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Synopsis of Thesis

K .
# fafk FEA
Name
SR A PABPC1 mediates dejgradatlon of CQOWZ-FTLD/zj\LASLE}GGAGiC repeat RNA,,.,
i (Poly-AfE & % > 737 EPABPCII, C9orf7 2 B8 A SEAHIBE HE 2 MEIE/ 5 ZEftE MR SR B LAE L2 38 1 B 3 SR
itle
GGGGCC Y &°— RRNAD S i & 53 %)

SN EOE F
(H #J (Objective)]

Corf72BA5FWA > b r AZBIT 568 (GEGGCC) U v— MELAID BRI, SR O RBEMSEIE A MEE /i 22
MatEMI R (LAE (FTLD/ALS) b @BEE I A DN D BB TERTH Y, Corf 7B R SEHIEEREZMESE /7 ZE/E 10
REEALIE L LTH B D (CO-FILD/ALS) . R fEI 2 % A 7ZRNA (GGGGCC U B — RRNA) Dk (RNA foci) <PATG
FEARAEVERIEREY (DPRZ > /37 ) DREEENCO-FILD/ALSIHREZ SIS Z L EZ 5N TV 5.

Heterogeneous nuclear ribonucleoprotein A3 (hnRNPA3) 1ZGGGGCC Y B°— FRNAFE B Z /X7 & L L THI B, GGGGCC
U B— MRNAXCDPRZ RV B ORB B AN T S AEEEZ O Z & AREMIECERE Hsiilakk, v avyavsxz
FRAWERZTHRESH TS, 29 L7241 RIThnRNPA3ZSGGGGCC U B — RRNAD A iR A EtE4 AHERE 2 & D 2 & &R
LTV D2, EIEENRRNASRRE % b 72 22V hnRNPASZS £ D & 5 IZGGGGCC Y B — FRNAD /3 FRIEHEIZ B 5 L T 2 vk
AR RAS A i ATAN

% 2 CAMIZETIE, hnRNPA3ZSHERE A TGGGGCC Y v — RRNAGFREEE # o X7 B LFHEEHA LTS &E X, b
DORIE BT 2R 272> 22 AME LTz,

(07 # (Methods))

AN ThnRNPA3 & DAHAAER &% X BARIET 5 ik LT, TBEAF VIO —2>TH HAPEX2 T 1T
R AERIRoTn. ZOFETIEET, (GGGGCC) sV B — 2 FHH L7 RA BT 7 /L HeLaffl i |ZhnRNPA3-APEX2
BH N EERRBLS T RIS, YA E R K FE LB 5 Z & ThnRNPAS-APEX2 DR DM BEAER 0 7% &
FFUEH L=, E LT, TNLOER T ETAE T BL U L 72O BLC-MS/MSIETRIE LTz,

[ &4 7-hnRNPASFE HAEH & o 227 ' DGGGGCC Y ¥ — RRNASMHRRE DT & LT, Gene-Ontologyf#tTis L ONilE
APCRIEZH W= ) v 7 X g R0 ) —= 0 T FE Uiz, Tk T, (GGGGCC) gV B — kBT /LA = 28 BLAR
FrEE HRAIIC 31T 2 BNRNA Foci TR~ D 8% Wt in situ hybridization (FISH) VEIZ XV fEETL7Z.

(i #& (Results))

APEX2 T B 7 A X 7 AEIZ LD (GEGGCC) 5o U B — N BT /LMIIEIZ 35T HhnRNPASOFH BAEF & > /X7 B 190FE A3 A E &
N7z, ZOHIZRNase®D K 5 ZeBERIDORNAG R 2 L RV BIXEEN TR otz £ TELRDBHTD DI
Gene—Ontology enrichmentfif#r &3 72 -7 & 2 A, RNAREG X 737 E (GO: 0003723) A= U »F I Tz,
% Z T, hnRNPA3 & DFHEAEMANEHC K E S LB L TOZRNAFE S # o R B AE RIS ) v I B Ay Y == )
% EMELT-& =5, Poly-A binging protein cytoplasmic isoform 1 (PABPC1) DFEHEDIL TIZL Y, (GGGGCC) gV
E— RRNAL L3I 5 Z E BB Ll o iz, Fiz, MR RFHEE 1R OMHEFAIIEIZ 35\ TPABPC1 D38 Bl
EAKT X5 EENRNA foci OIZFRAEENFED Hiv7z. X512, hnRNPASEPABPC1Z Vv IV ) v 7 B0 & 12134
TN w7 By LT RIBERIC B W TEENRNA foci UMM R Zh BT R b e o 7=,

(# #& (Conclusion)]

ARFFETIE, hnRNPASHHEAEM #Z o727 DM, GGGGCCY ¥ — MRNAD Sy i A i3 B H+F & L CPoly-Afs 4 & » /%
2 EPABPC1 Z [E]%E L7-. F£7-, PABPC1 & hnRNPA3IZ[E—DGGGGCC Y B — FRNASFRRLE CTHA% L, DS MRIZHA LT
WA AREMEE R LT,
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BOCEAEEYE B & RIRA 5% WA E— Qm/%L;ié’”’
B & NN KA .77 é;
RLBEOBROES

Corf72BfEFHRD6HER (6G666CC) U v— MELFIDRE MR L, RIEATEERIERIEL M/ M ZHE MR RE (LE
(FTLD/ALS) IR b EHEILAONIBHETERTH Y, 2 LEEBARY N T AXCorf 728 BERAIERELME
JEREREEIREE(LIE L LTEI BN S (CO9-FILD/ALS) ., CO-FILD/ALSTREERBIZE Z T F A=A AD—2L LT,
BEMEERE S AT RNA (GGGGCCY B— RRNA) DELEREZ N T35,

AERSC T RIBEMEGGGECCY B — FRNAD S RIZ ST 5 & B 2 b 7-Heterogeneous nuclear ribonucleoprotein A3
(hnRNPA3) IWEB L, FOMBAEMERZ 7 B BRI 5 2 L TG666CCY B— FRNAD FERERE O—IRZ 8 b
MIZT B EE L, MEEET 2 Y ORKBENS, nRNPASOFAIEH ¥ /37 EOH @ 5 HPoly-Abinging protein
cytoplasmic isoform 1 (PABPCI) 23GGGGCC YD &— hRNASEBSER T & L TREIE iz, AZ T, PABPCLASHADAIRNA

SRR LHEEREZAETD Z L 2R L., PABPCIMET HGEGGCCY ' — MRNAGER R EZH LT LT,
AER IR RMEGCCGCC Y ¥ — FRNADSARIZAE B L. PABPCINTERKE 2B & U7 CO-FTLD/ALSTRIERIE DRRRICE T
HZLDOTHEZ b, il (BR) OFMBEIZET S,






