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1. A MTH-RRARKEZEDS Z L2 BN, TN 19H, 88HORY Frz I
$8 %49 % GFP-full length DRPLA (Q19 or Q88) i#{x 1% Flp-In™ T-REx™ 293 #ifid
FEDIRl—® FRT (Flp recombination target) ¥ALICIRA L7-flak 28 L=, Z O
¥k Ti%. GFP-DRPLA @& &5+ Tet-On system 4 T < Doxycycline (Dox) @A &
DIEEREBL ST,

2. Dox (+) or Dox (-) ® 2 EfFIZ2OWT, [ARRIEATIZ 3 DD well Z FIWTEE L 1set & L
77 % set lZo&, Cufflinks 2 & edgeR ® 25DV 7 b =7 Z AW CHE R EHLEH
BARF &AL 72,

3. Q19 Dox (+) or Dox () DOFEMTIX. MY 7 b7 = TIZEBWT, 4set CHIBAT HHEREI
EEiEs T2 L, upregulate 28 9 i&{5 7. down-regulate 28 7 &5 CThH-o72, Z
D9 H 11 Bl FIZxF LT qRT-PCR Z17\, & 11 #E{xF7° validate 47z,

4. Q88 Dox (+) or Dox (-) DFEHNTIZ, WY 7 b7 =7 OFFTIZBWT, 3set THIFATHHE
R EENELF 2 HH L. up-regulate 78 17 i&@{zF. down-regulate 7% 22 BIz+TdH
572, TDHH 13 BB FIZK LT qRT-PCR 21T-72 & 2 A, 10 Hin 173 validate 4L
7o 10 BIGTFD 5B, THEIETFH downregulate 3L, =D 9 B loss-of-function TH 5
ZENFRINTND TANAVDREBIRF2ETe 2 & 2 4ah L,

PLEX Y, KRBFEIX DRPLAp DO#RE: co-regulator & L C OB FEER LT, ZHET
HEVERINTIZAed o7 DRPLAp OABN IR G HEIEMEE 122X, RNA-seq =



W CHEFRRIICIRR LT-F3ECTH 5, A% . DRPLAp 723, AR R U7-it 21 3B {n1 DOfin B il
(CEERICHE R ML TNWD 2 &L 21 BIZT O in vivo DMFLRICE T 2 B BLB OMGE
%175 Z £12 L Y .DRPLA 7% mutant DRPLAp IZ X % gain-of-toxic-function #/%(Z K 5 D),
loss-of-function HFIZ L DD E WD HEFDTZ, SHROFEMINICEE 2BEIREZT 50 &
BB, FNOBREIMHET 26D LB LND,



