Bz FE 70—, %8
WMTRASES/-DORBN I 5 —%
WEL <.

(2) PRBT @ VH Bi=zFHB LU VL Bz
EMAAALIERBN Y —% )R Tz
7a ik C0S-THfEIZE®A L=,
(3) PRB7T Hilihik#izT2aL 77—

¥ I R % — (PRBT / pCANTABSE) %,

KHGE (HB2151) CHEL. 1V 7
OEN-B-FAHSIIPEZ IR
(Isopropyl
p-D-thiogalactopyranoside: IPTG) #
AWTRBFEEZT2 V. EE LS
fi Etag fitkh > 2L (Pharmacia) %=H
WTHS R ZRE L7,

(2) PRB7 HEMEBEEFETIAIEK
& 7= (pET28D) [z O—=2+4L.,
KIE@EOEHAKIZFER S L REAY
F—EMEL. KBEOREBRRZ/
T3W, HME, BHEieo) 75—
T4 TETORE,

(@) KEBHOFEBREZRONTHE. W
LBt FHARAE N TV A EHA

(aa23-231) #. Jackson GS (Science

283: 1935-37, 1999) SDAEIZHEL T,

B—hERTA L ERAZ2RBEANT
fERIL ., #AENOBIFICER L. =

_1?_

DY N0 BT OV ERGEL. [EFR A
S, CD A7 MILERWTREL
yia?

(ff #E fi ~ O B K8
DaZEF R TUXEBZRD
EZOETOERZ, BizTHRID P2
LANEBE T -7 7U 4 2 EAR
U4 0D {38 1 vl 4 AR i AE O 2B 4 Bt
IDONWT ()] ICETHWTHARL /&,

C. BroeRsR

PRBT HEiHkBImFEEL 77—
I RXR%Z%&— (PRBT / pCANTABSE) %,
KWEE (HB2151) (T E =M L. IPTG
THREFHLBRELEBIURY T
7 X LSRN PRBT B8k,
BTN EAICKHEROKEETEN %2R
L7z, ZOFBFATIE. PRBT Hifipik
DR A D TE 2% (10 ug/L LA
F) . PRBT BigHi kB =+ % KIBE O $f
AMECRBENSREAN I 5 — 2%
L. R - WUZT o2, TORE #
ARG 1 LOBESZZD 10715 ng @
PRB7T Bgipitknifan/. Z otk
(1 mg/ml) ZRM T, BREMZEHRBL
DFRICKDU 74— NT4 27 %7F



2/2&T 5. PRBT B#HikDIZEAE
(L 7=, BElRPIZE £ 5 PRBT Hi
& (1=2pg/ml) ZMWT, HikiEtEz
RANXIZETA BTV EALOKE
EHEED bk, —4, V7%
=T 4 2R (ZFERR ¥, pt
dh: RF120) ZHWTY 74 —IF 4 >
TEToRETH, |KBEOHERT
PRB7T Wbk, ZoB&%E
RAWT, 7 A EBA & O RS %Mt
LIitEl s, BRIT A CEANDRES
EGTER<S, a®7 ) 4 BANOKE
HROONI. VA Ty T 4
TR LDk OMRERITL 7= &
CAHDFHMOZZNT 1 REERIZES
ZRUEELTHELTNRDZ &S
A N o % st

X7z, PRBT Dk b IgGl, 1gG2 BLTN
1863 ~DHFHAHIT =7 T E2{F
FBAROMEL %k A 7= PRBT @ VH it 1=
FHBIUVL MR TFEZAARAATERERA
PF—BURIRILIaFRED
COS-T7 MMz g A L, K53 Ly Tohuk
DREBRZEZITAY > 7T0yF 4 AT
KO L7ZEZ A HEBLUOL#D
FRSED SNz, 51T, 1863 &
L7z PRBT DiE#%& Lk Z#RnT, 7Y

._1 8_

FCEAEORIHZEZRBITLET 5,
BT A EANDESHED SN
7 A

D. #%&
PRB7 B#ihith R EOS—DdH 5 SARS
A1 o7a5A L Ty—ic#ks
T % BB BUIA OOk M S AT R % B
BELT, ME b A7L) &MWL
THREQDS—ETU T EFo2ET
%, VL &> CDR ssskid, VH #idi o CDR
RRICHE L T N/ ETH D . 5
KETVAEBAOREIE. VH fEso
COR N—TMEICHF S L TWNB T &t
AEN, £/, PRBT @ 22 HH & 96
HH. 161 BHE 226 BHO > A5 1 >
BREMTIC 2N 7 4 REEBDEREN
TWa I EmRgENiz. ) 7+ =7
A 7HNC L VB 4172 PRBT HEs
WP FREITC 2N 7 4 REEEEEK
LTWEMS, 7UA CBAEDRAICE
Btz pEaN 5 VL #iko > 2
TACEREEL) EOTI/BICE
ERABZET. HTFRIORBENH T
LRV HL2EEZ 515,

PRBT @k b IgGl, 1gG2 BLTX IgG3
NOHHLD2=T ) A # T RER



RO EZRATRER. HEB L UL #
DREBRBED SNz, Bili, 1L/ 70
T 2 OEHBOLAS, Pk DK R %
WL L8 8E SN TS, 40
ERL-MARI PR LE T A B
RUEEZMITT 2408085 5,

E. &
ERERMm) o NERNS B L /-
mRNA ZHIWT, 14/ 707) >0 |
#i (IgGl, 1862 BELTN 163) DO H M
Bl . L #iconTid, «BoER
B ETFEsO—= Y LAty b
R —W/ELEZ, TORZHY—IZ,
PRBT fifkilh f= T nl 2 i ik il =7 %
70— 7L, @S TRE X
VLD DRERL Z—EWEL =,

F . fl G
7z

_]g_

G. HER%
FRREE

. EREFUAEABERMAE kD
DA, BIEHES TEMFELES.
BO1E HAEEREARAE. 20084124,
=

L gETVAVRETRETEMNL/-a i
ERMTYF L OW|A kB EES R, B
JE A AT EMFSES, B81EE ALl
EREGRKS. 008412H, WE

L BERBTUAVEAKEMNAL MkE
EiEREINE. ) A S Wf7e, 2008488, It
g

H. HEFAHED iR - BERis
EMATUF B LR T ST A
k. PCTAP2005/015121



MRRROFUTICHE T 5 —FR




L

AERROFUTICHT 5 —F

FHERE AXs1 g | ERethko | § B & HARSF | N— v
BEEL
o £ Eb7Y 4> KWES 2008 |77-96
E A =y 50k oL BELRE | 3%
% i A FaE (WTH) ¥
# &I
& W AT
BERA RS WXZAPLE Bl ~— 3 | HARF
Atarashi R, Simplified ultrasensitive prion |Nature 211-2 | 2008
Wilham JM, |detection by recombinant PrP | Methods
Christensen L, [conversion with shaking, Mar
Hughson AG,
Moore RA,
Johnson LM,
Onwubiko HA,
Priola SA,
Caughey B ) B
Yoshikawa D, |Dominant-negative effects of the |Journal 24202- |2008
Yamaguchi N, |amino-terminal half of prion Biological 11
Ishibashi D, | protein on neurotoxicity of Chemistry
Yamanaka H, | PrP-like protein/doppel in mice.
Okimura N,
Yamaguchi Y,
Mor1 T, Miyata
H, Shigematsu
K, Katamine S,
Sakaguchi S. .
Yuka Bone marrou stroma cells are Biochemical 7 957-961 | 2008

Takakura,
Naohiro
Yamaguchi,
Takehiro
Nakagaki,
Katsuya Satoh,
Jun-ichi Kira,
Noriyuki
Nishida

susceptible to prion infection.

and
Biophysical
Research
Communicatio




Sakaguchi 8.  |Antagonistic roles of the Prion 23  |107- 2008
N-terminal domain of prion 111
protein to doppel.
Nasu-Nishimur |Cellular prion protein prevents |Archives of 153(6) |1007- 2008
a Y, Taniuchi Y, |brain damage after Virology 1012
Nishimura T, |encephalomyocarditis virus
Sakudo A, infection in mice.
Nakajima K,
Ano Y, Sugiura
K, Sakaguchi S,
Itohara S,
Onodera T.
Sakaguchi S Recent development in Expert 18(1) 35-59 2008
therapeutics for prion diseases. |Opinion on
Therapeutic
Patents
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BHES - 20084 - 3 B#EHE (BB

A - HERAE (BiR)

E bDT ) A VIFHDFRE

TR - N i HE & f W K i
Hr E—Ap im H # T

B R ¥ i




(2008, 3) & B 77(565)

| K-} =

B bDT) F LIEDRRE

" RRFRAE R R AR AT TR A RS i i T W % o
Lev e L A T

TR %
TR i W B 1T fi % KW
oo — L G

25

TN A A BIEE MR ENRIRTH S, £ F T D Z VO Creutzfeldt -
Jakob 9§ (CJD) CTZEPE, Hiktk, WMo 32120060, SHICEHRM
TNFrsrns0a P 129FHOT I/ MERICESEHSE SIS, #
BEICIEEOZEREEE Z) A= R, W) d % 23y (PrPY) @ik
AWMLY S, HOEBW I PRMEORA S PrP> 28 L& i %
SEEMICHEBIT 2205 2 2 3Ly, JGRBEI I MR o4 5o (g
PHEMTHDH, BIFETIEANLHEMELA S ) —=r rREER LS T
UaZg i,

i L & (i

T A ik EENEMRELE (TSE) & LTS haEEED
MRENKETHL. EHOWBENEREOLE LBV EER
AT EBYVRETLZEVWIZETHAS, ZOEERELVS OdAR

F—7— K {EEEHHIEE, Creutzfeldt - Jakob disease (CJD),
Gerstmann - Striussler — Scheinker syndrome (GSS),

FOEMEEM AR (FFD, @MRBH CID

..2 4-



78(566) W - BRENE (A BFESE 638 - 3 HHTE

H1 FUuAARRICEFEIHBOEFTL

= - 1

Atk

- |

TNFAERIZE AL, BOERIE PrP* OV ERSENIHE L TwT, PrP* #f PrP
TS L TEOBRBHOIAMGE L 7H0 PrP* 1245,

¥, EBRMICBHPICHAE I OTILENTEL LWL EHRTH - 7275,
RATREFMI LY i@ KEAE (BSE) OWfT, £, o
BSE A EH L shAZRY Creutzfeldt - Jakob # (vCID) @M,
EMBMLZ LI L HERYECID 2 XPRAEL TV A,

TR B

T4 HOBRHEHEAT 20BEREHEENE T4 VIR
HicEBE, BREFLINAZRBE TSV ¥ 2082 (PrP¥) Ht
HAHIZADAZR, ZHiIZLD e bOF2EER TN F 5 212
(PrP*) BTV A & Ry |CHEERL, PrP*PEMT L2
EICXOVRAETHESND (). PrPeidfigER - ) 2 ROM
IZZLRBLTEN, BOBREOL—FE LTIRANABDOS L Z V7
En BRI AT, - B2 S0 ogiIcRITh,
AR - TPEARICAVRIZERT20TRZVHLELZS
hTwah,

ZOBBEHT A LRI A LR EERICE DD, $or0H
BIiaBT3s., 2ok O #RoES 2 EOBRR, @ #%

_25_




& B 79(567

FE2 MM1, MV1, VW2, MV2 @ PrP*

| MW CJOMM! CJDMVI CJDVWZ  GCJDMV2

325 w- ‘

\
 eegg
-

‘ 16.5 ==

FoFrT—EREED PrP* Ov Ay Y Fay iDL AR,

it PrP UKz K> TR S 1 PrP o BEYEAS Type L 2R84 3,
(M A, (Elwthes )

% () OIRAY L EOBEKR, GO HEBCERT 2 PrPo
FFROBOTENENG, & FTiE Typel & Type 2 ®EIZ 2
DEPHEEL, H20 L CHNTESL (FuFr7—FliEns
AFr-Tay bk, COROEHMEZ PrP* T I 04 FOR K
HOBNIZLoTRDZLEZONTWS (F1).

F7z, TVA AIBICIIMEOBE (species barrier) A5+ A, —#
B & ZHEM OB AR TS AW I mA ORI A ¢,
RELDBEEENPRELEVRELEZVIELS L, Thitfliict-
TPPPOT7 I /EENGP LT 2R E2-0BLLEZ LA TY
L., Flz, E D PrPFICbZRFBEZ EFAOEATVWE. 8%
LOTIHIF>D 120 FEAAFI=2 M) ObD LY ¥ (V)
DLEDHHY, ZADTNF BOBRIZLEFLTL Y. 2o
BIIAH - RETKE(ELED, A F)VAANTIZ MM B4 37%,
MV BI2% 51%, VV 82 12% THLHH, HEATIE 00% B LA
MM BT, MVEHIFED) 1 HIRBEL D, VWRHIZEEA KWW
EhTWS, AFVATHO VCIDIRZFDIZLEAED MM BTHE7:
&, BSE 7' #F A+ 5N MM BB TRV Tid ey

_26..



80(368) M- BRGEE (W) BAFER - 6348 ¢ 3 AR

PEFbh TV,
L] &

EFOFUALHEOS L, REAHOMEE CJID (sCJD) &5
JECHIY, ChITICAEShAEIIBTIZIZET, ADO1005A
ANZ1 ABi#OEETHAY, ThizilL, #EEFIA HosD
HZEERETEIZRED, 41ATFZN, AUNXT, 4 %) 7 TIEH
WIZEV, THhiIZREET) 4 R0 —BORRHI - N6 o E - 4k
LTWwaHThHsds. HETOEEF—FIE CID #—~XL 5 2%
ARIZED, 1999 F4 AH5 2007 F£2 AT TORET NS Pl
DA MPMESATWAEY, Fhicihid, #0035 sCID #° 716
# (78%) s, KIZREMETV A 23 128 #1 (140%), HEgtE
TNAmT2E (78%), MEARHO T4 #5526 (02%) DN
Thotz, BEHET) 4 MO L FIEA ) AHEFICEY L2 L¥
ZBNE vCID THH, BYD 71 Plix+XTT Y+ riziFkihi
CREMBHIZL2b0TH D,

MEHET ) A L #aid 2006 FREST 408 Bl 7Y F vilt{z Bk s
FhoTED (421 FIER), S0 LERTRD/-0IL 89 FATHAS.
HRIEa F> 1022821 fl, 2F> 105 3%, 2 F> 178 #3341
(EKEM CID (CID) #5148, BOEMFEEETRLE (FFD At26),
IF180A 248, IF204196, 2 F2082 1, aF
» 232410, 2K 180+232 #°1 6, insertion A3 #, FEHIA
A4 Pl T -7z,

E DT F AAROFHE

ErDTN)F HOERN LSBT ISTFT. sCID BEIZBT
HRRER, EHBMT VAV Y252 (PP) OB EH (Type 1 A
Type 2) IR MG LA ~6 7 NV—TIZHHTHILXRBENT
Wi,

1. W% CID (sCJID)

sCID 1220 CJD O# 85% 2 5L b ML M THE, H

Mm% sCID B#Ei2 129MM £7242 129MV T Type 1 %D MM

-27-




1 E MzEEEMAKE (TSE) O9H

/e mE
F—N— (Kuru) B (RA)
04G22k aTH
(Creutzfeldt — Jakob disease : CJD)
AR B
Eixt: (RixtE) U REFER
Bt (EFEE) gk (EFRE
FINA w22 PO — v - h—EBE T MEFER
(Gerstmann — Straussler — Scheinker syndrome : GSS)
HFEEREIETRE (Fatal familial insomnia : FFI) TUFRETFER
FERDIOCYINb - YITH M (BSE 7 Ok - ¥#l)

(new valiant Creutzfeldt — Jakob disease : vCJD)

(TR MV) 1BTH2 (F2). Zoflid sCIDD 70% BEAX S
o, \ELBEE, IF70—2 A, ik EoBHERENERE
(PSD) #@¥ 5. RBEHORKMMIIFEH 4 » HTH 0, ERiEk
ELTRmRERE, BEEE, BRERSALRLL. KiIZZn
sCID IZVV2RITLEHD 16% HEX h s, FHBEMHYMIZe » A
BET, #7123 XToOBETRMESI T 70— 2 2, ikl
FEMR 72 EHHRHNBH, PO PSD A @ HLNEBEIT 10% LT
THhbH. TOEHIC MV2 B, MM2 B VV1 B35% 0 sCID @1 ~
2% Eih. MM2 8 S & ICHER (ISR ARRE (SFI)
H] BIUEERMIZFIONE, FhFhoRlict-T, BRNe
6 N EAEAR, WER@RA S,
2. EiEM CJD (fCJD)

fCID & CJD BEDS5~15% BETALN, Hik@d ol
BEiZLoTES (F3). 2RI PP I FX 20007 3 /BERI R
%L, RLH{IF 178, 208, 210 DERLHMOLAT WA, X
SICHETIEE, I KX 180 &£ 232 @200 ER L7 CJD BEH8E
ENTWAEY, aFr 200 DERYFOBREF BT LRHEMIZE »
ABRETH 5. #HEd sCID L3FERILEMEADH Y, BMBEE, W
fidz £ERIC, ETT2L80E, IA70-X2AHA60 57,
T, AFY 1B OERIE, A Y50 F, 24252 F, NoH

..28_



B2(570)

W BREBRE (W) BWEY - 638 - 3 ANTE

®2 ERECID ORHE

FORE  FHRE : .
" m (%) wm (g DROCHEFR HAFR SesEvonn BH%E
MM1 / MV1 60 4 BHE, 75~85% 5% MBFIZEL  Myoclonic.
IAU0-XZ, OBRETIE TEHEMRICSHT3 Heidenain
B8 Hohs AR-HTNE,  variants
TUA—-L X, W
BHE, 7iaq
FEE
vvz - 6 EBH0E. 10% LT ZIFR-VHTHE,  Awaxic variant
IFI/0-RA, Jur—2, B
SRR BHE
MM2 = 24 BHE, TR, #;L FUA—22, #  Tharamic
(1RFER / WML, BRE varant
SFI) W
MM2 - 16 EB5E, ®L AREN, X2E& FL
(B Ay) i4I0-RA, 1%, HEFTIK
EEREER, SURTH
Parkinsonism
Mv2 - 17 SHER, B - EE® Kuru B8,  Kuru-plaques
iE, WMESER, AR TR variant
SRR E
vvi 39 15 B #®L MM1 &8, & L
BERTORTY

Ly
|

N—ZRBENHDHLEEILNTWEY, COEREHOERIE 100%
HVBIETRIET S, a3 K> 178 OERMH 2 CID (37857 b1 1 57
237 HERS, 3 6ITHEEE PSD 8D b hisvwiz K ORI SH LY,
3. FNA bR bOSR5— - o1 h— (GSS) fEEE

GSS IRt AEEORIZMEBTH), TOELERIITF >
102 THY, E623 K 105 117, 145, 198, 217 BV THERY
MESINTWYD (F3). GSS EMIZ X - TRAEE 2 RE# 0 M ¢
Reh, 2FIELEBERMRALTRT. GSSOmMER, Fiz3420
— R A, MEESHEEE, FTRE, 2AE, BEEE, BFs 22 b
7, TELTHORMETE LTFHEN DD, 2F Y 102 oBRIZ,
GSSIEBVWTRLMBICASHLIZERTHY, FER IR AR
FCT, —BMIIW- < 0 ELABRTTHRITRE, EBEEERT. P
HRIEFEID 48 ETRRMM S ERELHA TS, 3F2 105 OZR
TIIRIEFHY 4 RBETSEREORHYM2E+ 5, B840

_zg_




%3 ETOREMTUALR

——— THRE TR -~
BEFER &Y R () B (B) BENLHEME EEMR REEEEN®
E200K fCJD 55 8 HRECIDE B4~74% HARECID &HU
i DEFTE
Hohsd
D178N fCJID 46 23 A#fECID & #EHTEh HRMECID SEWU
(12av) 3|
T183A fCJD 45 50 ARBEAL, 3 (b EHEBICE 3 AR T8
IBHIE, TiE, MESE & RIS
Parkinsonism EVWTBEWTUA-42
P102L GSS 48 60 BEAENET EHTih EMCB{OTFIOfFH,
RE L EBLN #HEFEMTLE, FUA4-

YA, BERENASHS.
BLUWIRTHTE LR

Hohi,
P105L Gss e 106 4 2305 N 1 FRIISLOTIOT KB,
BBAE #ERBHELE, FUL-

YR, AREENALSHRS,
AR RERLEDS O

(AN
A7V GSS 38, 41 a1 B, EnTsh FRICS(OFIOLNFHE,
(Franch) $Eih L Uit FhaREREMT(E, 2
SHEEELL, HoDHRTEE, T)F-2
Parkinsonism A, BERE
F198S8 GSS 52 72 WEh g, WHTEh FHCS{OTIONFH,
Parkinsanism, WEERMETE, K-S
SEHE REME, FUF—-Z, W
BEE
D178N FFI 49 13 BREsLUBR Fhic HERE, HEDEELAY
(12aM) ERE ICBWIVF—-2Z, 2K

SREML I 75— o8
HFERICASHhD

Pl2L ida k> 12 FBO 70 > (P) #04% > (L) CRBREASZE4BHTE. 73/ BO—TFR
Eilow TR EEF SN,

FRAUAEIR 2/ PR AR, BAHEAFEBIZA LIS, aFr 117D
ZERIE, EICREERCHAS L USERNSERA R, BTN,
S0 Ml g, (RYEERFRSE, # L T Parkinsonism #58& S Cuw
4. BFOPICEEBEMERZTEDL VL, TS EHENICEE
THb, I F» 198 oERiL, HRREIZEE, #@E, Parkinson-
ism D * R+,
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M- EREEE (TR BIFESY - 63% - 3 AHFISE

4, HIEMRBEMTERIE (FFI)

FFT 28 b (b @HR{ZTR D, PrP 2 F ¥ 178 D% R H9EEICH
5122 Ld g oTwah, FRIIZHEMEIZ L 2R 2 EREET
HHMBHEHARES HEMEREENA LN S, RIEFIHIL 490 BT
»HNREHWMIZ13» HEETH A, FFI OERME X, ERENO
B IREREE SRR (>~ L AREIR) OFERHRELY L, HiE
MEERIRE L LT, MAE, smimE, SRS ALNS,
Fro, MREEEE, BLRE, 40—, HEERELBEXA
Twab. FFI OBETIEHYN%Z CJD BE O L 5 2Rk PSD 130
GiZaw. FFIL 123 F¥ 178 ORI LFERFICT F > 129 OZ RO
HHRE CHRBIIEEERIZTT. 2 F > 129 MM ¥ o FFl B#C
ITRMUIMAEY 122 ATHADICH LT, MV BidFEH21» 8 E
ERT 54, 22007 M—TI2815PHRAEFERIZEIZ LW,
5. EFEM CJID

Eh2Sk bad CID E#Ic2owWTid, CID BEH 6 om i
R -BEIBREIC CID 284 LIEMIHE S L, EHhoE
FHEfGEIZDWTIE, REERP RSN RR, AL Vs h:
HRFRELE YL PRERVEY, @A SPHESLTVLES,
WL CID 2R T 191 flE s h T4, £09 5 122 f
PEMNTREL, HETERYE CID L HATEEBHCID D L %
BT Lo THRVY, EFMECID BF 0@ RN o & 2 2 lkiE
Rz, FREOBRAEBICKE(EAERA, v MREALE 2Bl
CJD T, @RI 12 EDL E L B, EEREREICIZ- &) &
Bhaommhads, HTHES X TRBELRTAH, sCID 24 6h0
LZRMERBNTALIWBETHS. —F, BEREHE CID 2wt
(TR AR T A DT RIERT{ 3~ 5 FRETH .
FEPIET 1995 ER Y — 2 124 12 - TETWASY, B ORBH
FCTOMMIEEN LT 2MMIcH 5. HBIZ sCID & RBOEKE%
ATHBIBE, HEOEIEETCRIC 75— 2 BOAFRRIEE L (2
RTECS (2D
6. FEW CJID (vCJID)
vCID i, ThITIzmonTwAERML CID IiiRL 2K




(2008, 3)

& @ 85(573)

FRA» b S, %, EBMEHEND S BSE AANEELAA
BRIGEERYAE & L TG S I, vCID BEIZBT 5 EHREERIT
H{ORBETH), BuliMiZ16» ARECHS. BHRBGTR Y
L THEL2TBHECIBEINL 00, BEC TR, PSD IX
BOLNEW, FLT, HEM ~ ¥y AVMICER LN, 2oiE.
3F70-X AR EOMBEREERT. BEOTHE{LE LT, B,
EFERMAEIR, LR, AN, O O, WEIALE, BRGER,
POET, REEER, BML0L2YERL, 2200fTHZELEE0HT
HIlbdb, 261, REBBRECLREELRTELVA, Mk
IAFRUE, ST M)W, REBAERE, FRiEEE), R
BB, HITHOEBEREY, EFEXAONL. S5ICFEICE ¢
DORETEEDI GRS NN ~ RO MR ELESY. vCJD BE
28135 PrP 2 F¥ 129 2 +<TMM BThHD, JHEEL QMY
BRWEEATWRWL, F4, —#8%4 CID BFHICBWTHVEEE
EBERETHEHENRD 14-3-3 ¥y nziionTiEHshanE
FAWD,

s 44

CID @IEARM 2 MEEHANT RIZY, © MO ERILLIL (spong-
form change), @ #M#EFEMBROZHLRE, @ REL2ERKZ ) 74
B (TArOHA ) O (F)A—2) THY, ZOmMEITK
REELEL, [INE, KHEERCH:, #E, MR ricafitas. T, W7
Ay s e Helz REMMENBEc L), RENT Y+
yH sy (PrP¥) HEMTHL I EPWHATH 5.

1. #HEROBMILEIL (spongiform change | EHIEM)

FITKBERICR6h, M, KBEERFECELLTWS. EHE2
RN, BAEOZERFSEBBE I NS, FOEROM D (215
L7270 THiRAHIAL, MYEATYS, BEMCIRRKREEIZ/
ZRAMELTT FyOBRO L I 2ERLEREEZETEIL LD
L. RMICIZHERIREIEEEL, SR LE{ 25 (BE3).

2. HEEROTMNECBRE

MEEZRETIIAHEMRIZIIEALHELTWAY, BET A0
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86

574

FE - HEBLE (AW WIEF - 638 - 3 HWT &

H3 HERBEHVWAE FTUALRB/CE T I8BRETORER
D@ E1L Spongiform change (Zia#ri¢)

(REFIE, (ERRthiityt)

Wia T, MakFBRL, BMEOBEO LI ThE, T2, dub
VL BB (central chromatolysis) % M{LAI#EMIR (inflated neu-
ron) 7 EORELFERL, EPRETLABROELERT 24
MRS KEERERSICRONE, S5, LE—/MEIZEHL:
MELr AT AR E s,
3. AR ERJUTHE (X OV 1 b)) OHE (FUF—22)
Holzer HefaiZ & ) Bk ) 7HIa ML X R LA BIE 2 h
A, BRIRZELOH IV ESALINROEECERTAR, #ED
—ETHBMEN D7 ) F— S AH T LTV A, BHEY ) THIBOK
G, A—flBwTHIc Lo TR2Z0V¥HTHE. Y7
DRI Z D OENEESLHENREICH<GuWEnTH 5.
suy)TIix, BEOMMAALNLA, 7 THN, #HELHS
(neuronophagia) Z &R EA YA, DLEOXEYLFR
EMATHT ) A > & 2 n3shifke Hv7z PrP* O ofeat
BT LENHE (H4). Fodahi, EARDOLIICETY
BRRLTHFTA277— 278 (plaque type : B4 A) & UFF AMKIC
-BRICHEAK T A+ 7 AR (synaptic type : B4 B) 25543, %

512, =a2—o0 YOFHEIzA 535 perineuronal £Z2EH 0 BB &
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(2008.3) & B 87(575)

4 MAVF 2N IHEEBVEE M TUF RIS SEBETORER T A L2000
MO%e

(Besy A%, (EHmtitdig)

515 perivacuolar 2 XDy — 2 H 51,

CID CREAZLMEMMIGKRERTHHA, KEEEE, M
KEEEEE, MEICLRENRATE ) T H L. T,
KB R, RANLFTRYPE L RSN MBOMETH D, W
BWTLHEHBIRELIZERICb: s THELEAELAZY 7RG
ha, KEBRIRZEORZ 2TV TS D, 5 6§25 %
FAMEIHD, i, I70X)TORIEAEBBERD. HE
IBRE (RELZITA2HEETH S0, EHRRELCH MO BE
BRBEERIC AL v, BEEO7 ) A - 2A0E L Roh, M
MOMEHNRE SIS, KRIEEEME TIHRIE, R E TR
AL EOXRFM LHEFBEINL, R TR0z s
d, RUMLERT 5. MRTIREBHIRELIZR SR2 VA, BHo)
ZMEHROBRENBBREIND, ThF @iia Ll b b B O
BEVBHECHSH., AHTREHETOS ) 4 — AN BBSHh, &
OB TIIHRALEEELTWS,

4. MFEM CID (sCJD) DREE

sCID (dpEsfILy Ry, %), MR (WEICERBLTHEOS
Vv Stern ), S 5ZHEARE, FEEIIMEHNEY Heidenhain #,
/ANBERRZE ARV ataxic form, KA ERZENWETH ML L
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R BREBLE (W) MARES - 63% - 3 FHMTF

CABMSNTEZ iF, 2 K> 129, 219 OFERERIC L b HE Iz
BUWABDOLN, B5IRICBIAHRBOBNIOVWTHIERAT
VAL BbFunk Ehas MMI/MVI BTIRAREE, #4adk, 8
K, DB AEBIRERRLN, V) —2 A, WEdBok
BUSIETETHS. PP OB IERRER, BEKE PRERICS
WTUZABICHEET L F7ARTHAE. VV2/ MV2 BTl
KRAOER CHEVERREMDALND. PrPOlFiz T AT
boA, MEOERIZT - BE2BOLENLH D, MV2 B,
LERIEMATHBEBOBRACT S — s MOdFFEHBEESNS,
MM2-RER (SFI) IEHEE T4 ) — 7R oOEHI HET, @lE
BRI L T4 ) — 7R CHBRORE L 7 ) 4 — 2 2% 8
DLHY, HHRRELEZW., PrPEOEFHIBREOS L H 5.
MM2-B BRI TIX, PrP* Ot %4 AR OBRAKRMEEIZRS
NLA, NEREIEETHS, VVI MIZHRYE CID © 1% % 59,
KIS L MEHTHVFE R DO 5 Pre* Ok 12 0T AN T
ETHhS.

5. MEM T ) F RO RKIE

fCJD TRT7I/BOERBINITCI5»AiU LRI ATV2
A, TOKREFIE MM] Blo sCID RO HRBELETT. GSS
Tid, 77— 28o PrP* OFMAPRA FRHEHLE LTHESRL
ARKHRICEDLZ L bHAHY, T FY IT8 BEREA LA 7L
VLS 120M 2P #EE S FFI Tid, MM2-thalamic type @
sCID L RO MBRAL 2 RT. —F, 120V 24T 284512, FFI
ERERET, HEDEH NI MM2-SFI Bo sCID » [@#Th
B2,

6. HEIE¥B4E CJD (duraCJD)/ ZERE CJD (vCJD) MR
duraCJD TiX, 12 & A EDFERITHREBEE T IZHEL BRREL*
Zb, —HBOPZIETF—2HFRLA®, vCID CaALhLZ 7TV
YN TI5—2 LAEMTH 27, vCID OFBOREIL, KB ror
MEEREDZ7a) v F - 75— nlBTtha. cnT5—2i
PrP* O BRI O S R 2 T 2 ZRA ) A CTE
FRICBBESND. $/, vOID Tit, AEREOBHEE 7 ) 4 —3




