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
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— 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,
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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,
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