86

PR 31 AREE SR ET A TIPSR E Mk B I T 78 R R

CYorf72 ZREL FTD ([CHIFTDREMY E— b RNA RBIFEEDA DX A

B OFER, MRAEL, LT, RSP, M e

KRBRRZ KBRS/ IER Fefh =

(FAFRDOER]

ATSE RS ERANE (FTD) 1 3@ &R0 o AR < MEAHOREVGRAE ThDH, F# 1X, Corf72 BIET-Ahrr
FEIIZH K95 GGGGCC (G4C2) V™ —k RNA 728, FEER B2 BIFRZ 521 FTD O+ ThHV ST FRIE—hZ L%
7 (DPR) &72 > CREEMIZEE T 2282 AU, Ve — MR F MR A BLRFFE TITRGEA Corf72 mRNA Mo A7V 7 13
BENHD L TODTENHBIL TS, — 5 TYE—MEEZ Z 0 RNA (VB —h RNA) [ZEEE IR (RNA foci) &L TR IZ
HIHL TS, ZOVE—FRNA ISR R IR AFHERIER A T, T FRUE—h 237 (DPR) ~ERIERS AU Tl R
EEEFTIENE, VB —k RNA OZREHEFF 25023528 T Corf72 B FTLD/ALS O /- /2iG LA L T&D
HLNRY,

(B ]
R EMEVE — b RNA OE R T OFEMZ B 520 RNA fREI2E B L7z FTD OFTHIREER A B,

(5 &l

Fox OBFE UT-Bltha R IR APERIRRIC LD DPR 2% 8l 32 F 5% (Ve — MR EMEET V) BLOUE— L EHE
A B AR W= EZERRICEB W T, RNA =7 — A ERIZE > CTIE—R RNA RSN CNDZEERIEL, &5
\ZRRE T2 T 5% RNA SRR IS B ES N TN DBDMNEIDNEREELTZ,

GRS

VB —h RNA ZBUHIEE T /LZ38 T RNA =7 Y — AOTEHEY 7 =~ (EXOSC10) 2/ S 85 &, Milaice —
I~ RNA 2ERET 2L RIRFICTIIREY TS DPR OFEFENE LML T2, KT EXOSC10 DI~V A8 et [E]
WSHHE, UE—h RNA OFZREITRBL 72, SHICKGE B KOV 25 EXOSCL10 23U —h RNA 25539528 %
in vitro RNA 43 % CREGR L7z, SDIZHRFT HROMMELFMIL T EXOSCL0 23R ME GAC2 VE—h RNA D432 B -
LTCWAZ LR LT, )5, GAC2 VB —h RNA 2R BIXW7- /il T DPR & EXOSC10 OAIEN AT &7 HliL 7L 2 A,
TNAX=UEEEICET DPR(T DBV -TAF = IE—RGR), 7Rl -7 ¥ = —K(PR)) HELaIZF
T EXOSCL0 OABREN 341 B8 23 m B I ZRB D BT, SHICYE —MEBLiIEE T /LIZ DPR #3653 Bis8 54, GR £
721% PR & EXOSC10 EDfE A D HEREN -, EHIT GR X° PR FEELMIIEIZ 35 Tt EXOSCL0 O RPE S Th D52/ MK
51 RNA FIBEARDSHIAENICEFEL CODZENMESLTZ, 77205 GR F72id PR OFRBUZLVAIRAN O N KM
EXOSC10 DIEMEA A EFESILTWDIEDNRENTZ, BRIV —MEBLIEE T MIZEERIZ GR, PR 2%Bls 7z Y
—h RNA OFEBLL LA BITHIML T,

SRS TURBUI ] 2020 EEE BSR4



PR 31 AREE RS ET A TIPSR E MR B I W28 R R

(& =]

4 1% RNA =7 — DS EN R RE L7 Corf72 V™ —h RNA SR H 5T 522 R L, E5I2, 7%=
VEREEIZE T DPRIZED RNA =7V — DA ROIEVERE DY C9orf72 BHE FTLD/ALS OJREIZI51T HUE —R RNA
BREOET L7 > TOA AT REE RS RIBE LT,

(ERREVEE: - BRARA\DERE]

Corf72 ZEE FTD IZB T, TIAX = 28 E |26 e DPR 2NEEMEVE — RNA ORFEEL | XL, FOFhE
IESHTNDEVI BT ARIFREAN = X LR LTz, 72 B AWFIERR R, 2020 4F 8 H 24 HIZ EMBO (BRI 3 195
AR N HE R 2 E SR 5235 The EMBO Journal | {24838 X7,

Kawabe Y, Mori K (B{EZ3), Yamashita T, Gotoh S, lkeda M. The RNA exosome complex degrades expanded
hexanucleotide repeat RNA in C9orf72 FTLD/ALS, The EMBO Journal (2020) 102700

87



