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W1LZE 45 )& 7% 1k ( Amyotrophic lateral sclerosis, ALS)
JEANZRRAT ISR (1 H b — b HARIE 2 bR is s Mg oo
HEATPEAZ M, 4k R BOUL N 2240 B 4 58 38 B BT TR I
WL ALS BB S R kR 55 RS PERESE (HAR 2D B
TTREBREE . ALS A B LU B2 AR AE 2 — J2 328 Bl
22 0 PRI T 4t L A7 e MU A 25 TAR DNA 45
#4711 43(TAR DNA binding protein-43. TDP43) FI#E™
REHALS T il iUk M TR ML BT 29 10 %6 (9 5]y
it R ALS (9 %09 52 R B Fsi A4 I R S [l

A M A PE ( Frontotemporal lobar  degeneration,
FTLID) KRBT 0 RIS 9 oA 26 5 56 AT PR 75
FLRFOE R 25 (01T AR b G B 0040 - ZE 48 A DG 9 AT O R
(Behavioural variant frontotemporal dementia, bvFTD) 8§ 3=
T BE T T BE AN 5 PR #E AT M 2K 1 IE (Primary pro-
gressive aphasia, PPA)P) | FTLD H % 30 H A 7] 25 780 1 4
I FTRIREI 22 45 T A () 179 28 A B 5 i PR R AL ARG
TR P 295 B2 A 9Y & I FTLD SR E FEA A 78 B i %
Wiz Ak 14 18k 45 A0 56 & 1 (Microtubule associated protein)
Tau, TDP43 uf A J& Fit & % 1 (Fused in sarcoma protein,
FUSIE A AL A 0 R 1 2 1 O 22 . FTLD HoA AR 3
P F AL . 30 % ~50%0 1) FTLD B 406 1 %R
EARBEER, 20 10% ~50% ik H BA 5 mB Bk
T IR S ASRAW) A s A AR

ALS FI FTLD fEIlG RF AR AR T ALS 4 3%
FIN LA TEF FPLEK T3 3 15 3R B T sl 22T iR 1k
SRR FTLD 835 R W $EAT AT 0 ARG BT A
I REFNE Bl D) BE R A , 33 L8R3 fi- 5 45 IR IR A7 P 78
A, BRI 15200 FTLD i il 25 B ALS [BF 1 3%
B 152600 ALS HE W BAT FTLD f il 3-8, B e A4 45T
HAEAE TDPA3 A0l A7 . th4h, ALS 5 FTLD 7778 & %
st 12 PR F & G 9 5 e AT i BS2AE 72 (Chromosome
9 open reading frame 72,C90r{72) , TDP43 | % filf #2jiig 2% #4) 48
FE 1 10 (Coiled-coil-helix-coiled-coil-helix domain containing
10, CHCHD1O) #1 FUS, [A] B ALS 5 FTLD 135 1% #1555 2
FEAEARML o B LA AT IS 72318 ALS Al FTLDC FR A
ALS/FTLD) f) 3[R B0 2 1 A a3 iod 5 m 2ok (K 2y R i 75
PR LI P R AEAE

Y2 A7 . 221000
TSR GEARTER) ]
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AR AR L
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1 5k 5 ALS/FTLD

ORI A ML AETE BT bR ) 20 M 2% , Fol o A Ak R 1k
(Oxidative phosphorylation, OXPHOS) Jz Jif i 40 il 4= ¥ &
ARALRE R AR F o BLAh, Gkt 2 5 20 i 107 8% 2 1
AN T AR 1 A 4 R AT A RS B TR S S T AR
o 1 31 B 95 B9 I 45 = 9 B2 C Adenosine triphos-
phate, ATP) ¥E35 S fb N SR 20 I IR T S5 2 80 & 4B &
JEARSE b A 2B AT PSR ALS/FTLD,

ALS/FTLD &3 09240 i A= BRI g AL, IF Pl b % 36 4
AN, L IR ZRLRT . A 1966 4R 1 IRAE ALS
B g B SRR S LR 5 2R [ B 7 A 35 7E
ALS/FTLD f 35 241 41 20 i o 52 5652 40 o L 258 1) 4 6 4 S
o BN, AE TDP43T # 56 B /N B i W 4% 31 17 37 OX-
PHOS Fn A Ze R AR I RE I RNA i8> 5 3k FUS 848
PRI /N BRUVR G T 48 B 43k T S 19 4k 200 1 IR 5 ki AR T g
iR 97 ST I R AU N NN AR o o
s LRHATEAS I REIY 7+ © A A 2 ALS/FTLD #2
WA R R B E R, T ATP #83  A LR . Ca?*
BRMGESZ ALS/FTLD SR T SRR T RERE AT (1) 22
RRAED ) X e AR B ORI D) BE R A E ALS/FTLD
P T J v T AR Y L A ORI T BE T RS B R
RN —FARTE.

2 ALS/FTLD Fefs 1 50 5 F X g b ik Th Bk

S

2.1 TDP43
TDP43(TAR DNA-binding protein 43)7F 1995 4EH Ou
SN REE  HOl W R R 1 456 7 5 0 7 1
H (Human immunodeficiency virus type 1, HIV-1) A &
B mEIE 1) iz 2534 1 BN TG (Trans-activation response ele-
ment, TAR)DNA JE J¥ 45 4. JE T 98 # HIV-1 #3350,
JEEEMBTI & I, TDP43 AUALE DNA 4548 1, HAuge
5 RNA 2557, TDP43 1 414 PSR AL 8 2 A
SR DNA/RNA 2 51 45 # 3 (RNA recognition motif,
RRM) ,RRM1: aal06-176 F1 RRM2: aa191-262 FI&E & H &
BRIV C 37 51 (aa274-414)050 (&L 1), B 1 BF 57 45 SR 4%
7N, TDP43 [ 578 FiL s 8 AR S e M 4 2k UL IR 20 L L
ZE45 0 FR AT AL RVAT AR 1 A5 2 Rl A DG
TDP43 TELFh AR 2 K38, JF e T A0 A
FEABRAAE T AT 3853 TDP43 2 A F g it
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1 77 102106 176191 262 274 414
TDP43 & NTD * RRMI ¢ RRM2 = CTD 2
NLS' NEA{
{2 ;} 2/39 250
1 165 267285 371 422 453 501 526
FUS Q/G/SY-rich region Gly-rich = RGG RGG NLS:
PrLD:
116 95 135
CHCHD10 IM— CHCH =142
intron  ATG TAA
C9orf712 Genomic
(G,C,), repeats
1 193 215 481
' Longin = DENN 1

B 1 ALS/FTLD S0 3R 4w i (1) 25 (1 1 Th e 45 #4 3)

KR Z R R TDP43 5 ALS/FTLD S5 A7 7 3¢
L) A ALS/FTLD rf TDP43 J2 Jid J5i £, 38 44 v i) 32 22
BELSY X 38R TDP43 1) 58 B AEAE ALS/FTLD $5 ik
JE R R B B RN, MEE TR 2 AR R
TDP43 # [ R0 R AT MBI B SRR Ry “ TDP43 45
F” . TDP43 Hh 4 A 4% 3 M 5t 04 5 o7 2048 52 ALS/FTLD
RN SR IS . ARG & BN B E 13 1) TDP43
Gt AZhi A, T 8RR T RE PR A5 2 ALS/FTLD H & g
i A T [14) T L B A L 4R 7R 2R R T RE fe 1 7E TDP43 85
I el eI T B A 20

HAEBRSTT TDP43 2@ T4, 25 RNA I
T A AR By Y)AF 2 A Wyt B . 7F ALS/FTLD (83 FE %R
R 22 AN B 55 P BA S S5 R 52 T TDP43 RE a2 v B £k ki
PR e TDP43 /&35 B9 ALS/FTLD 5 3 R fse i
TR PP 2R A AR I A sk B o BRI B 9> 22, Xu %5
WFFEA BB AR T AE 3 638 TDP43 [ %% 3 R /)N BB Al v
M B 2k A Be A » 3 FLZ W58 38 7m Sk i) ad B /7 Br Ak
Al iE-5 2RI 24Tl A AHOCIE R L An b/ 248 H 1 (M-
tochondrial fission 1 protein, Fis1).3h 1 4 % H 1 1 (Dy-
namin-related protein 1,DrP1) F1Zk ki {&fil & & 1 (Mitofusin
1. MFND) [ 35 KA ), B IS . Wang % AR #F 55 &
B, o Fek MEN2 1] DL B TDP43 558 i) 2 ki ik B Be Ak Al
UIRERERG" . 78 TDP43 2 I B9 SR M B R ot g2 51 T 41
LIS, TDP43 ()i 2635 S BRI A1 25 9437 7 (Mito-
chondrial assembly regulatory factor, Marf) Bl MFN ik 7K
SRR L i ek Marl/MFN 1] DLkt oz s i, X s gh
SARIR TDP43 38 i Iy Ze b i 73 24-fal G 2 A7 . 11 5%
R AR T RE .

AL, TDP43 RE B v 2 2k 1A, S 802k iR A L i
AL FERZ 0 . ki iE 7 () TDP43 5 4% NADH-Z fif
EAb iR R i 5% 3/6 (NADH-ubiquinone oxidoreductase chain
3/6,ND3/6) iy 2 ki i 15 i RNA (Messenger RNA, mRNA)
i i mRNA B S0 SRR E G T MR M
HREREAFS . Wu HIBABIESE T TDPA3 i3 35 S 8 Zh 4
BEEY LG T M, IEEEBE ATP P28 F T, tesh, @

FILARIAR R TDP43 18 45| i 28 oy {4 I8 o 1k el AF , 32k
R DNA BB I 5T b, 28 T 3800 B0 5 1 M 1 R A B
fifi-14 2 01 3% 2 1 (Cyclic GMP-AMP synthase-stimulator
of interferon genes,cGAS-STING) {5 518 % . 5 8 & % 1
JRE S TR 8 RAE SN -2 5 T ALS B ) & 2B 4 s
BELW A% 5% 55 T kB(Nuclear transcription factor-xB, NF-«kB)
RAEAH T LLGE i TDP43 5% L R /IN B b (9 2k #2890 4R B
B SRR, XL IR R T TDP43 BRI T2
hidok S 5ot e, B2 AR DA 2 AT
28 AR A% E AR 5 8L R 5 59 E R R B = Ar in
fafsz i TDP43 49 41 i 52 177 TDP43 {E 5 RNA/DNA %5
BB T AN I AZE AR A P Xt A1 B A 4 A B 1 R A 2
BE AR EE S R ALS/FTLD hgEfe i m/EHA? A
() 240 0 5 (52 F) TDPA3 2 75 475 bIb [R] A1 FH 170 53 0 0 g e 2
o 35K 246 [in] 5T ) VR A RIS A B T i — 20 3L i TDP43 25 96 (Y
BURHLIE

TDPA43 TR AR RE 5% T I8 58 2 O L 2 1k 8
B FENIEALETHE AN h TDP43" %" 58 A8 R 3 R % v 1] 2%
B AF R Al S 30T 2O A B H A R AIRDS . TR T SR A 1Y
TDP43 i@ i3 RRM1 2544 35 345 miRNA 9 ¥ 40 ffg 4% [
It LR AR [ o B R SRR A A s i R R L &
B AR TR TS S A AN TS 4 4 (Reactive oxygen species, ROS)
FRE LT ROS KT it — B AL i T TDP43 Y1 i 3k 28
BRI A, 38 3 b AT I A5 A6 B O A2 1 0 & A R DT,
TDP43 tAE I 2 fL & E(Gasdermin E, GSDME) . # 1% 19
GSDME 7 fii B8 ki . 51 gk A4 4 R A7 T [ R Bt
1) ETT R B 2 58k £ 2R, 78 ALS B b g sk GSDME
RESE RO 2ol 28 22 T %2 sh D e R AR Y . Bhdh,
FWIFE R Bt 3235 B A Ml 58 AR A ) TDP43 ¥ BRI Hl I
A Y 3B(Glycogen synthase kinase 3 Beta, GSK3R) 55,
T T 10 ) 20 900 DG I06 B 2K, 11 DG IR A 1 B 1 TG 2 T ol T G A
HAEA®EH 51 (Vesicle associated membrane protein associ-
ated protein B- protein tyrosine phosphatase-interacting pro-
tein 51, VAPB-PTPIP5 1) A B4 H . BELIT P 5 9 1 4 A4k 11
BT FEN T Ca™ AR, BE LK Ca** Ik, BRARER
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KR DY Ca? * AKSF) S Ca? ™ FadS X T UERE IE# ki ik )
REZSCHE T, Zhbifk Ca AL S Z R A . R I,
TDP43 1, G i3 BH WT P J5 -2 R A28 18] 32 9 11 18] 422 7 205
LRI RERE K S 5B R .
2.2 FUS

FUS(Fused in sarcoma) > 526 P& LA 20 il 1) RNA 45
HEN G NIEFE AT 16 SR EK EY . FUSH C i
5 AT RESE R L A1 45 RNA R 3T O 2 H 2 m-
H % 8 (Arginine-glycine-glycine, Arg-Gly-Gly) & & X f1 4
5 RNA T B 25 5, 0 3L N o ) £ 2225 555
WE 1. 5 TDP43 ML, FUS 4 fig 45 4+ DNA Al
RNA ) ZEAIIM L RNA (Ui 66 3¢5 R RNA 9941
SN B Y R AR AR . FUS 13 40 1 fir
FEAN TR 20 B S B v i 2 5, 76 R 22 40 2 80 e n ek 1
S A0 A28 A N S B AR b FUS B E o T 4 A L o
EALT MR, MZERN 27T rh FUS F 3 E 67 T 400, 78
A FUS W] S 40 A Fak

2009 4E 2 NFSE A BAAE Science FEREH A EKT LT
FUS RAF A RE N R ALS S5 R A 58 45 31, B iR ar T
FUS 53 GBI TG0 Z [ IR 7, RS2 oE & BE .
FUS DMK R 7 FTLD & A 4 i i rh LR L 2
7 FUS W g RUR P FTLD Firb 1 AN 2R 09 5 2 0 B
AW, B FUS RAEC L ALS/FTLD iy & %
FA) 9 B &5 PRIk FUS 78 20 B AZ R M B 22 T8] 1Y) 5 42 % T K
REATIREE LTI, FUS B CIETER ENFE I, %
DX I 275 il FUS & 037 3 i o . S 34 48 ot o0
1 M FUS B9 25T ALS/FTLD 95 0% oF Ji8 58 56
L HZHRAILR A ARE R, B AR AR R, BT
FUS A] i iod 5 | 2ok 14 T RERE i 2 B HE JiE .

Huang S5 356 4GE T 7E414F ALS B35 h &0 NIB
WE R P B R S o A TR A PN A S 1 FUS SRR W) 1 Bl 4 4
T8 CERLAAAN P 5 90 ZE LS 5 B S L 55 1 ASBIFSE L AL R
BT a3 K58 FUSC g dob (R 4D | B EE SRR T
FUSYERH TLRRLIRAI T RE., Wu H BAZE s 4 SUREAS L 20
SRRty % BT FUS g2 22K A
PLEIBF 5% & B FUS Ji o 5 5 7B R 0 #R A 1 60
(Heat shock protein 60, HSP60) #H H.AE i & v B 2k ki 4,
LR ENL Y FUS S8 ZORLR R Be Ak R 2ok (A i HE 51 25
BLOY . T UL 45 5L 1% A 2207 58 & B0, FUS 528
BRE A T i ATP Bigkhifk F1 241k g Ik (ATP
synthase H + transporting mitochondrial F1 complex beta
polypeptide, ATPSBY M B AR, FE L AARITREE R G V
FIRRSE ETI G ATP (77 £ R RR R & B AR
% ( Mitochondrial unfolded protein response, UPR™)D5); i3
—J7 1, FUS fE2 RNA 254 8 1, HReTE M BT b 5 g ih 2k
BRI REAR S A0 R mRNA 454, V87 2K Bk, S5
LRI AARR B F /N A, FUS i 3 i 3300% GSK3
SR SRR P 5T N 22 8] A B R ek Ca®*
FaZs 5l ATP P/,

B T AR M RLR DI RESL  FUS 38 BETE i3 9415 Ze b ik
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BEREEEN . S FRIKE AR FUS 2848 (K 3 Mirol
FIYZ Z AL R EE 0 T 5 | e 2o A 1y pp 28 e il 28 1 a2 i A2
BHS7 2 i (07 A LR A A TE 5 1 2 M A2 338 1 Ca ™ 2 o4
HEBeaT, W] FUS 35 1Y #1250 P AT REAF T8 2% Ml A% 3% T g
S
2.3 (9orf72

2011 AEAERRIN AL SE 1Y 8 35 b & B Coorf72 FEH FX
BAF IR GGGGCC(G C) B P12 ALS/FTLD f5 k' I
B AG AR O 2 XA F Coorf72 B AR 4 i X,
BET GG HERZE BN 100~4000 (K 1), C9orf72 #H
Iy ALS/FTLD iR E A REZ Rz Z456H 10
FHPE P L i/ R A B SR R T 1, X4 7R C9orf72 11 5878
FIRERIR S R R R AR A R T LA P e LR
Tau & oo,

C9orf72 B[ b Gy G, 1 1 52 IR LE A [ g 4] v 22 S AR
Ko HETHE ALS/FTLD B i) Coorf72 H Y75 A% R
V18 /N T 2 BSOS T3t A 5 S RIS i o 11 W ) 2 G
R ) 2 AT A 2. DR — &L 30 IRE
BAERIG I DA AR ALS/FTLD 4 th #8l g 77
E 20~ 30 YRI5 751 5 DRI o AN T 8 1 L 9 1 52 07
GRS B &L eAh PR AR K A AN [
DI 1T 722 1y (R A AR AN ik 4 X PT RE RS T 7 B A AR
DU &5 471 14 2 =2 ) S 81 4 1 R B S5 e e )

EA BTN ZORAATE Coorf72 T2 ALS/FTLD %%
it RS PP AR I B . £ Coorf72 B3 iPSCs 4rfk
MIZ B 20T T B AR IR K 5 0 R 3K poly (GROs) 2351
AR RLIR DI RERE T , 5 BUA LR SN 0T 5 12 DNA 54534
i AT AR Coorf72 ELE BRI . TRABFF R,
H& R4S & iR 5 B 5 [ Glycine-arginine repeat protein, Po-
ly(GR)so J7E o BIGRi ATIT 5 LRARARIFIREEE 59 V 1 ATP
4 i F1 3L o (ATP synthase F1 subunit alpha, ATP5A1)
G55 I 2B ATPSAL Iz RALKESR . 5] A LR AR ) g I
33X 5 poly(GR) s /)N BRI RS Hh il 28 S0 1 i 28 R4 2 o i
£25) ATPS A1 B KV BEAR Y 45 B AR W) & 5 07 1 22 1 2 7E
/N R 3R ATPSAT AT LI KL poly (GR) s 51 [ 4
ZeRpE Y, %G RN BRI T RE R % 1] B2 CYorf72
#H ALS/FTLD Bt R EESE M E R . 5 —B5 B,
MELH Ok I T Coorl72 B 1915 T £ g T 41 i (Induced
pluripotent stem cells,iPSCs) 434k 1M K f) 12 sh #2820 Hh 2k
IR A AR P T2 1 Bk L At R -2 R (B-cell lym-
phoma-2, Bel-2) ik /K- T P H Ca>* R KW 50 42048
AN, Coorf72 il it 4k A I T-1% % 7 1 (Apoptosis
inducing factor mitochondria associated 1, AIFM1) /%5 il 12 jig
ZEM I 1 4 (Coiled-coil-helix-coiled-coil-helix domain con-
taining 4, CHCHD4) {5538 I 72 37 31| St A I 1] |52, 38 55970
1454 75 1 (Prohibitin, PHB) & & 4 il & koA oy BE4% (57 il
ZEM IR 11 1 (Translocase of inner mitochondrial membrane
domain containing protein 1, TIMMDC1) {564 , 4id5: 8 51
I FE , MIAE Coorf72 A ALS/FTLD & & M 47T
T Coorf72 /KT BRI S BR KRR E A T g
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0, LR E LY COorl72 IE REME I T4 b4 G 20 4155
B BUELRLR P RS B TR A A AR I i R
YRRy W A BRI T 2R B LR AR P JBE 45 g R B AR A B
iR R A0 . Coorl72 1 BEE 1 E GSK3R ki
VAPB-PTPIP51 AHEAE FH , 9 2 4k Ak 55 1 J5 I =2 [ 114 38
Wi WL Ca®t RS, B R P RE L W AN 2 fh ol RET
XELLE AR R T COorf72 38 13 22 #0 1 R 52 Wi 28 B 14 45 4 Fn
RE. 2 55 M 2 40 R T IR ATTX Coorf72 #15& ALS/
FTLD (9 &R A5 ETAI.
2.4 CHCHDI10

CHCHDI10 J& T X bt & R - X9 e & R ( Cysteine-x9-
cysteine, CX9C) I [T 2R [ G » 78 1 F LA AN 0] Bt , Fe s 25
SR N R NS VRN R TR S F TR (N
CHCHD10 it CHCHD2 JE A i 57 95 — S A A S ] B 28
KRG UG AP0 1 ARG (B2, B AT 45
W CHCHD10 #l CHCHD2 A 5 2Rk 2 &1 5
1 ANE CHCHD3 25 475, fr LA CHCHD10 J2 75 J& 4 kit
RIS A 0 D B R A R A AR, B2,
CHCHD10 1 CHCHD2 ] LA [B] B2 4k 5 B A4 I 52 64 1) 52
sl

CHCHDI10 1 CHCHD2 1 41 21 v it 63k 1 U AR A A
FFAE PR 2 R G0 R R AR b s 2Rk AP i £
LA 2 e A iz shah 2eoc ™ ™ 77, B4k CHCHDI0 1)
AERTIRE M AN T AV (R AR 41 5 ALS/FTLD %)

(a) Mitochondrial fission-fusion

J Membrane potential |

/ Caspase activation

Mitochondrial fragmentation

(c) Mitochondrial transport

Axonal transport

4 T e e @

>
/

i
1

Impaired mitochondrial
axonal transport
Microtubule l
b J/
," &P - Synaptic dysfunction
-—»@%}@l o$
®

Degradation
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G, AAFFE R Y], CHCHDIO 7T f8/2 ALS/FTLD [ iy
BURIERN . AT RE AR B S BN T A8 KR AT e IR HL
2 B R H R AT R ALS/FTLD 1y 9 AR . {82,
CHCHDI10 # & 1 /N BROIE oK 7™ A= 52 % 3= 8L, X R B
CHCHDI10 5] #2 ALS/FTLD 5 0] fig 2 i@ F ¥ e 3k 15
i,

CHCHDI10% 7 1 A~ E % ALS/FTLD 65 5 b 15
W KB JG Sapl T s> 7, CHCHDI10®- S8 4k
T B AR LA BB IR 2 1 S i B e AR U 252 ZE L AN
M. BEE BRI 2R, £ 5 ALS/FTLD # XK
CHCHDI10 (958259 % 3 , CHCHD10®" F1 CHCHD10%™" fi¢
Mt TDP43 (2 kiR 2 77 . Genin 28438 CHCHD10™* 58
R P E LRI AL RN 2H R 48 B A ) (Mitochondrial
contact site and cristae organizing system, MICOS) fif B2 , £k
LRI TCE A+, 2 BLRUAZ 8 0, I Hak S 48 55 ALS/
FTLD fy/ s B m YIRS . 78 1 fl 2kt Ay ALS %
il & L CHCHDI0 (156 108 {3 45 % 15 e 5 75 oy i 2 /R
(QL08P) , FF M #] T CHCHDI10 [ 2 b 22 7 H7E i Jit o
Bl btk e CHCHDI10 By 235 2 4ok i S AL B R
fhid e, S8 T e E A PR R . CHCHD10M " £ 5|
REAARTRE, SRR 4 S &9 1 %52 B, 1
5 i 48 Ak B AR AL o S . 7E R N Anderson % A & B
CHCHD10%5- 5825 4F ALS/FTLD /)5 BRI S5 T T 3K
5 40 i % % . CHCHDI10 A1 CHCHD? 7 B4k AR &,

(b) Mitochondrial metabolism

k-

Mitochondﬁﬁn

: Rl
mtDNA tUF?Ir? ucllon{
e Neuron loss
:GAS i
£GAS T—’"IE_’ Inflammation —— potor dysfunction

(d) Mitochondria-ER contact

Cytoplasm

~
~

~ ‘Activated
GSK3B T
PE 4

mitochondrial i
Coorf72 "7

Mitochondrion

Disrupt Ca** homeostasis
Altered Ca®* signaling

2 ALS/FTLD B AL R 5 ok iR D g
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SECAN B A AL GE S A A 25 2 | i i s 5 4
S I HAE OISV BT TDP43 & RS,

CHCHDI10 #1 CHCHD2 7 4= 3 4 4 F & 1 = I — 58
A, — e AR T g2 g CHCHD10-CHCHD2 — BRI 1, A
MRTREF=AET 2 MG R AR LR B, X 2 MEEFE M2
e P XU 28 28 L e ph 2R AT PR SR P e e ok, R
B3 2 ANEE I Sh R R A T B 43R AT R R R ML
FEmE, BT DL AE A U5 19 BIF 58 [ B G i CHCHDI10
CHCHD2 "JREH A 3 X .

3 BETMRE

G ) B B2 R Y 200 2 A AR R R AU A
NREIFERT 206 2c A7 o 1 e AT DLZRE AR AT SR X T A
A2 R GE T D BT LA AN LA O A T R 1
SR R G R ER 0] BE R S B 2 RGUR
TR ST AN L 75 AL BT IR 2K R L 5 A
BRI ALS/FTLD 15 A ) 2 Ffrfih 2B 47 P50 h 4 g8
BT LAY S U

AR BORLIRIE 25 M I RE S © 2 B0A A 2 ALS/
FTLD (3 M S AR b 5y UL s B 2 — o [HR
AR — B 1] P XS T 3 B R S5 140 i DR ) R 2R A R T
PR . Bl JLAF . X5 AT 58 TAE UG 17— 2t BE
55 ALS/FTLD AH G Ak PR AH 2% 9 0E 55 AR % 7 (o B 26 ki AA
PSR AR R REREAUIAT B T RS S R (18 2) . . £&
RME (0 () TDP43 B AT SOk (A2 59 1 21 2% . 3E 1 410 i)
ATP 7745 4 il TDPA3 () 22 ki 1 5 1 B 5 4 ROB i &
RY S FUS W RESE 5 43 5 FEAR B 1 HSPOO i 37 B 2R 14
5 ATPSB M B AR S B REEE G4 V i 5. M ATP
FEAEBY i Coorf72 I CHCHDI10 X FrEIR 855 44 1Y
AR E M B 6, ALS/FTLD M XM RAESFHE &
Wy 1 S B BEAR LML A R i 2B 7 o 3 S 2 SRR /R o
SRR BE FT REAT B T v 2 B AT PEBOR R BY L B
BRI PR TR . (HR . HRTIX 5 WA PSR A
BR 5 ELATS AT V7 22 [ R0 % 55 g 25« OB AR 3 2 S BOR i 1Y)
JEL PR S 2 (45 R 7 SRR D) RE R A 5 | A B ok
PRI AT FE ) I DR I R O () AR R By PO AR SR
FIESOR AR BUR 19I5 L 3 U BR AL A T A8 1l 7 [] 2 i 2k
HAT PR 1)L A B TR 3 AT T X ALS/FTLD %&bl
1] B0 ZRA L P BRI T AT T B £ L ER R A TR I B BE

2 % X #t
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