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UBL3 interacts with PolyQ-expanded huntingtin fragments and modifies their

intracellular sorting
(UBL3 13K U 7 & I AR AN F o F Ui EAREVER L, 2 OAarH:
S T %)
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UBL3 (Ubiquitin-like 3) 1%, 72 /B8 17Tl G252 X% F Uk EH VR E
ThHY, oI EORFRRBREMICE W TEERER 2R L, /IR
Jiil (small extracellular vesicles, sEVs) & L7= % /X7 'E OAHAMFICBES- LT
D, HEEHE DO ZIVE TOMETIL, UBL3 BARGEMOGEHEHX X7 8 L HAAE
L. ZOManiEsz 2325 2 LI Lo THRAEMHRE B ORREARIZES
HLTWL ZEZ2WLNILTE I, BIZIE UBL3 & a- X7 LA ITHHAIS
EH L., ZOREMERTFRARTHLA TV ANLTF =T IZLoTliflans Z &
B LTz, 72856 1EIX MGST3 (Microsomal Glutathione S-Transferase 3) (2 & >
TEAL, BEA RL AR T a-v X7 LAV ORBSMGRRERNT 52 & b
AT HRE LTz,

AN TIE, N F o bl (HD) 1831 5 UBL3 OREREAIER B O fiF
HAEZF7-5HRYE Lz, HD %, SENEBICFRAEZ FHE T 2 % YL RS
BOMREMEETH D, ZORBOFRIL, ~rFrFr (HTT) BEIETH
BT LY b T T =TT =2 (CAG) ZHARARRAI OB AT K
T5, ZOEEMHATT (mHTT) (X, L5 CAG B SIOMEICKHIET 2RI 7
2 I (polyQ) BldA A L THY ., TR OEEAR 272 b N Mfast
PEETAERERD, MOWIRIZE D &, mHTT 324702 X7 H EFHA
EF L, T 60N S E 23T 5 2 SixdE s cnd OO, mHTT
& UBL3 Doy FHMHAEAERNZOWTIRIEH 00 EAR e S Tunvievy, L7z
Ro T, AWFFETIE UBL3 23 mHTT (IC5- 2 5B EHLNNI T2 2 AL
L7z,
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HD BHEDFEEMEFHNT, ~~v bF> U - =4V (HE) Yk KO
polyQ HLi&  HL UBL3 HLiK % F 7= e kiR b 52 Y« . (Immunohistochemistry . IHC)
ATV VR AR PN O UBL3 DAFAER /040 & ffgid L 72, IRIZ Gaussia princeps ~~—
ADATY v b7 =27 —BHMET v A (Gaussia princeps-based
split-luciferase complementation assay ., Gluc SLCA) ¥} L O 3t 4 5% Ik (% 1k

(Co-immunoprecipitation, Co-IP %) % H T, UBL3 & mHTT OFEAEH %
L7, &6\, MR o HIBIT Z 7 fF& % "7 8 % g S CE &1k



957 v (HiBiT Lytic Detection System, HiBiT LDS) % H\»T, UBL3 2}
mHTT OIS TICE 2 D E 27 LT, &%IZ, A7
(Immunocytochemistry ICC) ZHAWT, ZhvbnH //\7"50)1’*55@??“(@ Zfﬁ
SRHHEDOH M ZRRGE Lo, AL, IR ERREHRFEMEZE SO
A 2 L7 OKREE 5 19-268),
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HE %403 L OV THC OFE RS . HD BEEMOBREARD = 2 —1a o ON
28T 5 polyQ DEFEZMERL LT, FI2FMIFE & ENITHB W T, #4D UBL3
BB AR R SN, —FHoay ha— Tk, 2BV TOE AN
(CY g BTz, Glue SLCA T, Miflasa#ikc v T, mHTT & UBL3
F 7212 UBL3 A5 % cotransfect L7227 /L—I2Cay b —/L &G L TEVIE
K E S A7z, Co-IP £ Tl mHTT & UBL3 % cotransfect L 727 /L— 7" 12 THEL
I FNABELNC, W ORERI D, UBL3 7% mHTT SHHAEMEHT L Z &7
%%#kﬁokoikmETMB@%%#B\UﬁsﬁmMT@%@Wﬁﬁﬁ
(B E 525 Z LI LT, EHIZICC OfERA S, UBL3 & mHTT A3
FANIZILRET 5 2 L BRI b S Tz,
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ZIVE TONFZETIX, UBL3 OFFRZREEICI T DREREIX. D C KimdD v A
TAVEF—TIEDLONFEEEEZ LN TEZ, L L, ABFZETlX, UBL3

@cX%Khé/XT4/%%~7@K%%£ﬁ\mmsuALkwfmém
% & 9 IR polyQ & Te N Rl HTT Wriw (mHTT) & OFAE/EMAICHEY
LG22 Enbholz, ZOHMBEE LT, UBL3 & mHTT & OMAASE
i, YATAVET—TICEDbDEET—T52E5F 2007 EH o0
FOAD =L LS TEN ST D AREMENRH D . Glue SLCA D &V VERJE
LD, CRKIGVATA VBT — T ORRIRERZFFD UBL3 AN T mHTT
MBI EERT 2HAETH, Glue DRENEBRHTHZENTEND L
EZ2bNb,

F IR > H 45 B A7z Glue SLCA OfEFRTi%, UBL3 & mHTT iZH7
WIFEAMEZ RO o723, Co-IP IETIXMF I AEER 2RI fER E 72>
72e ZDAR—EIL, Co-IP HEIZIBNT NaCl & v 37 BRI O EAER 258k L.
ZTOFEFRL LTCo-IPIETLVBNY L aR LIz EEZ LN D,
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WEBOTFE RSN, T2 HIAN CHREE L, MR Oy
WAL HEZ L EHALNI LT, TRHOFREIT HD OfFkE i@_ﬁt&ﬁ
RERMT 2 L LI, BERIBEIEOLEE L7V HD (2% L C UBL3 #&EE 2N
Lth, BIERIRIEIR Y — 7 > N 7 BB AlREME A /RIR L TV 5,



