[TAT Y AT ADE % B LT iE A B & Se i) B B i |
VR 244 EESRARMIT 7EA A

i BRFRFBEE TR - Bl

IR RUT T LT DGR RE R b Y — 7 DfE

§1. B 7o i A il

(1) D 7 —7
OFFRAFE s Eh (BT ER R BB FER, 20%)
@7 H
IR RYT BT LT DMEERRE R N — 2 OfE I
‘T RRr— 2 OBRIBERE R N — 7
‘ERMES A& %358y N —2
< PYATNEREE DT AL
‘MICOS &R EITHRYIT—2
JNEE A -k R Ry N — 2

(2) i) 7 n—=7
@O T L ERFFEE 6 B2 GLBRFIFE, %)
@7t A
b RYT NIRRT AR D 4) 1
o IVAT[EREE DT AR O SR AT
« MICOS HEREN T 21y NI — 2 OffHT

§ 2. BFAEEANE
CLHIZE BN DDH AL (3— D ITHIET D)

mEINN—T
(1) BFFED b0

H24 42




N7 v 2xwmr— X2 EOWERHEEERO2FEY], ERMES &KL T anr—2 Lo
FEAMERAR > b U —7 OffF] & R+ OREEfENT, LETM1 OB E = 27 Mdm38 & FHA.AF
AT 2K FOBE, MICOS HAEKE KT v Aalr—& L OMEMERSR Y N T —27 OfifH] &
K OREEfENT, X by U 7 oNNaRIC £ 7208 D I8 E A RGR D24 & REiRE o fri,
B 54 DN OREEMRNT, 2 b3 RUTHN, 2 by BU 7 NMaARR <ol s
DRI %D 7,

(2) WFFE DML - PRI L A5 % D RLiEL

1. oA —ZOEHIRERE R N —2

1) hrArnr—447 2=y MBI OT 27U —R 1L O AAEH

LR BB BRRG IR IR T X/ 18 BPA A3 A L 7= Tom22 % B REARIE A Tl s Bl L
THUEZAT H &, Tom22 ¥ TOMA0 I EARICHL A £ D N —WAYZ YA R Y LR
GMED 5 X7 B R KGFEM T D, A N Y LD Hsp70 432 %~ T
ol AMEDORE I 2 FENOLREY, —DIEIMEONEMER S 7 EDRY
(Porl) ToH-o7z, Porl R ED X H 12 TOB HAKES L7z Tom22 DT &> 7 U —|ZB
DDHDNERITT 5,

2) v ARy —aHT 2=y hORHE A E AT

AEERNED T 2y — 2 GG R ERR T 2V 7 2=y LT, Tom40, Tob55, Tim23,
Tim17, Tim22 &0, TNHDORBROWEZIT>TND,

2. ERMES #H&K% 350y 7 —2

1) ERMES # G RO SR A% & O T

ERMES |36 L CHifld 72 B O BEREGIKE2<5, ZOEE OFIHEE LT ~572012,
FPTHEANREE ERBNICHIE T IEEZ ML, Hx &40k, Ibar RUT e/ MEERO

REIZ B H & BT HE BN TOESREZRIE LT %IC, BEAIRHEBEOMIT ~C R T

A

2) ERMES # A& (K EF0 EAEH 2K 1O fiEhr

ERMESHERIN T- L M AAVERA T 5 IM 7 2 BERESGARENT TR L= & 25, NEE AR O
mf e ble, Ry Y — 20X NI ERETREEE LN, 2 b DR O
faJRTE A2~ T <,

3) ERMES # & KOs it

F%HEK. lactis © ERMES A% IR 1, Mdm12 & Mmm1 % KAGE C B S8 CORBF R L, Mdm12

O X #EidE % 2.8 A OMREETIRET 2 FITAEN Lz, Mdm12 [ZIZBRAK M D K & 72 22 [# 03

SIS THRWTEY, ZZIZREOMREREOH S, REEOEFEENRLLNTZ, IF

Himik7 v A RZ2HNT, Mdml2 2 EE @RI D 5 FIRetE & EEMREET 2 & & b,

Bk PEZE N ZE B A A= Mdm12 2Bk L T <,



3. ZVATHEE DAL
1) LETM1/Mdm38 &8 A.AE 95K+ DOfifkT
%R Mdm38 D SGA AT O Ui 218D T D,

4. MICOS #& ka4 o1y —2

1) MICOS # & LA AN T 2R DO fif A

ERMES # kXD SGA f##7:5, MICOS #H & kD H.0%7 2=y Fejl MF5N7=D T,
ERMES & MICOS ¥ & A S HERER I I8 HE 457 K00 3%,

2) MICOS # & &Y~ = MO B RE - & AT

MICOS & AFERLIK D SGA fltfr O Ve 2 D T D,

5. NRE G- kR Ry T —2

1) Tam41/Ups1 OEERE - HEEMEHT (A1)

Tam41 ZEEROOREETHREMSLL T, CDP-DAG 2o ¥—VRiFtndbbZaitH L, K
W CORBLZRBIRFTT 5, Upsl ZMdm35 LT HLT 4R, Ups2 Za AFXMEETHRELT 5%
ZRENL LT, ZAUD DR IESREMRIT 2 1D D,

2) NEE T A RDOMESL (A1)

Sha RUT LR & Lo LA L T %7 & 14C-serine & FV T PS O A il fatE & U C R & i
EERDT v BAREMESL LT, ZOT A REILIZHEL T,

W7 —7

(1) BFZED BN

VAR — 2% Wz in vitro FARERGRSE 2> T LETM1/Mdm38 516829957 AT D5t
EDTE AL R 5, E7lER: MICOS A IKDRERZFRITICED, 1ZEAE 73D > T
WIFETELEN) O 27U AT - 2 7 ML T A B B IR - SR 2 B D 5,

(2) AR FEOREE - M PRAR I &A% D sl

1. VAT skt DI Ak

1) LETM1 B&RED A pk

N TLIEUARY — 2% 72 LETMI @ in vitro F3A&RCR CRIEIS DM AIEOTE R EEE LETMI
DAERNTOMBEE D BEMEZMRFET 5728, LETMI OFERERBIA L AZE BO[EEZIT-
oo WY AR RIBICEY S X 2SN D Wolf-Hirschhorn JEERED RN E s D —>ThD
LETMI 1%, ZTNETICKBEROAPNRESNTNDIET THD, 22T, B LETMI 851D
BERE mdm38 72 EA~DFAMREE W THERE A RAFE LT, ZORER, AR D360A L —HZ
L R383A/G384A/M385A M HAMREZ KD Z &% R LTz, £72 HeLa fifdic 5T, ZaLHDZE
KIIIba RUTICIER IS SND A, LETMI A RO A E LD LD EMES




INETR DT, ZIHDIE R DB IE IR RE ~ D R B DIRHT 21T > TS,

2) LETM1 O3 AT

LETM1 Ol « & P E ~1A11C, LETM1 DR 7B LA IAER A 585y DI A=
TORELFERAAT o7z, FEBL - RERAFT, fEi bR oA HED T,

2. MICOS & AT H RV NT—2

IHILEN O MICOS A IRIZOWTIE, ERDF ) AT —HF =20 P LA RIVER SR T MICOS
BERY T 2=y N PRREIND3OOBIE T2 /a—=7 L, D% E% HeLa fifld CHERLT-
TR, 2ODBIGFFEY(CHCHD6 & APOOL)DFEH LI R T JRfE A LN LT, SHICFE
WOY T 2=y DEEEIm—= 72D 512, MICOS A KD A #F %, MICOS
BEEDaT Y7 2=y T Mitofilin |Z-OVNT, HeLa MIN TOICH, (L ARDFEHL - 45
A RRETL TS,

§3. REFKRE

(8—1) REMRIFER
@ i SCRT AT

A-1. Yasushi Tamura, Yoshihiro Harada, Shuh-ichi Nishikawa, Megumi Kamiya,
Takuya Shiota, Takuya Kuroda, Osamu Kuge, Hiromi Sesaki, Kenichiro Imai, Kentaro
Tomii, and Toshiya Endo, “Tam41 is a CDP-diacylglycerol synthase required for

cardiolipin biosynthesis in mitochondria”, Cell Metabolism. (in press)

A-2. Yasushi Tamura, Ouma Onguka, Kie Itoh, Toshiya Endo, Miho Iijima, Steven M.
Claypool, and Hiromi Sesaki, “Phosphatidylethanolamine biogenesis in mitochondria:
phosphatidylserine (PS) trafficking is independent of a PS decarboxylase and
intermembrane space proteins, Upslp and Ups2p.”, Journal of Biological Chemistry

vol. 287, pp. 43961-43971, 2012

B-1. Kenta Onoue, Akihiro Jofuku, Reiko Ban-Ishihara, Takaya Ishihara, Maki Maeda,
Takumi Koshiba, Takashi Itoh, Mitsunori Fukuda, Hidenori Otera, Toshihiko Oka,
Hiroyoshi Takano, Noboru Mizushima, Katsuyoshi Mihara, and Naotada Ishihara,
“Fis1 acts as mitochondrial recruitment factor for TBC1D15 that involved in

regulation of mitochondrial morphology”, Journal of Cell Science vol. 126, pp.176-185,
2013



