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Dystonin (DS7) A& T 1%, ##AD DST-a, fRAID DST-b, FERID DST-e LV 3 FEIEAD T AV 7 4+ — LEFHIL .
K x DT AV T F— LTI R HRE 2 7B & LTl i #2450l i 1% 2 #E 47 975 (Yoshioka et al., Anat Sci Int,
2024) , ZNVETIT DST-a/b B FERIZIVFIE T DB B R R M= 2 — a2/ 3F —VI B (HSAN-VI) <2,
DST-e B An 1728 BT KV IIE T D3R BOKIIE DN HAE S TR, FHATLD DST-b 7 AV 7 4 — LDOEREIZ DUV TUE AR B
T&>7= (Edvardson et al., Ann Neurol, 2012;Groves et al., ] Invest Dermatol, 2010) , ZIVETIZFe # 1%, i RFELD Dst-b
T AT 4 — NIRRT A B~ A B W TH SV ERERO IR A IA " F — L0 AEZ FLH L, Dst-b 23
FRRRAED B o HERF IO B 57 2 F 200 TS L7= (Yoshioka et al., eLife, 2022), A 4EE720 DST-b i&in 28 BTk
KT D5 RMEIA ST —LDAHEDR RO THRESNTZZET, BEZ DST 7AY 74— LD TH, DO FR B & BE 4
BHZENRENT- (Jacob et al., Brain, 2025), ZOaaw X TlEFk & 2355 LT- Dst—b B E~T7 2D RIZIESNT DST-h %
HZRIK T DR BRI S V2, ZORRIZTR & OF T IVENE I TEIFTE 0N, i 7 B AR A B R O F R - T
W5, — T, Bk DY Dst-b ZEH~ T AD ORI C R L7 B B EEEERICOWTIE, DST-bEREH T HEEITB N
CLATRRR DIFERENT D T TR W=D IZFEIII AR Th A,

(B ]

Fex X, @l Dst-b BB~ ADLMHHIBLOZIZEB N Tp62, 2EF T Sumo & & Lo "7 EHEERDE KRS
HZEERELCD, AIHEEE T Dst-b BER~TADOODHMIEIZI W TEH— N7 7 U —I2 LD H BIEHS/MafR AR 2
IS EDRBA L RTEDVT =T 4 7 B Lo TH BRI SN D Z L2 R D5 a5 7=, 4
EEEX, Dst—b BB~ AD LIRS D Z G AR DRERL 7y PR R I T 535 50 iR K 2 fig
272012, Dst-b ZEE~ 7 2D LA DI LI I E 50 B B L O BT D LC-MS/MS TOE &7
— B BN LT, ZAUTEY DST=b 28 BT LDE RO e RYE LM AE DJRREREFr O iR 2 H i & LT
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DM DAL Sy I A% Sy B A dE B9~ 272012, BPAERL (WT) ~ AL Dst=b 28 B~ AD D #ARED Nuclear
Extract Kit (Active Motif) Z FIVNC, FIIRE 43 %0 WA L=, &% O EINSH BRI L, QU =AX T
1y T A TN DB N EFBUFNT 72D NC@N 7V AL LT AT F R OB B HriEElc ks LC-MS/MS o4
ERLIZ, FIo, BbNI-T =2 O TlEis A b — &2 £ L7z,
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T AR T T 4T DFER ‘E‘ﬁ’ﬁﬁ‘ﬂ%ﬁ@ﬂﬂﬂ'ﬂ’gﬁj\@&ifi STHCIE, I E#80D Tubulin (3HIIR/E 45 ’%"Kffb
RNA RYAZ— B3 BN E<AFET HIENHERINTZ (M 1a) . ZOFRERD G MRVE A5y EAZ R 53 % 57 BT S 47 B
TETCNWLZLaMER LIz, EBIZ Dst=b ’%{5\:7'720)@573#3]5@@&7\7 TIRRES D H L B IR Caihé Sumo2/3
DFBE T AR Ty T 47 TRHRINT DL, Dst-b R~ T A7 B O H TN R AR SN (K 1b),
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BE&DHNC IS TEELI-AT FREEREZD LTI 53 0 A% 53 B CONTF ROFEE TR RIFE R, WT w72
& Dst—b R~ 2D F T, )T/~M§ﬁiz El 7 Cd% Rps & Rpl 230 45 EJ:H:/\’C 76? B |7 B I AFAEL T,
Rps & Rpl 13T/ MR E IAFAET D720 B \E?@rf*%zﬁ%%fﬂiﬂﬁ’%fﬁk’\&if*ﬁjz’\ﬁl TBECE VDI EE
MR TXT~, IRIT Dst—b R~ 2L WT w7 ZADT ., MUK 4y B LA 45 B D 4 |2 aiﬂé/\7 FROMFAE A i L
77

AR EEITIE, /J\H@{zlxxwxm& LRGBS gy s 2 R E DTN THIR Sy T EAR AKX 237 D Hspb1 (Hsp25)
2% Dst—b BB~ ZAOMIRVEZEEE T HZ L2 AL T\ e, BRESHTORE R TIL, WT OMIRE 53 B &~ T Dst-b 22
R~ ZOHE 53 BT Hspbl DFIEEN LTz, IHIT, ZDMOIES) %Exbvx&//w%-(a% Hspb3, Hspb5,
Hspb6., Hspb7 DIFIFE =Y Dst—b BB HE~T A TE D o172, IBIT, Dst—b B E~ T 2D HRHEIZEREARZ RT3 Desmin @
TEEED WT O 55 & b~ T Dst—b 28 B~ ZAOHIIE 55 HEIZB W TS DT,

WIS ENZ BT, WT KV Dst-b BERSUATHERD L NI R BEFRTEZA | MIE 5 BBV TFEE
IS REDSTAR G T EBARNRE L R E 2 E &571 Hsp 4513, 45 TIlE WT & Dst—b 28 B TR ERE iﬁf)ﬂiﬁfﬁ
o772, — )T CEAEE TOMBBHEIC B W TH L VB REIRORER S 2L T DD Myotilin OIEEED WT OF4y
LT Dst-b R ~TADKSE T o7, £I2 Dst—b R~ ADKES BT WT DR E T, Shar R JT

DEARERIGIC R T D2 R E N BB ITFELT-,

(@ Dst—b ZEH~ 7 2D LA DT REMRAT]

HIBE 45 B COE BOMTIZEST WT X0 Dst—b BB~ A TIEEREN LD > 7-43 F (Hspbl & Desmin) 122U TIE,
AL ETOMMNTHERIZE ST Dst—b B R~ ADLHMEO MR EIZ W TEETHZEAHLIIL TS, —F T,

KOy I <AFAELT= Myotilin DFeE G Tl DA O NITIE SN D X L VB EHE RIS e o7z,

AIENTIZ LT, Dst—b BB~ A0 LH I O AIHEE T, Hspbl, Hspb3, Hspb5, Hspb6, Hspb7 DAF{EREAHE N9
5T }:75>/Tézmto ZNODIRS F AN AZ L ST KR 2 IR AR ARV, F R 52805 TRy LRI
BIFDE RV EEEROBIC T 5T 5L HESILTND, (E>T, ZNODE ay 7 Z L R EORBUUHEX, Dst-b 2
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Wz, BRIOFEMTRE DG, A — 7 7V —F 3V 7+ — N T 4 TN LS TR Z L VHH BT 52T, Dst-b
B~ 2D HHIRIC BT 520 B ERER DR A A TODEE 2 bz, 4 RIOE BHTICE-> T, Ml &Ik
ET DN > TNDEOND X 7378 (Hspbl, Desmin) DAL 5y B COFAERDE NI/ RENT-Z 81, FIRE
(RSN D 2 R BB ROME R oy 7 D[R E 72 b OE T OfF NI W T B & T E e 7 a7 A — Mg o
HEWEETBL CND, — )5 TRy B O BT OFE RS, DR OR NICIE RSN DX 2 G EEER DRy
FEFET DITITE S TR, BUEB B NEHE RO RIS F 5T 25007 T 2R L T\ D, BIEE TITEENERE R
\ZEFET DL D> TS pb2 & Sumo2/3 IZ DWW TIIEZ B CHAE BEDZKITRO LN TELT | MR FERDOZE
ETIEAR< 2o B IEMNC LD E R AL DN AR DTE AU T 59 5 ATREMED 6D, Sumu2/3 HURIZE DT =24
Ty T AT TR, Dst—b BE~S T ADK 3 BIO B THRIHSND SRS /00Ty, GV L7o R iEiko g &5
HrizE-T, Sumo &Rz} 7eX L OB FIETHIET, BNEEEROHR D R3O EHf S D, 5%,
Dst=b 22 8~y 2D LIRS S H R B BE R D5y T IR A BRI B RO W DMEA N LB Th D,
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Tz BMERILTZ Dst-b BEHE~DT AL, Dst-b TAY 74— LD EERAN KK THIF CTHE DT LB THY, &
K fh & DM EIIA T — LD EZTIE T DI LD D BRI OMERFIZIS1T 5 Dst-b 7TAY 74— LD EHE A
FCHID THLMNIZLTZ (Yoshioka et al., eLife, 2022) , ZORFFEIL, 547> TENTD DST-h EBIZIVIIET D0 K
PEIA /T — LHRRAL O AR AE D B D% RATHEEA 572 (Jacob et al., Brain, 2025), DSTEAR 1L, B2 G BRLA R DE &
BIRA T TAL L 712 d T, RO DST-a, fAAID DST-b, ZJEHID DST-e & 3 FEHEHD FERT AV 7 4 —L00
FIHIUTEY, MR OB RN B A = 2 — 13T — VI B (HSAN-VI) &R § ¥ B0 3 B K E 3 i s S
7o RO IR E ThoTo, Fex OETIVEOMRFENR TS ENT LD B TO Y RYEIA /ST — LR
JENIE RENTZET, Fox ODIFZENERRE~KEREE LTZE S 2D, 514, DST-b B EITER T34 /3F — L0 AHIE
DI REME P2 B2 1 CL Fex OFTE 5 Dst-b R~ ADRI=FTEENIREN, S EIOFZEICE> T, DAk
B A — 7 70—/ MR AN A& O R 5 BT 52 L3 kT, 4%, ENCH RO S #8812 B Lo RiE
R BCTBIRE O B S HIF S LD,
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