#. dCJD fiE 5 O B PR fE 4K

245l TV MLEE TV MTE p value
(n=53) (n=20) (n=128)

Pathologically confirmed cases (%) 18 (34) 9 (45) 7 (25) ns

Initial manifestations (%) (n=139) (n=16) (n=19)
Unsteady gait 12 (31) 4 (25) 737) ns
Dementia 11 (28) 6 (38) 5(26) ns
Vertigo 6 (15) 0 (0) 6 (32) p <0.05
Behavioral abnormality 6 (15) 4 (25) 2(11) ns
Ataxia 6 (15) 3(19) 1(5) ns
Diplopia 5(13) 0 (0) 420 p=10.07
Sensory disturbance 2(5 1 (6) 1(5) ns
Extrapyramidal signs 1(3) 1(6) 0(0) ns
Visual disturbance 1(3) 0 (0) 1(5) ns
Others 3(8) 3(19) 0 (0)

Manifestations (%)
Cerebellar signs 35/51 (69) 10/20 (50) 22/26 (85) p <0.05
Psychiatric feature 32/50 (64) 11/17 (65) 19/28 (68) ns
Dementia 51/53 (96) 19/20 (95) 28/28 (96) ns
Visual disturbance 21/51 (41) 8/19 (42) 12/27 (44) ns
Myoclonus 50/52 (96) 20/20 (100) 25/26 (96) ns
Extrapyramidal signs 30/51 (59) 12/20 (60) 17/26 (65) ns
Pyramidal signs 40/51 (78) 18/20 (90) 19/26 (73) ns
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MEFSHZ LT, H-FABP BHHOHNEE B D
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DREBITFE S BEIE T O H-FABP DR HIZEB W\ T,
t-tau EEFRICEEBD RSN E2BE T,
CID BB O BRI A t-tau & 14-3-3 |2 H-FABP
DRHLMZ 2 L, BEIDLDEEZLN
Do

K FEMEBBRFIZR T 2 M{E H-FABP O
TIE, BEENDETIEH D8, MmiE H-FABP
BENBERTOZFNE, DLB & sCID Tififf B
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30 F 1. BAEMEERE TR 5 MIEH-FABP
26 [{&H-FABP (pg/mL)
AFEHECID (sCID n=7) 2934.7
20—
F L —/MEABIZRAEE (DLB) #1 6073
jo L B —/METUEREIRE (DLB) #2 9215
i ) n=2 7644
5 9
© 10 J—F 1V LK (PD) #1 4794
N—F% YV R (PD) #2 5959
4 S T n=2 5376.5
. I 2 I Bl K B 4 (LCCA) 2368
t-tau - - - - + TV NA = —fF (AD) #1 1685
14-3-3 - + - + + TV NA < —IF (AD)#2 3476
H-FABP - - + 4 + T YA < —F (AD)#3 1554

X1. CIDEEBEKA6IRADIFE~— T —
K & B

-®— H-FABP(pg/mL)
—@— t-tau (pg/mi)
—i— NSE {ng/ml}

—{— 5-100 {ng/ml)
. ,Al-\\_.\
125 M
191 266 736 1

945

Ssech munubore: RN LR e

Ataxia
Swallowing disturbance

Akinetic mutism

T T T
Onset 7 10 i3 16 19
MR A 4 A g A 12 A 16

? Admission to hospital
Time {weeks)

b 4 weeks 8 weeks 12 weeks

X2. CIDHEE ORBIZHE D FEIR & Bk
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MR B ETLIRAFFE SR (BEIGTE

VEIR B IT IRBT AR 2E)

B+ oREsEsE oBENERSE

JaOYEFURPrPPZRAWN:E FTY A UDIEIR

MRS HEE  TARTF FIARZRFREZRFEFR
WroE 0%& AT Z  RIARFRZEREZERMER

MEEF AFETIE,

JayvvFy NEHET U A UEH (PrPC) 2 AV T Creutzfeldt-Jacob disease

(CID) B3 i 7> & | Protein Misfolding Cyclic Amplification (UL F PMCA)EIZ L > T hF U A D&

2h =R I IR %

=X 2 7=, BB ME CID (sCID) -MV2, VV2 7 U 1% /8 PrPC D& AE 7B 129V D,

a5 7 —EHEFME PrP (PrP™) 0BRELREAZRDT-, —F., 79— A TORES VL EH

(PrP%°) D k% % R 9 HE A% CID ¥ (ACID-PL) % seed & L7-3 4.
ThHHRCHELLT, MV2, VV2 LRESEEE L LTEEFRER 129V © PP %+ A VB4

DEEEZREENRD b,

A HIEEB

TV A URITRES TEDRBEREED 2V
B OBFEEHBER TH DL, 295 L7 CID
D ZWREGE S BRI IET A2 72D,
MAMBSSERSERDORX 7 ) —=0 7B
BAThHY, —~ZbELe NI T U E2ERER
Hy 28 emsrLadnidiesbizny, B
FU A EB (PP @ in vitro EIEZRTH 5
PMCA #i1d, WA RAZ—R 7 LA E—263K
BT B PP’ OBFREREEELE LTELHD
NTWNWBER, BERARARLELZNWFA T THD

sCID-MM1 7' U &> OEIEIIIEF ICHETH D |

TR E L TEAMLVANNVIZHEBRERZL T
72\, —JF. variant CID 7' U A 22\ Tk,
Jar ek PrPCE2EBICHVS PMCA I
(Cell-PMCA ¥E) 2 & Y &R EE T 25 AT e
Loz, ZoX3ic, CID Y A vizs A
FICEoTRUEHETIHEELFICREREND
BdHb, SEIZ, sCIDOFTH, LEBHRE
CHEIBEND MV2, VV2 7 U Azt L T= b
F5 7 F Cell-PMCA ik EREREZ
AT,

B.#HEFE

E RN UFVOERBICAWDIER L LT,
203F MR (e Pl ABEMREAR)ICE
PrPC(129M 7213 V) Z —BHICRR S &7
MBmrwREEZE S L TCAV, £ 470

seed DEZFAEIT 129M/M
PrP*°

CID 7'V 4 (sCIJID-MV2, VV2, dCJD-PL) 7> 5
Cell-PMCA 512 & - T PrP™ % #1E & 1,
proteinase K LB D%, V= A& 7 1y MEIZ
£ U PrPres i L 7=,

(fREE~DEE)

B hExGge LRI L T, ’RIEKRFE
EFEE - EFRMARGEREZESOREITEN
MEEIToT, ETBWERICEL TIXEWE

RATEN ERICET 2 2 BT LT,

C.HIEMHER
MV2, VV2 7V # V3 EE PrP O &=+ N
129M TIZHEIEEREV DT L, 129V TIiL3E
BIZEHWHEERLZRT (K1, 2), RFETIETZ
DEBROFSIZEAL, ~VFTF7 7 RTO
EREMREEZRL -, 129VPPC 2 EE L LT
PMCA IC X VIERFICHRESLBEI N, v LT
S RPMCAICL Y 10825 10°FIREan-
EREX— D PrP 2T 22 & BH
BETholz, TZT, /v IAV<TREHN
t@°£%ﬂ6Mﬂ%éinWﬁ%@W%
SEbNTW2 dCID-PL 7V 4 (FEiTWH
ﬁeﬁ?‘éf%é MMi) 2iz%F LT, Cell-PMCA J£1
L AEBEEZRATZ, FORME, seed ITHWTE
<mmPLfJﬁy@ﬁ%%ﬂjquMT%é
IHELLT, BMERTELNLTWAERL
Hﬁ% 12, 129MPrPC % FH 7= 354 D HEIE =3 3k
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ko (X 2),

D.EZ=

MV2, VV2 71U A 3 HEE PrP O FEAR
129M TITHEIERAE VN DITH L, 129V TidFE
BIZEW, ZORRIE, Fx DHV T PMCA &
HTix, #4772 ThDH 129VPP (3 IEH 2%
RIKHEREINLDIZEETRLTWS, —F
dCID-PL 7 U A > OB EFEIL 129M/M ThH 5
B, b EDREEFEAE V2 TV A THDERE
THIE, 129VPIPC B B ELT 2RI NEET S
ZEM, in vitro 2 TH D PMCA JEIZ Lo ThH
RTEXDI LB hoT, TORBITLY,
MV2 X VV2 OARIZWEEE LTRATESZ
ENTRBEINTET TR MMIZ A T DL 7R
B H D CID 2o\ T, 129VPrP® # HE T
AWz Cell-PMCA {E£%1T5 2 &I X D, MMI
2 MM2 L OHBIEERORAELREVEZFALT
sCID & XRIT& B AlREMED R S T,

E.#5H

129VPrPC % BB iV 7= Cell-PMCA i,
MV2 R VV2 OARTZEESE LTSHATE S
BT T, FEMRAIR R (R HE N ED
NHEH7)CID [CELTIL, HEiIg0XERE
HOBEWEFATAZET, —0DZHEL L
TISHTEZ SR 8BMELH D,

[Z%&X#k]
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Plution, 4 56789 101112

mMv2

dilution factor

01 2 3 4 5 6 7 8 9 1 11 12
round number

1 MV2 @ Cell-PMCA T X % ¥EE#E R~

I Bl D TE Bl FEBIO i Hl@
cycle 0 48 — 48 L 48 48

=

150

100
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SENEEREE

ARMTIEEZE (BElaME

BEEFEBRFRTEMEE HeEERSE
A REYE BT 2 R AT I

TV FUREONERE Y AL

ErRTUFfED definitecases [CHITAEETDINA AT —H—DEET &
EEJ) A oEARBERNEREZE RT-QuIC %) IZ Xk 584

MoEnEE  BEEIT RERZFEHERSIERBRRES FH#ITE0H
oo )&  EE RIFRZEEEER SRR BRSRS #5505
MoEw &  FE R RBERZFEHERSTERBRRS FHRITESH

HEEE 2011 Ft MIEET IV FUHEIIBIT S, ”W@@ﬁﬁf)ﬁyﬁaﬁ%ﬁmﬁﬁ%
(RT-QuIC ¥&) DfEfTAERZHE Lz, Lo LR, Z8F]D definite cases 12811 B & MLFEMET
Uﬁyﬁw%@¢@ﬂ4ﬁv~ﬁ*@@ﬁ&\ﬁﬁ7)ﬁ/m5ﬁ%%W%%&mem&0_
BRRFTIZHME STV,

A BT & 1L, 24860 definite cases IZBIT B MIBRMET UV A U IROBBFTONA, T~—T—D
Bt BE SV A UE E—iﬁ%”r’ﬁiﬁé%@i (RT-QuIC ¥) O T & AW FE D B #) & L 7=, definite cases
W5 2 EFNIZOWTHET 2T o772 GET U A W EE T 240 FEFNIZ DWW THRET 21T - 72), definite
cases 92 JEBI £ FE TV A L 240 FEFIZ DWW T, 1433 BAKR MR X VEBEIL ELISA L, BE 7Y
I EARBRE NEEEE RT-QuIC EIZ TRET L7z, 14-3-3 B E OREE - FFEE 1T 90.8%. 81.2%.,
BEUEADRKE - HEREIL 87.6%., 86.8%., RT-QuIC JEDJKE « HFHREIL 82.5%. 98.7% TH -
oo XHIZ 1433 EEH LR F VERE RT-QUIC IEDEAE LRI TR TEZIERIX, 88 FEH.
95.6% B TH o7z, 14-3-3FBA LB X UER L RT-QUIC iEZHAGDLE T2 T Z LT, B
TEETH D,

o7 (F 1), FETV I IREFIL 240 FEHFIZD
WS Z4T o 7= (32 2), definite cases 92 JiE {4
EIETV A U 240 FEFNZDOWT, 14-3-3 B H
EOMZ UERITELISAE. BE 7V AV ER
HERE NBIEE (RT-QulIC i) I THRE LT,

A TIEREW

2011 £, & MIEHES IV T URICBT D
BigPoR® )V A EARRE NHEIEE
GanﬂB@%ﬁF%%ﬁﬁbtoL#L@
M, ZEH D definite cases IZRI1T 5 b FILFE
@7)ﬁ/r@£m¢®ﬂ4fv T — DB
He, BE STV UCEARRENHIEE
(Kﬂmmﬁa’iéﬁﬁiﬁiémfm@m
A a1 F & 1224 @ definite cases I[ZF1T 5 &
Im%ﬁ7)ﬁ/r®éﬂﬁwh4ﬁv o)
—DOBEE., BE 7Y A UEARBRENEERE

(REE~NDEE)
EBRRKZFEHEZRE
DHEICHEST S,

MEBOMEZE R

(RT-QuIC &) D fEHT &= RWFZED BRI & LTz,

B. AR A&

definite cases (X H A& 28 JEW|, A— A F T U 7
16 FEF, #&E 4 EG, N4 8IERF, A1 v
36 JEFE 92 FEFNIZOWTHFNZT o7, X
Parchi D73 5EIZE-3< & MMI1 41 fEF], MV1 2
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14-3-3 EHDORKE - FFEEIT 90.2%. 81.2%.
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2) 1433 EH LR EZ VEHBE L RT-QuIC H£DHR
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xR1. JIFECIDDdefinite cases|ZH (T35

BATRIDMRER (92FEH1)

B4 fiE 1
MM 41
MV1 2
VV1 2
MM2-cortical 27
MM2-thalamic 1
MV2 8
VV2 11

F®2. TV REZEDAR

(240 fEF)

TILIINAR—BI RN E
BITEERIEE R FRENAE

b i &t BRSNS

B AR AE

RS
FEREME T ULA
miZES

MELAS

UNVAY:

KINE EEEREMSE
ETHESEEREKE
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4. 14-3-3FH. #3EH. RT-QuIC;ED

14-3-3y | #84EB | RT-QuIC
RE 90.2% 85.9% 82.6%
HEE 81.2% 86.8% 98.7 %

#®5. F1THZET5
Bt ch () /N A< —H—ERT-QUICE DS 14 2=

T

14-3-3%H | #HwavER RT-QuIC

R BBEEDBMEE (definite cases 92 FEHI)

14-3-3y |f#&4“EH | RT-QuIC E2e
+ + + 68
+ — + 4
— + + 0
+ + — 9
- + - 2
+ — — 2
— — + 3
- — — 4

MMI1 90.2 85.4 82.9
MV1 100 100 100
VVvi 50 0 0
MM2-cortical form | 88.9 88.9 85.2
MM2-thalamic form 0 0 0
MV2 100 87.5 73
\A 100 100 100
6. RT-QUICIEIZH (T 5 A5
" 14-3-3 1433
%3 | FE %?3%5 protein protein REQrlC 2
Pe/mD) | wh method| ELISA | 2%
B | 4 <40 - 1,520 + pegins
Bk | 67 700 - 1,650 + BT LA
B | 72 2,872 + 3,482 + FEMEME T VW iLA




=7 HREEEEICH T HRT-QUICED

RETHER
t-tau 14-3-3 | 14-3-3 | RT-

TRl | 485 | protein [protein WB| protein | QUIC

(pg/ml) | method | ELISA | assay
B 64 201 - 625 -
=z 43 495 - 321 -
= 65 87 - 430 -
B 74 364 - 410 -
B 71 156 - 760 -
Bt 82 231 - 125 -
B | 69 330 - 582 -

8.

FEIRME TN ABEITH T HRT-QUICE
DIRETHER
14-33
" wyvEHR 14-3-3 ~ | RT-QuIC
feAl it (pg/ml) protein WB %ff;lAn assay
Bk 81 3,364 + 889 -
otk 66 15,070 + 2,839 B
Bk 62 7,120 + 864 R
Bk 61 5,710 + 1,483 R
otk 58 333 + 783 #
7k 88 680 + 1,730 -
ik 76 4,820 + 862 B
B 66 2,109 + 782
B 67 700 - 1,650 | +
S 72 2,872 + 3,482 o+




EAZEHE A REME S EEMERES TR EEX (R RELIRFEEE)

TIFREOBREME D AV ARRGEIZE T 5 FHET

oA RHREE

MM1 BYIM 14 Creutzfeldt-Jakob fEIZH 1T 5
KINFEEREDER EBREKZRE DX

It HE - Al
M HE  REHAK
MFEHNE  =E~¥
M HE  SHEHR

MREE

0 B K SN (B2 B JE
0 R N [ R B T BT
0 B S I R 2 B e B
5 [ R R SN [ R B R

MM1 B IAFEE Creutzfeldt-Jakob FR/IZ BT A2 KMEERETIZOWT BHER 28 Al 2

THRE L. BRKRERE Oxtth 2 Hlc, RIMEERZOERITZ, 27—V 1 MR EL, 27
— V2 BT A et A FOBA AT — 3 neuropil DML, AT — T 4 MR
. AT — 5 BHEIKRE (status spongiosus) ., AT — 6 1 KEDZERFERK., D 6 BEFEZ 2T —
UHAENRRIRRTH o T, BIEFDORMFTREAT —VOYE & 2REE L OMEICIIRE T
WEERMENED bz, RERHPLERE, LTROBKRER., MESRHARESNTH,
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