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The study on mechanism of neuronal cell death in amyotrophic lateral sclerosis
regarding U6 snRNA expression change
(U6 snRNA OFEBLEAENZAE H L 72 fh Za RS2 B LIEIZ 31T 5
PRI SERAE 12 B9 T 2 WF9E)

R ZEME M SR B LE  (ALS) (IO BE D EE) = = — o o MR RHIIAE 2 2 = #EE M o
MRRAEMHRABTHY, 10 HAIZ 25 ARIFL, ZLIE3H5EDI BITHIZED. TDD,
A D ALS D A J1 = X LR L IBHRIEHESL RO 5N TWA. ZHE T, ALS OJFKR KA
FL L T2 2Bz 2BEFNEESI, TOHIZRNA AT T A 2w 7253 20 2 £F
DL DONEFAFET D LD, ALS Tild Z 2 MM sEIZxt L CTRNA 27T A4 > 7 OB
ENREFEH &L CWA. Transactivation response RNA/DNA-binding protein 43 kDa (TDP—43)
%, WE, K 9EID TDP-43 [IHNIZREL TEY, RNA AT T A4 2o 7 &I 08,
, ~A4 27\ RNA 7aty T AR ERE A o TV D RNA SRS VXV ETh
4. ALS BEOEB) = = — 1 UNIZB W T, 20O TDP-43 [THIMEICITL, BN HHK
T 578, BN TE L TU = TDP-43 BERE D FEZAY ALS (23817 2 & HRIE FE oD J5 K] > — 8
ThHiHEEZLNTWD., LLARNG, TDP-43 BERE DTS/ HAFRHIIIEICE D A h =
R BIRE RS NS, ZNETIS, RARA T T4 T EITHI AT ITA A Y —LDE
o R—3% 2 b THDHENESF RNA (snRNA) DOFHENE(LT D VI ENH D
WHEDLLT, ZORBET L 7 7 A VIR EIT L > THEZe D, snRNA DR BLEZAL AR
HESEICRE S LTV D00, IR, RIMOFEETHDH. =T, ABFIETIE, TDP-43 HERE
DFESANTPE D FHRPIED A = XL EHLCTHZEZAME L, TDP-43 J v 7 &
VA A VN 72 snRNA SEBLESRINT 21T o 721, & 2 CHER S 4u7 snRNA FEEBLEZ(LIZ iR
FIESESCRNA AT A v o 77 It T 2 A ER S D OB LTz,

%2 FETIE, ALS BE OF B CRBLEMD 23S STV D U6 snRNA (255 H L, TDP-43
J w7 E T CHIIEANIZES T D U6 snRNA OFB &M 21T -7, £, TOP-43 / v 7 X0
T YA REMNT D720, MHIRET VHIIL TS 5 iR IEHIIEAE Neuro2A 1Z%F L siRNA
Z AL, TDP-43 BB A /-, Z OfE%, siRNA B A 72 B4 12 TDP-43 FEEL & 2%
F RO TAREERT L ENTE. ZOFZRZHNT, siRNA A 72 B[4 D U6 snRNA
FEH R 2 Wi 5 E B PCR TRENT L2 & 2 A, TDP-43 / » 7 Z 7 L HIPNIZ 381 T U6 snRNA
DOFBEITH 50% TR LW, RIBICEDZEMERY 727 U7 2 K7 IVEKIKE
(Urea—PAGE) & FIWTHRGE L7= & & A, WG E &M PCR A4, U6 snRNA 2335 Z LiZ
MMZ T, U6 snRNA [AEEIC AT T4 A Y —LbDay R R—% N Ths Ul, U2, U4 snRNA
WCIRERBREELEHNAON2WNWI EbbhoTn. &5, MK O TDP-43 %4
FETERE TR L= & 2 4, [\ L7z TDP-43 |2 U6 snRNA 23 FEA LTV D Z &b iz,
L7223 - T, ALS BB OFBENIAEE, TDP-43 DIEREZ (X T S 7283412, U6 snRNA DIEHL
BIXE T 252 EBHLMNT o7, 72 B TNE, TDP-43 14 U6 snRNA (2 EHEAIHER 35 2
LT, U6 snRNA DL EMZHERFL T DO TRt SN D

HIETIE, ZDTDP-43 /v 7 X U HMINIZEIT % U6 snRNA 3¢ B B oo 4t i



D EFGIZHOWTIRT=., TDP-43 / v 7 X 7 U #EIZ%t L, Propidium Iodide (PI) %
AW TIEMa AT - 2 A, T TIZ TDP-43 BB/ NMEE - TV 5 siRNA A 72
BRI 2 XA R OB IR S/ h o 7273, siRNA B A 120 BRI ICE 5 & fad
FREPABIICT LI, 20O P43 /v 7 X7 ARk L, #MED U6 snRNA %38 A
95 Z & T siRNA HA 72 Kifli]#% D U6 snRNA I E A FIE I/~ L 25, siRNA EA 120
e 1S3 1T AR AEAFR DN TOP-43 % / v 7 X7 o LigWiE & g U CIRIER L~UL E
TlEfE L7z, WIZ, U6 snRNA ZEHL &b B RS HIIIEDFRIK L 72> TWAH Z & ERT 2o
(2, Neuro2A FHAEIZ U6 snRNA D ) v 7 X0 v AT VMY CRIZE LT L 25, /v
7 BT B H T2 RN W TR AT RO ERE TR R ONZ. b0 Z b,
U6 snRNA Z8EL & D IEF M HERF S5 & I AF IO TEETH Y, TDP-43 / v 7
7 ANZED U6 snRNA OFEELEJF/ L TDP-43 / v 7 X744 2 & Tkl = AfIfasEl B
HLTWAHZ ERH LN T2,

X 51T, TDP-43 / v 7 X0 U HIBEPNIZES 1 % U6 snRNA FEEL &V DO RNA A7 A v o 7
T DB LER D Z LT, U6 snRNA 7S MIIAEICE D A h = X L %2R 7=
TDP-43 FEEE DTSN DBIE T D RNA AT A4 v PRBBICRFE N E - A2 L, IF
NZ, U6 snRNA JlDIC KW AT T A U TREMETTHEELZLNTND I END,
TDP-43 / v 7 B 7 HINPNIC 1T 5 U6 snRNA OFEIL BT, RNA 27T A 2o 7 BEIC
FHETHRREERSH S, £ T, TOP-43 / v 7 X7 Al U6 snRNA R BL &4 Al S 4,
TDP-43 BEREDFLIAZLEV RNA AT A ¥ 0 T REPRHRE SN TV DB FIZOVT, RNA
ATTA T OREEBIE L. ZOFE, Dnajeb B LW Sortilin 1 EfmF RNA 27
TA T RENRET D ENboTa. L~ T, TDP-43 / v 7 X U HIENICE
(7% U6 snRNA OFEELEH L, Dnajes B LW Sortilin 1 @ RNA A7 T A > ZRBEIC S
HLTWDZ ERHLMNZ/ -T2, Dnajeb 3L Sortilin 1 13 RRECHIIRSEIZBE D 5
728, TDP-43 / v 7 X7 HIREICF1T 5 U6 snRNA FEEL BRI, 6@+ RNA 27
TA U TREBIZREZ &L, MEARICHFGLEDEEZ NS, LorL, TDP-43 / v
7 BT KN U6 snRNA ZEER[AIEIC L D RNA A 7T A o v 7 B o[l RIZBRER T,
U6 snRNA 8B & [AIEIZ X 2 Ml A FREE RO T R TEZHRHATE 5D Tidnro 7.
RNA 27 F A 2> ZNEWEIE R Z R T 8B a 1L, MO BE#ENRRERE &5 2 LT
ENd70, NHEFEEL TV ZENESHOMETHLI EEZLND.

PLEX Y, T VHIBRIZ I T TDP-43 #EAE D HE 13 U6 snRNA DI B & 4 i) S
U6 snRNA FEBLEJHANIA T T A v 0 7B 72 b NS ZE O ORI 20 L Clllastic 4 57
HEWHZENRDLIoTZ. ZOMREIE, T E THRITH -7 TDP-43 HEHE 2 HE K L 72 R IC
2% snRNA OB BEZ(GICABNERD I H DL I L2 R LMD TOMALTH D &I,
ALS DJRINZEHH, 725 NIIRRIIKICRB W CEHEERBRE E 25 Z L8NS,



