e

m + (E&Hr H O BF3E

P X A

prefoldin® R 1) 7V ¥ I U EEIHIZ SIS Z)kﬁ)f"}'ﬁ
FALm XNBEDEE

MRwR

NFURBEREEOBEBEMKEBTHY . BEACAREROBEMBEY LT - & TR
D MBEE BROIOETEEDERFHSOND, ChE/N\FF> (Huntingtin, Hit) BIEFOE—
I¥VHEBEHS CAG(Q) RERIVFrERCIYRERRETIHCENFRATSHY . ER Ht DRETE
MBERCRELPT<BEMRCERLBLERT, \OF VR RBREOBBHRACERZBER
Hit DREFMEFBELTVDEEIShTUABN | ZR Ht FEDKSTNFTREBMERTICD
WTRRETHZRAF B,

BFIYROVERLBAVNVROB[EAWEEIE > THY), Hsp70/Hspd0 ¥ CCT BEWVLKIH DS F
AYNOVREFHFER Hit OREERRELNEMIEENHTIEF DA 2 TVSS, Prefoldin FX#
EMELHEBECIEFRACRRTDS F T, 13~21kDa @ 6 DO subunit PFD1~6 A S & BAFOARE
DWAKTH B, Prefoldin (& Hsp70/Hspd0, CCT &L T actin, tubulin O 7 #—)LF 1 LY SR F
BAFELTRREETHh, FRAREINIAC—BHCHRSLREMREEHZE TIMEEBO TLSS,
Prefoldin OEMRMEMIE 6 DD subunit CLEBEZA2BHRBAMER > TUVILHBLERNIKE
BRIHIEEXShTVDS, R, Prefoldin BPLYNAI—-FORETHD amyloid p DR EED
RRENHIHEHFASNTVE® RYDFRIN—TEER Hit BEEENS S, BEAMORKTH
PER Ht OIRAT7A—)LRRAVII—FREMET S MMERITT S LD Prefoldin ICKDER Hit
DRI D AL £ MIBITE (> W TRATE R 2,

ERER
(a) TR Ht FHRILEML Profoldin ML &) ML 1

¥R {LBEWL = Neuro-2a IBWT PFD2, PFD5 /Y 98 & TCOER Hit BRI EERET
RALLECS HUQT78-GFP RAMBMO —BeRIEBEHAGETLRL FHBEFBEEh, 25 Prefoldin
JVOHIVMRTRER Hit OHAKNBRC®ML /-, £ HtQ78-GFP B Neuro-2a &3
Prefoldin ) RBEEMEL =, MIAIEM PFD2, PFD5 ERFREBL AL S PFD2, PFD5 & MK
CKY MRECBEL HQ78-GFP HAKLARBELEVC EADA 1,
(b) BMEK Prefoldin & in vitro MM BV TER Ht BEENHTD

LEXTORBEREZT T, JYMNMEREFBECHARIZ LY inviro EREFT-> 1, TR Hit &
EMCHMUPTVLORTEABMTCHS LV TRIEROBERI BRI W, BEAD Hit TRBERDER
HFRSIBA 2 Iz, —F, HtQS3 I Prefoldin EFRML L&D ERRTD LREROBENFFEALESH
A2 I Prefoldin BZER Hit DARERBREEREEEAFIDI LN DL > LV T, Alexad8s %
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SAJILE myc-HHQ53 ZRAVTLRHBENBLE LD —2 FRARET > L. Alexad88-HttQ53 & Prefoldin
ERMBECSVTEARBZEREFLRL £, —F Prefoldin ZRMT S EEBC A VRELGHIARE O
e CONEVEEERBEDAxad88-HIQ53 BN FORNBEELBID MR LEROINFH
= v) D% KB FAlexad88-HItQ53 B FN2UEHN SAMEFTTCORMBALIRRS b h 2 L. Prefoldin &
invitro MAC B VTER Htt DFEME dimer-tetramer L& LW, BEOREREMABID LN TREL,
(c) Prefoidin BAAMALCHVTEHLER Hit DABHRENERPEEIVDREED

invitro RETOKRIMEATERRCHRTNIMRPIDILHLC, HAMBIHZE FCS ZALTE
£ Hit OITBEEBMOY A AEMCOVTBRREL L, FCS BRERBEMMEAVTEXS TORT DK
E—SFHCREL, ¥X5FOBBHREC—SFULYORKBEERHTSI LN TED, EROBR
Prefoldin /¥ XD /MIBETE HUQ78-GFP QOIREEREARMLTVSI I LHFDAS L, ShikY),
MIERIC BV TE Prefoldin F¥ER Ht OATBMEEROTERENHLTVD CEF RBENL,
(d) Prefoldin BZR Hitt BELC &> THE I WRMREERDEED

B, Prefoldin FER Hit OEOBBEREBR TS LN TEDHERNT B 18 CHARLCOL
THRBL S, GFP, HtQ23-GFP Z ¥ A L iR LB L T HitQ78-GFP BAMIR TR IS » (CHRTEN 18
mLTWh, €5 PFD2,PFD5 /Y O I ABRCS VTHBRERGERCLEAL L, &> TRESL
I L = Neuro-2a MIBEIC VT Prefoldin FERHt OB C LI HEMBEE, SRBIHEAN S
dLRME L,

£ )

Prefoldin @GRECHERENAER Hit BEAERVTERERLZEIEVS&UYEER Hit monomer
WY /NEL oigomer ERALBEOREENHIIVRIBHLEZXSND, £z, Prefoldin LRYE
R Ht BEFNBEhD ETHBAREFBOLTVWR CEN RBE NI,

BERY
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EHRE OH KR A H A K
B & BB & K MK
B A& dEEdR W &K il
B & # W Kk H vy

F X

prefoldin® RV 7V ¥ I EEMNHII R ICE T A%

NF 2 D RIREROHRERREBETH D, BEEDARLEO BRI DTS 2 & TR
EE). BHEE. ERNOBRTREDERND SIS, ZHENF > F > (Huntingtin, Hit) BIZTOE
—IFVHEIZHD CAG(Q RERIINERIILVEBHETAZENERTHD, TR Hr ORI
TEMIEEITREL DT < HEMRICERL BN EZRT. N F > F RBEOHKEIANIZ IR 72
ER Ht OBREFEEBREL TULEEASNTVIH ER Hit BEDK S 7o lfF THgatz =
MO TIERERBE LR SMNE N,

BTy ROVRELIZY NTEORHBEBR 2> THEYD. Hsp70O/Hspd0 % CCT 2 ENL DD
Ty ROCEFRER Hit OBEEHEEL MREMREE NN TS ZENbA-> TS, Prefoldin 13H%
EMEHHEICIE XY ZITRATZ9TF T, 13~21kDa D 6 DD subunit PFDI~6 #5723 AF OARK
DEAKTH S, Prefoldin iZ Hsp70/Hspd0, CCT &3 L T actin, tubulin O 7 4 —JLF ¢ > F & #BHT 2
FTELTHRREIN, FREARY NI EIZ-BHHICEESLREHRREBEEFTIRELRE- TS,
Prefoldin DFEEABBIBAIL 6 DO subunit T & 128725 BEBAEEH-> TWBEDBARY L NI EE
R DEER 5N TS, £z, Prefoldin BT INIYNA I —HOFEETH S amyloid p OEMEREED
FRENHT S ZERASNT VS, REOWRS )N —TIIER Ht BEEBDS 5, BOIMOBET
HOER Ht ODIXT+—)V RRA VIR —BREMETSHBEMITT 579 Prefoldin L BER
Htt OERIRBOE(L & MRAFEIZ DN TR ET 5 .

(@) R Ho REMEBRRI Prefoldin MADIZ L DML 7

FRESHMEFEB L /= Neuro-2a IZBWT PFD2,PFDS J w7 ¥ R FTOER Hit BEBRME@ %3
L7 &% HtQ78-GFP REMIAD —H TR ICH A Z R L -, BRI N, X517 Prefoldin

oI HIRTIIER He OEAGOERICHEML, ¥/~ HitQ78-GFP ¥ Neuro-2a 125175
Prefoldin DRBEZBEL 7=, MIIALENE PFD2, PFDS % ®EQE L7~ & 23 PFD2, PFD5 & &I KIS
Ry MRIZREL HtQ78-GFP HAMKLEBEL NI EMthh o /-,

(b) FFMR Prefoldin I3 in vitro BBICB VW TER Hu BREWMMT 3
LEEXTOERBREREZIT T KON RBEEZHMICBR TR inviro EBRETo7. TR He 13
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FERITEBELRPTV-DETEMBETICBLWTHEROBENERIN, FERD He TIIBMEIRDOR
AR SN o7, —7H. HtQ53 IZ Prefoldin ZIEML - DOEBRT 2 LBMEROBENMILALR
Shizho 728, Prefoldin I3ZER Hut OMMERBEREREZEEAETD &b o7, VT,
Alexad88 % F~JL L7z myc-HttQ53 ZHWTERHFEMBIC LD~ TREZT 5/, Alexad88-HttQ53
{2 Prefoldin FEFRMALIZBNTEKZBEEEMRL 2. —F# Prefoldin ZIRMT 2 LIEHWIT/NS VRS
TR E N, ZDNSWDERE R REEDAlexad88-HttQ53 B FOMMRE L LK TS LARINR
LD TH 70 OHNEEITAlexad88-HuQ53 B FD2EN SMEXTORBEIINE S Z &b h o7z,
Prefoldin 13 invitro BEIZBNTER Hit OEEZE dimer-tetramer 12& £ %, BEOREEEETZZ &
MR E /-,
(c) Prefoldin 3MIARIZBNTHER Het OWIEHERRERD ST EIHRE LD

invitro EBRTO#RVHIATHRKICER I NS DRIT D291, SOEHEBSNE FCS 2AWNT
R Hit OBEHBEOY A AT DNWTHEL T, FCS 1IHEREMEZANWTINAS FORT 5H
HE—NFRICRIHL., BN TFOBBEEDL S FULDOENBEEZRINT 5 I ENTES, EZRO
58 Prefoldin /v 7 ¥ CMIMTIE HitQ78-GFP DRIEHEENEML TWB Z &tbh -7, Zhizk
0. HEAIZBNTS Prefoldin 2R Het OrEHREOHEREMFH L TS Z LAVRBE N,
(d) Prefoldin 13ZR Htt FHIZ X > TH I 2MEMEAEERD XS

B#IZ, Prefoldin AR Htt OB DMEBHZERT D I LN TELHZERINT H/-DICHIRFEIZD
WTHREL /=, GFP, HttQ23-GFP %8 A L 7- Ml & ek L T HttQ78-GFP ¥ AMEAE TIZEA S icHifRFEA?
MmL TWw/k, 5iZ PFD2,PFD5 / v 7 ¥ U L HRICB W THIBRERIIARIC LR L. Lo THES
{LALEE L 7= Neuro-2a MifIZHT Prefoldin (IZRHt OMRIEEIC X 5 MEMRED S RET 2ERH
HdDERBEIN,

ZHS5OHMAR., ¥ /X HED quality control BEEERITIZN L KES BT A LAk HOMN
H 5,
Lo TEHL, JtiBERFEEL (EREPE) OBNERSINIBEBHLIHLDLERD B,
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