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Sensitivity: 90.0% Nine of 10 patients with MM2-cortical sCID can be diagnosed.

Specificity: 99.1% Seven of 771 patients who did not have MM2-cortical type sCJD can be misdiagnosed as MM2-cortical
type sCID. None of 7 patients were prion diseases.

fi#

1. F=HEMM2 R B BT F M4 Creutzfeldt-Jakob ¥ (sCID) DM EL #EEA IR
L,7":o

2. COZEREZETDprobable MMV2EI B BIsCIDDRAEL88.9% T, HFEE
li99.1%'cﬁm7°:o

glnllg

- 106 -



ER29FEET)AVRBRCERMEV I REEAEICEHTIREMTYE ARAR

[BEEaME{EE2KH (SSPE) 2ERAAMFS122020]:
=AW OTRAFIV(CQ) BDIER
(BEAARSAD%EE -/ET)

MASEE  EERIEHMKZEZEH/NIHEHEE HRALR

DUZHILITRAFI (CQ) RIERK

CQ 1. FAMEIEEEM & (SSPE) [CDNWTH R TLIEELY,
CQ 2. SSPEDFEIRIZDLNTH Z TLEEELY,

CQ 3. SSPEMEAZE A TLFZELY,

CQ 4. SSPEQBREMRIZDWLTH Z TLESLY,

CQ 5. SSPED Wi A EEH % TEW, 10XIEH. 22I18H
CQ 6. SSPEESE R AL BEIGR B LA TIZELY, S IRBCO=ER
CQ 7. SSPEMAREEH A TS, D Q%

CQ 8. SSPEMEHEEIZDULNTH Z TLEELY,
CQO9.SSPEMEE - RIRITH T HTIRITDLTHZ TS,
CQ 10. SSPED ZEAFZ DLV THZ TLEELY,

ERRI0EE ‘

CQDHEE. YATIT14vI VEa—

ERRIIEE

NTYyHoaArX b, CQDTERK

# B

1. SSPEZEZEMELLGV—RBREMZNRIC. RIFDT—RIZEDL
SSPEMZEHA FSA4 UEREL., NEICEHTI2ZEKEDRLEEZ(X
MNAHZEHBRELT ISSPEZEHA K54 220201 DIERRIEE%HE

2. BETHARZAVICHYZAILIIRFIY (CQ) ARZEAT S
ExEBIELCQEZER L=,

- 107 -



EREETVAVERVEREDAIIABRREIEICRET IR0 EARIE IEmE

BRSNS TSMBETOTAH —LRTORA (F28)

HRSEE  WOXRZFRZREFZZARENERELSET RBIIMERE
PRBNE  WOXRZRZREFZZARE/DNERELEF RERE
WHCELERBLEVA—/DER hILEE

Department of Pediatric Neurology, Hacettepe University Faculty of Medicine
Banu Anlar

1
ol SSPE B RAE %EE
kDa 123123 1 2
2

1. SSPELXERTHLNIZET412D RARYEDS55, SSPEAREBKIYMBELU LS
CHBLGRARYESI1ERE SN, BEEHTOKRRGUMNZIDFENEE
I B5HEDELTDermcidinhHEBI S 7=

2. }iDermcidindifAZ AL \=Western blotIZH L THJ25kDa&50kDad) /A K AY
2SN T=D, ERFENRICDAIEEEELHA-DRTPTHS.

- 108 -




ER29FEET)F U RBBRE DIV RBRRIEICET SREMRE BARAR

SSPEERELMBDI XY —LEENICKS
ERRZIMIRMECFORE

MRS BE EXERKF/DER FHEREE—
(KRAEE  AMKEXRZFREFHARREARREEEFSET AEEA R F)

SSPERELZOMBROME | SSPEEEFEZORED MK
NESNT=2R R (A, B)6iRA RESNT-1RR(C)21&H4k

N\ /

I — LR

!

ALCD2R % THiEY 5500
UEDEBIEFERERE

!

ROLAREEAEVERERZ M IRMEETFE

L Tcoiled-coil domain containing 150

(CCDC150) B FIEAENTOERZHMH

ARR . TNTNDZEELSEHREBERE | CRR:M1ODZTERIIAFRHBE
H31 DI RBHELHETE

1. SSPEERBEIRZESUIRRIRADI Y —LEFZEITo=,

2. BEETIEERXBRSUHEGCHATOREESERTEIHEEN
TORERLBELTRERZEIEMHECTFORYIAAEIT O,

3. bAEEMEN S MR IEILFEL Teoiled—coil domain containing 150
(CCDCI50EIEFICEENTAEEZRDT-,

- 109 -



FR29FEET VAV RRVBERE D RELECRETIRAENRE HRAR

BOTIIVWTHESHBEEERRITEESLE

MESEE BAXRZEZHMERR/DER BHEF

HREEEEEMEICHTS
YRE aRAEREE

&

'.E-Iullg

CEF BERMEEEEREORELHDLTNGD, MIRERHIFERE
EERALLTWS =0, RHBZWIRICITEENADE,

. THFERELTHMBIIFUODERNEER,

- 110 -




ER29FEET)AVRBRCERMEV I REEAEICEHTIREMTYE ARAR

BREEEEEROEFRE

PHRA/EE RRARFEFH/NEH E B3

BRMEELEEERE 2EY—R/SURRE

B ARBDOFEEEDRERNTOLE
RERBDRIRTORRRKEEE

ARADRBIREDBE
Y—_A5222017
(RTE2012F 2R E SFERDERERAE)
S SHPE | | REEHHTRER
SE/NR AR ERILE o e I B i
o E R R B S R — R R AR AR A R
. RIEFE BERER RROE
B8 2EOBEMOEE ) | REfS BEETH-HA
P BERERMYT TIZOVTHE

L

EAE TR ARIIVNREZET. BANSOFLAMAHZLIMBDEEDHIC
HoTLVS,

BERMEEEEMRIIAYBRHOMEORER. BREZEVVTRIETH-OHIC.
OHOETIHFELRARELTHRBENRELTLDAIEEELASZLY,
SEIDFAETIEIFRFEENEEL, REOBEIBZFB TS EEDRRIKRE
PYELREENT T DIRRERET S,

1. ZAEEETHRELTHREOERIZIYBA TGS, SELMBREE
RICRESTIESMELEEEMRDEED YRV TFELTLS,

2. TRHAFEICKEREBDY—NAFURARAEBLEO/NEEVN R MER EERE
RS ONICHEARIEREEZMRICY — XA S ABEEITO
FEEDEBEEEEMRE L TER2 IFEICAEZRERTH B,

- 111 -



ER29FEET)F U RBBRE DIV RBRRIEICET SREMRE BARAR

TS EELIE 20K % (SSPE) DRERRICET S8R

MESEE EILRREARTBREEEF L 5— BIIEE

Rl

- BERBABEREET—S09H (£F)
SSPERGEFE (Q03FEELREICT—2 AND
10 Ho=HD : n=132)

EREENHERE - BEIDLHDEFHE]

ATF—AR—2Z (20164
SARFR) LD

FEGIZBET H1EHRH Y
!

IRTEfERR T

(B : &RITEE)
HFHRERTCTROTBROME RS
BEEM - SSPERIEEH -
19904 : 16,500 A = 9A

(1I0AANET=Y545N)
« « - 1,833 AIZSSPEI A D HIE ﬁl}ﬁﬂ?

19934F : 12,000\ - 1A l

(I0AAZT=YB33AN)
- - - k512,000 AIZSSPE1 A D FAE

f& o

141
‘me

l

1. SSPEERFEREICONT., BEKRBLBRERXRT —F TOERMGELISM,
MOFEHREL SH-IBEOREM - - - FESHFRLUELHTFICEY#

HHIHRT ZBE

2. HEBEIZHBITAHMBEED S DSSPEREZNESDAITIZDINTIL., FEH
[ZEAT BIEMINEDBRENEI-NTNEINE S D, FORIEAEIZD
WTihiEd, BEDL. FTZEDONHEERL. FITZEICRESE

ENRRLZLIERDSITLERFE

- 112 -




FRi29FETVAVRRCERE DN RBRREICRETIRERRM ARER

REEEPTDICOSILAUCV)DREXIBIZLS
EITHZEHBEREPMLOY—RLSUR

MESEE EIRRPEARAVMNILAE A FEIREE

BRI (XAE)
WELHFR BMRI T
i 4R (AL, PORAE) e
Bi#5 B8 ICV—PCR BE KB BB MR EH ooy O

‘

BB~ OREXIE - ESERERRR 9L RE—
(20075 1 i51,7844) } [ 1l
BEEROT—5<— AR i

6~

= B EPCRIRZE (20165 ~) PMLY—_A5L 2 ERS

0 Itk /o 1904 (FHhRIESSHE B1463.2%)

40

fEki£ 200 aE—/mL
BEREE 10 3E—/mL 3%

“ W/ S
100 10 22 % 27 %

- T HivERg e

30

~ =x
§ g @ . i — HEamEs
2 : N — maies
} 51 . ZOH(EHE)
§ . 10 W FEA ()
g 5

R T —— ' SFE S

fig

1. EEBEMNCETEHELSEMBOENE (PML) DBED-HDKNERE &S
JCOAILA(JCV) DPCRIZEEEZ(HFIT. PMLY—RASU X &L 1=,
TERR19~29FEIZHIVTPMLEELNVEE 1,434 DIRE (1,78445) #EHEL |
2561908 M EEEELT-=,

2. EREH—ARAMSURZENT, FR28FELYNERRPTICVDRES X
EPCREEAZE (R TIRE10OE—/mL) ZRALECA BERABS LY
Gt EEDEESHEMLT=,

MM ERE - BERDERE BT D=HDEFAE

'.E-Iullg

- 113 -



ER29FEET)AVRBRCERMEV I REEAEICEHTIREMTYE ARAR

PMLY-A(0AR B REMBHR AT LICLSEFZETHAR

MESEE  RRBILEARRRAEZAR ZHEL

1. KAEDOBEMIE., EOPMLAB L ATLEFREL, FIRY—RAM5UR
DATLEEELTPMLOZEEE, EEELFERTE. XETD-HDEF
FEETHIETH D,

2. EF28F1ALYPMLY —ARASUREZEBRIZKAHREMMEER AT L
#BAtEL . FR29FE 12 A £ TIZ208FEFI D IFERINEL TTHONT=, (FERK29
F48 LIRFIGHEN) . B4 DT B ERFEENF (FR) . SO DRAEERIF.
84 M IXNMRIEE RGN EEhT-, COS5LEE;&JCV DNA PCRIGHET
Probable PMLLL_EAA7HIT, COHFIZZHREBILEDBR FHETHD
423 ERERICHESIETH S R4 B B KGE A 45 (FRIRAFEE 2B
BFENTUL =, SFWNVEFZECEHCTIIERKEIMAEKEST. B R
EREB20, HIVESAE19, SR MEILIE18. BRE 12, E4ER4ITH 1=,
AR EREABENRE X19EF THEITIN TLV =,

- 114 -



EREETVAVERVEREDAIIABRREIEICRET IR0 EARIE IEmE

NatalizumabB§{X DPMLIRERZ

MESEE RREMARZARFEEZNHF RF-F HiF

/ AIDSBEaEPML \

CD4#fif2
DD

CSF-PCRT
FE 9 E Dvirus titer

Definite
PML

R IR ARSI

/ Non-AIDS PML

RERED
R 37 B B

CSF-PCRT
F& 1 or low titer

B R 73 AR BERE & T2F 7=I13FLAIRT
JCVERZHR HEDEES

R EEDRE - KET] .

[E2BIA RSA4VDRE - &

PML & U TIEERBUAY
ZDhDERZIKE

&l

Gliosis &
IIIAS > 55

fiz

EH

AIDSEiEPMLTI., BEREFEDREHIBHBE T, CSF-PCRTHEHED

JCOAIILAMRE SN, MRITHERENERINNIL, PMLELTZEL
f=o INAERDHES (DL RIEMRE TR B MTJICVREZ MM ERIN

1'_
<o

Non-AIDS PMLEFIEEPMLEZESL)Tld,. REFREDREMNFEAET,

CSF-PCRAfEME = Ilow virus titer, E{&EPMLEL TIZIEH T B7515
ERDLLAN, NERT, BRMNREFREMNSONLGWNEEH S,

MRIEFH . BEB S DAL TS5 B £ D% T - HiT .

(BARSAUDERE - BETINRELLGE>TES,

- 115 -




ER29FEET)F U RBBRE DIV RBRRIEICET SREMRE BARAR

TS REAHKE (PML) 2K, 1M OES
-ERHOZHEFELEREICES TS EFIBEEPMLOESER-
FRAEE GRDDAERSENY BN

AID L FMEEILAE (MS) BEIZH (TS EFIBEPMLO FIE (X
1. FR)XTTT14 (20164E)

2. 74231 ERT44 (20162451, 20174 245)

3. JVIIEBTOEREBLETLGZOLNENTIESHORELZEDS.

R. MSIZH+3T77ILEEREPMLO T E Gieselbach RJ et al. J Neurol. 2017; 264: 1155-1164.
Other Duration of Range of PML-IRIS | Outcome
immunosuppressiv | FAE use until | lymphocyte count
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5 years. PML, in
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54 yo (f) Glatiramer acetate 54 At PML diagnosis:  No Death
481. CD4, 106;
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59yo(m) NA 17 414-728 Yes Survived
At PML diagnosis:
414

64 yo (m) Interferon-f3 26 NA No Survived
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4N 0.0003 1.0000

SAULEDRERKICHEEEHY (p<0.01)

1. 2016710 KA CIRIETETCWA I/ dYERFL A B ETTYERA
IR T HPML(T,> 3 ERBEEPML) R D FHREIELT-.

2. ENEIZBFA3T7403)EREEPMLO R R ELALDORBEENRRETHAE
RELT, REBOPMLEAGRBEHEEH LT,

3. ARIMOPMLEIZFRBHZIEN (v)ELTR7ZYUSHIZEAPMLEREZE L
L=,

4. ARITIETTIZABDT4TERBEEPMLAERIN TS A, BHEDH
REIZEL-IGE, PMLAAHILL EDREFT SR (RKFE) (L p<0.01 THY,
CHZELIFTRBTIEBNEELEELTI T EREEPMLO HFHEENE
EICEWVIEHEIRTES. MEELRFEDIERAREETEEROLONT-,

- 117 -



ER29FEET)AVRBRCERMEV I REEAEICEHTIREMTYE ARAR

E LR R REREEIZHS TS
PMLO RIS A D T

MR EE B RPN AT R R R SHAEH
MRBHE: B RRERRTRRREL SHBEAN

1. EIREEWERARERESTER. £RHAVIEIRKESERLT,
REARStFE SO RRERAITE., A o LI-DNADJICVY / LRFR
(KB ECEFHETZHAL. REDODREZSHTLVS,

2. TNETIZIHIDPMLOIERIKEEZE 260 TEEEINTEY ., FEK
204 [ 13BI DRI EITHT. 6 TEWDFEESNT=,

3. INEFBERBRETITICVARHSINEM oA, N5 DIRIEFE R
MICTIEILH TEREEINT-EFELEEDT-,

- 118 -



ER29FEET)AVRBRCERMEV I REEAEICEHTIREMTYE ARAR

TVAVBERVEREDNIVABRLEFED
EgZ WML IZETIH3E

MESEE EEXRFEERFMARI RARKSE

Fig.1 sCJD<Controll Fig.2 gCJD<Controll

Fig.3 gCJD<sCJD

ASLEIZH TR EECBFY YT DO EMB ML B R,

Fig 12EabO—)LIZKORTINEECIDEFIZH TAKMREEEDET
B ART, BIEERED—EICEBRLTOMAIET,

Fig2:EarrO—)LIZxt T BEEMCIDEFIZH TN REEMENDIET
fEiE, RIBEELAIEEER B DLV EEIZHh =2 TLV5,

Fig.3: PNFMECIDIEHI =Xt 3 BB EECIDIEHIZ & 175 ik M 7R K T fB 18 .

- 119 -



FR29FEET VAV RBRERE DI ARRIEICRETSRERRIE HARAR

RIEZFE-T-PMLD 555

MESEE . RREHNENKXEXZRKERBELDET =FHEX

RS K54 > DERE - KET

Classic PML Fatal inflammatory PML PML with balanced inflammation

fig

MEBFER LY REMEPMLEEZIL . LMD Afatal immune reconstitution
inflammatory syndrome (IRIS)&IFELDHFRAETHAEFRIEFMIZRL
T=o

Fatal inflammatory PMLEPML with balanced inflammationlX;a & A &t. F
BHOEELG-THY. EHLGEZHIAEETH S,

‘E-i%

- 120 -




ER29FEET)F U RBBRE DIV RBRRIEICET SREMRE BARAR

FEFEPECDA+) 2/ NER R A fiE D BRI AV R IR S AL = /0 i - o 2
EITHEZ R ERED 15 EMEHRE)

MRA/EE BEERKFREERE2—(HRERAR) HHRA—

1. $ERMECDAH) /IR E DBELEA RSN -/ - N B EITIE S B
B ERIEDI1HZEIRTT 5,

2. A7OF%FFERAL. BE&RPJC virus DNADLEERIEL 1=,

3. BERRIERICHENROSNTI=-H . MRIE{RIEINESE L ETL -,

4. AUIRMDOIZEEE - EEESERE -HETOHDEFHRHEIHL
TEEGEMEEZ NS,

- 121 -



FR29FEET VAV RBRERE DI ARRIEICRETSRAERARIE HIRAR

ZRUFECEFRETHEREETES REQEKE
Y-SR
HRsEE DUARMIETRE SEND

[EGI S $% ]
PMLYURYDIENERFHET (
BRI O CE DR YRR F &t
EL (H31E[E)
B AROEE
PMLURIDHLBRTFHETL ey &
MAEFREIO—)LTELGE ai_DCEIVfL%i'E*
< BEiRLT y
; PMLEESE € S
PMLEIE & EBI%F ¥
.’ﬁm!:ﬁ%#'z:tr |‘*HL"—"'(1 BEFHTE
HEBERZRHET TL3%
(H29,304E &
H29$f§4§i1ﬂl§ﬁl’:ﬁ§ﬁ]£‘fé¥7 VN o~ —)

LR ES (H30,314E ) ||

fg B
1. SRUBEERFEFEICRELOLTVHRERROBCRERETHY
BEYMEMLTNS.

2. BEBETFHENMEHRRARINTEYFEIDMEZEOTLSH, B
BRETHOPMLZRIET DEENFICBERATEMERICHS.

3. H—ARSVRIZEFIN-ZSRMEEBEILEERFIHEREPMLOFHAZR
I BHETPMLEED) RVRFZE4FET 5 (H29,30FE).

4, SHEDOBLBEFECHELABELGLDICEFTITAIE(HIEE) TPMLEES
METBIEMNTES.

- 122 -




