AL ARE ROE F

Yy =Y
fe s

R E MY Aha 7 ¢ — (Dystrophia Myotonica, DM) |37 Y REME D BB R B THY
HIRIE SRR OFERZ R TINED, FANEE, A2 A SRR, N R 7L LA
DI THIERE 295 S K THD, DM OFINEE 1L 2 DHESNTERY, DM
protein kinase (DMPK)TBAR D3 IEFHFRFEIRD CTG V' —MRF DR | 7ol ZNF9 #Ein1
A hr 1@ CCTG U — M DO E AR I T D, BIE, DM BIEMEDGLEL TH /)
PENTVDEDIE, RNA LTI G 72VE — SIS RIS 500 0 R 2 R AF - ml el
ThD, L7 CUG/CCUG VE™—FRNA 3, KFEDF /B 2 BE IR 975728 LT Al
AR B R 52 D5 2 b,

ARG SCTlE, DM RIEREZ PRS-, CUG/CCUG VB —MIFES T DXL 77 E DOPEIR -1
REA T T 5622 HRYE LT, ZALE T, RNA 654273278 MBNLI 7% CUG/CCUG VE—hZ
FEATDIEBHALNICEN TS, E5IZ, MBNLI /7 TR~ A DM O —EROSER % 5
THIERHMESNTREY, 20X VB OB ED DM RBAEDOER DO —>ThHDHIENTHRT
IREEND, 2T, ARjw LTl MBNLL (ZH H L CHET 21T 572,

K SUILL T D 3 DO oA RS LD,
1. MBNLI ® RNA #& R B OfEHT

MBNLI1 @ RNA & Bl RF AL Z IO 5729D 12, yeast 3-hybrid system % T D
RNA fd%ll& MBNL1 Off& a4 ERETLT-, 20655, MBNLI (% CCUG, CUG 7217 T7e<,
CAAG, CUUG, CCG, CAG 72£ DU — R NEF|EFEAPEE R L, — 7, CGGG, CGG, CUGG 72&
G Uy F RV —MANZIEAE A a2 RS 72 o7z, Z203h, MBNL1 OFRFELSIL CHHG F72i%
CHG VE'—h(H X G LIS D) THHEHERIL 72, CHHG VB — NI 2f5 AL, MBNL1
DR Z H RGNV 7 MEIZB W THIERSN -, CHHG VE —MESIE, A~y
Frate TAREATEUAEER LD THISND, £72, MBNL1 1 CUG 8L CAG VB —MMIxt
LCEREAMHEZ R LIZD, ZIOLME DR DIAY YT D720 CUG-CAGYE —hDO~T B RNA
WZITHE A RS e oTz, ZOZEE, IAYF O O(FIEN MBNLL @ RNA fR#RIZE 2T
B, ZHIVETHIDZ2W RNA G REZ RO ATREMEZ RIE L TVVD,
2. MBNL 773U —DOHEHRERN A1 AT

MBNL1 IZ 4 2D CH ¥ AT DOV 77 40 —%FiH 2 OiE N Kiffl], $9 ~DlXH iz
FET %o Flo, ZLDATTAZNIT U RS C RGO T7 Y AERIIEAITE A TVD,
ZNHOFEKDO D RNA EOFEG B LOMINEN RTEIC & 53 DA | R EIT AL RR %
HAWTHRE LIz, ZOFER, 4 DOV 7700 A= bOM O, §70bh N KA
RNA #5 G112+ THY, C RIFHITLETRNIERN D) -T2, ZORER G, BIE 9 FE S
% MBNL1 DATZA 27 hdH | CUG/CCUG VB — D BEE BT 5L DEZH TR
LONHHIENREIINT, SHIZ, MBNLT OAMIENBTEEZRELTZ, Z<DATTAANTT



NI, B E TR E I BENE O DL, AIERER OIS Rz, —J, C RinEIZ
YeEDT ) T FFOART TAZNYT VNI DORJGFIE LT, ZDZEnn, il bb —EHD A
TIARNYT RN TIE C REGFEIR SN SRR I 8% KX 2 RSz, LL EORER K
V. MBNL1 (28T DR A AL E DFEREDS I BN L7 o T,

3. IRIE O TS RNA fE A2 0"

DM BHEOHIIETIX, ZODDBIE T DATTAL U T B PR ESN TS, ZIWVET, Zh
SO FH D% I%, CELF 773U —IZJE 35 RNA fA 4 /7B Tihs CUG-BP (2L->THI &
IENDHEFS O TE, CELF 770 —3, AT T7A L 7 RFRR OGN B o2 L s T
V%, DM TiZ CUG-BP OFE B BN IEH L CTHERL TRY, CUG-BPIEED LR BAT T4
VTR R|ERITEIN TN,

AT TAL 7 B D RONDBAR T D—> EA& R SRR F v /v CLC-1/CLCNI 1%,
DM (ZHBW Tl b FHERIZRIER TH LM RIEIZEDHEE 2 BT, CLC-1 1IN TOHFE
A FIWPEIZBEDY , ZOBREDAR NS FRIE A 29, feilt . MBNLI /7T 7~ AL
WTh, DM BELERED AT FAL 0 T BN R ODoT-, ZDZ 41T, MBNL1 OFSRE R IR A
T T B EBURD B H A RIEL TD, LL, MBNL1 OFEBLNEFE T v R/ DA
TAV T\ EHE BT HNIRP TH D, 2T, AFwsCTlE, MBNL 773U —3X 0 CELF 7
TV —DZ L NTED | T AD B R RIS FET v 2V Clenl DAT AL T RIFT R
BARREEL T,

ClenI (21X, =72 6 L7 7T OIS, BRI TA DFLET D, DM ET /L~ AR
MBNL /77 b= A TR EEMIC 7 TA NG TN, B~ ATIHZEAE G EN
IRNZENHBNTND, 7Y TAPRASNI GG REE R o Tc A RV E R HBIL N &
(2720 FTRELICHE 0L, in vivo AT TAL L T T o ADFER:, MBNL 773U —0DH R84
TRV TA ORI DIEEARD | W2, %27 0D CELF 77 —Z NI E)Rxy
V2 TA DIFANZAREST DL BNEIR 5T, RIS, Clen] DRFBERMKEAFRL AT T4
7B 5 DR RE IR AR AT L 72, ZORE R MBNLL 28> b 6 DATTAL 2 7352
LT MBNL 28 Clenl A2 v 6 O 3 AT FA ZERNLZINHIL . A2 b 6 D 5 AFFA
ARENLEAL T TA D S AT TAARNDAT TAL L THAREL, ZOfERELT=IV U TA N
AN DEE 2 ND, LA EOFERNG, MBNLL IX Clenl DA ZA 27 HlEE % FF
BB EN DDV TA DRRINIEF G HZEnHb Tz, 2276, MBNLL 258668
KT T2IET IR T Y RINVDORT TAT o TICEFE N ECHZENERAT BTz, ULk AR5
1% DM DFIEAH =X LDz LN LTEb D ThD, - T, AEEER BRI LEN O
N ER G T HICSZD LN DO LRET S,



