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1A% 5% I F A (- mitochondrial transcription factor A, RRIMRTAAS . LRPRRI RS 500 252 00 2 2 R AR I
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analyze the risk factors of poor prognosis in patients with HCM with PH. KM survival curves were plotted for the
survival risk analysis of patients with HCM complicated with PH. Results The prevalence of pH in HCM patients
was 22.73% . Compared with the control group, women (48.57% ) and patients with arrthythmia (42.86% ) ac-
counted for a larger proportion in the case group (P <0.01). Spearman correlation analysis of the patients in the
case group showed that female, moderate and severe valve regurgitation were positively correlated with the changes
of PASP. Atrial diameter, LACI, left ventricular mass fraction and E/e’ value all increased with the increase of
PASP level (P <0.05), and LVEF decreased with the increase of PASP level (P <0.001). The incidence of ad-
verse events in HCM patients was 25. 97% . Log Rank test showed that there was a statistically significant difference
in the cumulative survival rate between PH 1 group and PH 2 group (P <0.001). Cox regression analysis showed
that PASP (HR =1.123,95% CI=1.033 —1.221) and E/e’ (HR =1.131, 95% CI=1.054 -1.213) were in-
dependent risk factors for adverse events in HCM patients with PH within 2 years (P <0.05). Conclusion Both
PASP levels and E/e’ values are independent risk factors for developing poor prognosis in patients of HCM with
PH.
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AR S 2 R 2R B B RE, 51 A M iR AT PR
o PRI, IR A 14 Joi i 42 o -5 i 2B AT R
IR T EE,

1 SRk FEES

1.1 KPEEMESE SRR i GE 1 W
YN , S A IR Y BB T, AN B AN Y ST
A, SRR A Y R R RGN TR 2,
s S A Y B SE TE ) 300 32 AR v ( peroxisome pro-
liferator-activated receptor gamma, PPARy ) 334 i
F-1a ( peroxisome proliferator-activated receptor gam-
ma coactivator-1a, PGC-1a) (3]  PPAR~y L33 [H -
1B ( peroxisome proliferator-activated receptor gamma
coactivator-1B ,PGC-18) ,TFAM  Nrfl/2 £ |
PGC-lo, 2L A AR 1) i HE AR DG R TR 118 % A5 T 3
e RS RAR PCC-1o, SR AR A W & A L)
REAZ A0 AV I A i B A e, e
R PGC-1B HY/NUBE MR LT 7 AR 1 22, BRI A 1 o,
530 B A 1 M 4 ( mitochondrial reactive oxygen
species, mt ROS) F= i1 22 | 2R R T) BE B 1%, 52 10
LRR IS, 12 BE S 4 U, PGC-1ac 71 PGC-
13 AT BEIE o BT 3R A S S A o 7 SRR Y ik
PRIEIE, BAPR 5 8 1 3E i 1E R 5% 5 TRAMY/Nef 1
A, {2k mt DNA FEE 5 & 0, A S B0
BARAY A ) WO 5 S I T 4 (activation of tran-
scription factor 4 ,ATF4) 5 TFAM B9 8 FIX 454,
T TEAM /Y SCEER Y A% IR 1 1 (nucle-
ar respiratory factor 1 ,NRF1) BOHE SETE TR, U85S T 4k
RiEA Y R A SRR R B2 0T
W% A7 2 (nuclear respiratory factor 2, NRF2) , ki {A&
A W) S RN Bl g2 A O B DR e TR TR T B AT, Lok 4
it i DNA $5 DURO b BORLR AR KR
B e 2R AT et 2 PR s

LRLR B & 52 B Z2 M A R A52G4
RN JB 8 GEFRROL IR EEAE X S 5o TR
Koo AR A R Y Bl 3A RO M, O i
PGC-la K224 () 50 B 3 b & 1, i PGC-1aw X
TFAM |Nrfl FlI Nef2 B SRIG R FEAIC, 3 Sk 2k
Yk, SRS S/ B A A JBT 190 17 80 5 w8
5, ATF4 FRIKHE 22 Nef2 B SEm R i, Zokifk o)
RERRLAT , ZORL IR AL WU D, BEER ATF4 5, Nef2 353K
WZ TFAM KV Thi ARk bk e A= o X
HA PDZ 456 3 ¥ (10 5% s S0 I E 47 R R
JEU TFAM A U 2D B i L T 2R A A ) K

AT PR AR RE S RE T B . KRB R E
T RRS LR R E AL A dE R 3 £ AMP
A Y 5 4 BE ( AMP-dependent protein kinases,
AMPK ) BB BOE , PGC-1a FiR % {2k A
A A BRI, IR TR 1 22 ik AMPK/
PGC-1a iR E SRR A= 1) A | [RI R ) S A
SUNE R S O T N L (1 SR EZE R N
mt DNA /0 2R R T BRI ERS . Y
W] L iR U Keleh BE R AL EE 1
PRI AR T IS Nef2 , {2 #E PGC-1a 15 Nef2 B 3 [F) 5
s, 2B HOE Nef2/ 5t S8 A0 BB T FT Nef1, 3 5iR
5 TR UNEOE TR A EE2 % AL NZODTTN==w 1§ A
e FH PR i 2 P 3 o (A% €0 B 7 2 R AR 1y LT
BN ATP (4G A RRIC A O 7 3R AR i SRR
WP SRR A A2k (1) ZebifisE & A7
AR ZAE T R4 Bl 23 18 22 3R KT T el 28, b ik
W R ARG BRI 2 R, bR
1.2 SKREZhAZE LRk sh Ji2m 5 ok ik
(R o S4RAR , =3 B Sh P A T4k ik
e AERF DI RERY R R, ORISRl 5 32 512k
RN e = | ( mitochondrial fusion protein 1,
MFEN1) A1 267 44 @l 4 % H 2 ( mitochondrial fusion
protein 2, MFN2) [ 5 M , I #if 28 25 45 & 1 1 (optic
atrophy protein 1, 0PA1) JEZbi K NFR—F GTP [,
RSN KR A 5 OPAL S UIAI K" Lok 4h
B2 A il AT A P SR A/ RS S ) Bt 452 2 5 W 1Y)
SRR AT, LR AR A B A7 T P 7 5 B0 R A
JEE P P S5 AR TR 1, LT AR T 5 T8 HUOR A G B
1 Ao, FoR i sg i T kiR 8 0 =
ik, 155 MFN1 A MEN2 F&ff SRR R 5 — % &
% E AR

LRy P4 25 37 21 Z I R 52, FUN14
ZER B M 2 P EEAR G X 5 MENL 1Y GTP Jig4h
P BAE B, 30 2k i AP B Rl &, FUN14 4544
B 2 MBI 23 T 3R R IR AT | LR R TR i
5504 186 7 B L T A0 B &R, RER OPAL &
MENT, SRk & A W2 SRR K B 4n , il & 2 5]
ML B= MENL 8% MEN2 (47N B2 5) 75 4T U
HRIIBET S, S TR G BT 4 41 it 4 At B v/
LRRRTE I &2 T = MFNT Y I 40 i 4 2 1E
W, MR R ARG S 1 R — P B g iD
RNA, AT 5 MFN1 254 i85 Zokifk sh 7127 ik 6k
MENT , 3 3o e A A B 1 77 A RN b (A A
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g T, AR FRRE G S, /N R & oo
MFN1 MFN2 F)3i5 2 | Lok fa S8 2457
LR T2k 3 A RVEH, Bk 5 MENT %
KL BRRATIRER LMK . T T OB A R
K OPAT WYk /b Sk Al 7 0 /b, D e e i, 1
i LR IR R A R 30 F 800E A )5, K& OPATL WY
Wz SRR AR S BRIK AR O R L A
il AMPK/PGC-1a i& 42, i — 24 #il TFAM ,OPA1 |
MFN1 B MEN2 [y ik, S Ep a0t gk
KA IB MR Sirtuin 3 7EJH T RSN S 28 p &
PEEFVEN, 8% Sirtuin 3, OPA1 1 MFN1 & (1 3%
TRKSFEAG, B /N I B 20 B 2ok AR U 4888 o, vl 5
sk

SRR N 1Y 3 77 8 AR SC 1 1 ( dynamin-re-
lated protein 1,DRP1 ) J& —Ff /- 3 4R i 53 24 1) 5
FIEE MG GTP il , 5 4 1A o 2438 fin Al &y />
F K, DRP1 ik £ 3 85gohiad i W 54 2 ki

PRmb-Gu/  81 DRPL #1505 , DRP1 FIZ KL {4
HREA (' mitochondrial fission protein 1, FIS1) iy
K- S5 AR, Zehr A 2436k /b, MFNT | MFEN2 Fl
OPA1 KIRHGZ Rl 1o  ZORLR A 7518 . DRPI
I FIKEL MENT @i S 3 bk o 240 2| 3802
ZERIIR B RN, 5 MR & p53 Al Nuclear Factor
kappa-light-chain-enhancer of activated B cells {55 i
BIAR(E2),

SR AN WK o b s 2 TR LN R L S )
DL b5 731 5 8 R IR R 2 i LORAR Rl L 7y
SURNREAR  FEMT R SRR T RE , X S BN ) BE
=il
1.3 ZRfFAR AEREOLT , SoRR A mEA G
RO EORLIA | A 2oL (A 80 1 0 2l 25 Y
VERL XA A ], 452 B 259 FREE 45
A TR, SRR AR BRI A W (18] 3) , %40 i
A, B RV K

B bk EMRENH

Fig.1 Mechanisms of mitochondrial biogenesis
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Fig.2 Mechanisms of mitochondrial fusion
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3 LHEBREYLH
Fig.3 Mechanisms of mitophagy

Z 4 O ELLE G MR AR TURL AN P A W AR
m, AR A Wb IR AN 2 R b sk
AR Y755 1 8 S 1 (PTEN induced puta-
tive kinase 1, PINK1) Fll E3 72 RiZE 4 ( E3 Ubiquit-
in Ligase, Parkin) Tk L , R R R S , PINK1/
Parkin Rk, Bk w42 GUEK PINKI
o Parkin, NOD # 52 {8 25 S G & 3
(nod-like receptor pyrin domain-associated protein 3,
NLRP3) A2 i > , LR A 1 9 9 B, ROS 3 22,
LR A Oy B 7, B PRI/ BB 80P R AL
AMP KA {4 25 F 38 B ( phosphorylated AMP-depend-
ent protein kinases, p-AMPK) ,PINKI1 | Parkin ik
5%, 48 FH —-FF XS p-AMPK  PINK1 | Parkin 23k 1
% =R p-AMPK {23 PINK1 M ] £ K044 5 137,
W T AR B B T I T B RN N
[ BT, M40 PINKL #3035 )5, DRPI
S616 Wi R A3 i, Zokn 1A 43 2448 fn, B PINKI,
DRP1 S616 # i 2 fk 32 21| 1 1l , 28 ki 1A 73 2 Ik
A HEAZBE

ZORLR [ W R AT 2 T, BCL2/ i
7 E1B fHEAE M 8 4 3 ( BCL2/ adenovirus EIB in-
teracting protein 3, BNIP3) X FR NIX, J& 4 S £ ki ik
HIER— A EEE M, BNIP3 KFTHE 5 R0 EH
B MEAF R ¢, BNIP3 (1R i 2 bk H
WA IR ORI LA BNIP3L/NIX (R 1) J5
R BRAARSIMER 7E 1Y NIX 85 ST (9 8 6L T
SUR=R 7] 20 ISy TR NSNS A NN
PEE T AR AL A0 M AR o A R P A T 3 Y R
W2 H 2 SR BNIP3L, 2Rk 3 W s, T BZehs
TAHRFEE 93 BEFNZ A SR IATE J8C, 1) 32 (A AR A

AW 3 AR T DL ZoRiiR A i
P 2575 37 [ F ( brain-derived neurotrophic factor,
BDNF) i i 75 9 34 B AMP 5005 9 4 1k W 2 ol /
AMPK-PINK1-PRKN/Parkin & F2 i JE 5 #% L LA 1A
(3 Z4F055 B, LA BDNF 1) 266 35 400 o) £ 7 4 48
0k T A W, BDNF 38 fil—7,8 - 8 #
B2 E 1 W6, RE BDNF, 4ok ik ERU% £ 27
S SR HZ RS PGC-1a J3 8 T454, Tl
PGC-la B3 iE, PGC-1a EFEPEFEAK T NIX/BNIP3
MHGPE M SRLAA [ W, 5% ] T 2B A7 1R 119 I W R 26 f
W, TR NIX 5 500 5 0 D gk Ik B A 3 ek
S Ml BEAT BT n > BRI, A [ S (1 2
A B WA, 2 X6 20 7 AR AN [ B s
FEBRAPERT 2 K & /N B, FUN14 2540 3588
1 1(FUN14 domain protein 1, FUNDC1 ) 3§ PE 355 |
HS5RAEHICE T 1B - 555 3 454 J13558 , e ik
R W 3 2255 FUNDCIT, 2R A [ W 1 o, ik
i FUNDC1 BUBRH] T 2okt [ mE>) L ZIRI 2%
Jitg 384 05 77 (tissue plasminogen activator, tPA ) ELAF
PREARSVERT AMIEE (PA 38 3 3F AMPK B2 1k
& # FUNDC1 3Rk, 75 S 4okt 3w, 410 i 28
JJE TS AR AT, BB PA, LRI IR 4T
AT RS R i 2 R AMP 3
WAL T B ol /UNC-51 RESOBE 1 38 12 BT
FUNDCI it 4t [ me fngi o=, NOD #£ %%
T X1 PR TEpiE & %k, miE A - B
A5 5 NOD FE sz 4k X1 BH s /b, pE i A ik
FUNDC1 #§f2 b, B2 L) FUNDC1 ANBE 5 i1 4%
KRS L GRAR A W5 5 2 1 Nipsnap [F] 54
1 F1 Nipsnap [R5 2 #HEAEH , S 8RR A WEpE
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k] B RLARR RR R

2RI B Wk B XISk R AR A Ry T
PRI R0 0 5 0 SR AR RE RS A Fp 2 bR KL H
AR TFLORR B RE 1A QA At 2 20 i D RE AR RE .
S R B ORI S, B 25 RS540 TE 3 1 2o 14
SWEEN BN T YR 2oL AR T RE Y ORI B
Wikt B, S0 R AT =R AR B, R — N ER
HOEF T8

2 ZREREETSHMERITHERR

LRI 1) o 45 AR A Fr AR TE S
PRIRAE mt DNA B 42 Ji ATP G BRI R A IR 1
MM L ITCE & F 8 MZRAR LRk 3) 11 2% &
A S BORLAA I WY S i O, BRI 2 T RN %8
b4, A BRI A . BT, Zokifk
T RE AT 1IN A 2 A 455 B 7K 2% 15 BRE (alzheimer’ s
disease , AD) M4 %)% ( parkinson's disease,PD) %
SEAG% (huntington's disease, HD) WL Z5 46 5 M &R
fifi fLJiE ( amyotrophic lateral sclerosis, ALS ) 55 %5 Jk 7
DA o 2R AT i 114 3 [ 3 1
2.1 AD AD ZFIBITHEROR I —Fh, 2R
N TR ICAC SN AT R 0T B AT R
JEU L BREImE AL — R AR G 1 BHR S AR &
Wi, 5 AD R BT G TE MR T RTIAR S 1 Y
BB T AR R A FOK i R, et T B
— VEMIREEE 1 (B-amloid , AB) FFR R, ] Tau £ £
AR (Tau) 1Y 3% FHBERR 1L 0L HE 1 2845 (T2 B, [a] i}
S T LAY AD BRI 2 TS I
LA ) A D R B AR U R B AE R AE
AR BEHOE BRBEAG  Tau % AE 3k BE W IR 1k, DA i ]
AB Fl Tau FEMIZETCHY R R | 52 MR 1 28 58 ik 1Y) D e
2L FHA R FICAL .

AD B H BRIP40 T NADPH S AL i 4
(NADPH oxidase 4 ,NOX4 ) & [ /K-F 5 5, NOX4 )
o R IR I S D LR R i AR R R S
VIR A i R AR I AT ATP B9 7 A=, DTN 2 b
PR, IEA , H K NOX4 3t me ROS fY77 A |
ZRORLUR T 2R ) B B AL R 5 T A .
Ak Tau £ 5 1 FUR T2 DRPL F1 FIST /K F- Tt
5, MFN1 \MFN2 F1 OPA1 /KFEREA, & Tau Al p-Tau
W2 BRI KR W B BN KRG A S R

PREDEE T A BRAR T GORLRES P, 3Es T
mt ROS PRI K AB \Tau BEFRAL . B-7r MAME-1 193
KRR T AR DUBURIDAHIBEAS ) ZokiiA [ mi s

SRR BERCAZ B 2 AD MV TEIRTT 258, 28 A Tt e
3 L OSEIUEY ISR TR % N A3 AN L S I[N L
FNZALAA [ ESE RIS 2 SRBLIRFIRR S, Bk4h, iR
[ Bt 2 e HE LR AR PINKIL RN AR fith & ) £&
R WAL 7 4232 R F AR 1/ BUA
WM R/AGS 5 A B0 1 3 15 500
T LR A g o | H AR T A 2 T
T Tau BERR L AL, A3 I FHFCAR A Bl 700 )=, A0
DI RGN AR PN E T TR NEL FE R Bl N
e 1 FH L A i 4 4 AR 7). Miito-TEMPO 15 Bk
ROS, Al SRR AR D) B, 4] K2 #2850
T Tau ZERYIARDY . — Bk, SORLIAR T 4%
il ) S 7 T SR ORI A W) i R S T R AR A
W, 5 TRt Re, 3 AD,
2.2 PD PD B R R TR AR o-
& fil A% 25 1 (alpha-synuclein , a-Syn ) £ 5 £ 87 FR N
B Dy AR 2 AL R A T 3 2 AR TE i 7R v K A
LI RE AR LRI 45 LA I 58 fik D R R i

N BE PR 46 «-Syn ( phosphorylated a-Syn, pa-
Syn ) RAE A TE AL T LoRL AL 1 DX I A 2R 1A 3
/NI, TE poc-Syn/p-Tau AT & B 11T 2R
GBS IR SEH s S U5 U RN VAL Sr s S b
Tit A A5 5 98 7 K R 22 22 DT Ak 2R 1 O
p38, BN 1L M2 5 S LA, Tau 5 a-
Syn L [FPIAALE PD B K, 540 o-Syn JF 474
UIFRAH ., Tau &1 B9 a-Syn JELEF YRR AR G P 1
5, JTI75 S LR A D) e B i R 2 il 450 43, mER Tau,
a-Syn IFERESZENIMH] T, B2 o-Syn 9/ R
HX LRI T R I HEHT T, 1 i a-Syn FECLRLE
AL R BoE AT D 1) R B 394718 3, X 5 o-Syn C R
Ui A7 &, T DRPL AT o-Syn 33U SR AR 2 |
AL T2 ), i i (Y PINK/ Parkin 38 i 15 5 £k
LR 1 W5k Pp 8 2R A Y J5] 3 e T -
Syn A IR AR AL AL B4 BE TS L Y
TEPEZ % (dopamine, DA) A9 L2 7242 ROS FI
=515 YE DA 1 ( dopamine quinone, DAQ) , 534k
P50 5 iR 2 RE B B 25 1 AR R L 35 5 DA
MR, R 2 Wit 5 DAQ 4554 DA &AL,
TR ROS LA KT Nef2-Kelch B 3R 42 58 9 B 56
HH 1 PGC-1a S50 A AL 7 1 R ORI 1 22
JG,

THE B a-Syn 2451 FLORLR TN BE , 7 A= ph 2208
TP S dek Fe oMl T A g AN P 25 R i 7 T LA
GRLRARIO S  1-H HE48 31 ,2,3 6- MU A
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MERE T LATE PD /N BRURZ 3T R 45 & 5 3R 445 A4 Sl
NLRP3,1-F 342831 2 3 6-PU S M IE A 2P
P - RL4- 401 2 3, 6-DUA MLIE 2 1 7] g
Sl G NLRP3 53 a-Syn KYBUR, a-Syn HYTF
Al R AR AT AR S - BT NADPH 4
PRI B A3 — 0 T e e W 4 A T T 1 1R 4 FL g 2
Bl 5 FERRTER R R AL A8 F DR T i 2
72,15 LRI Z b a-Syn BUFE A S LR AR
i LT EBE R IR 58 fil ool | 30 5 Y -Syn 1]
REIE ) Tau VA I 5 T V-3 R0 200 B J] J0) 2i
PR 8t -5 Tl R0 E Tau BERRAL , 51 & T iRt
BB LB VARV B A Rl A B, DL-3-
TE T AR — H R4 ] NLRP3 485 /IMA Al 38355 A
a-Syn BB A2 o-Syn KE B FHE 06 T M2
RAE, B T LRI B, PRR T 52 2 T R g pf
26 g a-Syn FRIKF i a-Syn 54
RAF AR, S BRI, B o-Syn H0HH] T
o-Syn Fl PINK1 Z [0] ) #H B.AE A, 5 305 iR 1L Par-
kin 7K Tk &, f2 #F % B2 4k Parkin 5] 28 47 {4 1) 55
1T BHIT a-Syn AT LA HE R A 28 K /N
BRI D) R RN 2R A4 AR R A 28 T M T T 2 R
TR Wb DM & e LR AR o-Syn 13 LA
LRI TP T3 0, 2 B RS RT PD AR
FHRN ISR o-Syn LR S EH R H LR ARG, &
LKilk—A N PD SEMR

2.3 HD HD WBURHLEIFAERE, HAT2A AR
o HL 2 , g % 5 52 32 P (huntingtin protein,
HTT) B9 1T15 FE P A9 FF 78 e 52 AE ) CAG J7 41 Y
Y14, Hiz CAG 5 5 59 #5245 2t
JHe  FESCIRIR M2 TT b s 23k | A A% Gk R v &
AR RS AL T R Y IE H T RE
ST SRR I B J2 A 0T 3 b AR | 1 5
HOHD MR, SRR fih 7 20 R 55k b
[FE) ROS j7 R34 2 Pt UK T3 I | A 3 A
1, [ SR AR 5 fih Py L R AR 57T dnb 38 o, &
ZEMMZA A2 B BB AT 2878 B 41 i 2 B0 i
PDH 1 713 (8 17KV, PDH 38 i 1)
T PDH S (9 2 1k, DT AR 3 2 A (R I W%, ik
oA YRR ROS 1972, (R AR A& s b i X
WS R , 2828 % HTT {23k BCI2 M6 X EH
F1 BNIP3 P , il 2 e b 44 25 1 Ak R 24, 32 3
RRIE A SR AN AL T, @ik BNIP3, BNIP3 19
C Uity 5 B2 A S i | ofF 400 9 32 284 HTT 75 5119
SRR AN AE T L ZUER PSR A TR AR 1

2 (cathepsin response mediator protein 2, CRMP2) 5
DRP1 FIZEAIAA Rho GTP il 2 AH B AEH, B 1L Y
CRMP2 7] LAl 3 FAH B AR F, HD /N BRGCIR A
2o CRMP2 # 3 FE w2 1k, fff CRMP2 5 DRP1
FZAIIA Rho GTP [ 2 1) AH BLVE WSS , S8 hL
PRSI S AR ) IR O SRR T 1
i E DRPL S616 MR AL R AL Ltk 2,
UMM ZIR AT HEAS A HD REAT Hy , I AR A
R TG ST 1 o] Sl 0] 5% DNA 455
FE 1 ERYIEA, F3 mt DNA B ok
PRARAT B 25 1 N bR 2 ) AR 58 2 1 60 ( Heat
shock protein 60, HSP60 ) {2k | 5 E LSRRI it Py 2k
BRI F Ak, B HSP60 , DRP1 5 £k ki {4 45 4 1
5% ,DRP1 S616 i & B2 fb. A1 DRP1 55 AR 7K - T+
i, IEAh  HSP60 23 1 ROS AR AL,

2 T g & — P FE 1 Sigma-1 321K (sigma-1
receptor, SIR) # &7, SIR J&—Fp & (v T bR AH
KN 5T A AR 2 1, 35 I DG A2 AT B 1k 2R A Iy
Jo 0 4 i S IR , O Bl S UL 1,4, 5- = BEIR 2
IR SIR 5 Zebi AR i 3t 7, T34 in HD
/N ERERLAAR T 1 Fis SHLEE , Ik SIR, ROS 7= A: 3
I B A SO R

SRR flk P R AR B it (13 £ 2 S 30 HD &
A R K, DRP1 il 8 T 1 5 R0 i 14 2 48
iRy 2L HE— A2k HD R
2.4 ALS ALS XNFRETAAE , 3% iz o)) Je R A
BEiz s 2T R B LA KB B (R R 22 0 R SE T 5
i, BFIECY LB, 2 95% 1 ALS HE R 2 LA
3 BT LA RNA/DNA 454 % H (nuclear
RNA/DNA binding proteins, TDP43) & £ 1) R, 7E
o, TDP-43 e BE WM 1k, JFE i G3BP1 [
MR 140 5 ) B 412 DT 4 il J=y 350 2 11 I &
B, T A AL S () B B 1, R P A
G YR AR D, LR il K FR AR, TDP43 3%
FNABEIR 17 -AMP & i 1 3K 30, 47 A GRi AR LT
IBEIR 5 1 -AMP & i S H T 5 5 T4 3 58 R
R TR B DNA? . TDP43 i 1515 S 4 ki A
iIfe B A5, 6045 SRL A I v A7 AR AT ROS 7 A 3
2 /D T 2RI ATP B95 %, Lon ZE ARG 1 J2—
Fofr e BE PRSP AL AR 1, B B9800 25 4 e R AR
TDP-43 ik /K, IF il TDP43 75 S 1) 4 ki 1 454
i 2R TPEAE

9 5 YL (a0 R T i 5 {524 72 ( chromosome 9 open
reading frame 72, C9orf72 ) f&— 214 P BRAH G 2R
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1, BERE AR S M A SRR P IS5 A 3075 1 A 5 s
fiti | COorf72 3 3 I H] ALS #5125 50 28 b A Py i
SERIIRE 1 PRSI — A R E LB R L S 1
I, C9orf72 ¥ 75 4% 1 R 8 & )3 51 9 3 &
ALS FIVH AT 1 58 WA L, 587228 C9orf72 P4 T
/IN R O B (A DG B 1 B-2R I A R W TR
it A AR FH AR (1 51 22 [8) 9 A B AR FH R P J5i I
PR EE A, BEVOARSC AR A DG B 1 B-RR I S 2 R
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Abstract

amyotrophic lateral sclerosis, and other disease. There are many causes of neurodegenerative diseases, and the

Neurodegenerative diseases include Alzheimer's disease, Parkinson’s disease, Huntington's disease,

pathogenesis is not entirely clear. Currently, most scholars believe that the occurrence of diseases is closely related
to mitochondria. Mitochondrial quality control includes the production, fusion, division, and clearance of mito-
chondria. Abnormal mitochondrial quality control affects the function of neurons and nerve fibers, leading to the oc-
currence of neurodegenerative diseases. The author elaborates on the relationship between mitochondria and the
pathogenesis of neurodegenerative diseases, providing a basis for the treatment of neurodegenerative diseases.
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