IZ0|XHE-0FFE(CID)

SFLHA]

I/ .
e —OTXIN/
oi\
(@)






| CONTENTS

01 | ARo]|=HE —oFF (CID) & 2
02 | A A3t 3
03 | o 4
04 AAF 2 2 6
05 | ¥ 7
06 | AR B g e 8
07 | +4 A}k 10
08 | CID ojgH A I 14

09 | == A4 15




Creutzfeldt-jakob disease, CI0 |

1| AEo|=HAE-ofFH(CID) /M8

Fo] Eof AAA o F EAE= T

H(PrP*)Ele] T2 344 2
HEG Ao FAEo] Wst= A1 Had deow ol5 A e
W5 (Tranmissible Spongiform Encephalopathy, TSE)o|2}gt}.

o S Zo|=AE —ofFH (CID) Aol A A= TSES] dFo=, #4974
=of we} A4 (Sporadic CID), %% (Genetic CID), 215 (Acquired
forms of CJD) 2.2 ¥ il &5gel= CID Aol H=ste] st
© 214 CID, A%l o) 2jo] Q= F=wloll A HARE F5-(Kuru), WE 22
=2 A7 AHE Sl 2As= WF CID7E dssyth

B Z2]->(Prion) A% A1FS ¥313F £
]

2] e (PrP)o] WA AR

oft
tll
& Jo

o2

B HE 222 AAAES] 75 ol H APES Zefebn, FH A 2y
ST APAA FH ABAER Aoyt W8 Tl 4 Zeed
= 5700 Zfo|7} 1ol Al T E AV el FaL, 5 A B Eqro]
a3t

¥ 1| Aol 2t HEAd WY HE S
A8 AR = HIdE
Ak CID (85~90%) At Ay 1921
A4 CID (5~10%) Rl 1924
°]914 CID (<5%) o g7t 1974
N5 | MFA CID (<1~2%) | F$De 47 &2 43 1996
2 (Kuru) APEeE SE5 (M T) A3 1957

1) AA% 2137715 OIE(www.oie.int/animal_health_in_the_world/)

2) 49824 (Spec1f1ed Risk Material, SRM): =, oFt, 2=, 31495 o2 g Ay A
Ado] w2 §



| 2=20IXHEE-OREE(CID) 2HLHA

7). A2 o|XHAE —oFFY (Creutzfeldt—jakob disease, CID
a 1 AR v 9 S8 el SRl 1%, 21, B Sol
Aglo] A Wivkyg o 1~27 AT AT

A

flo

B AR w2, 7Aoo R EREYTh L
Al 9F 85~90%E5 AFA|EkaL 11 U0 L
PrPee] 4} E¢lmol7t Heks do
AUt A4 CID Al 5 5~15%2 *}A &}

LS ody BEA(AY AATER wAu 2 E

o

$3tol bS] 19 vwke A4 gL,

oy of
f
R
- i% o
X
oft
- ﬂE‘z rlo

A

AN
AN

32

>
50
1_@
50
flo 5

]

F do rir
2l
l

X

1o yo |o
)%
i
i)
1o,
[-40
0)«

o 4y
o
2
>
rif
-3
>

T

T

N,
MN
o
of
QL
£
e
ot
o{l
1o,
2:
ri
X

r
T
-

. HAF g7 o|xHE—oFFH Variant Creutzfeldt—Jakob Disease, vCID
2, CIDSF BAL A A, 91914, 715
CIDSKE 8] T F930UIT) Welst o QDS fAke: ele] ae
Welsi azo] W W] ARos

- |
~
O::',
o
ok
o
AL
K
l-ﬂ

e } ] ,g{lt XLH7]7} #2109 oo R )

=<
= gl glo® Feld gy

B vCJDE 19954 G=oA HEXE HiE o]F A AAZCE 12714

3) AASERA7]F OIE(www.oie.int/animal_health_in_the_world/)

3



Creutzfeldt-jakob disease, CI0 |

231700] MASGEH), o F oF 7797} AN WaH AgIeh AA7A
%91 W VCID] Ff MAe gk

4) <= NCIJDRSU(The National CJD Research & Surveillance Unit)

4



| 2=20IXHEE-OREE(CID) 2HLHA

B
eI s 60~70A 20~30A)
Abg Al A5 G 604 o 294 (18~354))

JA] Z=A) 17} =) >
O]-:-/\‘] oi ?qﬁgo}‘,—:— i] qu_ XO/?_]_ 0)(\)0]]/]— ZZIZI xC:OH7]' —%7]01]

P FE AT = BRSRR ] o]z,z]gligzz}xq Z 2o
A| B ?‘Sj
AR
| 2 | o) (Q 1S
kA 712 gt 8 B 1470 A(8~387190)

7}, A 20| XHE —oFkFH Creutzfeldt—jakob disease, CJD
B el AR AN (s vhre kel $EAZE 24 5 19
X A 2ol Fuklo] eRdUL

B $x1e) e 1641914 8041 o7k thekabll a4 wk 7o) tji-io]

3541 o)/de] EApEol, To] WA wH X AIrE whEA K&kl 3
AE WA 1270dold Abgel]l o]2A]

B =550 A 14-3-3 Thalo] AEH T, AWAR F714 H5atle] &

A,

B °F 5~10%°] A= P o= ofdZol= g4 (amyloidogenic) -kl
e d3slehs 200 AAAe] Zel2 Al B Eddelr) g}l
Ayt



Creutzfeldt-jakob disease, CID

HE—okFH Variant Creutzfeldt—Jakob Disease, vCID

=

U HE g=20]
B J=20o]=

] 71 olt A&

715

o x

B 71

C R =

~

3

ol &% AZZEF <7 H(myoclonus), FE5(chorea), &3]

=
=

X
B
bl

59 o

(dystonia)

=
(9

i

bol Q1 o7t A

5|

A3t fb

=
o

A= ok $

7] e ARo|=

[ ly

T+ 1471l APg

E

5%

|

of ol=A HuYth



| 2=20IXHEE-OREE(CID) 2HLHA

7t A

B FAAL - ¥ 27]E S (MRID
— 778 ()33 3} uM)OﬂH TAERE
B ¥ 3H(EEG)

— 713 =3 53 (periodic sharp wave complex)
a 454
— ¥ & g=lo| A 14—-3—-3 thill HAEZAAH Western blot), ¥ =] ZAH Total Tau), H3&
sZg]& gl(PrPS) AZE AAHRT-QuIC)
Mol 4 g2 vl f7xle] 714 E EAAANPRNP)E B3l B E18iolE &

o)

|
12,

U Qe
R R R B e
B oA} ¥z AL glo] AT, A, 3 adl wEYTS SRlst]

HBAAA]  ARo|=HAE—okFH AL A
AR A GEET HEVFR 556 2l dSAY A4 8

5) ¥ #7189 94 (Brain MRD), ¥ 25917 AH(14—3-3%t4), M4 PRNP 4734 Sadwo]
6) WA 2 7t o4 ol mAYW F&Y, £ AW, AL Ful TEE Fof oY, ARt Ay ¥



Creutzfeldt-jakob disease, CI0 |

CID:= E3d dghow Az oz wAyshy gahgh Alo] a4
k7] el WS ol f%ﬂ 54t

B “1eju ARPICID B4 AHEE SRR Ba WY tele Ant A
oLl SI9YCIDE MANZ 5 YOBE CID BApe] 24, ALGH o8]

Tl g AT pEwelst Do
- 79 91g0] gl BAL ¥, WA, T R W) 5 vhE Gof= AeA3
Vg Ealok ], 09 A PE Az xME—okY BIAH, 29 AA

ol ok a%slolof grh

- B3 B R oA G Y FHT gielm Folstoiof k.

B thsl, CID 8249 e, 7, B, tiaw 5o Aldels BdArt AEEA

7] wiel] AGA HFel o A felv) flenz s A de
Al AR A Abge] e

ol gl AAERY, dnle, o2 Sl et SEvd] =2

O3

[e] [e) o] % =
7298 £% 299 %o EREE:E
227, A,
2=y AE 34 45 5@, 494, 13,
5:] /\]}\]ﬁ \:7H7]_LH ‘?4, }‘\JO]X];(()]_y :‘C_)LXO]_Y XJ—, Z) Ol < 3T ZJX]—
) <75, T/Io = = =] = o 8 A, 84
}.;]/\]ﬁ ﬂ/\]ﬁ@_ ST, ‘:H S, T17d, EH\__; OF2= EHQ]_ HHO]_ XﬂEHQ
- Lo,4 1_:?}\,_ U X}%L %/ﬂ ﬁ]—‘?— o T, , . , ,
HANAA, deked, 42 AT, LAY Cwoa S g,
A Bzbdw A S AgzEA, A7, A, A, e
25274, e Thy B, 8 7 39,
e, hTFR JB E2E EAS  9E A 2, o,
el da B, 3, o
A, YA, A5z, e
QR

7) Zele nY 24 AT BAGEA, B FE, IR Dol TE T AA
NEoR 2% 3 WiEstolor

8) radwey AT, EH19 2 AY FA WA



| 2=20IXHEE-OREE(CID) 2HLHA

6 | AHA R FE 2

7k AR ol E
o gelHEAbE AR 2AE-—ckFEoR A A BAdM 3
ol Al WEEA A3 The, A3E A3, LG vhad T R

2830,

L AR A E
o o 2AE ol o Aua ANE FHolA

Aol A9 tdo] B Al o] Fu2 ALg T
B FRo|2AWE oY O AE A )

g,

By

% ojo
N
o
%
¥
oo
o3
pa
oL
4
ofo
=)
[>
H
N
2
o
i
N>
olr
ox
o
39,
s

— 5k Ao g wel]l e gl Erbde T go] o, Al Tl rEke A
daiof gt

£ FHSA AL £l G AL B S s

o o A FF AR 0E A, Fo0E i

o] g B el wek WE, A203002(4419 A Y )
s BPgLI(1,0000)04 A o] §lofA)7] wizol] ARt A] vipd Prjoh e AAEE

A Qi AR AFee] 4F Fo



Creutzfeldt-jskob disease, CID |

gt &% 9 H7|E A
B AP A A 258 WA S 71 Be BT 28 Al W 7]
sfolof g,

B
e
T
i
[
_>|J_“
K

Aatsd ( 10,000~20 OOOppm) o7 itﬂ% AL, gk AIZE &

]
A=
23 g FFA doez da, 22 FE9 A

o FHE BE AA= A 11T 40g9] AU ER EE
2Fo}ed 24141 (10,000~20,000ppm)S F74ste] Amdbar, H A4
N AR F F 7
. Aol mEE RE A& &FS A A7ET FA &
7] & }H = =~
H7|E A ¥H 7t

FoArg

10



| 2=20IXHEE-OREE(CID) 2HLHA

.

EERE:

I A Al ol 5

9]

e}
7@ Ao

?_

€

o el vl8- A

o el uig-

.._m—_yo
T

™

o BEAA A

xe
3]

=1
=
1%
o ol A

A}

B

™
=0

el
il
~
)
mo
Mo

I}
X

I 2 | ARe)

11



Creutzfeldt-jakob disease, CID

U2 ok

1) 53 deA ehd
8§07} Abge] alAE A PR A9 8RS RS § o RAle]
nEAe A Fe WS ehighch
B uEA} Fo) A FHel tE AT S AT B BIFIRAE
Qe R0t nEg

BAAE o] FA Al 4102 el o

oA -4 = ol Ak
« Sk A skl i HRo| = E —oFFy BAAME](02—-6923—8211)
2) 74 A4

A7 B Belahs A5 el ulol oz d
S pl A2 24 o}oq

7] 54

B RS
2
=

[#3A A2 2 BHAE AgA]
W 9 A2 A Rol|=AE—okgH 3t Al EA, FESM (A -
= FYA, AA BE 7= SoA, TR, BSAL A of5 524
AeA =X HEYUSE 55 3y 8= st gl

A
F3tA LA CJD FAAE (02—-6923—8211)

4) 753 1
o 99 oue FTEFAE Fuste] A} o]% A tiulsfol Tt

12



| 2=20IXHEE-OREE(CID) 2HLHA

D) S871800AM FHAE R o]F Al

73

5
CERAE S

W A7k AL

==
H

Jo] o]gFl Amo]=AE o}

2) 73 AN FE FLz olF Al

)

B

EaN<h

K

&9 7}

W7} A3k BusbA o a7l

<

13



Creutzfeldt-jakob disease, CID

=1
2) A% 7Fsd vg
B e ARo|=AE

A ol g, e

B H]& : 6009y S

Well A A X8 H-8-e F3FHA] gom,
TEAF o882 A AR T 23
3) AA 7 A AR
g Al

1__

. wEApE el A Q9 F

e B A5 L FPARS
AAHE 41 eI TE f0 A%

B AF A7) AHAZEE 159 oo A&

Ql = AlF} o] A
* 08 2 Qhl] @ SOt FAHISIAT A FRo| =HE —olH FAE
(02-6923—8211)
B A4 #E
B O R/)He FANER R 4 RHARRING oI5
4 5d BT

= e el wet

14



| 2=20IXHEE-OREE(CID) 2HLHA

8 CID &#d o|5H] A <

CID= 317 A8l gelol <alAAe} Slamgal> A 7iol et olwnls
AES = Ik T, D PSR 524, of @ele] SJmv] A9 13S @
F QouE, WA SHPEA APIE 5 ubgel sigheA) Helslelok s, o
b 75 sabiol) olmn] A9 AL ShE EUICk AR e eI B9

A olmn] LA Sk, AL FAxaFA] v

1) A9 o
045 AR 7S WSS AkS ARIIIACIE S5 120% 119

?_]_ ~ A=s
HEE(Y 309H)
A EE= S golle] Az} ARk eliel % ol v} Hiee] ofsl Vg 35
&= AF
3) A% <hd

M A4: 3z} FHGE s}
M #4 o AaEly AZS A (043-719-8777, 8778)

15



Creutzfeldt-jakob disease, CI0 |

B XA 1 — AbElEARA

B A2 2 — AA SF 5 FA
B A2 3 — AA BE {5 594
B A2 4 — B FA

B A 5 — B3 AH o] % F9]A
B A2 6 - 3 HE B

B X2 7 — B3 A7 HaA

")

16



| 3=20IZHE-0REE(CID) A

e
jal°
o

AL ZAPA

NEERR

1. 8o 94 Aba

4 EEERN
TF4a(d AFH)

A i = A

BHoz Y s s

O. gL 7A A3 A3t
O Hzx=34
@ Hzx 34 LA A7) U og A (3A A= v AD
Ut W 2 A~ 9 9 JOANF O HA)
@ T8
Progressive dementia Od Ool2
Myoclonus Od Ool 2
Visual signs Odl Oolue

([0 diplopia [J blurred vision [] visual field defect [] visual agnosia [ illusion)
Cerebellar signs ([J ataxia [ gait imbalance) Od OolH 2
Pyramidal sign

([ motor weakness [ hyperactive DTR(3+ ©]4) [ spasticity [] Babinski sign)
Extrapyramidal signs

(O tremor [ rigidity [ dystonia [] dyskinesia [] chorea [ bradykinesia)
Akinetic mutism Odfl Ol 2.
Psychiatric symptoms

([ depression [ anxiety [ apathy [] withdrawal [ delusion [] hallucinations)

Ol Oef e

Oel Ook &

Oef Oot &

Persistent painful sensory symptoms ([J pain [J dysaethesia) | Od O} Q.

17



Creutzfeldt-jakob disease, CID |

Ol Rgte] &3 AR

@O ¥4 (CSF) AAF
O A& O vA gy
Az} ( 5] =l )
0 14—3-3 e & HEo]H(Western Blot) Od Ok
[] Total tau &2 x| 27} F(ELISA, 1,000pg/ml 14  Od OokR)
[ W3 Zg]e gl =(PrP) A& 5(RT-QuIC) Ocll Ok
27

@ ¥ IAHAAHEEG)
O A& O vAIEY
A7t ( d 4 2)
27

O

@ WA #AF (3 MRLI; DWI or FLAIR) AA] of -
O Al O HAEY
A7t ( W 4 o)
e

@ PrP genotype A}

O A O "AIg

A ( ERE )
Codon 129 O M/M O M/V O V/V
Codon 219 O E/E O E/K O K/K
5 O 9 O oy
PRNP mutation A& o+ O AEaE 1AL )

18



| 3=20IZHE-0REE(CID) A

® WelaA
O AW O viAY
A4 ( ERE )
Al @78
HAAR | O BH o +4
A% 29 | O = O#E O /g 24
Vaculoes in brain tissue specimen,
compatible with CJI;) © O o
O O oy
PrP°¢ detection O Western blot
A3 A7 O Immunohistochemical staining
Scrapie associated fibril Od O oe
el A
V. @A) ek 9
@O =, 49 o] Y
O%  O%
b A%, AL )
aRE D! 01 A7) 0 54
@ s=2EFA 319
O O
> Sl= A aBArE 71A
O Al O ddses O AA A=



Creutzfeldt-jakob disease, CID |

# @, @ Y el & 7 ol A5
=
AEE | F=d BERE A | FE(NEB) [ AHEAFE | AFa=

® Aol A FH FF (@A) TSk A9 2T

O O F
> =AY, sgArE 714
0 Alesdd:

@ CJDe] 7154
O% O
> A7 715 %, CID 8 =
O

D _I_T |:| 5
1 @Al 2ol (A )

e f r&‘l
L]
forlr
O
>
=
ox
uE i

A7} o WY/AF o7
o
3%, AFAE 714
R

® 9l
O fr
» A= A
4 =
A% %7} @ A7)
SRS

V. A3 F3
O AE O A d 4 o
> AFgE 3%, sEArE 7)A)
O #FAA S O FAANY opd

20



| 3=20IZHE-0REE(CID) A

2 2 ROl
W AA SE 2 B0 B3 HE Al [HA Al13A24] </hA 2016, 9. 2.>
= -2 =] o =
A A AF 75 FYA
[ ]dE sgEE 2d v EAE S
g A4
#% |Ass ApgArete] w7
F2
g A4
ARy | T
Abg A
o9 d A BT 24417 Aol wfgl AT
TAa
AP [ FE [ Qlsrle [ ABIEANA 5[] 9ol 5 AR
[ 139 [ == [ 1 2 9ke] A )
A s 2 B B ME, A4 2 2o ) A&rE A2z uket
9 AbgAre] AAE 8k Aol Fel g
44 9
o (M E= Q)
73t
210mm < 297mn[ YH¥H&-A] 60g/m' (A E-&3E)]

21



Creutzfeldt-jakob disease, CID |

W AA a2 BEe] #E WME Al rE [EA A4sAMA] <A 2016. 9. 2.>
> = O =%
AA BE 75 594
¥ [ Jdle digEE 2t vEAE FUY
47y A
f% | dsus ARy srel 1o
w4
oK A9
Ay | T
AP
MR A A RIS 20AAel T AR
e
A 0] 390 () A 1) A S () 980l 3 Ak
A (1= (12w g )
AT
A S el Tk MR, AIGE D e ) AlRE Asol vl
91 Apke] A ©] A% Ev dRE RS wEs o] Felghi,
R !
T (4% QD)
A

210mm < 297mm[ Y¥-&%] 60g/m'(AE-&F)]

22




| 3=20IZHE-0REE(CID) A

e 1 [EEEER

> ) - =] o)
JZo|=HE —oFH HZ oA
%A R
N g a4 9
FHEENS A 2 A
F 2
a9l FAR= ) A
O 2 Hgo]=AE ofFy
[] ©]el4 ARo|=AME ofFH
SRR | [ 48 A9y ud U=
[ W% g2o]=aE ofFH
O ol w27
EATOPNAS BERIEA
el | AR FHE A 2 A
2 A7
gk o] A}
27
9o} o] HAS o F T},
S =] 2 3|
o] F o] A} (A s d9l)
EEEk
CJD #AAHA 73t

23



Creutzfeldt-jakob disease, CID |

[e)

Rl B 5 AL o]F F oA

B3 A AR o] & & 4A

Hrds
G HENS
& =
FUEENS 98 9 Ay
oA SEREL:
A | AE B2 SR
o 2 QA7
H I
(R} 27)

A7118) BEARE Al olel Bt Ak, el FAA vlgel vl I
SR AR A E olS N, oFF B el7]X] ehe: Abar W A

e Aatel B Aol ol

o 2 El 4 g
W E A (A EE 2el)
SRR (73 EE= gl
Wl e

CID FH A s

24



| 3=20IZHE-0REE(CID) A

A AF R

il
o
T
o -
_ G
,mwo el
o Wuou "
o) | s
5 = MJ " ﬂm 7 u_%
0
N| WL B
" Mg | a2 U
X z_o o B X ﬂuﬂ
mO O 0 .
A Wa Mo 2 o o
5 T 7 v
b w5 T3 &
| == B XN
A W
& AR W T
oo N ~op o
%o | B, T O
N oy )
ﬂ_AlO JyAiO ,_ao \m I
o TN | X | F w o
ol Bl £ F
DT EE T | O o | i <
DO0O000 | # | ® o
o]
|| 4| i - i
Mﬂ il o El
e E e L] ]
T | BN | o 2 Tw®

—

0

!

CJD FAAHZ )

25



Creutzfeldt-jakob disease, CID

I BN

T
e

-

oH

i

A 23 HiA

R m -
Elu | DT %
@ | | B Mg
X 0 o X
o m | e ¢ X g
) T 23 T
e ﬂﬂ Mrﬂ |« 4 AM G oF
o | B g || T R i e e
T | e = < Mo
y
~ Mm ma
ol o T
o

—

O

B

1= P D)

26



