Efdisiyui 11-1790387-000330-10
o
o Q_.f —
&) o) j
(J J

7

20248

= ||
rEIpNES.

D
Ef
ST

H|©
0
RO







Ut 25
Sz0REE-OkEY BRio| 2 7|2 W IR LIS S TSI Xissis )
Mol i8S Es| 5b7| gt
« SR0[ZHE-OFZHo| ZA| ASIEAL BIXF 2|, WS- B B0l TSt 712 XA
Sxpal RS HTSH0 Yl ¥R 230 5242 M| g
(XIF 2AUHE)
2242 915107 2A), BTN, A

O = A[E2 320|=HE-OFE| Y &
AL B4 Ee, BE #2 S gFdl 2

MRS LIC,
O 2 X2 22X g2 e Og X|ES ZTI6HA|7| HEELCE
LEE TEA QM ZEEZAL, HolXAL 2HLEM S
TICtZiALe} 2R




Al S gzt

k

2
[

O N — L~ o <t [00] o)) N © ™M ~ — (@] [00] [N () —
et FF 22 K B8 @ 88 9 2 5 8L 0¥ 05
N~ N~ I~ RS © o0 0 S — 8 8 M M 5 3 S m_w O
¥33s 4 53 & 2 p 22 22 T 5 2L &4
51 NN N BN BN BRSSO B N T A BT
& Q @ QR = = | s N S _
88 88 88 8 &8 8 33 g S g S
o O o O (@] (@] S O (@] (@]
- |
= £
~ K
oK iofl
il o I+
= 0 -
1 20 oK
- - - - o Ho
1o R 2 3 b
o e S ~ ; ol i
u 10 o = oF- [ o]
e oy - T o 8r <0
00 dofl i o It T A 3
g0 . =N T0 TO 0 Ml 3
o of oK =K Mo MWD &0 |__/| ) RN oF 0
S H g . SHRS 0 < KH 27 o0 mo
w| ok I ol W wl - o K ORU N ORI w9
= — . KH =N = T o mof il Ll EN] w|
Al o1 o H Al El ol Aogr X ol u
Kl & B KKl B ook o = D I
o it S o _ = = K K O o Kl
__._.._ﬂ._ =) =< __._.._ﬂ._ __._.._ﬂ._ ) ol I Kol gl 3 o
o i i I R BC Bl < Kir ﬂ
. . . . . . In_ . . . . . ™~
FTl o [ I sl B g [ LAY o=
o o 0 oRr £ o RO il 10 0 KE wo ¥ g
3 mo o PPl X H <+ K0 =0 o 10| = Rl | i)
T [ R R I oot X g =
— 31 B0 0 ar H Kl KoBl N0 g AT
K ol 8 gl m = T o owr e N -
= ﬂ_“_ ﬂ_“_ < H = - =| T - I~ il
i o] R B/O &% 0[0 ! O K] un_uu._ _&._‘ A
~ M3 w3
mw ol Ho
Pl o RO n
RU B0 A o R rr




Z2 JHEARE

| SEEsEERl B EE SN AE] NAR 740 M2 243
IS
B17]
a7t 25, XA oy Q7i o oas)
oy most yj0/=2jol K2
orz|
=20
BN 2t KHOISME] G2ty %7} HHOIS MY
e o120 |20 W2 ot
ST
23 JA 28 HA HHOIS MY
7 HHOISME A9 %7} 242020 W2 ot
ST
AMT-E9 XA M2 HA 2024A: 2ty
1013 BNY KL 5Y
AT o AT o e ot
14 SR U OANEE, QJA)ERL HO)
ZAR 2 2ol | ZA 2 2ol | aww
15 ESIE(H4
o 2 sisiat
17 (2 B SRR (2R H) R Sst3t
2 A N U %7}
18 9 8 18 9 58 e ot
obm} o273t T Ol 22 Ot 2
33 SR 2 7| WHS 9et 52
ZAF Ot
MAL 1, 2 e AA MAL 1. ZIQIE(LA ARY(ZON) AT MA| EEHZ
A A 2. 2SS AR Mo
SEEIWY SEEIUY MAl 45




TR «rreersresrerstesntsses ettt

H

60
kE

2.

10

15
18
24
26
30

ol ol

R 7 R

=

=
__ot

~

=

Y
__ot

o

TR «reverresreesseress ettt s

A5

H0 i

wjr



. QT T[T werveerersrerrerrere et 56
2. A BB e 64
3, HZMIE] QG v s s 72
1-1. ZICHE HEM AJIHZON AITIA cwoerereessemrssmssssssninnssas 76
1-2. QUK ZZITE ALTIA] -eeeeeeeessmmsssssssssssss s 77
1=3. ZIR| A[BQIRIA] wervereereereersmsresmemmemessmsssissisessess s 78
21, CJD ARHIZRAPA -wereereereessesemsmsinmensisssissssssisse s 79
2-2. QXIS CJD TIB ARIRAFA --overerseersmeremsenmsemsssissiciesinnees R
2-3. QX1 CJD 7IE ZAF ZOIM w-ovevreerremsrersesmsensssessesseeneeeas %5
2-4. QFE CJD 7IE ZIAF QHPA] -ovevvermemrmessemmminiissss s %
2-5. CJD M Z2M(OL1} O[ZT[I) wrrvverrerrerersrersnssrassnennnnes g7
3. GIBIERAPA] wooevverersssnssssiisssssss s s foe)
L e T R %
B, MZIF[E QEIM woerrermsrsrmsssissiississsssisit s st o7
6. AJHIO| SHEL HZE- OIL- FYI QA -rrvverrsesesrersmesenssnssniscneens 8
g A= (<] - ) AT 100
8 HEX} M| O SO «-oevverermessnsssmsssssssiisssssssissssssass s 101









__A_”_

(1L
7l

202495 FR0|XHE-OFEY

o T WFAzo|=HE-olFY(v(ID) TS vl

" E-oFFH(CJD)oll o

la F2o0]=

)

A

o U Ago]=

| =] SZo|=HE-of

S

- FeE

Z

A

Fwte] @z

O3
® L

Ch =2 A

OH

7h =X

ue
mm

e
o

X]
™

oy o

e o]

HIARjog By

o

Wz

tof Arga

I3

_(H
Lh) L

=

5}A|gE, F20]

O]

A} 27l0] %



—
Op
r

2) B} YXIE 9fst 1S B8
o 9= BAR Y Y WY
- 3 B 94 B A 7S BolRiel A9, AR 8 7L AR
= )
B4 A% ANGE S, 9Y B 25

AsIG 717 Mg T 7], ARG 71T B &

2 2794 B2o w2 0 A Hh)

4= o
o ti=vl SH
- A2o|2WE-okgY F49 VI AA FHOIA Y &

SAUKRIQ e

I_l
rOII
_|>|
o>
Pl
P
gl
1=
-
N
o[ [rg

by

=2,

el 1,
o
filo

I

19

g

rlo

fgk
of
e
)

Ak PR A8 FEE 2
7 g

o
1)
iy

g g
© ©
ﬁ
=
of,

[ )
(ol ok )
el

RleFgl Al Mg R 0| ZHE-okg o] WT FAREE 5

AES duz AgsA s dn

Lh 715 HAAA 7=

(1) sYEie=s



2024¢= J20|XHE-0FFY 2(XIR

° 5= A9 AA st
- b e W3 2] HuE FllAY g 5F U FB #23
=% S A
- SZE(Meat and Bone Meal, MBM), &7+ 59 49 A& A"
* WOAH SAZZSQMTOF H11& M43 1 QNISER) of [zt 222 52 0.15%
O|9te] RX|, M2IEl EHOFS BSESF HEGI QHHu==0) sy

(2) sYBLAES

o sfol Hnpy oo} W B B met % Ff 9% A2 v



eﬁ
K10
— .
=
N o iy 1)
w5 ™ R OF  Royd
7 X < T OEL <= 00 Ky [ ofd
of < : oG & o 0 B o
— LH B =R Gy S RO
DR = = =< oy 08 B0 5 o H
KIr = T = 1 R Rl <= 80 = i
N w_. M_ ~o = 4 ot o R
X0 KO L} OM/H._ KX 0 o
ol = ol = ~ = ol K | _
(o] T NS
ol ~ =0 <r X 57 = _ll_ ar ol o Ou_ + OF @H_ =3
- E = IH < L] © ~ H - ar '3 K- af CE iofl =T
X op Do [ SEWE = _ 52 sl pd of) ol o
i, - < 3 ;| = o T ol . oF =
X S o S Oﬂlﬂ mﬁm“_*l@ _ ¥0 R
~ OI =0 __AO DIL _/l_* © o O_._._ — _u__._._ < Y] ml H__l T
o 4 2 T |E_,._c7_|4A R i L
Em I bl s Rl Tz _.._._Ao = X = o oFJ =) wn = T
s o B! Kads 3 lakd < R0 D = oF RO o Uo gy
_ w30y 50 KB S =5 AR g0 < - =
o Huwl DEne Hal s g X0
oo S ‘= = 50 5 N = ke ar 2 X0 T Ew R TR=X
ELI;A 4WAJUE il __.A_l 7_“_m o |AJ||_ =0 o | = @“_ S < = OH ~ T RO
o K - Tfmhﬂaem_x.r_l = M._ae_/ HI_.| = Ulo AU WH Ul R k0 < &I
ﬂaﬁ“ M_..A.Mﬂ,fpama_u m_ﬂ:_om S . = o %o KF =
= ol Mm.h;_uf%mm_ﬁ%_ oo Mol T ™y e X< =
\UQD:_O)Hm__AAA_.__%IMA Tk g ol ;o 2 mEC mA: ~
E A mmﬂﬁ)o_ﬂi T or O ~ol® ol o K1 o ol
Lm_xx_.wx_ﬁw\wl_xﬁm%mo% ﬂw&mpﬁ op ™0 = 2 2 o o o
W_NJOI_JQWDWAMO_E%)POA.IMO_@ e X \U)ﬁanhﬁo &0
= &%@@dﬁ.@%amﬂ%@ﬁ#wo)m% o T ° ® SE i ph =
= B /_\A(u*&mmouomgﬁummg%ﬂaEITJ_mwwg# <
= | 7 * /\*MA\*H_ Mo_”__/wu Wo._x.or.o._.oa_”_m._ =)
| | .- « =] mlg ol H__v._n_.AI MW= -
H° - J—— I ~ ~ * /E.W* h ©
<+ R 3 K N L C |
Rl - B Kook < -
K< 3 ETICREN <
/\ 3 o o o Kl — =
F < Ko ar ol o =k
N —_— = m_l__g_. H_AI
7 | —
— [ =
i = —
N d =
¥ 3




202435 FR0|ZHE-OFZY H2|K[A!

[RUTFA] M2Z2012 (RHHZXIHYRY M=

AEIR Y HxzEe pe o
S(AE, AT olZTIE thy el o Sy
J20|=HE -0FY ogats] Us A&, AlRT
* (20| XHE-OFFH(CID) B2IXE, BT A% 47
o w5 oty
Ab2 T
5ot |z m2 - RUY CID A A VIS R
e oA - (Ch4) pathogenic mutation0| 1= QXS CID
AZEE & YN, Xt S SYRY
e T _ﬁ _ (&Ea)
* DAL =Y RNA HE Al AMZAL FA0)
C(EAQIE]) ol A ARSI RTA ZAF 2l
PRNP)*
* AHAEY MaEHuzE 9
- Q=IHA TTHAHAL HA| AR
- H8M UASEHLEAAHN S5 (M2
- UAEI A A AN M2t QT [ M-S
et Hgeal XL
6CtH | Zut 21 | - RNY CID 7t ZAZL HHY RTH AE Al AT o=U|H
71&0 M2t A0
* pathogenic mutation O|AZ Al 4111 HRX| %3
-3 CUD MUY Tt 2 2 o
- Mmo|gE fleh H2AE +F - P?ET"LD <




Ofth
r

9 57 20 HE, A XN B8

o 52 Ay SN WHPRFOR 27

U 7 T ZRs A 912 3 9F Al MR R
A 2t 23

I
2
b
o
4

= =




202435 J20|=HE-OFY #2|X|&

—

2) HASX|S IHR|ZRIHN

S
i I —

i
£
g
18
S
£
N
=
[

o BiFIRo|ZHME Ry T A A

2} 49

ek

ek
4
gk
)
o
¢
A
o
rO
>
18
/%
W
i)

o A AR B

3) A I JIEXpXITHH|
7 A=

o 3w BT

o SlR/oIA AET AREAA HE R 52

o ohAl 44 % B

- oAt 9 A TS HgoR Bie) ofd 1R W S 89l Bl
- ool A3t B

o D FH h BH W BE AY 5

o XA

So|zmE-okgy B A 23] that A=-4% 2 Bt

°
N
E
B
N
g,
4
o
0}011
1?

"e,
=]

e

X,

ok

n

ol



4) o772

o St Ul AR AlT

o 27] B} WAS SRE $HF 71 B4
* J1E AL Qtii(p. 87) &1

o 57 K5 okl

CID 8} 2 854 T, ofze] A9 Al (D APES] 524

5 7Rs4 o

* 24U 28p. 72) 1

o ARIEAPA 2

- B} A AL A ARIEAA A

- BRI SR 0 4 MY PRI 5 7712 S5

Kis

o 9z

o B % BoA g A2 ohl, 993 V1S B8 FAh o

o IQA EA 97 4 A4 7|E 8%

o 39 e 2K

- SR AsHoz AT A& V9 AR 541, #7] o3
meje AA B oR it Al

2) 28 AA WHE 5 9 29 AAGA) =

Ofth

r



202435 FR0|ZHE-OFZY H2|K[A!

3 2 A

71 A3 -HT HA

N MAEAM L (2 o - BIRAN B
« (M) SABEA - (@A) X7+ HE &l
OtLY AL
CSCETI 25 Rnk S
iz EEEEER
A
LEEAHEA SR (Q14 )
2 o2 L AAHT} SOl 22} 3
> .oz A AN - NSO —
- SOJAf| Z7H ZA} - mEZEI S2

a1, ZAAA AR

1) Q=712 9 A1 Uy A Ex
7 A1 | XY

o o, Aol T, olwrluel %

* o270 AKEX] OHLSH A}, XA, SHojAE e EAFA 412

o Ry
o TAFFUA ERIVE A
U BUNE oI 2 QU= T
N _
- mynely

- AHISMH

- THASHHHARY, H2X0| M2 EAEAL

- TRYEAH, H10X0 T2 HAA

- o2, M3X0 M2 o=7|H & TSt M2t A= 7|1

- 'DSUSH, MAR0| M2t HEiE ouitisl & TIHPAR I} JHEE ottt

- TZSHOER, M21R0) w2 dRIE CHeHEsHRs|(AstetRte] HRRME Selsks 42
)

- "0, AMB2Z0f M2} SRt 52| X=-Mes XY SHO= HEE 7[H(EH
SIXte| HRAME 0I5t= ZRE SiY)

- QIM|GIA RFSH HAEO et BAE =71 AHAK|HA|, Q=78 SL=2H /S
20} Xelok= 713 & TEHAAee MEQ7t ddok=s 7|#

rio

10 -



—
Op
r

o 199 4T ofrn
- WPl Ak Lolsh Ak AT 2 32l Aok 1 Ak

- ShL, ARIEANY, B, BB, S A, oliga, MeHIB) A 5

(elf

= '_IX
ShT, 7% AR AR, SAV, SHIA E 1 3o ofe] Afglo] mol

FagA HABARPOR Aol ga o] Bejol, A Bt
* TS M2EK1050) M2 MSE2IR, TSEMTRY) M2X0) T2 S8 U4, 0f

g, DIEYL

- Ty o] THE Pl B ofAEA

Ol

L) AT AJ7|: 24A12F OJLY AT

A 52 Filo] IRo|2WEokEY YUAS HAT B9

—_—a— o
MO ZMOIZ Al Y AT SLOGIL B U WY

% CJD 0|2 7|E} Rlgt ZEHe
BF 24MZE Ol A1

FOA S0P 2RlE 4

r=
=

T AT AAl

il

AR, AFHESH) ATAHA-1)
A AR AT ATA(AA1-2)

o ARIEAMA(A4]2-1)

e o

u
° 3

o EALEE olgslo] Au B

- S gEA LR http://eid kdca.go.kn)2] AREAF 7H L B 5ol gt

o
S A HMEE o]F AEALTL A AL

S A SABL 0]3
o WAZ o] glo] AT A9
- Y T AT 5 AP T E 91 29 S BISK 84
Aol W A

e Qg7 0N BAZ ME(AINS R EHA0A T AAR M LSS U

o Om7|HoA= OJD Alal A HEE AHRA A&
- WIS B A AH] (hitp://eid kdeca.go.kn)O| A A&

* FED FeiRAL ) H3E HEE ) A20|=EE-OFFY 22| AZAM

OoOoo

1



20249 F20|=HE-OfFH 22| K=
2) 224
7h B3 A7)

o o5/ oA Aaeke F 24ARE o]y K

B Al 3t Al ot ASAIE ] SA] Hald
STA0N ZHHER S8 TRENGITILL, OJR7[HON WAR ADeH B S0
AARION 22 2 LIS 2R AT(2)

= H
w2 FAJE B4 HEX|H0| Ofd BR= F4K EHAZ O1F XM2ol== e

g

o 9|7 7| SofA Alust A AT WES HES T BHAA Hi HR
EAF 4%, 9=ZR1d B9 =, AT
ChH 211 Al FOALS

o BiFIRol2mE ofgHo] oE B9 244Kk ol BIshy, WHUY A4
FEadEne, AP 445 Astelor &

HMET20|RWE-0/3H0| ojiE 79

- S S1240] Bt 50K DIBIOIBIA] HITE S Liojo| 25101 OjE7IZi0] 21 B

« BXPH 198000 O Y= 7ER20| Q= 2R

) MRI A4 T2 ZEGHOIN U5 MEHPIO) DAS ZES Hojl= 29

W] 2N A7 HES20|RHE-OIZHO| QT FP

 HETE| ZINO PIOPEE] SBZIARIOR $isl T2l CI(PPS)0| ZEEAL, Tl 24
HZS20|RHE-OFZH0| URBH= ot HEHS HOl= B2

8

3) Al-=
7h) &Rl A7

o olz7]at SofA] AlTHES T 247} ol

o
~

12 -



()

Ofth

r

Lt) S0l it
SFYHEA|IAEhttp://eid.kdeca.go.kr)Q] TIHEREIE o]
A

o WeiEs
o HAZO BT 7Y BigRe] F4 B v
- v Ao W Alg o Wa
* BN 21 M2let ZM2e ER0= BiE &7t
4) IS MIES
o BAZO) B 7o BT HRo| sl Ei we A7
= ue] A4 Qe Ha

o

f

[¢)

%



202435 FR0|ZHE-OFZY H2|K[A!
Lt M0 el 22Xt 2fARER} F2

1) Al =He

el O: AMOHNRS x : ATy ofd (2004, 38 7FE
zgd 2 G2 FAt

2) 2RF-OMEFY, )t Zo

7t) 2t

A1 BBt e BOESHE EE MBISEOR CID

RIE| KA 1 2 R SIS S S o}
5| RZM HEA QA SOH0| T} golE HO

- *%
g 911 201°0] i=

o
ML OT

r

* P102L, P105L, A117V, G131V, F198S, D202N, Q212P, Q217R, M232T, 192bpi, D178N-129M S(p. 21 [&
319l 71E 3 &)

** ZITHS ZZ2(Myoclonus), AZFES(Visual signs), Akl7 s Z0H(Cerebrellar signs), FXHE SA(Pyramidal signs),
FHIRIZ AS(Extrapyramidal signs), 254 215(Akinetic mutism), EASA(Psychiatric symptoms)

L) QIAEHR}

S5 B4 270 010ITIA

@ EEG ZARY FEMOI I} OJAZIO| QI 29 E=,

@ MRI 4 CJDV| 3ot AZ0| QU 2 E=,

@ SRRl 14-3-3 HE0| ZEE 2Q Tk,

@ T NZSR FN0| YOBIA kA4 EE 12 XX SO RT-QuIC

AL Zit 40l E2

Flet Ag-hl Hado] QlopiA
@ 2S5 FIK ST HEE SN Es Y St Qs 39 EE
@ WK PRNP STX Seisi0]7} S0IEl 52
D AR 7I2I0] HopeR| 222 SoiHe X2A Tl Al 90| Jis
Mol =oj= 29
@ FYERProbable)2A, HIEI 0IoKY SIHR0I0| HoIE S
S43| Tt X0 SH0| YT MFEHH By 27K OOIRA Tl ojet
I[zt0] 21 OlfRl B
EE A VISE, T2 E= IR VST, £5d RS



7L dAE H AACl=|T [

1) A

k-8 SEI T FUIMBENS Bl PRNP F-4AF
EHo] &9l
o JAEEZAIFHOR 14-3-3 HlE A=

2) ASIAl ZARHO| M2 A|S &2 2 ZIAF Z1}
© ZARHo] Tigste 7} Aol Thet oot 27t v,
9lo] ol= =3lslo] AT WQVt S

AT

M= e RS 7L

IHC

S, PrP% 2= HAUXX|SFSHAA
Western blot XX PrP>* A= t-tau 4000 O[& pg/ml
Western blot CSF 14-3-3 Chet A=

RT-QuIC CSF, =% PrP% Z=
. HEN PRNP XAt
PCR, Sequencing Blood Sop0| 2427

1) 14-3-3Z: 29| 2o, 4F, HFS7|9| 4%, 0222
CEEME =IEs UK 2AAMZ tau HELAF A
2) PRNP RZA} £#10]: D2j2 HEHAS U5 3lok=

= PRNP {8A= 2537} Of0|cARE &0 of
SO10| 2 O ol

2N 22 JIsS

3) dAIE7 |2

o AFTPHEIFEA: Y5, P, i B Bt
o SEdluolEY SETIIATA: 22 7}

* 156

Ofth
r



20244 J20|=HE-

0rZ

W

Lt HAREE A ZHF E

1) R0 S0k At ZiAl
RN
AREHER |2 e o MEEZE cryogenic
: SRR An) | ReE7] M AL vialofl 20{ -20C
P RE
RT-QUC ﬂ_01| 2014 e e o
- 4°C O[5l &
=
AN Bn) | BSTHACD) ABAIE O 2E17ES - sjcyet disp
UEDA | 2 mE) | FaIRT] Slel Al Al OtOJA ’l:.:% 52 | 2P sig
(PCR) HIAM 201 4T RAI meoiEp
HESH0F 2 2,
-20C 4= 2

2) X% HAl

i D
MRS 200mg O|Af oAl Al | E2IOJOIOJAZ | cryogenic vialo Z0f
HAEHSER B2 920 20 | -70C O[3M
HEZX| 500mg Of& (SIPSIN 25 ds 2
= A4 2mnx5mm 279
AR 10% S¢ Z2ZE0
Sl | HEE EHEE R Ol oY Al H20M 25 -
(HC) s iget = 2
(7tsst o))
3) 2] T ¥ Byjot 23t A] 1 9ol QAL HHae el chifdo] RE o] €2 4 o e A
A8 & gl
4) Y 2F Al 7} BRI s Fofstofof gt

5) ulgE 99lo] Fi4e] glons AR F 7KsE W Ak ol W i

6) B Mo} A2

16 -

A(frontotemporal region)5-2JollA A H(stereotaxic) 02 A3t



—
Op
r

Ct. AxE A2z WY
1) SR oy
A HA| 2B (http://eid kdca.go. k0Ol 5=

AAE BIE
T AuEely HARHSSAIAR S B3

o (FA 53 A= g
o (FA w5 AANHARAE S

A4tz S5
* ERIMA(1566-0131)
o (B 2R WAEHHHAIL A &l

2) =% gt
%) gD FHAH
e (Z2h) CJD FHAEIA 883t Fefidde 74 ik Qs s daTs=E
23

* 17



20244 J20|=RHE-OFY 2| X|E
5 { ozl

Jh SEEA A7) Y FETIE

ol

S=20|XHE-0FFH(CID) & 24A7t i
A ' A . Ol 0 L
HEA20|RHE-0FFE(VCJD) ol = = 14 ol

* CID/VCID: JHE L Gl At Al- =0 ot o Al 2 HEWSHET XIH(ERAI
Ay Qessyegdal)

ot0f HUUZRH 14 O|Lf SHSZAL &l 710 A
A

*¥¥ XK
Sk
e
A

o
mjo

il

i

Z
=

hrily

i

A

Al
=

oM

=

L}, ZA} CHAH

o 34, Pt

QIAFEERE HN 2Rt

F20|RYE-0OFEY Y
MED20|XHE-OjZH 0 0 X

7) oo AKARK - BEFA)Ee] AR 2 W] e A9 §oR Tk

18 -



—
Op
r

B 1. MY F20|ZHE-OFE THVIE

SIXKDefinite) =
2HXKDefinite,
ZHSIXKProbable) O|MEtXKPossible)

LS & e 7K sidote Mg

RIahA AZIBIR ZA0| @ PIENY 1,0 NE BE

53;@3;;3%; @ PN 1,0, vE R =109 |, 12 oEst

A=A TS SHEA @ 7IF |, |2 DIESHH L|&4H0M o O]3I7I710] 24 O|L

= HIANESN E= o llE a5 ST i 2t/ |t L
- 14-3-3 THHE0| ZEE MR ol AR

@ T NZEE FH0| YoBIN
LR EE T2 EX SO

RT-QuIC &2l A

Lol

O O W >0k

40
(NS
H 0x

[7IF1] M IZ0|XHE-OLEY 7=

2k 7ISHOK
FH2Z 7|SHOK
(akinetic mutism)

gl
ol
g
HU
40 B rir
re rir
Ol

i
w 0

x| A
t7] {MRI, Magnetic resonance imaging)2| OA&H(caudate nucleus) E= L2
(putamen)f| IAS =Tt UALE = SAMZRFMDWI, Diffusion- weight imaging) &2
OH|ZHHSE MBI (FLAIR, Fluid attenuated inversion recovery)id ZO&E 271 IiE(temporal,
parietal, occipital)ilAl 1AE Z=lt Q= 82

{t

oY

i

2{(periodic sharp wave complexes)

OR!
o
08
0x

=l




202435 FR0|ZHE-OFZY H2|K[A!

2) 291N 3 20| XHME-0F2(jatrogenic Creutzfeldt-Jakob Disease, iCJD E=
accidentally transmitted TSE”)

E 2. ool I20|=HE-0RZY T

XK Definite)

MM

Z=X3XKProbable)

. Ce & 3 JP SHEEke Xt
CD= STE N=M ) et Jje0l wlsker| 5222 Soe xjzA Fae] Ak 9ol
01| 001y o 222 - wee o
Jls RO HOk= Xt
20I71E20] 9= Xt . .
@ CJD FH&XHProbable)2A, E1E 0I01g IHRQI[7[Z2]0] QU= At

27| Rl H=Y), 2

— Om =

ol
nt
ol
>
o
o\g
[
1]
B
m

k=3
=

ZEMAIS AZHRI ZHO| EE1EI010F B
A

Il QIZh Zef2 Zat 2} E= 2 (probable)RDE O:IIE—‘?'—H Z ““—% 041t

O 710
== I
ll. QRZF D2 ek At = 28 (probable) @AM AIBEIRIE ML 2270 =2 32
% 0| S22 Q7 D2|@ Hglo| HEF JIH0| YSIKIK| 22 0|92 ol HHHY

8) NgDSU(%= ¢JD ZAI71F The National CJD Surveillance Unit) 7120174 7BghollA= A7) ERE
‘accidentally transmitted TSE(Transmissible Spongiform Encephalopathy) 2 Z|&slal QJct.

20 -



I.

Ofth

—

3) QA% HMIMSIRIYL S (Genetic TSE) EE 7154 T20|RHE-0IZH

(familiar Creutzfeldt-Jakob Disease, fCJD)

T 3. 7154 IZ0|2UE-0FZY XV |E

o |§__I'I
T

FM3HXKProbable)

L= & e 70 sidok= At bE & e 710 sidot= At

@ HIt oY =ES0| 2TE M2A 2A 715 | © Tty HE-gY 20| ASTN HA 715 &
S TIHY offfY HES = 52 oAt HIby o HES = = FEebt = At
(Y7t A= &t @ TRy tE-ZA Felo] oM 7132

@ FOHY S HES0| 2E M2M [PIE3] | Y PRNP REA SAHOPE 2fR1E Xt
HEY PRNP RUAH SCHOPL 2IH Xt

[71=3] YaY PRNP QT SHHO|

71 AEEEe N B HEAED-AERO|SH-ARIAE 2
(Gerstmann-Strussler-Scheinker Syndrome, GSS)at &&= PRNP Q%A O]
- P102L, P105L, A117V, G131V, F198S, D202N, Q212P, Q217R, M232T, 192bpi
Lt AEHeS A By J=0|=EE-0FFE #HE PRNP |XA SAHO
- D178N-129V, V180!, V180I+M232R, T183A, T188A, E196K, E200K, V203I, R208H, V210!,
2110, M232R, 96bpi, 120bpi, 144bpi, 168bpi, 48bpdel
O AEHee N Holg 71Ed XPd SH3 #EE PRNP |0A SCIHO0|
- D178N-129M
cf. e PRP OfU=0|=2t #EE PRNP RUAL SHHO|
- Y14b5s
Of. SIEACLE OFY DIEF Ze= Eilt
- H187R, 216bpi
Bt Z2jz Eo= SILX| h2 AMF-FAl Hett HaE A SCHO|
- 1138M, G142S, Q160S, T188K, M232R,:24bpi, 48bpi, 48bpi + 7|Et octapeptidesBELH2)
w2 QE0|E X|2t
AL e, AEHee Aiz7t gh= PRNP |8AF SCIH0|
- T188R, P238S
Of. Holdl| g2 = PRNP CHad
- M129V
A B0 g2 & A= QilE= PRNP Cidd
- N171S, E219K, 24 bp deletion
Al B0 FYE FX| %= PRNP oy
- P68P, A117A, G124G, V161V, N173N, H177H, T188T, D202D, Q212Q, R228R, S230S

e
i

= P

X

NP REA} =EHO|

- 21




202435 J20|=HE-OFY #2|X|&

4) HEFZO0|XHE-OFZH(variant Creutzfeldt—Jakob Disease, vCJD)

H 4. HEI20|ZEE-OFFY THVIE

SIXKDefinite) _ 2

XK Definite ZX3IXHProbable) O|M&HXPossible)
e & ¢ 7HX0i| siEok= At
@ [ 1,01, WA IBS 2% 2 IR |, Il IAS B
@ 712412 |, NVAY| Sh

[71Z4]9 | AZ DHESIHA
HEF 20| X HE-0FE 0]

e = 9)
Siget M7 el 47478

HOl= X}
[7124] BEIR0|RUE-OFEY FEt 7IF
A Ty - s
B. 0[217[Z10] 6742 Ol
C. YTRIAOIM CHE TEHS OJSIIst 4710 ot
D. It 7h53t ool YR0I0| Z2E 1742{0| gig
E. 7154 320IXME-03H0| Z7t 9IS

. A =] 27|CHH0f HIIZIAF A AP F20|XHE-0FEH0| MEX AZ?S HOX| o= ZS
Ee YIIZAIS ABGIR| o2 #Q”
B. | A7 IZHUAA UE AMHITHO| TASLEI} Us A

VoA BT XL A HETR0IRUE-OEHY) SR A"

9) ti=je} 4% A s Z=t(Florid plaques)E BHIRE STHISH Tl thao] &3} oo Ws)

10) &5 RN, 755 A¥IE(Withdrawal), 84

11) B3°l4 oz 5 ot T2 X% Q= 7 XHpain and/or dysaesthesia)

12) AHEog veR= oF 1Hz F719] 4FJaHtriphasic periodic complexes), &I Z0|2HE-oFFHoA=
57 A2 & 5 ik

13) WHO 7|&0ll4= ‘EEG unknown' O& 7]

14) HE ZAHAE 57421 AR AR gon] 53] Huat A AR AR0|2HE-oFHS AAfel=
Aol A Fa7t gl vH, QAERI A7 wEIR0|ZHE-oFEo] SiEY X A7 |FE g dolA
G AVSHEINel 22415737t HolR] o= 9 Ato] ERo] Hrk

~

22 -



i

2 dH

o A3 B} oRrlE AE

A 2 (H413)

el
ol

. 9

A QU o E AT AT ZITEA,L MRL

a7

&
o

=]
T

= A o

3

RT-QuIC, 14-3-3, PRNP

24}

=
(o]

of. Zat 20

‘ol
__o_l
N

2AP 2 F B3

i

A (http://eid. kdca.go.kr)oll &

AH

o WHSYHRA

© 23



2024 AZ0|XHE-OFEY MK

6 { Ay

7h MRS =] 71

1) =H

of
ol
)
|
b
M
=
jm
il
—_>‘4-"4
)
et
0
ol
=t

o ARt 74T AREYIUIE £

HEe G20l 2WE ofFY AURFE

2) 74
o T 3-8 AL B WSk, G, AF AR Fom A4
NBHROF H2IL 1% 5

* gelet 20F M2} T
O EH2A oz7lE YA B4

3) Mzl 7|

o 13]/27h (i d Aol 7))

Lt T Ext

} 5o Hsiel AegeIds) o) AE

° CJD/vCJD AlgEAe] sl HotzA

AIE Rrgste] g E7 &8

5 = s 7|, Ol AISIAl
BIXt A X B0 - MTARY st N [EONPS R =
o > : > ZEm s e
AZIZEAA BTN - A3 = S &=
* MBAZIA TR
5= 5= WbSIIE]
” ° JUERENe

24 -



—
Op
r

o A B Asket AAK14-3-3, RT-QUIC-S), L &] AHEAF &2A(MRI, EEG 5),

“
ABpRAA, ARZAPA, 5718 52 FUste] BE

* HEN QX 245 Al QRNUISNIOR 251, UTRIE0 HIEX| O SO UM,
21t 52 F7pl0] 1Y

* D~®0] ZS HiF 7H53t CI2 A} T8i0| Sl Z0/D, 012 s BEXQI ZAS S715(0f
S

0

AR o

\4

Inclusion

o Brain tissue spongiform —
S change Western blotting 7’

CSF, MRI

——— EEG PSWC(+)

@ Probable
L+l Duration{2years ——| @ Probable
. 14=5=3 (6h) 4’[ :
symptoms » Duration=2years —»| @ Possible
Duration{2years ——| @ Probable
Duration=2years ——| & Possible

— MRI-DWI (+) *’[

A\
Prograssive
neuropsychiatric
syndrome

F1-QuiC sy (0

O3 2. CJD ALY EiIE|E

* 25



202435 J20|=HE-OFY #2|X|&
7 &z

7} g}

DECER

= 24, 7] 5ol et A= e
X Adeo] gl Al A9 E28

m
i
I
i

W

M
i
I
AL
1]{0]

W

M

Wed s )

ERME, & AEF, HIE,
oM HE M, AT
o e o o as  Fh ORI 39 sy T8, MM, 203
y 11, O™, L . T, =
A ot L el B4, OV, B4, et HAAT, R}, o,
Ve LA, XIZ, A, T Efol, bol, ), 71, 71,
RIBE, s, KEERE]L AIRE ALt T AN Q1= WIChE,
i‘LJ'k_A|717:‘| !‘Elél’Ai‘” oL, OO, OO, 4 HoL, Ao, =, O,
oy somm 7 A RN A, 32 EE HRZEY EE A
o
o o = =
o =42, o, HIE, 2, AH A, /T
Ziah QR Xf,
bzl o S
o AF FA4]

- Aol mE ok T, NBHY”
- 19804 o} WEIFo| 2 ME-oF Y A (B, ZolA] SBLS o]
WAL, SISl APE Fole] WOz Axe Ak Ak 5 Foe

A

15) A9 9igo] 2 SRV 2A, 49, A7 24 9 A9 L A HeAE §2 7ol e 2
o, Y, AP, @Ol S Aeislolek e,
16) "o At W22 A

26 -



—
Op
r

2) o|zH| X

7 Al IR

o A
- SRR} QB HIAPARY
o A W&

- Azo|=HE-olF(CID) 3| siF= ™, "3]7Ee ojgH] ALA
A 710l met mr] AdE B 5 9=
% B, CUD S| S2X0 Bl A2H| KRS MFE 4 U002 SHLE AS2 S
SRl 2l
o A ok
2SN 1ES TSk ALS AR
% T BYAS 120% DI, BF 184 DIBF A0PHAL 7
« A9 Y&
- a0l Hlg F BIRTT 10%
- AFBE] L V1A R ol B BAREF 10%
% CHOI2 Zolalol M2 71F340| 90%= IO K
- ZPHE(Y 3009D" AR Ei W Hole] At Alg Holel F Aot
o] ooty J12g FEake A
* Q20| 2R, A %ﬂ$%.%7:rEH§IE 4 ks
“ XIFHON 72 BAROp 2]
130 Fat= 71EY

T S?AS 130% 0OJ2F

OpA
]

bal
S
i
ro
oz
9'2

5
_’E
ﬁ

I
>
=
o
s

LJ

II'
i
T
bal
=)

o B A guely WIEEeT sl deel043-719-8778)
% T2023U1E BIFRIBIAL QZH|XIFAIY QfLH, XIE AX

- 27



20244E JR0|XHE-OFE 2|X|E

Lt.

Ct.

1)

2)

3)

28 -

o FF Exdo] 24 /15T A9, 5 BRU) O 571 T B o 24} 4

7S gito R 7S XA}

oN

iza:

I'l XI- J—I‘EI

]

A

FA=o] Q= 2&jolu Ael| e 7, 29 AA A S5)ofl wh=f 245k
204 7+ 7} B

(-N

ArYXL g
Al OIS

oA AR o] 2WE- ok O AT AL
EE RSN E SO EERAST Y
USNG AL, UG kAT 5 ST 2

R
o,
o
>

T
>
e
folr
oo
N

fo ©

AAL Xz

RO A zo] B 7
SEo|ZHE-OFF YO ARG AL PRAAL)E A % RS ALY
- AR} BRI A9, A Hes v ARt AE BT

b, RS R W vk, Alo] B k5] S A9 12 B

=
X R Q7L 40| gl AR HafEe Tisd
o 4

AR Zedelke Sls) BFge Ax
I'Z;}o\:lﬂaoﬂo dﬂlﬂo} \;Ll :ﬂﬂoﬂ ]’ Tﬂgj 0"/\‘1 EIHX 2 =X ]O]_;(]_IE_ %—.QJ%’, Z:}O']ﬁ*éo]
3P 2%=(1000C)0lA flofAEg shgg Hal

* AEH o 3 E2|of &St EE M20ZL2(MMS] ALY 5)



—
Op
r

4) A= A HIIE XY

(1) 2= Oy

o

o o] |, ¥A, TAL 5 AT FEoke Y

g AubA 0] HiHo g A%
o AJAlOJA A} LF=Zo] A ElE= - ZJopdAARA(10,000-20,000ppm)C2
HHS AA|AL, SF AR & d3lE &= =535

3 M7l Xzl
o Aolo] EE BE ATG LES AW HE] 5 2
(@) THeIEsT &2
o A% 9 H/12 He] GeAis 9] Mol A] WIEA] Q31§ ke, A7 9 npad
5 ARsT HL

© 29



20243 JZ0|=HE-OZH 22| X7
g ( &3z

7 717 o Ha
o UBig 71T ARG F BE HISHs Zlo] U2
o« G T1TE B A5 AR AFIIE F

B 5 7@ & 2F # XY 2R0 OE 2F HA L

1] $18 &1t 287
9 =R T 2t
CJD it 0| 2raldt Arg CJD Hme| FIE fI&0| s A
CJD &, =4, 2ol &tht CJD HH7 & RHEAt
DAlEEHE S 3 A 20Dt CIDY g : CJD7t QM=o FTT|E E=0] EEEX| U2 22
[2] Z2zAY 27
244N =0 x| 2104 LIS xx| 2teiM gl X x|

YR, YIS UY BT,

&, B, Aat QLRSS AL W, HM AT 9| MOIKIE 2, gpg, g HEM, 20g HHAR
= ?H” W =z, A, S4 O EE Ejot WA R @M, BXL Y4, EHOF, BHOL, W, 2, 7],
HEAMEE, M HEE, HaleA), O, KRR A AL T 7h AR U, AF, HoE, E, =8,
49, 240 BAFA BA DA HED A HIZ R EE A O A, 98
2}at OFLHEE R|4 LF20H S{oh &at
vV v v Y

[3] S1EH7t

- (]2 210 e 717 @ A Yets 26| K7
- CJD L] HiR|E mi7tx| 7| H2|(sHg 712t S0t 5 At THALS 51R)

SIS 2o T2 2F A W

| aixt ESIEI T O HH WY
: Lo |~ YHBIITAES AU, LIRQ FL MRS 7| 35 1Y
| aers TO - glg0| ofd AR [H 619 1, 2, 34 & SiLfol w N8
L8
. e | - YBIZ 7T AISE MG, UBIB0 AP A I|TE OF 17|
= — U3|20| O AL [H 6]21 1, 2, 3¢ & 5lLtel 4y Mg
‘ wo |~ YR IIT ARE AT, YBIQ AL RS | TE 2F 1|
. TT - 2E80I0fd ZR B 6191, 2, 3¢ B oiiel Wy HE
| Lk - Y3l 7|7 AISE HISID|, Y3IBO AR AIBE 7| T 25 17|
H2 | - 2sig7ot ol AL (R 619 1,2, 3,4, 5¥ 5 Bt i xg
*6H9 A% A4 HAY ohEt 53—5{ BUE 185 FHe
i INYHAY | 98 | - SHAY WY NS
| vopoy — |- REO| ATRO| AIRE TS 95 M A2 $HO= s
Ei &l ST BE e BT Hosi) A

30



—
Op
r

B 6. WEY 7IH'E *let UUBIE SIS X2

13

. IN SAMSHHEE(NaOH)0| E2 & gravity displacement 1EAS 121TCHA 3022t

NIt Ol Mol 22 d+0 W & SHH0 FHES AEIC
IN AMSIHEE E= XOFEAMAG 1A17H S 2L 7

displacement IAEHAFS 121°CHAM 1AIZH AIHBICE MESH S
IN SAMSHLEE = XOFEAME 1AIZH S0 HZ2C THH

—

Eriltgs Az
=2 A1 = 2700
22 5 gravity displacement(121°C)Lt porous load(134°C) DYUEA7|HA 1AIZH SOt
7tgettt MEet 2 S4HQ HRiES MR

IN =ASHHEEN E@2 = 7|0 1022t ZQICH Mol 22 Mot & S4E01 B
S Az

2 FICh gravity
M

0

RIOIHAMB(MSE= i) [ N SABHIES(CHON0| AR0A 1AIZHSQ 2Lt M5t
2 M 5 EMXl FRIES AZIC
134TCOA 1827t DtHASIC}"”

Lt S04 2 o4 RIFIO| RR(THRRAAI Botia|me)

1) 38Xt 9320|XHWE-OfZHOoZ XIfH L} PHZEIZO|XUE-OI2HO)
OBHQA 7} ULt OHEJZO|ZHE-OFEH QXY U 23 XSS O3t

—
o
7C:>LI_

* UM fIRaE ZE JHQHE(p. 35) A &2 FL

17)

HH/do] 8] AAEA ke 4 ST

+ 31



N
(@]
N
N
im
|.|-|
B
[
ne

m
o
i
(01"
e
o
>
o

I 7. HEJ20|XHE-OfSH 2 SIEZX| i 271°

19804~

otz Oi(Man)Al, E0jQEHE, ATEMHE QUX QIZHE 19964 74 Ok
oy © XIEEH, AHD(Channe) |, REC =Y -
TrE 19974~a41 | 37hE Ol
O2tA | O2tA
oA oA
BSE’ JelA, HEHE, HoE, =Y, SMRES, 2[o[HRER,
HhY S} WM, AR, AHQI, S=H7|0t S2H|L|OL, OfYE,
= AE Ef 13 2EZF ZalC Igtcs _
7|E|' LEM. OIEE|O|'. x'”—l—; L—I—E. EJ—. |_|J— 1980"5”‘6._41” 5|Tj Olél
oz BSE =90|, FOILIOf, SOAELOL, ELT, SEf, HIERE

Sy HALO-SEHTHI, 2712(0L d0fRls, AR,
S0 OJOSRIE, Orzel, uiLIor, Ru2Hlof

=2L—

=2 Dt (M2H[o-2EUO2"), T4, 200} &Pt2|

* BSE(Bovine Spongiform Encephalopathy, Z<&)
** MN2H|O-2E|UIZ : 2006 68 22t M2b8(0fet BHUIZZ 22 =8

2) CI29l F2 YT #Y 2X|

o SEolxEE-okEY T, AT
o WEIEo|ZHME-okFY UPAY L LIS oJYIAL AFHLA 2
198041 o]% gFol} Iejrol ] S 7
WFS ol 2HE ok SlEA2elH AEg Bele] YYo= Axd ek Ao
5 Folg}

_r_oﬂ/ﬂ OEH?} Jeds FofRke Zo] Qe &
=g

[ ]
jﬂ
_OH
i
5 o
&
ox,
oﬁd

- @ Ax s Sodi(geny dzery Adesy) 98 b

18) 7% @ olg/Rhe S8 el tet A5 Hgslo] Fakick

32 -



—
Op
r

Ch wg 2 =2

Ho

1) Q& SAKt Ui QE7|T X2 S QL

o A9 f9do] 3= Ao Ao ¥E S22 29 AA WHE 5) H 24

3) HEI=O0|ZHE-OFFHO| THEH oY =& QhY

o AgHel Mot 9 BR
- 49 ¥ 9 HeRAL Pyl FY 40 54 1Y RV Yej4 glomz
KA g2t Splok 3

- & 9o MEERY] B00lE AFRAY YuA TS PRT SAL HHE

* SRR L2R)UY KRV KA MADAAD HHLRAT ZH(MA2-5)

o $H CJD B9 AAVIE 9 A, Al 5 A SAwo] A} BRI el
w8 A AANA 23, 2-4)

=
* MERRY L)Y NRBINE REE A

19) =4 919 29](Specified Risk Material, SRM): #2501 2] 4ol %923 golos epdl i Meje tufdo]
ClF A2 H9l2 B9 20lo] 99.8%7h o] RlolA] ST AL PUSH: UAH] 0% ¥ H4=
HIAIE ol EAGtL UnlA) 10%s 2 ke] SRS 7t 2R om )] e,

* 33









2024HE FR0|ZHE-OFEY

B2xJ

Z

[ —

S i £
- o HSHIR|2 CH(PrPS)0| ZEMZAAM| SN SRAAH | HAS QUSiozIf EX MASH
© T AHE UEHE &
Ny o= < H3g HEZEY
* |CD-10 A81.0
Hoof A e HHIRIR(PPY)
g 2 A A NG Y MEAUI S
o MEEA(sCID): KIA dial
*+ OQIN(CID): QY 20| AEH OZ3HQ|, ZHRE|(L|, M4, OFLEZ]) 0|4 S0f 2o
g 3= L4t
« QMS(fCID): STX AQl0) sl XA L
« HE(VCID): Yo 22 & Qo BE T2l A7 43
&2 7 epME-d
- 2405| Tatidke X|0f SAH(Progressive dementia)
= 9 = A« 7Y ZFB(Myoclonus), AIZFAS(Visual signs), 27ls Hol(Cerebrellar signs), T2
2 YYBH | ZM(Pyramidal signs), FH2IZE RS (Extrapyramidal signs), =AM £Z(Akinetic mutism),
HMAMEM(Psychiatric symptoms)
« SRITICH L|ZTX|o] Mz Tl 27
A CH o ZHTCH QUASA o AL XIGHAN, YSIQ01 228 301510 XIT
* 14-3-3, RT-QuiC, PRNP
XA A & +100% Olat
x| 2« NESHE =N S
o 2R} 2
- A2 Lo os
- 029 432 g+ o X
* J20|XBE-0FFY SRt MR}
sxp poa v WEIR0XHE-OREM FEA U SIS CILL HRUE XY
- * 1980 0|F F=O|Lt ZHAOM U2 X}
* PEIR0IZHE-OREY RIXIS0IN RAIEE 2Oio) $HO2 MEE AT Al%f 5 SO
* 200 923 QlaRlg Some K| 9t Xt
* Lok R ANS2RE S0 H0| Q= AHH, MEE 4ASEE ENHIHRERM, J2E2T,
A0IEEZT) 31 7ts)
o U4 B0 RE| 0| 2X|, QBE $2 A= HIEA| B4 TAXM|(RT 1. LK)
of 8|« 2 3R S 2X
« 2ZA|, ZeY MO} oYS o AR RS H

36 °



1<7|19

7} 89

o FRol=HE-oFH(Creutzfeldt-Jakob disease, CJD)}> ¥ 2} thl(abnormal
prion protein)®] SFAFA] FHE o] FAFA Y] #AdE Ut =N &
A A4S e Agke ket

o Z2(Prion) A AlRS I LRRO] Fofl R 0R EAoHs Lol o
A R I R
Elo] HR¥ol= A1 Bl Aeko R AR siH Y H*5(Transmissible Spongiform
Encephalopathy, TSE)e]2t1 &

* W7} BRI THIEI0) ARXIRR 70| S2ke A2 B
. ﬂgo]zﬁﬂ E-o}FH o Alof|A] EHAlEl= TSEQ] Y02 Al7sHz] SAkS SHIshY
30| AP 2o F442 o
Ll. E&7

1) AOIA 2ok HEY iy HES(TSE)

I 8. AIZOIA 2As5k= TSE™

244 CJD(85~90%) N 1921

X4 CID(E~10%) oF 1924

efeke CIDKS%) oz 2 1974

58 HECIDMVCID1~2%) Z9Y 2 4 1996
TE(Kurw) M S5(s| 5) 7 1957

20) WHO Infection Control Guidelines for Transmissible Spongiform Encephalopathies, (WHO/CDS/
CSR/APH, 2000. 3.)

- 37




2024UiE JR0IXHE-OFY 22|X[A]
71 3Z20|=HE-0}=ZH(Creutzfeldt-Jakob Disease, CJD)

A Aoz S7ie stz Qi 1002 Y 12 Wlsl WA S5
zae] e

T =
FEREL 34 Y Al 1~24 oly] AR
Auprg o] el Ay, /734, Sleldes BREm ARPge AdAel EdH
ofell <fa 2y (85 4

: st
olebge E 2, H4ol, 282 5 AT 2 ol B 09

[0)

2
\O
S
X
o
M
5
2
o

g rlo
0

2
2

1
fubal
2
il
g%
olrt
(0]
g
N
=
(WA
x
)
<
ke
-
(o]
e

L}) HEIZ0|XHE-OFFH(variant Creutzfeldt-Jakob Disease, vCJD)
HECID= HEerd o2 TSER) vt s 52 Kol 44, dek4,
2225k Ao AR (D2t gt Hee] dgtos BERSt

A 229 A HAFE S5 WAk 1990d F=ollA & Bl
ol 2024" 1¥71A] A AA 2327 X1

Ch F2(Kuru)
o7 Y A9] YsRIoAIN SHZ o= WAy &
94 (cannibalism)o] 9Jsto] Hutd. & 22k &
FAdo Z2% BHAHo| = =2l HdolA ==A WA st Uy 471
oA 24714 ol AFgSH

i}
|
2
i
o

2) SEUM Ldioh=s MEY siHY LES(TSE)

B 9. S20M LM5k= TSE”

AF2HI(Scrapie) &, B 1938

HMAHM AT LHS(Transmissible Mink Encephalopathy, TME) = 1947
Oty A0 ASKChronic Wasting Disease, CWD) N 1967
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CSR/APH, 2000. 3.)
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24) Paul Brown, ‘latrogenic Creutzfeldt-Jakob Disease, Final Assessment”, 5, 2012.6.
25) 9=, NCJDRSU(The National CJD Research&Surveillance Unit), 2024.1.
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FF9] A9 MVEQ] Rl= MMEQ] 3RtELT 71 JE7E HY
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S - _ oy Sellt SO 22 FOWE =710 QL 20
QA QR OISO THRliGH= AIZSH Fotiot X[ot < OOA|743;:0|C;\+0| Ljepar M
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i |

475 m3 grh I 147§(8~3874Y
Al‘EC',Wl'X|9| 7||7_|' Tt 8 H_'é T 14 H_'é(8"'38 H_'é)
o A TFROZ ZEAL|HOL= HHZA0H| AEEXIO|
o ZA SHEe= Z |01M: {E0H| HEHEOI HIEOR AT}
(EEG) 1~2Hz9| O S2 2Tt
14-3-3 Tl ZHZ(Sensitivity 94~96%,
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[0

IR0 ZiAf 14-3-3 Tl QPE=0| TR =

0

weiet ZA Hiori
B} methionine
1298 F=9| Clokst o .
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+ Ol ¢
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SiIx ESSANS | |
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TUTTTT . WU POl SN2 CR - WL PPO] SX0| AR
PrPseo| &5} Monoglycosylation®l e S7t Diglycosylation®l e S7t
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- Brain Tissue Western blot: PrP>

- Brain Tissue RT-QulC assay: Positive
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k= 7P 2 Y
7h) AEHY 320|XHE-OIZH
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7

A JHo] FASTHET EAAQ
O BRI GIOIA Bl et hRje] whel Aol Al
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