JEA TR R SE ) A
HER IR REURIT e 32

2% E H'EE (MSP) BE D£EEREBRE &
LR HIEEIC BT A

MEREE T H

SFfs34E (2021) 4 3 A



II.

II. R EOTHATICEE 2 —E#

H /N

FEAF SRS

% R FVEE (MSP) B O 2 [FE FLHEFR A & 2 RIS S22 B 9 2 A4
B

REA K F R FBRA B AT AR R 73

G 1) MSP WL YE

&E2) —RHR&T v — NEHE

(&kE3) &Y v r— MAH

HFFER
A= b7 7 R 7oL R A EIEIG RN ORRGEE - -

W B
REAR R ZER AR 2O IEE AR A 7

. HNRNPAL 2252708 5 R HVEE (MSP3 &BY) HiZER2DRIE -

HA IEK
FACRZZRFR = FR 0 7R e Ao B

. VePBARF ARG 5 FROBG R L BRRGICONT e

[ ESERI TN
S E BRFPRFE T RUZER MR

VPG T 2SR D B TR B OO R v v e e

G #h
ENTRERR « FREENEE o 2 —  JiEke e A

LBV oy MERETY & R k— MAEBGLKED
B AR OSET R

AR %
TRNZATBEE NE ST s KR g R o 2 —

..... 31



JEA BB AR R Bl e R IR B BORITJE 2
%R0 FVEE (MSP) /B O [E R ARFH AL & 2 (IS 58 B 9~ 2 WP JEBE
reEAT Fo R

ZRMEBEE MSP) EFD2EERBHAEL
EARIEEICET MK

WFEAER T B REARRFPRFEAEMEBIPIFTEMARRR NEL ez

MREE ZAMEHEIE (multisystem proteinopathy: MSP) 1%, <. HAKARRR R 7R & 2 hfasic
BABEREZERT 25D BEMRETH D, REBOFREE LT, VCP X hnRNPA2B1, hnRNPAI,
SOSTMI, MATR3 7% ¥ DI TERNFEE SN TWD, ABFZED BgIE, Fhk 29~30 4 EE 574 A
PRV BE BRI R [ R H0E A BIEMSP) DR BBEEME L 35 JORW AL HEIER, 2RISR R
T O] FHZRB W THEE SN2 Wi U DWW T, 2EBROEFRAIC X Y MSP [B#H 0 FREH
BEITH b, w2 WERROEMEZ BN E T2 IMSP 2RO T & 2ERTHZ L TH
%, AEEOREL LT, EEHEOHELHBICOW TR ZENR LT, KHICKIT 5 MSP DFE
eI O — B L O RHHEHEE 2/ Lc, 5 3 FEPIC2EBE O FZEFHE ATV, MSP
BEOBURZET 5L & HIT IMSP 2EOFH| & ZR(TL, AREBMEOEEN 2 22D
115 L R TR~ OB B IR,

MRSIEE EINTW Wz, BRBYRERIZZ LV ERF]T
HAR IEE  GRAERZRZRLE SRR XM E T 5, IEFEOSFBIRTF ORI X
RN RN B ) - T MSP OJFIKE(E - (VCP <> hnRNPA2BI
ey HEd (BRI RERLE R R hnRNPAI, SQSTMI. MATR3) 3[FIE S, 5K
MHRNET Ed%) Z HEE L7 BERFZE N R L W58, — i CIE
EiE i (ENOREAP - sRREREE L X — BRSO EESHRBOERE S D =
JBEAARRR N R FEaRIBEER - EDNEEL < BURIBHIE N T DT DI HE R
Rt N R 2 R FRARAFTE OIS NREETH 5, AL 29~30 41
B (ENLIRPEsE KIRE ER v 2 — A EEIER B EBOR S (2R ERE
MG R) St (MSP) ¥ BMESHENL I K OB BB AL
PIFRRHIREEEIC BT 2 8%8) BHCRBW T, Fx i
A HAEEM ARFRIZF1T 5 MSP D FERE A iR B3 2 FHAMZE B

ME /3T = M K ORTERERAL R AE 2 I DERRZEEYEZ RET 5 & &bz, AFICE

PEDEAR I AT — ] 1F, BRGE.
REEEZ R THEELE LGRS TE, L
AFERITZEN S DIERICE £ 53, HHZEMmEERIR
E(LIE (ALS) ORMMREE, S—F V=X
LR ELFIMRIER S BT D 2 L6 2013 4F
W2 R E AEAE  (multisystem proteinopathy:

MSP) &9 25 EMEE 2 MEE X7z (Kim HI. et
al., Nature 2013), L 7>L MSP ¥ ML & 1T E RS
B a o RCE-TELT, SWEELE

\F 5 MSP JEF#EFET 5 Z & 12 K> T MSP OFF
ReZ B IRER RO MEAT L, & 51T MSP DJifE
AT 5~ U AET 0B 1PS Ml o
JaET NVOMENL, =7 V) — MR % & B R
FRNT 72 & HE BN TSN T2 I REAFFZE 0D KA % ffe ST
L7,

AR AL, FRRE LB L THRE SN
W EE RS W TR EBIR O FIAIC LY
MSP EHOFERIEZ1T O & & b, MW

-1-



RO E LT D IMSPZRDOF5] &
KT DL THD, mEHIICITBEERR, &
RItHEH . BRBLOER~OKEIEZBEL T, K
PREBBESOEBRN 2 o o A DR LR e
TR~ DXk HERT,

B. iR AE
1) £EEFAEIZKS MSP EEDEERE
HEEE 1L [ 2 R68E BB IEMSP) DR LS

NLFS KOS WT R HEN R, 2 IR IR SR B 2 A
78] BHCB W TRWEEDOIERZITV., A (ITHh
B ) psAMEERGEAE (FTD) 3 L O BERE)
—a—uURE CEAKI A NTF— DFENY
= v MREOZNENDOREIZOWTERA 72
BRI LI BT, BT I —L LT
R (A H LT B), AiEA (0. HL<
ITEER (D) oOWTFhr2 2L EElidbo
% [Definite] , FIEBDOWT N1 HOLU L& BHIE

BARFORER ORI R 2N 72T b D, 52DV,

R (A b LT B). KA (O, bLL
TEREERE (D) oVwFnn2oLllEEAL, A~
D DWW N DOZEEREE AT 5 b D% [Probable |
BIRBOWT 0 1 DL L&z L, B8
DR ERNP AT HRERZROL LD %

[Possible] & EFR L. FREKBEST-,

A2 AEFEICZW 7 7 2 U — T Definite & %\
1% Probable. Possible |Z 5% X4 9~ 5 SEH] DA MEZ DU
T, BAEZETB I OMREISRE LTER 25D
T—RkT7 v —MEEZHEHEL LIZv =74
A MZTEMT 5, ] LG L-MRANRE
I3 LC, AR & am L7 & H
(FIERE, AOHE, b, BB T2EEE. 9
IR, X - R L OVERE S - BRIk
A LU n, BITED ADL, FEIE-OHE TR
RESE) ICBd 5 T v — MR A EMT 5,
R RO « FAGIIHF TR EF O 1L T 23
T2, FABEO/LNIEFI OV TET —F R —
ZAL L. MSP HBE LU 2 R U & L TRIFRY 22251
ZIBHFRAT 5,

A3 EEITRENEOZYMHICE LT, B
R, EB = 2 — o R, FRAVER. # Ofth
DFRIESR BIERICOWTERZERE A, LT,
BEEF. G, BARDSKREET 5, BRI BT IC

DOWTIE, MIEREEDOINTRAEE TS, Zhb
DfiftT %38 U C, ABRBOE S - HREZ P L .
BERABR DR & L CTHREEH T —F N— 2D
N LR IRERIR AN T A —F — = [AET %,

2) TMSP ZZEDF5IE1 DIERK

BEDo )72 MSP 29 OMELR D T2 DI,
PEITA RTA L DBEOIERELNEET
BHD, TOREREE LT, &0 2 FEICHFZENE
F (LT BXO#HE (A, B, EiE. &
AR) AT K O ARRBOEFMER, W, 1B,
REWFZE, FEREICBET 2R A2 I - oird
Do AN 3 AR A E FERE T A DR AE I A H &
2 C,IMSP 2D F51& | OFHHEZPET D,
TREERL T B AR 2 TORRE 72 L CTRIT,
U7 A M ED D, BEES EREE
F. BEBIOEHE~OBEI W LT, A% EH
AOEBEMa Y 2 E2E S,

3) MSP 22 HRIRIMATIDIEE & IREM TR DO EBE(E
AR BOBWNTIET, 55 B0 5 U i RE ST A |
R FRAT 70 & OBRIRFEM & 512, BRI 23
WTHEETHD, S 2~3 FEFEICHFARL X OB
gy —r o=tk s V— A
— 7 T A% ENE L, MSP 2N BEITKR L
TR BRI ZEERR 27T 5 & &b
2, SEEDO SRR EAEE - #TEICH 5358
5 LR D i B R0 T 8L O S KB AR 1 D[R] E %
Higd. IWTRBIOEHEAR, B, &iF. BRI
JRBLOHE B, G2 T OO R P R IR 2 W A
il 2 T2 L RIRFIC, REEEHROT ) A )
AR, FhEEMIE, ALY o oRERAe E AR
AHELOIEZHED | AIEBOASA A3 7 OJEFE
EATN, JEFNC FES N2 IR RERFZE OO FAR T s 21 7
9o PRERAZIZA MR D RA T D KRB E U
75 HVARY N OBE~RET 5,
(fEE i ~DELFE)

FFZE5 40 - AR 2B W T, MEHEEE TV
WO ek a 2T D,

C. IR
F T4 BT HIE EDEFHICBWT, —
RBLOCRFABEEBICOW CEmEITo 72, 1)

-0



MG &£ 721 RE A S OFAEIZE L C, DR
LB IR OF ] ([ZOWTORED M
PR, 2) BRAFT L O AR ELIC B U T [AERRERAL

B TOE AROBILENL (b L < ISHfE) .
PR IF M L DT R UMV ERRKE D L <13/ NEEE
M. KEEZEME 2 L) (BT 2o LB &7
i S ALz, S BICIMERFE £ 72X RBE A S D
FAEICRE LTl 272 2 KRB 2 FF OB DOFE
FENFZRZNICWDAREMZBE L, BIEET LD
JERZIHH XD LT L RE{ToT-, FVCP
AR T2 B2 FFO23 UEFI O fEHT T, 90%IZ X A8
F—. R%ITH /T = v M, 30%IZFTD, 9%IZ
ALS, 4%\ =% Y VIR ERD T 2 ENE S
NTNDZ &N, FIFEERE L OMKER, 15

EDOT T L— NIAA—F L VR EED LT L.

AT R OHEIZMIBGY v FRRDAT Y F 2 &8

5 EDORIENER SN MNELORERICE-S T,
InboEmEMEL. UTOX)I—kBIO

TIRAHATE H A HEE LT,

(—XkEA&EIEH]

% F R HESE  (multisystem proteinopathy: MSP)
D— WA

FLHAEH B 202148 H H

B4

= n/%ﬂq‘%

A ZERA

O ZRMEALIE (MSP) O2Wr YD definite
%Y 12 HE

1. 72 L 2. Y — i
@ ZRMEEAEIE (MSP) OZ2WriAEDprobable
2 it 72 3 E 51

L@L 2. HY — Bl
©® ZHRMEAEIE (MSP) ORI Dpossible
%ﬁkTEW

1. 2L 2. HY — Bl

@ O~@L4 CTEEH @ BE E s (VCP,
hnRNPA2B1, hnRNPA1, SQSTMI1, MATR3) DZH
A D IER]

1. 72 L 2. HYH — 15

A EDOEE

1. EZEFHNIB T 52016~2020454FEM 0 _Eitik
BHEAEBIZOWTIRRATE N,

2. REAHBEROHR ZITWET DT, %Y
FORWGATYH 1. 72 L) 1IcO&E2IF,
<TEEW,

3. #&H., FIEFNZOWVTEH
T, THH<TIEE N,

TRMEEITHNETO

(ZxEREEEH])

PERI 1. 5B 2. &
AEAR (B £ A
%

BEBUERT ABERR ()

H. BEOFH ()

AR ()

2B %8 1. definite MSP 2. probable MSP 3.
possible MSP (*iZWiEHERI) 4. 2ofh ()
HEERIEFEA EE) & A () %
eWriER () F A () &k

SRORDL 10 EICARE 20 FWZEPE 3. ABTE
Wt —  EgE2ZA 0 () H B 4
Wpt (Bsfede ) 5. BT (W) F A Bl
ROGE: a 72l b HY ¢ KU, [ERES
FER - () 6. Z OO

MEFEE-IE 2. HVOL &, EFEEIRA
FBANDDOIRIEL 2L 2. Y (LLTFICEE)

WerR - EIR - B R

a ()a 2L b Y

b.Ek ( )a 2L b. 5V

c. b ( )a 7L b Y

d. B ( )a 2L b. 5V

e. lifi ()a 2L b Y

f. Bk ()a 2L b Y

g ()a 2L b »Y

h. Zoftt (el © JER: ) a 2L b &Y
(et = JEfR : ) a. 2L b. &Y
(et : JER: ) a 2L b. BV
(el = JEIR - )aﬁb b. HY

MHEEIR 1. AISEMAEARGERAYE 2. Eh= o —

B 3 BHARI AT — 4 BV

R 5. —=F YR 6 o ()

-3



B R AEf%
1. ATEEMIEREEEAAE a
(R e AB (axkiE )
MIFEFE - () R
K @ BmETE) @ MEILUIERT ©
LR A ORI @ [E# - FRE © A

b. &0 (LLF

B & AEEOR . © I THREREE © %
oM ()
2. BEZ—a—0O &E a 7L b HY LT

IZEZ) e A

WIRAFRR - () I

EAEE = —a ER O AR EE ©
FiraE @ MfltEk @ JEALBETEI
ThoE# = —m ER . O B RREk ©
SEiBrEi @ MokfnEi @ MELREREK

3. HAKIANF— a 2L b HV (LLFIC
B o A

WIREF o () gk

WAL @ B @ FRE @ LhEE @
Ho©® KRS © EiaEAE @ TR
Zoft ()

4. BNz v MR
&) o R
WIREFm - () K
WAL O BHEE © FHE O B @ KRG
® Ky ©® zoftt ()

5. N—=F 2V a L b HY (LATICHE
&) e A

WIRAFR - () K

FEdR 0 OmiEil @ZREAHEE Ok @
g - FE) OFHTRY © Foft ()

6. ZDMh FFL : ) a. 2L b. HVY (LLFIC
B ¢ A

WIREFm - () gk

WIFEFEAR < AL ()

1. #0Of @& : ) a 2L b. HY LIFIZ
B ¢ A

WIRAFH - () K

WIFEIEAR « S8 2 )

a. 2L b. Y (LLTFIZH

B®REMR
1. BBERCTEE a 2L
c. KA d. ~BH

b. HV (LITFZER)

ZiEiir O ArEaEE @ MR O oM ( )
2. BEEMRIEE a 72L b. HY CLTFZER)
c. Kig#E d. ~H

Zaiir O ArEAEE @ Mg @ o ( )

3. WM >F a. 7oL b, HY (LTFEEER)

c. RiEAE d. B

MR T O AEAEE @ MEEEE O Zofh
()

4. HHEREE a. 2L b HY LI TFZEHER)
c. iR d. ARH

TP - O MrhfE @ SEfEfER O

Mgk @ REALHE TR

SRS O RerbRtaE @ HfftEk @ M
BEfEIR @ MELEERE Ik

R © BirpitaEisk @ SEgirEsk © M
BhErE @ MELgERE
5. MECKEIE a 7L
c. Kgf& d. ~H

6. FIRIERE a 2L
c. AEA d. RH
AR © =Af © kRS © KR

SR @ oM ( fh)

FLEPTR O BEY 22 @ BAK (BB ([ ]

J

b. HY (BRAM : )

b. v (LLIF&ER)

B[] MR BB SN O) @
A el (L 18 - [ 1 MR BESh

“HALIZO) @ MHCclass1 FEL  ©® AKIEH
faizi © stz e (0 J/hafbfife- [ ]
ANEEZERE - [ ] KEEZEM) @ Zofopr i
()

7. M;BEALPSE a 72l b HV (REfE: )
c. Kfrd d. A~

8. BRALPS{E a 7cL b. BV (REME: )
c. RfEAE d. RH

9. BEXEE a 7oL b HVY (LUUTZER)
c. KA d. AR

iR O BLE @ BXF © ARG @

B

e O BHEE © FHE O B @O Kg

® KEE © Foff

10. BOUFIS5374—8E a 2L b HY
(LLFE&R) o K& d B

WA @ BHEE @ FHE O BB @ KRE

® K5 © Zofh

_4-



1. BREEE a 2L b b0 LUIFZER
c. Kird& d. B

i . @ Bt © B

. O HEF O KFHE O B @ KRE

® KE © ZFoff

12 FRSVFSURR—E—SUFEE a 22
L b £HETHY LLTZRHE) o KrE d
AEH

WAL O OfFRRE @FE#H @K
N

AT : /SBR ()., ZSBR ( )
13. MIBGD@Y U FEEE a 2L b, £HEIKT
HY (LLTZEEEH) o KE 4 R

i s IHMEE (). B#HME (), Wy
HLE ()

BEFRE

1.VCPER a 2L b. HY (BHE: ) c K
B d. RH

2.hnRNPA2BIZHE a. 72L b. bV (EHE . )
c. KA d. ~BH

3.hnRNPAIZERE a. 2L b. D (EBHE:. ) .
P N

4.SQSTMIZEHE a 2L b. HV (BE: ) c

Kk d. R
5. MATR3Z®E a 2L b. HY (LHE:. ) ¢
KpE d R

6. O Bz EHR: )

R

1. BIEBMIEERBAYE a 2L b Y (LLFIC
[ . A

1aRE . OFwRE () OIFEWRE ()
@Foftt ()

2. BEI—a—R02&E a 2L b HY LLF
i) c. A~

BERE . QU ALYy =1 @Qx=FT7Ry QFE
ODANTIEER ©Foftt ()

3. BAKIANF— a 2L b HY (LLIFIC
[E1E2 B N
1awE - OFEWRE ()
@Fofth ()

4. FNT Ty MR

@FIFRE ()

a. 78L b. Y (LLT %%

) e ~H
1 OB AR A SR — FREFA ()
oft ()

5. I"—F YR

@ %

a. /2L b. HY (LLFIZHE

Z) ¢ RBA
TRIEE -
O L-DOPA {RIEZIE : a. 7L b. &Y

@ RN URAEMEEEE HRRR: a 2L b
HY

@ Foft () HFEDIFE: a 2L b HY
6. DM (5L : ) a L b. HY LLF
WZE%) e ARBH

BEE s ()

1. o (/4 : )
WZEZ) o A
B ()

a. 72l b. HY (LLF

LI

BEE W22 1. F% - st
AR 2. FF - BOTITIREES AN H AR (S DR
Doz L) EBRBtREY 3. BATEE, HEHiE
BE#hioWnwThr—oL bR TE3, BEAERIIN
22T 2% 4. FERIREE - KoOvg HHREE, & 250
THETEER DD 5. JEOIH, IR O AEEE
(R A, POFroRE e &) N LIFF T
H

BEE (BRPEH) | FFE-@tyiibsbsin
AR 2. FF - MOTIINEEE S, AR OR
DOz LIBRBhAN 3. BHHTARE, Pt
BEIOWFRN—2LL ERNTEPF, BEEFICNH
BiZ224 25 4. MERIREE - ROV HIREE, 50
IIHENEERH D 5. JAE U, FERORRERE
B R, TORIRCEE R L), AN LIFRGE
A

FLABEICBWTL, lH % OREF] D2
IZHASNT, kB IO KHAETEE OMGEETT
o7, BT, MSPORREZ FELT 5~ U XA &
UWNTEIRIEIIFZE S, MSPHER D B A I3 BR 7 A FEAT |
BV y MEBRETOY & Ko x— b & g
H % 5-BiAat: O RMIEEIR G 72 & OIRRBIFIEA D
i,

1 F B ERMATR3Z X AMSPRIN 8728

-5-



A D — > TH DA — F 7 7 P—DREHEIC
Ko THRIET D & D GERIZEEDUVN T MSPSRLE
TN TACK LT, A= 77 V—RHEHETDH
HINReA G L, FOIEFENRERAEL
720 MSPSHUIET L & LT, OBFFAR R L O R
MATR3ZFBLT 577 / HfE 7 A VA (AAV) X
g B = RAERHNICERTETLE, @
BHRMATRI N T VAV 2= 7~ 2% W=,
OOET NV TIEE AR 2R & H I ZHRRHED /]
BALZFBO TN, T3~ A Vo EENEST 5
&L BRHERDUGE L, BRI Np62 3B L ~L 3
DL, pO2BEEEH T D IMRAE B LTz, @QDF
TIUTIE, PRI B RGO R ER | 1E
EHEREIR T, AR OBHRE N D, BRI
BCIImi o/ MRb & & biT, BELY Z2ha,
TDP-43X°p627¢ & D TEENEE ZFR D=0, 7
R A 2 B RN B X0 | AR Np62 5
LU U p62%EEE 2 3 B AfRKED B L
Teo TR A 2 ATpO2M M EE R O A2 S 72 5
L. MSPOIRIFIE &L 72 2 IREMER R LT,
BARGIX, MSPOFEM S Z ML L, 2k
EBEDTZSIREHIRERZ B 2 7 - TRAET B TE
BT D70, WIS HE BRI TYID TS
L 7= MSP3% B i HNRNPA 175 5 % & B2 IR < W3R
U BT 72 2aMSP3RIGE R D3 LA 3 I T, & DR
B2 \ICMSPRIHLHNRNPAL, p.D314NZ B % e th
RENERABME OMPEE AR I A RF—2F RICH
ELT,

B 51X, 2N ETICHARATOREN D2

VCPB AL 12 BIGME DS R84 DGR G & et L

FIZALS, EAKI A NTF—%2ETHEHE 2 <
DT RAFRFREEE 2 2 U EBI B FET S
ZLEEWST LI, VCPEIGFZEFITEE O RRY
PREBE L 2 E TICER T = 2 — 2 N F— DI
BliEHE ST e, B = 2 — e XF—0
W& T <, VCPRIBFERDF - IREIRE L%
Z B, VCPEin 1 BIXF —8 5 A& BoF —
FHRNTHLEERRBAERE LD Lt L
776

ElE & 13, VCPIR AR ZE SAEGIS B D B IR AOFFE,

BRI R, A TERME . %IRRT
U7e. BRI A B ARG 4. M 3
FNRF— HPA BT 4 — ALSTh -7,

JELAT RIS T S 723 2B BV TR Y 22
ol & AR FME R L 238D T2, VOPEA 1A BRITE
Fefn. RAERRRE, B, TR AR SRRV EE &
kL., BRBIIZETHDLZ EEHLNT LT,

BAGIZ, BNV y MBETOYE Rex
— b ol B # 5B iR O R IR 5 4 042 L |
ZOFTHLNEBRNTET VA% b LIZ5H%
ORI LA B LA BRds Lz, BlfE
fEMTIR LT, MEEMRRERIZE T TH L, A
TIEADIEB T o 2 AREBI180HILL | T DIRRRE
WBOFRITEE L Z 2 TR Z2ED TN 5,

D. Z&

AHFFENZ I\ T, MSP D SEEE % fif Bl 7~ 5 AL
JEHIODZWIHEMEIC LS X —RB LU Kili#
HHZMEE L, 5. BARMRFS MR NE
HE LR E LT 7 — N EZ £ L, £
E RO RRETIE & L TARKBOES: - ARIEL
BT 5 & & HIZTMSP 2D 5| X | #3617 L,
AEBBAOEBEN 2 B RO L EE
A~ OB e A BT,

E. #&5/

AFINTIIT 5 MSP D EREZEI T 5 AT
HHYDO—WIF O R H 2 feE Lz,
3R EBLO FEREFR A& 21TV, MSP FAF
DOBR AT D,

F. BEEIRER
AR

G. HREXR

1. ERXFER

1) Nakahara K, Tkeda T, Takamatsu K, Tawara N,
Hara K, Enokida Y, Tanoue N, Narita S, Fujii A,
Yamanouchi Y, Morinaga J, Yamashita S: A
randomized phase 2 trial of antibiotic
prophylaxis versus no intervention for muscle
biopsy in department of neurology. Acta Med.
Okayama 74(3): 261-264, 2020.

-6-



2)

3)

4)

5)

Shimazaki R, Uruha A, Kimura H, Nagaoka U,
Kawazoe T, Yamashita S, Komori T, Miyamoto

K, Matsubara S, Sugaya K, Nagao M, Isozaki E:
Rimmed vacuoles in myositis associated with ©

anti-mitochondrial antibody. J. Clin. Neurol.
16(3): 510-512, 2020.

Oyama M, Ohnuki Y, Inoue M, Uruha A,
Yamashita S, Yutani S, Tanboon J, Nakahara J,

Suzuki S, Shiina T, Nishino I, Suzuki S:

HLA-DRBI allele and autoantibody profiles in
Japanese patients with inclusion body myositis.

PLoS One 15(8): 0237890, 2020.

Hara K, Nozaki K, Matsuo Y, Tawara N,

Yamashita S: Biological significance of target ¥

fibers in amyotrophic lateral sclerosis. J. Neurol.

Neurosurg. Psychiatry 91(11): 1241-1242, 2020.

Amato AA, Hanna MG, Machado PM, Badrising

UA, Chinoy H, Benveniste O, Karanam AK, Wu

M, Tanké LB, Schubert-Tennigkeit AA,

Papanicolaou DA, Lloyd TE, Needham M, Liang

C, Reardon KA, de Visser M, Ascherman DP,

Barohn RJ, Dimachkie MM, Miller JAL, Kissel 10)
JT, Oskarsson B, Joyce NC, den Bergh PV, Baets

J, De Bleecker JL, Karam C, David WS,

Mirabella M, Nations SP, Jung HH, Pegoraro E, tH
Maggi L, Rodolico C, Filosto M, Shaibani Al,
Sivakumar K, Goyal NA, Mori-Yoshimura M,
Yamashita S, Suzuki N, Aoki M, Katsuno M, 12)
Morihata H, Murata K, Nodera H, Nishino I,

Romano CD, Williams VSL, Vissing J, Auberson 13)

LZ, the RESILIENT Study Extension Group:
Efficacy and safety of bimagrumab in sporadic
inclusion body myositis: Long-term extension of

-7 -

RESILIENT. Neurology 96(12): €1595-e1607
2021.

Tawara N, Yamashita S, Takamatsu K, Yamasaki
Y, Mukaino A, Nakane S, Farshadyeganeh P,
Ohno K, Ando Y: Efficacy of salbutamol
monotherapy in slow-channel congenital
myasthenic syndrome caused by a novel
mutation in CHRND. Muscle Nerve 63(4):
E30-E32, 2021.

Yamashita S: Recent Progress in
Oculopharyngeal Muscular Dystrophy. J Clin
Med. 10(7): 1375, 2021.

Tawara N, Yamashita S, Nagatoshi C, Nakajima
M, Ichimura Y, Okiyama N, Ando Y: Anti-NXP2
antibody-positive dermatomyositis with aortic
thrombus in normal aortic wall. Rheumatology

(Oxford) 60(5): e159-e161, 2021.

ITFE: BHERIENZ v A =TT DEA
KGR DIFEEA =X I, ¥E L EEF T
26: 43-46, 2020.

TREE AR BRI, T &
80-86, 2020.

.
PR 69:

L FE: BRI A a7 — L HBE L
VAN OER. HHEEETT 26:26-29,
2020.

WTHE, FAES: Eill=2—r KA.
Clinical Neuroscience 39: 91-94, 2021.

I FE: —H Th 2 imBl~ iR EaIE L
KW D721~ MEIERET: 37: in press,
2021.



1)

2)

3)

4)

5)

6)

FRER

Yamashita S, Hara K, Nozaki K, Matsuo Y,
Tawara N: Target fibers in ALS are associated
with selective autophagy-mediated clearance of
denervated fibers. 31st International Symposium

on ALS/MND, Virtual, Dec 9-11, 2020.

T B ALS IR B EWR 7 7 O & 1E
E (B . 52 8] B ARLEEE R
o MR Ky T A i),

Jun

Yamashita S, Mukaino A, Yamasaki Y, Hara K,
Tawara N, Kakimoto A, Ueyama H: Clinical
features of inclusion body myositis associated
with Sjogren's syndrome. 5 61 [A] H AR~
ez, Wi (A7), Aug 31-Sep 2, 2020.

Hara K, Yamashita S, Nozaki K, Matsuo Y,
Tawara N: Clinicopathological investigation of
target fiber in amyotrophic lateral sclerosis.
61 [a] B AMpRE i, Ml (KA 2 —),
Aug 31-Sep 2, 2020.

e SeoL, LB ISR, TGS, (&
Y. HHER, AHEBSE, TORER, fAER
+. bliF, ZRAERE, R =
— 7 VR SO L2 B AR R ICE
\F 2 S IR R A S PER - DREIR AR (U —
7 va v 7). 532 Bl A ARG R N
2, 4R (H3) |, Oct 1, 2020.

B, RE HARFERRR, (LRFEsR, 1

7)

8)

9)

SEah, HARERRL, KEFERE]: Hr#l CHRND &
G EREZAT D AT —F ¥ o RIEGRE
(X% LT F B — VIR G- O R
55 38 1l A AR AR AT E S, H 0 (A
f#) , Oct 29, 2020.

. REET, JFEgE, BREE
AEHIF-. Jantima Tanboon, R
B MEAPE, - = SRER:
RS, B (B

WM&, %
=, gkt
55 38 [a] H AR TR

7#) , Oct 28-30, 2020.

% it R VBE D O fif & B3R
DERRNE. 55 25 [Bl H AEEp H
x5 8 Bl HAEHRIER R v U — 2 5

AN

I EES, web (B ) , Nov 20-21,
2020
B 2REBEEIC T 2 AigaMIEE

RUSRAEE. 56 39 [B] H AGRHE R FINES
£ H B web (3 AR T L), Nov 26-28, 2020.

X%\éﬁ FHOMFRFHLIZOWTE, ENENDHE

HiZ

H. XA EEDOHRE - BHIKRE (PEESD)
1. FEFIE

L

2. RAFESK

L

3. Z0fth

L



RITRTZCmE (ERH1)
BH1. MSP SR

[(MSP 2 HrEL#E]

% R4 % B EIE (multisystem proteinopathy: MSP) (&, BB . hiR MR RAL SRR EEREARERD DEE M
EETHD, LATDSHAKIANRF—OB /T yME. FIEERIBEELEMHEN & 6T MIBMPFD IV S KRB MR
BEh T B2 —OVRBLRESHLUBRERLET HIEMND., IEE MSP EFfT 2R BMSHIRIBE T,
LWL ARERSIEERNI S RITIEE>TELT  BHAELEHONTULVEL, BB =1 — O K B O/
RIBERRME. HAKIANF—EIVThEEERRELTOBMBENTEOOLNEREMBMIEIATOSH, X
LWEEEIARIICH1TS MSP DEEEXRATIATAEEMTER - FHIET LD TH 5.

A, (TEIEFEE)AIEREAIEER R UTO (). 2. Q). DL TEHTEO,
(1) ETHEOEETHORMEEREETERD . ThLICKYBEEEFNHESN TS,
(2) RD a~f DIEKRDS>LDOIEB LI EZHT-T,
a. RINEIITEY: LLTD3DEEKDIBEVNT M DL EEHT=T,
OHEMIFELZITE. QILEOCTF—DO RN, QE BRI THES B CEIBET1TE
b. MEADLDNIFESR S
c. HEOEFEBAOKRIN: UTD2DERDSIENT M DLULEEFE-T,
DithFE DEROBEAFICH T B RER I, QL KMFEROHE DR, RITAMBIEENSD
ETFPEE
d. B#-ERMY: UTOIDEKRDIELNT M DULEHE-T,
DEMEEDRE. QREMRIIEXNEITE. OQFREE
e. AFEREBETEDOEIL: UTDIDERKDIBLNT AN DU LEEHT=T,
OBREEFOZEL. QBE. B, BIETSHOEM. QOBFMIFKXITERE
f. BROEPHBREICSO T, BEOCEEMBAEA T ERBFRFSINTOSICEAIDOST,
EITHREEELNADND,
(3) RIBRZEXC{RIEEZERTERIZEEED MRI/CT TOEHaH PET/SPECT TOHRBPMRIETHAAoN 5,
4) RN LI TOERBZETHEATES,
Q7 ILINAI—IF. QLT /IMAEIRENE . @M BEMERENE . @EI T LIERE . OKNER EE R
EMAE. O ERIAE. SORLGEDIFHEE. DFKEEE

B. EE)=a—0UFEE: UTD (). (2.Q). HDETEHETIO,
(1) BMARETHD,
(2) FBILEITHETHD,
(3) HEFFR-RERMRT. TEED ad b DLVTILEH-T,
-9-



MIEIFTEHE (ER 1)
Bih%., MR, SRED - LR, (RERrELE (BETRIE) | fEER - TRAAREBDAREEICH (TS,
THEE =1 —ABRE, HEHBERTR CETHER SRR EFEERAERRE) TORATES.
a. 12U EDMREIC EALES =2 —O EIEZRH . Hh D2 DL L DEEICTALER —a1—0 BN H 5.
b. TR EICE TSR OBEEEEFERNHY . FHED 1 BB EIC ENS IV TES -1 —OHIEA

Hd.
(4) Bro‘2l: LT DEBZEETHEMNTES,

Ofer - FieRE (E5. SRMELE., FHIE. RMPIHELELE)
QX HIREE (ZEMEH -1 —O/N\F—, BEHEZ1—0O/F—4)

C. HARIA/NNF— LTD (1).(2.03).d. G)YDETEHTID,

(1) BRHERHDHLMT=AE., EEEE R LHMOHER - HHET

(2) ;& CKENAEE~FEELR

(3) BEREEFHBRE (HERE)ICHITAHEMEEL

(4) BRMFEZNREICBITAAE: Tita b cDLVTFAMN I DU LEEdEHT
a. BERYZERIZE DB R
b. #AOCHIBEIZHITS tubulofilamentous inclusion D TFFE (B FIEMEE)
c. RNA #5& % A (TDP-43, hnRNPAT1, hnRNPA2B1, matrin-3 %) £, L [ZE A B H iR ¥ —7H— (p62, ubiquitin

£)BHEOMBERNFTAKRGOLEERS)

d. BEEFMICIEBLAFRMEIZETD MHC class | FIFOEBRLHMAZMEEROLL

(5) BRSOV LITOHRBEZLTHEAITES,
ORBMEBHER SFaVFY 7R, BRE. BEABHER) . OREUHER (ZREHLXREHKX. 3 AKH
K. YPILAARIANF—F) . QFFr /LK (B EERRE . SAM=——EIRE) . OFBENERE (EEH
B|NE. ARMEHEANERE) . ORDBHESA/NF— (FIRIRPFESA/NNF— #BRKE. B R KRB EE
BE EH)DLESANTF—F)  OFFIMIANF— (BHEERE. BEESH. ATOMRSF/NF—F),
DERESANF—(RTYLEA/NF— FbaTHE, TIILFIZOATR. PO N\TF— BRI HE
fE. ZTDH) . @FARIRHES A/ SF—, QB BISA/SF— (GNE SA/NF—, SFESANF— ZTDOth)

D. B/A\CTYME: UTD ()~Q@&TE#T, =
(1) BEBXKRETRE - EREHSIBTRIN-BEELOREEDHFHMMGARREY
(2) BOUFITS574—TOEETHER
(3) BN EZET: LITODEREZLTHEANTES (BAHILEBTBZEITEERETITI).
OEES (R M- exiet)
QEMDERERELE
(4) 3EMR: MBEALPELUEERBT—H—(BRALP)ASHIEY

-10 -



E. BEEEFDEEDES
BESND VCP. hnRNPAZB1. hnRNPAT. SQSTMT HLLLIE MATRI DESEEBIEFLTE

<BHOHTI—>

Definite & Probable Z:&R&ET 5

Definite
IREE (A THEER) FsERIEEE RANJE and/or BIEB) =2 —AER) . FiEE (CHAKRIA/F—).
LLLEBEREDBENRDzyMR) OLWT 2D L EBMOBEEEETFEREZET S,

Probable
REE (A FTHEER) FsERIEEE RANJE and/or BIEB) =2 —AER) . FiEE (CHAKRIA/F—).
HLLLFBEREDBENRDIYMR) OLWT M DU L EBMOBEEETFEREZET S,
HAHUNIE,
REE (A THEER) FsERIEEE RANJE and/or BIEB) =2 —AER) . FiEE (CHAKRIA/F—).
LKFBEREDBENDIYMR) OVITIAN2DLUEEZRL. A~D DLWTIIDREEZET S,

Possible
IREE (A THEER) FsERIEEE R ANSE and/or BIEB) =2 —AER) . FiEE (CHAKRIA/F—).
LLLFBREDENTIYMR) OVWT M1 DULEEFL. E BMOBEEEGEFISHRHERNATALHR
FLOEREROEN. HBWNE A~D DVWTIHDREEEZET 5.

F1) EBAEFBHEOREERIREEMEDDMELEICET S,

F2) EPMRMREMEROLIGE . AREMGHREERIESFONGNATEELNDS.

3¥3) Guidelines for diagnosis and management of Paget's disease of bone in Japan. J Bone Miner Metab.
2006;24(5):359-67.12#9F%

F4) BfE S, KBS, EET, IEBIZIFF T B (Prevalence and clinical features of Paget’ s disease of bone
in Japan. J Bone Miner Metab (2006) 24:186-190. B/\ Y kE 7 ;5 X ISBN:ISBN978-4-89775-201-9 (‘&
MBEFRET. FMTVAIVAHEMREZSR),

E5) RRDEFONFELDIIENZLMNIEFEEHEH S (Prevalence and clinical features of Paget’ s disease of
bone in Japan. J Bone Miner Metab (2006) 24:186-190) ,,

-11 -



WIGHHEHE Bk 2)
HERICEB T 3% RMEEHEIE (multisystem proteinopathy: MSP) @

EREHE~ W1 O BREV

% ZAREHERE (multisystem proteinopathy: MSP) (%, i E. HXAFRER 7 &4 a1 B HBEERIR
i 5 BEMWHEETT, U2 OEHAR I A F =B Y =y ME, AITARIBEEAMESA G 2
[IBMPFD] & L CREE I NTE L0 E#H =2 —n VIRE R ESERMRIERD 2 T2 2 b,

ITAEMSP &3 2 R EBERAMRIE T T E 37 AWTZEHE CIEER AT H i MSP 2 e 2 505 L,

Iz b LicHimEHELZREL CWET, ZofECIEeEDRMMRERNREMED 4T 0 %

HEBEE, HRTO MSP OEREZI L IC L, IR - IBHRERAEIC O BT nw e EZLTwE T,
BFHE»EHFLE TS, MSPICBHT 37 v —bicZii ez nwiz72%, BREGL-LFLET, &

ol fM2EXs LBV EZLET,

MSP Wi

=\ blt jj — "I
= —
MSPzZBTDATIY
. B EE (A FE A B AN E
Definite 7
: L . EEsOEEEETFER
wWFhmh2opt + (VOP, hnRNPAZET, fmﬁfifsosmh MATRS)
BTy R =
Probable g, nse |

CVOP, hnRNPAZBT, hnRNPAT, SOSTMI, MATRS)

BTy FH =

BIEAEREAE
1
rWIhezoptk 4+ WFh A QR EBORIERE

FRYTyE =
Possible —ormetaE BRAOBEB T ORE RN
z
— FELHRS DRE
AR T — FATh o+ (VCP. RNPAZE], BoRNPAT. SASTMI, MATRI)
BV R - or

WINAOE BORIKE

* FTSEMSETIEEAE, B = 2 — v VIERE, BAE I A F — BV = v MBI EEDFEHIC O W
T Y =794 b & R 72 & v (https://www2.kuh.kumamoto-u.ac.jp/msp/activities.html, QR
a—FZ),

* RKPWRECTE AT I — XK INTEY WIhd 2 oMU EEBHMOEE*H 3 2% b D% Definite,
WIENP 1O EHHOERZET 25D, 50w 2o EERKiEREEZET 5 H D Probable,
W 1 DL FHIADERD 2 IIKEEEZH T 5 D D% Possible L ED TWE T,

* 5D Definite, % L < I Probable, Possible iCDWTEEFEZ 72X\,

¥ BICL v, B CIAOFEOHOH L TR IV 727210 % L3EWTT,

-12 -
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fefEt e S (B 2)

% FHEEHERE (multisystem proteinopathy: MSP) ®O—XFHE

RWEAR 20216 A H
BiGR :

HLRERH,

e 4,

O %HFMEAYIE (MSP) DOZWiIHHED definite % jij 7= THERI
1. 2L 2.9 —
@ LRMEAERE (MSP) OZWiEHED probable % jii 72 3 EH
1. 2L 2.9 — M
@ SRMEEIRE (MSP) OZWiEHED possible % it 72 T HEH]
1. L 2.9 —
@ O~QLUtcEE o BhEEE T (VCP, hnRNPA2B1, hnRNPAT, SQSTMI1, MATR3) ©Z5# %
A9 5 HEHI
1. 2L 2.9 —
LA LOFEE
1. H2ERHC BT 5 2016~2020 4F 5 Ff] o FFlEEERERIC OV TIRHAT I WV,
2. REHREEROME 2T VETOT, HYEEOHWEETH [1. 2L 1cO%21F, TRk
-
3. ®%BH., BIEFICOWTE RFAEZITETOT, THI7ZI 0w,

OFEOHOHFE Tt ZTRFEWZZZ T NIEFEWTT,

JEA T BRI B IS B R B BORIT /e S

% FMEEAE (MSP) H#H O eEEERE & 2RATHIREICBE S 215
prrefEE Wt B

REARFRF e AR FAITTEE iR N

T860-8556 HEASURARAT PR XA 1-1-1

TEL: 096-373-5893 FAX: 096-373-5895

e-mail ¢ y-stsh@kumamoto-u.ac.jp
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et e e
ZRMEOEE (MSP) 2EEFRERAAR (CRARE)
EAEmEi e e AR R R R ER SR M EAEEMSP)BENEEXRERELLERTIERICET HHR]
REEHEAR: F A = EHRES EBRER)
HEMEERSL:  ( )
=S ( !
REHEMHMES K( ) &( )
FrTEH : EBERFIE ( ) AR ( )
B ( - - )
E-mail: ( @ )
COEFERIBED-OIZOAEAL. BAOMETEFLET .
EREEBICXFFEEFBFESRAVN D, ZENH LGB EZOHTF BEEZOTHEEAIZILY,
(e 1.8 2% |[4%AH8 (FIB) £ A B.BEOFEH( &
SEERER | BBERE( ) AR ( )
iR ] 1. definite MSP 2. probable MSP 3. possible MSP
HEREFA | (FEB) £ A ( ) %
FEWER (FE) £ A ( ) %
SRR 1. EICABR 2. EI123&ERE 3. ALl — =¥ZEH:(AE) # A H
4. B5fE (P sk
5. 3BT (FEfE) F A B
BEDAE: a %L b.HY c FH., EEER: ( )
6. TDh
MBREFIE |2 HYDLE, EHEFRT
REBADSORE|1. L 2. HY LLTFIZEZE)
e fEIK - Bin TR
a. R ( ) a. L b.dHY
b. & ( ) a il b.HY
c. it ( ) a7l b.HY
d & ( ) a7l b.HY
e. fifi ( ) a il b.HY
f ok ( ) a7l b.HY
g F ( ) a %L b.HY
h. ZDfth (#5EHA: fEIR - ) a L b. HY
(T4 - fEIK - ) a7l b. HY
(H5HA - FEAK : ) a7’EL b. HY
(HehA - fEIK ) a7l b.HY
WFAEK 1. BTSEBISE R FR AN E 2. EB-—a1—0O kS 3 HAKRIA/NF—
4. BN TYMR 5. 8\—F YR
6. T D1t ( )
B PRAE 1% 1. BTSEBISE R FR AN E a. 5L b. HY (LLTFICEIE) c. B3
(£#@) IFER: ( ) %
fEAK : @ BINFEITE @ BEAOXIFER N O £BELBRIFEBADOKI
@ BE#-EEHE © OFERLEEEOELL © XTHEES
@ ZDh( )
2 BEF)—a1—0O KR a. gL b. HY (L TIZEZ) c. NEH
WIFEER: ( ) %
LEEEF—a—O R O wiEEE @ BEEE O MiitaE @ EIusEma
THOEEI—a—O ek @ BisiEedE @ BatEE O MgithiE @ ELEEtaE
3. HAKRIA/NF— a. 5L b. HY (LLTFICEE) c. B3
IFER: ( ) %
b OEE @ BFEH O LBi @ KHE © KERE
® LR @ TBOEAE ZD1th( )
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ZRIMECOEE (MSP) 2EEFHEBARE (ZRHAE)

MIEHFTEH S (EEE)

4. FINDIYMRE a. 4L b. HY (LUTIZEE) c. 7B
IFER: ( ) %
ERAL DESE Q&5H#H OB @ KBRE ©OKE
® 0 ( )
5. IN—FYUPF a. 7L b. HY A TIZEZ) c. 7B
K FEE ( )&%
fEAK : OmaRl QZZRFEE Q¥ ORH-FB OHTEE
® 7Dt ( )
6. TN (f54 ) a L b. HY (LU TFIZEIE) c. 7H4
FEEE: ( ) %
R - ERAL: ( )
7. ZTDh (fF4: ) a %L b. HY (LU TFIZEIE) c. 7H4
FEEE: ( ) %
WFFELK - ERAL: ( )
BREmMR 1. BEERCTEE a HL b. %Y (LLTFTZER) c. RIRE d. <8
EHEERL : @ RIEEE @ fIEEE O FDfih( )
2. EBEIMRIEHE a. 2L b. %Y (LLTZEER) c. RIRE d. B84
EMEERML: @ WIEEE @ RIEEE O FoMh( )
3. WML VF a f2L b. HY (LI TZER) c. RRE d. ~BA
MFETERGL: @ FIZEE @ AIEEE O Z0h( )
4 HHEREE a L b. %Y (LLTFTZER) c. RIRE d. <8
ETHER LR O NeREE © BEiEfEE O MiEMHEE @ ELEEHEE
SRR AR @ MimpiRsEE @ EfEfElE Q MugasElE @ fELgasaEE
RERMEL: @ RriReEls @ TEAEMEE O MofhtElEl @ RELEESAE
5. M;ECKE{E a. 7EL b. HY FREIE: ) ¢ REE d. 7<BH§
6. HREEE a L b. %Y (LLTZE:ER) c. RIRE d. B84
A AREBGL: O =Am @ LB—mEsH O KERMEHR
@ 0t ( )
EEWR: @ #BERYZ=ha
QHAKEBR ([ 1#-[ 1#laE B\RINEHELIZO)
Q@ HAKGERE)([ 1% [ 1#HEE BRINEHELIZO)
@ MHC class I #I§
® RAEHRREHE
® HRREEEL ([ hAakRgE-[ NEER-[ JKBEED
@D FDMDFTR ( )
7. MFALPS{E a. 2L b. HY REIE: ) ¢ REBEE d. <84
8. BRIALPE{E a 72L b. HY (HRE(E: ) c. RKBRE d. =B84
9. BXIREE a iL b. %Y (LLTZE:ER) c. RIRE d. B84
TR: @ BRE @ B8Z%H @ BRIUE @ BELE
ERASL DEZEE QFH#H QBB @ KBRE ORE ©® ot
10. BOUFTS 4r . .
" a gL b. HY (L TZER) c. RIRE d. INE§
TJ1—EE
ER4L DEEE Q&5#H OBFE @ KBRE ©ORE ©® it
1. BRERE a kL b. %Y (LLTFTZER) c. RIRE d. <8
TR : D BRIGE @ BHLEL
ER4L DEEE Q&5#H OBFE @ KBRE ©ORE ©® it
12. K/X2VMS a BHL b. REETHY (LLTZREH) o kA d. 7NER
VAR—R— BRI D% QERK%Z QL#H®: OLEEKK
VFEE TR : HSBR( ). ZESBR( )
13. MIBGILEAY a. 5L b. REETHY (LLTZREH) o kA d. 7NER
VFEE FrR: FDHAH/MEE ( ). BEAH/MLE ( ). SR LER(
BEFRE [1.vePZER a. 7L b. HY (EE.: ) c. RRRE d. B8
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ZRIMECOEE (MSP) 2EEFHEBARE (ZRHAE)

MIEIF e (ERES)

2. hnRNPA2B1ZE  a. 7EL b. HY (EE: ) c. RIEE d. 7NER
3. hnRNPA1ZER a. 2L b. HY (EE: ) c. RIRE d. 78§
4. SQSTMIZE a. %L b. HY (EE: ) c. RERE d. 7~B§
5. MATR3ZE a. %L b. HY (EE: ) c. RIRE d. B8
6. ZD4th GEfEF: TE: )
BB 1. ATSERIEE R SR ANIE a. L b. HY (U TIZEE) c. 7H4
AEE: OF 373 )
@ FEEMEE( )
@ FDth( )
2. BE—a—O kS a. 7L b. HY (LT ZEIR) c. 7H
BEE: DQULY—IL @ TR @ BE @ AIIFREE
® ZFnth( )
3. BHAKIA/IF— a. 7L b. HY (U TIZEZ) c. 7H4
AEE: OF 37F-33¢ )
Q FEFEMEE( )
@ 0t ( )
4. BIRCTYNE a. L b. HY (LLTFE:ER) c. TNBA
BEE: @ ERRRRR—RELH] ( )
Q@ Zznh( )
5. 1N—F VIR a. 5L b. HY (LLFIZEZ) c. 78
BEE: @ L-DOPA AEDR: a. L b. HY
@ RSV ZEKEEE BEMR: a. L b HY
® Dt ( ) GREME: a L b. HY
@ Fnth( ) CREMER: a L b. HY
® Fnth( ) GAREME: a L b.HY
6. ZDfth (f5 a. 3L b. HY (LLFIZEZ) c. 784
BEE: ( )
1. ZDH (fE4 a. 7L b. HY (U TIZEZ) c. 7H4
Ak ( )
] FHEE 1. REB-RFEEBT A6
(MZLRE) |2 RE-BFEEHEELS. BEEFEORYDILEEETREL
S EBATEE. . BHOWITANA—DOLULENTEIT . BELFICNBZEET S
4. RN & - ROIZH R, HEVIBRTEELHD
5 REUIR. EROMNFEERRERE. POBRFELE). ATFERIEER
EERE 1. RE-RFEEHTEE
(RIREZERE) |2 REB-BFIEHREBLEAS BEAREOEYDOILHEEBTBIL
3 BATEE. . BEHOWLWITHA—DLULNTET . BEEFBICNBEETS
4. MR RE#-EROELERE,. HOIWIIERTESLHHDS
5 [EUIR. EROMNKEERMRERE., DIOLFBRRELGE). AIFREMER
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JEA BB AR R Bl e R IR B BORITJE 2
%R0 FVEE (MSP) /B O [E R ARFH AL & 2 (IS 58 B 9~ 2 WP JEBE

SRR FE R

T— 07 O—REZEZRAVESRIREQEE AR R DKL

BRsHE T B REAKERESEMEIETIN AR
e N N NGECIRCV N SN T e
AR MBI IR PR

MEEE ZAMEAEIE (multisystem proteinopathy: MSP) 1%, "BHHEIH<F . AR R 7 &Ll
BABERZRD D BEMEEEATH DS, AREDOFREREELE L LT, VCP IZMA T, hnRNPA2BI X°
hnRNPAL, SOSTMI, MATR3 TE(5 1M RIE SN TV DN, ZlgasiEEIND A D= A LIARHTH D,
B ARG JOVE R MATR3 258l 27 7 VBt T A VA (AAV) X7 Z—%~ 0 2GR NI AR
T 5L, AR B L IO NI ERD T, BEMATR3 T VAV 2=y 7 <=7 AT,
P I D B SOOI R B . SEENSREIR T, BT OERE S A DT, B IHR B CIIAhsriE
DN & & BT, FFELD 22/, TDP-43 <° p62 72 & DR E NERE 2380, FHpfA CliEfh =2 —n
VORI E T A= A N MATR3 BELOIK FRH LN, AAV ETABION N T v AV 2=y
VTR L TCA— N7 7 D RERTH D T8~ A VU B EENEE LT & 2 A, MifRERNSE L,
BRI p62 FEE L~ D L, p62 BeE & A T 5 D i Lc, &8 MATR3 €7 /L CldEt A
KIARF—LER = o — v VREDEA LTREN B S, BRI CIIEREEE & & 2T oy fiklhs
DEFEPIRES NI, T35 A 2% p62 BHEEERORD 2 72 5 L, MSP OIRKHHE & 72 2 WEEMEA

mENT,

A. BIRE®

% % | HEJE  (multisystem proteinopathy:
MSP) 1%, fiRoE . IR 7 E 2 NEER IR
BEER AR HBEMEBRTH S, DA bEA
KI AT =B Y = v M, BIFAEEREA M
JEDNADET 5 [IBMPFD) &\ 9 BB FERR
TV, E#j= o —na URER SR it
JER S 2L, I MSP & BT 2 5 S RS
Sz (Taylor, 2015), EERHY = & X
B> TV, REBOJRKEE T & LT VCP
<> hnRNPA2BI. hnRNPAI, SQSTMI. MATR3 i&fx
FMFERES TN D,

MATR3 (% RNA f£FFS° DNA (&1, BRI AT
TA T RRAIIEIEI B 59 D 2 ARk RE
A9 5 (Giordano et al., 2005; Salton et al., 2011;
Salton et al., 2010) , MATR3 O 78 H2 & MM RE R 2K

BRI~ AOBMEEE LT-5 L, ~T af#Es
PEZS BLAR TR B AE U B R O R B & 5
T 5 EHE I N TSN (Quintero-Rivera et al.,
2015) . BAEHOMEER = o — 1 L EE O L
W, Flix D~ ZFRRIC BT D MATR3 D3¢ Hifif
HrCid, AFHIRERIC B W THRIBEm W —T7, B
Aol e & O EMIERI R LIE (ALS) o/
¥ K OVWHEA R 2 £ O @A I A N F —

(VCPDM) ThEE I HlEas Cldb - & 38
DMEWNZ LRS00 E 725 T % (Rayaprolu et al.,
2016), L72>L MATR3 ZRN | Ll x [EHET 25
A= ALFARATH 5,

ARFZED HIIL, 28 5 MATR3 (2 & % MSP 73 &=
LR EANRBIBEO—>Th oA — 77—
DFEFIZ I > TRIET D & W I IGEIZHESW T,
MSP5 BIEF L~ A2 LT, A— K77V —
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RERTHH I NN~ A UG L, FOIEED
BEWET 2L THD,

B. AR AE

1) BpAERE L OV MATR3 2 38557 7
JREET A VA (AAV) T B2 —%~ T RAFHT
WICER L, A— 77 V— (R TH D T/~
A EEENE ST 5,

2) Fli 2 ORI IS 1T D2 B MATR3 D 5228 % fif
H 572012, BREMATR3 b AV z=v 7
VU AEERL, A= Ty UK THD T
N AT wEENEET 5,

EFREDBXIW2) O~ T RIZHOWT, {TEIFN
B L ORREL IR %217 9,

(fEE i ~DHELE)

HGRTE 5 26-028 15 L OV 2-062 5 [ 74535 XL OMH
SEJFRIE & £ 5 ALY 2 A/ F— (VCPDM) D5
RBET VOMENL EIRIFEIERSE ) & LT, Rk 26
9 H 22 HREEARKRTF R LV BIE 4D
R SRR I TWD, FIAKGR
%5 C29-150 1 L TN A2019-020 5 [ #rds K OWA
SHFRIE & £ 9 AL 2 4/ 8F— (VCPDM) D5
REET /L OEST LIRFIERSE ) & LT, ¥Rk 29
5 H 16 AREARRTFR X0 B I25RE il H 4K
WInTWD,

C. AEHER

1) HAERBIUEEZRMATRIFIZAAR Y 4 —
DEEHEBEEETIVICE T H&EL

B AR s OV BAIMATR3 % 58 Bl 5 AAV-A
78—~ U AREEHNICERT L &, %52
BB AR s JOVERA & BT DA B e
IR E RO T, Loy LEPAAR & 28 BAIMATR3
7B — R LT BRI CIXAE B AT AL L)
572, MATR3DIEEL T EFATRIMATR3 & % VN ZGFP
FEBLEAE AR CIXAZICRTE L72h3, BRI MATR3
BB CIIMEOERD R oz, —FH, &
FLRIMATR3ZEBUE RS Tl EDOIER & & HIZ
MATR3® R v MRF#RMENEEZRD T2, I HIC
pe2 D MRKE N EEEE 1L, AR LY b A RM
MATR3ZEHVE ¥ 5 CRsEE I A D iz,
AAVEERERfICK T 24— b7 7 U—BEEAD

T A T 5 & p623s L OLC3-IIDOFEHL L~ L
13 BAIMATR3ZFE BLEH I CHEIZHEML T
77o E7-MATR3IDOFEEL L~Li%, BAERE L O
FIRIMATR3FEBLUE 75 TRI10M% EF- LTV 7ans,
125 kDa®D BRI D .72 5390 kDa<°70 kDad
RO RidH &Sz,

AAVE T VKR LTI R~ A oo Z RN G-
Licl A, BpAER ZRER L G\ THiRMED/IME
{bEBDT-, ZERAIMATR3ZFH T 5~ 7 2 TiL,
BRI p62FE B L~V 08 L. MATR3XCp62#%E
A6 T DHHENIAD LT,

2) ZEMATRI+S VAT =y IR HIRIZEIT
%Y Hs

BRAGOER) = = — 1 23T D2 FMATR3
DOEMEEFHIT 572012, CAGT vE—4% —%H
WTAEFMATR3 (S85C) cDNAZ BT 5 K
TUVAY 2=y IR U RAEER LT, Dl L 13
RO N T VAV 2= 7T AR RN LT3,
B b BEIE R #523 /M IR P AT HIR 336,38 T
BV, PEEOH#3113F L OH3116:%#8 TI1L68.91H
LRS5OI TH Y, F RN~ 7 ADI134.11 & g
U CAHBEIZAEFHIRIDERE LT e, #3113/ D
~ 7 AT, 12086 K B OBE RSB L,
1B L BFICEREND L, e—%r v R
K7 v b7V b T A ML D EEBEEEL T 2324
b, RO~ 2 TIIMERRE N EAL L,
REMR RO i B DI & i RME R LR A o= 2
CRDMRAREICEDFBIZEDL Z ENHLNE 22
272,

2038 i~ 7 A DB HL OIS FREEAT TIE. AhkRME
DORPNARR, WNIEZRRHE, &I 227z & ORI
PEZEAL 2380 . —ECITNER E R S,
FLRAIEE b A B iz, £T-MATR3X°p62, LC3,
TDP-43 D fi#AENEEE 25860, 2EANTM 2 THr
Abd 2 W IT @+ EG A R L 7ZMATR3 &
TDP-43DFHLR A H LT,

10~ 7 A2 T 8~ A v o EEENE S LTz
LA HREMNP2FEBL L~V L, p62#E
L2 HT DRPAEDE LT,

D. %
e TR, BAR OV EA MATR3 385
AAV D' K FHHETE DN i RRAE N 20 R QBRSO A

- 18 -



— F 77 V== — O EF A IR biopsy in department of neurology. Acta Med.
- >~ SA L
ZHlbTZEAEHRELTWD (Zhang et al, Okayama T4(3): 261-264, 2020.

2019), S BHITHFH A HINL L 72 ZF MATR3 k7
VAV x =y 7 U AOMRHTCIE, #RRER R R 2)  Shimazaki R, Uruha A, Kimura H, Nagaoka U,
DSOTEHENEEREIR T . AR AR e E ORBIR &

- . . Kawazoe T, Yamashita S, Komori T, Miyamoto
@7z (Zhang et al., 2019) , AR ELFAIMENT Tl

VCPDM R & [FIREIC . FhiGue /NEAL. INTERS K, Matsubara S, Sugaya K, Nagao M, Isozaki E:
BLOBEY Z2farse EOfpEMEEES R S5, B Rimmed vacuoles in myositis associated with
TP MATR3 OREAMENET L, p62 <> LC3, anti-mitochondrial antibody. J. Clin. Neurol.

TDP-43, MATR3 DN EEE 2R D7z, FHb
W CILES =2 —n VOB, 70T
LT A haYA NOHAEIZIZ T, MATR3 X° 3)
TDP-43 DEH) = = — w1 NI EEEN b
7= BRI O T 0T A I 7 AT, v

16(3): 510-512, 2020.

Oyama M, Ohnuki Y, Inoue M, Uruha A,

Yamashita S, Yutani S, Tanboon J, Nakahara J,

Yoy, A NUVAKG, BEESH., BLO Suzuki S, Shiina T, Nishino I, Suzuki S:
FEREICEE T 2 A EORBTEZ /R Lz, 377 HLA-DRBI allele and autoantibody profiles in

bbb, A~ AT LTIE, HAMEI A F—L
EHE= o —n VRPN ES LIOWREBR BB S,
R T IR RE & R A o MRS O B S R

Japanese patients with inclusion body myositis.

PLoS One 15(8): €0237890, 2020.

s {Ltf . ) 4)  Hara K, Nozaki K, Matsuo Y, Tawara N,
T8~ A U ALS RELARH R 2 EDEA . S

S5 RAERE O L5 % P 5 Sk 5 25 M 9 BB 0D Y R Yamashita S: Biological significance of target

E B ENHIFEESILTTWVWA, L L VCP AR fibers in amyotrophic lateral sclerosis. J. Neurol.

L2 MSP 125l 2 T84 v OISR Neurosurg. Psychiatry 91(11): 1241-1242, 2020,

DN > TEH Y (Ching and Weihl, 2013;
Nalbandian et al., 2015), 5% & HICAR~Y U AET 5)  Amato AA, Hanna MG, Machado PM, Badrising

NV E TR IE ORI 2 TE Do UA, Chinoy H, Benveniste O, Karanam AK, Wu
=a M, Tanko LB, Schubert-Tennigkeit AA,
E. &
S <A 1 MATR3 ZE#12 L 5 MSP5 Hl o Papanicolaou DA, Lloyd TE, Needham M, Liang
TR L 70D Z E 3 ifE S LTz, C, Reardon KA, de Visser M, Ascherman DP,

Barohn RJ, Dimachkie MM, Miller JAL, Kissel

F. [BEEfEIRIEHR
JT, Oskarsson B, Joyce NC, den Bergh PV, Baets

R L,
J, De Bleecker JL, Karam C, David WS,
G. IEHEEK Mirabella M, Nations SP, Jung HH, Pegoraro E,
VN
1. EXFER Maggi L, Rodolico C, Filosto M, Shaibani Al,

1) Nakahara K, Ikeda T, Takamatsu K, Tawara N, ) ) )
Sivakumar K, Goyal NA, Mori-Yoshimura M,

Hara K, Enokida Y, Tanoue N, Narita S, Fujii A, . . .
Yamashita S, Suzuki N, Aoki M, Katsuno M,

Yamanouchi Y, Morinaga J, Yamashita S: A . L
Morihata H, Murata K, Nodera H, Nishino I,

randomized phase 2 trial of antibiotic L o
Romano CD, Williams VSL, Vissing J, Auberson

prophylaxis versus no intervention for muscle
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6)

7)

8)

9)

10)

11)

12)

LZ, the RESILIENT Study Extension Group:
Efficacy and safety of bimagrumab in sporadic
inclusion body myositis: Long-term extension of
RESILIENT. Neurology 96(12): €1595-e1607
2021.

Tawara N, Yamashita S, Takamatsu K, Yamasaki
Y, Mukaino A, Nakane S, Farshadyeganeh P,
Ohno K, Ando Y: Efficacy of salbutamol
monotherapy in slow-channel congenital
myasthenic syndrome caused by a novel
mutation in CHRND. Muscle Nerve 63(4):
E30-E32, 2021.

Yamashita S: Recent Progress in
Oculopharyngeal Muscular Dystrophy. J Clin
Med. 10(7): 1375, 2021.

Tawara N, Yamashita S, Nagatoshi C, Nakajima
M, Ichimura Y, Okiyama N, Ando Y: Anti-NXP2
antibody-positive dermatomyositis with aortic
thrombus in normal aortic wall. Rheumatology

(Oxford) 60(5): e159-¢161, 2021.

W BMERIEN 7 m A =27 FHEA
KR OFFREA I = X . ¥R 27T
26: 43-46, 2020.

W FEE AR BRI 2. BT &
IR 69: 80-86, 2020.

IS ARMFEARIf A e T — LA L

=)
VAN DOERR. HREEETT 26:26-29,
2020.
TS, FARES: E#=o—n U RKA.

Clinical Neuroscience 39: 91-94, 2021.

13)

1)

3)

4)

5)

6)
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WTFE: —H ThOr2HRE~mEEEIEL
<ZWrT 272 DI2~. M-I 37: in press,
2021.

FRER

Yamashita S, Hara K, Nozaki K, Matsuo Y,
Tawara N: Target fibers in ALS are associated
with selective autophagy-mediated clearance of
denervated fibers. 31st International Symposium

on ALS/MND, Virtual, Dec 9-11, 2020.

T B ALS X3 B EES 7 O ETE
EE (FBAREE) . 2 2 v H AR =
=, AHE (BT A k),

Jun

Yamashita S, Mukaino A, Yamasaki Y, Hara K,
Tawara N, Kakimoto A, Ueyama H: Clinical
features of inclusion body myositis associated
with Sjdgren's syndrome. 2 61 [A] H AfH#E S
SRE, [ (A7) |, Aug 31-Sep 2, 2020.

Hara K, Yamashita S, Nozaki K, Matsuo Y,
Tawara N: Clinicopathological investigation of
target fiber in amyotrophic lateral sclerosis. 5
61 [B] A AR R, Il (RAZ—)
Aug 31-Sep 2, 2020.

FEFSEOL, LB RS T, &
2, EHEE, AEBEE, LR, FiARR
F bS], LA R, DR =
— 7 LV UEERE A B OF LTCBEE AR 2 IC T
T D AR AR T DO ERIRAIETRSR (U —
7 va v 7). 5 32 8] B AR SR A A

£, 4R (A |, Oct 1,2020.

B, RE, B FRER, (R, Ml



7)

8)

Seah, AR, KEFERE]: il CHRND i#
BrERERTH A0 —F % » ROVIEGRE
\ZkF3 DL T BB — LA B O S,
5 38 [0l B AR P ATE S, WO (A
{#) , Oct 29, 2020.

RIGREE, REE, LB, wEEs=
&, S+, Jantima Tanboon, HJit
=, ARHENE, MEA PR, PETF— =, $nKEPT:
55 38 [m] 0 ARG AR AT ES, B0 (A
{#) , Oct 28-30, 2020.

=
—

B R FEED B fiF & B3R
VIR RO ZARME. 5 25 [B] H AR EEp G 7

PO A

x5 8 B HABYRER R v b U — 7 R

oo

9)

ElRIFTHES, web (ZHE ) |, Nov 20-21,
2020.
IR 2 R0 B EEIC 31T 2 Aifga g

RIGRAE. 45 39 [A] A AGRAE F2 AN ES,
£ d B web (3 AR T A, Nov 26-28, 2020.

H. M EEOHEE - FHIKRE (PEZED)
1. FEFIE

L

2. RAFESR

L

3. Z0fth
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JE AR SR Ao i Bl 4
% %4 BEE (MSP) BBoE o2 [H

HIRVEAR BRI FE S 36

FHRETA & SRR SIS B9 S P SEEE

SRR R

HNRNPA1 ZEZ# 5 2RMELEE (MSP3 &) HHKRRDREE

DS

HE HARLES
LR

I &

=
=1

\

RAERZERFBEE R TER MR B
B A JRRERSET L2 R

SRR L R 4 BLE

PaILEESE 1 SRR 3, ikl gE . LTS, SARESE S, a2,

BRI 2 HARET 2

PHRAEKRZAARENAL, 2 ALK PR B 2 R FE R R 7207 B

3[R AL E e )45 B |

4 FEISTR RS AL T 7 2 R B AR RE P

SESLRG - AR v Z —

MEEE

ZRmE A ERE (MSP) OREMISAMENL L, ZRiEEL SO 2RIKHEE LS 2> T

JEATHIATEICE T D720, WFFEHHE O B AH THIH THds L7z MSP3 #UBH#E HNRNPAI 58 % X 6
(IR MR L, #io7e MSP3 BUZZRDIE R 22 ik A lz, Z OfEHR, #7212 MSP B HNRNPAI, p.D314N
O 3 2 e o R VB AR TE DR AR X AR F —2 FRICFE Lz,

A HREEM

T2 2 R E A E)E (multisystem proteinopathy,
MSP) JEFIZFER L, BREMIE O, 2EFERE
AR L ORFIAHIESRI w57 5,

B. iRAE

IR 2210 2 fF 5 BEAIKR I A RF—5 R 5 filF
K OF WM O i ZE ARG 2R (L E  (amyotrophic
lateral sclerosis, ALS) AAH I HAZEK H1 2k DNA 508}
ERGICRER Y — 7 == Wi 2 —
v M) =T 2 A M D d T T Y — A
FRMT ZAT o 72, BT IZ2Wic % - 7= MSP3 Kl R55H#
heterogeneous ribonucleoprotein Al
(hnRNPA1) 3#{= 1 (HNRNPAT) 28 5L % £ 5 flipe
AR IANTF—FROBEREREZNE L, D
FEAR 2 BERN D 5ER & LR LTz,

nuclear

(fi B ~DHLE)

AT HAL K PR PP E R R m L B
RN THERZEHTBY (TEEEFHERICBIT S
B RNT) (A& 5 2012-1-563, 2014-1-358,

2016-1-822,2016-1-823)) . & h7 / & - BIx 1
MrafFgeic BE9 2 fmEfadt) ZIAsF L T\ 5,

C. RHER
BATERRE MSP BEER D% —57 v MY
= DU ARITIC R D | AR AR A T
LD 22 % ) BRI AT —2 FR 240D
TRABEICHEH (Jzumi R, etal. 2015) TV Z2a
O E AR A/F—Z A H L7 HNRNPAL,
p.D3UUN ~T m B EWER R L, o —ik
THER LTz, SHIZ kiR 240exy V) — MR
ZBINTIT O BRIZE DI, BEAO IR B
BHREBD o7,

FHUCIFIE LTz 2 KR 2 4 OREHRIERIZE H#E
L7-2%% 44 (IzumiR, etal. 2015) & BERIRSELR
EALL L TR D, 40 3%~50 RIS TR AL
TE T, BITREECRIE LTz, —J. iBaikhE.
DTBEBEIZIE IR 7oA, BRBREICE 597, #EE
BRI R T B B, R A B LR 2R

ST,

_02-



D. %

HNRNPA1 258 % ffg i C & 7o 5 e R B R a
BRI AT —D 4 FROIEG| 2 HesE LG DR
V. BERRHEIZIBW TN, FEE, Bk RE
L TIE <, & BITHMMERE AR I AT —
FEL TV,

E. ¥

MSP 1375 D 7 BURTER B & B 2 DAL DD, L
D 22k D BRI A/3F —L> ALS-AisHMIGH
TIZRHNE (frontotemporal dementia, FTD) DI
(ARIRE O MSP B s 28 B4 WL 3 ATRE
PR O BRI 2R Z R UM b IR < HEFERE S
FRET AR T T 2 ER B D,

St%. RERIBLCOREFILERE & £ OFEM 7 ERIR
HHROINE, BLOBRFIY ROMAZIB 72
WRIRIKHIOMEIZ ST 5 2 EBREIR S LD,

F. {@RERIER
FFRLEFIH A L
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FAE HESL, AR —K, HA IER. MR
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