T ARG BR AR A B & (R TER RBORMT FEF )

T F PR B ORI T A L A EGIE I BT 5 AT SR BE

Sy A T8 s

BIR#IER CID TS5 —VBELVETS—V BORERERF DR

WrFEsy L - LA IE ERAHEIFHEESS LESREERE (MHREAE) /
FORE R R R 2R EBE A RR AR (I RE AL
W O E R K AR E LR A g R
e N - SO Eile A B R N AR
WEgeh % LT BRER KRR E IR T v 2 — R A
O AR L A Y s BRER R FE R E IR v 2 — AR A
IS AL NS FMRF R 2 A iy [E B 22 0T SR 3
Wryesy i - AeARE 2 FAER TR Be [ 5 R FE R R AR
WFFEs E - =GR FOREFR R 2R B RN R (R R) /
EZxRAGERFHEEE S FLBRBHEAE (MR
W E A ENZFE 1 - M ERAT e v & —
WFFEo 03 - KIS ESZFE 1« AR ERAT e v & —
I 3=
[BRY]  BEESEAE Creutzfeldt-Jakob i (dCID) (Zi37' 7 —7 (P) MLIET T —

(7]

[ R

Mmool

7 (NP) BD 2 SORBMMNH Y, B HEKWEBEZRET D, V2 7Y F B0
TVF R (PrP) EinF 2 Ky 129 MM OfF B L2841 p Al
dCIDJRAEZEL D Z ENRBINTWD, KIFZEIEE MBI 27V F VIRaik
OO =5 P AL K ONVNP A dCID O RIERER 2 H LT 5 2 & &
B E L7,
TV ALY — A T RGN dCID 93 Bl &2kt 5 & Lz, 4293
Bl L OB HE 33 Bl T 12, MRS MIES, MR, dCID %
SEJEAE, dCID RIEF e, IRIIM ., BHEHAL, PrP BIa -2 AU DWW T P AL L NP
AR C el L7,
dCID P BiZ 24728 PrP &5 1 =2 K 129Met/Met, = KX 219Glu/Glu & A
L. NP #C= Ko 219 Glu/Lys #lix Glu/Glu i & bt _RTEIRIB N A ZEICE -
7oo PALE NP RIOBRBIMICH B Z T 2o 7o, Ph7E, WA, R
IRF 4 . dCID FBIESE A, dCID FIEE MG, BRI DWW T H MBERIZZ 27D 72

[fEam]= R 129/219 AT o 241 P AL OIS JE ISk LHEAIC/ER L NP Y
WCOWTIERIE A BIE S D A EMERH D,

A. W5 H Y

4)

o

TR A% Creutzfeldt-Jakob J% (dCJD) 121%
77— (P) WEIETTF—2 (NP) Hod 2o
DORBTUNRH Y B HERFEGE T 5

Kobayashi, Kitamoto & ® 27 /L— 7%,

EBROFFEIZL Y, V2 TV F BT ) A

2 37 (PrP) BAn¥ = N 129 Met/Met O

18 EIZaHE (cross-sequence transmission) L 7245

BICPRLACIDHAEZ AL D Z L &R L5,

AW TIEE MZEBIT D7V F U IRiaiEs T

—HED  OE O P RLE LU NP L dCID D FEER
- 14 -



T2 R LT

AWFZEIL [F2Wr i - EE S0 JEOR O - o&GT
D= DELEERFE ] (CHETHMETH D,
B. W9t 514

TV F IR A T RTRE I
dCID 93 il &%t Ge & LT, 36 Hplo o H, P
/NP B O IR By FE S AN 72 3 B & iR < 33 4
ZIRE G & Lo, BRIRAVICIE, JeATHFE

(IS & FIE 1 ARLANIT R b 8 1 [R)3)

@755( NI NI o T2l Z2 PR b=
% NP ALz %E LT= 2,
4= 93 il L OVRELS ’fﬁ 33/,

7=, MR, fE SR, dCID %6
JEMEA, dCID FIEFHE, BRI, BN
. PrP B 2RO\, PRIE NP BRI C
e U7e,

(f BRI~ D ELE)
CIDV—_A TR LELLLIZINET — X
ORI DD TTH R ER R K, [EN7
R EREN I o X —DEFMEEE S
DERBEF TN D,

C. WFouhs 5

4 93 fiirf P 31 B (33%) (H5/%&=14/17) .
NP # 62 il (62%) (B/2c=26/36), JFHL/r%H 33
Bl PR 14 451 (42%) (95/72=6/8) . NP ! 19 {3
(58%) (B/%=9/10) CTHFEMICYEZEIX T2 -
7o

2 93 FlZHONWTHD L, FEEBMETL LV
dCID FEAEAIL, P B TlE 1978-1988 B L O
1993-2019 4, NP %! CiE 1975-1993 4 LW
1992-2020 FI2434i L THR D AR ZEIT o T2,
AEAEET P 2N 7-64 (37.0£16.8)5%. NP
1-65 (41.9£16.0) %, dCID ZIERFFRIL, P &
73 24-80 (54.0£15.5)5% NP HU A3 15-81 (59.9+15.8)
wCh O, MBEMICABEZEILR o7z, HER
fli7~ & dCID F&IE £ COWERMIM A » 5 & P &Y
1 8-32 (16.6+5.6)4E . NP Ui 6-33 (17.6+6.3)4F
Thy., MEFEMICAEEEIT RN T,
JRELYHAB 33 Bl OWTHA TS, [FERICHH
JER AR - 4Efn . dCID FEJE4E « 4R, MRS
WZOW Tl BERICA B2 o 1o, WERHH
B OWRWIM Z 225 & P AT 9-18 (14.6x2.7)4,
NP BUIE 11-27 (17.6£5.0)FF CTH B EIX o T,

15

PP BIE T2 M A B D & 293 flfh T — &)
b5 634 (72721 1 4ITid= K219 2T
— X NKHE) TiE, P (n=22) TiXapn =
K> 129 Met/Met, = K 219Glu/Glu T&H % D
[2xf L, NP ®(n=41)TiE= K> 129 Met/Met
38 filds X OY Met/Val 3 fiil, = N2 219 Glu/Glu 34
fiilF LN Glu/Lys 7 I TdH W . NP R TiL p Al &
# T Glu/Lys DA EBIZEWMARNIZH - 7= (p=
0.084), ERHIMIZ= Ko 219 2% Glu/Lys ThH
L85 E1X2471£3.90 £ TH Y . Glu/Glu Th 5
BED 1879 £6.07 £ LV L ABEICEN -T2 (p
=0.016) , ¥/, NP BB = K2 129 HDH W E
219 AT REAERTHLIRIIP ALY FREIC
morole (p=0.0121) .

BRG] 33 IR PrP B SR DT — X
ﬂ&528ﬁ(ttblm i:h/m9%@

—ZNKAE) TiE, P (n=12) (34l T=

F“/ 129 Met/Met, = K2 219 Glu/Glu, NP ! (n
=16) I£= K 129 144 Met/Met, = R 219
I% Glu/Glu 25 13 f5l, Glu/Lys3 il CTd - 7= (F&
2 L),

D. &%

Kobayashi, Kitamoto & ® 7 /L — 72 L 5 —it
DOEBRIFZEICE Y, V2 U A UERR T ) A
v 7E (PrP) BIRT =2 R 129 Met/Met
Dfg F12AEHE (cross-sequence transmission) L 72

AP A dCID WA EZE LD Z LRI
TW5 >%, Kobayashi 52K 2t kPP =2 Ko
u9MWMm/y74yv7xm@f)¢y%
FEEBRCII ML 7V A R AR L=
P@)&@ATV27)¢/%%&@Ltﬁm
(=P &) ITIFBRBIEAAREICRS D2 &
DIRENTWDHMN Y ARECix pAlL NP Al
DWRPIMICEE =T o2, TV A RS
—_A T ARG (1999 ) DARTIZRIE L ¥ —
NRA T ARG S TV AR W IR 25t
A BB SRR ET R G & E TV W AT HE
PR D Z k M2 L CWie 7 U 4 &
PIEFI ZEIC—E LR WDt EngR& L C
W E-bns,

PrP B R OEEICHWTiE, P AT e
Bl 28 = K > 129Met/Met 35 L OV =2 K
219Glu/Glu DREHEEEZA L, NP B TiE=
K> 219 Glu/Lys #1Z Glu/Glu il & Ht TR

& (—



HMNABEICE -T2, 3 R 129/219 71~
T REAERIT P R OFRIEITK LBAEIZ/ER L.
NP BUZ DU TIIRIE & B4 X 5 [ REMED
ZHb,

E. &

2 R 129219 ZHIA~T v 25K P LD 3
JELZ R LBAEIPIZA/ER L, NP BLZ DWW TIE%
JiE % FEAE S 5 FREMEN B D,

(2% 3CHK]

1) Noguchi-Shinohara M, Hamaguchi T,
Kitamoto T, Sato T, Nakamura Y, Mizusawa
H, Yamada M. Clinical features and diagnosis
of dura mater graft associated Creutzfeldt
Jakob disease. Neurology 69:360-367, 2007.

2)  Yamada M, Noguchi-Shinohara M,
Hamaguchi T, Nozaki I, Kitamoto T, Sato T,
Nakamura Y, Mizusawa H. Dura mater graft-
associated Creutzfeldt-Jakob disease in Japan:
clinicopathological and molecular
characterization of the two distinct subtypes.
Neuropathology 29:609-18, 2009.

3) Sakai K, Hamaguchi T, Noguchi-Shinohara M,
Nozaki I, Takumi I, Sanjo N, Nakamura Y,
Kitamoto T, Saito N, Mizusawa H, Yamada
M. Graft-related disease progression in dura
mater graft-associated Creutzfeldt-Jakob
disease: a cross-sectional study. BMJ Open
3:¢003400, 2013.

4)  Sakai K, Hamaguchi T, Sanjo N, Murai H,
Iwasaki Y, Hamano T, Honma M, Noguchi-
Shinohara M, Nozaki I, Nakamura Y,
Kitamoto T, Harada M, Mizusawa H, Yamada
M. Diffusion-weighted magnetic resonance
imaging in dura mater graft-associated
Creutzfeldt-Jakob disease. J Neurol Sci
418:117094, 2020.

5) Kobayashi A, Asano M, Mohri S, Kitamoto T.
Cross-sequence transmission of sporadic
Creutzfeldt-Jakob disease creates a new prion
strain. J Biol Chem 282:30022-30028, 2007.

6) Kobayashi A, Matsuura Y, Mohri S, Kitamoto
T. Distinct origins of dura mater graft-

associated Creutzfeldt-Jakob disease: past and

16

future problems. Acta Neuropathol Commun
2:32,2014.

F . (R R

L

G.WF7e3%% (2021/4/1~2022/3/31 %3%)

1. F@ SCFEF

[HERE]

1)

3)

4)

5)

6)

Nakano H, Hamaguchi T, Ikeda T, Watanabe-
Nakayama T, Ono K, Yamada M. Inactivation
of seeding activity of amyloid p-protein
aggregates in vitro. J Neurochem 160:499-516,
2022.

Matsubayashi T, Akaza M, Hayashi Y,
Hamaguchi T, Satoh K, Kosami K, Ae R,
Kitamoto T, Yamada M, Shimohata T, Yokota
T, Sanjo N. Specific electroencephalogram
features in the very early phases of sporadic
Creutzfeldt—Jakob disease. J Neurol Sci
437:120265, 2022.

Kosami K, Ae R, Hamaguchi T, Sanjo S,
Tsukamoto T, Kitamoto T, Yamada M,
Mizusawa H, Nakamura Y. Methionine
homozygosity for PRNP polymorphism at
codon 129 and susceptibility to human prion
diseases: a case-control study using a
nationwide database in Japan. J Neuro!l
Neurosurg Psychiatry 93:779-784, 2022.
Hamaguchi T, Ono K, Yamada M.
Transmission of cerebral B-amyloidosis among
individuals. Neurochem Res 47:2469-2477,
2022.

Kai H, Teruya K, Takeuchi A, Nakamura Y,
Mizusawa H, Yamada M, Kitamoto T.
Preventive or promotive effects of PRNP
polymorphic heterozygosity on the onset of
prion disease. Heliyon 9:¢13974, 2023.

Shima A, Sasaki K, Yamashita F, Hamaguchi
T, Kitamoto T, Sasaki M, Yamada M, Ono K.
Vacuoles related to tissue neuron-astrocyte
ratio and infiltration of acrophages/monocytes
contribute to hyperintense brain signals on
Creutzfeldt-Jakob disease. J Neurol Sci
47:120612, 2023.



7) w0 OB UHIEC EEENRT Ie A KT
¥ 4 /F — (aquired CAA) .HAM K v 7

4R 13:19-27, 2022.

[(E£]

D WWHEIEL. 7V A 296, In: 8ARHIZE - #
e, AR L B 2 —2022-2023. #A

A ESA, HA pp335-340, 2022.

O IWEEL. YA, Int i

B f. IR AR R O YL iE—32 W & TR O

AR, = oS R, 3O, pp134-139, 2022.

2)

2. FRFER

1) Matsubayashi T, Akaza M, Hayashi Y,
Hamaguchi T, Satoh K, Kosami K, Ae R,
Kitamoto T, Yamada M, Shimohata T,
Yokota T, Sanjo N. Specific
electroencephalogram features in the very
early phases of sporadic Creutzfeldt-Jakob
disease. Prion2022, Gottingen Germany,
September 13-16, 2022.

Yamada M, Hamaguchi T, Sakai K.

<Invited Lecture> Acquired cerebral amyloid

2)

angiopathy: insight into molecular
mechanisms. 8™ International Cerebral
Amyloid Angiopathy Conference, Perth,
Australia (online presentation), November 3-5,
2022.

Yamada M, Hamaguchi T, Sakai K.

<Invited Lecture>Acquired cerebral amyloid

3)

angiopathy: an emerging concept related to
human-to-human transmission of AP. Asian
Pacific Prion Symposium 2022 (APPS2022),
Fujisawa, Japan, December 15-16, 2022.
Matsubayashi T, Akaza M, Hayashi Y,
Hamaguchi T, Satoh K, Kosami K, Ae R,
Kitamoto T, Yamada M, Shimohata T, Yokota

T, Sanjo N. Specific electroencephalogram

4)

features in the very early phases of sporadic
Creutzfeldt-Jakob disease. Asian Pacific Prion
Symposium 2022 (APPS2022), Fujisawa,
Japan, December 15-16, 2022.

17

5)

6)

7)

8)

9)

10)

11) ME®R T, BARME,

Tsukamoto T, Ae R, Hamaguchi T, Sanjo N,
Nakamura Y, Satoh K, Kitamoto T, Takao M,
Yamada M, Mizusawa H. Prion Disease
Surveillance Committee in Japan. Prion
disease features in Japan according to the
national surveillance from 1999 to 2022. Asian
Pacific Prion Symposium 2022 (APPS2022),
Fujisawa, Japan, December 15-16, 2022.
WHEC AERGEEF> e MZBIT 27V F
YBIXOT Y I kRS 37 B OEIKH
54E - ABIXT VYA ~—k & L Tsk
TOHM?) L B8REIEWUT AT AT
LA, WEB, 1.22, 2022.

L AT, FRKNAE O i R B ¢ JRf DR B
FHIR B & 2 05y B 5 35 B4
FOEVEMTE S, B (BLH WEB) |, 7.23,
2022.

BN, & L0, RA)dbrh, T,
SRt NEPEE AR, (PR, [LHIE
{—.. Exogenous AP seeds induce ABdepositions
on the blood vessels rather than the brain
parenchyma. 5 63 [A] H AR 7251k K
2, B, 5.18-21, 2022,

EHE T, BT, AFE -, R,
KOwmE, it bRz, Fn SO,
ARESEE, IWHEEL, RKE—Bp. —A
T v ARERICEES S AHEIC BT D
sporadic Creutzfeldt-Jakob disease. i 63 [F]
H AR F 20 R, RO, 5.18-21,
2022.

FabkgRa, AREEFERE, MRt —, O, £
fErAL, JEATZ, IWHIEL, THFR,
R PETE, kMR Ml Y 7=
Vb =3 T O RN o TE SRR
O & HRIESLE . lateralized periodic
discharges O RHIZWr~D 2. 55 26 [A1H
AR SRS - Piiks, BIR
i, 10.14-15, 2022.

R e, IWHIET,
BIVCEEST, B O%, =M, bRz,
e, Sl 3k, KERTE. VIS0l &
BIZLDEEBEMEI Y 72V b - 2
TR O BRI, 41 8] A ARGRAE BT
firtess « 55 37 M B AZERBMETS
AR BA M, RO, 11.25-27, 2022.



12) /M RDERE, FIVTESr, AT —, R E
1, IR, REER, EO%, LHIE
£, KEBHRPE, BEY—_A( T RITHE
S OBREO TV A U IEOFLIRE
(1999-2022). 55 33 [a] H AR ik
£, ERY (i - WEB) |, 2.01-03, 2023.

H. FNHI R PEME O I - B8R (T E 2 & T, )
L. FFRF RS
L

2. EHBr & 6%
L

3. F i
L

18



SITbE e

JEA TR AT e B B & CERRIER BRI TE S )

T A P R OEFENE D A L A SERYEIZ B D ARAATIEHE A e E

TNVAEURDY—RA SR - BEFHICET HRE - AROI|E. JACOP D

i
MR E « KEEE  [ENCR M - RIERITZE Y o 7 — « BERR AL - A BER
MR A L [ESCH - MRRERITIE Y o 2 — SR B R P R
WHFEm 0 - RS BORER SRR i e S W TR RN AR RE S 00 B
WHIE /1 RER—RR JLHEE KRR BE E AAT JE e et i RE o
W0 - HARIES BRAERFRZFGEESSROTIERPRE - R S B i PR R N B 200 B
WEIEw /0 - /NEPSE B TR ORI JE T A e P R 0 B
WHoE 0% - AP ER BT SR RFBE R A TER RN R - 2R R
WRE 8 S BERMERKPEZEHREAR
MR O B @R ERGRENTTERE RN - MR (RrPRENEL)
WHIE /1 - EA TR RO RZEBEE A TE R N R
e 0 T i BLORFR R R 3 S W SRR AR N A
WHoEt 0 - AL EBRERRE LR AR AT AR N Y
WFoEH 3 AR TR TN R AR N R
WHFEm 0 - e RIGRTPE SRR S ORI A PR R ER 200 B (MR A7)
WHIEt 0 - AT AR RZEBLE SR AT JE R R R
WHEE0# - BHLEST BIRERIR IR IR o 7 — AR A S Y
WHIEw /0 - AL EE R RO R R RN o ¥ — BB IE T — DR B
WHIEl /0 - JRmAES TR IR RZEBE R 322 FE R S R = 2240 B
WHFEm 0 BIRIEN  BOR R PR TR E SR O SE R M e g A B 72
WHIE 0%« Kl—1 B~ U7 RN R R
WHEl & - BRRE RIERFE RS
M #E - BoaRe  WRRPEAI R QRN A - st 2 —
WHIEm# - R R IR R B R A SR R AR R
WHFEm 0# - AR ST FMC U7 U = v 7
el AR ERAE B IE S A S LB
WHEREHE - BREH  [ESCHM - MRRERIIE Y o 2 — SR Ee B AR R A
I E

1999 4 A XV EML TWDT U ARt —_o1 7 U AFHAEIE, 2023 42 H 3 HIBLE 6936 {F(EHEH %
E)ERFI L, 4714 Bl 7V A el L, SRMORBELRSCHMEHLNCT D0 E, bBREOY
U T AAFDRAEDEREIEIFICRKRELS FEE LTS, ZOV—_A T AT MA, 2013 X0 7V 405
DIRS - BRI RICET 22208 LA — Yy Rvpay ) —v 7 AT JACOP (Japanese
Consortium of Prion Disease) % %3 « i@ LTV, YU A IR ERZE SN BEOHRBEEZHREL TV
%o JACOP ~DBEHIEBIZIT 22 D372 G L 722 o 7278, 2016 4R 1 £ O HE I 2 8T, 2017 4E 4
A BEBGMIETH D —_A T AR AR EORERSGL L TCHL L FRUCEE L, B
SRIEFHA Tl EMMZRFHR CRC D DO EJRE « BEFKE~OEGHE L EIREICLIDZEEFEML
TW5, FREDOH RO OI2, BROPEZE L@ - BT (=27 8L®) Lz, TORKE. H
SRIEFR A SN 1T A FITHIM L, 202343 H 28 HEIET 1911 4 CTH D, —FH. Wl LI L TGRE
DTS20 6 H 0 SR MEE Bbh s, 72, 2021 FER X OV 2022 FIXRTFEEICS] &k & —31
TUARERTOER AT XTI 70 N EIRFL, ZESZN—/N— L A T5%S Web R TIT79 2 &
WD LTz, B A b L — IR L7 MRI 72 EOEGFT R b A T A o CRIBERRETH D, 7=,
TERTOZW FEMEIZ R - T, BEHR RT-QUIC + MRI H{& T 7L 2 B D AT 7238 LUWEE O B It 7
5L ICREROLE L ABRZMIEREDOBR 21T - 72,

19



A. WFEEB
P T RAHEMIE & B RETRA & O
kT D, A T A HRERAETHWS

NoEH (AEEzat) OS LB LazED,

770 RT—HR—=A&IEHL, _X—/3—L AT
DY —_A F U ARBEHEFET 5H, PML DOFEHE
AN ' /kT 5,

B. WFE5E

O —_A T 2, BARBEREOHEZE . FAEEL
B L., 77U T —X_R—=RARGFET D,

QOfEENFEERICRESND 4 >Or— b [31)
B R R A8 N ZEOFGE IRV — N (i) BYETE
DJalF iz X 2 BAEBE LV — M, (i) #EIR -
Bl REL— N, (EEAT] OFREELIL
Wk, E1bT 5,

@ B ARER A D[R 2 BUG L7 ER Tk, F5R
T HRIEFR A 2 B 4A - fkfe L, EORRE I —
AT U AEKES - JACOP EEEZEERAFRIE#ET
WET 5,

@WMRI ZEOWGE A+ T4 THFTE DL 91T,

B FERKRICRE S 72 MICCS & A7 A ED
VERIDICOM |IZ7 v Fa— R4 %,
BGPML DY —_A T AFESICTHRFEIT O,

(W EL I ~DELE)

TV A UPFY =R T U AREICE L T, A
FH LITBEZFEORE « EIREDFRE 15T
BY ., HEZORETIIA = v VEIZREL, #
ANOFFEIZHERR W, RV —o T 2« FIRIER
AW ZCILE LA - AR RIS X — O fmER
FERBEROARER TN,

C. WrgERsR
OEHE LI —a 7 o 2i&EL L OB RE
FEFAEEL 7 T 7 F(Kintone®) LD F — &~

— AU )T v u—R452 & T,

ERICANIATI I R 2T HZ ENTET,

QF2[nIBE S Lo EMZ BRI, £ OHEfHEFE)
HR—RN—L ZATITo 7,

Q@B ARIERES MO RELIL, 20173 KETD
3R T OBRERELD 65T - 7205, 202343 A
KETTHINGI & EERITHM LT,

@HAED WHO F:UE|2 )N % . MRI * RT-QUIC Ff 7. %
Gwi- EU JE#E, CDC %, HLWEE=a Y Y
— VT NI H2WEEIC RS FIRE T HENR
Wrh FTRER A S AT L2 LT, FAEED
BIEZITV, SEZWEEOZK 7 a0 —F v —
NEfERC L, AR EEICSEEE LT,

T VA IR —_A T ADRBRETEN L T
PML O —A T o AR OREELC &Rk L7=,

i

R
A

D. &%

!

20

Sy ARG T
KTV AR —_A T U AFETITONET
FWIET H 7V AR OBERHELEMB L L TWD
D, HEFEOFHEHZ FE R ORE L TERED
LI ESN DR ERMNMENZ ENTEMBE L 225
TW5, FLEHBRELIKRS, TORED—2IZ, 45
PEaih VIS 552457, BEIAREE L 72> T
LHERNEZEZOND, —A T AL BRER
HOHELEZ o T, BRI OB EGIE B 5 A
MU=, & BICHERE 2 LI X 2580 h K 2 B
CLTRPMETHD, HrLWVEROBELET —
B R— ZADIEFNLER TE 2B, 4 F TORR—
ADHEZEDOETLHLED TWD, T TITHE—
A DFHAED PDF bt 2020 4EFEICIZBHIAE L T
%o Gtk HroWi MBI TR TIG U H B2 g RE 3
TREEEZER L, FHTLTETH D,

E. #&im

TV F Y — A T AR L BRI O
HiE BIOHEZEOE L, 20T =207 T
R EF =2 R_R=Z~DE Y AL, & 5|2 MRI H#
REDARL—=UICLY, b= T U RER
OB Z SARS-CoV-2 EYOIMFIZH 030 b 5
7. Web i, N—/X— L A TREETHIENTE
7o BEEMEDOM ENEERFRETHLN, T—X D
TERANES R . BIREETH A OBEIE I IR
FICHEINL TW5b, ZWEEEOL BRI oA
P WAL UE B Bh 2 WS EE T X TR ZE O Wi &2 D T
WD,

F. WFge3E

1. fmSCFER

1) Hama Y, Saitoh Y, Imabayashi E, Morimoto Y,
Tsukamoto T, Sato K, Kitamoto T, Mizusawa H,
Matsuda H, Takahashi Y: '® F-THK5351 positron
emission tomography imaging for Gerstmann-
Straussler-Scheinker disease. J Neurol Sci. 441:
120379, 2022.

2) MEFZ, FHAIP, FREAW, LFFEIE, K
FEICrE: 7 ) A RO, FriE 1 77U A .
IR N R 97(4): 1-10, 2022.

2. FEFER

1) Mizusawa H: Initiative on Rare and Undiagnosed
Diseases. Session 1: Presentation of Established
Clinical Research  Networks. International
Conference on Clinical Research Networks for Rare
Diseases. IRDiRC, Paris, France 12.1, 2022

2)  ZKIEEIVE: AR - ARRIE R ORI & Z O
AR, HORER R KT — & B AR B Rk~
077N [EFRAERT A ARy
— U7 AifiFE. Web/HUL 2.13,2023

3) BA E, HEER T, BREBE, KEREE Y
FrY—_ AT RAERSE, T A RO
WHOZ Wi #: % & EU, CDC, EHfg= > Y —3 7
L K B2 YE D e s, 526[0] H At
RRRYYE P « IR, IS 10.15,
2022 (HEH)




4)

5)

6)

7)

8)

9

WAMZRER, BTLEEST, /IMERIGH, HA B, &
R, O B, SEEM, kAT, PR
—, KIBRPE, ILHIE, BREERE, =5k
N—F% YV = X A % 23 5 Gerstmann-
Striussler-Scheinker)i O 5 K&, &16[08] 23— %
VYU EEEERBE S 7 L R.7.21-23,
2022 (ARAZ—)

VEfERIRS, A E 1, EHEEE, AE—,
B, RORE, EEwt, bR, B
SCHE, KEBIPE, ILWHEIE{D, RER—AR: —
A T AFEFATEES < JbiEEIZ 3 1T D sporadic
Creutzfeldt-Jakob disease D&%, F563[0] H A#f
PPN RS, BT 5.18-21,2022 (AR A H —)
AIBEPE: 7V F RO TR, E S -
HRRERMIE Y 2 —JRbE 551 R1E Gk 3R 1)
B HIESEEE S 7 7 L A Web//N T,
W, 7.25,2022

KIEEYEPE: NE100FER A2z CT—/Fx 5 L
WO Db EEIEN FaEIiEbE AINL150)8
FERiasl BB 72,2022

IKIBIELE: ZAMERBIZI T Hprionfi g . 7' A
VIRIMD D R T LA SRR
BUT BT D IR RS — (BB I >\ T —.
Fo3lnl H AR E RIS, K
# 6.25,2022
KIBEPENCNPE T LA Ny —F ) F o
RO —. AWEPEEN M &I B
HERRGEE S, B 5.28,2022

. IR PERED HHRE - R ERRTL

(rEEZET, )
R A

L

ESyiP et
L

Z DAth,

L

21



TN 4 IR BRI R R B B (A VER RBOREFEE3E)

TV F N R OUEFENE 7 A L R SRYE I B3 5 A AT SEBE

PaEill e

I

BEHERDTIF R )=

WEE s

TV A IR EE L BT, &Y U TRIET D L ADRIBFIEDN 2, 7Y A RS O FE
PR EEN TV BN D D, FxITAF v TRPED
LEMEMRO T D, RHIFEE S L OEERTIOMBERDOT )V AL A7 V== 7 2T> T D, BEF
FE IR FEE OEEIA T 1 Bl 7 U A HARBWFINA R L S lc, ARERE X0 IEEAET OMEE A b A
HINCA 7 V== 72 LI 2A 1BIDOAR 7 U —= 0 ZIEHEIR R SNz, 7 & IR ARZ2
FEFPRULIIEZNEEBEZOND LD, SR OAT V== T 2fkfit § D2 0ERH D,

TRTEM N fREEIE R 7 BT

WFgEn s - e ER -

A. BFEEHBY
EEMEIEEAROARTOERAR STV D
ZENEL, THIERRREEEZRFFL TS Z &
WD, AKX v 7PNERIZES b S5 aTREME
DD, FrloT ) AT RELD FER I N T,
BEREDFELRVY, £Z2TC, ZRETITHo &
7o R RF- O FEZEJ T2 T, Julla i &
Lo TRFOIEERES OEBER S 7V A A7 Y —
=27 EFEE LT,

B. W5EHE

TR RS2 = S5 e S O fifas) 5238 o flE R (37
) & JWUNZE L E UTmTRFOEEMRS OHEHE
& (GF2551K) OF VA AT ) —=2 7 % EE L
2o WTHIVOMIER S ATEESE & (HSAKE A 22577

(A7) —==27HEHRAEN) RIL, Bz o
Fa—TVRAF LTz, BIROERY EZ N 57
WE DI, BEOAS v 7 THER L7201 Sk
BRI ERAF 2T o T2,

A7 J—=27|Z|FReal Time-Quaking Induc
ed ConversionitE#a H\\ /=, A7 UV —=2 75k
BB L TiE, BREHORIKTHiMERL, =
K IRBIRI Y E LTI W T L AR LT,
RT-QuICEEMED HEE L 7= MBI, gD 5 DNA
ZfiH U CPCRIE Cprnp (FV A B X7 %2
— R 58fn 1) ZEEL7=%. Sangeri: Cprop
HEERLA 2 e E LT,

I3 BREF A RAT 1 32 A B R s B FAFSE

CAIRREZHR) (HHE LT,

(fERE~DECE)

R DA K ) TR D MR BB & L
TW5, EATFRICE L IR RFOMEEES
EFR L7235 ARV X 9 ICEEICH]
STW5B,

22

TR Fe iy KR B 5 o PR B AT et

C. WFuhER

i F ] OEERITE AT U —= v Tk
Thole, IEEMHOEERTIT 1 ERAZ Y —
= RT-QuIC{ETHEEZ R LT (M),
prop DHEEFFNTIIZHEME T Y F W DAL RITR
OO, T/ 129 FHOa KR
AFF=2MENT L V)D~TaThHDZ EN
inol, £ WEBETIEIT ) AU AR T X
I IR RUTERD b e o T,

D. &%
AJEFNTART S BEERILEE < | RT-QuICiELIA
W27 A R & R S P AR eV, RT-QuIC D
TFNABIEFIZTHN LD XD TR 7Y
FUREFREND, Ll % X ORRENME
HETEIRN, ZORRRIER Z 7V A /e T 5D
D FIERTO 7Y A U JRRTEB IR | & 55 D,
TV F IR TIEZRWE T 200 iEim S NETH D,
WIS E L IEEMHITH 7Y A IR
TFETAAEEMERH D E WD ZERHLMNI RS
776

E. f&iw

EEMRS OEBENSIFIO A7 ) —= TG
Bl& B Uz, 5% bR 2k L, i@ oz
TR D HNEN D D,

F. RGBT R
2L

G. WFZe3sE (2022/04/01~2023/03/3135%)
1. FSC3EE

(RRFELEE -B-RITEFLEN)

[E4E] (FEALITEBEFICeETEH)
WEFL. B4, InfREEL - W 284,
FEATHE.

Eet] (FFA AT TICRERH)
1. Nakaie M, Katayama F, Nakagaki T, Yoshida S,
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Infect Dis. 2022 Sep 9;8(9):1869-1882. J‘
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ZWTRE D ZE R DIRGE[2], IR A O & B FHhE
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TS OG- 5B 0UBET1E & AR Y — L
ERARDE TCHEfT 70 77 22 L, F
EHEEZBEL 22—V ¥ —T=—RA%&BML
bDEY 7 Ny =T Ny —U b L CRFE R )
MERIZELAT LT D, A Hiiak C OMEHTEREE DS
BRIV TN RET 2HTT I A 9 R
EEZHICET 23R MAOERMEN->TEH
0 RFPEZIGH UTFRRE S s o TV 53],
AT, R EIE O X SRR O 72 9
(CHEAEEERGY L 7= DWI & B2 B R4 & o E i
ALY EZOY 7 U= TIBEMEEL, 7
VA IFY—_A T ADENGT —F & W THE
¥ MR HEETHREGE S NT X 2ffifr LTV 7
N = 7 OBWWERRGE & fENTHE R OMER 21T 5 %
FIEERE LTz,

B. #fgelik
ZHVETICHR LIt B EERk Y 7
kT = TICHEAEFERRGT L7 DWI & Arterial Spin
Labeling(ASL){EIZ L 2 K I @i & o B f
FIEEHTICHBPIANLTY 7 N0 =T %7 v 75
—hL, ZVF R —_A T 2D 4 fmix 11 1%
fED MRl 7 — & ZAWT Y 7 b7 = 7 OEERGEE
EREROMEREZIT -T2, HBRELRAS DY TIEICIX
Advanced Normalization Tools {Z & A A2 H1 (SEAT
B+ EldR) , SEAH CEATBE+[Els -+ a0k -
/I AW L XERRAIES S TRIFE B8 % o ik Ik
IR AL L £ PIEZ IR, £ AaE8D
BTCEITTED LI LIz, £, ERASDEE
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O LD MaxHE & FHXHEIZ K 5 BELBES
VR CAVER . RMEEIR D~ R % o LR 72 & AN
THEELL, EFLEY 7 2T 2#HNTET
@ DWI et L CREWT - #iElr CoLiE ik B 8hE
B2V, ML FEEG S FHEECTH -2 b D
\ZOWTIE DWI 8 & O FER A DI 21T-> T,
FhEERR & BRI X DR ERGEEZ 1T - 72,
(fEE i ~DELE)
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JEEk T — Z BV T H R S v, MINARZHE + =ik
BB, EIIETOFEOHRALEDLETH
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REBUERI COMGEEIT 1=, Ny r—Ufb LTz
V7 ST =T OWFSE IR~ O AR & B 4G LT
B, 5% 7)Ao REGZENICET S D
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1) Sasaki M, Ida M, Yamada K, et al. Standardizing
display conditions of diffusion-weighted images using
concurrent b0 images. Magn Reson Med Sci 6; 133-137,
2007.

2) Fujita K, Harada M, Sasaki M, et al. Multicentre
multiobserver study of diffusion-weighted and fluid-
attenuated inversion recovery MRI for the diagnosis of
sporadic Creutzfeldt—Jakob disease: a reliability and
agreement study. BMJ Open 2:¢000694, 2012.

3) Shima A, Sakai K, Yamashta F, et al. Vacuoles related
to tissue neuron-astrocyte ratio and infiltration of
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imaging in sporadic Creutzfeldt-Jakob disease. J Neuro!l
Sci, Epub 2023 Mar 6.
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bz ffE— SEANERIREE Nl A AR E AT
BAR 17 FANERIREE Nl =R A E AT
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MREE

VIS0l EntEr mA Y 7z b ¥ a7 (CID) OEFHIRICHET IR T2 60T 572012, B
B 19 S (BME 3 B, Aotk 16 B, “THFEFH 78.8 k. AR0E 5 463 » H) OERERGE % % 7R
MR L7z, YRR KO Y o EAEE 2 R 129 2RO SRE~OFEIIH 5T, FIE
Flin & 2RI A OB ZRD -, BEREMITHOLN, BEREHRITRLAL Y L EEICEKE
WENo T, MRARTHLE L, B, MR THEECLZFALY &, ARICESNREF N Z 0>
72o MMI BUPIEME CID i & b2 & VIS0I A& CID fil D J7 A B FEIFIAE T, SN K-

77 RRAERFEOIEITRIT VI80L i (s E CID #f & MM1 BN CID B CA B AT R o T,

A. WFEEBY

7'V A4 A (prion protein; PrP) #{s 1= K
180 (TN b A YA,y ~DEEREMED
VIROI Efmtt 7 v A4 Y 7 =)L k « ¥ a3 75
(Creutzfeldt-Jakob disease; CID) (LAFH D sk
CID L LTiEmbENWZA T THDN, kT
FEAERD IR, FRFEIE, BRI HETTITM
Z. FHRAG NN EREER SN TS, 7Y
T IR A BT A OFE - hET. BIREORK
FOT-HIT, VIS0l st CID DA FHIRIZEEE
T B RO TR LT,

B. WFEHIE

BIFZEATIZ B W TREEFEIIRMR B 21T > 72 V1801
&M CID (definite 1) @ 19 Bl Z%t5 L L=,
IRFEERZ % RN AT LU, MR, PrP s 2 N
129 U FIEFn, RAERE DA EIZ OV T,
AR BT 20 8 ) D ERFH R L
7o BEIR & 2l & O EIZ O T HRET LT, &
72. MM1 B CID  (definite 1) @ 51 51 % xf
Gl LT 2 OLIRTORGEHRE R & bz L7,

(fi B ~ DL IE)

ABEHIA ABITE Tl <o FIBERF] O BiR 7
— X Z VTR GRRIRE TH 5 BT AT, IR
BRI HTo > T, FRLY CEREZHETH
Do BT — HITIEGIE S TEEH L, BEDOFEITT
SRV OEE LT,

C. WFFEkER
PERINT FEME 3 B, 2otk 16 T, FRIEFR T
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2 Ry 129 13 A F-4 =2 % KT TE> Met/Met 4
215, Y v E T 1 TH-D Met/Val 723 4 1
72572, Met/Val # Tix, W d V180T 25 & Val
SHRNIRI DT VIV EICIFEL Tz, N U %
RETEROHT o To, RERBEN (TSN
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B ERGEIT ) 31.0292 » H. thidEs
49.1+41.5 » AT, Ml X 2 &R 0H B =T
Mo7e (p=0.14, Welch’s t-test) ,

(2) PrP i+ = Ko 129 £HIC L A kst
Met/Met 5] O #3813 1 43.1+38.5 » A .
Met/Val 513 %) 58.04422 » AT, =2 K2 129 %
BRI L 5RO EAZIT R o7 (p=0.56,
Welch’s t-test) o

(3) FEAELFEHR & R0 O FH B O FFT

FAEAEH & ARBICITADOHBZFEY (B
$=-0.74, p=0.002, Speaman rank correlation) , J&JiE
FENEWIEE ., &N E -T2,

(4) FRAEFBMITOA I X 5 E

TR AT 72 LB OB IT T 16.3£9.5 %
A, BEREIEITH O BT 68.1£37.1 % AT,
R RBHATHO T RABICERBNEN -T2
(p<0.0001, Welch’s t-test)

(5) FEIR & ik o B DO F st

FEIR DS EEFFE DB D A8 1L - 15.6£13.4 5 H |
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ERIBICHE R EIT R o2 (p=0.15. Welch’s t-
test), FEHIICRE & R AR 2HE, 35 K O EE & Fp
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ECHE LR, B9, iR T L=REL Y
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EH 78.8 kIR LT, MM FUIEME CID Bilid
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Welch’s t-test) , %1%, V1801 (=l CID 1]
%) 46.3 » Aok LT, MMI BN CID Bl
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P CID O A B AR K22 72 (p<0.0001
Welch’s t-test) .
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BFlE 57.9% (19 B 11 #1) . MM1 BUHIFEH: CID 1
1% 68.6% (51 6l 35 %) THY ., REREOHIT
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test) .
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444,2022.

2) A ¥#. Creutzfeldt-Jakob disease (Brownell-
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1) Al ¥, JRARBAE, B fE—, SR E, =R
B, & HEH. AR &R A 5 L7z, V18I
HAAME Creutzfeldt-Jakob J5 DO —H& 4, % 63 \IH
RIS e R FINIT IR, A, 6 A 25 H,
2022.

2) ik ¥E, PHEEKR, RRA, RO, SR
%, BIROAY, &1ER, WHEECT, EEEed, &
HEH. ffHEZEERo T VA A7 ) —=v
THhOMMol=7aAY T x)b ka7 ywD 1 i,
o 48 IR R EEAR AR 2, TS, 11 4 13 [, 2022.
3) Iwasaki Y, Akagi A, Riku Y, Sone J, Miyahara H,
Yoshida M. System degeneration in an MMI-type
sporadic Creutzfeldt-Jakob disease case. Asian Pacific
Prion Symposium 2022, B&iR, 12 A 15-16 H, 2022.
4) S5 . 7D A RO & RSB D
JTRGERTR. B 128 [ A ARSI P22 - E PR
&, fli&,3 A 19 H,2023.
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Gerstmann-Straussler-Scheinker R D EfEHM IR TH 5 LM DERKREFRAE

WHFE A PRERR R - EEE

=i

Gerstmann—Striuss-Scheinker /5 (GSS) 1ZIE&MET U 4 295 TH 0 EFHIFRHSR E L CTHAD GSS & 13%
<AAPI02L DIFEHIZM A2 L TR Y . MsaZI @ PR TUNEIR &) 9 BB & 5, falm - X -
JEVR K - BIRIZ 2 REEFEHINS & U FRIAREIR O MUk 7= & I L T & 72, AWFETIL A AR D GSS B ORK

DI DEFFE | O E T2,

K, W~ — T — AT AT, SRR DS B AVTER IR LR PO B 2 M5 LoD GSS D2, Yo
=== —OfErE BIs L. Hil-7eioWiivE, T

%

Wik - EIERE P FRE

CRIEAA BT A YT

A. WFEEBY

TV A PRI, BRGRICHET T D MR T,
ML, BB, Bl ES N D, WA E D
T OEFRAERE, P, RIS, 7V F
VIROEBERFRIZ I e Y T2k s a T
97 (CJID) . Gerstmann-Straussler-Scheinker J7% (GSS) .
HIEVEARIIEN G ., WEEIBEIENBER I
TWRWA A%, BRI W T, RIZ2H
VRN R 2 T3 5 AP~ — 1 — XA T
o5, BERP D 14-3-3 EE H DV t-tau [ LZHTHY)
HRMWENRHEE SN TWD0, BT X 2 RRME
OMERH Y . X VEERREDOR W~ —T—0
BB AR STV D, 2D F DO TRT-QuIC 7
vEBAIE, B TV FUIROERE &R A
~L, BHIZECBW TR DY — R DH Tk
NHIFF S TW5, F7= GSS BAEOHIZIZWIHIN
5 REEITHERAESS MRI OEE 2 2T 250
W2 CID XHEAAZ T 251 O0F O b A
W 72 BRI AR % 72 & DIERI R & D & O RBA Di#E
VMNZRET 2 BRBRSE KRR OFRETH 5
GSS DR & L CHREE O 0 Ju i
FTHY ., Rzt - EE X - BRI - SR %
HELCWD, AW TIIAARD GSS BH DORGKFF
1, )~ — I — R 24TV GSS DRI,
07— h~— D —0OMe & Big L. Hi-/rshkk
e [2WrELYE - IR R E - 2R AUA4 Ko A
VWET DT O OFET A OREMEE T 5,

B. WFZEHE

CHETICH &S IR~ — I — DR 21T,

PR FURT = L DHERICB TR 7,
RT-QUIC L7 £ D GSS BE I T DIz, Fri
PE & BRIRSEIR & DB Z BETT 5, AEIES 5T
FEHA 72 BE PR & 22 L 72 GSS DOFIRFI 2> 5 95
HRIRES 21T D o
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RS MEREIZ I, RIREE B L OEREZFRICK
L CHIc@B 21T\, B2 57 ECTRIE SN
TRENZORRM T EERmT 5, AFRICx LT
S 215 5 5 A X NHECRGE DL ) B IEE TG
T 5,

C. WFFuhER

JEEB LN & FEERILINIC I 1T D ERE D A 7p b4 [E
HGSSHENHER SNz, =S T AT —H
L1496 23T HH T, HARAGSSEEIZEIT 5
RS A & & T, NMTEOE TS KO F O
R EE DB S WA CID DR T & 5 5 R
EREREE . S/ 0 —X A EE BT HEMLH Y,
FAREAT O RHIFE OIEMAIGSS b L b7, Hik
Z L OEFHFIER, MR L O RERIR~ — 7 — DR
JERFRE LS SR BT R TH D,

D. #%2

P102LJ%1Y 2% % 47 % Gerstmann-Striussler
-Scheinker (GSS)I% H A TIZUNIZIRAE L. HFiC
G TN (P - t&ld) | BEERILN (BRI - EI6y)
WC2RERH-NH D, =D 2 KEMMA HADGSS
DFHETH Y | F - EFEH LIS DO GSS DGR AR
DRI BT RS SN TV D, TSI IEHIAG] ¢ 77
ETHZENPLHLVBWEETIVIREL BT
HMLENSH D L b,

E. fhim
JUMNFEIED GSS & DEFIRFHE, K~ —h—,
HIRG O JFERRF A B S Mz LT,

F. fEREfaRRs

G. BFFE3% (2022/04/01~2023/03/31383%)
1. FwCRER



(RRFEREBS B -RITEFLEAN)
[(FH] EEAITARETICaE )
D7 L

[Ess] GEE 4 ITAmEFIceBat#)
DH7a L
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TN 4 AR R A TR AR SR e B A CRETATEIR RBORITFE S 3E)

T A IR R OB FEME T AV R EGSEIZ B % SR A SR BE

SR e

FLWLWM2C(sV) T A UL, BEUEIZZLDEFTR OGNS,

WFFE A LR 2 - RALRER PR E FR et

W E

VAL THLHZEDRAGMNERoTz, SBHIZ,

MFEPET Y A 9T, L <A L7 M2C(sv) 7' U A 1,
TROLNT=T VA THolz, FFLIZRZIMFEET U A 5w Th DKM CID TH . HERRIRINIE 2 b
WY B SLOJEB T M2C(sv) 7 U A S &z 7= 6, FRANCIR & A < 37" U A 98 TR~ 7=
LA HKRACID 2% D M2T 7'V A OFEIZER AR < IEMET Y F 9/ T—ICiRo b s 7
PERDB M2C 7V A& LTHE STV D M2C(lv) &
EZONTEIEFTYH M2C(sv) 7 U A2 BPHFE L TW D A[EEMED B DIEBIOFE LA L E D | £
TETELOEFTHROLIL, ERIFARBIINTELET VAL THLZERHALNE RS> TE TN D,

1% U 13 FRI(BSEMEFIENEARAE) D 1 4

A. WFEER

ABFTEL, T2WHEEEORIE « 8GET) 1SS 5
WETH 5,

AWFFED BAIE, W TITMEORWEH LW
VAV EFEEL, 7 VA RO EMHRZENCE S
THIETHD, SFEEIX, FFI OEFER S8
L < [AJE & 37z M2C(sv) 7 U A U 3 E OFEE— %
IR BND DN EmF LT, 207 A 03,
JRELAICIE MML ° VV2 7 U A DEBE TR LN
% spongiform changes & X BN ARA[EETH 5,

— 5 JRBERIZ X B AT RE 7R M2C(Iv) 7' U A > 6 2 D
RO HIZFRIFFIZ M2C(sv) 7' U A v &2 fE4 5 =
B D AREMEN T X 72,

B. WFE5E

(GRBUAE|

129Met/Met T ¥ A B & s 1 % & D JE fil &
129Met/Met C M232R Z B %9 2 IEH] T, W4 &
bLHAA T 20RETY A VER. B M2C (Iv) 7
VA EEZBNDIER % Ki-bank vole ~J&Ye3E
BRaiT o707,

[E RIS ]
MMIFEHE CID SEF T MM +2 JEW 2 fitr L . M2C
(V) 7"V A > ZIRERICFRR T & 2 a3 5,

(fFRE~DELE)
BRI LTk, Rt RFomEEZES
DHF A ZH/HTIT>TWD, I FEBRICE L T
HIRGLEBROTF Al 215 T D,

C. WFPehksR
(GRBUES )|
P AERELR O M2C(Iv) & & 2 H LT & T iER)
1% Ki-bank vole (Z/&Yx L7=A%, M232R ZHE % ¢,
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M2C(Iv) 7 U A > % b DREBNT R YL N SR SE T H
o772, M2C(sv) 7'V A % & DHEFIT 4T Ki-bank
vole IZJ&YL NN 5 DT, AR ER T D
M2C(lv)7° U A 1% M2C(sv) 7" U A b [AIEFIC 6o
AREMEAN B Y . & B2 M232R A HETliE M2C(Ilv) 7
U A B CEET D ARtk T T &E T2,

[iE G ET]

T & Disk T Western blot %17 > 7= EH T, MM1
+2 THHIZHED LT M2C(AV) 7V A > ZRTiH
B DAFAE L7 WEBI N E < AFET D,

D. #%2

4 [E] M232R B5tE T # A 7" 2 @ Ki-bank vole ~®
JEGLSERRIT 1 EFNCIE X 72023, M2C(v) 7Y A
DI PG (perivacuolar deposit) Z 7R L7203 6 Ki-
bank vole (Z/EGL Lo - FHHEHITIKEZWHEDTH
%o Ko TEHARD M2C(v) 7V A TRRYL DS RAT
L7=Dik, #4592 M2C(sv) 7' U A > Dt T b
HAREMEN I CTE 72, Fa DWEREERZIT 720
IE, 72N B M2C(IV)ZFFD &8 2 bl 5 B
M/M @ 1 5] & M232R ZBED | 1] TH 5 23 JEGIEK
Z > L C Ki-bank vole ~DJEYL5EER & f§ A FE 4
B LR A M2C(I) 7Y A Rk LTt
RO Z LR B0 E 72572 Ki-Hu232R/R £5 /b
B~ DEGRERHLWITL TEB > T TE
ThD,

IHiZ, VZRAZ Ty NTMMI+2 ThbH
(2% B3> 5 7 perivacuolar deposit DIFIE L 72U M I
PECID BN & E2E 2D E M2C(sv) 7 U A%
JA< VM CID BEICFET D7 VA Th 5,
Z D M2C(sv) 7 U A v OBENTIE, JRER SR & R
W7 Western blot fi#AT 217 5 LENH 5,

G2A
E. idbnm

xR THD TR L7z M2C(sv) 7' U A~



I, FFI OfG /BB R o b Kok LT LW
7Y A Clde < (FFL SRR CID DA T <
MFEMET U A D %< OIEF TR S D 7Y
FrThHDH, ZOT YV F L DREYLFERR TORIH R
& LC Ki-bank vole 23#U)/2ET LVEMW)THD =
ERHLMNI 0T,
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WHIEs R O B SREFRZERMARANEF

WHIERHE - BLES  BIRERREAREE

WHIET I e BIRERR ARG

e g - T ESLRRYGYENTZERT T A L R
WFIE5 R SRR E LG TR GYR EE D
WHIEor A - RN E LRGN FE PTG B
ORI - IRMEEE R SLEIAR B ELED

WHIEH I - AR — B BB SZEATR B R

WHIE I AL R IR AT SRR U MR 2205 B
WHIEsr i - TJYTEL AR R A

MR« Rk AURERE R R RN RE S (IR AR
WHIE5 R - midAnt SR B R R

WHIEs A - FME T AR E BN SR B R RE N R
WHIE A - DHERES B Wb ppRe R

WHoEsrE - 1 B B ERERKREREER X — AR
WHIE A - PR S BEERSERARRE R

WA - 8 S0 ALE RS NBR IR R YE [E BRI AT ST o 1R HE - 2T
WHIE I - A —  BTRERR AR

WHIEs A - BB ENCRA - s ERIE v 2 —
WFFE A - KRS ESCR PR - AR RIS o 2 —
WEFE A - IHHAIE JUBRIRBE R - idrhRe AT

WHIE A« —IHFRIE B SZEIATR BN R A

Wt E

[Bm] 34, 238 #iE (multiple myeloma: MM) ORI ZHEI T2 Bt B EIMAE (progressive
multifocal leukoencephalopathy: PML) % 2 U 72EFO#ESHM L TE T\ 5, FHHAED PML ¥ —
A T AR EITBERIITIER] T MM IRRPICRIE L7 b D& et LE DR EZ I 62T 5
ZEEHMET S,

[51£] 2016 0 HBUEE TIZHEDBE O PML —Xo 7 U ZAEFBRIT PML & B STV D IER]
T. MM B2 PML % F0E L 72 GEB) & 23 5 DA OSEBN 5 TEEl iR ET L 7=,

[#4]2022 47 A £ TIZT PML Y —_A 7 U AL BT 358 FlA et v, 20 F @ 174 5753 PML
EWr S iz, 174 4100 PML JEBI D H T 64 B (36.8%) NIMIFEEEZE REEBEL L THALTEY,
WREBRLE L TIHRLED ST, TDHH 1241 (6.9%) 75 MM 1B HIZ PML % RJE L T2, MM
TR HPIZ PML 2 380E L7z 12 1] & 35 5 R 0 MM LIS o PML JEF] (162 6) . & OV B % 75 5
& L7= PML JER] 64 7T MM R FICHIE L7ZAER] & MM LSO IR B OJEF] (52 ) % ik
L72, PML JEFIEARTOMG, MREBOEFOF TCOMmGTE b, MRl Flv, PML J&ERFO MK
Bk, U > SERER, CD8 Bhth: U v NEkE, i 1gG L CHEGHFM B B ZAITRO o 7253,
CD4 U > 7Bk MM BB THEIZIK T LTV,

[522] Fe3E O PML EG] CIEE SR A L U CILRIERD 64 6] (36.8%) Lixkb <, TOHD 12
BFliE MM B HIZ PML Z80E L TV 2, MM {RIEHIZHIE L7z PML JEFIE MM LIS 2 35 SR
& L7~ PML JEf] & bz U T CD4 Btk Y o SERAE BT S . MM BiRSH 5 W IRIEEIC L 5
CD4 (5 U » NERIC F 2B 5- LTV b & B 2T,

[#55m] MM JB#HIC PML 23808 L7 JERE, T2 E O 4 PML JEFID 6.9%% Hd, PML AR O
FCIEME R CD4 BEME Y o REREA A EITIRE T LTV,
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A. WHEE

HEATPE 2 Bk A M JE  (progressive multifocal
leukoencephalopathy: PML) %, JC VA /L A2 X -
THAR AR AR A g & il 2 S D AT
O HFARARRREGE T D V), PML 1Lk ME R4
7 A /LA (human immunodeficiency virus: HIV) Jg&&4x
FERMIRIEEN T R L 7> THRIET 5130, T4
VAT LW IR EBNRKTRIET 2560 H
%Y, B, M E#EE (multiple myeloma: MM)
TR HIE L 72 PMLIERI 2 < #iF STV D
2, Al FAITEBED PML Y—_a T 2K
B2IIRE S MM JRETHICHIE L7 PML JiE
Flafmat L, 206 OREFIOREBAZH GNZT 5
ZEEHEHME LT,

B. W75k

2016 FEHHIEE TIZENED PML H—~A
T U ARBESIT PML &GRS TV DIER] T,
MM VB HIZ PML % 580E L 72 JE B & 3 R B
MM LISt PML GER], K OMEREEZ T =& L
72 PML JEB] T MM {GFE I HIE L 72 JEF] & MM
LA o ik 15 R D SiE 51 A b ifge U 7=,

(fERE ~DELE)
PMLY—~A 7 R LEAL LTZIEET — % O
FRRIZOW T BIRER R FOEHmELE RS
DIKREF TN D,

C. HrgohsE
2022 £ 7 H £ TIC PML —_4 T U 2AEBS
T 358 BT &AL, EDOH D 174 #1725 PML &
ZWr i, 174 #lo PML JEBIOHT 64
(36.8%) MMEFEREEFHRBL L THLTE
D, BRERLE LTRSS, DO H 12
il (6.9%) 75 MM (@ HIZ PML ZF8%5E L T
720
MM JEEEHIZ PML Z380E L 7= 12 f5i] & 5 5 R
25 MM LISt PML JER] (162 i) Z b L7z &
Z A, MERI, PML FIEFHR, U o/ NEREL, CD8 [
PEU L RERER, IMIE 1gG BEICH B EITR DR
Wotﬁ\cuw%évyﬂﬁﬁdmmuﬂﬂfﬁ
IR TFLTWE (F 1),
mmﬁ%%*%kLkPMuﬁﬂmmﬁMM%
FRPCFIE L7ZJER] & MM LIS O LR R oD JiE
Bl (52 B)) ZLg L= & 2 A, PMLIEBIEET
ORRET & R, PERL, AlE, PML FEAERFO I
ﬁam%ﬁxuyﬂﬁﬁwms%@J/A%@
MiE 1gG R TR B B ZEITRO R0 >
7273, CD4 Btk o RER T MM BB CTHELC
KFLTWE (F2),

D. #%2

B E DOPMLIER] TIIHE FRE & L TR &

35

SIS
2364l (36.8%) b %< . TOHO12H]IIM
MIBEFIZPML % 3JE L TV 2, MMIBEFIZ3
JE L 7ZPMLIEGFNIMMESN 2 15 5 R & L72PM
LIER] & Lol U C i HCD4RGME U v SERDNA E
1K< . MMB RS 5 W TIEEIC L HCDAME U
VONERIR IS L TWA EE 2T,

E. fhia

MM{BE HFIZPML Z % 4E L 72BN, T3 E D
EPMLIEH]6.9% % 5 . PMLAER] D H Tl
WHCDARGE Y o REREDS A BT T LT,

[Z7& 3k

3) Williamson EML, Berger JR. Diagnosis and
treatment of progressive multifocal
leukoencephalopathy associated with multiple
sclerosis therapies. Neurotherapeutics 14:961-973,
2017.

4) Koutsavlis I. Progressive multifocal
leukoencephalopathy in multiple myeloma. A
literature review and lessons to learn. Ann Hematol
100: 1-10, 2021.
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1. Y REENZRMEHIE CH > 72 IER] & Z LIS OREF] D b
MM 151 MM 5k
n=12 n=162 p values
Sex n (%)
Male 8 66.7) 82 (50.6) 0.283
Female 4 (33.3) 80 (49.4)
Age 66 + 9 61 = 14 0215
Lymphocytes 716 = 464 943 + 650 0.241
CD4 T4 + 52 235 £ 225 0.048
CD8 386 + 440 391 = 336 0.966
Serum IgG 817 £ 1012 1143 £ 646 0.139

MM: multiple myeloma

K2, WRBBDMHEIRE T dH > I EF] O P TEIRIEFHE T b > I ER & 2 LIS DREF] O g

MM 151 MM ISR DI R £
n=12 n=52 o values
Sex n (%)
Male 8 66.7) 26 (50.0) 0297
Female 4 (33.3) 26 (50.0)
Age 66 = 8 63 = 15 0425
Lymphocytes 716 + 464 939 £ 710 0310
CcDh4 T4 + 52 311 £ 259 0.016
CD8 386 = 440 348 £ 235 0775
Serum IgG 817 £ 1012 976 £ 796 0.595
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x1. ERLSTUFEHDORES

Patient FETE }ZHYP gen:@ Fjarchi:j\%'ﬁ =& lqg SD§0/ g tissue lqg SD§0/ g tisgue
number 51 . BILFEETDO D<KEE7Z7YUA Y innative scalp in native brain
i EAOYTEAT (mean £ SD) (mean £ SD)
1 Eeqics 80 None Type 1 7.75+0.35 10.25 +0.35
2 Eeg 50 None Type 1 7.5+0.35 10.00 + 0.00
3 4% 68 None Type 1 7.75 + 0.00 10.00 £ 0.35
4 B4 81 None Type 1 7.13+0.18 10.13 +£0.18
5 Eeg 86 None Type 1 7.75+0.71 9.75 + 0.00
6 B4 64 None Type 1 6.75 +0.35 9.88 +0.18
7 B4 72 None Type 1 7.88+0.17 9.50 + 0.00
8 Eeg 84 None Type 1 7.38+0.53 10.00 + 0.35
9 B4 79 None Type 1 6.50 £ 0.35 10.13+0.18
10 2% 80 None Type 1 7.88+0.17 N.A.
11 Eeg 71 None Type 1 7.75+0.35 N.A.
12 B4 72 None Type 1 7.00 £ 0.00 N.A.
13 2% 81 None Type 1 8.00 +0.35 N.A.
14 B4 66 None Type 1 8.00 £ 0.47 N.A.
15 B4 75 None Type 1 +2C 7.42+£0.12 N.A.
16 2% 66 None Type 1 +2C 8.42 +0.59 N.A.
17 B4 70 None Type 2T 7.63 +£0.53 N.A.
18 2% 72 None Type 2T 7.88 +0.53 N.A.
19 Eeg 77 V1801 Type 2 6.38+£0.18 N.A.
20 S 79 V1801 Type 2 6.88 £0.18 N.A.
21 2% 83 V1801 Type 2 6.33 +0.24 N.A.
22 2% 84 V1801 Type 2 8.00 + 0.00 N.A.
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DNWTIEFE L OHE TR TH D | HAIZHEIR EIA
fililZbbig cE v, e &b 44 il 43
(97.7%) CHEMRIMIF LAY 0.05 LA ETH - 72(1X 4),

D. #%

BB D SSPE B TITBEWRME 1gG10 LA B2 DHE
VERNPURPEA OFRIE & 70 2 BEHIMIE L 0.05 LA E%
F & A ENTZ L, FE SSPE HE TIEBEIR 1gG2 R
T OBER MG L 0.03 Kiii Ch-7-, —FH., Wk
DOWETITHAL TWDEFy FORIADFIREN
RS DD < MBI 1gG Zbigd 5 2 &
L CX 7oAy, BRI E HE>0.05 (X2 o —Bhiz 722
L AREMEDNE 2 DTz,

GE2A
E. JRE A

K92 R L HUAAI O Bl MYE e 0.05 LL B gEEN
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Sy R R
TORRFUAEAZREL CTBY, FTU~H Y
TR WA IZ SSPE W EEUHEL L THATH
D AREMEDE 2 BTz,

[Z% 3CHR]

1) Rota PA, Rota JS, Goodson JL. Subacute sclerosing
panencephalitis. Clin Infect Dis 2017; 65: 233-4

2) Hiusler M, Aksoy A, Alber M, Altunbasak S, Angay
A, Arsene OT, et al. A multinational survey on actual
diagnostics and treatment of subacute sclerosing
panencephalitis. Neuropediatrics 2015; 46: 377-84.

3) Kapil A, Broor S, Seth P. Prevalence of SSPE: a
serological study. Indian Pediatr 1992; 29: 731-4.

4) Maeda H, Hashimoto K, Miyazaki K, Kanno S, Go H,
Suyama K, Sato M, Kawasaki Y, Hosoya M. Utility
of enzyme immunoassays to diagnose subacute
sclerosing panencephalitis. Pediatr Int. 2020; 62:
920-925

5) Nahmias AJ, Whitely RJ, Visintine AN, Takei Y,
Alford CA Jr. Herpes simplex virus encephalitis:
laboratory  evaluations and their diagnostic
significance. J Infect Dis 1982; 145: 829-36.
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1. FwSCHE

(RRFERES -H-RITEFHEAN)
(] oM L2 (subacute
sclerosing panencephalitis : SSPE) 2 A K7
A 2023] | 2023 42 H

[ ME3E] Kume Y, Hashimoto K, Iida K, et al.
Diagnostic reference value of antibody levels

measured using enzyme immunoassay for subacute
sclerosing panencephalitis. Microbiol Immunol.
2022; 66: 418-425.
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TN 4 AR R A TR AR SR e B A CRETATEIR RBORITFE S 3E)
T A P R OEFENE D A L A SRYEIZ B D ARAATIEE A e E

CS0,, & AL BB EBIE R OB

WFSEsr 1% BRI + (L1 K2 KRR SR I BHE S0 N
WHIER 717 - B EGE - (00 R REFABE R SR e R E i B0 N e R
Banu Anlar * Department of Pediatric Neurology, Hacettepe University Faculty of Medicine

W E

MK T, d SRR L ME2AMZ¢ (Subacute sclerosinig panencephalitis: SSPE) DOF2Wric ik, 1L D %
TIT v, ¥ 1gG THIIE L 7= relative CSF/serum quotient (CSQye) 23i2WiiZ W HILTW A28, [CSQre
1.5 LLE] 2% SSPE OZMrZI N TIE LWNIHRGEE S LTV, AFZE TIIFCK TR ST g
H D L[E T ELISA ¥ h & HW T, SSPE LIS DEFHE T CSQrel Z#llE L, BEH#E D SSPE B IZHIT 5
CSQrel fif & ELlekamt L7=. ZH % TIZ CSQre 1.5 LL_E SSPE %\ 15 Bl BT 5 CSQuet 4347 (1.94-107.75)
DOWAEILSH D )5, SSPE Mg EHE & FE SSPE B CTHuEE L 7213720, A% MIHESE S BT T, Bk
R HUAMRELL T2 67, Ea Yy b —A O TORIKT CSQu FHNAIRETH - 72 U THE
L TH Y, SSPE O RHIZITIZA M Th L wiethkrvrme S .

AL BFFEHE)

di 2 M B b M 4 M % (Subacute  sclerosinig
panencephalitis: SSPE) D2 WrlZ W Tk, BEWK R
ZHURT O LRPEBELREZ LD S, Mrae
e 8T, BER, G0k ET VT IV, R
IgG CTHHIE L 7= relative CSF/serum quotient (CSQrel)
DEZEICHW LN TN D, — i) 7o FEHEME 2358
INTNDZ L, BEERAICHRE RINEAZ RS
LR EORIEN DD, —T5T, TCSQre 1.5 KL 1]
7 SSPE [ZBWTIE LWNE 0 REE S AL Tup
V. AAFFETIE SSPE LIS D T CSQrel %
E L, BEHS D SSPE B IZF81F 5 CSQrel fi &
bk L7z

B. WEiA

MLael 7 H T STV S b O L[A CELIS
A% > I (Medizinische Labordiagnostika AG, Euroi
mmun, Germany) % AT, BEARIRHZ MG & §E
AR SN PE = > b — 174 12DV TC
SQrelO)%Hﬂl %f%ityffi Aﬁ ’_ﬁ(% 7T V*%*ﬁﬁ)
OIFFIEMIR LA%, BRE: WRIB D 7 F L HEffi% )
OIEFIEMEIR T4, CHE: JIEME PR 2 64
(CEEVEBE ., BRI~ LM%, S EEPEAN
TR, ZRMEMIEZ S Te) THE L7z

(fi BRI~ DR &)

AWFFEINZ G & B R - EERISE
(ZBET D B AR EHI A, 1 R FEEE RN
B NEETEE M AR AR KR 2 15 TT
L T2,

C. WFuhtE

RO RS IUARI T A TR EE R S vTBETE o 72, A
BECIMIEHUAMMITAL <, C BE CREHTAM I\ ME
MZRLTEHDD, RO CSQu 1E4T 1.5 A7

>72 (0.20-1.11) . BEEMEZBHUAM EF 235 5T
WD ZRMERALIE T 0.73 725 7=,

D. &%

ZHE TITYMIE=E Tk, AFHO ELISA ¥ v &
FAWTHEBAa Y b —LEED CSQu ZHMH L, IE
SSPE Bt LIRDOFRE # kA Tz, Lo UEBIZITIE
& A EOBEIRBRRIZ I TS LA 23 B HH IR
AL 720, HENXCGEAT S L LA CSQu M
EE L A0, ERNCBIT ABEON Fizido
RN B IR T.

I E TIZ CSQuar 1.5 LA SSPE %&u > 15 il
BT 5 CSQua 204 (1.94-107.75) Ot 1% d 53,
SSPE g E#E & FE SSPE #f Tlbifw L7z 13 7e 0.
ARy MIHELES N2 WIEVE T, SER RIS B
DIRELLTICR 59, 2 TOMREKET CSQu FHHIA
ARETH A TENLTWD, T EER RS
RNAKDF > b 2017 KKy QfF) Z&ic
LB LR,

E. #&im

ARG Dk 57> 5 CSQrel IZSSPED RHAZ W I A
FTHDHAREMEDN S BN, B ST, A TIEF v
 DEEAIC L ARFREL~LDOBE L 7> TEY,
L& IXSSPERE W VB DR %2, WFSCHEZ i U CEKGE
LT 2 IRl OREEE 2 frit L T <.

F . fEREfa R
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ARE: B2 U 7 F U R OHERIEMIRR 44

Biff: BB U 7 F MR I OIERIEMIRE T4

CHE: JIEVEHIARER R of (MEMEREER 34, B~ L~k 14, SIEBEEERL 14, £
FEVERELIE  14)

DRE : RV G 3H B DOSSPEEEWVEH T — & & B H

Cosgun Y, Ozelci P, Altinsoy O, Korukluoglu G.

Importance of measles-specific intrathecal antibody

synthesis index results in the diagnosis of

subacute sclerosing panencephalitis.

Turk Hij Den Biyol Derg 2019; 76: 335-340.
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SRR IR
A4 AR RL ARG (AT BBORRF S 2)
7V AR OEIEME ¥ A L A SRYEL B % AIIEIE e ek
BIMREEEENRBEER. ATSHEMRMEROB L

WFFE A I Bk JUN KRR P el s e (VNEREE)
WRIeh 0 - R SEY R EGEY, Koo BHEY, KRB IE—D
FTEHEBE 1) JUNRZER R E A S R S E Y VNIRRT

W E

AL 424 2% (Subacute Sclerosing Panencephalitis, SSPE)DFIEE R 1%, ZHEFKIZ T A L
2O, B EMOREFIERNIELGT5EZ2 60N TS, Fxid4mH, HERFREFO
». SSPE & HI¥K - AN TZHetE# i (induced pluripotent stem cells, iPS ffifi@) Z 7 L, 15+ D
AT ) A REVERR L, R K - AT ) A REDHEEFT 572, SSPE BH B KR
MEZREEEL . BRE—XZHWTY U REREDBELESR LT, B A UA VAT Z
—F% > N HWT, [UH 4 KFA2E AL, iPS Ml A2 555, B L L7-, qPCR, #E Jufa(Z T quality
check Z1T> 72, SSPE & HIK - iPS AT HIHAE, ZorfbiEZ A L TV,

SSPE A HIK « iPS AN SIMANT /A FEFHEL, YA X BREEOZMRIZH N T,

B NHSRIMA VT ) A R EFERRNT & D3RS T & 72, SSPE RIEIZ I 1T 5 5 M O ZERIFET

DI AN ) A R 2 T IRREIRET 2 He T 5,

A. WHIEE

S AE AL P 42K 2% (Subacute  Sclerosing Panencephal
itis, SSPE)DIIELIAIZIL, BEIKZ T A L AD
ft, 1 EROREFRIERDBE ST 25 EFZ 261 T
WL, AIZZNET, BFEE, BLOERTA
2 A B IR H R N T2 REMERS BT (induced-Pluripotent S
tem Cell, iPSC)%Z W T, b MERET VEZER L
T&72Y, Al WALV 7 A4 REHE3 52 LTS
SPEDTE FHEK AT HZ L2 HR L L, SSPER
W HRiPSCE RN LT,

B. #Fgelik

SSPEAFE 7 b RIH M AL ER 2 /0B L, ke —X
EHWTT Y Ukl LEsR LT, oA
TA WA X —F v M HWT, [WH4RE1 %
WAL, iPSCEFHE, H L7, qPCR, SEY
GBI CTHEER AT T,
BESRIZHEVPSCE FHWTIMA VY /A REBE L,
FHENREOY A X2k Lz, F72. 1ERL DA
A ) A RO BEFEG R 2B L, itz
TIEREEIZ SV TIRT LT,

(i B~ D EL &)

A Al iPSCEAERLT DICH T2 . JUINKFERRZE
WEEEESTA RT A4 WV, Figk il L 5 7KGR

B-7a haniitoT, W, AANTCEEZ AW
THBA L., FEEZERGE L2 ECTERK. r21T-o
7~

C. WroestE

52

WIS U72iPSClE B A U A VAR T Z—NEEK L
TWDZ L a2 Uiz, 5x10%ellsZ#EfE L, day7iZ
[FII U 7= A3 20 3x105cells £ CHEE U | i
HIKiPSCE HEZD R WHIHEE XA LTz, £z,
iPSCHEAIEGE L, Rofb~——NBILLTBY |
S RIED N L AR LT,
PLEDIPSCONBFHEE LI=MA VT /A ROV A R
5 E HRIPSCON S FBE LAV ) A KEWA
fm%b@@#otoitJ%%%®%ﬁK%%m&
N7z,

D. &%

SSPE AV H SEiPSC O SE T REZ VN &I L 7=, SS
PEAEHRIPSCOHFBE LAV /A RiL, Fk
B A IV AJEGLIN TRV RBEIZ IS W T, N SRIPS
COOLFBELIEMAINT ) A REERRNT &N
Mmole, 5%, SSPERIEDHEFMEEAIZIT, B2 T
ANADEGSeE FNFE I 7 0 7Y T L o4t
S VAN AL ) o RV

E. f&iw
SSPEE I HI SRIPSCAEBISL LT~ WMANT ) A4 REF
EL YA X, JE@REEOTERICRE NN & 2R
L7z, SSPEFRIEDHEFFEBIZ I INA VAT ) A R%&
AN 2 foi i Do FTo ANV T A RiZxtT 5
WRIZ 7 A )L ZJEYLEBR DT~ . AMEDAE O BF L& jdid
L. A EWER L7-iPSCE 2 L7,

(2% 3CiK]

1) Garg RK, Mahadevan A, Malhotra HS, Rizvi I,
Kumar N, Uniyal R. Subacute sclerosing
panencephalitis. Rev Med Virol. 2019; 29(5):e2058
Hashimoto K, Hosoya M. Advances in Antiviral
Therapy for Subacute Sclerosing Panencephalitis.
Molecules. 2021;26(2):427.

Satoshi Akamine, Sayaka Okuzono, Hiroyuki Ya

2)

3)



mamoto, Daiki Setoyama, Noriaki Sagata, Masahir
o Ohgidani, Takahiro A Kato, Tohru Ishitani, Hir
oki Kato, Keiji Masuda, Yuki Matsushita, Hiroaki
Ono, Yoshito Ishizaki, Masafumi Sanefuji, Hirot
omo Saitsu, Naomichi Matsumoto, Dongchon Kan
g, Shigenobu Kanba, Yusaku Nakabeppu, Yasunar
i Sakai, Shouichi Ohga. GNAOI1 organizes the cy
toskeletal remodeling and firing of debeloping ne
urons. FASEB J. 2020;34(12);16601-16621
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1.

TR

Bz
L

[HERE
1) Okuzono S, Fujii F, Matsushita Y, Setoyama D,

Shinmyo Y, Taira R, Yonemoto K, Akamine S,
Motomura Y, Sanefuji M, Sakurai T, Kawasaki H,
Han K, Kato TA, Torisu H, Kang D, Nakabeppu

Y, Sakai Y, Ohga S. Shank3a/b isoforms regulate the
susceptibility to seizures and thalamocortical
development in the early postnatal period of mice.
Neurosci Res. 2023 (in press)
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2)

3)

2.
1)

ST EE
Chong PF, Torio M, Fujii F, Hirata Y, Matsuoka W,
Sonoda Y, Ichimiya Y, Yada Y, Kaku N, Ishimura
M, Sasazuki M, Koga Y, Sanefuji M, Sakai Y, Ohga
S. Critical vitamin deficiencies in autism spectrum
disorder: Reversible and irreversible outcomes. Eur J
Clin Nutr. 2022 Nov;76(11):1618-1621.
Sakai Y, Okuzono S, Schaaf CP, Ohga S.
Translational pediatrics: clinical perspective for

Phelan-McDermid syndrome and autism research.
Pediatr Res. 2022 Aug;92(2):373-377.
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SITbE e

TN 4 AR R A TR AR SR e B A CRETATEIR RBORITFE S 3E)
T A P R OEFENE D A L A SRYEIZ B D ARAATIEE A e E

FRMEEEEEME (SSPE) DFEARR

WHIEHE KR - ENLEGYENTTEITGUEE -t o 7 —
WHIER 117 - WIS IE - ESLROYENFIERT M e v 2 —
WHFE S - AT - ESLRGYEN RN GEZ e v 2 —
WHIER A1« /R - ESLRESYENT TR TR GIEE ot > 7 —
WHIET 717« B - ESLESYENTEFTIRGEE v  —

N =i

SSPE DR JEBNRE & i1 LRSI « TATOAIERIEIC 5 2 DB EZ A LN T 5 Z L ITb RN EORKZ T
PHEERERG SR ICEHER T 5, BAEFBEREHRES T — ¥ X— A L OVNRIE R ERR R E ST — ¥ X —
A DEREEERE T — 28 F IR MR DS T — Z 42U H H 21T WESE E TO SSPE FEFNZ DUV THET 217 5
FETH S NI EHRBE T — FZ _XR—AN LR FENETE SN2 L2 L D ARITET D]
KL EEN 2 ST, BUE, HERTORNEFIEITITWE R OEITCNTT 2 D FikE it Uiz, itz
T —H D SSPE H—~A TR L LTOFHEILD, JEFIE DD 70 IHENFEE IR 2 /RN H 5
& DFEREN B -T2 SHBITRYIEED b & TO SSPE 2B A B MIES OISRV EETIZ RV E E
ZHbDTh D, [FRHTHTHFBEIEGTx L Cix, RO EEMZ OV TOMRPNRMLELZE X BILD,

A. WFEEB

WG 7 — 7 Tl dERMERE 2N (SSP
E) ICBHL Q2oDiEE 2/t L T\ 5, 1) FrEE
BB R ED b & TOERSZHEE FAEFTRHES]
(20154F D #EJR 1 K ONCIE W B @ Ak 1 D fe A T DA%
IR RS T — 2 2 BT AR TR AN ZE (BL
T EAEE) (THERN S DIER]) &kt L L7-SSP
EDEZHISNT, BT DH A LT 71335 5 HDSHHIE
BIREDE=2Y L TT5HZ L, kU2) MEDU
TR EICH - -k TR HE 2 HEGH L. B
ZE BT OSSPERIERDOHETETHZ L ThH
éo? VAR AT IE 25 oD T R ASE B RS 73 o
N2 D,

B. Wtk

1) ZOWTIE, 19984 L) b e E i IR IR S 5+
KD EREZHDORG E 72 5 72SSPEIZ OV
T, RZNAV—1F, BIGIEB AT L, BAG A
WCELNTEHANEONFIZONT, AKRAJIZT A
T LR U 72200345 LARE 73 2 b G iRAT 21 T
S T& T2,

2) BRE DWATRIEEIC H - -l T2 BB oHE
FHZEES L BRIEZRE STV OSSPEFRIERD
HeE AT - 72,

(i ~DEE)

EAAIE RO E T ], ARITH T > THEE
B L7z,

C. WFsehtE

2018KHF S T20154FE £ TOEHAF (20144F1%14
B, 20134E1336%1) ZFBDT=AN, L% O HHUER]
BT 2R OEFEENTON TR ST 2
LR LT, 2019 E BT — 2 ORSFIZ O
THERT &1L RIEIZZ DY (https://www.mhlw.go.jp/st

54

f/nanbyou_teikyo.html) | 20214FE N D HFEZ I
BEORpol-E 2 A, 2022458 H I8 E R B E
T — X OBFZERIH D 7= 8 O = H AT B 1T B 1E
MNEROVEHENFAE LT, ZOXIIIONWTOH
FEIIERREDTZD, IS0 ED D ETEH =
RIS, 100170 X0 EBEZBA L
72o 20QVEEDORGEIZBWN T, Rfitsn=7—%
DSSPEY—_A T 2 L L TCOEHETA, JEH]
BoD7e KDENEEICENLAREMERH S & D
e - 7=,

2) IZOWTIEHET o v F v A L R EYIE DA TIZ
P D LRAEFTEE B ~ DA RIZ L 0 EHIE - 4
Mrixse 7 Lghnoiz,

D. &%

1) (ZOWTIHENTERICEE L, ELMEE AT
HEXNTH->TH, IOREOFEHNFHETETCLE
VIBEIIRBDORNRNTED SR LG | AT
FEHET20184E £ TO T - i H X TIIIG N TE
NI EDNHOMNE ST,

2) DWW T AREEFTZEE B~ DB FHHE R R S
NWADWRILE 72D Z & DRI L EETH D,

E. f&i

S ITRYSEED b & TOSSPEIZ BT 5 fE I E
BEOFENMETIE RN EEZ DI LDTH D, £
7=, 2) I[CEFEIE L E LT, RAFRIESSPEIZD
WTCOHE Y 2 LA Z BRI 2 e U, [FIRE
2% ORI E BT D IRHNIC SV THri 72 72
TEWINEFIEORBERMLELEE 2D

F . fEREfaRE
L
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SITbE e

TN 4 AR R A TR AR SR e B A CRETATEIR RBORITFE S 3E)
T A P R OEFENE D A L A SRYEIZ B D ARAATIEE A e E

SSPEZERDEDNM LD -HDEEHRE

Sm W
MR Jese
RN
P RERR
Ay AT
g R
W EIE

WHIEsr R NN N R S
INERFAENR R RSLERIRFAESER  /NER A
W1 H R RFABEE R SERE LRI /N RS A
TR FRFBEEFIIEE R FE 0 B
FEARERE /N

KRBT ERRE o2 — /N EFR
FENT R GENT FE TR G e e v & —

=]

Y] BB U 7 F o Ol & R oM, S OICTEFEREOBE ALY | Ao EE b
244 (subacute sclerosing panencephalitis : SSPE) HE O 7= 2B AIIBD THi & o720, U7
F R ORWETIIMIZ O T, SSPE OFRAENFNNTEY . BRRIRERIEOMSIBUIE S TN
%o ZAVE T, SSPE OAEEFIHEITHFEIATON DB FHIRET CTH 0 | ERI O IEME2EREICIER
Rsd> o7z, AWFEIL SSPE JEGIF X OHHBIRIES 2 Rl HAICIIET 2 2 L2k | 2Hr, B0}

LIENRHETHDL EERABNT,

ARG L, SSPE2EOEHZm L3452 L2 HME LT,

[5ik] 2 1 a, 2EO/NAREPE &R NE P E A~ AR (EEESAE) 22584641, BlE2
L TW\W5 SSPE fBE L, 2 LT\ 5 SSPE BENWAELAE D “IRKFAE~DO W IO HIZ OV TR
FEMAT (—KRE), “KAETIE, KREZZ 5L, BEORKRIEHRE IE LT,

[FER] 2021 D — I TITFHE A 7624 Frz2 =4+ L, SSPE FBFEIX 50 4 Th oo, WKil#A
T 37T 4 DERF ORERNE A2 IE L, BEFE, FOZBEME. SSPE FAEREH], B, /mill. META.
TRIEEE, B X O R ORI ORI 72 1 W3S S vz,

(&3] SSPE SEf] & Bl s e B 2 Al G RIS AkRE L CHE T2 2 &L B LUK - e T IE A LT

A. BFZEHDY

dAPE L4628 (subacute sclerosing panencep-
halitis : SSPE) 1%, BRIZITEGE L THBEEEND
HEFEOTIER O 2R THRIE L. BH S
B ORI TR 2 ([TARRER 2N & B OB
[EECHIREE R 2 L CIEICE A CEiis CH
EBRERTHD, FRINIIEZE A VANER LTS
SPE 7 A /LA DHAXARE~DEHE R L 5 L&
ZHITUWAD, SSPEDRIEIL. 1AM IZFRIZ I
JRYe U T2 35 B0 B RE MR T LU DR ARE THE
BIRG LT= 581220, Blbidfe c 1TtHIR
2% <, BIET D EFEMITIFEHNTHY . 2K
D80% & 8 5,

Wiz BB & SSPERIELUIZIEDOFHEI N & 5,
SSPED I AAEAE 1L, 19854E~20004F(Z 3\ T I3k
B REEERIB000 NI — NDEIATH - T=, — N,
E CORZ BRE BT HDSSPEORAMEIL, K
A TEX1700-3300 AIZT A, KEA Y 7410 =T
PN DA TIX1367 AT AN & 23 Y . SSPE
@%’éiﬁﬁfﬁﬂiﬁé%%z HILTW = L0 EunargeEr:
NH 5D,

ARHDSSPE D[R FE AEFIT19754FE ~19854FE %13
~27 N, 19914FE~20004F133~11. A, 20014-~2006
HZ1~5 N, 2007FE~2012E1Z0~2 N ThH 5,
BU 7 F o ORI EEEROn B, &5
TIRIEERE OB A LY . BUERIS EE TR T 6
LR & 7205 TRV, SSPERA OF -2 34 13D
THakrpot-, F7=. 2HRICIX, BREY V7 F
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> D e MRS LT D RRCKRE [E CIIRRZS DA T
FFZEA LR, LIRS TSSPEL A b7 < 72
STW5, —J, U7 F U BEREROEROETIIFF
BOFATHHEE. SSPELFHAELTEY ., H&his
FBIEOWESLNTIE SN TV 5,

T E TAERICEIT HSSPED ERe A R4 5 7~
OICEfINTE22EY—A T2, BIO
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#1. PD-1pHEZELPML

=R~ TN CEERAEEZ I D, L 0ETRICERERD.

Overview of published case reports on

y for prog

multifocal leukoenc

y (PML)

Median
patient’s age
(years)

Therapy

PD-1fHEZE

Underlying diseases

Outcome

Adverse events

Anti-PD-
1-anti-
bodies

Nivolumab (n=9) 53 (42-73)

Vg 4
(n=9)

Pembrolizumab (n=21) 68 (31-78)

RAZOVX< 7
(n=21)

COIFED, RLTOYZXTT(L5-63R,

Lymphoproliferative disease
(n=6)
Idiopathic lymphopenia (n=

Primary immunodeficiency
(n=2)

Lymphoproliferative disease
(n=11)
AIDS (n=3)

Idiopathic lymphopenia (n=

Primary immunodeficiency
(n=3)

Autoimmune disease (n=1)

Unknown (n=1)

4/9 (44%) Improvement of
symptoms

1] 2/9 (22%) Stabilization of
symploms

3/9 (33%) Death

7121 (33%) Improvement of
symptoms

6/21 (29%) Stabilization of
symptoms

2} 1721 (5%) Worsening of
symptoms

121 (33%) Death

PML-IRIS (n=3)
Arthritis (n=1)
Myositis (n=2)
Parkinsonism (n=1)
Colitis/Hepatitis (n=1)
PML-IRIS (n=4)
Exanthema (n=2)
Psoriasis flare (n=1)

Diarthea (n=1)

ZARLTTLHBDBEHY.

2. Allogenic virus-specific T cell therapy&PML

Overview of published case reports an

multifocal leukoenc

y for

y (PML)

Median
patient’s age
(years)

Therapy

Underlying discases

Outcome

Adverse events

Allogeneic HPyV-1-specif. (n=19) 57 (19-73)
VIS BK virus ¥ RAITHIRR (n=19)
specific
T cells

HPyV-2-specif. (n=10) 57 (17-70)
JC virus ¥ R THIR (n=10)

Lymphoproliferative disease
m=11)

Primary immunodeficiency
(n=2)

Autoimmune disease (n=2)

AIDS (n=1)

Tumor disease (n=1)

Hepatitis B and D (n=1)

Immunodeficiency + hemoly§c
anemia (n=1)

Lymphoproliferative disease
(n=9)

Idiopathic lymphopenia (n=

10/19 (53%) Improvement o
symptoms

4/19 (21%) Stabilization of
symptoms

5/19 (26%) Death

3/10 (30%) Improvement of
symptoms

3/10 (30%) Stabilization of
symptoms

4/10 (40%) Death

PML-IRIS (n=2)

PML-IRIS (n=2)

IRIS, immune re:

cell death protein |
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:4/9(44%)

:2/9(22%)
FET :3/9(33%)
REK R E
ERRE
IEREE
FET

:7/21(33%)
16/21(29%)
:1/21(5%)

:7/21(33%)

BK virustSF R THIRE
HE :10/19(53%)
SEREE 4/19(21%)

BT :5/19(26%).

JC virust R THIRR
W= :3/10(30%)
SER Z5E : 3/10(30%)
T :4/10(40%) .
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