i Eam sl (EAY)

B AFIZ M 47 v —X A TAnABAFME)|Z
BiFA2HEY — M S 72 5990 O Rt

—A Ay



B NI e X 47 1 — X AT A7 A(Benign adult familial myoclonic
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FHMRICE > TEL KBTI, 85 S172 RNA 53 T OMIENIC IS T D B EEE
(RNA foci) ., RNA O Z A& D& BFFFAYIZ RNA binding proteins (RBPs) % Ht
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translation) 32 Z > T\ 2% Z & 23 &4v, RAN translation (2 KV FEEAE SN D
k4 72 RAN protein 73 U &'— h O FF iz 2 7K & 95 RBIZB W TR IR I
DO TWDLHEREMENRH D Z L3> TET, LA L, RAN translation O JeATHk
7213 CAG repeat X° CGG repeat, GGGGCC repeat & o7 GCrich 72V £°— |
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72k 97 RNA RS & v /37 24 LToWREIF O rlRetE & 2 541575, BAFME O
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% 9" RAN protein 23881 L 72 B2 EGFP OHEIC X VR CTE 4RI T 5720
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6xstops-pEGFP_0,-1,-2_HTT(CAG105) % {Ek L TZ4LZ 41D plasmid Z# HEK293
AMAEIC transfection L, HYCERPSEE CHEGRI% total protein Z i L, $L GFP Hifk

% Fv T western blot analysis THiGE L7z, ARKDAZ— =2 K ATG @ Fiigd



polyQ IZ DWW TIIHIANHR I, AX—Fa RUEHEET D L polyQ OFILHNFE
DL oTe, LvL, polyA, polyS 7 L—AIZHOUW T, 6xstops D Tl
ATG 2 RUAIFELZRWH OO, EGFP OB RS S, RAN translation 234

CTWD T L aEd Lz,

Wiz, BAFME o JE KI5 725 B Ch 5 SAMDI12 ® TTTTA/TTTCA repeat %
6xstops-pEGFP_0,-1,-2 ® MCS |{Zffi A L. 6xstops-pEGFP_O0, -1, -2_SAMD12
(TTTTA65/TTTCA70) % ERk L7z, Z @ plasmid % i\ T BAFME (2517 %5 RAN
protein DR BOF AT L=, 25D plasmid 2 HEK293 #lifiaiz
transfection L. ¢ CEATHEE CHEZR total protein Z i L. HT GFP Hiik %2 Huv
T western blot analysis THilE L7273, TTTTA/TTTCA repeat ®F i {HE 5
RAN protein Z /"9 X 9 72 7 F /TR D Hvie o7z,

A X BAFMEL #2317 %5, TTTTA/TTTCA repeat =55 O i aeRE -~ D B
BlZoWTHiE L=, E& RT-PCR I (N2 RNA-seq DfiEtT7 513, BAFME1L U
BB T SAMDI2 DREIUIRE T LE T anEEZxbilz, —5T, in
vitro DfiEt T, RAN translation 24 U TV 5 & T A5HLIE O o 72, ZH
F T, AT rich 72V v'— MiRIZ L 2% B2V T RAN translation Z fRat L 72 #

#1372 <, AT rich 72 repeat TIZ GCrich 72V ¥'— b DO X H 2@ kG 2 B v 12 <
W72, RAN translation 232 Z D IZ< WAR[EEMEZE 272, EHICEWI E—FE

Z AW T MEte, MiiinfE T RAN translation O, A& T RAN protein



EHERHIIZOWTCIIAZOMETH 208, ABIOFERNGI1EX, BAFMEL (28T

X RAN translation &V & RNA BEOREEFORES 2 LV RIETHHDLEE 2

5#v. BAFME OJFEETFICB T2 ARBRMRATH L LEX LI,



