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MITOL IC&B I hAC KU T7EAF I AFHEBIRICK D KRR

I. & U &

ISPV TORRBIEIME L ARONT VAL oT
FEHENTBY, ZONT VAN LEI P2V YT
OWFEIZKT L, MRREL LS FSTLRAETI&RS
FTIEBPHONT VD, SHEDTA TA A=V ¥ TR
MOMERICEY, I bPIV FYTORELTROAL ST
WUNE IR - 72BN BB, DMaki EolEror vy
T L DR LIREEBIR RN SN, Z LBy E
PEHSNTWE., 20X %I PIyFITHFAF3I0
ZIZEDEIIICHBENTVADTHAHI D2 AEHIC
BWCTI NIV FUTHFAFITAPHRTHEED LS
BEENRILZDOTHAI) NP EERLDPFELZI
IV YT FF ) H — ¥ MITOL O EEREFNT 238 L
TIMIVINYTHAFIZ AT AR 5002
HoT& ARTIE, MITOLIZLAI bV FYTS
A F 37 ADHIHER L Z OB L 2R E L OREIZD
WTINFETORLDOHREENT 5.

2. MITOLIZ& 2 Drpl AL IR 7REE
il

MITOL (H4 MARCH5) (3 b3 ¥ K THEZ 4 |5
BT — 20 IR F ) —¥TH 5.
HeLa #3123 T MITOL DBl % RNAi 12 X 0 35
HEI MY R TORRBIISEIRCET 5 2 L HEI%
SN/2DT, MITOL DFEZZHRE LA, I bav
K7 O5ZKET-Tdh 5 Drpl HREE S N7z 3600 2 AT
DOFEF, MITOL iE Drpl R 2EFF {LL T, 7u7r
TY—L&nLnReRi#ET LI EICEsTI T
V7OREZAH L TVEZ ENHLNIZHR 5 2Y

WU RS2 A R A0 0 1AL AR 28 (T 192-0392
HORURR N -2 N 1432-1)

Role of MITOL in mitochondrial dynamics and diseases
Shun Nagashima and Shigeru Yanagi (Laboratory of Mo-
lecular Biochemistry, School of Life Sciences, Tokyo Univer-
sity of Pharmacy and Life Sciences, 1432-1, Horinouchi,
Hachioji, Tokyo 192-0392, Japan)

Tharvruz

X1 MITOLIZX % 3 b3 > N 7 OTERESIHERE

(A) MITOLIEX b v FY 7HMER 4 M EET 528 %5 &~
UA—ETHY, SHENFDrpl FHEICLTCI L IY YT
DREZHE TS, (B) MITOL & C FK D KIRASHHI 538 %
AL TR SODI % polyQ 7 &E DM 7 ¥ 3 7 H Z H Ry
Wik L T EEET 5.

(R 1A). ZOHITE T S N7z MITOL 2 KIEL 72~ A
AT Hi 2k O #HEF ML (MEF) (23T Drpl %5 MITOL
OEBWIETH L Z LDFER SN, I ha vy Y7
DFREIZIEFIZEVLANVIZETHEL TW2DT, s
PORBEERPB TR B IR E 2 S5 b, BIREWN
Z &2, MITOL KIEBMIMLIC BV CHHEEEHEM (ROS) @
FAVHEEICBESRTYS. Dpl OEMIEI Fay K
) 7 ORFEICT R ROS BEAEZ T &R I T EPMBENT
W5 DT, MITOL KHEIZ & % ROS PEAEFENE 12 B> T Dipl
DEREPHEG L TVD LHBEENS.
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3. MITOL IC&2ZEME2 NI EONEEBINED S
BEE

BV LBEAL L7227 N2 BIEI ba vy B TICERT
LEMDDH Y, WREEEBOREICIBWT, HHEy N
ZEIZEAI Mary ) TREREOREINEH S TY
5. BARBIE U ORI ZRELE (ALS) @K@z
THEYWD—>TdH A SODI (superoxide dismutasel) ¥, %
HYZZLIZLoTHREREZIEKL, I tary Y TIE
452 EAIEL HRICHG LTWwab 2 el s T
WaY RIS, BIATEHENNEYEEOREN LR ET
HBEEVTVY I VIHTIZ, FVF I VEPBMELTRYE
T ARG CEAL L7257 Y2 (polyQ) 53 b UK
) TICERTT A E MR HERO—o L LTHEH &
NTWwb, FTA2EMITOL ¥7 I/ BBZER % £ SOD1 ®
ffif polyQ Z M BMICHEBL THEAL, 2¥FF -7
TTY—LREEN L TR itET LI 2 WAL
722 (1B). F 72, MITOL OK¥ERESERT¢5 &, £y
VORZENI bV FYTICERL, MR & Ay
LHZEDVRERDO BN, I MY FY TAMITOL 24 L
THMEYICEN S V7 B o bk L, MRl o LR
WCEBKL T2 TTREMEASR R S 7z, AR R B
BWTIE, MS5H»DJEKTMITOL D& 2ME T L2 &
XD, BMS OXZEPI P NYTICERLT, M
REMRBOFREEZMEICTVWLIMEEIZZ 5N 5.
BLIRIRWZ &1, & & D12 MITOL OFHIE A RITK
TI5IEDPBEINTHS. JNEIC L o THRZERRE
DIFIEHNHEMT 5 DiE, MITOL OFBACTIRE D £ 5
VR BOERBEE LTV O0E Lz, 4,
MITOL (& R B OWRHREN I 2 2 W R E 2 5
ns.

EZATMITOLIZED K H T L TEMSY Y3 B2
RIICEHELTHDLDTHA )%, HSPIOD L H % v
RO YT EDOREREOE IAHBEIN TR, BlR
T2 &2 MITOL & C RIS E T o 72 M7 2 Hi 7 72
WIRSKASHHI$EIS, (disordered domain) Z 5D, Z DfHEIE
ZRIL 72 MITOL I3 HEAI SOD1 L XETHILATE
Y, EFF LIS X BERA SOD] D45 fFFHE D
BIRINRL 5. L7zd > T, MITOL i C KD K%K
UG A LCEME S v 37 Ba ek LT\ A REN
BEWEEbhs, S5 L0 FMICENE S v 37 Boikik
BHEEZW SIS TELEND 5.

BUWICEWY /8278133 bary N 7ICHERT 560
Wb BRI, ERIEIZFOHET, I bary N 7%
Wy v EIET STV E Lkwv, By v
7 BIBUNE BT T AEND DT, NE L2 BE)

LTWwWBI Iy FYTHEWRSY Y0 HERDITT,
MITOL 2 flio CTRBELTWwWA B EZ NS, I bav
FU 7, BUNEOMEERO—BRE LTENY Y7 B
EORLTWBOE Lk,

4. MITOL IC L3/ NERETEELEEX L XBHHE
Heig

MITOL D3| %E ) v 7 ¥ 35633 a Y70
BEAPHELLIHIENDL Z EDHBBENTWR, ZDR
HZANIANHTH -7z BREY - Ty Rz v
T MITOL DAL E A RB L/ 25, MNEDORE
LN T T3 % MAP1B-light chainl (LC1) 2% & 7z,
LClLIFI Py Y ToHMfTHEEZHEETLI LRI
I FYTORRKTZ7 & Ll 8352
LR EPHE I TV T OMR, MITOL X LCL &
BRNIGEEGLTIEXFF UL, 777V —2A4I10X5%
SRERET LI EICESoTLCIDY Y X7 H LNV %
FAHLTWBE Z D bh o7, MITOL OEREZ HIH$ %
L LCIOERICLAI Yy Ry TERELEI Y VR

A
NO &miEE ¥ NO
Kk DEIN=pyPT KKK
LC1
aeEFULE
B
3
< _/ shavkyzOBE ¢
S ()%~ —_—
&2 > I %
HI[-'/\‘_/_/J] LC1 D5 : a sy -’

BINE

(R E=PI b4 / Ic1 N\ MITOL O ZEFF>

K2 MITOL {2 & 5 MAP1B-LC1 DA%

(A) MITOL {2 & % MAPIB-LC1 (LC1) ®##akt¥fE. LC1 & NO
WCEDS-=ru v WbiBfiz 2752 LIk DEEE LT
ZL, 2¥FF AL EREINS. EOE, MITOL I
E22EFF ML REL %5 (B) MITOL 2 X A U/NE D&
S RIARRRE. WEMEAL L 72 S-= b 1 Y V4E LCL 3R 2 12
BIIBITL, ¥4V hEDE—F—5 U2 E% ML T3
bay Y 7R E — RIS L S 5. MITOL 1
LCl D4R % FEST 5 2 L1 X ) NS OBR R EAL % R
T 5.
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V7 ORI TSNS Z Eh 5, MITOL #FLCL 2
B HEEZE L TWAZ EARENT. X 51T,
MITOL 12 & % LCl1 DB TH 2% A H = X A0
btk oi, LCLIZ—BILER (NO) I2kosTS-= |
O AL SNTHERE LCRiEST A 2 s s hTn
59 BBRZEWZ £ 12, MITOL & S-= b 2 ¥ VALIKAE R
IZLCl Z R FF VT 52 b o 7.
LCl X, S-=bhuIvfbick by vifkfELfbziec L, <
A7 ENTWiz2 X F MLz BINEE 5 2 LARIE
itz (K24). S-= ba Y VbBfirr xR F oy 7
FVELTHERETAZILIIHLVEETHY, 5HFTF
TN L Z DS NS,

AL TR & ORI & o THIRE D AV 7 4
WEEA LA L, NO BREEEIEMIL L T NO P EEE S
5. NOWEhs-—hrovfbEhizLClix, ¥4 =
LEDE—F—F VNI HEREE LIMNE R BT SH Z
LIZE o TEALA P L AR EDMIBHN DR EIRE 2 {£5E
L, I bary P 7oBHR/Ma%kz L, BN Lo
R —HIEIRET A EICLD AP LAICHIIL LD &
LTWwaEBbNd., LErLEaDS, MNEORENE
CHEBEL T, I bavy ) 7oOBEBR/MIm%EN LT - T
L% MBI EFETERVOT, MITOL & LC1 O 45 f#
ZARAET B 2 LK o TRUNE DBR 2R e bz kR LT
WhrEEDbLNSE, ZOXHIZI by N THMINE R
IR T 52— HWIE, By V7O Re &
DI NE DR EEDOHE L V) MBEEHEZIT) 2 & TR
BWiEAB 90 (K2B). F/2, TIVINL =/ /I—F
YV VR ES L OMBREMRBIIBWT, BLA LA
WCEB3Ibary P TREAEN—DDERE L LT bR

U\

Mfn2

g = D S

TWAHDT, ZTNHDIKFEIZBITF S MITOL OS2 i~
52 LI EBRDOERIIOBRDTLE,D Lk,

5. MITOL (3 Mfn2 Z3FMIELTI PO RU T &N
BEEDEEEFIET S

IANF—%EATLI M aY FY TR, ¥ U2 ES
O TH BB ETHET ST LX), Ca"DZIFE
LRRERHE2HELLfToTWwAS. I hay FY TORE
HCEbLBEY VR EMM21%, I by YT EMMK
OWMFIRELTHEWIZHET A LICEDI P a v Y
T ENRE DEERMANT I ERMENT VIR, £
DHNEERE ISR TH 5727 MITOLASI ha>» K7k
AR & DB TS DREL TWD Z LEFELD S
DT, MITOL & Mfn2 & DFERICOWTHIT LIz 25,
MITOL 3 /NEARIZRFET 5 M2 & Tid7Z%a <, I hav
FVYT7IWCRET S M2 &AL TIhE L85 U {bT
LI ENbho7. 72, MITOL & M2 % F B2 R
V2 FF LT B A, M2 O 5 FIZFHEE S, Lys63
MAERRY) R F VEZIERL I b3 v MY 7 L/Mafk
& DFEE RO M2 DRI LETH D I LIRS
72 E51Z, MITOLIZMMm2 DD GTP #i&ie% LR &
#, Mfn2 @ GTPase i IR 22 % AL % FF3E 5 5
ZENHL I 5T,

RNAi 12 & ) MITOL DFEBL % %€ I L 72 HeLa
MBI BWT, AMakE I Fay FY 7 EoBETMIEE
BBV T eI LN, F72, A I X
AREOOHLI VA FYTICBITA C BREOEILE
B L2 ZA, MITOL / v 7 ¥ UM TIExE & 2%

IhavrU7

B3 MITOL 2 & A/Mafk—3 b 2> NV 7 HEANEH ORI #EEERE € 7 v
MITOL iZI b2 Y FY 7O MM2 22 EFF LT 5 Z L2 ) M2 23 LS 5. M2 3/NARED M2 & T2 o4 X,

B TREABEBR L X M3 N0 7 MU T 5.

AAbE 86 8% 15 (2014)



66

BSAINICH AR CSRED FAPE L S WH S 7. MI-
TOL / v 27 57 YHIHETld Mfn2 3% =AML L e 720 3
by B 7 eIk E OBEETVOBEAEPEL, 3
Fa Y FY)T7IEA A2 CTERIFEICMY AD R
MmolzbEzZoNhS LEoEENLS, MITOLIZ X %
Mfn2 OIEHALZ A L72/MafkE I ba v B 7 L o4
ORI E NI F7-EFTVERBLA (K3). MITOL &
IMIVEYVTIRRETSZMM2EMEEL, M2 O
Lysl02 #4FRIGICHE Y 2 FF 16T 5. K) 2L FF >
L3N/ M2 1X GTP #E BN LA TAH I LI X DN
s, MURIZRET S M2 &4 L M2 2% 215
IbTBHZEI2EDVI Iy FY T ENBEREDPEET S
M2 &, ZOERTERP MR TH 5 Charcot-Ma-
rie-Tooth IED N D—D2 L 72 B Z L5, HEEHIHERE O
BHAPFE IR TV, ZOFEIZE D, Mn2 DGk
DOEREDSHH & 22127 1), Charcot-Marie-Tooth 37 O % HE D fif
HIZOoRh b2 e cE%. 51, I ba v kY7
ENIR E OFE TSI EO LGRS Ca" D2 E L
% EHIIERE IS B W TEHRELRFEHEZRZLTED, o
BEDOBFEI T VI NA =2 LD S F S F RN
FHIZEBIIES L TWwAZ ERINETEIHEINT
w5, I bar YT ENERE O OO — AR
BHaEh/2k X, BET 2% OREBOIREOIM LG
WIRORBICORRL 2 PRI NS.

6. b U (

MITOL RIEX 7 ADOLB SN/ 8 EXF T 7 = VifFE
%I MITOL KB (MEF) 12, P EF Y72V 25
LT MITOL #IZT-2KIFEEL L 1T LA EOMIEIT 48
IR R AP LM R I % 4521 U TR RAL L 2 23 S 38R S %
ETANITL —FROMBBIIAT & HEEFRY, Z OB
B e & B IZHAER MEF & RST80T ETRIC

o THWMT A, L72d > T, MITOL X243 L & Ml
HEFICETIE R, L, —RIEFEICHEELLEED
N7 MITOL XK$EMEF ® X b 2~ N 72 & % 7% ROS
LARLVO EARBIEI NG, A TKINEE - 55 4ER
0y, OEERN, 7S5 F A MER MITOL RIE~ 7
2% B L CBAENTh TH 205, Eo<y 2L ELTR
o7 EEPOLELARHAM AR LT A, IEFMRRIC
BOTHINEEE & B2 MITOL DEEPAE IR T T 52
EMS, MITOLIZI b v Y 755 OIEHEEEMEDE
AT A2ILICXDBILZHBL NS L) ICEDR
5. HH72HTI Ay NI TOEERLHELDD, 3
by Y THEBEOP 7R A MITOL #7845 5 952°
LHZlEFELTNS.
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