TDP-43 (5 M (O 9 58

SMA vy Mo 1 slass 4
Y "._ﬁ. Jé.c
jlb.) ‘,_'L.;}

(Csl:’.)-Q > AR - TIVEE N VO

WA ke



VPR kA AklS
Gt 8 0 pfl8 Lo i FEMAA 4 300 O e TP 83 33 Ser it ¢ 25 A 5 g
L) 2
R RN
LA N H0pS g (R apma s om TN SR kbl
AVAL PR TALT o e ¥¥s
L P
TR [YIT) e A

Adlm Ry o Catiady
b Py e ¢ By
RNA-proteln interactions L
PPETTIE, RN I Ly
Muscular - Atrophy, Spinal® : Eange
S SRR 3 Epnpn
Genetic disorders in children : Eanrn

= ATFE ppamien v e ¢ TS X
QPFIT/A AP VTS ¢ o el ey

AYYAN ¢ ki ey
PRVSTAY e phiEAD 3

3&

N,

gy obliust
SMA 4 M Olslow 33 TDP-4" 05 sger (o)

3 el

Bl ] A
R R Gotiye
Lo b 5L g 1ylasmie
_ﬂe. Yree % 31):3
1740 Jof 2 s Cugi
asdo Y7 : Slxiio 3lani
$39 = &3
Olegd Yiie s : Caond
AVA 15 —FYH - YF Y : SOl
ol ! : P o T o o)

)T A 2 el Sl et t ST
o LAIYYEYe0RE: il




ol

VY
YA
¥R

¥
Ty
Yy

Ty
Yo

223

Obden s Jgt Jead

b ol palles

............................................ ‘_;”JP)L\.@ JSLS)-;)’
A . SMA _Is w2 slee

SMA ;885 (2l oo s

........................

......

5olows S35

A el

alesn | b pe clays 5 SMN2 SMNI
o sl i g SMN 5555

Shbe sl

S5 - (J9ge sl julud

wsdb sacass



T4

)
)
¥t
Yo
\ia
A

oy
oy
T
sY
sy
sy
bay
5¥
2
SV
FA
$A
54
54

137

......

Sladlis gs"lﬁ':’ u;LbJ..Lo
Obuit slaglen o (Splincing) il wlass — 3 ol 2 TDP-43 45 ha
............ TDP-43).Transactive DNA binding protein (TARDBP

TDP—W ‘_,._-s..:.‘; 9

TDP-43 3 W
Jske > Wil g2jg3g TDP-43 (glaps. g3

LJ:"'I)"-# g djljﬁw P TDP-43 {_‘o«.‘é« ol

Uige SP-10 o) GENE ). 8eg
L 0981 RZeanS 59 pad ¢ o Sl el

5505 il i35 CFTR (g 5low INENP gl a5

------- ¥ 09, M g pgedssl
mRNA o

3:3])31 g 4 CYM‘ FL) TDP—43 L):-.a

........... (RNA]) )f aldls. (.5‘01 )i

RNAI las )8
.............. History as, )5

RNAI ys gl52]

...... Lbl:,fﬂ L'J‘-‘-'S3)'3 ulﬁ.bt.u) 3 J)ﬂ.a.c

~RISC uSa€ 0o usNA Jp8ge (Loading) 5,5 by Dicer o5l 4

......

.............. - RNAI p 5l
...................... SIRNA ¢la Js05e ;3 LSI glasiing Lls,) 3 sslizal

RNAI wikses glgi
e RNAI

Kroinns RNAI

miRNA .ol

siRNA i ,» Micr RNA

..Antisense RNA ..l



Ya
Yo
Yo
Y&
Y7

£32232S

YA
YA

TS E 3

AA
W
%9
Y
iy
ay

A
L0
a9

Johe (595 43 SIRNA 34,9 015 2 ilge
(S o (A

(WT) (e o (o

RNAi slasy S

......

Sl pdis 50 dSRNA Gls gunilSe

Phie JEl oy ol ) JUS Gude el (il

S59P5SSae ;3 RINAT 516

&St

pdondindl 5 gloil

(Electriinorision) oyl 95,550

........ wrame .........-----.t!da)f_’ ";JSJ

...... et W8 120 3)3) LJ:'5)

............................. Transfection ‘_}4'.5 \ W a | Lbl)"5)='-53):) )1 oxlamad c..a,_:.t.-.a

SIRNA LM  clelol Transfection Jos

------ O3 0205 el Pge sl yexsla

...... sl Bk (¢ lss 3 SIRNA L trans fection Joe plox! &l

Trans Fection _b,,

s 58 &S b,

..........................

...........................

Lgas 3,5 o3lal —

3953 9y -¥
N (g Joo 5 il Sy btiy)y Jlad ¥
tadigel ()5 autd 1 Jol oty

03355 Jyors 5L

ladiga 33,5 osla]

Cfigy ke ys
Brad Ford 3,

Sy ojled 3,58 s Jolowe




a3

5% 05lesd 398 3l gl

A S ojlad Jolouo b )87 3,
Voo S osled Jsle (gl BSA 1555 g5l 5)lastel
Ve ¥oojladd Jolome b )57 o)
ARR! Y ojlad Jolma gl BSA Jglma (g5l il
V¥ 2395055
\.f FERFCARCA)
V¥ PAGE 3 awy )
\o¥ el (L1 Jy-Y
\oF i L"b/.JL" =1
V-5 52395995 Jas plol, taiess (o5 Load -%
Y Lo PNITC 39,280 3,

Vv oS S clasgS

YeA western Lot g5 g b g p il -0
YeA ')y 5 la g aanbis (Lall

M. N Aast (cieel Ky Syl 2 K, 4
Ve A )
MY s e 75 Jetoe p S A
3 & RS T, A o9,
Wy oo ol By
W D p25 &3 oS sl Sy g
MW P olge
Ll A5 9
Ny izl als
WY it oo 4y sLid & ol jl oty JUisl by,
Wy Al ay J5 3 o U 3,
WY

ba gy JWl by, okl



WY

Szl odsy K8 4y iy (SladsSge JUazd

WY

WY

(Capillary) b ( Sodge oty Kaf & Loy, Jlaz!

WY

S oty K8 4y gy (sladeSUge Jlin
S5 gy SaS 4 By Sla)5SIga Iz

VYYF

WY
AR
YV
WF
YAy
ART.
YA
AR LY
ARG
e
VY.
Y-
AR
AYY
YWY
WY
WY
WY
WY
WYY
WY
Yo

iy 2SN b o g 4 Loty Jla)

st g Sl Glazl Joeol

Ay 28 il y> S8 s gy (ledgTlan il gl

(S SIb) gloye Nl g,

J<“‘ MaJJli:.‘tl J)’)

LBt alhh 55 S5e Jelae
Protei= Rloling ;5 sslitul 590 L2 glgl

....................... Transfer $L coal

) ) g5t JsSlge A ofee

~eelid & iy WeSlse Jladl o)
laslzé glgi

..... Holwg i slie

Alyeld (63 padiag b oLis
o b gl ol

Sty 48l Cunls

ey S L ga Do

Vb by ©AS L jhutys
Gylita (S S o o b il

2ol W buly  yiadl

o S8 fg 48 i 5 JlEH

Sl Gl oo 3 pdut 3

s 3l



VW
VWA

WA

YTA
W
V.

VY.
Y.
WY
AR
WY
WY
WYy
"y
Y
WY
¥
o

WY
YA

Ji ol caz Y la il

ja8 9580 ,8h 2 S A

wnogoye 9y 10 EMisial Ggeil cur i 3590 slelgloee (gjls aalel

SuiS dow by ) JEEI il
Ve —KD j 5S28 latdSey JET (ol

u"l & 41,)‘,

sl & ok J.E:.:.a ,_glbc»ug‘y' o Lia

U:.;S3x Lgl.bé).. Lol

Sy (sl It IS0 LY
slid 2 Juate Sloguan gonne el 5

.S 9&."'; L_i .‘ Aé d}:.n—t &';J

Lo LKt

ooV X g ol 8L dupd
TBST gguicud ,80

P oS Sl 035 ghdl db e

............................................ L_;als‘ s L:J"“'ﬁ‘ﬂ

W gl Kb

M\bdpush&iwwam&bt‘_ls.buw

...................... adyl ooty

sokaid] 44 Lgbl.gt_sﬁi
S jglome 5L

YA
WA
W4
W4
WA

&gl loj e

P wsSl Sl a2
498 (53l BN lore

w8 (i g jglome 3l

Ol 42

u-llwu faq L&-:‘SJ



VY- (e K5y S B,
VY. HRP 0,51 (i K5 (glgazion
A (6land ST AP (0,51 i (S5 glggoitis
VFY HRP o5 el oalizul 590 z0)) (slol j2uuges
e e s S5 a3 AP 5] SaS @y K g sloul
WY (e sod 83
V¥ Western Blott &3 5,304 posil ol e
VED beutSy 2 gl sl
VEF B T

1372 wlago i 3,8 oalel -¥
VY o 359y 0,5 ayeln -

V¥Y oo 03599380 gan dls o =¥
YA JE 4 iy s s (13)5 592 9 pex
V- ladigas 3,5 il
131 Jazs! als yo
AV ST G35 Sob b gl Jos
14 oluld als e
AT~ ST agl by polasl oob 21 o8 58,
VYOO crrenscsmrnsedler s 496 oL ol 10,8 543,
[T TR, 94l als y
Yoy Real-Time Per
YaA Real Time PCR IS g0l
A5\ PCR-Real Time » olulis cla s,
VS DINA 43605 Joie Slagslb colmeSiy
L St jols clacog
Lo P95 jedsrhen
A1

=



520 L9y 00 8 & Real time (y905 b o a5 4yl slaMhass]

e Syl g i b jlane iyl
VY (Threshold Cycle)—

YVFA (b | Sia
2 i S5
2 5 S5 25
\SA ® N, ¢
\A b s
AT Erre n-eping o)
\$4 9 LI
V4 (Serial-Dilution)l.oces "2k — Dilution
V#4 (Melting Curve Avalyes) wgd  gove iUl
Y- g oS ojdley
Wy S Ligda (it J 55 055
WA San o5 ) sad ey Jlude
Wy () g o
WY A\ RNA zl,5c
1% RLT 34 )8 55, 55k
113 U RPE il ;5,5 33, )b
113 S RNA gzl 5l b,
WE Gisiiiaiios ol b ol jf eolinud b oad zlysciwl RNA clale Jine oy
\WF CDNA i § woSas (g1 pdsens
Wy Real-Time PCR 2y, 4 b5 olo ooy
VA s 35 5 DNA 2l50)
YAY : PCR >y
Y ‘ 329995

W u{'r-ﬁl bl g2 558 S



W ' H3gm > bl 5989,

WAV 5813 3 5259950
VAR : b Soog casls g
4~ DNA g s olae LSS
- Pt by
14 il oSl by,
Y4y TCK dy olge
VA5 A, NN
\ay (i
Ay G0 THES0X ik csle
5" DRGSO © W4 A .. TBE 5X 8L cale
Yy ooty Jos > TDP-43 25
TDP-43 5 gy o ai 0 a8 251 dany i’ Jan b 15 J5800e sl
L S Db lalie o' e s B pieas ol y Jas b
YD TDP-43 _ouais 395 punilSo
TYA Dy RNA i,
YYY b G ypd
22 VR sl

YW .................... . ulf;] 3




