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V. & Xp7I2EGA(MRI, Magnetic resonance imaging)2l OfAtH(caudate nucleus) = I|2t
(putamen)ll S ZE7}F ALY E= SHIZEHH(DWI, Diffusion— weight imaging) S2
HHZUMATSI=(FLAIR, Fluid attenuated inversion recovery)tiAl M= 274 LZ(temporal,
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2) 2ol 3 Z20|=HE-OFFH(latrogenic Creutzfeldt-Jakob Disease, iCJD =

accidentally transmitted TSE?)

H 2. 90l JZ0|XME-OFEH XITH7

Ix
[MyELLg fum

SIXKDefinite)

=X Probable)

oS & s JHRI0f st At
CJDE =2HXI= XtZ2A, .
. Al 7IEk) o B222 S0 2K Hael, Ak R
30|5| 0|01 9|5
Tl HoiE =oj= Xt
20171200] 9= &t _
@ CJD SHERKProbable) 2N, HRIE OIo1 IBQITIE2]0] U= Xt

[7IF2] 22

Z2ot wio] OIS 25| YIS TET| B LA
SHHTIIR|Q| A[ZFEQI Z240| THE|0{0f &
A

| AR 7IRI0] HBRH HEEDR, MAMITEER 20|, = LZUS OAME

o= 1= O_?_
Il Mk Zej2 Zek A} = F(probable) @At SHAZRE] 2{afg OME2 F?
Il 217t Zal2 et 2t} = 8 (probable) 2XIOAIM AIBEHAH ALY 22710 EF 42

X 0] 222 ol7t oz

[ i IS T

o

T

Tstol Yt 7|F0| SGIKIAI 242 0IRE Olsh HEEY

8) NCJDSU(F= CJD ZA|71H The National CJD Surveillance Unit) A7|5&201749 7HholA= A7) 225
‘accidentally transmitted TSE(Transmissible Spongiform Encephalopathy) 2 X|A5|aL itk
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3) QA% MIMISIHY LS (Genetic TSE) EE 7154 T20|RHE-0ZH

(familiar Creutzfeldt-Jakob Disease, fCJD)

H 3. 7158 A=0|=RE-0FFE THI|E

L= & o 7HI0f aigok= At b & e 7HI0f aigsks At

@ MY ofHY =ES0| 2ATE A2M HA 715 | O Tty HE-gtl Z0[ AN XA 71E &
S T oiHY HES 2T 22 QAR HIH oY HEE 2 E= 2Pt U= A
(FE7t Uz & @ TRy NE-ZL HE0] AT [71=3]2

@ HOHY SiHY HES0| 2E A=A [PIZ3]9 | EEY PRNP | S0P 2felE &t
HHYg PRNP [UA} SO 2f1H A

[71=3] HeiY PRNP QTXt SHHO|

Jh AHHE[SHE HSS HEAED-AEZO|E2-ARIHE 57
(Gerstmann-Strussler-Scheinker Syndrome, GSS)1t 2= PRNP QX ECIE0
- P102L, P105L, A117V, G131V, F198S, D202N, Q212P, Q217R, M232T, 192bpi
Lt MEH2|SN Bold J20|2HE-OREH e PRNP RTA SCEHO|
- D178N-129V, V180I, V1801+M232R, T183A, T188A, E196K, E200K, V203I, R208H, V210,
E211Q, M232R, 96bpi, 120bpi, 144bpi, 168bpi, 48bpdel
Cf. MEgeey Bl /15d X|dd =TS0 H2E PRNP RHAH SSHO|

- D178N-129M

2t &3 PRP OfU=0|E2F #EE PRNP REIAL SHHO
- Y14bs

O SFIEOL Oy 0|27 D2l Hit HEE PRNP RUAH SCIHO0|
- H187R, 216bpi

Bt Zdl2 BOo=2 LK pI2 MF-FAl Fett e |4 SHHO|
- 1138M, G142S, Q160S, T188K, M232R,:24bpi, 48bpi, 48bpi + 7|Et octapeptidesZHY)
F2UQE0|E X2t
AL U, AEHee X=7t gh= PRNP |8A+ SSHO|
- T188R, P238S
Of. HoIH0| Fet= = PRNP Chdy
- M129V
A B0 Fge & AR=E 2nlE= PRNP iy
- N171S, E219K, 24 bp deletion
Xl B 2 FAl %= PRNP Oy
- P68P, A117A, G124G, V161V, N173N, H177H, T188T, D202D, Q2120Q, R228R, S230S
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4) HE3Z0|XHE-0fZ%(variant Creutzfeldt-Jakob Disease, vCJD)

B 4. H3320|=RE-0IFY ZIH7|E

QIR

SHHDefinite)

F’Y&txKProbable) Al3IX{Possible)

(712419 | AS THESIEHAM
HET20|2AE-0FE0

= = = 9)
Biget Nz Rl 4772

L= & of k0| aigots At
@ [ZIz41e 1, 1, A, NIBE 2% 2E |74 |, 1, IAS BE
@ [7IZ419 1, VA aiE
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A sy Mz-my s
B. 0I27710] 6712 014
C. LRiZIAfON 2 FITke oyaipist 4710] gig
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mo O wPE

Ay Ho
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[ O

= NS AR 2 Ee”

=

A7ISSZEUM L& AN DM ZE} Q= B9

b

H A

V- Ta B ZEZAL 4 HET20ZBE-ORZHO| BE 47"

9) thel} Ak AAol| 7MsHd Zeka(Florid plaques)S B4IeH FHQlo Tl tho] Sy} v s}

10) 925, BRKS, F8s, 191&(Withdrawal), 84

11) B304 o2 & it B2 5% Ql= 7Xpain and/or dysaesthesia)

12) ZdEA oz Yehl= oF 1Hz F719] AMJ3triphasic periodic complexes), WS 20| X E-olFHof|A=
7 AR & 4 Ak

13) WHO 71&0lA%E ‘EEG unknown' O 7]

14) H= A = BAE AR B-EA] ko Eo] Hulgab A AR G Ro|2HE-okgHS AlAlsl=
Zfolli= A a7t gle BHH, ARl A4 HEAEo|ZHE-oF o] Q= X X7 |5 EgAolA
& AVl TASHET} HolX] oF= 7S XIde] Z=go] ik
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Ch | 2R 7IE
Y O]/\O]—O

A}, sk AAK14-3-3, RT-QUCS), 1 9] IekaA 2AA(MRI, EEG 5),

SRR, AZAA, AN E 5L FPN] B

* G UL EE Al fRUYUIRY)CE 2R, YuiE0 MELX|

21t S8 F/bol Ty

- D~®2] 2L U THS3 CIZ A Tglo| gl ZPO[D, OIS 9ol BXXQ! ZAIS 215101

mxaH
oo
INE: RupsQuiPSy

Inclusion

L Brain tissue spongiform —
criteria EEG, ———— " Definite
CSE. MRI change Western blotting

———— EEG PSWC(+)

Duration{2years
[+ 1
— 14-33() —
symptoms Duration=2years
Duration{2years
—————— MRI-DWI (+) %E
Duration=2years

|

Prograssive
neuropsychiatric

RT-QuIC assay (+)

@ Probable

e S0NEE 288,

[ @Poibi
 [areee ]
[ @pobati |
 [Eresbe

syndrome

a8 2. CJD AT L112|E
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(1) &= oY

o o i, 27, WA 5 Al HSsie S

o AJAlo] WEElo] 91, A =Eo] Gl B9 XJolAAMRIEE(100ppm), 45
5 A HoE A%
o AJAlofA] A FZo] oiEl= A9 XjobdA41(10,000-20,000ppm) 0=
EHS ZAI, o ARE & A58 S HoE dal, B FEo| Aol |
o 4% HE A Ay 1EF 401 SABRIER F= JJoldaAitY
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H 6. WEY 71715 flot DT 315 X2 YY

1. IN £MIILHEZ(NaOH)0l Y2 & gravity displacement IEAS 121CHA 3027t
~ICE

Al HSHTY. O| MI’%}L =22 470 i & S4H Sotgs AT

2. IN 2MSIIEE EE= ROFEAMEN TAIZH SO HILE 77|12 22 7ICh gravity
displacement DEdE 1217TCOHA 1AIZE AIGSICE MEet & SRl Brdtys AR
M

3. IN ASIHES E= XOfEAMEN 1AIZE SO 2L HH = == = Z7104
H2 & gravity displacement(121°C)Lt porous load(134°C) DAEH7|0A 1AIZH SOt

JIHEICE MK B EAKO| MRS JEICH
4. IN SUeHERN H2 = t7I0A 10=¢t QU Mgt 22 A0
nEs AZRICH

5 EAIMO|
- T OO 71—

g
EN]

5. XOIBAMAMSE|= i) = 1N SASILIES(TIRN0I| A01M TAIZHSQ S0 MIAGT
22 U2 & SN EraEs AR
6. 134°COIM 1827t TUTEFBICt"”

- O

Lt.

1)

o 3 M Hm2| 22 (CHRXAXIAL S alE)

SISt 9320|XUWE-OfEHOE  XICHILL @HEIZ0|XHE-0FEHO
QBIQA T} UHLL OHZEFZ0|XUE-OFEY EK|S 2 28 X[HS 035t
4L

© AN QIEQAL 72 JHQH(p. 35) ‘BIA mE| AT

g AEA] ARER] 2 188 FAAA= SA] F7|(Qlar]He] E1d 2
ARl Qw2718 SA] BESE 3 1Y oy F4=-H7))

3 AARe] B Aol 2ok F(pooling) ol B2 A w7 o1F
o:lxl-o Hﬂ_l_:,_ zx] %ﬁel_g_)
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E 7. #5320\ XUE-OFZY 23 HHSX| oy =747
o A Eolol = oolx O]=, 19804~ 170 oA
IH(Man)d, S0tUHE ATERE UX AZ2HE 19964 = e

(o]
&= XE2H, MD(Channe)dE, Z2UHEM

40
o

19975~20 |371E OFY
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== ==
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A|0f, AIA, ATOl, S267(0L, S2HILIOf, OUHE,

A 7} 3
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St 22E20n 01Z=0r A, F2Fa, S8E, 198043~341 | 551 OJA

g2 BSE  =290], 20N SOPIELOL 2L, SEL HiER,
4y BALORIARHIL, 2712(0L MOfRlx, AYH,
90| | 0ORIE, otet, iHLor, RnzHof
£2 B (MEHO-BEY IR, 248, T20E0L B

)

* BSE(Bovine Spongiform Encephalopathy, Z<2)
** ME2H|0-2HH =2 - 20069 6% 212 MEH|0tet 2HUOEE 22 =8
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II 2=
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78 W 8
m o BT CHH(PrPS)0| ZRAZAA| SHE|0f ZTAAH|Q| HMS QUSIOZM EX MAGHK
° T AAS UEfEe et
Ny we « H3g HyaEy
« |[CD-10 A81.0
Hood | - HPTR(PPY)
g B3 A AN Y MY AI S
o MEEM(sCUD): AFSH gl
* O2I4(CID): RYE a0l EEH oZdHQ|, ZHXRE|(L, X401, OHEZE]) 0|4 S0i| 2ok
8 ZE| Y4t
« QEH(fCID): QT 200 sl XA {H
« HE(VCID): ZRH0| Z2 & R HY D22 FF M3
5 7 elEgad
- 340| TlgtokE X|0f SAH(Progressive dementia)
= Q = M| Y ZHA(Myoclonus), AIZFEE(Visual signs), Ak7l5 HoH(Cerebrellar signs), X2
2 AYF | ZA(Pyramidal signs), FXILIE R&(Extrapyramidal signs), FEA 2AZ(Akinetic mutism),
HASA(Psychiatric symptoms)
o SQIFICH LFTA|0] MA 3l 24
a OF | o FRTICH UAZAL Ol HIp FITZAF, HQ0I L2 S0I5I0] Rt
* 14-3-3, RT-QuiC, PRNP
X Ab 2] +100% Olat
x| 2|« 483 XZH es
o SR} 2
- 42 U ols
- 039 32 g7 o 2K
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20EZT) 31— T15)
o Z4E BXe| £E| 0|4 ZX|, QEE & A= HICA 4 BEA(ED 1. QM)
o EEEIA = RN B = =N
« 22|, ZgY MO oS o ST AE M

36 -



1<7Hg

7t 39|

o Fgo]=HE-okgH(Creutzfeldt-Jakob disease, CJD)2 HE &2 thill(abnormal
prion protein)°] SFAGA] 4= 0] S54EA19] MAds e EN 4
AFTHE AAS Yeidle ek g9

o I &(Prion) A AREE R ZRFO| Fofl AFH o= EAfjol= Lel2 ohi
(PrP9)o] B4Rl FeiE M (PrPY)Elo] F2 $54174] 9 EF 220 £4
Elo] Wi¥ol= A1 EldYg Agko s A st HES(Transmissible Spongiform
Encephalopathy, TSE)e]2k1 &

* LF ERAoM TE0] AZXXMY 0| S2ls HE 2

iy

o FZo|=HE-oFH 2 AlZofx| WA¥ol= TSES] UF0 =2 A7FH4] SASS BHIoIY
59| AP== A F4S dedd
Ll &
1) AIZOIM MG MEM sHHA L|HES(TSE)
B 8. AIOIN wMsk= TSE
At CJD(85~90%) NS 1921
OFA CJD(5~10%) =y 1924
OoId CJDK5%) olz ZH 1974
2= HECIDVCID)(1~2%) 2429 4 A HF 1996
F2(Kuru) Ast S5 8) &3 1957

20) WHO Infection Control Guidelines for Transmissible Spongiform Encephalopathies, (WHO/CDS/
CSR/APH, 2000. 3.)
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7P I20|XHE-0F2H(Creutzfeldt-Jakob Disease, CJD)

A Ao Sl Wekom <l 1008 W 1~2% Wi WA Satel
Azo] e

FE g A Aohe} 2] F453] Agek Aok B4t AP FHL
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Visual signs
(O diplopia [ blurred vision [ visual field defect [ visual agnosia [ illusion)
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Cerebellar signs (O] ataxia [J gait imbalance)
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Pyramidal sign
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Extrapyramidal signs
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Psychiatric symptoms
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Persistent painful sensory symptoms ((J pain [J dysaethesia)
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] U 2XEiZ 58 Ono Oyes Cluncheckable CInot recorded E
HAEES Ono Cyes [luncheckable Cnot recorded E
BTt H0| Ono Clyes Cluncheckable Cnot recorded HIHO)
6)2M U X Ono Clyes Cluncheckable Clnot recorded i

0|AS MEY

‘47 MEY

MMSE-K '+ O O oK A N )/30%

Progressive dementia

Ono Clyes Cluncheckable Cnot recorded

Language problems

Claphasic feature [ abulic feature [0 7|EK A&¥ )

Myoclonus

Ono [Clyes Cluncheckable Cnot recorded

Startle response(d NO)

Cluncheckable Onot recorded

Visual signs

O diplopia [ blurred vision [ visual field defect [ visual agnosia

O illusion

Cerebellar signs

[ ataxia [ gait imbalance

Pyramidal sign

0 motor weakness [ hyperactive DTR(3+ OJ&) [ spasticity
1 Babinski_sign

Extrapyramidal signs

O tremor [ rigidity 1 dystonia (1 dyskinesia (I chorea [ bradykinesiatlsn

Akinetic mutism

MEY

Psychiatric symptoms

1 depression [ anxiety [1 apathy [1 withdrawal [ delusion

[ hallucinations

Persistent painful sensory symptoms

O pain O dysaethesia

FR A EHAYY) + Ay HEY
SUHETMRABES) O O8¢ OOEAl

SAAEAMRT-QuIC)

0¥ O=d OOEAl

SHERASZHAKPCR) 0| U ) Og8 OO
Total tau 2t ( )/pg/ml
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monocytes(7I) ( )
lymphocyte(?H) ( )
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Microscopic exam ( )
&oH(Blood) BA U
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O DWI or O FLAIR

0 DWI = FLAIROIA high signal abnormalitiesZ
HOl= 27t U@ 220 HZ)
O caudate nucleus O putamen
O temporal cortex O parietal cortex
O occipital cortex O frontal cortex
O 'pulvinar sign' (bilateral pulvinar high signal on MRI
scan)
O DWIOIM (=2 Z7|0f) T2 cortexOl HIg medial
parietal lobe?| diffusion restriction 4740| & F=2{A
[0 normal finding

L=(had RE
Caia LA

HalgM EF O &g o =4

2 ZAL AR N

A 29 O X O HE O 7|E}p =&

O Vaculoes in brain tissue specimen, compatible with CJD
- O PrpSe O Western blot
Zt A
detection

O Immunohistochemical staining

O Scrapie associated fibril
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