I"l"l"l"l"ll'll'll'll'll'll'll'll'll'llIl’

| EERBIC ST MOSEREE

‘i'il'il'il'il'i#'i#"#""i'li'li'li'li"i"ii

268 7’057

V—LICEBIAEXF I E /NI E

rom © MERE

Bl W, HHE XRE

KW B W TUHEORE ZH ) .
B ORI 2479 & B
BRI DL REESH LN D L L DI
7=y FOSHNE, TuTT YV —A

1. FL&IC

BN S X BHED12% % Db Lwbhb 7T
TV — ok, MR (DUTEERE) 2 SMABICES TR
TOEBEMIIBVTEHEICREIN ST o5 ~
NI BGRBERGERTH Y, 28X F Ly VX HE
ATPRAFIZ 3RS 5 2 L2 X DB N DL ¥ 7 A 6l
B O 2 AT R HE VMR C@ Y. Tur 7y -2/
FIZI DKL OS FSE L2 FF V8 (K6, KII,
K27, K29, K33, K48) HHIBNICERT 5 Z &5 T
W3 2o THHIIBNICH D S CAAAET A K488
TUTT Y=L ENSIFE LRI FF VEHTH D,
TUT TV —AIEERR SN DAY, 2ERF UL
&4 9 % UBA (ubiquitin-associated) N X A > & 777
v — A EEE T AHUBL (ubiquitin-like) N XA ¥ O %
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TOTFT Y= AT F ALY U HORGE
fek, 7aF 7V —LIZKASIEFF ALy vy
e = O RY A
, TOHEANDY - WELITH) L EFF VHZHENR
KAWL X F AMEEEE, 2 FF by 8
Hu 7077V —A~NERT2HEBORER L, STIETREENY VT BHRICHES
LTWAIENbhroTE ATE7Tur7 v —241C
DRk - IR O RF O PR IZ OV TN T 5.

L OBMIR 2 0 eAT) 2212k, B

IAEDTEAMR OEARIZL Y, 2% T

BIFsavxF by Vo2

Hovx MVHTFICE s TTu s 7y — 2 3ElES NS 2
EHISNS, TUF TV —AIIBIFAIY X T A
IS S HEERTF—~E LTHEHEINTE 2D, &
W, HilehIEFRF U EE KA AL Y (ubiquitin-binding do-
main : UBD) O[]0 L AMERE AT - B AT Bl o AL
XD, WERED OBER IR T L RERRERE S & 702
HoTETBY, HEEFLVWERZAE TS

2. 26S7AFTTY— LDOIEE L EE

2687077V — AE3BHMH6HOT 7=y b h b
% %% 25MDa DB FEAKRTH Y, Tu7 7 — Xtk
D208 2 7RT (core particle © CP) &, ZOWNGlI4&
FLIERTF ALy Yy HD5 % BT % 198 Hl k-
(regulatory particle : RP) #*5 7% %59 (R1). CPi3al~7
Dot 72=y b bba') V7, PI~TORY T L=y
OB VT DappfaDNEICE L - f:qjmmﬁ‘%iﬂi
ZHEDL, B, B2, B5 HIFF O MEOE P A 58 O PELS
M3 5720, MBAOY 878 L 2R S TL“C
W5, RPIZATPase 7 2= v b & G HHEIKH (base) &
ZE (lid) 2SR SN, base i 6D ATPase ¥ 7 L= »
b (Rptl~6) & 4% @ non-ATPase 7' = v b (Rpnl,
Rpn2, Rpnl0, Rpnl3), lid iZ 9Ff D non-ATPase ¥ 7 L= v b
(Rpn3, Rpn5~9, Rpnll, Rpnl2, Rpnl5) »57%%. RPIZL
CEF VHOMI LR, EBEY X HOBEIILE
CPHIENDHE Y AR . o) ¥ 7 OHYIZCPNEN

pp. 48-56 (2020)
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RP

(J£)26S 70T 7V —ALIECPOMIGICRPAIZ A L& RS, () 7077V —201 X F VHZHAERT T
2= I Rpnl, Rpnl0, Rpnl13 (& RP E M2, Rpnllid ATPase') ¥ 7 @ L ICHE T 5. L OMEMIICLY, 2
X F U MEEEORED O ROMBECTRPOWEN YA F I v 7 I8 TAHZ EHL IR 7 (PDBID :

4CR2).

DIEY VRXTBEOAYDO (F—=1) &h5BH, RPHESE
HELBRWVIRETIRa 722y PONKIRKICL D EINT
BY, § T BEOEENRBAEZH WTWS. RPACP
ANEET 5 & Rpt2, Rpt3, Rpts D C K HbYX Bkt 7 3
DTy T 3 1) BHIACPDa) ¥ Z MO FEr v
MIHIEZZ LTy — 2SR &, VAREEPHEIZCS
NE s VT EANa) ¥ 7 F v 2IVOEE13A DR
F—1rtx@EBL T, CPHRIEICEDATNS I EAHEL
b, HEEIICPTI~NR2T I JBEICT TSR, 7
ur 7Y =8N E S,

3. JOF7YV—-LOREMIEXF U HSRE

26870 T TV —AICBITLIEFF UBZHERELT
¥, £ ENF7% % UBD %2 Rpnl, Rpnl0, Rpn13 231 &
M, 40U oo E s ok LKA T a7 T
V= M X B RERE LTRSS NS Y. — kI,
AL O & F EE 7% UBDIZL Y FF » O Leus, lledd, Val70
WC X BBUKEE Sy F 2 Bk 5205, RakT A MO
HEWPHELALT 74 =T 4 —DERIZXY, inviro T
Rpnl, Rpnl0, Rpn131Z X HT 5 L ¥ F F VSO @D
5% B, Rpt5RRpnls b LY FF VL DOXENH
HEENTWEY, EBIC7ET 7Y —2ICBVWTLERF
VAR E LTEHIC LN E o TR,

1) Rpnl0

RpnlO I IRMICHE SN2 EFF VEHZHERTH D
N A Ui @ VWA (von Willebrand factor A) K % £ 12 &
D7usr7V—2EaGL, CEImMAOUIM (ubiquitin-

interacting motif) TLEFF VL UBL KX 4 VL &6
5. UIMIEANY v 7 AfETK4AS LY ¥ F V& Bk
% (F2A). EEHERpnl0IZ UIM & —2 7213 F52>—75, Mfl
FRpn10I I 2D UIM A FiH, LEFF V25T 20T
5ZETIADIEFXFF VI TLIREGE2MOTED
K48 B L K638 & 835 Y. BERETIZRpn10KIHIZ L
CdF VHOBER-MNITIE A LA NTIEUHBEIE T TH 5
A%, RpnlOKIE~ ™ 2132 ¥ 55 ViER % £ U ChA
FTHDHI L, HLIZL ) ZOAEMWEEEIZEL
reEzons.

2) Rpnl3

FERRIZ B W TSRO 7=y b E L CTHZE SN
Rpn131d, —KECH] EOREMED BV TFA3 e MITIERD
oY, BALMIRESR TV ARVWEEZ SHEH SR
Wiz, 20, e 7T T Y —AR25HTFE LTHRE
& M7z ADRMI 25Rpn13 & RAT 72 BLAIAH FE M & 50 4+ v
varsL L TEREND E, 02X F VS EKRE
LTORELW SR ) —KIEHZ%S72. Rpnl3id
N K Ui W2 8 B D UBD T & % Pru (pleckstrin-like receptor
for ubiquitin) N X A ¥ &¥H, 3AKD NV —THEETLLE F
F 2T A (M2B). & FRpnl3idPru KA A4 Vi X
5L XF v EQEMEAILNZ &R, BRHIRAFESINT
WHRWT I BOFGICIDE ZEFF UITH KN
MEAL, K48, Ke3gHwIhe b aa3%"%. %
7o, YAEFXFF L EORETERpIBIEEEM Y X5
VERBHTAHILIRENTV S, EBERETIERpnI3 G
VIR TCTH 505, Rpnl3 KIB~ 7 A NIFEAFHIC L &
5. L%L, RpnlOK$E~ 7 RIZH L, RpnI3KIE~ 7 A

Ak 5592 &5 15 (2020)
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(A) Rpn10 UIM

(B) Rpn13 Pru

(C)Rpn1T1

2 7877V —A2EXF VHSHRICL D LEF T AR

(A)¥ FRpnl0 UIM £ K48 V2 ¥+ F > D44 (PDBID : 2kde). (B)~ ™ ARpnl3 Pruk ¥+ F > D44 (PDB
ID :2259). (C)E#HERpnl T1 £ K48 Y X F DA 4 (PDBID : 2n3v). LY FF 2 O TRL, BUKME Sy
F (Leu8, Tled44, Val70) ZJKf TR L 72, TEFF VEIZRKIZY RV EFVTRLZ.

T FFUEROBETHY, BEFZIZERETHL T
RS, BB LI FF VR RE L TOER
PEIZRpn1O D FHE VW EE 2 SN b, HFLBERpn10, Rpnl3
CHERBIILERF O OBHELEREFRT LI LND,
Rpnl0 & Rpnl3 i3 7077V — AU X F VEIZRMEE L
T L £ 25N 5™, JZEIZ, Rpnl0 & Rpnl3
FESCWBEEZAFCLIESF U EAMZANL) ET5 &
I IZRPEH DM 27 L, Rpnl0 UIM & Rpnl3 Pru M
HEZ X F V45 T HREOHIVATHLZ LMD, —
DDIY FF V% WH DR IS 5 W REE b R &
nTna 'Y,

3) Rpnl

Rpnl l3HABD Y v P VHFOZHEAKTH 5 Z &kt
ENTW22S, RECR ) EHEIEFF VAT A2
EAE SN NERBWICH 530~407 I B S
HHYE—= RN EZATE U HEBETERSI RO Y
FRoOba A FRAL VT F U BEHBT L (¥
2C). FEARFAL VY EDTIKAL VD3RO v 7
ATy % PVIHTOUBL KA Y RIEFF LV ERAL
T2 AL Y ThZEFF VfLEE#E (deubiquitinating en-
zyme : DUB) Ubp6 (b h Tl Uspld) DUBL KA ¥ &4
4% 5. Rpnl lZK6, K48 L ¥ ¥ F » # k¥ 5. Rpnl iz
RP DRI D 72O RIBRZER T & 0 as, AR
TERRATIC X B 163 LIS L 22 B R T ¥ % F itk
AN = AL OBFEHAEA T

4. v MIVAF

oYY PVIHTE LTSNS Rad23 (B Tl
hHR23a, b), Dsk2 (UBQLN1~4), Ddil (DDI1,2) &
UBAZ N LTE/ X F Vi3T5, 2EFF
PLEIm<aHTre” (B3). v Y MVHTbIESF
F VBRI Z R 2 E B EIin vito T/REMN, UBA%

“OFFDORad231ZUBAI TKE3H &< &AL, UBA2T
K488 & X4E3 5 —F, UBQLNI UBAIXE/ L¥FF
K48, K63 # ik 3 2. L2 LA S, BERERad23,
Dsk2 (X &5 5 H K488 B L K298 & D& A A in vivo T
WRIN TS, R, BFICBWTKSHIE F 7
ALy VST H ORI SIE AAAT ATPase TdH % Cdeds (1
#)p97 (e b) BHAEKICL> TSI Zz0L, Y x b
VHFZ2ALTTasr7 Y — LI EIENE 2 255
I2E¥ N7, UBLEUBA%2 D% LDIF7LF Y TIVAR50
~1007 I BHS%D) Uy H—RHT, Tar7V—21
NOBEY YN B OMBIEE SO TS, b, Yy
MUVRTFREEE LD IR EINDE DI TERL, 5
FRNCTHAMN SND D, ZOERILHIEIST-WHEEH
W2 & AR LB 7 3 F N D FERE S I & BV RS 72
DEHEREINTVE, BRICBWTTET 7V — L 505IC
ML 5 BMO LY X F L #ZFHT T (Rpnl, Rpnlo,
Rpn13, Rad23, Dsk2, Ddil) % #EREA AT L7251
THDHI NS, E54DLIEFTF VHZHFROFELEIR
BENTWV5S.

¥ x MVIRTF O #Y) 2 BRI AE B ICEETH 5.
Ry a vy a vy NI Tk Dsk2 OBB BT LY F 5
LS oy ERILEC X B R L 202, L
H{UBQLN2, 4 Dz T AR TIX, 2¥FF by v 37
BOWMD s o8 BEEREERE D720 L, MHmEmEm
WAL 72 EOMRENEBRETI SR T2, vy M
W7 OFRRNZ2EEDMON>2H 1), UBQLN AL
W SNy Y BR G Beie y X e 7 a7
TI—AN) 7 — T HZER, BHAIEFF ALY v
N7 B R EO I 2 L AUR SN2 UBQLN2
FA ML ZABERACRAEST S 2 ERH- A AT &
CTZELRAERENT WSS, —)T, BHEDIil D
Px PVRTE L TOBEIIAH R 2% {, UBLT
IEFFUERAETAIELMEIRTVEY, WL
DDRIE 78 77V — ARG R F Nefl OIEWALICLEE R T
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¥+ PIVEF

Tloea] [ [es])

STI1

J[vea] [ (vea])
J{vea] [[ [uea])

hHR23A [ uBL

hHR23B (_ uBL

#5 ose (I [0m)
usatN: [ wst ([ (][] [uea])

L |uBaw2 (v T T (uea])
usatns (__ust ] [uea])
usaiNa (__ust  J[[[[ [[[[{usa]]

Ddil ( usL ] [rw] [usa)

DDI1 (usL ] [rep] ]

[um]

DDI2 ( usL ] [rv]

K3 7u77V—22EdxF UHEHFARE T Y PVIRTO N AL CHEE

BEREICHAE P TR Y Y VAT O 0 7L TW 2, Th o ORREMNAERDIRA ICHL,IIE D205
%. VWA ! von Willebrand factor A, UIM : ubiquitin-interacting motif, PRU : pleckstrin-like receptor for ubiquitin, DEU-
BAD : deubiquitinase adaptor, UBL : ubiquitin-like, UBA : ubiquitin-associated, RVP : retroviral aspartyl protease, STII :

heat-shock chaperone-binding motif.

Oty rEH)TANS T UBTO T T —YE LTl
ZEMHENTEBY, EMYEHAOLHEEIIOVWTE SR
DIERT DSR2 % 2.

5. 7O577Y—LSEBHIEXF U {LEEFR

268707 7V — AIZIZRpnl ICEAT 5 Uspld (B )
/Ubp6 (HiZFEEERE) & Rpnl3IC&A 5 UCH37 (H3FERERE
WAL BV) OO0 YT 22y P L hn)RE
DUBDHEAE LT WA Y. Ubp6ld K1, K63, K48 L ¥ FF ~
S YIWr9 5 2 &, UCH37IEK6, K11, K48 L ¥ F F » §
ZYIWT$ 5 2 & DVin viro THEFR ST W B3 [ii# ik
TUTFT V=L LDOEEITE VL, 2 EXF VPE
WHAS NI VT AZETIEFF UHEREOTAE
EZZOBNTWA, UspldiEdw Vv F 7V F 5 Ly
DI FF VPFHERITHSUWT 52 &GS hi,
Uspld B L O"UCH371Z4 T LB E3IC L AL FF VLK
IS EFEPLL TEI K DI TlE R L, SITRERN I S HHY
KHM EEZLNTVWDY,

Uspl4 1 ZEBLRFE~ 7 2 DFRBIEFTH LA, <7
2B L OBERICBW T Uspl4RBIC XL VAR E , 2 €
FFUNPHETHIENS, Uspldld 7)) —DLEFF
T VOHFFICEETH L Z EBMONTWE?Y, L
L, ZEFF U2 RIEL TV EDIEMBNLIEFF >0

10~20%FRETH S Z LR, EEOIZLEFF $HidRpnll
WX DRIy EshsZ e, BXU7Y—n2EF
F V% YIW9 %5 DUB (isopeptidase T) 2SHIHN5Z &%
ERTHE, ZEXT VT — IVHEFRFIC Uspl4 HSLRCHY 72 1%
HEHFORA D ZALZWFETIZ R, /2, 757V —
LMK T LB 777 YV — ANDOUspld ZED
JeiERe, Ubp6 KIE7 057V — LA THOIELEFF L%
Y TBEOSREREO LR DM OND 2 L0 5, Uspldid
DUBIEMIFKERICRP DT B A7) v 7 &2 b %k
Iyl TTuT TV — AREEEHIENE) < WHEMEATRIE X
NTWAY, UCH37R7aTF 7YV —LbeaaT 500
ftL, zu<x+ ) EFY) Y ZHFTH 5 INOSO A L
KETHERNEHALT A2 EMONL DS, F DA
FRAA v T RIS 2T,

6. J7AFTTYV—LICLBEEIERIEXF AEED
B

PERITKAS L F F VAR 7 F v & —FITHE
AOLNTELD, ZEFFVHOLHEEPMONSI12D
N, 7077V —APRETHLEXT VEHBLHKTH S
CENHLERIRYOOH L (K4). KD 5k &
LTOHxEZHI EEZ 5N TWAHDS, B THEIER L
L CHEBES 223 T AAWIRETId v, APCHIAIRIZ, K11

HAbF 592 & 15 (2020)
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AEFFEOER

PUR=R 2% - |
(k48)

HE22 108

& T/AEFTF

HELVR0E
UhNEKEHWBEEERL RV /30 )

w wngrnesaeery =
SRLFTNEEIE T
(K11, K48, K63)
é’fﬂ&l ExF o
(K11/K48, K48/K63)

—

E4 2EFF ALy YR EBRTAT TV — AR LR

Cdca8
| @Y
[ Tx FLVRT

RERZEE

EHERER

& MIVEF

2657 0T T Y — L

K48 LY FF VLAY, SR F U Bliz 7a 7TV —2 3B L0 5. FTasr 7y — L) EEL
U F VAR TLHE0M, v x PVIHTRCAASHEERICL L 28X F VoA N LT, TusrT v —

LITHER S N D HEHD D 5.

$HB X OK48/KIN I 2 N9 2 2 & TS S LMl
AR T2 18 303 L 2 A, BERHCBWT
EKISIIMIENTE 3 F VSO 28% IRE % 16D, K48$H
LB RED D S —F, WAEMLTIZ2~5% L
PEDBNI ENL, KINHOBRENIAEYRIZ L ) R b
CEMHERMENDY, BRCBOWTIEFRF VHD16% %
HOBKE3IE, TuF TV — AL A0 MTIE R Y

FH A4 b= X, DNABIHE, RIBINE % &S MG BRI
BT 3. Ke3FHIZinvivoTIE T U T T Y — A2k A
GIRICEG LW EINDED, invitoTIE7TAT 7V — 24
WXy 7 LTlE) b2 ermens. —k
T, BRI EFF VT viroTIE TR T 7V — A1
& BRI ED R DS, in vivo TIE PKC % TRIM25 D 43
RIS S E DS N B3P 72, KASHIR KA
TLOLMAEZELS DI TE AV ERINTEY O,
I FFUHOMBIZENZ T TRREN L EWE i
F, ZEFFALENRTVDE Y U HHEKICHFAET B
UBDIC X B~ A 7, EMEHEIBOFMRLR L, HEY v 3
7 B OMEE FARIZ S 50 - IE % B 2 R A D 5 &
EZOLNTWA.

R, Y T HIIM L e e X F 2 05 RIS
BAEELTC7ar 7Y — L ECTOMERMIEL 252 &
R, K48V LU X F U 2 2PHIICHINT 2 1RO T b
TKASLEFF VP L) SRR LR E LTE< 2
EATRENTZZ NS, RO T F VT HIRICRHR
ENLZERTUTTY—LEDEERMD, HHICHE
HLRTWEEZSNIBDTWS Y FERIZKIL, K27,
K63 & Vo728 F SFLHEFOHM NI X F VST U T

TV=AEECEFEGTLIEIREN, IV F TN F
FALREZIZOWT T T TV — L3074 TEBENL
W ERRBEINTNS, T2, B EFF LIRS
Jalgte Ty Y A4 b= 2R L@ 2 emshnT
WA, RIVFTIINVE) A FF AT T TV — AU
X205y 7 veE LTEH IR O S Twy

2 44, 45)

7. FAFTYV—LICKZ1EXFURREEOIEATE

TOTFT V= ANLEFF U R LEE Y 0B %
WL 721, 307 3 7 BRIED E oK S O IEREEHIA
ATPase ') ¥ 7 CIER ENEHF v 2 IVIZA D AL 2 & T
EECLAHE LY. FEEEHEEE 2w ST v
1Ly X7 EOYAE, Cded8IZ & - TIE & ¥ 87 s
REFCEINGRENDEEZ SN TVLA, Cded8 235
B> T X F VHoMEEZMEII T L) THK
WG SN2, 28 FF LS A4 NI E RIS
WA 2SR STV B A3 JER S 7w g
YRZETE, X F LR BEORIINGRT VT 4 —
VEEGISEIL, SMEAGHERLIEBRINTY
é 50).

SAED 7 5 4 F BABMEIN X B YR ATHOl o sk
W&, 2exFrEBRGROSHEOSBRETSEISE 2T
VARRA—=Ta v R EB26STOT TV — ADREHEA 2.8~
36ADEGHETHL2NICRD, 2RO T2=y b
FAF 3 7 I X B 5 REEHE O SR AR Y 1 AL R
L7259 B EHEA LTV WERERIRRE 2 Bl L 72 ATP

HAbF 592 & 15 (2020)



ATPase!) > 7

CP{al

K5 LBy o7 HEIECL &L 22 Rpnll I & B
vEF 1L

IEFRF ALy X7 () OREEISLHGEINS &
& BIT, ATPase) v 7 (HAfh) H EISAZ{E S % Rpnll (R{H)
)2 eFF @00 EES s (PDBID:6MSG % %),

HGAETOTOT TV —41%, ATPase') ¥ 7 H 58 A REE:
RIZCPF % A W IV CTHE L, Rpnll @il 1%
Rpt4-Rpt5 D I A )V K I A VoI AL L, HHEARE
ENTW5D. LaLl, HREEEALREL B L 723N
KM ATP 7 51 27 (ATPyS) fFAET TIE, g5 o3
ZEOBEFIS LI T BT 7Y — AHPEBALENIC 2 5
&, RPOHEEZALIZ X Y Rpnll DiEMEFLASA T A4 FL,
ATPaseV) ¥ 7D F ¥ ANV A D DD 10AHE FICBE T 5
(F5). ZORETRpnlI BSLEFF VI AILE S vy
HEDOREEEHP O D EEST Z & T, ZDHKITH { ATPase
VUK BIEEY RV EOFEIECLECPANDIED
AANUFEE Y, Rpnll X ALY FF L350
BB Ry & U CHERET 5. RPOREMEZALIZPEY, Rpnl %
Rpnl0DLE b 5 2 & TLEF F VORI E
bHWRELREBIN TS, ik, 2EFF bkY
EFEAGLIRETOE F26S 70T 7V — LA DWEEH S
MY, ATPase U ¥ 277 @ ATP KRB 4 7 MR
FEEMPCPr— FETHEYATING X9 TAFMIIER S
N7z, BRERMPLRIBVBFINTOARWIENTTH S S
Ehn, 2EXF ALY T H OB O W TIZS
BORETH 5.

—75, FRET Z MM L7z in viro TOHATIZE ) T 57
V= AIIBIF DX T ALY V8T BGED 50 H
fEim& B2y — L72igedsiidy S, SRR O IS aIR s
base ) Y ZICH & A F NS, HEWLEFF ML E
EL MR EIZ I N T BRED 5 O HEBE R &
o TWAIZEDRHLMI S,

8. 7OF7Y—L, Hi1EXF ALEREEH

IEFMIIZIZH, BIRFHIEICHED & 28y Bt b

53

L ADBM%E AL 5 BAMIBE 7057 Y — ZERED
K, 7a77V—LMHEA (bortezomib B X UF carfilzomib)
HIHER T D 2 VS HIE O E I H W SRR 2 2 T
%% bortezomib ® 7 F T 7T % ixazomib 3 4] D17
Tur 7V —AHEANE LTSN, $TICHAMIZIA
S ENTW5SD. bortezomib lZ NF-xB ¥ 7 F V& % [H
EFLH LB, MEKA ML AZERL, M7 R
F—Y A% FETLHLEEZLNTWAED, B AIZIIH)
EAZ LW ERFEM & LTI/ MR 384 R0 R A fiie b
EXFSN, X VEROORIER D7 L HLEH
DREVPREB SN TWS ST, $72 BESNTW5Sbort-
ezomib M EMIIE~NOXFHLHR & LT, EHE DR L % [HE
HOBWRDEAATDONT WD, WH, Rpnl3id—#o 7
77V —AIlDAFENLYTL=y NTHEHD, HA
M7z &7 77 Y — AR AL Tl Rpnl3 &
BHL, DENREZEDTVELEEZLNT WA, FEE
Rpnl3 BHEH] (RA190, KDT-11) (%A% A 4% 5409 12
BE R B L, bortezomib & O PRI E S MR S 2%,
X512, Rpnll FHEH] (capzimin) %°, Uspl4 & Uch37 D
EHEA (b-AP15) L EFF 1Ly v 87 o5 %
TS L LI2E D, bortezomib it OB #E L EIE A A D
B E TNV TOMPEIR SNV, —TJ5, Uspld @RI
FHEH] (U1 (2 EETE Y > 78 7 B @ tau % TDP43 72 &
DRZRAEL 22 05, TaF 7V — LA E L
TR TH D EABEN, TaF 7V — LT 9%
BRIEICIR K 53 % L VAI S N A MR A D%
REAWE STV B 29,

9. JAFFY—LEF—FT 7T —

AMMLOFERPBRIEICL A, 28X F Y - Tus57V—
AV AT HIE80~90% DY VST HRICHEG T H—F
T, BFEMY VN0 HRBES VXV EBI AV TR T
T UNRIERGHET A =T 7V —1F10~20%D 5 ~
N PSRCHEGTH5Y Far7y—nkt—h77
VBT LOMEN TR RZVDHRAL TE L 2 & 23m
b, BEENES Y2 HIIMEORBTHHMEINL Z
& X, BAGI (Zhuntingtin 72 & 5B LM S v 7 % 71
TT YV —AIESR—T, BAG3IZA— T 7 VIR
BT B X Do DRk R T A D A
57 EHIZUBQLN2DF — b7 7 V—%4kE LT?D
BREDLMONTEBY Y, X F VHZARRIC L HEE S
YT B OB EEN SR ORETH L.

R, KT 7a 77— F =177 9—-12&)
RSN G 2 E DR, a4 XX, IHFLFEAIE TH
8N, proteaphagy & i % SN 72, HKFAES 70
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