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71ofit 37 Adeie] Folt B ASEA, 92300t 7 Fohe Tgste
B Joj= WUS A H Aol AP A9t T 4+ Uk WA Fofe
Qx| 7150 7t BRol ko Uehdth 85 X(ataxia)?] FHE 3
WA Aol oF 30%9) AN Uehh, BT 4] 70%0lA BEE 5
et B9 4xF, BEF T AT So| /by Esp] BAEL, B, dele]
o5 43z, WeE ToF 5ol A¥ SPIISE e 4 ek

ANoFgoll, AlX|Zolits, LRHEZSF(Balint Syndrome), TAl, og] 7FA]9]
W I O T= EaE Qlh 2%, 55 R A=) tis AR
oz Uehhs SAY2 SR 75%0014 HErARE AP 27ols & e
WAl =t A¥(seizure)> =57 U, ®o] gol JPH Trld F=
LHERdT. *’f‘xﬂﬂigr FA RO ol SHASE AFT A7IA @A9] R 01”01]/\1
e, sHR-5417E dolle sCID T Al oF 1%01M HYehtARt, 2
10% Awo| SxfAN e, & =AW 7804 55 E= 44 ﬂoﬂ
o= Aol T4sP|® S

= Fole WA Wlcortical blindness)¥t A2 ARIGE 8 SHC=E
Sh= 7d-HHeidenhain °]@)et @At & ReUXE HolHA A Holi=
}\H:H;‘q—o—i Ao o2 FHIZ YEe 4%, ol *ssold AT A=
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= QR SSIANE 2719 A Z4S 5Y gre 5y A #9 ot
Ao, FAlF} oFEof ofgt RARg 0w BAEo A &5 Ax5o] A
AEA PSS A5 HolAA Hd), ol F4L RE S0 Y
oA Hebto g ol @ol e thaoll = & U
oh 97 34
n ARPIRL HISESH| QIAPONZE HAF JIFE] &5 e, FU5Y AEIE HaL
T/ 3 B 14700 ARl 0|2t}
H 19, g HE9 o L HlW
Ak 320|XHE-ORZY #E 220RHE-0rZY
o2 AF | 60~70A 20~30A
M Al 8 | B 60M| Tt 294(18~354)
SHEIL A7HS _ o | S SH0IL 22 O =710 U
Yo S | OEE= TiRloh=s MES ZHoHeH X0 S0 AZSH 00| LIEf
2EPH  lmg gpey M7 14742838742
7 HAEO PAYN O|= 74 pSI=175(e]
illll' DAI' Jx-"_li \:l—l—;Elg'lMl_ HHOO'” JJﬁLl ngolﬁ. kllll'
(EEG) 1~2Hz9| Ol =2 A&t

14-3-3 il ZZ(Sensitivity 94~96%,
Specificity 84~89%)

14-3-3 U $g=0| Ui* R

OISt ZIA} o
TS T AN =S P SESION| i :
(1298 F=0| | Ciosst Toe(;[(t;lonme ST d(homozygosity) :
[HE) ’
* L= =
* T2 ZRZHOIM L= 7[NSl Alge
HEAIASH ZiAF 13Y opyad T2 ZESHOIM U= ALSH[ZHO|
SR e sME ADWNOIA  CHE IR 12K AZ(pulvinar sign) | 50-75%
Ol4ao] HICHAMQ! 12H AA
* Pulvinar sign 92
o« XX A
I L RE] AL . .
ZAAfEE =IA A « MWEZA ZAKtonsillar biopsy)
=es BOIZX| ofsh ZAHORZ PrPYE ZE
« 0|2 Z2t3(Florid plaque) 942 * 0|24 Z2f3(Florid plaque) 2%
AEHE A Sco| ZRO [lOFS Sco| X% 5
« D XE|LY PrP>eo] S CIyEt o | ZEL PP £H0| agt
PrP>0] &3t | Monoglycosylation SEf &7t Diglycosylation®l e Z7t

20179k 3 20|=HE-0IFH
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05 &t
D =
» SzojzME obEHo) SIS 24 A7 D HEL AT sl
(LD szt
1) AL A4
|0k
ol 5

R CIECTES]

n Y275 GHMRI)
SR IAHdiffusion-weighted image) ® FLAIR
s} 7|AH g9 TATHLETF EAFolr}, o] TATEE Ak
BEE AL

- Y F el
4 mds 3
F2GAoIA B Floitt. At mEt MEHoA AREE
FEHoIA A== A9
FAEEY (SPECT)
PN HEF E A
o, o

m A HSEA(PET) ¥ T
- dZol|zHE-ogHo] ofgt HxZ] &Afo] X
As7F JAEY g 2o =HE-ofFH
A FhEsks X0 2= ARE & Qlth

1-1.5Hz9] periodic sharp wave complex’} &=y, 27| 4

» 3Ju{EEG)
- EAZ9I
TEER] = H9% St

2719] oA

W) ME SRolZHWE okgH
= =7 2GR
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5

thl A Qlth APMO] 9 ARk o® mjERo] A4

HEET dEA o, 7IAHE dstHete Y

(caudate nucleus) 7} AXHthalamus) 2 A 7H(pulvinar) B0t H
AR 14T AEE Bty %1 9k webA FLAIR 94 ¥
AR G0IA AR IS AHEIPNS AT EEE A
HE AZo|2HE o8 HiAlok= Zlo] "asial & 4 Ut

- J1Eu AV S HEoIATE BEE= BRI AT ofdE 1T
Z87F Stk AVSHIIe tiAA S e e HEUAESES
(Wernicke's encephalopathy), $FA1734] HIZ(CNS lymphoma) 2
Szt Fw FM(posterior choroidal artery infarction)?] ¥§ =&
Aol A e 4 ok wEbA WS g 9 AV A2 iAo
Nol eAFe] YA S AL sfoF Bt

RN Bty | ~
N ECES Rt HIZ 20| ZHE-0FY
- jIto] SR A7

BAEOR ZAEIORI 1~2Hz9) AP
MuEo=z UEND| of2f3t 27/ 3mse
0| ZIBHE] Wt YISTt FAF 24

o oo

2HEA SLVE LE| H0 HERERL MEfL | - L] S8H AA

BRI HA ZEEV|E ok=0 O BISON | - HISOH MOF H&

LI ORIz MY Bt & 50%0IN 2EE | - LR0M= 0|0 MEs 40| LEUE
2|0z LOIAL TR MIFEE LERT g Hopads 20| g

SHEOl ZUIN M Y VSR ool
A2 ZUIHE] 80% ORC| EROPIN 2iatE
21EhY TR ZTP 3t LELY| HIRI=
DR O 02 Uiy
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MRy 320RHE-O2Y HE 520 RHE-0/3Y
WERO L T 90| Ot BSPIE i
100mg/dig e ZRE 70| 8T, o 20%0] | + ARSI DRITI ST, SRR A 202
Ay BROIAA FH R0 CHITO| TSt | AT} BIEC| e SIKs
10G Hige 57t B

oh wA A
» HGDASAR A FolAE MRI Bjol AT WES sl A
2o Wy

Ay I=0[=HE-0FEE HE 20| 22E-O0EY

- x| ZFRE HEESCN0ME o2t opazis
Y £ g1 SCIDSARRIL ofH2t: L0
M2t Olgazis 2 * MRI T2 220N Y= A7 H(pulvina)of
A7 ISESHMRNOIM 7k 0] 2EE= Okt | IUSHES HOls 20| E8H
AH2 O] AR0H AF 7Kt Al

DABZE ONAZIO] BEE|E 5

_,_
4
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(D) sixiotony 14-3-3 B 245

Y A79E BAE ol8et A2" ER WS ARSIt 9" ER19

wagole. A A7) -70te] R

n SR1O] HHRAS 4H)] HEAFAMT T & 10wt BT ) HiETeEE
CJDE e o] HAHSAZ ol gsts oF &xfe] wfH4dn FUTd

o g ARl

B3 ok Ot 9 3RRO] HE-S Nupage 4-12% Bis-Tris gel (Invitrogen
NOV-NP0335)9] Z}Z} lane] &3 Yol&tt Novex® sharp pre-stained
protein standardsE UFAZE ARESITE 120mAZ 5087F A7|983E & gel&
iBlot Dry Blotting system(Thermo) @& 25VoilA 75 52t PVDF membraneC &2
#4Itf. PVDF membrane Hgh2o] 18%F @71 43+ ARl & 5% skim
milk(0.1% Tween 200] E3F=El PBS-buffer(PBS-T)o] o] A|X)ofA 1417t HES
AR 14-3-3 A7} E?—_,%l PBS-Tol} 2417 BESAIZICE PBS-TZ 33] 1081t
AlolE T membranes horseradish peroxide- conjugated ¥ 22} FAIE o851o]
IAIZE HESAIZITE. membranes PBS-TZ 33] #HojE ¥ QFAolA| enhanced
chemiluminescence A|2FC 2 HFEFAIZ] F X-ray WE(Kodak)oll =2AIt). ol&
@, 1ste] oF 30 kDa 3719 14-3-3 ©iEle] S5-2 IRIgH

(W) = 2 HE TN WY DL ol AS

IlH

n Aoek o 2 HE 2Z 9] EAE o] 100 mglE w3o] 700 wle] 5 mM
MgCI27} E@% TH(10 mM Tris-HCl, pH 7.5) €583t 2] A9} 539
sea sandE 75kl -70CoA 10~2087F Fo] 9 & Ho|HAl vortex=
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< A9l= 231t 1kfj7](sonicator)E
ol-gsto] A =k Stk #&3E A& DNase [ 40 wl/100 mg
ZZAo] =A H7fste] 1 AlZF 37CoIA WEGAIZIAL ThA] 22 £A Y] & Hj7}
EA 25% sarkosylZ H7RE & 42004 3084 SRAIZITE 1 & Af2ofA
13,000 rpml& 5E7F Y4 Eelsio]
NaCl& #7Ist & 4T 16417t B FokErh

A2 AlEE 15,000 rpmO=Z 4TOIAM 40=7 ¥4 E&lst] ARl A=

TH £3589 40 WS 37kt 23t (sonication)2 w&ASIAIZ] 5, il
ol adx(proteinase K 50 ug/m)= 37COlA 3087+ Azeict. 1 & 2.54)

Huo] oeb&S H7Isto] 13,000 rpmOE 4TolA 2087 GRS HA|
St} oAl dojd HHH PP 28e Tid AV|gEe] #EASAS AVt

sto] 100TA 5E1E #o] FH|g

Aot o] #H|"E AlZE 15% SDS PAGEZ A719%3t] nitrocellulose
membranel® 71 T A8 EFE sttt PrP A= 3F4(anti-PrP
monoclonal antibody)E& 18|31 2% FAZE= horseradish peroxide-

conjugated® anti-mouse IgG antibody= ©}85}19] enhanced chemiluminescence
Ao s HERiT

(Ch) maje Quxel &7 MS(QMXIE) 24

" O B e §AA] A74Y

48 -

< A1) flsiAl SR EH(Gm)=
FSIAE A7 EYjn=gdl AFe] FHO| AHiTh o|F DNA &8 7|E
(QIAamp DNA blood mini kit)2] Wl wat s@sto] JAA DNAS &
St 223 AMA DNACA 787 el f3At 55517 94 PCR
(polymerase chain reaction) <33Tt PCRZ DNA FZE, primers,
10xreaction buffer, 10mM dNTP, Taq polymerase Takara)E 33t th

PCR thermal cyclerg o]&sto] $dsl=t], W& XA templateE WA

rid
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ANZ17] oA 94T oA 48, TI8]al 94ToA 18, 60TOlA 45%, 72TolA
1& 30% &< 308E wkSAXIY SE% PCR BEES 1% low melting
agarose gelollA 120V, 2083t 7|95 AAIRIth DNA HIE=E o8 W

th2 PCR A& elution 7]E(QIAGEN gel extraction kit)g o|-8slo] 852
AAJSHt Automatic DNA sequencings 8=% DNA®F Z5 primer,
5xreaction buffer, V 2.0 Big/Dye terminators £33t & PCRS 433ttt
PCR 22 96Tl 10%, 50COlA 5%, 60TOlAM 4 59 25318 HESAIZ
T dgt=Z 7HAal DNAE A, o] JHE DNAE automatic DNA
sequencers ©-&5to] 1500VollA] 7AIZE B2t H71952 AARILE A7 |FE &

DNA £4 L2982 olgsle] DNA SH4ES B4 ik

_4

Eo= A Al o]F kS 28ole® ot TR Wio] Wt dehydration,

clearing, paraffin infiltration, embbeding & Y39 FZA|*Jg| IHS 9|
by E52 e oY OJD Aduks 9t Abs 2AAZ7|E ol8sHAY
cqgom suEY, 1 U8 46 m FAZ UEE WEI EHAQ
Hematoxylin & Bosin @43 BUS At EAIZHS ZF3 BE o
SRl Bee] SAUNL YT 602 FU TP IS ok wmuny
(microtome)> 1:1022 3|45t AR Gopdich, 7iX]A] 92 AH [fEl&eo|=E
UE o 59t FoARo] "asky] gt A7l SEboles B9 EE5A
G710 HZ]7] Hof| ZE4t] JAste] 2 AlAstoioF itk okl £52
b FgEUeIde HA2 T Hol ool Aokl B Yo 4
Bt 2] 87] Welo] U= heES Feaiy

F
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Ang AR AFAE 240 AEA Uehe FE(vacuolation)® el
oJ3t dHsKspongiform)7t I&E= FH YF Bodian plus PAS €4 &2
Congo red GMof|4] opd=o|E Zt7} == 7ol GFAP(glia fibrillary
acidic protein)@} PrPofl thet JAE ol&sto] Ao} AAHS a4k
AtE 5 poly-L-lysine 528 FFE STt STiAo] 2AHHS &2

= xylene-&dol|A 584 23] Huleid, 100% — 70% NEEE &
717} 384 FradS AR PrPScaEE et Aol 5-10 ug/ml THERES]
(proteinase K, pK)E 7% &% A2 & SFF= Aok GFAP 94
B5olli= pK A= AERITE 0.3% IiRledy/HekZo] 30&, S5t 0.1
phosphate buffered saline(PBS)2.& Zrz} 58X 23] At & normal
serumPZ  1AZF &%t blocking®t T 12 FAZ  GFAP(anti-GFAP
polyclonal) £+ 3F4(anti-PrP monoclonal)E Asfslal 4ColA overnight,
o+ 0.1 M PBSZ 5&%F 33] ARt & 13k FA]ofl izt biotino] 23 24
FAE 1AZE BESAZIAL PBSE 587F 33] ARt thE Avidin-iotin
complex &Ho=2 3087 ¥R-EAIZl & PBSE 5EZF 3% FAlekal, 0.005%
DABZ HHAS aslo] AWM ES(astrocytosis) PrPSco] &2 ERQlsH
O=N A TAR] SZ Wk

T o

X

0

o
ti

= e

ATIHBAMQ(SAF) HE

n ZA23u|HS o]8alo] AT I AR -F(scrapie associated fibrils, SADE

50

ARdAngor W] fsiAe HEA o] 4t 0.5~1 go] BastE=E A4
og2= BVl RS AR SAolA 7hssith. AARES o] HRAE
-70Co] Ag A7 DT 0.5~1 g9 =FA& Dounce homogenizer
o4 AZ9(0.32 M sucrose, 1 mM MgCl2, 0.5 mM KCL, 1 mM NaHCO3)&
A7kstol 10% #dst 89 e & 1,500 g2 108 5% dAsty 434S
gojEth AHES 15m ABHE Yol vortex mixer® £ & AT

Q| AFATt Falo] 1100 102 FX 4 Leleh ohe 17,000 gl
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108 B9 4oz AEdolA crude synaptosomal mitochondria ¥2&
dlr} AHAEL tA] 4nf BEH(0.32 M sucrose, 1 mM NaHCO3)O &2 42 &
1m{9] 5% octyl glucoside/ 100 mM Tris HCl, pH 7.5 #7lhd, 2 £ &
Gl =Rl gradient(5 m(] 1.8 M sucrose?} 1.4 M sucrose/100 mM
Tris HCl pH 7.5)% @/Jslil °]A& Beckman SW27.1 rotarZ 85,000 g
16AIZF A4l £2510] gradientAtelE AFRITh Ala= 48] WA 10H1E &9
BlAslal 1 B2 carbon coated 400mesh copper gridoll 1& &<t Fof 3 &
phosphotunstic acid(PTH pH 7.2)& 18 <t JMsty AZRA|A AAE0]H
o7 ES} ZF grido] ths 10~20 square ©1AF SAFS] F-HE ERIsio]
oo Agke] e -k

| RA00)A BRI TDa|@ Ch(PPSC) ZHEH

1) ZARE EQIEHN 55 A=Y

(Real Time Quaking—Induced Conversion, RT-QuIC)

n 97} Lol W el TA(PrPSorE A& Hoto] 2 71
Si7E RT-QuiCo|th. RT-QuIC 7|2 I ol AghEgo] 7|%3t 2t
7O EA AR HHLH S o]gsll
Bank Vole Ze TS 7]42 &-85}0]
At FPEA9 thioflavin T (Th T)E ¥RIAXITh A1o] MEa} whe
|AS AojA AT RTE fAshH it ¥RE RESHH AAEE 8
-sheet 20 Th T7} Adsto] B gk 2A = 1 J

sto] g Zefe Tjde] 94 ofF o 1+ A= SAcke AEHelth

" RT-QUICOE SWIERIS] aiolold By Zele o] e ozt

H
25mM), EDTA(ImM), ThT(10xM))}& 96well plateo] 95ulS EFsta #7]0

OJAZIALY]  HRdl 5415 E3F § sealing tapeC @ plates HOJA
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2)

52 -

_4

Fluorescence plate reader®]] ¥il 320 AR}EES" HESA|Z|H 1080 st H

11/\]7].& o 7lo| 24 F11 olE Iy TAISIA o 2 84 EH_,_
H . & HA mEl thldo] HEEEA] offE gRIgth Th T ¥4 =2
440nm(excitation), 485nm (emission) TFOJA 2Ast PA ¥R 34
&= 1,000 arbitrary unit o2 F7I5k= Fol YEhdth 4 dixders
CJDE =" &9 o 2AS(B4sk, 10-6) ol8slal &4 Hixze=
artificial CSF& ARESHH o2 2At] HA4olln} FAgt HHHo = A2|3ict
ol S HHFHRL A& B F 70T Hagtt)

r
_\-1;_1,

— b o S
CHIEE] O3 QUSBIIS ZEY

(Protein Misfolding Cyclic Amplification, PMCA)

S olHY ANFRLS %@(PMCA)Q mele gk 72 Ag
o2 D o] WXl WYY Lol GA(PPS)e AE
SQIsih. PMCA 8182 B3] MHgolo] ZAshe Fulgko] oA

ofng gl el =
zele oy o ARE Zele wAe Wz Bgse] 2ouEs
3o

2 o]
(sonication)2} Bi%(incubation)d] ¥HE IHYZ SoiA S22 HAL =
A Aad B S ARESIA e el wEEE 4

ol

PMCA 7I"§o& CJD Q4] HApHoja g mej2 childo] A=
e QI Az g oA 1mg/mhy BRS -8A(NaCl(150mM),
HEPES(pH7.0, 50mM), Triton X-100(1%), EDTA-free protease inhibitor
mixture}& FEO 90ul w5kl A7 oJ4HgARe] HHPH 10WE Tt F
2SR (302)2}F B 29E30%)1HY 9] Y2 (2round, 1round=24A17H)E
5ol Aojxl EAE RS G4 (proteinase K, 5 wg/m)Z 40CoIA 60E7E
Aeeitt o]gA dojzl A" PrP £ ©Wd A5y FEASHZ
A7Fsto] 100CoA 1087 £ =HIRtch

b A

ﬂl

1
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m 9jo} Zo] ZH|H AlRE 15% SDS PAGEZ 100mAZ 10083t 7953 &
gel= I-blot transfer system2=Z 70Vol|A 90& &% nitrocellulose
membrane® 2 &1t} 181 5% skim milk (0.05% Tween 20°] &
TBS-buffer(TBS-T)ol =0o] A|X)ollA 1ARE ¥EGAXIE PrP A= 3F4
(anti-PrP monoclonal antibody)E ¥ A|7|1L PBS-TZ 33] 1087 AlojE
% 22 PAZE= horseradish peroxide-conjugated® anti- mouse IgG
antibodyS °]&slo] 1A|7F ¥-3A]Zl & membraned PBS-TZE 33] #Aoj&
% AAoA enhanced chemiluminescence A|Fo2 HEIITE P iR
o7 CJDE AH A9 ] FXAS(EHEE, 10-6) oot 24 iRt
O= artificial CSFE A& 2] A}9] b HdHu} FUSE HHoR AT
Sttt oj=E At HASFAL Al&45] £ & 70T Hasith

= Y AN oY 24
1) dils 292 AMET X2|=00F 3ih £0=2 A= SH2 FIMACZ UHH0| U= A
Oz 7RSIt e OIBEYUS i%ﬁEﬁ oIttt ARA2 H2URO=Z 24A1RF Ok 1o
formic acid= 1AIZE K23t & TA| Z2Y202 et S0 ZXXZIFE0 ST H7|
M| 2E SNt RES ZO| HARMOZ 6027 EXol 7|79t SEX 1:1092 s|Mst

2PAZ GO

OfEHH 200 HARHA| 2 RE2 1818 S0/0l 220} 1318 HHEHZS Agslt o
HHAI = SApMO= TOHACY, CJD SHE H0| OFe ol J2 9HEEHY|IE CID
SIX MROZ ZFH|GIE2 BIT}

HHS2UO0|EZ ARBE THXIK| 2 RESH0IE M2ol= S8t 7t E
sEl0|=S S5t 2SO Ha7| HO| formic aciddl Bt e I%JEr.
4) m2fH EE2 ‘CID UFSE HAIS St HO|Lt BIAC| HESIT

5) g2 dxl= CID &Afel AAS Feopi| H7[of0] OIF ZEO|H0| FHOF ZHIROW &7 2t

2

~

w
~

ItH, @F¥E formaldehyde EU2 ZFE=EH=2 SctAH AHO|HN| H7[5HH

Z
=
271 4 QIR St
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07 X =

® ol7HA] ZHe gith

o1k *71 wjgo] AHE o AL ofth
n 8t ool AmolxHE ok 3

nrke olRel 9 olgEAAle] Wro] T ofsiel B A 94 A7} v&o}q
s PART 1% %2, 7. 99 24 2z

Gl 2 A ) H G2, 2 AlA Aol weh 24

rlo
19
!
)
of,
ki
L
oZ,
ofr
Fll‘
E
%
é
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09 Q&A

Q1) »» O MEENESTICELELHNY

0 PP Uolle A T2l CHH(PP)0| QU= 0170

O $5 S20IXME-OFZER OfIA| 40| YIOn SlR7IRON A
Si= S20RHE-ORZHY iR MM

Q2)»» o SZ0|=HE-0FEY Tt UASLITE Z27t HELIR

S

PP SR0RHE-OfZY S Uit HEOBS ANE| | TR0 Hae
O2M| 22| RE QELLL AYEE FNS b, B4 O XX, 3
SO[D| =2, E, EfRY, A SO MM WP} 2EE| LI

Ciot OPioMORE ol WE SROMHE 0| S0 S| 2P}
LOBILIC}. OFSR| S WM QIREr Q27 IR0l $5 320|xHE-
OFZ0] OfE= EIXI0| ZD SA| HHRRIEED CI2I510 FAP7| HIRLI

0 PP Eixiel T O, UY SR IO QI510] R¥EH 4& ETE

= XS ofiof ofal, B X7t =7| HMA| O] =70
IS 7I2010F UL £ o=010| HR0il= d4F=HO|
T2 XS Fgolt HE0| AL 2Ae ZEd MU HHO| ==
2 5 ACH=Z FO5I00F LI

H
i
il
Rl
&2
|.|—|
J
-|>1
|o
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Il 5 J=20|=HE-0FY
O1ZA| oHOFtL7F?

2ixfel @ XX LESEUSLICE

89»» O

P SRR K2 LRV BRI Al = REO2 QHERIS HR0E 24t
MRz M| MRS Zol| 2AEA| B5 ofl == S0 F ZAZARHH.
Z[Cigte] O &2 2ol 0.IN MBHIES(NaOH)O|Lt HHRIE St
111002 slMfet A0l 12 S 3P I= YT 12 4~ UASUCL
HISO 22t 2SS 2 ZR0s 718 LEA7 2 242 AF=
M| LIRS Jop 2AEA HESE ofl 22 d70d # dZARZ =
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(AT, HSIZAM)

NE  A23 ESVERTEY

J20|ZHE-0FEE HalZAM

X 2 AN B QRVIES EZ AMoh= 4

o=

A% A-E N7 i i

43 Eea g od

(= - —
[ELT) O _ = _ = 4 Haps
288 |ow oo o | EEul_a 4T A ]
: O &= 097
5 8 75K 16 25 e
17 =9
gu 1
Ik
Y 22 24 of S _ I
19 KCDoode KD codt 2okl 19.1. 9l= 39, dY A H2|O Y
| oo Ooe S0 ZEEE JMRINS. O sa

O sporadic CID O iatrogenic CJD O familiar CID O variant CJD

=]
21 CD 7= O Other prion disease

2. #ixt 25

O &XIERKdefinite)

O QAR [O FHM&tKHprobable) O 2lA&tXHpossible)]

O Xt S&4(unclear diagnosis)
22 B8R TR | p RCE 2840 Z2 0RY siPEs 20 HIEHIAIR.

O YAMAUMO| E5E511T, M| 742 ZAKEEG, MRI, 14-3-3 protein) & $t 7 OJMOIA LY A7AS
Hol 9
O QA0 252510, M| o] ZAH BE 2401 B
O QAosA0| 52510, Bt 7 0Al2] ZAIZ AJSBIA| X2 HS
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P HETE 2 J[EOIAS 7IRoRIAIL.

Language problems

» U= 42, gk A0 MESIAL.
O aphasic feature O abulic feature

I Progressive dementia O no O yes O uncheckable O not recorded
II. Myoclonus O no O yes O uncheckable O not recorded
Visual signs O no O yes O uncheckable O not recorded
Cerebellar signs O no O ves O uncheckable O not recorded
2.3 U L4 Pyramidal signs O no O ves O uncheckable O not recorded
U HAAZA Extrapyramidal signs O no O yes O uncheckable O not recorded
Akinetic mutism O no O ves O uncheckable O not recorded
IIl. CSF(14-3-3 protein&d=; O no O vyes O not performed O not recorded
Brain MRI(CJDAZ) O no O ves O not performed O not recorded
EEG(PSWC) O no O ves O not performed O not recorded
3. UUEY ¥ Zut
3.1 oY g
=Af
oo
32 FHx B |zz 2 AP H = o
Akl 9 & o
33 UERY |2 4 g o 5l 4 g o
3.4.1. QX|7ISOIM/O|MS/HZHE O no Ovyes O uncheckable O not recorded
p QU= 4% OZ HE 7|YoIA2.
First presenting symptoms2 7|&35HA|2.
g9 Oy o gl
o7 s
® 7192 Ono O yes O uncheckable O not recorded 4 &
@ Xdg Ono O yes O uncheckable O not recorded .-
®@ HHE 2 2Xi6id s Ono O yes O uncheckable O not recorded 4 &
@ M3 g5 Ono O yes O uncheckable O not recorded 4 &
® Tordgt Fo| Ono O yes O uncheckable O not recorded 4 &
® A A SAH Ono O yes O uncheckable O not recorded 4 &
OJAtSHE AAL T[2514/2. 4 &
34 38 34
paalnilcl; AL J[E5HAL. "4 4
O AR O DA
> AlRlSH AR, Ol ARES 7ISIAIL.
Algded &} | el B /30
MMSE Mg W@ o me  j30m
Algded ! =] el B /30
Alged ! =] el e /308
Progressive _dementia Ono Ovyes O uncheckable O not recorded
Ono Ovyes O uncheckable O not recorded
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A

3.4.2. Myoclonus O no

O yes O uncheckable
» startle response O{2(2.4.2 HH ARI0| 7|XK)
O no

O yes O uncheckable

Ono Ovyes O uncheckable
P QU= AR, SiFEE A0 H=SAIL.
O diplopia O blurred vision
O 7IEt

O not recorded
O not recorded
3.4.3. Visual signs

O not recorded

O visual field defect

O visual agnosia O illusion

3.4.4. Cerebrellar signs

Ono Ovyes O uncheckable
P QU= 4R, SiFEE A0 H=SAIL.
O ataxia

O not recorded
O gait imbalance

3.4.5. Pyramidal signs O no O yes
P U= 42, o= A0 MDA,
O weakness or paralysis

O 7I¢t

O uncheckable O not recorded

O hyperactive DTR(3+ 01&) O spasticity O babinski signO 7|
Et
3.4.6. Extrapyramidal signs O no O yes O uncheckable O not recorded
P Q= 42, didkl= A0 HHSAL.
O tremor O rigidity O dystonia O dyskinesia O chorea O bradykinesiaO 7[E}
34 7 B¢ |34.7. Akinetic mutism O no O vyes O uncheckable
» QU= 4R LS 7IS0INR.

O not recorded

3.4.8. Psychiatric symptoms

Ono O yes
P QU= AR, SiFEE A0 HFSIAIL.
O depression O anxiety
Et

O uncheckable O not recorded
O apathy

O withdrawal O delusion O hallucinationO 7|
3.4.9. Persistent painful sensory symptoms O no O yes O uncheckable O not recorded
P QU= AR, SiFEE A0 HFSAIL.
O pain O dysaesthesia O 7[E}f
4. HA At
O Al O OJAIY
> Aot A, siEEE A0 X3 2 7[RHSIAL.
4.1 CSF O AlREY = = o/ A7
@ 14-3-3 protein 22 (¥ Ono Ovyes O not recorded
® A 2t
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opening pressure(mmCSF)

color

CSF
glucose(mg/dL) peripheral blood
protein(mg/dL)
albumin(mg/dL)

RBC count(7H)
WBC count(ZH))

- PMN(H)

- monocytes(H)
- lymphosyte(ZH)
- eosinophil(ZH)

Microscopic exam

O A O OJARY
P AlgliSH AL, periodic sharp wave complexes(PSWC) 0152 H|F5tl ME AS 7|MEHAIL.
AN A o|=7| PSWC me AA
4.2 EEG 48 d
Ono O vyes
o=7|HE
A = A
no es
olzjmy Ono Oy
O Al O OJAIRY
P> ARt 22, SiEEl= AR Mot HE AME 7IXHGIAIL.
A U o=71 Eb= A
DWI O AR O DA
FLAIR O Al O DAl
O DWI E= FLAIROIA high signal abnorm alitiesE
HOl= ':'°|7f pli=)
] 2 al > U= B2, OH%*EI'.: 2AE MISH L.
= R O caudate nucleus O putamen O temporal cortex
272 "iﬁ'_ O parietal cortex O occipital cortex O frontal cortex
© O pulvinal sign(bilateral pulvinar high signal on MRI scan)
O DWIOIM =2 Z7|0f THE cortexOl HIaH medial
parietal lobe?| diffusion restriction £740| & F=218
O normal finding
. £l
4.3 Brain MRI a2 . .
DWI O AR O DAY
FLAIR O AR O DA
O DWI E= FLAIROIA high signal abnorm alitiesE
HOl= ::|o|7} oJE=t
> U= B2 BHE*EIE BIE NI
O caudate nucleus O putamen O temporal cortex
S = A Dhrtg)= O parietal cortex O occipital cortex O frontal cortex
=21
A7 O pulvinal sign(bilateral pulvinar high signal on
ol=7 Y MRI scan)
O DWIOIM =2 Z7|0f THE cortexOl HIH medial
parietal lobe?| diffusion restriction A740| 4 F=
B
O normal finding
2
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M4
O Al O DAY
e P> MRS AR, iFE= AR HMIFSHAIR.
genotype Codon 129 O MM O MV ow
PRNP mutation Z& 02 | O no O yes _MZ2LIEE /ML
O Al O OJARRY
> ARlet A2, SiFl= AR A= 2 7ITHGHAR.
AR A = o/ A7
an &F 2 L O MY O 24
AL 22 OH O H= O 7Iet =%
Vaculoes in brain tissue specimen, O no O ves
4.5 Halzn compatible with CJD 4
O no O vyes
Zat AA PrP> detection O western blot
O immunohistochemical staining
Scrapie associated fibril O no O yes
o] A7
5. & ¢l
O no O vyes O unknown
UE B2, = ALE 7IMoH L.
Al = o ]
A
5'1\'1,’5;‘1{??% Ono O yes O unknown N
2&(83| S
A
sHOl [E] 2 Ql
5.1.2. 28} 04 Ono Ovyes O unknown 1:5372% = = =
SOl [E] 2 QJ
51.3. 7& & Ono Ovyes O unknown 1:637E|33 = =
O no O vyes O unknown
P QU= AR SiFEE ARIE 7ITHGIAI2.
5 sHo| [E 2 (]
52 BEEFM| 521 Mus2= Ono Ovyes O unknown Alfj'la_, = = =
7 A7)
AAIA sHQl [E] 2 Q|
522 ﬁ_ll_;"jgﬂ Ono Ovyes O unknown ilszsll = =
O no O vyes O unknown
53 28 P QU= AR SiFEE ARIE 7ITHoIAI2.
Al ! = A AR
O no O vyes O unknown
54 7154 » ZA JIE F, CID 2 R} Ex QAR Q= B9 oligEeE A2 7oL
O OZ OAYHE O RO [2A
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O no O yes O unknown
5.5 A”=/t P QU= 4R SFEE ARIE 7ITHGIAI2.
ot o3l =7t _ex. g+
08l A|7| _ex.71997~1998
O no O yes O unknown
5.6 7IEt P QU= AR SiEEE ARIE 7ITHGIAI2.
ODM O hypertension O stroke O 7|Et
5.1(5.1.3. M2 T= 5.20 siFok= &=0] B 7 Oyl B2
smam sew | TE s e g s B
sie &= = oE7m 2oIHH SENBD)Y g mN=E S
5.7 A&l isi
MIELEA} ex 512 . 1987.4.19 00518 meningioma ;Z(ZZZ;ZZ Lyodura dad
6. ZT SEEE = GBIl 20| 1Y)
6.1 M HEf |OdE O MY O =Rl =27t
6.2.1. AlY 718 & [O gel 7I= O 843 O 7|et
6.2.2. ARl
_ @ CJDZ A= O no O yes
62 AI‘Ecé:a'—l‘ @ XII‘I )\|»O|
e © 57 59 ARI@9] 29D
@ M ARI@9] &2
® @29 22!
6.3 &% A&

102

GUIDELINE FOR CREUTZFELDT-JAKOB DISEASE CONTROL 2017




