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HEMT M RT TR OFEE Bk ® 2T
(PTG K AR ST LA B B A b 40 TR S 3, K 050024)

WE AR ARITEE A RB(UPR™EHT R DL A R, EENE . FRZRIBAT YRR . AR S5 00 I R A K
J&. UPR™ RZRIfAN 7 YeFp He N ER A BT, 5 B HIA% DNA i i i) ZRE i 240K o B 11 A0 2 1 il 55 i DR e e S A A2
Fe IR TRAARTT UPR™ (45 FIALAIS ) B & AR 2R AR AR S i A HLBE B AT 18 2 B AN ZE R T 2ok fh
RifrE B H RN PR 4 SN LS040 B 0 R 3 B 2R SO N (45 5 AR Sl s . AR T HARAE AL

PARER AR B A RN 5HE . REERIR R, B EPR SR SEHT 10 B SR AR T 48 .

KEEIR Rk, NIRRT EE DR, ATFS-1, HSF1, ATFS, ¥

FRAES  Q256, Q257

WA B — VA i S P o B A, ARk
e E IR g, LN ERAEAEE R S 1 P B
R H 5T IE # 3 & 1 #PK 5 88 1 (heat shock protein
HSP60. HSP10 %5) A1 ¥ Bh & (1 5 % A 1) 5 3
(ATP-dependent Clp proteolytic subunit 1 ClpP. Lon
protease &%), 4EFRIE LMK A () T B ),
LRI R N R ME S A AE 1200 FHEE R, XA &R
T AH ) B AT B 4EHE, BB B AR A (protein
homeostasis, proteostasis), =% H & H BTG
W2 SRS ILE TR SRR
B IR A I8 2 RS R N R 1 A IE ) R
WL AR AR N AR M B R T S B R A A RE R
SIS e KREAR R, MUK ki ik R4 & &
1 /% M. (unfolded protein response, UPR™)#S). fTiF
UPR™, JE484bifhly 1 4eRe g A i m)-r i, 3
Bl FHA% DNA 9 b (1) 2 br 4k PR v 2 1 R0 B 1 il 55
R DRI 2 SR TS AR P ) ST B2 51,

SRR AT S 4 A ST IR A e B 113 R 3 BT
[ IS 9 2 A% 336 20 R AE 25 5 1 B /N 2510, 2k
KAANLRERRNG 5240 PREIRAT VRN . i S5
e R AR R R BE AR IRU S, AR, 95% 1) B
& B 4E % DNA Zwfid, TE4HM5 & i fa 18
I 28 i A 5 A7 JF %] (mitochondria target sequence,
MTS)# N PR AT TAE, PrLA4e iz 5 4k ik
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1 UPR™HIIFESRE=E

FERIFCIRA N, GRiAOy T 4E 5 R A A7
i, xRz % DNA Z il i 2ok i PR ve 22 3 A
B 1 G DR T A RS LR B0 LR .
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WAIESE. BTFURM, WA ERIAR 8L 5 P 301 2 )
IR W35S UPR™ 772
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1.1 %S H UPR™

TE A8 FR A IR AL 2.5 (BtBr) i% i B AR 2 R A
DNA & &R, GohifA R 73745 mtHSP70.
HSP60. HSP10 LA K &5 F i ClpP ) 21k 2 4 ),
AR RZBER AR (R B RS AE RS
2% SRR FL B A ) UPR™ JE BRI, 2R R0 A4 I
W P FI(PT AR A RN, AR AT
R BEZ UPR™ [ A0, X e 24 kb 3 3¢ Bl 2k
A2 A2 B A% P 9 b5 B 1 5T 1 AS 34 4 (mitonuclear
protein imbalance), £ F 8 8RR B H 5P 5
AL, FAh,  TELR dORI LSl A 20 P A i O
iz i "= 04 — A% #F PR (nicotinamide adenine
dinucleotide, NAD"), A58 Z1#E UPR™, &4
K2 HURIV/IN BRI 75 5160,
1.2 ERFEINRERRKIFESHY UPR™

2R R IR AR 7 B (1 (HSP6. HSP10) 8k # & (1
BfF(Lon. spg-7)55 3 A -t (knock down) Bl R A% {4
(mutation) B #1555 UPR™ # ¢ L K () kB4, fE
RNEERREEIhAEZ —, ATP W75 A4 ™ 5 4K 5t
TERRARIFEE. DRI, PR A AT 1) AR
B R R R HE UPR™ = A= (1) 51 22 Jif [K 2 — (W 4i
Mz ¢ AALEE CCO-1. 2 & K F CLK-1 )
RAFEFNI Gy AL, BRAR AL R AR B 1 BRERL R
tRNA & B )R 2 A1 2 S 45 HURT 2L 3h 4 40
(1) UPR™ JE RIS, M7 RO E G E H R4
B R A, R AE B E 1 % ROS (reactive
oxygen species) FI K E 742, 2016 4, Shao ]
RO FL R, # KillerRed 45 77 R 1A 75 #f 4 40 41
LKA S5, FLP-2(FMR Famide-like peptides 2)%%
KB SR ThRE, 15 5w 18 4147 A4

4E H 319 UPR™. KillerRed /& —Fh — BAK 5% W &
H, FEJGIRSE AT R A2 K& H ROS. 1 ROS 4
A2 S UPR™ 8B 1 OGN 12— 4%,
A RLAR IR DNA H 6 2K 9 2 B $2 il & UPR™.
UPR™ [ 77 A4 4 RF 4 R0 AA Fr B ik 25 ) DNA 20
I BAREZRL A B R DNA 4 782,
1.3 THEARRRIFSH UPR™

% BB A B % (polyglutamine, PolyQ)JEI & —
KA R GURAT PR, A& B A Ok 2
CAG =B EBREEFIRET RILK, FHEZE
A 2B i 1) e KT S R B R IR . AE
LB a KA RIETH 40 1> CAG JFAIM 2 5%
B A BN (PolyQ-40) i, PolyQ-40 2 5 FE 7 £ ki 44k
FL TSRO T 5- B AP UPR™ {5 5 DA4E
FRLERLAR AU AL (g ERY. WAL g e, 4 eE
AR L o7 i SRR T T R AR AR ) S 2 R e
FF 5% B (ornithine transcarbamylase, OTC)Ek 7E £k i
A R ] B I 08 T AR A% R N V) B (endonuclease G)
I, BT K IR AR A ) FAR B B HSP6O.
HSP10. mtDnal FZEKi 448 H B ClpP KA & T
51, braEE UPR™ I EE HI PS>
2 FWATZ%H UPR™ HIATIHLHI

fE 2 dirf, UPR™ %l H A 50 2 IR B B
(basic leucine zipper domain, bZIP)%h 4 i %% 5 K 1
ATFS-1 (activating transcription factor associated with
stress-1) T A0 ( 1). ATFS-1 B N i B A 7] 2%
BLAR Y N MTS (mitochondrial targeting sequence) /7
FIERIES, e C ik B A m A% #% 20 115 5 5
%] NLS (nuclear localization signal). ZE P24 T,
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Fig. 1 The mechanism of mitochondrial unfolded protein response in C. elegans
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ATFS-1 J#id MTS iz &£ kifk. — H ik N
A, MTS J¥ 51 B B 471 7 9 3= 22 1 Lon &5 1 I F%
fift. (HJRTELR R NE J1Z R, ATFS-1 B4R KL
PHIAE BOR AN H], ATFS-1 R4 i A AR, i@
It C i NLS FRAl R Btz . ATFS-1 #tifi5
1% DNA 456, 7 FLRBAIRTI 7 7B M A S
FERIBEFE S, FTLL, ATFS-1 3 P 18 128 1 e 4 o5
& 3O\ ZRORL R 1) s AR L B S E R B,
ATFS-1 NMYUFE S5 UPR™ [ B AH S L R B, i
AT DA 4 A SR 4 B I8 35 500 R 28 A O 25 TR B PR 3B
T B ROBT I A A TR A Y £ 5 e i SR T vE DU
(ChIP-Seq) 4% £ % W], ATFS-1 i& % & $1 & 1k
(antioxidation). ¥ I fi# (glycolysis). %A 14 T R 1L
(OXPHOS). = RIREIF(TCA cycle)Z5 AH 5 FE A f)
FIEP(E] 1), XL LR, ATFS-1 fEZ fih ik
HIURAS DA R R AE T AR 25 22 77 THI B L 28 2 1 A
HAEH MG fE.

Bk T ATFS-1 2 4b, 5 ATFS-1 Ml HAEH I H
Z 5 UPR™ i I 1 PH] 7 tH ik S s 4 e HH ok . ZRmifk
(1) 5 Il ClpP W] LA &5 7 S B0 14 1 2 1 o 9y
fle N Z K, SRIGELRRRE 1) ABC 2 & A
HAF(hematopoietic-associated factor)HE i 22 4H fd i 2,
ClpP 5% HAF & [K I RE %15 5 20 UPR™ @ X5 5
FH SR, X&EKLSE T UPR™ @RGE S
M4 S . 54h, UPR™ MG 52 ZHEEN
UBL-5(ubiquitin-like protein 5)3& [} ()% 5%, UBL-5

5 DVE-1 (defective proventriculus protein 1) %5 & &

I A WA 33k 26 R AR BK 7 B [ HSP6O 3[R 3=
i1, {H UBL-5 5 DVE-1 il ATFS-1 2 [a] A fi] Bt
Z, A EIES UPR™ @B, &H it —
WESE.

3 THEEI4EAE UPR™ BB T &

4 L UPR™ (PR B IR, (HXS 0 3130
Yy UPR™ 36« WAL S 42 R R RE AR
WRZH. HTHILh A2k 7k D e i & 2
MZ AN, WISV AFAE 2 % UPR™ il K.
31 ZAARERAEZERRMRZMFSH UPR™ @K

ULE LR AR T b A S T8 LR SR AR I
T ¥ %= 9 B (ornithine transcarbamylase, OTC)
AR, 2Rk R IR 52 B HSP6O.
HSP10. mtDnal FIZE¥i 4 8 (B ClpP 314 = T+
f, T2 BB R P J5 Y 0 - B TR AR T, R
SRR LIS S PR S P2, 2 Ak P X A B 1 5

L & 1) It @ KO T ¥ 5% ¥ CHOP (C/EBP
homologous protein) 1 C/EBP (CCAAT-enhancer-
binding protein)(& 2a). EYIME B 22045 KR,
HSP60. HSP10. mtDnal 1 ClpP )5 31 L3447
fE CHOP Al C/EBP 45 & [ 45 #35(™. 1T CHOP
A1 C/EBP & A 755 3 5 X R 47 B 4 11 S B2 (UPR™),
W FEE HED ,  AORL A S 380 B A R S 1k W R A2 e
AP-1(activator protein 1)i#%1£17-5 CHOP MMt p ).
3.2 SRKERE R A &R BRI EFTiE S8 UPR™
18 B

MTE LR IR ] B 1A endonuclease G )
FAFPRIS, 5 —2& UPR™ @B WA BOE . #HRIT 2
HEE B BAER AR ) KB R, 33 ROS WAk
] ATK/PKB(protein kinase B) ¥ F filf iR 14 A1 4% ME 4
= AR a(estrogen receptor o, ERa)VE, #2415
A% RN K] ¥ (nuclear respiratory factor 1, NRF1)LA
TR BEL KRG R, TR FAFLE T ZRL A 5 ) B
145 1 &% HtrA2(high temperature requirement protein
A)FRIE FIHPI(E 2b). BAEHTERY, %I
1L SIRT3(NAD-dependent deacetylase sirtuin-3)
Z 5195 UPR™. {H SIRT3 J#id 45 B Sl 10 B B
LR WA S B R SEIIOR UPR™ (A5, AR
T CHOP 1 ERa™.

3.3 ATFS-1 EiREE ATFS FrifiZh) UPR™ i@

2016 FHGHT I TR, £8 R ATFS-1 )[R JE
FE£ Rl ATF5(activating transcription factor 5)7E 1 FL3/)
WA m A 48 A R A SR AR SIS R 1 FH L
1L ATFS-1. ATFS5 4775 T 2R A4 R 40 i #% 2
H. ATFS A% T 28 LK) UPR™, 34 AT i 5 IR 7L
BN P 2R AR R v B (HSP60. mtHSP70).
LR AR 5 18 Lon PA K LB ZE ¥ ik HD-5 (human
defensin 5[ Rk, I HAE 40 72 MECIRES
Y1 5B BE 3 FH 2 LA T E FA) Ak 5210,

3.4 ALK T HSF1-SSBP1 & &1KFTiAIZH) UPR™
18 3%

ORI TS, kiR B 8E DNA 456 A
SSBP1 (single-stranded DNA-binding protein 1) £/l
HSF1(heat shock factor 1)J:[F] 15 UPR™ i@ &P 3).
PR, SSBPIAFAE T ERIAE . SSBPI
PADY SRR T s & fELRLAR 518 DNA B, fRIE
SRR S| IR 36 AT AN Bk 74k DNA A2 € 1
EFE RN P A B R SR AR, SRR R 7
B%Mi, SSBPI {8l ANT-VDACI & & A M 25 hiL 4
HEti. SSBP1 5 HSF1 £ & R ¥z B A0 fuix N, iE
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I #5445 BRG1(brahma-related gene 1)7E A Ff & ¥ 5B 5 o T HEAB (HSP70 Z5) R IE, 1844 i 2k
R EBE GG O T, INIRBITR) kA sr 7R (HSP60, HSP10)KIA M i, [k,
Jetafin, SEMLEKFRE (B 3). DNA RS FEEAREEMEAM T, HSF1-SSBP1 & & AR 4ERF
LI AR RY], HSF1-SSBP1 H& AN UM 4 A A7 ALK A () Ty E 28 50 EE B,
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Fig. 2 The mechanism of mitochondrial unfolded protein response in mamalian cells
B2 WIMBLRRRITEES RMAETIHLE
(a) HERLA AR R KRB R AT 2 B AN, INK2 Wl M0E, FHERE C-Jun MIBEIRIL. WU C-Jun S5 7E AP-1 G608, MBS
CHOP #l C/BEP [{J3iA5. CHOP M1 C/EBPR R — SRk, {FE vk kK 145 & ) UPR™ MIRIEDI (R 305~ E, W55 3 4ok f FA PR 5 2 AN
HEBFHRZRIEL. (b) AR IR R R KBRS R AN, ZRE KK R ROS WIS AKT #il§. BRI AKT WEF(EE ERo 1%
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Fig. 3 HSF1-SSBP1 complex regulates mitochondrial unfolded protein response during heat shock
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4 UPR™ 5&EHEBIXAHR

41 UPR™ 5%

LRIA D RERERT & SR IR 2 — P4, K
B R, BB B & M 2R
RLAR RS e KL U . it IR SR
B RAR B H LA RERE A 5 KIZhREER K s
T UPR™ S B AJ PAIE 4 ity SR /)N B Y 77
fir . EBR UBL-5 D4 1KV 2k 75 i 1 4 G,
B UBL-5 X UPR™ it T ) 73 iy 2E K 1 44 2
PERT. HSR ATFS-1 Al HAF-1 % F UPR™ /& & 1)
WER T2 —, WAPTFRY ATFS-1 B2 7 I A
X 2 UK 7 i 7 AR R e B34 BUAR H R ATFS-1
se i il LUE K FFar AT AE S, H 2 Rk To5E /2
—NRGE TR AT SRR AN A

R BAL AL A U DNA 75T §E T
WHEIE R BETE, X T ARBIKE 5k A A7 iy B
BURITEFEM . Greer S50 TR I, w2k 25 H
H: AL SPR-5 (lysine-specific demethylase 1)4s 5 2
H3K4me2 K, BiH#a s i@, Lo HiUe
SE A . BORTRIWEE W], UPR™ /] DAtAe
TR Rk, T SR A I K
Tian SEEOWF FUR B, 4 HE A W AR R
Met-2 Al Lin-65(synthetic multivulva gene) ¥ FF 3 75
MEIDNA Z £, UIEREENT, AT oK 7 ik
RIS, 1R RAE DNA E3ior R il X 38, R
iE DVE-1 45 & Jf fit )& UPR™ M %€ K 7 fir .
Merkwirth SFPEF 5T K I, 2H 8 1 2 IR 25 1Y R AL
jmjd-1.2/PHF8 (PHD finger protein 8) 1 jmjd-3.1/
JMID3 (jumonji domain-containing protein 3) t J& .
X 2 WL A Ty B B A5 10 SE A i BT R . 2R
H, X LG T A RIS 2 4 ] UPR™ JF- 48 6 77 i
M T AE A IG 3R ) 2> L UPR™ A 5 (1) 5 sRAE K 7 4
£ BXD i 2/ AN o B AT B 2R G ast A% 2w et
—B KW, jmjd-1.2/PHF8 F jmjd-3.1/IMID3 7 I
FLEN PRI FIRERIVE A, R X A e AL
T v e B R ST R LA A% A WL A1) 1% 5 R AR 1) 2
FIBAS A NN, [F] I X 26 45 AW 5 5 F H 3%
MR A% B0 e 32 2 N T AR T etk

HSF1 %5 & H R 45 # A Th g, A0k HSFI
WA A ) — DR 1. S dSEIR SRR
W, HSF1 RiEFFR 2 T EAF a4k 30% ~40%.
M, 1EIE HSF1 MISEKZL 75 iy 40%0Y. HSF1
SRS RESEKILES 55 e KK iEES. B

fry 3637

AT, ZERiPRER (1 SSBPI & 15 H A ZRAUME H & %
5E 1, {H HSF1-SSBP1 & & & ##E UPR™ 1 ¥F /&
HSF1 K73 dn ) H Zig ez —b.
4.2 UPR™ 5#ZIRITHER

VR BV R T B B AR R E AR R M AR AT
PRI AR (BLFERT R MG ER  ME AR . T LR
BER R — AN L BRSO il - EMAE A
(DTN A BT 7R e BRI 95 N 52 7 B0 Jo] R ot 22 e A8 1k
MBETH E R, HAE LR oK & A7 AN
B- VE Ky FE B 2 B VE A FE HT K B2 1 (amyloid
precursor protein, APP)ZZE KR FHEE HirA2 7K fif
TERF=E, JF H HtrA2 7 2E28 B- Je ki 82 I 3R
F0 HeA2 R E N B TREZ S AS
EFRBmAIE, 2 HrA2 KR ERTR, 525
M 4 2% 998 R AIE AR [ O 4 20 A8 @, 1] HirA2 /2
UPR™ [Py F2 [K] 12 — =21,

= 3R 2 [ (huntingtin) 7 ) N I 45 R BRI 7 5
SEfH 5 32 RO R B4 (polyglutamine, PolyQ) /A4
PERSE, BRFEWRHNEERIFRE. 2016 4,
Berendzen PV R B, UIELHIIMHE RAR
ik PolyQ-40 I}, PolyQ-40 &L kithk I, %
WHLT 5- F e i) UPR™ 15 5 DAZEFF 28 b7 A 4C
Eife. TEME AR B g, ARk ) R B
TEBIAKE BT, (R fE Bl & S AR R T R
HSP60 ()7, W] UPR™ [k 4. HSP60 F[H
KA G| A% 1 28 M W (hereditary spastic
paraplegia), /& —FhpZIRAT PEARPEBR S, f
T8 i (rotenone) 1 Ay e Fii 7 R W 55 &2 A 44 T 1 40|
A, AMUEEEE S UPR™ (G ik, B EBESESY
M 4= R B LA IR 02 90, JX e 4 5L 45 R W UPR™
Z 5WMEIRIT RN R L. BIR UPR™ 5H#4E
TR B R RIEAERT FE 2, {HE UPR™ {3
53 4 P IO T A 23R AT PO R A AR IR B
ORI R —.

HSF1 fE NS T, AR S E AR )
A AT PolyQ JREEMKIITE K, 1815 T &M HSP
LLHIH] PolyQ MIEREE, MIMEME RGUE R,
I HLE 4G HSFL B 40 61/ A B 3> 802 /> HSP
A ROR T, R B HSF1 n] 4% HSP BL4b
(1 355 IR LA 240 PolyQ SRAEMIVER . kA THI A
T AE# DNA & K& f 45 L R B, HSF1 Al
SSBP1 A 145 28 bi A Ty BEAH SC SE R 1 A PY. At
HSF1-SSBP1 1R A G x4 Fr & b 44 Py 35 25 (4 52 °F
1 DA S R A T 6 DARE 2% 2 Ak B A 22 3B 4T PR 093 11
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B, HBEARNUELEA it — DT,
43 UPR™ 5% X%&

MR TSR B, 2R S AR T
ATFS-1 ff] UPR™ Jx NP, B T 2R bR HUK 7
HSP6 #l HSP60 Bk & mit, &S
JIk ABF-2(antibacterial factor 2). 4J ¥ V& B 4K Lys-2
(lysozyme 2). C Y BAE R AFHL R (1 A0, i IX 24
TR DRIE 5 I B RS o TR B ) 5 T T AR 3 DG B AR
FH. FiBR ATFS-1 2 A 28 HU7E il S B o B e J e
AEAE R, Ik, UPR™ SN HHGE R R
B2kt i 9 B B0 B, 4 e 4 LR A 4 PR L A
R AR WAL, Y S E R
L B (OTC) R AL W 1y LRI, 5% UPR™ 1) [#]
i, 4R = HiE K BD-2. BD-4. HD-5. LL-37
S FE R R IE KPR K i 98 B S R 9 RE 1
95 BB 3 1 i b Rz 41 i R HSP6O (1) R IA & T,
Fr& A UPR™ S8 1] B A2 1 5 165 240 Ff Ja 0 S50 B Je%
GL B8 = 20 M S R A S e 00 ) — P DG B e R,
44 UPR™ 5T 4ika

T4 BA B REHA SR, 2 MMEK
B HAHAEMEE R, LR E = 4E ATP
zh 711, BT 4 2R ki ik Th e v 2 & T 40 i
() 3G 5 AN 3 A RERY. Katajisto ZECVR I, T 40
Iy SUI BEA RUIX 2y T AR LR bR, IRl
BIL M RS TR, AR 2R AR 2 A o B
BHA A R+ 200, T 534 5048 i 3= 255 3
T ILRIAR. I Mohrin 2502 SZI6 45 B L0,
% & Btk B SIRT7 (NAD-dependent deacetylase
sirtuin-7) [1J 3 1k 7K *F 7E i Ifl. - 48 } (hematopoietic
stem cell, HSC)%EE S FEHIEHIRAL. £ 2 1iE
I 40 f o it % ik SIRT7 i, SIRT7 i i #1 1
UPR™ ji #% DL 4iE 2% 3& I 20 i 1) 32 2 52, JE
UPR™ 7] DL 3 SIRT7 WKk, 74k, W b4
HSP60 it K (45 5 P4 i b A5 & UPR™, ik id
YT Wt i 2% 4 ) i b Rz 20 7 R RO 3 B
JIB. 2016 4F Zhang SFUVRIN, B A MR /)N B A
N NAD' 7KV A H 14 58 4 R AR [ Th g, i85 =
UPR™ A5 FE K Al prohibin 2 M 1% iA, Mk Lk
B HEULT-41  (muscle stem cell, MuSC)JIE¥, 4t
KR FEa. B T ERULT40M, 425 NAD K
ST [ T A0 % Ao 22 - 200 LRI B8 € 35 &40 i 1) S e,
FIH UPR™ Jz J87 (1) 80375 B0 i) 7 4 0 A 4 7 B 2

Y, ECPR T PR 4 I A A R LA S

5 REgEERE

LR R & BB R LEIEI) S, BA W EH
PEFE =9, R 14 P 0 b 44 N U 31 ) UPR™ Jx
IR A B AR R G, REARTTZR AL A 4 45
Hdedr. (EBbZe btk DIRE: FF A A R LRk
SO o a0 AR MR T, O A i A AN R A
{5504,

Zedirr, ATFS-1 21757 UPR™ i i ) 5% i ]
T MAEMELEYIT, A2 %S5 UPR™ (il
B, WEIEAEIRRW], LRI I RO AL A Lo
PERIARTE, 8 F I UPR™ PR HLE], &N A5
SR BRAR AT R A R SR, ATFS ZEWFL 3
KIEF AT ATFS-1 (fERT, EH] UPR™ AL Y
PR IER. FATHIEFLR BT, HSF1-SSBP1 & &4
A HE 2 W FL B 0 A0 i UPR™ 38 % 1) — /> X B 3E
e S AHEARLRY, HSFI AN iE F PGC-la
(peroxisome proliferator-activated receptor-y
coactivator-1a) )R 18, &5 PGC-la HEE LS & TE
I D T SR AR A BT RE LA i s 4 1 A A
TN, PGC-1o FEHL AR 38 B E 72 K okt
A A R R B AR I R T R E AR
HSF1-SSBP1 1 HSF1-PGC-la #& 5 K B — M K&
G, DA =R AR LM 2o iR A= PR g
AUPR™, 42 —MNRZIT AR PR EARRE
R SR IE RS, UPR™ #7E — 5 R BE A 4ERF A Lok A4
HHERKIFEA.

BRAAITFE UPR™ B FIHLHI [ B 3822 L g
PR 2 i AR 5 RO LB R 4R S . H
T, £ HUE) UPR™ 3l B8 B 78 BN & T AT i) iR
A, T LS UPR™ Jd@ Et 747 b ke 25
BB, FRATR T30 UPR™ AR SR A6 4
10, A5 KEBE R AR, Hoanm L 3h Y 4n i
UPR™ ) 2 2% I J0M B A2 1558 X7 2Rk NS
WA A IR Z B 2 RS Y4 Hh R I AR AE
Hri) UPR™ 5 7 FAITmr DUIE i 1% 5 245 1) 2k
TEEZ M, RN A ISP UPR™ JE
HEZA. AR, RIEGRIEESIHI KR, ME
UPR™ HJVR ABIF FT 23 93X S8 T 00 B2 (1 v
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The Molecular Mechanisms of Mitochondrial Unfolded Protein Response’
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(Key Laboratory of Animal Physiology, Biochemistry and Molecular Biology of Hebei Province,
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Abstract As newly found cellular stress response, the mitochondrial unfolded protein response (UPR™) is
associated with the pathological process of aging, cancer and neurodegenerative diseases. To maintain
mitochondrial protein homeostasis, cell will inspire UPR™ program by activating the transcription of mitochondrial
chaperones and proteases encoded by nuclear DNA. Exploring the mechanisms of UPR™ is essential for
understanding the pathological process of aging and mitochondria-related diseases. In this review, we focus on
various inducers of UPR™, the different mechanisms of UPR™, the regulatory factors, and relationship with aging,
immunity and other diseases in C. elegans and mammalian cells to provide new theoretical basis and therapeutic

target for these diseases.
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