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EL AR R AR B R R 5iEE

X\ M F &
(BRI TR A AR 5 TR, B/RIK 150001)

WE LSERRZASLRABERY ZAEYN LS, T 25 5mRAREIHRL. §
mAERPwRATELDFIE, REATLERLAYN, KEKRARFILSREARAR. FEY
REZRATH BT EABRREFFAL., BFR, EEEAARBARABRGALA T ik
8K, EHINIRB| K Fik DNA 38 RATHE T B ALK RNA REBE. KAAKRHEREA T A, AR
B KAkt Z B F Bl & B2 49 B i A4, KAk F4OEE F(mTERF) K& 68 R WA T E
HRLAEGERTREEA, (2 X 55 B EANB LA FE—FHA., AL FHEHEABLSF
R E A Sh A L AR DNA #) 4% R BB FAR R 69 AT 5T R L.

KA

PR R R R LA Z AR —F 4
M2, EEAMHNERET SRS, B HEERM
MAH T FAY SRR RIEEEEFEA. &bk
B PR G B30 o A PR IR B R S R R B R, TR
D AR, Iz LRAR = DNA 55 1)
BHE RS, Hit, &F4& DNA (mitochondrial DNA,
mtDNA)REBRIRE . KEHALERY, mtDNA
R 5 L R VAR, I Laber BB EMELAHE
Wi /W FIRKERKE. fhidK. £
RIBERBEIRRMEERS, LhAThReRILET R
MR RE . REMNAH-ESIEPRER
BEEM. S, B AT, EZ LR mtDNA 1
iR RFE X, Eith, KR iaEEHNEDFTIEE
K558 RARMERER KR PLH— B R A e
ISR R 1) A

1 ZerikERE

SRRV EYR 1) B — R A 2 SR — A
Rz Xk, RELEERE T AR R, HpAitdl
EF AR — AR, ZE VLA A LR RN —
' o-proteobacterium 4 FFAL KRR . LB KK
B AE H, L SCH B — o B R R B R A
th, 3X— AT DU i) S b AR B BRI 21 55 HoA )
MEERARNFERGEERSINESE. 75, EH
R AT AR mtDNA & HI R0 SR B /% 1) & B A
TFHEZERHARDZ IR, KRARET DH
BAEY R, TE A ML R Sk A B R, HRIEH
R ERERARF. X TFRuAaERANAF

SRIK; B3R, SORIA RNA BN, SORAH RN F Bl SRAHXE T B2

EE Z MR, A AAH mtDNA 4afd K ZH e F
SRR E B (A AR c BB AL T
T e % b), W0 FiX K Ei/KE B R HAZIEE 4 g,
BT AR M i o A4 I - B A B AT AE Th RERO AL
B L, AHXEEARFEELNAENGTHY. 5
— Tl X A JU DN A 2 A i K] 4 R A i R 46 5 FH )
FFARR, 0 R AR FE R R B E R
A, FANNRREER Y RERES TE
A AR RS 2 R E 2, W R E P IR L
Figm, MATREZLeRmAENERRERFE . B
HIFAR Y, Y AR 1 R I e T2 40 A
HPEMIERETL,

BT D BUR A LAY 2o b A R R 41 R 4%
# DNA 73 FAMN A4 & JR A s P 408 55), mtDNA
ST 2 RIREREGHREGH . WS4 mDNA
Gt 1 3Fh2H b A PN IR R 2 5 & 1A ) 3R 1 L (AL
R R AR E A RIEE 87 M, HAMEAR
R R A gst, & BT R RGUE iz
1B L RIE), B mRNA ST 22 F t(RNA 12 Fi
rRNA (12S rRNA F116S rRNA). NCBI ¥ Organelle
Genome Resources $#E R % B B, B HATA1EE
Z5ER T 1 733 AN I Zeoki A B BRI 4 FR 3 e A,
HpPfFE S8 FEE M 1 S86 ML Az . ANEY
PR b R B R B KB Z BB, FF H, MESES
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Table 1 Length of some eukaryote mitochondrial genomes

Orgnism Length of mtDNA
genome (nt)
Zea mays subsp. mays/maize 569 630
Saccharomyces cerevisiae/baker’s yeast 85 779
Drosophila melanogaster/fruit fly 19 517
Xenopus laevis/African clawed frog 17 553
Bos taurus/cattle 16 338
Mus musculus/house mouse 16 299
Gorilla gorilla/Western Gorilla 16 364
Homo sapiens/human 16 569

RS EAZEY), SERAEA R RN, Bk
BENEaY. BT, WP kR E
Mo, R KR, BERRRE R, MAEYHIZ
FLAREE R A B K (R 1) " FL3h )40 i 28 4 44 B R
HBEY SRR B, WENE T, —8K
HIHEHmIS X AL T D- S X (D-Loop) £y 1.1 kb K
X, BEEH mDNA HlFEE R hHNEERE
Joft, WRSEFFIHE(conserved sequence box). 5
mtDNA & #|% 15 L) /7 5 (termination-associated
sequence, TAS) & £ 57 12 mtDNA ¥ 3% 1) J8 31 7%
FEE

2 ZRIREEMNERRIAERE

HRHE mDNA P 4 5 1) e e AR TE A SR B v
TR ERIANE, "R IHX 2 AR (light
strand, L) f1 E 4% (heavy strand, H). X2 i T4 R i
FHEMZETRAFPTIE Y, ERE S SR,
BESHERE. A mtDNA FIR & L&H AR
HFEHFREN B FX, BEEE3F(ight-
strand promoter, LSP) M E #% )5 3/ ¥ (heavy-strand
promoter, HSP). ##:LL LSP YA B FHF /=4
ND6 ] mRNA F1 8 # tRNA. FHH HANEF R
SRAELGAA 5, B HSP1 F1 HSP2. HSPI1 i F tRNAPe
I B3 16 bp &b, FERFE—ANEHRA, HEX
A2 1FF 16S rRNA 2K 3' K. HSP2 fi F 128
tRNA £ H 5 KoMk, HR=E—NEWHR T, H
KEJLPFSBFEHM—B(E 1), mtDNA &4
B A IRNA 4 fid 2 R ) B 0 #0 E B 20— A
tRNA GRS, R84 B E mRNA il
tRNA, 5t 541 (RNA, £i¥i{k RNase P J HoAth—
L5 R %0 H RNase R T iES 5 (RNA FIr & id 7%,
R RiAA RNA N T2 “RNA bR SR o,
2.1 35 mtDNA HRFEZEHNERREF

con K 36 coll
ATPase

Fig.1 Map of human mitochondrial DNA B!

The tRNA genes encoded on each of the two strands are indicated with
the standard one-letter symbols for amino acids. Abbreviations:
COI, cytochrome ¢ oxidase subunit I; COII, cytochrome ¢ oxidase
subunit II; COIII, cytochrome ¢ oxidase subunit III; Cytb, cyto-
chrome b; ND1, NADH dehydrogenase subunit 1; ND2, NADH
dehydrogenase subunit 2; ND4, NADH dehydrogenase subunit 4;
ND6, NADH dehydrogenase subunit 6; Oy, origin of H-strand DNA
replication.

LR A R 2 RERS AT R R R AEK
HAR, HOSEZENARBEHEFERRA TS

- SRS T A RESE . 4 A 1ERIIKZ S mDNA ¥

KRR FIAR GRS ER B R KRBT LA Gy AP —3K
B AR HFHZAMH T mtDNA, 1 #mtDNA f1£i%,
XREARKFEEGELPARNA REH
(mitochondrial RNA polymerase, POLRMT). Zgfifk
¥ %K+ A (mitochondrial transcription factor A,
TFAM). ZHifk%E 5% EF B1 #1 B2 (mitochondrial
transcription factor B1 and B2, TFB1M R TFB2M,
#X A mtTFB1 #1 mtTFB2) LA & S Wi i 5 R 48 1L+
(mitochondrial transcription termination factor, mnTERF)
58, 7 —RE A R N 5 TR 4 S L g A R R
HERES. WIRER SRR RIRIT RS EE
IRz R &, X E A REF EEXN miDNA &
BEBHERZEEH.

H AT GBI HIA T FLah P4 i b 4
mtDNA FEA KB BRI RA, FEAHE POLRMT.
TFAM. PRIV ELRL AR R E T TFB1M I
TFB2M LA K& MTERF %5 £ #& H R HF .

POLRMT BT T, RNA BEMEKIK. A
POLRMT g 1 230 MEIERRIREE AL, N K 41 4
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BRI A BRI E LS S K, CR (3520~ 1 230
R B EH — RFIRTFEMSE, XLRF
MRS AA A TR 4 RNA RS BFH 7. st
7 N K i SE A8 X N B 4772 B3 MEE B pentatricopeptide
FEHF5(PPR). 4 PPR 531 35 MR LR E
MR, FEFAET S E5ER A S44 RNA I TH
BT . PPRIFHIRE RS RNA 4& 45
R A IS4 A mtDNA #5358 i prig
MI4E H WA et — P9 . Falkenberg S5GI7E A4
W5 &R, POLRMT A fedk B 454 miDNA /530
BEF, ‘B ITE TFAM/TFBIM 8, TFAM/TFB2M £ &
R VB T A B R IEAER

Falkenberg 134 5E, TFB1M F1 TFB2M #E &g
% 5 POLRMT 45 & TE LA ¥R — 4%, H TFB2M K44
A FaE ML T TFBIM. TFBIM Fl TFB2M #2
BT LbARNILAERR RNA BREBE, —&5
rRNA FEEBEZKIKHRANTH &EEFRIE.
TFB 1M MY RE7E 1A 5 mtDNA 5%, tEEKIE
tRNA FEHBEEIITIRE, TFBIM HIEH B lE L/,
R5FPF mRE LM ARINE RGN . TFB2M
A RNA FEEBEEN, HMEEF TFBIM, XX
B TFB1M #1 TFB2M i& F] i 5 5 rRNA i i #2881
At HHFFE, H RNAL HARJTER L 48 Schneider
IR TFB2M B H J5, SR AE RNA #x A+
BETBET 2~8 %%, AT, F RNAI 52 ARUTEK TFBIM
HHEELP A+ RNA R ANEFEEEHEEN,
R R&p AR EERNREKFERTRE, #5
TFBIM A o] GEZERN A 1 i F2 o R ¥ — e e,

I ¥L3N%Y) TFAM 43 F B4k 25 kDa, %+ THHE
AN SR B HES B BE 5 2 41 (high mobility group,
HMG) 4535, — & 2 Ia][E]fg 27 DNE KA, C K
(2R 25 DNRFERRTRIE) N HEFF TFAM KT BeiE
RREEW, 5 HMG FKEHME AR —#, TFAM
AL 5 DNA S FIEFFE R LS, ELPAR &S E
RHFE. TFAMFERIS ST HSP 8L LSP K L%,
HA5EAL R S FA A A7 (A T RE B 0 K 1, X Fp
W BB WE 3 TR RENE. ERIERSP,
TFAM# A 7K ) /K E #2:5%  TFB IM/POLRMT #l
TFB2M/POLRMT )AL a5, — 3% (M A- 7 & -
BN K RE, JHAh, FHHIEF TFAM i35 mtDNA
KR HHEREE. ‘

SRLAF R L7 & —KAEW 5 DNAKF 7 4
AMBAEA, 4 TR kDa £4H. B HATNIE

4% e WS R R & ILEFE =M AK
mTERF. ¥fE mtDBP. Hi#f) DmTTF, E1140
Al 5 I TR 2R R A RNA R & 845 &, (H 5 mtDNA
LA WN SRR RN, KR AERLIERTRE
F MTERF & H K&, FIFH PSI-BLAST {77145 NCBI
HR B BT BB P X i 45 R B, IR R A
WAFE TR A AHEY S, 76D IE AR RKIRFE
FEHM, Park FUHRIE TI24 NIE R E —A4
RLAA RS S A PR TR S B F—— 1% 40 i (1) MTERF3, %%
F A IR K B BT 7, B2k MTERF3 /)41 it mtDNA
P B R EVETESE . MTERF3 @id 54
FitAk DNA Ja 8 FIX &5 & R RAEH FIHIERA .
EABZNT, ARRSRYE B 8 T mMEr s &
AR E R Y mtDNA FIRIAKF, B, BT E
® LA A FREE TS, EA R SRS KER
HmisE E 3 55 mtDNA i MEhAFE. 48
G RRR R D RE MR T B — R R F R —2K
HENEWE T RIMAEEERREHR. FRETFER
13 NRF1. NRF2. PPAa. ERRa. Spl %%,
EATT S ST R R T IR B R 8 R ok R R A TR R
FHIZER M FRIE. %P F(nuclear respiratory
factor-1, NRF-1)2 4 FEZ 4 68 kDa B AAHH, N
KB H 5 DNA &-&5005EH, B SBUKHEEERTY
C K BE# %51, NRF-1 LRIVE — R ARG &
FHEFKEsFX . NRF-2 2H 5 MEEREST
R Ak, Bl RS DNA 44 o WL KR
HHEFFEWHK BL. B2 y1 My2 . NRF-1 M
NRF-2 X 4 K 22 B WP IR 55 T RE AR QB RS T A= 1
HA gL POLRMT. TFAM. TFBIM F1 TFB2M.
Sp1 FE 5 8 37 X /> NRE-1 R HI40 s i 40 ffa €2 3%
cl XEFHFXESE GC KPR FEHTIER.
hRENELEF EE R PGC-1 & H Kk (peroxisome
proliferator-activated receptor-y coactivator 1), H% 7
8% PGC-1a.. PGC-1B. PRC (PGC-1 related
coactivator)®. WREZN . BERME . WEFI
Fl o I AR cAMP BO{5 538 B 5 3 B 41 i
BE PGC-101, PGC-10 il it 195 NRF-1 4% F ¥
BIE M, HET 28k 4& mtDNA IRIEKFE, LLE
N Ah SRS AR L (B 2). PRC MATREEES H3t4
KEFHNE IR, HERES FHLH A R agre-e,
2.2 %Ak DNA 3 RiR50. &ERfaL&iE
Rk DNA KR SIZAEEAAN R, ERAH
W, WA FE R NR L L ARE. B
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Environmental
stimuli
(cold, fasting)

Fatty acid
oxidation

Fig.2 Signaling pathways between environmental stimuli
and transcriptional responses !¢

R AFE POLRMT f7 7 MG B3 T4 Hiski
M. HRFEYIR R DA R R &L

POLRMT ] figif it H 737 PO 5 — M BRI ER AR
45745 mtDNA KWL S, AR B3 FIF5
H P, 3 H POLRMT X 3 8h FHIR B R H
JEEFFPEDY, TFBIM Ml TFB2M 5 rRNA L
il &= 2 (R0, 185 TFB 1M A1 TFB2M EA5 5 RNA f1/
B B 5 DNA 456 1 #e /), 387 TFB2M HI1EHI Al HE
5HAEMRNAL A, B 1153 8 FIX L RNA/DNA
ZeAb WU (T A RNA/DNA 24k X5k 2 BH RS s s il
). TFAM 7] H#:5 TFBIM B¢ TFB2M A HAEH,
1l TFB1M A1 TFB2M 7] 5 POLRMT & i+ 5 — 2%
%, $i% 1, McCulloch 25248 HH T8 K FLah ¥ 41 i
LR Rk DNA $ R ) —Fp . i A Rk, v 3L
1) mtDNA HeRe g 2l it 8 FU5 - 82 13 R Al A
HAYERRELOK . B4, TFAM 44T mtDNA, f#
JABNFIX R ek, b5, TFB2M &5 & Tk fare 4
HI 45 DNA L, 3 —P 4 B) POLRMT iR 505 7 (1) /3
&F 51355 5) mtDNA 3%,

H BT O # Y mtDNA ¥ 5t 2)EA7 SA7F 16S
rRNA F%[H 3' K ¥, mTERF (39 kDa)-5 tRNALe VURZEL
3' Kim# 28 bp HIFFFIFF a2 L xR . Sk,
FERNAP B K ) 3 A7 7 — N R e R 2 b4
. mTERF 7EARSM L8 A] 3 R 2 E4EHT, (B
CEANKEAIIEER £t —PiFL. mTERF
254 X 3k K 2 4F 2 PR mTERF [I3EF1 ), (HHARZE
W HSP1 A1 HSP2 ¥4 3k A< {45, 16 BH mTERF v] ¢S

S HEEEEERZ . ASMTFEES mTERF #
VEFE 2 X1 1, FEZH A\ mTERF 7] 52 23 R 5 4

K, MY EFMERHAEE, B2 L mTERF 4
AL R B U HoAth SRR, P51 HEM mTERF 7] BE
EATRBERLIENEARETFSY, £9ER%#
M R BIR, WILEIY) mDNA # 32 0F i 4258 E 7
HIME R 28 2, MR Z LRSS E
Bh 71 5 mtDNA (4% SR ZE A6 .

3 LRhI{AtE R ER

AR T 20 AR S K] 4 R34 24 A AR AN S R 2%
IR PEESE T AR, K2R B FX 8R4 5m B
F2ERR AL, ZRKI/A DNA R35, S 5401k DNA 4
FR(IZ btk DNA R & rPOLG1) 24w i I W 55 52
AREANZENREHLSIRE REDREEL.
FH T L0 R o 26 40 T B ) 75 SRR K, PTG
Sepem FE R AR PR S RS Zhifk DNA
RTE S 5L, AHRARHEZRNHEIAE
PSR 14 40 ML AR A7 7 5 7K (28 47 4k DNA 5828 A1
WA BERRALERRG . ISR, WKL MIF#ER
BH, Zehik DNA IR 8k o kb ml geflae 7 —3%
H A7 v ok BB E AR B M SR RRIL RS . &
PR/ RN 2 B A2 040 il TFAM H R,
STEHERI/ N & E5 S Am R R, W@kt
ITHIESh T RERRAS . #4401 i W RS BR 1 L R
. AHRAET-SFAERY, A, AR TFBIM 5
RRBUENEFA X, ATReZ 0T TFBIM K FAH
o Bl 5 kAL 2 R A N BRI S50 . TR R AR B
R, B RNAI FARTTER PGC-18 B &4
B MM, FE PGC-1B ZEXERER/NR, BT
WA BRI RS MR A B2, HE, &
FiAA DNA He s B 7E 509 1) BARAE FI WSS A £
FIERNEHFR .

LA AN AL B 29 1 000~10 000 /N2
T mtDNA, 1R BUR KR BIFETF A Nk
MR oA R IR AR, R AR F— a0 N+

SRR R R RRERESEEMR SRR

B, B mDNA RABBURK B, HARRE S
HEkE— 28 E R R 40 A BT AT 1) 5848 mDNA 1
BAR, RA4RAK mtDNA $&ik 3| — 5 B{En
LT A S IR ST RERE RS, SRR . R,
St mDNA 5848 1) 18 5 847 7 FoAth ¥ 5, Larsson
OO — AR IR IS A9 K RIATHI A5 R, #H
UM mtDNA AW Lk, HF LIHAFH T AR
A5 (¥ mtDNA, £ 72 25 58 40 i o B 485 5 1 5 Bl 1k R AR
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) mtDNA 175 Eik 3] — 2 B{E A fetkib s F—H.
AR, RFEFZH mDNA RAS L RS ARRF . 7
J P mDNA G5 s A AR5 I, T 57 B R AR
NEREPWARE W.. "HIL3NP98 40 A K29 10
TIAN# T mtDNA, #542 B AT 4440 fa o /> %0 miDNA
& DL HIm R, XA )T 3 E AR K mtDNA
RAZRF . TEMIGRE KRR B 7 2 R4
EPEMBIR . KiE. XM R mtDNA 3t 3F
AR, FERLLF LT LS FFIS, RGN
AL R mtDNA 78 F 2 2 B R IR R
Schwartz Ik 1E I —#1 152 RiBi% mtDNA =A%
(ND2 3 E 77 2 bp FIHL ) BUR IR 61 .

K HA LR A AT — B AR BE SR04 1T GE 55 i ad 11
RE. REMGZHEHFEFIEERXR. BETO
Z4FELLAT, Werburg 26275k 4 HH a8 41 iy i AR A 1)
FIEEAM, BMEEA SN R L ME T, M
Hia A, 3 B e B AR (1 77 27 A ATP R A e, LR
DR o] RS SRR IR B A7 AE D REBR PG JL TS 1
AR, BHIF B AE 2 P A A0 s 40 i 2 R 0
TR SR IL S, mtDNA ) 5848 F 5 vl 5
RS MIRRZ —, 3 B AR RS
AR 2] T mtDNA (MR, X L5 & 39wt
DX ARG i DX 1281, (HLIX 26 25 AR 22 b i ged g I AL 1l it
ARpE— PR ST. 88 40 e PR R0 R VB A 7
ANELRe A BRIRF A AR S, - 291, HA
BAEYEIEA T T . (HEHRIER, MEaL0r
Ab B BT . R 40 g mtDNA ({58 A8 / sl
5 L B Ak F IR B AL T 25 0 4 de UV R S T
REERS, 1L {3 it es 4 Mok BEmE R 16 7 X5 4 ATP, iX
PR 7 R B 48 i 9 NADH AR, T
NADPH AWro#/>, Mifididl T PTEN & 2%, it —
WO Ak PR, AT AL iR 40 M A3 LA E AT S GST
Fok /e X R A

4 RE

IEFER, AT mtDNA B RHLHEI RN
WA, BT CEVP #4827 LRADNAR R H i
JURMSEA (T 8 B, (EE AR B F T A
BHVER) 70 TR, CUR AR A Y A S5 R
ZEAD Hik, MWHREIREFKRZES.
XX B RRHRAN T, ACA BT AT ERLHL
PREIZRIE TN, Rt B T B Zehi A R
TR AR LD, IF AR BN IT IR IR I 7 1
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Regulation of Mitochondrial Genes Transcription in Mammalian Cells

Shan-Shan Liu, Yu Li*
(Department of Life Science and Engineering, Harbin Institute of Technology, Harbin 150001, China)

Abstract Mitochondria are ubiquitous organelles found in all eukaryotic cells and play an important role in
cellular energy metabolism, free radical generation and apoptosis. Defects of mitochondrial function contribute to
many diseases, such as mitochondrial diseases, development and progression of cancer and aging. Recent years
there have seen a rapid development in the understanding of mitochondrial genome. We have known that the initia-
tion of transcription at mitochondrial promoters in mammalian cells requires the simultaneous presence of mito-
chondrial RNA polymerase, mitochondrial transcription factor A, and either transcription factor B1 or B2, and the
component of mitochondrial transcription termination factor family may involved in the regulation of mitochondrial
transcription termination. But many aspects still remain to be defined. In this review article, we provide a brief
summary of current insights of the mitochondrial transcription machinery in mammalian cells.

Key words mitochondrion; transcription; mitochondrial RNA polymerase; mitochondrial transcription
factor B1; mitochondrial transcription factor B2

Received: February 16, 2009 Accepted: September 11, 2009

This work was supported by the National Natural Science Foundation of China (N0.30871271) and the Funding for the Returned
Oversea Scholars from Heilongjiang Province of China (LC04C02)

*Corresponding author. Tel: 86-451-86402691, E-mail: liyugene @hit.edu.cn





