T XD E

LDB3 splicing abnormalities are specific to skeletal
muscles of patients with myotonic dystrophy type 1
and alter its PKC binding affinity
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FRIEMEY A b7 4 — 18 (DM1) (X, slRABIERF A 7 4 —Tbo L b
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TW%, LDB3 BRI, 418 exon 2Lk Y | iEIRA) exon 4 % & Tp transcript 72 5
FHRR & 5 0 5 B2 A9 73 isoform (cardiac isoform, ¢) & . exon 4 Ot 0 IZEINAY
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I BT RTo isoform X, N RN g ¥ o7 LfEE 3 5 PDZ domain & f1
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> 7% B L7 exon 11 1%, PKC & 547 % LIM domain T3 I21F/E L TH Y, PKC
LOFEEMEZLSE D ATRENREIN D, £ 2 TR TIL.DM1IZFk1F % LDB3
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Batd 5720 FLAG # 7 % £+l L 7= LDB3 ® exon 11 % & ¢ isoform (exon 11 (+) ),
F721%. exon 11 & F 72\ isoform (exon 11 (-) )& myc ¥ 7 &/ L 7= PKCa. B.
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inclusion 7% 15%#4 /0 L 7= (Figure 1B.), F7-. MBNL1 ®i#F| 5 3 CTiL control (21t
~TC exon 11 @ inclusion 7% 57%i#/0. CUGBP1 DR % Bl ClI Iz 16%H I L 7=

(Figure 1B.),
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exon 11(-) isoform [ZL L TIRFLTWb EEF X bz, LDB3IEMEHMEHRTH Y |
N KU DO PDZ RAA N LTZNAY ROEREAE/EE L. ZNNY RIZRET D,
—J7. CREG D LIM KA A > TH PKC L#fEET %, LDB3 D) & O eF TR 72N
SNTWRWR, ZOFMEERNS, PKC &2 Z N RICIER T 5 Z L THEMMEN
DY T IR ET D R <D, DM1 Tik, LDB3 exon 11(+) isoform o
Iz FEV, PKC BEREEENE T L C. PKC O RFIEMELDJRIA & 72 > T2 Al HEPE A
E2HNLD,

[##]

AWFFEIC L 0 . DM B K& 5 K B89 72 LDB3 exon 11 inclusion #§/ll, B X, =D
transcript 7> 5 EIFR =415 LDB3 long isoform @ PKC ~DKfE G TENH L E o 72,
Z @ isoform O PEATEINZ LY PKC 3B Z N RGO lE#Ed %5 2 & T, DM1 @
JRRE AL D —IK T 5 PKC BAFTEMALZME L TV D AIREMEN RIR S 7z,





