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NEZ&FIE RNA 0 T &

B CEER

i/ z 1,2)%*

(" PP ERRE ST AR QT O/ R Y S AR A AT, I 200031
Y RO R SRR, 1 201210)

BE  LORIR 24N Ak #i R L (oxidative phosphorylation, OXPHOS) Fl& i =#ifR I H (adenosine triphosphate,
ATP) MZIIEES, ZAUMARAIN B T, SRR LCPAAAT I e, S5MBRT . SRS LR
PSR S AR, XA A TR IR AR BT RE B e, kAR B R AIAY, P04 B SEEFLIDNA, ik 374
BN, AAE 24 rRNA S 13 mRNA FEAIFT 22 4~ (RNA FER o ZORLIAR (14 FE R 3R 1R 75 8 28 aek 2 2% s Sy Rt 53 i Jn 15k
e, WHRLMUZ T RNARDIE] . RNA BEMILL A RNA ARSI TR FE . S AZRRLIA RNA I T2 8RR RNA ik
TR . SRR ENL . SRRTIREICH AE, DTS B RS ICBNG . A SCERIR T b DNA % 5% . RNA

e S TN T KR e RNA TN I 549 R 2R D T ) B S e

S Rk, ARIKRNA, B, T, LT
MEHNES QS

1 Z % {fADNA (mitochondrial DNA, mt—
DNA) %R

NGAATE PRI & — A FRIR Y AUE DNA 731,
i # 5% (heavy-strand) Fl1%2%% (light-strand) ZH
B, FEF 16 569 AMARFEXT 2 Lok AL R 4 e g
37 A F B, 5k 2 A &R R RNA
(mitochondrial TRNA, mt-rRNA) & K | 22 4>
tRNA (mitochondrial tRNA, mt-tRNA) FEE 13
NS 5A IR L B B I TR 0 i fk
DNA VU —Fp 2 i e+ 89 77 ik A5 s, % i
U155 F D-loop (displacement loop) X, £l & #45%
Ja 87 (light-strand promoter, LSP). &% /58T
1 (heavy-strand promoter 1, HSP1) 712 (heavy-
strand promoter 2, HSP2) "™/ M LSP # % A%
WS A 8 4 tRNA 4 T M 1 ) mRNA
(mitochondrial mRNA, mt-mRNA) 43+ ; M HSP1
ARG ST P B A7 24 TRNA 40112 4~ tRNA 43
5 MWHSP2 B2 UGG &1 W) & A 2 1 rRNA 431
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127> mRNA 737 Fl 13 MRNA 731

— RHNZ GRS R 1 T R -2 5 40k /K DNA
s R, HAZ DR SR FA . 2Rk RNA R
4 M (mitochondrial RNA polymerase, POLRMT) .
2R AR SR R T 7 (mitochondrial transcription
factor A, TFAM) . £k ki 1K % 5% 3% 36 K 7
(mitochondrial transcription factor B2, TFB2M) .
2 R A S SE f Rl F (mitochondrial transcription
elongation factor, TEFM) FIZkiiAs% 4R H -+
(mitochondrial transcription termination factor 1,
MTERF1) o {E5E R IFURMT, TFAM 5 Je4i & 1E
(LT R IGALA EIFE S T4L, TFAM 4S &
SARSEPOLRMT 455 7R 8+ 1, Hei dt— 4R
L TFB2M 5 POLRMT 454, 43— 52
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R BEGEGY .. KT SERE SV KA
i, HECA WAL, —FUiiAh TFAM %645 &
#| mt-DNA -, #5537l ¥4 3£ TFB2M il POLRMT,
5 BT R A RSN KX Fhiid:, B SRR
P SISO, o ) — ik & TFAM
45 A 3 mt-DNA I, SR J5 P40 5% TFB2M FlI
POLRMT W& A4 12 [RIG,  okir 1A 4 i & [H
s BRI SR MG S S W AL ML I A A —
HTE . 4, TEFMIFGRINA, fEdEFE R0 1y
AT RFRFMAIE, ZRIFE R 20k
K- MTERF1 245475 16S tRNA (1 3 kb, M
fii N HSP1 AR UR A 6 S 2 1k 2 1 e dle P AF 9T
P, S F P MTERF1 78 FH HSP 3K 3 (1) 5% 5%
LR EAERT, TR 7 LSP B 45 4% sk I 4
1k "4 T HSP AL SR Z B ML H T ANERE, A
Al REVS RO AR A BT, AT — P RGE

2 ZRERNAPEREMT

RIR DNA 2t 3 SR 5 RIS . KinZ
W Jsz -t s 7=, FEZ M -2 sk, K28
i mt-rRNA Fl mt-mRNA #f mt-tRNA [8] f§, 8K
“tRNA  #r A& # A (tRNA punctuation
model) 7" R TR S
tRNA # V) E R % mf, rRNA Fl mRNA A fig 4% Bk
sk 7

X 22 5 - I I RTR (RNA #E47 D15 i T 2168
A TR AR A N VDA B PR I P (endoribonuclease P,
RNase P) & & K Fl elaC #% Wi AZ B2 il Z 2 (elaC
ribonuclease Z 2, ELAC2, tiFR A RNase Z), W&
A3 SR R AE F T BT AR (RNA Y 55 AT 3 18200 A
£ R AR % RNase P A [R] F 4 B8 5% 40 i A% v )
RNase P—— A RNAE A, AZAifA )
RNase P & & 1402 56 4 i 8 11 BT 20 i) S = 2R
A S 20 R RS T A5 R 7R, RNase P
i 4 K i TRMT10C (L FK 5y MRPP1) H{k |
SDR5C1 (LFKA MRPP25{ HSD17B10) PUZE {4
PRORP ( {lL & & MRPP3) B {& 4 g 1y > .
TRMT10C 1 SDR5C1 & T /£ & RNase P & 5 141
— B4y, 5 5 (RNA H SR AL 2 12 ]
A &l 2, PIEAET Tl RNase P IIRERS, B CIE
W— A5 A HTAR (RNA IR G, B8 5E M DI
PRORP 38 1+ 400 2% 12 it 225 49 358 #0511 i

tRNA YT fE 2> ', [F, MRSk 5206 04 R 0
TRMTI10C #1 SDR5C1 W & & KBk T %& % RNase P
IIHBESN, if 242 T RNase Z X} Hij /& tRNA 3'
ui VI EIROR, LA SE T B AL (RNA Y “CCA”
JnEHERE 2 BT TR tRNA 3" 51 T. /1Y) RNase Z
AEKEWAEWEA R, KA RNase Z
(long form RNase Z, RNase Z") &1V T £ ki {K Fl
MM p, % K B RNase Z (short form RNase
Z, RNase Z°%) ENL TN »7 . 78 NFEHFH
1, RNase Z' fil RNase Z° 43 % J& i1 ELAC2 FiI
ELACI %ty s HAGH I, KBFE . ZF0EH
TRFIEE AP FAAHE 7 P 19 RNase Z8 45 K945 DUF#BT 20,
RNase Z*J& [Al I R, HIE M0 i Zo fR8:
48 B RN T FIAE g tRNA 25467 5 i 298 HH 32k
RE R B, XT T RNase ZU M5, HoA BRI EE R
Y RNase Z" L5915 LIEAT . 4549 78, RNase Z-
N4 R B N B B S R g ey, i K
SLiEH: . NuRS5 AL T 454 (RNA I 2R,
C SnZb A 0 B Ak a3, WS R & HEEH 22
HEr, AJH RNase Z' Fil RNase Z3 [t 4% 14 14 R 4k fif
Mo YR T S MR EE Y 20 f 755 56 =) 111
tRNA # V) E1 )5, mt-rRNA Fl mt-mRNA 8% B¢ i !
Heo [N, #28E AR gmAS X = A 1) RNA F= 9t %
BEICH Ok, X 88 RNA b £k k7 AR K JE 45 i RNA
(mitochondrial long noncoding RNA, mt-IncRNA),
A IncND5., IncND6 Al IncCytb, i A — 2
mt-IncRNA % A F 8R4 1 g it X 13340 55 g
mt-IncRNA B #2385 4 il ]9 {5 5 1% 5 DA S i Ak
FIVEPRESE A OC B8

TEZ 5 s r= i Tad fe v, B T 2 i)
RNA PJEI 57 S TR, A —FhE 28 in T
I, AT IE mt-tRNA 7] B B9 mt-mRNA (470 T
(4 ATP8-ATP6-CO3 ., ND5-CYTB HIND4-ND4L) .,
PEHGERR, S5 X —iBRAEEA 7] B8R Fas UG 1Y
22 F R/ A MR B4 (Fas-activated serine/threonine
kinase, FASTK) 5% . FASTK ZHEILA 511
i, FASTKI~S, 4% HZEZRARRNA = HAT AR
[ e '« Hirh, FASTKS %4k iE n] Ak 5 ATPS-
ATP6-CO3 [ TA ¢ . Ak, FASTK4 AlfigZ
5 ND5-CYTB 49 T., FASTKA4 HkGHf, NDS-
CYTB M HT/AR RNA =141, AH R AR mt-ND5
Ml mt-CYTB # )ik /> 2/ . X} F FASTK K % I/ 4%
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BEEE, % ANZH{EARNAM T RFE +909-

mt-RNA I TR HLE HETE A R824, A frik
— AR . X T LR SN S - s A 2
Iy A Rt — D5, v RBA A HA A R
TEH P AR 2R
2.1 AR AHRAEAIRNAR T
LMK Z2 - 55 7)1 (RN A B V) E
K, X RNA 7 BRI — &R 51 59427 B i Al
“CCA” hnEA e BUSEAE UK mt-tRNA ' 1
ZoRifA (RNA Y, S 18 FMEMEEAL, 434 T 137
AR, IR RARR (RNA 5 A 641
B AL . (RNA KRS 28 19 55 34 7 )2
“PEZNT OB, ALEE X mRNA R R
FREE, FFLRMRNAST, U4 5U, C. A
G AT R B EC X, PRy D jn) 42 3h L0
(four-way wobble rule) ', 1fij U34 i I #Y—2L4pE
AR U34 2 5 RIS AL A AL G HEAT RO, AR
S EENEGR AL U AL C, Wi MTO1 Fl GTPBP3 i 57
1 5-4- 1 iR FH FE PR 1T (5-taurinomethyl uridine,
mm’U) &4 47, Ll il MTU ZE tm®U A8 i 1) &
fih bt — 25 A = A 1Y S- 2R R B R -2- A AR
(5-taurinomethyl-2-thiouridine, m’S*U) &
T ) 2RI (RNA 5 34 FR T A 2 LR )
BCXTRE ST B AL, W AEAEd R LR FC X g 1 1)
B4 . 4l NSUN3 fil ALKBH1 4345 i 47 i 4k 1)
5- WL U HF (5-formyleytidine, £C) &4, ffi
mt-tRNAY 34 (37 1 C A AT L5 GREXT,  [A]i i
AE5 ATCXS B0, LRI IRNA FBR T 46 34 L AAAE
BEZBMSN, 9. 1001 LLREE 37 il fAfEi 2 )
Bifio %90 my 1-H 4 (1-methylguanosine,
m'G) Al 1- H JE i #  (1-methyladenosine, m'A)
EAEFES 1046759 N-HFE 215 (N-methylguanosine,
m’G) B W (RNA 1 g5 4, ] i X 4k -5
tRNA =5 e M AR 2 4, 55371
MR fE IS 5 ROES T EAE R, W
BRI DU B AL 1 = A, ORIE BRI R 1R A L
P 7T i TRITL $ 5 ALY V-5 800 B
(N‘-isopentenyladenosine, i'A) & i " ,
OSGEPLI fi 1k 89 N°- 2 %& 75 & Bt IR 4 (V-
threonylcarbamoyladenosine, t°A) & i LI K&
TRMTS ALY m'G i 5 0 LRI t(RNA LB
20T (RNA —FF, H D IFAI TWC 3 L4 3l &4
& JRH (dihydrouridine, D) & i #1{& R

(pseudouridine, W) &4, Hrp W55 &M nT LLJE Y
tRNA 7 T s M2t 2, A2 i (RNA 73119
R e

LR RNA H 356 “CCA” 1A 1 gt
FELRRRIE R B, TERER “CCA” ME
fitf TRNT1 i B "', TRNT1 X} £ K0 /A tRNA F140
BT (RNA KA MEAER . [RIF, TRNT1 %) 4544
ANFEAE B AT (RNA ZFEF TR “CCA” e, 1F
tRNA 119 34 il “CCACCA”, XF# “CCACCA”
JPH R —FPREARAG T, 25 ANRRUE 1Y) (RNA B
fifto BIUL, “CCA” finJ2M TRNTI 4% ¥ il (RNA
i o AH A Lo A R A A AE R Y 5T
P ATERE
2.2 ZRARRADHFImRNAR T

bR mRNA B0 T e FE A W] 4 i i
T mRNA A TGS R . 42k mRNA MR
PRI SR BRI R S, SRR mRNA AR
FIPEAT SumNE s HaR, RRiARIEN A EEA N
¥, LR R mRNA AT EATT 38 tb4b,
KEBITEANA mRNA AR T ZEHA T 30 1 22 R AT
Ak, B 39 poly-A &, B HE H R A 45~55
MEZHIR, i/ T4 iA% o mRNA (1) poly-A J&
PIREE ' AR R, 57 2 R IR 1L
Oy R = W S I N2 B W O R = E
(leucine-rich
containing protein, LRPPRC), LRPPRC % T4k
PRI R, S EAER RNA S A H AR
(stem-loop-interacting RNA-binding protein,
SLIRP) #f H /E H , J& i LRPPRC/SLIRP & &
'l JE4EFR, LRPPRC/SLIRP & 42 RNA
AR, RERSTEE RNAZ5H, R iF4okifA mRNA 1Y
FaE . BELL 2 IR R AL R N T R
SLIRP & % 5 % f# ¥ LRPPRC A # [% fig 7" .
LRPPRC i 23 3 3 4hi A mRNA 19 2 R P11 1R

pentatricopeptide ~ rich ~ domain

fL /b, mRNA BB ERENE , 1L % b b B
S,

ND6 mRNA J& Mt ——~ Fh L A e o 5 7%
FI ) mRNA, FCIFASEAT 305 19 2 B H I AL
FASTK fig % %45 £+ ND6 mRNA (¥ 3" 9E # 1% X
(3-UTR), fiEifk ND6 mRNA R AR HA B
WA M7/ BS99 41 PP 32 Bk FASTK
FEIND6 mRNA ()£ 3k 7K 1T B LA S bR 2 4
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PITITE I RRAR 774

HRrmiE, T Zb & mRNA A& i iz
Fea/b, W HEAET m ABMiRRE., TRMT61B
3L mt-CO1, mt-CO2, mt-CO3, mt-CYB Al
mt-ND4L () mRNA | 59 m'A &4, 2476 40§ it
Fé3K TRMT61B R, mt-CO2 1 mt-CO3 ) 7E 14
JFEZERAKE ETF S b, mt-ND5 mRNA | 7F
7E m'A &4, & TRMTI0C A s ik s i,
m' A M Y & 2 BT mt-mRNA b 5 g il 7570
PEHE AR, mt-ND5 mRNA |9 m'A f9&Hi K F-H
A ENHLRR R, BT m ABMIE T AU
BoXT, SxREEPERE O,
2.3 SRR RADEIrRNARI N T

PR RNA SR RIS, W B T )G
BifiARES SRR 2% 7, ROk 12S FI
16S rRNA H3b &7 10 4N S fe g 5, b a
B 9 A H L ARG U 57 o5 RN 1 AR DR 5 W A8 A 67 A
(F 1), XEBUMRENS ML UE LRI rRNA I T
P BE R 41 % o Y A fE m°,A936 Fll m©,A937 1Y
TFBIM SAGHT, 23 SEAZM A/ N R EET
B, 12 tRNA BRIt 7, fi#fk Um1369 &
MY MRM2 3Rk T RERS, (Lo AR A KT
FL BRI IR ECE A T BB T 39S 11
RoEtE TS EN 7. BeAh, M44EAk 16S rRNA I

mt-tRNA™ [ W &4 [ RPUSD4 (1) & 3k & T KT,
2330 16S rRNA AR AR B A Bl sk /b, A
MBI ™, (HIEAS M mt-tRNA™
IR SEmEIL ®, ZohifAR TRNA B 2 (B n]
BEtAALERL BAE (crosstalk) . 4184k m*C839 &
M METTL15 235 5t FEARHT,  FH NSUN4 fiE1k 1Y
m°C841 M7k -t T R, I HaX F & iK1
R ] LA 3 3F P YK 6 35 METTL1S 1M 45 3] [a] g 8254
BEAh, 2Rk H LA METTLLT B9 ELS, 25]
i m*C839 Fl m°C841 (1) & i 7K - 4B T B ), {0
METTL17 AL H H AN

AN, XL R AR rRNA SIS T & 15 1Ak
B i RNA DI E, 25 H /&, #an,
TFBIM BB S 55 5P, (H AR
LRSS S 1), NSUN4 2 5 MTERF4 JE i &2 &
Y, SEBERITSATEAER, e R 4
%& o8 {H MTERF4 Jf: AN 2 5 NSUN4 X #Z A /N
P FEH 12 TRNA g fEfL i ™, MRM3 b 22k
PR/ FE Y R DL 22—, [ B A & — > RNA
PR

LRRI A IRNA Wi fB i 5, VR 28 AN 720k
DXL LAY TRNA 5 BHAR SR F A 15ROk, TE AR
R AR 3

Table 1 Post—transcriptional modifications of mitochondrial rRNA

F1 LAArRNAKEREEM

RNA 75 B (i

12S rRNA 429 m°U TRMT2B ']
839 m'C METTLI15 B3
841 m°C NSUN4 8]
936 mﬁzA TFB1IM [78, 92-93]
937 mﬁzA TFB1IM [78, 92-93]

16S rRNA 947 m'A TRMT61B
1145 Gm MRM]1 4
1369 Um MRM?2 [7]
1370 Gm MRM3 [
1397 v RPUSD4 )

LRI 12S rRNAFIT6S rRNA L AUE RN | B4 1 LA S o A8 i
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BEEE, % ANZH{EARNAM T RFE ‘911

3 EIMAR{AERNAMIHES

£k 1A RNA (9 TEAf N T XA ) RNA 55
R AE D B, AR AR 45 IE W A PRI e
AT B Sy o SRR RNA BN T 55 AU
M ZERIAR A IEH DIRE, HE BB S5 R SR FERR
o ARYE HRTIAEST, MLAF 3477 1 ok 14 52
AR RNA N TR ER .

31 ZAEEEADNANRT

S5 IENZ DNA L, 2Rk ARSEH 20 DNA fiY
AR L 9 LR K DNA 5878 (19375 K ] RE 22k
RRSE 2 DNA 25 5 9 is 40 A el 36, JFE
AT BB R R AP I 25 5 R AE R AR it
Hb, AN AR RE S I 2R S B TSR, B
GRAFZAN Y, Hk, BRI kLA i
Z BRI RE Z LIS 5| L 1A DNA 2848
REHE ), LRADNA R R fERH £
5 T A L[] R i AR . ZeRi RSN 4] DNA A
53 5 AE 2 FECHAL SN 1 Y FTIA (RNA
ANHEWE RNase P 5§ RNase Z iEBHIR B0 &, i
SN ZRE R RNA I IE 5 Tl #2451 & 45 Fh

5 H M LRI 7516del A 5875 (B 5T 1
7N, T516delA 5 A 23 fifi iy 2 RE R T ok 1Y
mt-tRNA* (UCN) RiRRY stk —A4~ “U”, [H
AF, ol ph R A SR T M 174 mt-tRNAA B (A 14 53 e
Pe—A A7 XTI (RNA [ 5 A% 1 2 ey ikt
JAHi#3 RNase PXFH S g VI EIRCR F e, (T
Ui LA B Y tRNA I mRNA KRR, DL 55
S AN R E R N AR IR =
S gEAh, SR I AR 5 B 2R 1A 4401A—-G
ZRAF N T 4 % mt-tRN A" FT mt-tRNAM L K] (14 1] B
X, 5% RNase P {4k mt-tRNA" FI mt-tRNAM Fij
M SN TR AR, [FEE, 4401A—G 2788 T
£ mt-tRNA FIND6 mRNA 7K F- (I FEA%, LA M
R BRI SEAR TR R AR VI I RT AR RNA A3 e
5 1 RNase P YJ %1 &0 2 9 &k b A R 8 A
12207G—A "', 3249G—A F14269A—G ') 4

AN, PEARIERR, Zkiik 5587A—G RALRE
TSN TG a5t A% M Bl 28 A8 . 3 b 5% AR il
mt-tRNA* 55 734671 “A” 748K “G”, MRAhs
5 Uk Bl 5587A—G % ¥ 52 W T RNase Z X
mt-tRNAM A 355 A9 i T, fF 75 me-tRNA Fij 4

R, MBI R mt-RNAM > o [, 3 T
TRNTI Xf mt-tRNA* ) “CCA” fnEid 2. o,
23 NS RN N2 I R T g R T
S5 DO B2 IR mt-tRNAM A (40 T 0T G2 1 S
A BB PR 2 AR A SRR . Rl A Zobifak
3302A—>GRASAI FHTC Ty . FLERERE e f1 —
RUBEPRIGSE . /N FRZRLIR 2748A—G 748 5 N Lk
14 3302A—G AE R . LN St s A8 i
STU R, ZRORLAK 2748A—G 55 7E fff mt-tRNAM
(UUR) EEET7I0 “A” AR N “G”, ks
& RNA fin T 5% % , mttRNA™ (UUR) #1NDI
mRNA F AR R, A mt-tRNA™ (UUR) Al
ND1 mRNA J# />, [FRf, 5ERAREEEE . & b
I 5 AU BRI AR AR 11
3.2 ZMI{ARNAMN THEXEEHRT

RNase P il RNase Z 437l = 54k fk 2 i jz ¥
B SR mt-tRNA BT 5t AN 3 (4 B0 Taek
1% RNase P J& B TMRT10C, SDR5C1 Al
PRORP 41 i 1) 555 — A& ' 2", RNase PE AW
FIRNase Z H1 [ 5875 25 5200 9 25 % mt-tRNA B4
YIEIRCR, 8RR 22 0 s 25 3% 7= i T
S o

PERIEFR, TRMTI10C Zfidh Ik K fh) 5848 25 T 3
WL LAE S A SR FLER R 8 . LSRR Al
HEEER, W ILWIERW EZH .. kAW
TRMT10C 48 X5 ARFE P (1) A 8 1T 2 20 A
mt-tRNA BRI ER S TR, bR RNA T
Z LA e SRR B 1 5 R PR RIOR AR DN
Ak, SDRSCI1 gt F K] Y — B () 28 4% 1] DS 350w
PRSI AN 4 Je ke B IR % . AP A, X FhoE
75 ) S50 1 2 BT IR Y me-tRNA 98>, A
1M 51 & — 7 50 26 i AR 1) fg B 45 oy S 8oy
PRORP H:H 975 B MR R B R A 2 VW 7 2%
KRB IRGERIG A BTk AR 55 . 2 imbt &, kA
JH PR 28748 11 FEE T 2T 4 20 i v Y PRORP 55 &
TR, LR AR BRI SRR i i £
FIR R A PR, X SEEE AR ] LI it Fak B 4=
AU[%) PRORP [ £ 21 [l £p 107

ZRIMFSE W], ELAC2 BEH 278 ] L) S50
JLIEEME DN . £25080 KB, ELAC2 B %48
2x(fi mt-tRNA BT R, kiR Z A1k &
WD DA S R AR RISz A0

[ RNase P 5 RNase Z DAL, HiAfth 5 2 ki {4
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RNA T AH G il (4 28 28 0, 2575 R SRR RNA N
T 27L. GRSF1 (G-rich sequence factor 1) J&—Ff
RNAZEGHEH, BREGH G MR ARNA, Jf
H 5 RNase PH HEAEF """, GRSFI 3 [ il 5k i 28
R RNA B e MR A MU, SEER R R g5 1
B T A A s D R R T e R A 1,
A, PTCDIYEN —Fh R AR E AR, 5
ELAC2 M H A, XHERRIAR I T5% 574 3"
M Tk 4 E AR Y . # B PTCDI )5
mt-tRNA FiARB 0 o 338 PTCDI B}, mt-tRNA
AR /D . H4PTCDI (3R IA R /D, JLFhZR
LA S B B BTG K CF A G ) TV R T R
Jnet AR BE 0 A R 2R IR t(RNA . 1
fif MTO1 5 MTPAP (mitochondrial poly (A)
polymerase) AHEAEH, MTOI L @ FEEH MTPAP
(2R FEAC, FEERA mRNA (1) 2 R AR 1k
TR, SRR G 1) A 56 B TR R KT
PR A AR AT

33 ZKIERNAEIRHIK TS

LARR RNA _AEFERZ B, X et
28 k7 R RNA [ T 40 2 56 & 28 . % 38 R,
ALKBHY7 i 5 X 2 b 44 3 A5 1) 2 b 44 22 i Jz F
RNA A ) mt-tRNA™ Fl mt-tRNA* (CUN) 25 H3&
1k m%,G26 Flm'A58., ALKBH7 14 2= /1 3L 4k F RE
VAT SRR Z2 0 2 F RNA B 4544 3h 128 Aiin T
. WK ALKBH7 3L, SRR Z 0% T
RNA N T 5%, SRR Zmis i (RNA TS K F g
I B K ARG, b A Th Mt B 2% R
ALKBH7 £}y — PR RNA 19 L A&, E
AR 2R R RNA B A& i 7K T 2 3 7 4k 148 A
RNA [ hn T Ak A id v 17,

5 H A LRI 4295A—G 2848 H BT (.
7N, 4295A—G RAZ FH mt-tRNA™ |- 1 t°A37 &
N m'G37 B . RSP B R KT, 4295A—G
&7 i RNase P X} mt-tRNA" {44 11 5" i 14 4 £b 5%
AL, (RNARBEISTR, LhAMEFEZHE, X
SR ] HE LR T (RNA | 37 B MAY e 1o,

A, A SCHRHGEFR, SRR tRNA 55 97
(1) m' A Fll m' G AE M B 52 I SRR 1 (RNA IE A 3T
B, MNITSZI SRR 25 S - A D &R T 2 o
(R T TR, 3E A BT K RNA Y £

Wi, B BLZRLR (RNA H 5 9 437 1) F L4k K- 5
tRNA (1% 5% B AN T3l S8 AR IEAROCHE , X R W2k
WA 2S5 S AS TN S e B M Z (R AR R R
DL 9 A 1) AR K- 5 220 5+ RNA 1 U131
ERRA Y

B TR RNA BRI bR RNA TN
T LAAR, kiR rRNA B Hi/E R 2k R TRNA T T
EEZLAT, rRNAAEMR B Sl fA e 2552 1 TRNA 1)
hn Tt i . 12S rRNA F 9 m,°A936 Fi
m,°A937 1& i I >, 43 5 B 12S rRNA iR FE
fig 21 16S rRNA FAY W &M b, &S5 16S
rRNA [R5 5 TR

4 BHEERE

SRERAMI, ANZRRERAER /N, H
D2 A DR RS B St R R 3R ) 400 14 1
WARKBECTEE, ORI ARIE R4 0 FAE FR e gl
MM F RNA, e MY AL B 3 FoR
[FZE A RNA: mt-tRNA . mt-rRNA Fl mt-mRNA ,
XL RNA B — 25 Tk iU X5 RNA 737
FERAENE . ELERARRNA N T i #E b, HLsgx
RO RNA N T 58, S22 E & 4 3
AE, dkimig| RZRiRAHCER (BI1) . 1Ak, %
PR RNA FP R T 3% 3 Ff £ 229 RNA LISE, A H
i g B3 RNA (9 /£ 76, 11 IncRNA, miRNA
PiRNA D) J circRNA 3 6247 44 JE Zi 5 RNA 7]
e AR N RS EY, AT RE S b (A3 K 2 5
(1, Z5ERRIIEHRE . SR IE 1 HE A
iz ik A FE o (U H AT 2R AR E i 5 RNA (1)
TR AREERA, R IARTE g i RNA [ %5
VR T LR P 20 1 AF g S RNA YA it 72 DA
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Abstract Mitochondria are semi-autonomous cellular organelles responsible for oxidative phosphorylation
(OXPHOS) and adenosine triphosphate (ATP) synthesis and are the powerhouses of cellular metabolism.
Mitochondria are present in almost all eukaryotic organisms and are involved in apoptosis, calcium homeostasis,
and regulation of the innate immune responses, which play a vital role in normal physiological processes.
Mitochondria contain their own DNA that encodes 37 genes, including 2 rRNAs, 13 mRNA, and 22 tRNAs genes.
Gene expression in mitochondria involves complex transcriptional and post-transcriptional processes, including
cleavage of polycistronic RNA, RNA modification, and terminal processing of RNA. These processes require the
coordinated spatiotemporal action of several enzymes, and many different factors are involved in the regulation
and control of protein synthesis to maintain the stability and turnover of mitochondrial RNA. Disorders in
mitochondrial RNA processing lead to changes in RNA expression profiles, interfere with protein translation,
cause mitochondrial dysfunction, and result in a variety of mitochondria-related diseases. Although substantial
progress has been made in the field of mitochondrial RNA processing and regulation, there are still many
controversies and unknowns. This article reviews the latest research progress on mitochondrial DNA transcription,

RNA post-transcriptional processing, and factors affecting RNA processing.
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