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SRR A RL 25 40 B FE R IR T Bt S it

TEF' 2FF x| & FRFEY
(LR 22 A A Bh 222 Bt , WL R 27 3844 27 5T BT, B 310058
2WHLAE BT M R 23 AR, BN 311113,

SWHL R ZE = B b JE 55— EE B, Bt 310003)

fE 444K DNA(mitochondrial DNA, mtDNA)S — £ 7| & & i AR AR A Az & & 24
IR, I L F AT B R ALRAZ M) DAZ 89 45 M), AR A ZALAR DAZ (mitochondrial nucleoid). #4544k
WAZA A X & B LAERA R R E T AAIR L DNALE & F AR S A 5l Ak Rt
AR % HEE G RERDAL SN B 3t T3 —F AR KR A S 2 AL ZmDNA#) i 4%
BN AREAZ R EAFTEZEL, AL GER T KAERDE LM RITAA R, £ ENBL R
AN E R G, ALK LR G T mDNA HATR B INF KF ik T 2R EEMIKE . F
BT, #A4% 48 % & & (nucleoid-associated protein) 49 5+ # A % FP A K J& IR, iX A FF 50 KALRAR X Ik A

http://www.cjcb.org

PpET A0 B
KHEiR

SRR AL ) Re AT L, S LB R 1L
(oxidative phosphorylation, OXPHOS);= 4= [FJATP /& 4
Mo fe B0 FEBORIE . 782 ME T FIE A Y dy
Ca> T /KPAE AR T R, SRR e 2 DCHEE FH,

BT E 20 80 AE AR BB AAAH DS BT 5T L 90 4F
AR AR A AU T 1) OG-, LR Ee R A B )
T 54T 458 1) R R ANAR 2R 2, Al BRI 5T ek 2
B2 R

GRAR I G510 5 D Re S A% B DR 21 5 Bk Rk i [A]
AN BB BRI . TAZEWAE 10%~15%
IRZIE DR T gt Zebi it A, 7 bl e J5 iz
PR, XRE A ZehiAR BB ) 98% LA P,
mtDNA A7 37 ML, Zifi 2 Bl rRNAL 22 Fi tRNA
PAK 13 P AL BRI AL 52 5 ) ) 0 A7 130, AR 40 i
SRR ELAE T, B R 4 1 B
AL o AR S i 2 R 2R B, S
SEIXLEHE ) L S B GeRi R Dy e i dEA U7 1, A0S
mtDNA Bl ¥, #ihBEE. A, LRk
SRS RG . DL TCA AR AR, AR
() B W AR AU i A2 HH - R 91 A% 5k DR 4 5 1) 2 10 R
mtDNA FH 5 AE FH A B o

SRR SEmMDNA Y — R 51 8 A I i %
HEEGY), BRRDIR I AT 7RSO AR A E XA, JF
28— BB H [ B 8 T BRI . RS SR A4 1)

LRI UAZAT O HR 1 P, Rt 2

JERZHES U, 4 T dii 44 A R AU o SRR
KILEAT 30 ZAEBS, (HRKIWIRZE . THEK
Butow Z5U81%235 LU R G M)A T Sk bl it 41
ALy s AR, IR 8EE T KR - A, IE
W HUAZN R A ) 2K 15 D REAT AR . H ArvF
2PN A B TR AR AL ) 25 A AU
HIRE A, b LA OR8N # DI
R, WX SR 0 ] W I L R A L AT
B TE 5, BT AR ke it 18 i .

1 LR R R ELA

1963 4F- Nass %5015 56 ) I mDNA Jf Hilk—5
P2 mtDNA J 2 ki ik RNA ] GEA7AE FH AL B 16 )
00, LI mtDNA 122 450 A BRI
W, B EFRILAEDFE L. 5L mDNA &
0 TE ALY (2 S 45 46 S50 S mtDNA i 4 45 R PR T
FOME g%, i LA W sk Z 50

1974 41, Kuroiwal™F) H 2 4 4 (41511 2 Sk 2901
B (Physarum polycephalum) i 22 21) 52 #1244

Wk H91: 2010-08-19 52 HII: 2010-11-09

[H 5 [ AR ¥ H42(N0.30971599/C060503), Za #4485 A
A R RI(No. NCET-06-0526), #iiT A FHE 1% H (No.2008C23028)
AL A FHEA 151 A4 T FE(No.06-2-008) % B 15 H

*JHIHEH . Tel: 0571-88206646, E-mail: qfyan@zju.edu.cn
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HAS5HEAMPIMR. b5, Kuroiwa ZEOM £ 3k
IR oy B R AR, Jf Halit SDS-PAGE 43 #t
UESE TEehi Atz A HE A . 1984 4, Miyakawal'!
AT BRI e BE rhoR 2 B 2R AR TR, KIPIAZIE S
B 20 PR AR ORI LA R AN TR] Y 24540 4k 3
T AR AEAR A, BN A% I 4 H DL L miDNA %7
AT B R A A AN [R) T 2508, 3R IR b A fUR% 72
— AN FESI A S5, 1T, BERE R AR RAZ R 5
BUUFHEAMNEAR. HiTCESMERE. M
Y. WFLS D ORI T SRR, NN %S5
JEFLAZ A W) mtDNA R385 3 715 JE 2712100 R
SRRy AN NI I S o8 U (RN WL TS aa A
RPN 2 U A1), A TR SR A A 45 KA 1)
AR R0 R PG P BRI ST . SRk, JEYNR
WL 22 Sk G DL A # B B AR G R B LB P 4 i
5 T 2 R AR UL I TR A

I FH 41 M G 6 1) 5 AR 25 5 b SRR AL A T
Ef7. WEL DAPL. ZMERE. PicoGreen 5 DNA YLk
DNAFRF - EBU AR DL S AL s 8 s v IR
FEPEPUAA, SBn] T IS L R AR TUAZ TE S, TR T
REZ DAPI G (85 I 52 B S b A% ELAE 4 400 nm,
R 15 5 4% A AN A2 BIRARAS (PN [R], BN RN o ] 75
A 10~40 NMUAZ, PP AH 1~2 4> mtDNA
3, 80 Kb MR %L mtDNA fEFAHCIRAS T
KL N 25 pm, KT HAE 400 nm FIFUZH, 15601
mtDNA Y ZHEAT 4641 8 A Fe B le 30 5 2 B AU A% 45
o BRI R BE AT IX — D REI & 2R KA DN A 45 &
% 1 Abf2 (ARS-binding factor 2)!", i% & [ AE ¥
mtDNA BT 48 A 5200 mtDNA FEF KL . T
I E R AR UL ) T 25 R 23 AT 55 0 1 R v 55
AL, 7EN ECV304 4l h, mtDNA 41 /%4 475
MUK, A& AR T2k thh, A5 6~10
A mtDNANS - SR 87 T2 b A o s, 5 422 B )
M5 OK B AR TR, JETE ek o 24 ARk
mtDNA 73 55 [ FE A LA 18151

LR RAACKS mEDNA R FE U S5 44, X Bl LI
S TR o ISy A NI R (= P = W N
mtDNA 55 85 [ JUAH T 45 6 I 45 40, Be i S0 A 3 b
1E mtDNA $G FIRAR o R B I, 2/ mtDNA
O3 AR TP DI, A e mT DU A 4318 52 (PR
HATIERW, RPN, MR R H S

ALY 3 B, MMAE 7 AREe k& mtDNA & &k
R8Ik, fER e — RS 5 AR
BHRAR M I, 1K 88 DK mtDNA 5 Zehifk
AR R A% BRI FR Ak, A B A i TR A 7
WK mtDNA 23k 7K F,
1.1 R ARIIZEY R B RB K

LR I — N R BN AS S5, JL45 i 5 )

REM e TR A S EE A 2 ML AR S
mtDNA [8] A EAE 81, EAS mtDNA K140 i
(PO, AR SE AL AR DGR [ TGV B A% 45 445 )
B, 2 B IZ A SR A B R A S A% S AR,
H 2 T3 mtDNA SR, BT 4 1 R I 1
PIMZAH R B 23 B, W FLE0 ) LA S N2 b Al k%
R At B EEA S (R 1),
111 &AREERE T R B AT A BT
SEREN L S R, AFRO T DNA 1) RNA 2845
kR B &R 7450, X Be i 3 f i g
DRl G h, E BT 45 UG e 0a 2 SRR AT T R
bR T 2 555, XS 1/ mtDNA $1 8 F 8RR 4
AL R A IRV & e I X (ST

A mtDNA #3% 2004 RNA BA M. 3 FiA
[F) 1) 2 5 DR 7 DA R S 28R 7 mTERF . e R
W B R AAR S 55 [ 7 & TFAM (mitochondrial tran-
scription factor A, mtTFA/TFAM), H:4a 5 5& R4y T~ G4
Ak 10g21, B 6 M & T F 74N 09, TFAM
FIXE 53 F 5k 25 kDa, 2L/ 741 5 A WA B I
f) HMG(high mobility group) box £5#4, i) i1 27 4>
SRR IERETF . TFAM FZINHE /& UG mtDNA #%
5%, FIH HMG box Y DNA 45468 11, TFAM 454
JA 8l LSP A1 HSP L3 1741 5 0% mtDNA XU [ %
SEBI6, SEAR AT IR 45 R 7R, TFAM (1)K i 45 1) 5%
XTI mtDN A 4 e g 28 0BT, b Ak,
TFAM %A 5 mtDNA [ 5561 Bidifs &2 K 4]
A K.

FEL BAARIAZ 4K, TEAME DU RS T A% 0
TCF. FIF RNAI BEAS Hela 40 i 4 U5 1 TEAM 136
LK G, mtDNA T & 8/D, 2R AL I il 52
FIFEMANT, R EE Abf2 A TFAM [ Y5 4 (1, #F
Y W AbF2 REMH mtDNA 5555 il & — & A 1, M
ff mtDNA 45 5EER0, KA B RR A « ZebifAg] &
F17. ABF2 IR b 1) B RETD REAFTE, (RS2 kg
ST, Az EIRECIR, M H mtDNA X}
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% 1 SRR R T AR AR 200

Table 1 An overview of mitochondrial nucleoid-associated proteins and diseases!!328:30.36-40]

MR ER AR AR e PR 2 2
Nucleoid-asso-  Loci Protein function Clinical features
ciated protein
ACADVL 17p13 Very long-chain acyl-CoA dehydrogenase VLCAD deficiency
CPS1 2q35 Carbamoyl phosphate synthetase I Carbamoyl phosphate synthetase I deficiency, pul-
monary hypertension
DBT 1p31 Dihydrolipoamide brancehed-chian transacylase Maple syrup urine disease
HADHA 2p23 Hydroxyacyl-CoA dehydrogenase/3-Ketoacyl-CoA LCHAD deficiency, trifunctional protein deficiency
thiolase/Enoyl-CoA hydratase, alpha subunit
HADHB 2p23 Hydroxyacyl-CoA dehydrogenase/3-Ketoacyl-CoA Trifunctional protein deficiency
thiolase/Enoyl-CoA hydratase, beta subunit
LRPPRC 2p21-pl6 Leucine-rich PPR motif-containing protein, may Leigh syndrome, French-Canadian type
has regulatory role in cytoskeleton integrity
TWINKLE 10q24 Mitochondrial DNA helicase Progressive external opphthalmoplegia with mito-
chondrial DNA deletions, autosomal dominant; sen-
sory ataxic neuropathy, dysarthria, and ophthal-
moparesis; mitochondrial DNA depletion syndrome,
hepatocerebral form; spinocerebellar ataxia, infan-
tile-onset
POLG 15925 mtDNA polymerase gamma Progressive external ophthalmoplegia with mitoch-
ondrial DNA deletions; sensory ataxic neuropathy,
dysarthria, and ophthalmoparesis; alpers syndrome;
mitochondrial neurogastrointestinal en cephalo-
pathy dyndrome without leukoencephalopathy;
spinocerebellar ataxia with epilepsy
TUFM 16pl1.2 Mitochondrial translation elongation factor Tu Combined oxidative phosphorylation deficiency 4
Hsp60 2q33.1 Heat-shock 60 kDa protein, responsible for Spastic paraplegia, Leukodystrophy
protein folding
PHBI1 17q21 Prohibintin, promotes longevity Breast cancer
ANTI1 4q35 Adenine nucleotide translocator 1 Progressive external ophthalmoplegia with mito-
chondrial DNA deletions, autosomal dominant
NDUFS3 11pl1.11 NADH-ubiquinone oxidoreductase Fe-S protein 3 Leigh syndrome due to mitochondrial complex I
deficiency
CPT1A 11q13 Carnitine palmitoyltransferase I A Carnitine palmitoyl transferase I A deficiency

DNase I [RSURTESE = T 4 22 5 4%, W 228 Abf2 1)
YERJG mtDNA H75 5 52 BN AZ Mg/ S, R E 5K
AbRH AR mtDNAIIFEH, e 24 8 o mtDNA
ZHW, TFAM (EHEL b FE AR S 10, R 7 B
ARG 7|7 () T fie e B m] 38 e 3 T8 AMJE R (1) Ab 2
[FYR & A3 2Pk, gl " HU deEH . A TFAM K&
20 8 I NHP6A!,

TFAM {2 Rt & &R, ) 15~30 bp
mtDNA HH — A TFAM 73 5 2 46 o BARA I
I/ NAAR ) TFAM/mtDNA HCAE A BT AR, (AR A
i TFAM 95 7 A% A2 LA 55 81 mtDNA, 1A
XA S B 1 21 DX

TFAM 541 8 (118 2 AL, AL A %

mtDNA FEHR KB T RerE. 48 H H3. H4 %
FEMR VR FEALAE 2 3] — KAV B 5B 1, gk
BERR A Z B ALAE, XL B RE SR R U I I 4,
FEXTH PRI A 77 AR MR, 3K 2 OB 8 1R T
o HAT W TG T Gob A 2O agt A4 R 42 (7, 5
ST O HRETR Y, 7RI RE D B R A 3 (0
PRAAE MR HE T 15 Abf2 7% P, Abf2 [T DNA 4575 i 1t
KAAZA AT g2 380 Abf2 55 mtDNA bl & A= A8 4,
P EOESER, XA 7 HE2 0 mDNA Jt
Rl &A1,

112 &KEih$E4 DNALSES L A L
DNA #5485 (mitochondrial single-stranded DNA
binding protein, mtSSB)J2 Jj Rl K FEA-E AL AR K
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HEE, PRELE SR SSB AN 5214 13~16 KDa,
Wik B e ARy, FERE. Sl B 2 KA B SSB &
FIESE MR ) R E# A 2Rl T SSB # A 1K
ST LS DN A SRR ), 4 A 3l 5 DADU SR AR T A7 AR,
R VYRR RESE A 50~70 MZ R, 7F mtDNA &
il W E K EAL SR, mtSSB DY 2R 1A fE Al fig
HEY) mtDNA 4ERF AR T2 X, FEBT IR 9 AZ K o1,
M H, 25 mtDNA & il Ff# i TWINKLE #3514
W02 FH mtSSBRE S M0 « ERERET, 4w AY mtSSB
55 R RIML Bk S B mtDNA Z 2K, i mtSSB X1+
mtDNA [ EHE A s Bul®, e Flsiyh, &
WA R HEAH DG A 10 1 R P P mtSSBAIL /KT, T
HAEAFHL P mSSBFRIA /K5 mDNA 7 1 2 1E
AIDE, Uil mtSSB 1] HE AL 117 mtDNA 75 5 [ S5 5
FIE

B T ORUFE mtDNA 1E % & i, mtSSB ik 5 4 fi i
BRI (BN C2C12 U 41 i, mtSSB F: [
(R e A A 2 b AR T 2 S BUREE A Tt i RN AL
MtSSB FKIAYTER I, Lbi R LA IRl A A= A2 1k, EL Y
A LR R T AE K, Ui I mtSSB ] BEAE £ A4 734
Mgk AHRA/EH . bAh, mtSSB KA VIEE, 41
X 8 F1 2 SRR (etoposide) 25 25 W iR U B i, 51
LT, P9 mtSSB Al g L AR & 2R,

“NADH, FADH, |

Aconitase
(Acolp)

e 008
complexes 5 . 3 -

(metabolic state 2)

I T 7R, mtSSB AE L5 MR 4l K pS3
AHEAEFIRA . oygg i X1~ p53 BT 22 i 41 i e
MR BSE, FEIT— R A BEEE DRIk, A0 45 40 1 5 3
PHYF . T, DNA i B R IAHCHE R . p53 th
A B RA T, 5 mDNA & DNA J 5y 41
YER, I6F mtDNA $i05 7 th SOV o 3X A HAEHIXS
mtDNA ZE£F 1EH DR AT FLEAE A, /E mtDNA R AL
B ERAT, p53 v REHOE N T A%, MM &k
Ho mtDNA 537 SR SR AR 9295 1) & 2F « mtSSB fig
2541 p53 N AR i 4 Kl 19t — 58 T pS3 11 3'-
5" S UI B Pk, JUHOZ IR B mtDNA S A3 b5 54
8- % -7,8- & -20- it 5 % 1 (8-0x0-7,8-dihydro-20-
deoxyguanosine) [ fie /), 1] mtSSB AJ fit 5 mtDNA
AT B AT K.

113 v a2 hiekda LRARTZELE
AU S N (R 37 , Bk AT ot b A K AL TC AT
W B A WS AL SOV g . K2 e
DIRem), (A — 282 AT Z I Re ), Wiy kg
fif§(aconitase, Acol) ZMEFRMRIL 5T 1 i(acetohy-
droxyacid reductoisomerase, 11v5). a- fi & — M5
M (a-KetoGlutarate dehydrogenase, KGD). ATP &
% ME(ATP synthase, ATP1)%5, WF5T A BLIX He 8 [ [
T35 8 MANARGHEEAL, £ 5 mtDNA PR

mtDNA-encoded ™

* OXPHOS subunits
Abf2p

miIDNA .

Nugeleoid
(metabolic state 1)

Nucleoid

1 Acol RE:EHE KA T B — NI REE B R

Fig.1

Acol is a bifunctional protein in yeast mitochondrial nucleoids!?®
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SER B DA T,

Acol £Z UiRe A 5 AR MR, AT
REJETE TCA TR AT IR TE B AT A5 1R, TCA
IR ANADH FIFADH, [ 78 3 4 2 b A4 S8 AL i R 11
Pt E R 7, MBS ATP. A Acol A&
ERATRZAR G B, HAT Lk 0V DNA 4545
PE, fe45 A 2 mDNA ke B8 e A% &5/ i /E 0.
Acol [AJI HA AL fE IR DNA g5 fg ), ml LIl
TCA AR /K- 5 0 mtDNA [#) K 5 FIHE R 3Rk
W 1 R, AbFACEPIRE 1, 2Rk AR 3= 2
15 Abf2 IIVE R YERERRE 454 1A FAR PR A 2
i), Acol 5 ZRiARRAZA EAEH, EShAE LEUR T
Abf2 A ISR RIAZ I 5, Acol £EfEAL TCATGIF
R E AL Z5 A3 P AU AH TP, {73 mtDNA &
TR AR AT ARk, 3K 1 f A LR A b 5 Rl AR i
B2 5 mtDNA R A AR —Fp oy K720,

AR IV 22 A0 A B R E R S AN B
JEARDGI, 1 FLIZAIAR T A FH A2 41 e a5t A54) Sl 21 23
UKy, BTt A4 o 4 b B AR s mT 9k, LR %
ZARHE R R, ZEAN R AHRRAS R B BRI
FOE IS, DA R IL IR (1) 3RIA 29, 3X 2 41 R 1
IS5 PR — 5 2, ek RIR T RECR B T 4 B 11X
— B, CLE N AR KRR T sk . R
Bk T Acol, Rkl icH VF 2 M E A, s
FIERACHA B TIvs . Arg5, 6, LLK TCA g
(1) Idh1 2603, LR AL b IX e 2 ThaE s A, #
PINZ LR . mtDNA I K 3R 5 dobr R AR & A AH 18
I, T LAE mtDNA ZEAS[R] AR 5 AT R HCAS R 4
2177 30, JHIl I AL TE A R SUE mDNA %
FEE R R K 7K 023,

1.2 x5 %R AR 31 53T £ (dynamics)

1.2.1 ZAptkegeb b0 LR RES
I &ke), n] LAV O B L8 B 1 ia 3, I AN
HHTRL G 50340, bRl & 5 2 240 R AT, JF
TRFFENAS PAlE, X ERe SRR IE T B 2
FYyae oy EE, @G mE FREPHESEK,
M5 5455 3 SRR RIRE, 2 R A IR b A ¥ T
BE . T4 S (18 2 R AT B P AT 2 AR, I IR &
e LR AR B AT W B .

RIS 5 0 R — AR RS AR, 2
Bl GTPase iEEME B2 51EH . fEmiflsh®h,
Mfnl. Mfn2 ¢ OPAl 5 & kil &, Hrh Mfnl/

Mifn2 s flE R S E I B A0, Minl A7 T2k
RLAASME BT, FlAak fe vh, Mfnl ¥ HR2 458415
FHELAE TG 1 2R AR, AT AN SRR IR SMIBEAH AR 2R,
B 5 A F Mifn1 1) GTPase Jif /1AM Rl o A
Rl 5, OPAL T I AH BB AR M (1) 77 XA 3
R, B a AN SRR R BT UL 56 N A YIRS
AR s 26,
Drpl. Dnml. Fisl &S FERAA D M) E
B A, R B SCHEAER 152 Drpl. Drpl 774
LT, ARGk N AT D B . AR5 R
BB, dORIARRE E AL o IR 2, B A 1) Fisl

JE R e IR g 44, 3T Drpl A4 ¢ 17 2478 1%
PR AR ERLARES,

122 KARBZeshS R ZhiEpzrg)
ADRMANGE P A AR 5 R TR, i
BFE UL AR R AR A . o0 R R iy kAR T AR
o — 5T, p+ 41 L pO 41 H Rl 75 1) 5 560 45 R B
mtDNA FIHUAZ GE M p+Ze b A9 B A pO b 44, 15 I
TERLA SRR, B TR AT S e ) —
T, 433477 R AN R AR 2 D5 — AN A,
HHLE 2o A4 73 340k A5 rp £ B A5 FU0R 1) 0 5 R E 3
A, X r S A 2250 2445 2R, BLPOLG.
mtSSB. TWINKLE 4.0 JGf 1) DNA & il R G
mtDNA FESHT AL . mtDNA R Hid e 5%
TR VIR, ST 05 1A O FE R R, 1
H—2ema i [FN 2556, Hxm M. D
IN(D-loop) &R 2 52 ImtDNA S il B2, B
ST H 8L R T AR 565 B 7S DNA, I JE R D
IREER, S H S 58 02/3 5 TTUA LA 5 4 . mtDNA
52 1IN TWINKLE A1 FH HC i i il 0 P A7 T mtDNA XL
B, JF 1 mtSSB ERFAAR B 1K L BE M 4L, B S POLG
MRNA G P13 Ko FF 4R, W AR & % mtDNA B A4
FERO, A mtDNA S il F b A+ PR AH ¢
HH, 1M H mtDNA B)50 & B DAAZ A S AT,
¥ v B S AR 0 TFAM 83k KCOF FR GR35
mtDNA 733 5%, P74 75 mtDNA £ kLA,

FI BT AN T 28 30U SemtDNAZE A4 ki 4 B
WA I AR L, (5 CA T 70 e R R 1l e 2
PRIEER (] BEAEIX b R PR BIVEH . Wl 2 BIor,
kiR ER 1 2 A& Mdm10p-Mdm12p-Mmmlp 2
PSSR, 7R M ot— M e S5 L3N & A actin AH H
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Cytoplasm

Outer membrane

Inner membrane

Mitochondrial matrix

I

Mdm32

Abf2

I

Mitochondrial nucleoids

2 BRSPS BRI S TEAMERN

Fig.2 A potential model describing the molecular basis of nucleoid segregation in yeast®

VEH, A& b v G 4 i i 3Ris 3)), TEZehifRk 5L i —
3@ i Mdm3 1 F1 Mdm32 5 I AH AR, %
FA T — R R A 25 3 BimtDNA Z 2R 5l
G G TCTEYE R [ 2 mtDNA I (R KR
SR 2 R SR RV 40 B SR T B 6T IR
SR A TATE F R R AR A% 18 i Mdm1 0p-Mdm12p-
Mmmp 55 A 22 40 M 48, AT Al #2330 7%
TR R ) 23 55, R AUA% 5 mtDNA B A 26 ki A i
IYBE R AR R P20, I ERIE T b A 458
SOEDASESEY 3P G AR A & S

FINZ o 2L RAR 73 2 — e 2RI 1), AW
Pl Stk 7R Nl i, kAl iz 1) 4y 245 4hr
PRI ZEAE R D1, UL T DAAE 2R 73 24 (1) 175
LN REAT 33 [RIRE M, 78 20 M il 2kt W 552 31 2ok A4
SRR A S RS L. TAE 2 SO v, W
Hot R AT IS,

HHGE TR LR Akl & 5L R Mfn2 848 5 i

HIRLG i, FER AR AT MW (Charcot-Marie-
Tooth type 2A, CMT2A) K429, %A 58 K IAE Mfn2
LRI R 53k 1R TR0 B v, B pA ekl o H 2 70 2
SO E L/ IND RS TS NIk VRN 7 L T /NS 3
RN A0 L 25 74 VR 3 BUB LA S5, 3% mtDN A
HHUNZ S5, IX 150 WIHUAZ IR 1E 5 TE A Dh e /7 B4 Rk
fl A AT YRR . TTRUAZ R i A e ks AR TE VAR
F mtDNA Zhhith i~ A% 380 5 1) 22 Fp I 35, 3k 113t 1 4
MIINRERZ Mo IXHE CMT2A [ L, AL 2
AT e & AR T I8 R A A pH 48 25 4 (autosomal domi-
nant optic atrophy, DOA) &I i FEH .

2 ZRRPIZIEXE B 5&KR

mtDNA 58475 # mtDNA 5848 15 42 3 DK AH LA
FH BB, & M R R A W e 240 T )
LRAATURZ L mIDNA [ = 2454, S A SR
i s B R AR, b — AN ML R 491 A2 i G
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AR T AT P AR JVLUBR 5 (autosomal dominant
progressive external ophthalmoplegia, adPEO).

adPEO/&— i HmtDNA K8 Fil 2k 5| 4 1455 W,
P, SRR AR A IR JUURR I DL S 08 Bl AN 1k 28290,
adPEO I A /Kt AR, X Rl mtDNA 6 2%
e E PRI R AR TS, B0 F 4 AN Y E R
MU ZAR T 28 adPEO K 2E, 4332001 10924 1)
PEO1. 4q35 I ANT1. 15925 [ PLOG F1 17q23~q24
ff) POLG22, PLOG 5 POLG2 %ifi5 DNA B4 K v
AN, PEOL 4 1) TWINKLE /& mtDNA & il
TR PR AR e, 1K — ol Bl 1 R e A TR B AL
1, & mtDNA ZHIFT A 71 T —AN R A58
A, ARE FE mtDNA Sl 2 H I A, JEolii
mtDNA KE B . ANTL 2 i I b 7 1 4 %
fiff(adenine nucleotide translocator), f&—F LA A
JEEE A, DA SRR B A7 A, ST e ¥ ADPA%
BRI ARIE T, [RIIRE ATP 32 16 H 2R R i .
TEN R AELE 3 ] T8 (isoform) () ANT: ANT1
FLEEHE L ORI 4L 2RI, ANT2 =2 B A
LA ZAh FIA, ANT3 TR 5Pl 20 23 385 a7 A28
MHelafl £ bR i 2 25 H I B 1 h 51 ANT2,
Y] ANT2 & P AH G B9, ANTL RAE G50
mtDNA HUR, 1R IZIE P ] §EHAT 4ERF mtDNA 82k
T AR U A% 45 16 B [ D e

5T TFAM H)EEZAE H], Poulton 25PULE 5G4
AP mtDNA i 2 40 5 LLE G PRI 1 2 3 T
TFAM K IEIKF, W ESRE X LR A 25 5 TFAMK
BRA . WERCRILAE 3 Bl B, B LA A
mtDNA 5 nDNA [¥] EL{E A AIC, 10 HAE mtDNA 62K 1)
b, TFAM REAKPFHEMK. TFAM /J{ER
mtDNA Bl I35 1 Ar ki « Larsson Z5B284 4 T TFAM
5 DRI R 3% 11 /I8 BRABE AR, 4 vl R 1 /D BRUR T H o U
mtDNA $ H sk /D TP B e e, Al i B 1) /N BRI
BN LI ™ T mtDNA 52 48 AL B R Ak B
K, BAEIRIRIIZET:, IX 5t W] TEAM X T FLah ) 2k
iR RAEFEIG R G R REL,

HEHM K ZRIA12S rRNA A1555G R JRRAR
PRI HAIR K72 57, ¥ i 5 I AN v R 0 ™
FI SR IEWT S 2R, AT R AW )58 4 I H P4,
I AR AL (1) 22 KR 1 S DR R 1 S AR A s I R R R E 2
BN ISP R EH, ISR R R O, A
FAZE M EED TRMU BLSZRiAA S A1~ TRBIM B4,

TFBIM [A] 2 —Fh il AH DG H 109, 5 RNA JIRIE
WA F LGRS LAY v P55 ()17 9 R, A AR Ah s 4
PR R 2B IR e 0, JF Holffb &k f& 128 rRNA
BN IR ) IR B0 EAT W A AE M, % AE M e T
A1555G FRARMIFRI IR+

LR PR TR A O B 1A 1T RE A 2R A I 1T
FREIT P — AT . 5, SR ERA TN
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Advances in Mitochondrial Nucleoid Structure and Related Diseases
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Abstract Mitochondrial DNA (mtDNA) is organized in solid particles with a series of proteins, and these
nucleoprotein complexes are named as mitochondrial nucleoids because of the prokaryotic origin of mitochondria.
Proteins in mitochondrial nucleoids consist of mitochondrial transcription factors, mitochondrial single stranded-
DNA binding proteins and multiple functional proteins which catalyze the metabolic reactions in mitochondria. The
elucidation of mitochondrial nucleoid structure is meaningful to interpret the mechanisms of the maintenance and
inheritance of mitochondrial genome, and in revealing the potential regulation of mitochondrial gene expression. This
review focuses on the current opinions in the components, structure and functions of mitochondrial nucleoid,
especially how these proteins coordinate the mtDNA and mitochondrial metabolisms like TCA cycle and amino acid
metabolism. Meanwhile, abnormality in nucleoid-associated proteins leads to many human diseases. The research in
mitochondrial nucleoids is helpful to develop new therapeutics.
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