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WIXOHNEDEF
2 3CHERB . Profiling of Gene Expression in Brains of Dentatorubropallidoluysian
Atrophy (DRPLA) Transgenic Mice Carrying Various Lengths of Expanded
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1. Fia

R TREE, B BRIV A RZEHERE  (dentatorubropallidoluysian atrophy, DRPLA)
/NN ERR R 0 R (B REE) L REERE LR (REERA A K OREZRB D
7 Y A B/ NI MERE Tdh 0 . 12p13. 31 18 H B JRRE ST atrophin-1
DFIFRERICHFETHCAC M) 7y hOREMRIZEIVRET 5, 2D L 572 CAG b
ULy NORBEHREICLDEBERHL TR Z7AF IHEFEATVD,  DRPLA
DOEARM R BERERIT/INGEEIELTE, I3 70 —X A, CTANARE, BET77 b—v
A FEWSSERE H D VIIE R, BHERR S TH Y, EH TILCAG Y B — Mid 3-36
ThBEN, BEICBWTITEND 49—88 U B'— MIHE L TW5, DRPLA {&, RV 7
L RICHERT A E LT, RBURERS (anticipation) 235 Y. CAG MU
Ly Y E— FERRITNITEL 221EE, BREERBPE RV, BKERLEETSH
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%, DRPLAIZRITDHIMEEED A=A L E LTIE, R FNF I 8655 TAF,130
ST A EITL o Teyelic AMP-response element binding protein (CREB) %
WHETIBEEEELZREZTLEVWIERDMDBPE N TH 2B, iz b,
ubiquitin-proteosome ZMDEZE, apoptosis & DEE R EMRE DTV S, DRPLA DJF
B LZHLMNNCT 5700, HEHE LIXRRS CAG Y v— ME (Q76, Q113, Q129)
Ot NOLE®D DRPLA BEFE2 L /N at—TETA NI VAV 2oy Iy
AETNERR Lz, ZO8MET VI b DRPLA @ CAG U B — hMRIC KL A EEE,
RIER E 7 1R EE Z LB LTV 5,

AFEOEMIZIZID NI VAV 2=y 7w U A% FE ST, Affymetrix GeneChip 7
n—77 LA T R E 72 CAC U ¥ — M RIRTFEOBEFREADOELE T ) LTUA
RTHOLMNITE I EThHD, T —F T HHEIZ Affymetrix GeneChip 7’ —77 L
A DT —Z BN TONWL DDA LT FEE R LI LT RREEZXD
iz Welle’s R t-test #f-> T, LLTO L 9T WA VTR EIT o7, OF—FKkE
WRITHEEZEEZRELZ, @Q4BHHVE1 2BIZBW TR I v AV =y (Tg)
X RT AV 2=y 7w U A NTg) DB EITV, Tg & NIg DEBEFHEHADOERDT
CAG U B'— MRITIEFT DB E /T2, @Tg & NTg OERMICBNT4HEL 1 2HZ
Lol U RS E(L &2 3T LT, @Tg X NT g D/ & RIKIZ 31T 5 BB FRE L LB L,
AL OBBEFHBE LR L,

2. Fik

438, 1 2 BEHD Q76, Q113, Q129Tg & NTg %4 3L DYERK L. Genotyping &
BIlhoTTg & NT g #RERR L7z,

K~ 7 A% Sacrifice L. /NI ZEIH L C/MMZER Y HL72%%, TRELV-~)VTK
i & MER A UIBE LT, 5O 7Z KM & /MBS, total RNA ZfHH L, Poly A" RNA %
FEBRIL T, cDNA 4 hE L., in vitro transcription (IVT) CBiotin-labeled cRNA %
AR LT, BHALT- cRNA DYEEEZEIYD . cRNA DY A RENBEEZF = v 7 Lz, FAVD
total RNA OEIE. IVT RIGD linearity ARz D EEFHNICERE LT,

B 537z cRNA #WrH{b LT, Hybridization Cocktail ZFHH L, 45°C 60rpm T
16 B hybridization LTy, 7 LA ¥, L, EO1% Scanning L7z, 56
N5 —& %, Affymetrix Microarray Suite 5.0 (MAS 5.0) T, & L THET S
BED Detection call 239X T Present TH OB F DAL ERIE L L, Welle’sR t-test
EES T, T LT,
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3. MR
FEMTIZ VD Welle’s R t-test OEEMEZTENO D720, THEREL LT, 12
B NTg 2> T, F—EFEICBITHIEFORME/MNUOEEFRHBRALTM N, €D
FER, AEENPBEODNEBEETFIL, BRI U, BIOFETOEREERH D
FENHERINTED, Welle’sR t-test & W) ST HIEOEEMENEWZ EBREITH
i,
1) EEZEDRE
[Fl— DR CiBE DA 3 IEA Lk L, Detection call D—EZIE 90%L <, ¥
7N DEOEBIRENE 0. 98-0.99 TH Y | EEZIIIEE VRN LRGN T,
2) Tg & NTg DHEEKR VY v — hRICL D8k
4FTH, 12BTH, Q76Tg, Q113Tg, Q129Tg & NTg & DT, FRICHEBE LD
R OHEM L TWBBAE I, KL /DT RICEBW TS CAG U B— MEXRRITHIEER
WMEEL L0, Q129Tg Tz Lotz TWRTO 12D Tg ik, 4D Tg & LLEg
LT, NTg L FBZOHIBEETNLVE Mol Q13T TiL, 4 BDORATNIg L FH
BZOTDOONIELBFMIETEAERNICHEDOLT, 1 2BIZRD ELBFBOLN
BEITHRDIERS ol 4BIRBVWTH 1 2BIZBW TS, £FEMICHEBR I ED
LTV AEEFEIT. #BINL TV OBEEFHEE VL, Fold Change bRE N7,
F72, CAG U B'— FENRETIUEEVIE L Fold Change BNARE 25BEFHRHL,
ZOEIT4E LY 1 2BDOFRE>T2, BIZIT. 1 23T, Q113Tg & Q129Tg DK
IZ3BV T, GABA, receptor subunit delta, glutamic acid decarboxylase 1 (GAD1) 72
& GABA R DE(EF & preproenkephalin, somatostatin 72 & Neuropeptide 2 D&E{EF
DFEBL~LBMETLTEY, Q129Tg Tid fold change 23b o & b RKE N o7,
3) RERZ(L
438, 1 2D Q129Tg %F NT g DFEH L~V OELFBREEICH SR, Z0ZE)N
12 TCLYREL 22 EREFEZRH L, Bl x1X, Insulin-like growth factor
binding protein 5 (IGFBP-5) (. 4@ TH 1 2 TH K & /PMHWTIUITEBNTHFH
BHL ULBETLTWZ2, 1 28 TiXFold Change ML Y KEL 2o Tz,
4) Tg %t NT g D/ & RIMIZIS 1T 2 ERLARIZF I EEL
4L 1 2D Q129Tg XF NT g DKM & /INMIZ 1T DBIBFRHET 0 7 7 A V&R
KD I, DI, 3D VX RIN & /MR HF IR 1T D Tg %t NT g DREBLVVICEE
EDOHABLEFNED ST, Jun oncogene (X4 BD/PHDOATIET LTz,
IGFBP—4 | X, IGFBP-5 &3&-> T, 4 & 1 2O KD A THE L ~ABET LTI,
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4. EBE

AIFEICEBT BE— T N—TRD call O—FKFE, 7L OFEEIIMOIE L
BLTE< ., BEREEDR, —F. NTg 21 KM &/NMORRICEN H o -I5F
. BEOWR L LBRE LR, BERORBNRE — v EEBRL TV, SHiT, Tg
[CRBWTHBA LR ORBD DB EF  (FIAE, EEIED LTV GAGA
&, IGFBP-572 L) &, BEDOHAEMRLEHEL TV, T HIIAIEOMITRIRD
RUEL T O/RLEEZLOND,

AAFRIZIVT, DRPLAET L~ U R T, U B'— MRIEFRY, FlEFEIcEld
HEEFERH L, U E— NRIEE L TELT 5 #E T, DRPLA 12381 D HEED
WREEEZ KB L TV A RS H 5,  £FEIC, BERNEA LT =BEFI3EM
LCW=BEF L V£ <, fold change b REVZ &2H, DRPLA DRIJEICEREEE
BELTWDEWVWIEHREXRLTWAEEXDBND, KT, Junoncogene, cyclic
AMP phosphoprotein, early growth response 1 (Egrl). TGFB inducible early growth
response 1 (Tiegl). nuclear receptor subfamily 4 group A member 1 (Nr4al) 72
CEREEEOREBFORE LB LT\, £, BRI VOELT S8R
F R L7, Q129Tg DK T GABA ROBRTFDHEIE L ~LMET L TR Y, DRPLA
BN TOTANARBIEIZEE L TW D HREERH D,

5. fHim

1) Welle’s R t-test (37 LA BB EFREHALVSNVOEEZFHTHFIEEL LT
EEENEW ERSholz,

2) CAGY B — MIEFELT.DRPLA h T v AV =y 7w AL NTg T, BHIZH
TBRBLUNVICEND DBETFOEBEML T, b2, JE— MR
FEHEICFEL L~V OB T 2 BB TFBFE LT

3) DRPLA hT v AV 2=y /<D RZBWT, MBS (4 HORERNG)
BB D BEFRBRICERERD V. BEBIBAOT HEEFRLERZ o7,
HEENEA T HEMETFD Fold Change b RKE o7,

4) BEEFRELL T, 1 2B TRBELAVOBT 2 -EFERNRVEIML, £
7. AL U8 F D fold change b K& < 7o 7z,

5) DRPLA EF /L~ 7 AZRWT, ALBIRE L~V OB T 5 BIBFBFE LI,
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