gerstmann-Striussler-Scheinker Syndrome 1928 HEFEARIE RSN O prop 455
Kuru 1957 Cannibalism
A MRIE
FKIEY [Fatal Familial Insomnial 1986 AT RS D prop 285
s 1999 PrPC 7> & PrPSc ~ o> B 52

(F 723D prop 25 7))

SCHR 66, 99 & b &I,

x®2
L B PRI (45

PRy e 1 16

e 4 P A 2 15

SRR * 3 155

TR ** > 200 6

WEARLVE S * > 160 12

ITH Rhos* 5 13

1+ 5 67 N

* K 88,89 L D HIMH. MR IT I L B ¥ K3 &S,

VEBEDURIC L AW (western blot f#HT) %479 &,
3RO FHIE NS (B1D). Tk, PrP>if k
WAFAET 5 2 AT DT A8T X 245 ARBESEA AL (B
1A) OHESHMNIMOAREIC & A, HEREGHA 1 BEGHR, 2 b
PN L2y FTH B, T & VISR OBDTT
T B, FRDENIZ XY 2O FOBEYEE A @
HWIDIZ R 7 57288 — >~ (glycoform ENFENB) %R
. EE2 S RN ERPEIETAEICD D L) 7
glycoform (IfR7-1, (ZIFEDHIER TR =Dy — ¥ 2 IRT,
Glycoform IRk DOEHA D —212F &, glycoform A3k
OFEAE LR L TV 2 bIF Tld e was, Z OMEEN % R
X7 F kA HBT 5 ETHIETH 2 191989,

2. Eb-TUFUR

e NSO O 7)) F VIRIEBES CREMR (0F D
PrP%) OFECHERIC L 2EPHETH 2 L HEZ LN TNVD
2%, b b TNFVIRORFEEFID A TH D, T
bh, b TUF ORI ~90 %rHDHBEDIE,
WA ETE 2 WREE 704 Y 72V - YT
(sporadic Creutzfeldt-Jakob disease ; sCJD) TH A (F

). 74>y 7z b - Y3795 (CID) DAFHZRITHR
DEDHIRIZHB VT H ALT100 HAL720 1A, 205
AR IF AT 100 HANS720 05 A 4%, HEICL 5%
HEROZE LR D (EE (JE TR - Zth=42%
58% %)), &) AEMEAH SN TVDAS, ThbOfE
fiE1x CJD DK% HodoTWAB sCID 7 — A D BER 12T
KELLTWB EEZ oML, —J7, R D 10 BEEELS T )
F Y EOEELET (prop) OEEE I — FHEBUICERE D
DB F Y TH D, Gerstmann-Striussler-
Scheinker FEBRE (GSS) B X UHFEHR ARG (FFI)
ENFIEN B IR S prop DZERIZER T2 (B1A). B
L, G, EEME Vo 7ES EOSHED NI
5T, PrPSe & &t filighid % < DY A 1T B & S5 iE
THEVWHIHETHL, L, 7T EEGHM (Thb
b PrP> 2 S 4l FEEITAICLD, HH AL
L CREOMICHERN Y 5 &, EEMECID, kuru, Z28# CJD
(T DEFDPOSWLDR LT T VIHIIBYSEE L
TIRDLFEH Z LI 5.

B JE 4 CJD (iatrogenic CJD; iCJD) X, TN F TIZ
B - BEETAT, PGS X D INIRRCEE, MIERNE,
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[EREHH, & AHVIETERERARAVEY (KEAVEY, T
FRIEYY) O#HGICE D REEBIHL2ICER T
2 (3 2)88 8 A L 7 o 2z BRI B, AR A 22\
LRI sCID B ICHRT 27U 4 V25 - RAL T
W72 EIIEIEERN 2 <, iCID #1134 L D342 sCID
LHEUORERERT S8 KPETHESATWS
iICID IZ&THEBAIC L 2 b DTH 5. [EAGEEFIFIE
Bl G R B IR ZR 3 [ 77 o R ORI
7 A ARG B FANSEIE] oY — XA T AT L
N 69 %D IiCID BEVHERSNTE Y, BEOWEH &
bEwhH EEFI1324DIC]D BEVRZ DY —XA4 T VA
HEITBHFENTYA (2008 4F 2 ABUE D)), SBEFHAC
X0, B S N-6EE Lyodura (B.Braun Melsungen
1) THEHEZEIHPLTWD CKIETO 1401 Tutoplast
dura) 8889 9.9 1987 4E 3 H IR A WE X ETOL b
BRI O # 251 L 72, —75, kuru & 2878 CJD &
BOMZEGEIZLLe - TUFUHTHL, D221
DWTIE RETLIETHE L 2256 F 2 Thiown,

3. BORBEIZELBEDd - TUX R
—kuru EZEEE CJD

82 R FLKHAZ N T T =2 — F = 7 ORI E 12
JEET 5747 (Fore) fEIERICH VI E N7z kuru 1E, T
LD LR & FRELRAR S 2% scrapie CHHBLL TWwWa Z
LS O AREHEEE S DML EED, FO%, T4
YIRTH A EDHEE L7z, EFRAD D, kuru ($555K
172 ANFEAT 2 (cannibalism) 12 & 2 7Y 4 >~ ORI Ge AR
WThrEEZLNTWAY, K TH D75, cannibalism
& OB 218 LT\ b 1977 4E D Gajdusek DFG I
RPES - IRBIER Y TIE, SEARALER OB O AR D A
W, TN EMNTICL D, O - RE - D5 O virus
PG NS L EEE L T W5, PrPS sk 7Z[E ST
W VB BRI O — I AN 2T ELBR
Cannibalism (& 1950 /G122 SNz, ZF DR HE 1975 4F
DA T, cannibalism B FL % EAFTF 2 &9 12, 1968 45
DAt o A2 72 7 kuru BRSO STV 20 3239,
—J5, FEREOFBEMNIBRAETOHIEL THY 20329,
ZDZ & kuru DFREICEHA L ISR A EEIRL
TW5h, FAEFEI ETHHLTWA T kuru BEHK
3B X% 3000 Z12DIF Y 3, 2D A1 1901 ~ 02 4 3
® sCJD BEHBOREIHEIM T 2 v L HEW D Shcw
% . Kuru @ sCJD HikgilE, I v /80 ¥ — @i i Filap L 3234
HBHVIETY RS ADIEFERIZBVT, kuru 7 4 ¥
PR L@ & sCID 7 ok v R SR L - EW O3SE £
TOEHKRY, WELOSH, H25VIEEREL 72 PrP>* o
glycoform ZMHEAZFABLL TW D & W) RS b X
N5, 7272 LA RZ L1, sCID #ulIf) |2 B v T
\ZRED S N5 AT ERIRL, kuru BETIEE NI wEWn

(VA VA §50% 25,

5189 7 p kuru OEFIFEL, karu O TEYGED
MRS EMTH B 2. E512, FEBRIZ< Y 2128
K72 CID R 2 M L - g~ A b e E T
Y AHSEE OB AP A CID 25 2 2 L iddEC ™,
¥ 72, scrapie IR LB L Y DORBIBIEE I
PrPSe |28 SN B WREMEIIE WV %) (fFe v ¥ o
CAHEAICIE, HAERDBYIEE R &5 O ORORGDS R
HATE AV EHEN SN TNDEB9) Lny HisEr s
bbb L, kuru 7217 CTh {— KW PO T F UIFIZD
WTH BT RERYEDOEEME IO TRV O TlE v & T4
ENG. 12721, WRD ORI W & feE T A 0
FEbH VD D,

Kuru72’B8Z565< kb sCI]D7UFralFELELT
cannibalism (2 & D Jfk - BHEL 720123 L, Z5%EICJD
(variant CJD ; vCID) % 7S EM % 4 L 7277 3 dAm IR
fiE (BSE) 7'V A v ORAMZHFEOFKRTHL Z L1T, 12
15w, bbb, vCID Bk Ty v R vy
ANER S 2B ORI, WEBOSH 0, HoH ik
PrP5¢ @ glycoform!®4¥ (%, BSE 7'V 4 v 2 Hff L 72~
ZADRHE 5+ 5. &512, BSE & vCID O3sEH O
12100 (R 10) 1243, EFMAHEIREDSNE. C
NET, HRT2HARLHVCID LB THBY 12, &
DETIE, 1 AD VvCID BESINETIIRODo T W,
B, eVY - XYFDOTY) G VIR TH D scrapie i b
B L 22 &3, scrapie DS « AT OEE 50K
BENTWED,

XC, kuru ® BSE, 5 Wiikt MUAOE O T F
YIHIIBWT, BOMNIZEALZEZ Y 4 Y ZRGO/S A T
WA AL TR A TN BEE Z 5T 5 165869
L L, 0%, Wil 50V — b 2 & CTHREMKERTO
PrPSc ol - EREICEL DL v BRI, 13EA L]
BHEnTwiw, <7 AEFENO scrapie 7'V + » O
FEERR 51, WO BRI I PrPSe 28t S 7z
RICHIFR T O PrPS oG IZRATT 5 L V) EF LR
IBENTWSR® UL, &EOV— Mk bEGICH
WU, R (OB OBENIEZETIE L v X
ITHD. T%bb, <7 AT scrapie 7)) * v RN
285 LT H R i~ PrPSe o HfI3Eg s s %
DIEHS, Wlig xR M~ 7 AT D&Y - SE X IR o
YhE— L R LRSI ZDTH S S (LHEE3 D
EBRTIEHEEANT ) 4V 2HF5 L TwaD, #Hk5E
A THhLEEZOLND). ROCEENET ZEIZEDE
WHABBRALZZT ) & 5, BN & o diig st R
IZHE L T PP OFRICELBIEICIT 1K - 22k 8
G LTwa LT A05e 8132w, L L, B
— b &7 2 Mk T O PrPS O FRE R B AT I R LLT
DZELHVIELDT, BITIIESTIE RV, FOREME
WL, SHOBIRECEETH S ). &b, HEiEmi
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*®3 BIlFrEHNS vCIDT—2X

7= . IRy

= ity e STy e
No. B iy 1M1 )RR 129 R N —1E#H SCHik
1 627% FRIMLER M/M I 6.5 FFRITFERE 13 o H OFFMRIZIE BRI 3.5 4£1%212 vCID % FE. 57
(FMmERARREZ) . BNOF KT PrPSe ik vCID 12
LACITFIRT T =2 B Y .
2 SEHRE - MER) O RILER M/V %Jﬂlf‘ﬁ 5 ﬁfﬁ@mﬁﬂi%%a‘% Z &R BRI 18 - AR vCID % SEHE. 67
Aiflelderly  (FMLERA D) . HIRBCCIN - HEE - Rk PrPSe a2
L5 . H*Hﬁmmﬁlé (B E Tl VAT,
VCJD WEEDID).
3 31k ARIMER M/M B 6 ~ 7.5 52122 THEIR 2 vCID  BRIML 20 & A #12 vCID % 38, 92,
Bk (HIMERA D) FEIRE BT 2. I - Fk#IE PrPSe [ 93
.
4 AEE FRIMER M/M i1 8.5 4EF2 1SS . 4 — 2 No.3 & [l — Dkl 35,
(I IMmERAERZ) A, r—ANo3ICHWwSNRT: 97,
7= )V OWRIL 3 4 H 1 FRR 100
M. mki 17 » A %12 vCID %
72)4‘
5 >T70 7% M4 VCID ICBIE  REE AR oERIEHES 5 e FHT PrPSe By BRIl 6 ~ H %12 vCID % 384E. 101
(I A9 B L7 I 22 4 xd L (ﬁfmﬂ%iﬁi).
#) WAL 5N B 1999
AE LU O 35 o $%
H5EHY)
(e A e ek ) %)ﬂwtiﬁﬁﬁ‘%, FESHE < o PrPC 2 ST, HIED LA, BRI sCID BEDP FF—L 7

5 PrPSe ~oZsH - BGEICI, ML R Bl R 659 628D DEFILR MAEM 532 & 5 CJD @ 2 KgYe) A 7 13T &
@l/bﬁ4b—yxwﬁﬁf7ﬁwﬂ>ﬁ%<%%tf BEEZLNTWS 2 L, FicikxzzEH I
WBZEPRENT VS, vCID B# 8| & 5\ IEERINIC BSE 7)) A v &L
- E@7zh = AN DRk - W - ) > SEi I PrPSe
4. vCID EMRDZ 2 PR ENL, T2 EDS vCID IZDoW T, IR
sCID BZ Ok Pulif i< 13 PrPse i3l S vy (B vCID BE DM DGO F I ST &2, Ly
FRFLLLT) 7%, vCID BE T PrPSc o R D 1 ~ L, BEMEOEINEEZNAFT v AL YBRFEET 512
109% (21243 % 8D PrP>e 2Smdkc i, ) >/ Sl R X, b MR A SRAEEY (EERENY) RIS S oMLk
S g7 mEIC) PPl E s W, L, KA, D IZ/NE IR R B R RO IR % &
VvCID BETOZ D &9 7)) 7Sk~ D PrPs o %R, DA S, WL E B L 72 2 — )L TOEER DA
RO ZREGL — FSRETIE v, ) o, FOE THE LV, B 2 EBRIRRGE S O a9 1T, i As
FesIE ] & % 2 515 kuru BE ORBEIZIE PrPS>e i3 M & KIEEDRNTH B &5 bh&quwzmmmm#%lf
NEVDOTHDL O, E510H =7 4 FV~ORIEY LR HE5BIRON o7 (R3). 5HFEHO—2 (R3) DAt
Tb, BSE 7V F v &R SE -V Ok - PRIEIZIE D 2>jzrfzﬁv%4 203, wfh%) vCID & % & temkil 7 —

PrPSe 25kt E L5 A%, sCID R iCJD 77V oF o % ik kg (RS A RIMERME 4 (FTIMERBR 2L %2 L T 7e )
RGEAICIZI NS DY v SHERT PrPSe ettt e o 1, O)ﬁﬁuJI[L’S:Eé FTW5b, ;@T’ﬁkJI[L7 — 5 1% 66 %4 D5 %

51, ) v HREANO PrPSe %L BSE 7 4 v D ZHFTVAEZEDPHBE LTV T2 SEERFEAEATEEZ
BTRBRWEAL) P EHEN L2 % 5%%, BSEREY VO 554 (Lo 4 %% K<) DN 29 &H Ik 5 4L I
[l % ST B & PrPSe MRS LL T Td 0 49, il FEE LTV A2S, JECER I IZAREIR P HI T o PrP>e &
R DI D O SN NI DY T AR W28 F BHEhTWEY FEERIEV O, WIS wEE %5
Tyl AICEDVHERENRTVWSE 128 =0k 9|2 Prp5e L9 BERERZ TV 20 L EEENRS). LiL, bL
DERIMLOSATE, T 0k, EE, EEL— oM RO BEBIENTITH - 722 b1E, Lo 4 4LDA0C
AEDEIZL o TRE CELR Y BHEAICH L 5 2 & X VvCID 58N B r — AHE 5 1THE LTV BETEIZHE T
Thb. ENZV, WIS E L 66 Z4H1T 2 KBS B DL B HIAY
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Al b AR SN ki, RO vCID B Hs
Bl N+ — &5 ICID AR DIRL I &, 75 UL
12X % vCID @ 2 REEGNFR IS ILBE W & 2RI LT
W5, B, MELEKNE T 5 vCID O 2 KEGHIIE I
FTHONTO D078 23 FRRoho7-5%H
DIMKIFEZDr— A (F3) TlE, R vCID DFEEIR
ERONED 5725 DD, HIET PP St sz b w
IV Cor — 20HMIE, HEETIIAHTHS.

5. BSEZ7UA>ETRT 129 28

BSE & vCID ®%HEY — 27 0 (B 1C) » 5, BSE
TN F D bANORIEO BRI MR E T 5 MR T
Bwh el sns, 72, YOHEEETEIL, kK
ERA#IC vCID 250E L2 BE 0 1 7 — A TIE, #IR
M2 ~ 21 4F I B LB EN T WA Y| BIRENC &
12, TR TIZVCID LB S - BE D prop & iR
L&, BTCORBIIBVWIT A YEHED 129FHOT
I /A Met / Met FEEEGR 57, TOZEnb,
BSE 7V # » & Met / Met FEHSTI DV b D5
FTAHADTE WL I Tz, Ly L Elofgiz
L5 2REGHEEbND 14 (R3.7—A2) 1F, Met /
Val NF OBEeHTH o720, wi—v bAD 1 K5 -
Y13 Met / Met A EEAROEZVEDT =W AS, Hlfl 2
El2kBVCID Dk bk b2 REGETIEETOELEHR
WREZZRTRT, LW T LS Litkv., HDH0IE,
kuru BE O prop R 5 &, FERBRERTIEa N2 129
A¥Met /" Met R EZGROE G258 <, #12, RIEK
AR TRIEICE > 2 2 2 O NAERERE TIE, Met / Val
ANTFOEBESFOLEIEE > Tn5 172 (R 1B). vCID
Ekuru i3 7Y F URRAE R B O THM B IZ B E S
W5, ZNFETOVCID BEDS Met / Met HSEFEAETH -
7DIEZ DOFIER O v N TIEBSE 7)) 4 ¥ ORI Y
WO T, OEEHO v N TR EHOBIIE % % CRE
CE LW REMD TR S, FIE, BAREIRNIZIE vCID &g
TELZWDS, NRICHH &5 PrPSe o glycoform 75 vCID
%R Val / Val S EHEATIO B (39 %) 25t Ao 7%
STWAB O BaHI, HAAD I F ¥ 129 DS RFAET
i3, Met/Met R EHEASTDSE D 2 H&H 520 (B 1B)
BSE 7V D -k hOEIEIC L D 1 RIEYDS EDORE
YR L TW B0, HENOEE H 7. BSE 8450051
E& Db 2N TEVEET, ERORHK S 2
LHaE 4D 2515 5 PrPSe o HRE 2 WA ISR L7z &
22, WmIE 8318 MARHZHIE 1 kD o h 5 721 L
. ZOBRMELBIE D > THEES AT 5 EAEERD
R HERHINEE T 2 2%, 1996 £ DM D vCID BED
WS ICBSIN TV X D ide MAORFEOBIE TN S
WEHENIE NS, LA L—hT, SRPEMICbS L
MET S L&, vCID OFED S HTHh 10 FELNI T b7

(712

INEDAY ) —= 2SS AD R ) o 3 A
RSN TR WITER L H ), 77— F IFEBEICHE TR
XONL LNk,

L 2AT, %L vCID A D38 & 7 - 72 BSE &
1980 4 £t 4 - 12 B2 [E B P 6 12 B\ TR IS RERR S L 87,
BSE 7)) & v iZiGg S - fE FRICAER) 1Kk v
=7V ORIVERIC LY, Fo CHICERESETICEE -
72V IhET, BEYYBIUVCID BRFICER L
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Acquired human prion diseases - the past and the present issues
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Transmissible spongiform encephalopathies, or prion diseases, are fatal neurodegenerative
disorders. In aetiological viewpoint, human prion diseases are classified into 1) sporadic Creutzfeldt-Jakob
disease (CJD) which comprises 80-90% of the total population of human prion disaeses, 2) inherited
forms, and 3) acquired types by prion-contaminated surgical instruments, biopharmaceuticals or
foodstuffs. The diseases cause an accumulation of the disease-associated form(s) of prion protein
(PrP5%) in the central nervous system. PrPS¢ is regarded as the entity of prion agents and generally exerts
infectivity, irrespective of its origin being from the sporadic cases or the inherited cases. Variant CJD
(vC]D), first identified in the United Kingdom (UK) in 1996, is an acquired type of human CJD by oral intake
of BSE prion. Cumulative numbers of 215 patients in the world have been reported for definite or
probable vCJD cases according to the UK National Creutzfeldt-Jakob Disease Surveillance Unit by
September, 2009. Different from sporadic CJD cases, vCJD patients show an accumulation of PrP¢ in
spleen and tonsils. Such distribution of PrPS¢ in lymphoid tissues raised clinical concern about the
potential infectivity in the blood or blood components used for blood transfusion. To date, five
instances of probable transfusion-mediated transmission of vCJD prion have been found in UK. Here we
review the past and the present issues about the acquired human prion diseases.
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