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Phenylbutazone induces expression of MBNL1 and suppresses
formation of MBNL1-CUG RNA foci in a mouse model of
myotonic dystrophy
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mEMES A b7 o —1 B OMD1Z, BHEME CUG U E— b RNA IZ RNA & & 237
MBNLI MR END Z & T, BEAT T4 VI IPE L TRET HHRETH D, HEFR TR
TRHGVEFRITAEIE L7V, C2C12 HlAE % AV T, RT-PCR MBI K W HIRIEMIER T v A FEEHA
DAL Y —=2 7 %47\, MBNL1 B 57 % {3 3Al & LT, Phenylbutazone (PBZ) % [F&E
L7z, DML EF /L= 7 & (HSAYW,g) ~0D PBZ #& 5. Tid, [EliEAR A VLT, PRBZ G THER
HEERE DL RO T, MR T, PBZHRSHICBW T, w7 ARIE R
% Mbnll mRNA R XU R0 BOFERZBEMAE RSO =, DML ITREAI 722 0, BN
MBNL1-CUG foci JBRZ. Clenl HART exon? ERA T T A L 7R EOREFHR G PBL 5
BETHBIZYHE L=, PBZ X MBNL1I @ intronl fHIEIZ&H 5 /¥ —FEIKD A F L%
P2 2 & T, MBNLI OFRBIEMEZ T & T, PBZ 1&, MBNL1 OFEH LA 2 L.
DM1 OFFRER i &) D ERIBREHEM TH D Z LR SN,
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1. BEOHIZETIE, DM TEREDBO LD RNAFEF /37 & LT, MBNLLIZIZ .
CUGBP1 =2 hnRNP H 2845 ST b, ARWFFE T, PBZIZ LD RNAREG & /37 DFEH]
BT OUNT . RT-PCR #:36 & Uf Western blotting TR L THR Y, PBZ [Z MBNL1 @
R A FREETEN MORNAREEG Z 37 ORBUEE 2 5 2 TR0 PBZ 1 MBNL]
ORBEAENLT, M IFEEEZSEIED, BN

2. PBZ MHIHIT D A FAALBEIRIZOWT, EBRRNPOH O L7 >72DE, MBNLL O=
NI D A F AT TH D, O, Hiok s & HIZATF LR
FTAZERMLNTE Y, MBNLL OFRBEHMC BEAREZHESLEZ SN D, MBNLI
DT 0T —H — RO A F NMEHIRYT 21T > TWeh, PBZIZ K2 B{LITFEO 5T,
PBZ {Zm L/~ —GEIR AR BAIZ A FALKIE ZAT 5 Z & AR E i,

3. PBZ T2 MBNLL fEMEALD A = XA, 2 DORBEMREZ BN D, FEEMIAI &5 3%
B ClE. PBZ IZMBNLL D N —fHI D A F AL Z M T2 2 2L 0, Mbnll &
BFOEEZ Tl ST\, Fi, PBZ &b~ 7 ADMEFHMRE T, ML EF /1~
™ AT CUG foci FEMEIZEREE LTV 5 MBNL1 A%, PBZ #5 THREPICHLEE L T e, [AER
|7, RNA-EMSA #: T, FEHLMBNLL # > /%2 @ CUG-RNA ~0 in vitro TOFEED, PBZIC
FOMEEND Z EARENT, LLEORERIE, PBZ 23 MBNLL & CUG-RNA & DfEE
FlEEd 2 = L AREed %, PBZ L. MBNL1 MEEAZME L, 2> 2ilFkfE MBNLT & & N
HDH, L) TODAB = AL DML OFEEFREIEDL I ENBILNT,
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FH/ IOV TEORRZFMICKRET L, ROMBEIZOWTRERE Ehi L7,
1.PBZAMBNL1 3 X OMLORNAFE A & o /X7 HHUCE JIETHEIZ OV T
2.PBZIZ X % Mbnll E=FHEIELD A F/VLHIEIZ DUV T
3.PBZIZ &L B MBNLUEMEALD A B =X LIZDONWT

U EORBOER, ANTIRVER LB A2 NCEENEZETH L L BIC,
RRELE R RICB T 2B L+ EHE L WA Z L2380, HUEEZEAE
DL, Bk LHBT L7,






