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72 | W 8
x4 o HSIR|2 CHH(PrPS)0| ZSEMZAAO XN SFAAH Q| HES QUslozM EX MAEH
© T A8 UEYE 3
Hw me H3g YTy
* |CD-10 A81.0
B R HHI2IR(PP)
I I R PN = M = =
* MEFM(SCID): KIE A
*+ OQIM(ICJD): QYE +=L70| ALY R, ZHZX|(, M4 OFEZ]) 0] S0 25
g 42 Y4 Uis
* QTH(gCID): | 4000 oJa |H
« HE(CID): ZRE| Z2! A R HE D22 A M
o2 7 eaE-ad
« 243| Mslidk= X|0f S4&(Progressive dementia)
= Q = A 7Y 2FB(Myoclonus), AlZES(Visual signs), 2715 HoH(Cerebrellar signs), Xz
2 YAdEH  ZM(Pyramidal signs), FHLIZE A& (Extrapyramidal signs), FEA 2S5 (Akinetic mutism),
HASA(Psychiatric symptoms)
« SRIXIE: HZXO| MA I 2A
| Tf o FHTICH YASA 9 AIL RTAAY, Q01 LEHS 201510 Rt
* RT-QuIC, 14-3-3, PRNP
Xl Ab & | +100% OIat
x| 2 - MEsE R=H S
. SiXt

- 22 Z2 9lg
- 089l 239 97 ¥ 3K
* IROZHE-OIZY U HEIOXHE-OLZY |, ONEX|, UMLK
X B2+ HSISOXHE-ORZY TN YR OFY EE FHFS X}
* 1980 0% %, DYANN 482 20| = Xt
* HEIR0IXHE-OFZY IBXIIA TS Ho| BYOD NEE HEt Ao 5 SO
* AUA Q2 QlRRIS SOMIS Ho| 9k Xt
* S| 92 MRE2RS Soe Ho| 9= Xt
- 2% #Tj| 2| 04| FX|, OUE 4 TTE YISA| 54 FRHART 1. QR
2% &7 1 3K
2|, 2 T OIS 9 SHEE 22 A1
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Lt.

o

AZo|=2HE-oFFH(Creutzfeldt-Jakob disease, CJD)2 WHE Z|2 il
(abnormal prion protein)°] FFAFA 0 & =] FFAHA ] HAAS
Fasto g B Ay A4S Uehf= 2 99t

22}2(Prion) T AL E@ FEQR Bl AAH O A el v

(PrP9)o] HIHZA Q1 FEHE ( PrP>9)Elo] 2 54744 9 Yot 2370
S0 IAYot= 414 EPAF AR HAA fHAY HHS(Transmissible
Spongiform Encephalopathy, TSE)olzta &t

* L7 ZH-RISH D=0 ARXMY FHO| H2l= A Het

J2o|=HE-oFFH-2 AlolA WAYsk= TSEY] YFo = AAFSH 4 St
st F45] YE= A S-S 4o

==

oOTT

1) Ao 2lshs MEY siEY EIHS(TSE)

(B 8) AN WAMSH= TSE>

At CJD(85~90%) L =TN, 1921

QFEY CID(5~10%) o 1924

o2y CJDK5E%) oz 1974

S HZCID(VCID)(1~2%) gy UY & 43 1996
F2(Kuru) MYt SEH ) g% 1957

21) WHO Infection Control Guidelines for Transmissible Spongiform Encephalopathies, (WHO/CDS/

CSR/APH, 2000. 3.)
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7b) AZ20|=HE-0}F9H(Creutzfeldt-Jakob Disease, CJD)
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85~00%) 317 SHHE 94 Ao whe} HA~10%)3H OIS
(4], 49, 239t 5 Q7 Aol o)) E 0% 5% £79 B4%

5= &9 AAGK% °olshE =

19
o
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~~

)
ol
(i
&

1o
b
o2
1o

= Ao ® TSES} Hlet U P52 Holu 4, Heh4,

ol
O
-

ohH F2(Kuru)
TFolRrY Ao YFHIAA THFo7 4]
9] &)(cannibalism)f oJate] Hulg., dRE o]st Tko] HR|EA oL AHU
Zz25 BAHo] &= w9l oA =EA wAshy wy 47/1LoA 2471

ol A

2) SE0IM Ydst= HEY sHEHY HHS(TSE)

E 9) SS0M 2Y5k= TSE2)

AF2{1|(Scrapie) oF oA 1938
HMEM UF HHZ(Transmissible Mink Encephalopathy, TME) a3 1947
AEHEARHEEHChronic Wasting Disease, CWD) N 1967
ABHALES(Bovine Spongiform Encephalopathy, BSE) A 1984

22) WHO Infection Control Guidelines for Transmissible Spongiform Encephalopathies, (WHO/CDS/
CSR/APH, 2000. 3.)
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A9l HYA= ¥y T (PrPSo)23) o2 ‘A 7= A (proteinaceous in
fectious particle) o|2k= 509 +, Hio|gA, gjAX|o} & S0 Bief Xl HdAlek=
A5 e A= HYA

196798 &3(Tikvah Alper)= 23 ;T (scrapie)?] HUAZ7F DNAY RNA 22
Sto] glo] FAHE T 451 al, 1982E AU (Stanley B. Prusiner)”t o1&
THAIA 19979 wililE A ZeE| 7hdo] g A

L. £3
ARl mEo] obd W M= 542 7H HEA
© oM ol ol2s Wi 1 57
@ FFAAACNN == o] S A H(FEsho]
® FF {9 A 5ol dHlgo] s YEhA| o=
@ SA7F FEEH 100% AFgos 284 A%
® Ay AUl ot AR HolgAaEo] 7 S84 F&
T =7
® HiolgA Fo] Futdoz AT Qle Esisty £ 74 S
@ FRAAFEE 7H Ak mEd
HHgoldM FAdos FEEY|E o= vl Solet Aet

23) WY mejee QubAel HEo Bl PR oLt Ay xeleat del 47 sl At oA gonz
5 1% W 97 A2 2w,
24) vlolelxo] %9 1Y, 1Y, B W ALY ZAZ vlolei Fito] BIYIIE] FARL AT

j=}
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25) Paul Brown, ‘latrogenic Creutzfeldt-Jakob Disease, Final Assessment’, 5, 2012.6.
26) 9=, NCJDRSU(The National CJD Research&Surveillance Unit), 2024.1.
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7t) A

(1) ss&AI(1980~2000)

0 FHEAAE ABEHA)NA A= B AR U Y ddeE 55
AA(1996E} 20008 F 2H)* A1 2}, 19809 178, 1990¢H-E 20004
Atolell 997 & & 1007 &4} el
* g2 X HEIZ0|XPE-0FSYE 210 A7

(2) #2ZAI(2001~2010)
© 2001E97E A3H A2 e HEe THeE EEAA 92 AF
SHRAL, 20061 182714014 2008 322712 HEFHA =718 S

I 12) 2001~20108 TZO|XME-OLZH AT 5 s 2
o= | 2001 | 2002 | 2003 | 2004 | 2005 | 2006 | 2007 | 2008 | 2009 | 2010
a8 5 9 19 13 15 19 18 28 30 29

(3) T4=ZAI(2011~34XH)

o ol o & FE]of TSt WE, /HF(2010.12.)00 wetk 201 1HHE
BE Yu7|HolA Aiscs AFFAR A%

o 104 = CJD A= 548%o|w d Wt 557 A, AR (88%) T
FAR12%)2 EF7HH vCD TS 9=

(B 13) %2 104 7t J2O0|XHE-OFY L1 &g

L 52
o 2SAYHFBSE), FATAY, ASTHLRHLHCWDIS A2% WHE
AGPOE AFtel BA(IFAAGER)

o T ASIRYRIEESD), PR BPS Gor], AGWHLZHIHCWD)S

ST gont Aol Hshitel Sels) g

. 2= 39




(B 14) MEHEATYEY W 54527)
(B9l %)

‘ 2003 \ 2004 \ 2005 \ 2006 \ 2007 \ 2008 \ 2009 \ 2010 \ 2011 \ 2012 \ 2013

Lo |22 o oo o]0l

‘ 2014 ‘ 2015 ‘ 2016 ‘ 2017 ‘ 2018 ‘

2019 ‘ 2020 ‘ 2021 ‘ 2022 ‘ 2023 ‘

2024

SHHQF k|HZ(Transmissible Spongiform Encephalopathy)

o o|7to] S&AM O| Oi5kXd.OlAFX] OFAL
(J-I- 15) |_|_—'I T —-O TSE—I == oo - c;o
ojo14
=] ARHEAM H=
R0 i - 77, 29,
HmAE= Hol 2% ESESEESR f; it ;’ E Haf, &M
o, 2z) 25 ol 112
E N
w7 ofei(H) 60+9(16-82) - - 28(14-53)  25-30(4.5-)
P B 18-4271¥ 12-134 10-40 124
s =7 (16-84) (4-30) «10) «1-40)
QX
MM 73%(39%) W 50%(Z, 0O]) . 5
X
1(55";”‘;2382) WV 15%(11%) MM 100%(Z24) MM 100% | MM 4
_ 7.317.674 1274
0|t 7|7+ _ _ 2
& 71! (1-50) 75028 2
A 2T 100% 210 100% ALSA 100%  HASA 656%
U AT BY AHBY 2% o, U/BUBY 17% T 0% AxEY
FE 2% T 2E 5% MM 17%
=it £ 78% 6% - 0% 0%
Z7|% o) ° ° ° °
MRl A7 0% - - 77% -

27) FAEBFAFPALA( ISR ER)25.1.229 71%
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- 91914 CJD YHE A5l 1298 F=(codon 129)2] H|A] 2 H(methionine)
SEHAIAMME Flok= 497t methionine-valine ©lFHIAMV)H
valine SEHFA(VV)ol H|ste] @A5] =2 A2 HY

- 53] vCJD &Y A= MM SEHEA M MM sFd8FARl ZWA7F
T/do] =1 AEV|E B

- 8y 48 MVEY] @RoA vCID7F AEE 4 Aok 7FsAge] Al7lE AL
noH, FEHEO AL MVHY xf= MMPQ At 71 IE7E HS

- WA MM 558 0]199] AR REA T vCID 2RPIAY9] 71s/do]
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7}, A 320|XHE-oFEY
1) 5%

o F43) AWeke A AHeH Sho] BulEn, Ao BE BAEL W

o (YA 24) o34 XFA A uli(subacute progressive dementia), 74 Z4H
(myoclonus), | MRI®| E4P32F4 (DWDolA == &at u]da o] Hith3 =l
ISYLH, T2 F2 YoM G5 7148 AV 159 &4, 544 714
&t A A(typical periodic complexes on the EEG), A4} ¥H&4H A (normal
cerebrospinal fluid)

O (YA AT tiF=E S0l AT AFE] 5= ~ 7ol 24 A APE=
AT S Bl dF SR S0l A UBdAY E3F w3 g
S0l FE5HA A= B U

o (A CJD) 9F 25%= £ S0l U] 5 T 7Y ARH
H| 5ol &l A34

HISOIY| 34

A0t S AFH| FOioH FRE AelX|THA, 22504 4 YOHE Zeloks
S oK, URIHO, 2SHx(ataxia)2| S
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OIAIA LEILEXIZE Z=2 819 70%0M 2HEE + US
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MZ3 20| RHE-0F

CHRE 60~70A 20~304]
INSRNRE BF 604 B 204(18-354)
e _ I‘IAI_I_TI_I- ZAO|L 2zt Xf0|-|7|- 700 2
UY Y OFFHOR TSI A Bl AW 0 TE 0 o ey >
e o= o [
EELE

AR 712

HE 14712(8~3871%)

wIF AL
(EEG)

Moz AR U= HiZ

1~2Hz9| O|A

HISO0|X At

* 14-3-3 e
Specificity 84~89%)

AZ(Sensitivity 94~96%,

© 14-3-3 T YN0 O &

ojo

methionine S¥XEM(homozygosity)

100%

WARMSH ZAF o T2 ZRZH0IM LS 7|t Algel T2 ZRGY0IM L= A7
(brain MRI) I5Y ojyAA TE2¥ AZ(pulvinar sign) : 50-75%
« OiLo 9
* Pulvinar sign2 g2
. XXl A
= LA AA . :I;;X'Djkk(tonsillar biopsy) :
A - e = en psys.
HAZXE o5t ZAHOZ PrPS g A&

ot
x

. D |

22t (Florid plagque) 21s
St

+ WEEY PrP%o] SHE Ty

084 Z2t3(Florid plaque) Z8
ElL PrPseg] =0 A

Monoglycosylation=

e St

Diglycosylation®l SHEf S7}




7} &l XITk ZA}

BAAS dAFO = 3t Western blot AAIA HE T child(PrP™) A&
AAS Ao s ot BRAAHSHA A4 22 A © PP A

-

HAE EH”__E S+ RT-QuIC (Real-time Quaking Induced Conversion)

X,
oft o Ol“

Lt 25 FCHzAL

1) GARA A

7h Aty 3E20|=EE-0FSY

Lz Hdiffusion-weighted image) ¥ FLAIR /dollA & 2 125t 7|45
Aol TASTRET EAZF Q]

THSATE SAFEGAIA B8 T Sajo] whet AEeNA Al EAL

L) HE320|HE-0IFY

v}

T2 ZZ2FNA F=E A7 (pulvinar)oll XASFEE Hole Ao| EF
AV T 5 A4S = HIEYAE]ES(Wernicke's encephalopathy),
SA3A FEZ(CNS lymphoma) 2 @2} FH HAl(posterior choroidal
artery infarction)?] Y& =& AlolA 3= 4= lo] AZCID ek 9 A7
59| iAo o] ALY YA S LB SHoF

HQE

HIAMO| Z4Q QHIXMO 2 M|EIEQ| MAQ| XS I TEEICHT UM QUOH, J7|KHS =

GPHEE 0|A3t(caudate nucleus) E9I7F AlA(thalamus) & Al HI7H(pulvinan) =L G ZEQ
ISHEE HY

- I2tA FLAIR 94 2 SHZIZEMOIN CHEXE! USY AMHIHel THSZETL 2 29l

HIoHH SUiHC=2 Zopy HEE 39, MUy A=0|=RE-0IFYY| 7I590| *2

EH
[ ]
St

—
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2) L|IHEEG) ZAl
7h) AEbe 320|XHE-OIZH
- EAZQl 1-1.5Hz9] periodic sharp wave complex’} &&=y, 27] 4
L719] SR A= BEEA] = AFE =
=37F UERLY] ol ARl Alefut el WA #HaE]= HlE5o4]
Hup oA 4P SR T 50%°04 #EE
- Z71°l& AdolAY ANHARl Mubtt el B4R #7148 Sk &
TEER] Font AT A7EA] 80% ©l/de] SRAfo AN TEE
- T 28ES 714 597 UEiY| A7 BEEAR] = AR 4R

Lh) HEI=0|ZHE-0FY

- H]E0]A A}

- gRolAE Ak B4l UehtE A4 Wit 4742 Rolr|E

ot

3) !;lx-I*OH(CSF) 7-I*|-

7|.) IA_I-HI"i ﬂiolxn‘"E OF_E_
- RT-QuIC (Real-time Quaking Induced Conversion) A4 ¥y ]2 thalz
(PrPSC) 7_]z
- Western blot AAWIA 14-3-3 A A&
* HXZAAZA B HHiE(total Tau) ELISA ZANIA 4,000 pg/ml O]y A=

Lp) HEIR0|ZWE-OFE

&
- 14-3-3 ©d FgEo] wj¢ 2%, MethionineZ7} 100%

4) &M(Blood) A}

Genomic DNAE &3 & E5ta4 A4 ¥F{(polymerase chain reaction,
PCR)Z 3sto] T2 RS & & F4%19] A7IAYE B4 Aot
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iz 3§ J20|=HE-0IFY 22| 2F ZX|0f| LEXUSLICE HEA|

LI

@} - LR %2 ORI 2Kt x1| F= XECz2 QFPHAS FR0= 22 MH=
NE DRE Lo =XEX U= ot =22 AF0H F HARAZLCH Z|CH3He
o 2= flot 0.1N T*ir IEZ(NaOH)O|L} HHHKIE 23} 1:109Z 3|AMst
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HESO 2|7 L HAEHE)e e 2%% l= 7HEA A7 D 242 MEHZE A
MRS 2o =XIEX| L=s ofl! A0 7 HEARI = YIU= ZELCH
&9 YHo| M2t S8 5 Ft Etl% FotH ofd Q=7 E= AEdol B4

HAC| et 208
Ol F4ez H FR0ls =2 AGsE, 742 £X=2 MAEUL. o =71
E= Agdo] B0 MAO Mep 240510 0] 7152 MOk 20 2H HEE{0F gt

@ - AROXBE-Oigg aa% Slet M2 B Y2 IFH CIDRAMEOA AN,
¥ PR0= HHO| OIROK= 4&A Lol

o
¥ g2 YsBE(HY 5)o=

Ap— A|*E* AAsh BLCL T3 F

GO ASSHD 4Z0| Bt & YIS A= B

TS SISt M2 B M BO MR AREP| OIFO, HEAY 5 20| YU
A = £F 52 0l 2ol P27t Q0| 0] It SOl HiS 2Pt e
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Progressive dementia
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Language problems
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Myoclonus
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Startle response(C] NO)
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Visual signs
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diplopia O blurred vision O visual field defect (I visual agnosia [ illusion

Cerebellar signs
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Pyramidal sign
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motor weakness [J hyperactive DTR(3+ O|%) [ spasticity (] Babinski sign

Extrapyramidal signs
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Psychiatric symptoms
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Persistent painful sensory

ST O pain O dysaesthesia [0 uncheckable [ not recorded
clinical dementia ratings (CDR) O AA| O O[&A O AlgY : O CDR H2( )
1)7|43 O no [Ovyes [ uncheckable [ not recorded
2)X|= O no [Ovyes [ uncheckable [ not recorded
ety U 2xHd 52 O no [ yes [ uncheckable [ not recorded
AHAE|EE O no [Ovyes [ uncheckable [ not recorded
B)EIQHEtat F O] O no [Ovyes O uncheckable [ not recorded
e)d ¥ SXE O no [Ovyes [ uncheckable [ not recorded
0|LA:S MEd
gZHs} U E
MMSE-K ' # O #Al O OEAl O AldY : O E=( )

84 2025EL IZ0|XHWE-OF2

ER=C N



@ TIHo| et Al

F2 FA(EERAY) ¢

SHUAEHART-QuIC) O%Y O34 OO0 Al ey
SAAZHAAAEHER) )
[e]3 S M Al SHOl 2101
REXAEHANPCR) o ( ) O8lS O OJ&A] AY ey
Total tau 2t ( )/pg/ml Al A
| X4=08(CSF tapping) ZAt k=l
Algolz 7|2t olz7|Hy

opening pressure(mmCSF)

color

glucose(mg/dL)

CSF( )/peripheral blood(

protein(mg/dL)

(

)

albumin(mg/dL)

)

RBC count(Zi/mm3)

WBC count (Zi/mm3)

PMN@H/mm3)

monocytes(7i/mm3)

lymphocyte(Z/mm3)

eosinophil(Zi/mm3)

Microscopic exam

(

&lol(Blood) ZHAL =
Codon 129 O MM O MN  OVN
Codon 219 O E/E O E/K O K/K

V. M4 86




HmMAA(EEG) * k=1
NECERE olz7|ay
p periodic sharp wave
complexes(PSWC) Hno [ ves
n=@YLd Mad
HIAMM ZAL (5] MRI; DWI or FLAIR) + | ¢1gad
NECERE olz7|ay
O no O vyes
O DWI E= FLAIROIA high signal abnormalitiesS =0l= 2Q7t U2
(e 20 M32)
ODWI O FLARR O cau.date nucleus O pgtgmen O temporal cortex
O parietal cortex O occipital cortex O frontal cortex
O 'pulvinar sign' (bilateral pulvinar high signal on MRI scan)
O DWIOIAM (F=2 =7/0f) T2 cortex0l HIaH medial parietal lobe2|
diffusion restriction A740| & FE2Z
[J normal finding
HE(AY)LA MNad
Ha|HA k=1
HaldAr 3R O 44 O &4
Ha|HAL A7 MNad
A 24 O 4 O H: O 7|Et =%
O Vaculoes in brain tissue specimen, compatible with CJD
O Western blot
Znt O PrPS¢ detection

O Immunohistochemical staining

O Scrapie associated fibril

" () A

Med

86 2025HE JZ0|=HE-Of

=
=

&

NS




=2tX

2

®

< < <
< < <
W B B0
< < <
<+ <+ <+
< < <
< < <
W B B0
H0 H0 0
ol ol ol
]| ]| ]|
< < <
< < <
ol ol ol
N N N
=< =< =<
ofl ofl ofl
an an an
gl gl gl
ol ol gl
=< =< =<
T
< =)
<k ol
H N
O O

2XA} DAY

Tl
(V]

wow
RIEERS
ul iUl
™ ™
o
® K
U <
XX
o o
® K
oo oo
< =
o o
oM o
3l Bl
sl Gl
< <

ol

|

ilof

nr
o =
TR
o | X
KO | X
X0 20
O d

o
7]
il

=
o'

X IhE

il

O &y

o

)

b

H- Rpof (2

=

|

1997~1988

ex Y=, ex.

8 27k U AP7|:

of

oF

ok

CJDe| 7t&8

oF

oF

#2/HZ o

=7t o

oF

ok

i}
~
O
r
~ N
W
ol T
o0
@)
%0
=
o | o
< g
Oﬂr m
i O
.
wo
% o o
Am_.m c
O = 0
o 2 &
50 =
N R ol
i o o)
S _ & o & 3
of & @ @ W 2
TR oy A A A S
P ., g = T T o
od Ko o ol
E 0 = = = = o
B <xibid &8 0 =

Kio

30 0

P P

tlo ulo

T R ®

=) =< =<

= o

_qm_.._ 0, 0,

o ® &

=< =<

(@) (@)

= wr wr

N N

or B0 B0

0 Nl Nl

0 0

o K K

K Bl B

WA =

o ~ ~

Tl Tl

ol ol

ol ol

113 Ko Ko
Iy
K

2 .g

i

w7 RO =)

W Fd

< B

0 0

kU Zu

V. MA 87



oy
4o

CJD #Xjord Atq o4
o g5 & ofg He A M2
AE O YyUH0| E520tL, Ml 7Hel HAKEEG, MRI, 14-3-3 protein) &
ARsE 2 LYo 205 20l ER
O AYAL0| 2501, M 71| dA 2% S8 8%
O AYYL0| 252511, o 7 01y HME AlMoHA| B2
0O CJD & &4 THY( )

O sCJD(sporadic Creutzfeldt-Jakob Disease)

O vCJD(variant Creutzfeldt-Jakob Disease)
2gaad O Other prion disease (M2)

AT 2

O iCJD(iatrogenic Creutzfeldt-Jakob Disease) == accidentally transmitted TSE
O Genetic TSE E= fCJD(familiar Creutzfeldt-Jakob Disease)
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