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BREATHEZH SN, OPMD D5 KI5 F WL,
RNA#E G 5 > 737 B PABPNI (poly (A) -Bindinig Protein
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PABPN1 SR Y AS{OEN DY A MHETHE, 22T
DERY AFOYINWT - ) 7T F ML EET 5720, %
& L CPABPNI DG L WMo A k258 - KV
T T EENEWRY A% H DmRNAD S { AWK
S5 GEIRMAY 77 = AL alternative polyadenylation :
APA) DIZxf L, #HBIIPABPNI TIZEM DO A~ OLINT -
R T7FoEEHEL R WORRE LTHWERY AR
ZEOMRNADER E NS Z & GEIRWAEY) 77 = LD
BE)ICEoT, BHEETORREERLESIETL
ARBEINLY. RVAPHOESPEAT L E, 2212
#4595 micro RNADFSAIRWAZE D D, KL LTEM
BT ORBLNVERABLTCWDLEEZLNTWSD,
FEBRICED &9 HENBETFORRNK) 77 = viko
FHENOPMD OEEBIREDOEH TH 5 MOV TIHIKE
bho TV,

¥ 72, PABPNLIE, ZEAEMMH S35 L@IEWIZHEB
LTWBZ ERND, BEDEMRY Y FILTIE, ZRA
PABPN1 @531 X 2 EH: 1Y 7 A % 3 % L v o T,
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PABPNIDRH%Z 254 ¥ aF VIZHELETELETI
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T2 & CTHRBEBREPMEICT 2LEDNH 5.
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LR T %~ 7 AN EAT 2 2 LI X0 Ffe

PEICTEHL S &, BRRIRGE & 24T M 12 OPMD YR & [k

BIHIMRT 2 & O HRESCHMIBIE SN A LN D 2 & & Rz
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1) C2C12MI8 12 PABPNI D IEH I 3B X O B I %
Lipofectamine LTX % H] \» 7-transient transfetion % (2
XoTEAL, —BEOZIUC X MO - 447
TEREZAIZ BT 3528 % fi b L 7z,

2) C2C12#I4IC PABPNI D IEH M B X N BH A %
Doxycycline (Dox) #KAFHICFHERICHH ST LN D
N7 & —PBlII0OZ HWCTEAL, fMiathz zheh
S5HR3 oM 7. DoxycyclinlZ & 2 FE3LFEE % oMl o
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gl - AAE, RREICRITTRER T L, 7,
ZNHOMBEM X ) mRNAZ i L, ZHmRNA
DRVAFERPEAAL TVENLE ) NITDNT,
RT-PCR B X IN3’RACE %, Northern blot, exon array,
RNA-seqZ W T~ 5.
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invivorLl 27 bBRL—Y 3 VEIZLSTEAL,
1 7 H#kZsacrifice L, #4) L 728U R % 4% PFAT
%€ %, PLPABPNIHUE, PLGFPHifkZ HWT, #HiE
RARRAL A B OGP 217 - T, R T o ki

Wild type PABPN1(6k)
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FAE LD ICHE D ffERR T & 72 (data not shown).
C2CI2#fiw Je O & b iPSAlNE, & b ESHHNE 2 IE & &
Jo OF 9% B BIPABPNL G 12§ (CK Ui ICFLAG Y 7 %
BA) OFEB R 5 — %8 A L, stable cell lines
fil37. L, Doxycyclin T 7% 3 % |2 PABPNI1 variants & @
J& Bl & FLAGHU/A THERR L 7z (142). C2CI12#fia
Gt X - T R L 72 (data not shown).
HAE, 155 N7z stable cell lines 7 5 mRNA % fliH L 72
%23’ RACE I T#INM K Y 7 7 = WAk (APA) 12
Lo TGRfishTwa sz yoru—=r7%
1T\, Northern blotting%§ CHEREAH TH 5.

C2C12fl i (2 PABPN1 0 1F. B & O ¢ A % transient

WA UHIRE O AR AT T3 B 2 T L7z, 3R

St}

lKF L7z Mg oiE
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L EEFESN, M EEED
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Patient type PABPN1(9k)
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6X-FLAG 9X-FLAG 616X-FLAG 6X-FLAG 9X-FLAG 616X-FLAG
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— ——— Ty o DY . 1 =™ SOkD
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KA O LEMELin vivoBERELEEH VT
ER L 72 B F = A2\ T PABPNI O T % J6 B
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FAFLIET LT BB T2 FET 555 EHET
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BIRRY) 7 T2 METRE SN TR EEZLNS
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mENEY. HiEo X)L, PABPNIONKEHED 7 5
= v GCG D AHEAN 25 IEH TIL6 ~ TH#E D BRI D D
W26 L, OPMD¥EBAITIZ9 ~ 13HNICHEL T 575,
T VHOMRBELZIMEROEEEZELZIROTV D
DI TEEwE ) Thob. FEBE, KRRFWEEZH I NI
TP, ATFOZRIZLEL LT, KREFELRICLY

24 36

HOX(GCG)  616X(GCG)

AoN BRI RENASNZ. 2F ), EH)
MREIZBNTIE, 7TI=VHOMREEDUNOERSESL L
TWBI DL H Y, 4 2B % 5 EM PABPNI
DGOV THRBRARDULEDNH L EEZ TVD.
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A2 1E, HEERKFABERSIIB VT, st
a7 5 AIBML T NZEFRFERRESA,
MHIE#d%, ReR BB T & O BUER e hTh o LR ZE
lin vivo A% FLi: 2 JH W CHER L 22 IRINEESG A b o
T4 —RBETFTVORE INLELLE->TBY, 01k,
FAgEHE CTH 5 BIERARFEFI AR FZHEH
(AR I Bk il) O 45 E B A 2 2RO T
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