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The molecular mechanism for mitochondria dynamics
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Abstract: Mitochondria are highly dynamic organelles in a living cell, and display continuous movement, fusion

and fission to form mitochondrial reticulum. Mitochondrial fusion and fission are regulated by a number of

proteins. Mitochondrial fusion is mediated by the out-membrane protein, fuzzy onions (Fzolp) in yeast, or its

homologues mitofusion 1 (Mfn1) and Mfn2 in mammalian. An intermembrane protein, Mgmlp in yeast and

OPA1] in mammalian, are involved in inner membrane fusion. On the other hand, mitochondrial fission is regu-

lated by several proteins called Dnmlp, Fislp and Mdvl1p in yeast and Drpl, Fisl in mammalian. The normal

mitochondrial morphology is important for the function and physiology of mitochondria and cells, and defects

in mitochondrial dynamics may cause severe diseases.

Key words: mitochondria; fusion; fission; dynamics

HOR U R R L X T IR R A B A — PR A
NEZEMRME, © & H =B R ST ) 5 (R
/1 DNA, {4’k arifahh ki EE EERMEM.
FTHElTE  AZMARMEERET) , HEdHER

R EREE, AR EmiEstEe: n—7m,
EAREMRENESHEShO, FEEEEHEN

7 R DA 40 ML A T A P R T A B P S AR S
iR eI BEENE, cHRETL
Ferp, SohiARBBULIH N F(nd e E C).,

MPWA T AR SRS MR, RA/E L
Ko FEZMHTEAH, mEE R A B
i, K, MA BB EORMARE, A
I AN R A ISR T PRIAIR. L
TE A D9 £RLAA (40 M P 3 B LSS 2R A TRIR

Y HE: 2008-08-01; &8 HHEA: 2008-08-07
E2WME: HFEARMETLES(30630038)
* Bif{E&: E-mail: chenquan@nankai.edu.cn



F 4

T &, % ERERRREESELN D TS 561

EEGE, ELENHREKR, 5K FTMEIRSEIRK
G YER, ZRATERSHEMFENARPEA
— AR 20 2% (mitochondrial reticulum)®, 2% $i44 K
RALRE T ETBURIGEH, BT FEMRA
SRBEHHFERERCY, SRS FIEHEIE 2
FLRTE 2 (5478 4k (dynamics) X 40 B T B ) %5 R 5
HAFFEFEENEX.
1 ZRERRMEREUSNTTL

TEARRYMNARS, AN ERER
M1, ELanfE oL R ULET E A fa P 2R br iy “ s
TS %S, SIMMTHEIER “BR” R, @
LA KIS A, SRR —NHEIREN
AP ER AN EREERRBOER, &
RN AP LA EL AL . Shiik
(7= BEARAS LA R ST ER R AR TE & R BN S 3
KY, SAEKRARA ST EAFEREMNE
Py A, MBS BB RIEE IR AR &
kipkRT, RAEEERLNAEREFENHEE
. ENEAREKEETHE. 28, B350, 2
MURESLEWL.

RSB R P IR A SRR AR R & 5 4 RN AT
A UL REE B LA R R R SR 454 . IX PR i
IG5 RKAN 2 oS K. FH
FEBEAMERL, Yaffe FC [ T 5 50 WBE LR
PN EZ W JLMEH, 0T RRAASI S LI
REF R, BaT4E, Fzol 5 Mgmlp /it LK
{A#:4, Dnmlp. Fislp f1 Mdvlp /- Skkithsr 24 01,
RAARB R4, LHETAREH K “ 1
7, BAILMARA RS ER TR . EFH
FEEERA My RS FE D, BOREIER PR R A5 7
LR AT ) mDNA — [E8 i 42 R IE B IEAT H 3F
MFARCGIER) T BIAFRAE, Lkl
TEFEMAR®, Wit MMy, RAEIENEEH
MGk T RPN MZFRBA GEIEEE T
K. TEZFHIKKMEIR(S/G, #), BEHIZR&
MBI 5 12 P

L EmHILNYT, AR TR S 5550
HENRBW FHIRIVERY . &Rk RE
7 EEH Dipl 5 Fisl, BESANARSHSFE
%H Mfns 5 OPAL™, 7 NVEFY) HeLa 40 faju) #+,
WM GRS A E RS EH. M BHE
NG 23R, RN A B R BURDIR, i3
M Faft: FeaRElE, TaRbn

SRAENSEHRRERNIMELSH, X5 Dpl #
BERR AL B4 5 D RE U H AR K1)
2 ZHERESIRNSFING

SRR RL S 5 o RS AT 4 FE T 4 e
SRS, JEHXMES SRt 4E R
IER WM& R RRINEERT LA . SRR PR
g5 1] DU I 3h A B RlA 45 STV 3 R DL 2 40
ARFEETF R KNAKNBESSREBT—F
FINFERGNIMEERMNERRNIER, HRE
&I GTP FI/KRERBE . BE R TRAKRE SRS
MIEYER B TRERF T RISER, Clark-Walker %010%
PR B A AR mtDNA SRR, SRR 105 1
EEBRERCECJ5 v AR BH SR EE S, e
FERETEE, mDNA#ITTH. B T&HR
REFERNERSGH, RUEHBEIESHMRE
FREMIM A RS R FEAR, ©RIRE 2 AR
AT R R B R4 FH AP R RS 55 A R R A R
M2, HEEHMaFHE—BREFEXRAESE
P TR, SRiARtE 2B ASE LR RTH
HEIFH.

LPEIMERIB A FEH Fzo KEEAN T,
BRIEE AR RS FEEKN GTPase, MEZEH
Feft. RBH SR ANYHIITE, B SR
Fo Fzo BHERFERBH R, FRXERY
ORI FEE R A Fzolp, EMILENY 477 Pl
Fzo EV&Y), 254 Mfnl 1 Mfn2(mitofusin 1/
mitofusin 2)!21, Fzo KIEEAHA LML, &
F ML T RN i) ML GTPase 45141, &
F coiled-coil &3k, F1—AM7 FHRIL I (C 56 I
PSR UN(E 1), 1% H I GTPase X A 4 {RF,
H B E AR ERTRSMERAME LR
fE. Fzo XKEAMBEX E ZHKEER, HE
SHEREEMTH, WidEABRY SERIEEi%
X IR IR, MITIE Fzo BEK N ¥t 5 C 347
THRERD, B U BSHEM TRRAIMNE L.
Fzo EAEH £ coiled-coil 591K, 1F C Ll L&
JEIX BT &A — 4 coiled-coil Z5MH. SHMHE
7, coiled-coil BTTE KT o 88 HEX n] §EA T Fzo HE
ZIMAEEAER, BURA Fzo RAMNER, B Fzo 5
HibEROZ B ELER, MH CiHp o i F
Fzo KIKEH LKL L EM EXEE, Koshiba
SRS I Min1/2 19 C 3 ol SR EEAEER T A TR it R
BEEFEENERH, CNEEERIRE/ 5 _RE, A
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MR R AL, #mas.
RANBEMRS 5 Mgmlp/OPAL 1+ S,
EAET dynamin KIEEA. BEUGMAIIRCEE
R Mgmlp 2 tH FRE R4 R R (R B R 2 £ R
FHHIRPATLSFLFERT, Wong FUSEY TR
FEBURTY mgm 1 SR AR BERR, R I 2 ¥ #0230 %1
Mgmlp RIARRE T, ShERERERKL, M
BAERZREREY, mgm] REKEBERHER KRS
#FHNT, 1HA Mgmlp REKARLA L FI. Mgmlp
EW I R ¥EY & OPAL(optic atrophy,
OPA1)", Mgm1p/OPA1 & 335 N i £ kiik
558K, BAMEKX, —4 GTPase &y, —4
Hh [ X R B K 5 B9 GED £5H38(& 1). *f Mgmlp
ft) GTPase B &5 M1 (LR P AT TR Z 5 KN,
GTP & & 5/KMBEMEFTLEN, B0 GTP BEH
I 52 AR S IR EF BT B Mgm 1 p (R B KT IR B & B AE
J1. Mgmlp 5HA dynamin EH—# 2 —FH 4%
) GTPase, wl LAFEMRIR L Ry, MK, H
GED £ iefH B E X, BRENRES
M Mgmlp N FHLRARA . Mgmlp/ OPAL &
HE M TRAIENSMERIBR, ERMHAREA
Mgmlp URMEARRGFE, — Mo TFERAU-
Mgmlp), —F4rF &2/ (s-Mgmlp), s-Mgmlp
R B R ) B Fr) 22 S B2 2R 1 B§Rbd 1 p (rhomboid)
P1E] 1-Mgm1p A HI2, SRR R Z A HRE
WY OPAl A EE XM TIE], (HEXTVIE OPAL
MBS BRI EAEMRE: Cipolat F24H 1T Xf Parl™

AU ST A IR Parl %F T OPA 1 A7) £ F1 A I8 i) EE R 2
LHERT; Ishihara SFEIRAKH KA L BH) OPAL 11
SriARE TP ERIER, MZKRE T M m-AAA K
F B paraplegin A] LAYIE] 1-OPA1 M 1] 5 B ki 4 Fr
Wit .

FERMFARRIAS S LR RIS R EH
f1#5: Dnmlp/Drpl. Fislp/Fisl f1 Mdvlp, BI#
MEQESMNEYPEABRRRT, F-MEA
H A& A A B AR {E .

Dnm1p/Drpl H A Z dynamin KERFI R Z
—, EMEERTSS dynamin EH R SHIREEN,
B EMRTFLEME, #H GTPase 4515 (dynamin
domain). H[&[X (middle domain, dynamin-2 domain)
M T EARNRERGE GTPase RN 454415
(GTPase effector domain, GED)?)(] 1), It4F Drpl
Bt/ dynamin 7 1) pleckstrin homology(PH)%:#4
B, Mtk E A e IhEE, B8 Drpl 7]
RREHMMNEORBEM 2 LR AR, Drpl/
Dnmlp FEfREM S RN RETERFIIE 2 Rk . BEEL
ARG R E R4 R 2R, Dnmlp HAZ
AR EAER . 4iLH) Drpl RE87E (R 4L 38 LER
TSR e 44 T AREKAR GTP B Drpl RAE(AN
5 RER R AR T B M %4 (tubulation) . BT RNAI f)
FRPEEAIE Dipl IR, BT GBI &piikn i
fb, HEESEEGRARMKURRRENEANR
#. W Drpl TE&XAREE 2 &80, XiR
7~ Dnm1p/Drpl F 5 F 7T RE4LL T dynamin REFEZK

Mfn1/2 T R .
GTPase cC ™ CE
OPAl | . DRI D
MTS ¥~ HR -¥ GTPase MD GED
| (L e B a1
g TS R
Drpl %iﬁ%‘g&
GTPase MD GED

. GTPase R I 4 4 1,
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FLAARE FE ARG M, FFEIE KR GTP F 4 e
2, (R, WMz R, Kb
M A K Dipl 5/ F GTPase —H¥, ATLMEA(E
S THEMENA S FERN RS, AT{Es
BE R, TRXMERMIEHE R B T X Dnmlp #
GED X ] —MRZ A WH, XMREARE GTP K
e S, WAL Dnmlp-GTP ke € HF1E,
T 7E B B RIEIXFP Dnmlp 578, WS HHRik
oy B3 e,

Fisl1p/Fisl R MMEMB/PMIEER, Cuwmils
B &R ASME, NimfIRModgmmmiEx, H
FELRIARRE I 194> A5 4S5 Dnm1p/Drpl £ T2k 44
REMIAE s(puncta) £, TR SHTFENE
RLRSMERY, Fis] WERX X HIGEREE, —
Hirk, HEMBIZEABANBE, HEREdLH
AR, B X LR EATH A NMR Sty
ABIFisl EABITHER, EAMBREXHE—F
FIE C I B 6 MM RCFATH o SEREA L. X6
A o BB HEFY X TPR (tetratricopeptide repeat, TPR)FE
&, MR —NHKRME, BZ— 0%,
DRHTFEHMEANEEE ).

Mdvlp RfFETERY, ENHBEE—IPNK
Ui ZE {8 45 ¥4 35 (N-terminal extension, NTE), Tfi7E
Cinf 7/ WD40 ER X F1—4 coiled-coil X . Mdvlp
f#] coiled-coil X FIWD40 X 1] ¢ & R HAH BEL/ER IR
BATE, BEXNIAER A, coiled-coil X AL
MekKMdvip EAMEER, 2" Mdvip T
AT AFE R [RIR 46 B 4K 02, Mdvlp A L@ Dnmlp
KB BN TR BRI AMRL, MRER
Dnmlp, Mdvip LA Fislp ##i A7 RIS M5
EENAE L, SEBSRNASRIRE.
3 SGNEREIRMEBEX

SHAPREERTEENENEEN. #S.
cerevisiae T, LRFAABEFEE AR mtDNA R4
HIREIR SREAPRRESS B AN, TR E IR I AE00,
MAHIRR AR S NS S mDNA KEX, BIK
HERBMRES . TESAREY S LR KR
mtDNA H #MA] BB 18 8% B £ K& DNA R
ma BB, ATTEKAMRKER. SRARAE
RKEIBEYREEEERERH, EFESEWHANTNE
ZEYPEFRELIEY, AL REME. &
FufMEmERT, AERESRE RSB EH
BTFARMZNATRRELCARZAR, MERHE

MERPERAETED, DRI TS B — 5k
FEERFE A8, # A Nebenkern®. Nebenkern
PR SRR AT AR T R B (X — I &
RERELKNARESR), FEHENNEEM.
MR FREERNEMAMBSZE, W& T
HAE. WL FPRERAERFHHAR
T B — ™ K ¥ 4% i€ 45 ¥4 (end-to-end helical array), {H
BAERELZ RS, AW, INMXENESELE
WL R A2 B — ks, TR ARVFERFLA
ERZ AT B . X Mfn BIek R 2 AR BFERT,
RV Mins AT REX I IER KEREE
RN, HRFHEMM2 Bl EEEEARE
KENIESE NS HERBOE. :
LR RN LA T HRES
BREMNER. SRk RITE X M55 R )5 RIEL
PN REFARTETEE., ERHEITHES
HHE TR, A REHENE
HBM. TERESBE—XSROEH, fKEh
Wrik, BEGTESE —IXT R S MRTEFH LA MRE
t, BETHRE—XKIRARRES K, ENHME
WS, BREEFAML, EEERAT. R
Bk K>3 XEH Dnmlp. Mdvlp 5 Fislp B
A RNEEIHIT, HEEEART, ERTFRIEEH
BT, XgEoRZHIlEn. AERNE,
R /D73 R < B B R 3 DU 434k R B L b AR AT
REA W, REFEFNSNEXEAREX T
ERETHAEER, TR, LT
[ HART K2 B RAATE RIS G, m—B
AMHENT LS RFH, KRN A BAL BRRE
R, #MHPEBFHRF: FLIRERE, F
AP RGN SEFREEROMEERO,
BFARRKIAEH AN RERE - 2 HS5AH
HIERRAIE R KRR HLHEIAERP), Gilad PRI
LPA D ZAWHISITHE - 2 ROER, 8K
MELE 50 RMLELNHTH, B—ROBMEHS
SIRERENSH, FH—/ RN AERAELR
S5NEE - P REER. HREGLRFERTERMA
MR FRERAERN, KPP EBEMFARENF
REFEZHENT —RIME - PRER, MH—
AR AL T B R FREZWARIRE AT BE AR
AT—RIEEIE, BENRRIENMLEREWY
PABEHRARANEFNERTHER. XM
-3 - AFEENNFITTRREARAL IS RE
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VMR, REFIRER T LR AR S o R AR
WM SEH . SRRaG A S FH 5= T A 5
WRAEEY], Bl K ILAE CMT2A #2255 (Charcot-
Marie-Tooth neuropathy type 2A, CMT2A) & & I
FE1E Mfn2 57500901, CMT & — i WL &b J
SwRW, FERINERNR L. 4, B
STRSSEOH K, ERERIRAIER. BOm Mg
i Mfn2 R HER LR —RE. CMT2A $
Mfn2 WRB T EER GTPase &5 ML FIH D
coiled-coil IX, MXHEARBMREETATREL W T
GTPase H1iEYE, M gma BILE i AR 5. M2 5
CMT2A BRH R HaTmi AN, — AN REMR
K& Mfn2 RAZ W T LKA M ATP &1, M
M4 7 hikis i 38R . OPAL 1% 1k
A5 AU M 42 E459F (autosomal dominant optic
atrophy, ADOA)EHF ZRLMW, BIRIX K
KL 2 Fha 2R cp R RaE, (H A SR /R R
BRHAER,  H TR B B (ganglion) 41 i B
ML) 5Z 4. AR IRF T RE & B T ADOA H& 1
LRI TE S = AR IE T BT o 1 R R K N R B
5, &R RE AL, AL B ganglion 40 X It 55
WK, MRS A RE
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B SRR RAALEDER Rk, REHMEESM
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