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Analysis of regulation of Rab27A responsible for human inheritance
disease Griscelli syndrome.
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1. WHFERHAG S ) DO 5

Griscelli JEMEREIX, RFCEE
DR REARRR EOIERE R T EE
e MEEBIRTHD, b FORFEOEEZDOR
tfbld, M (X7 794 b)) FTHRK
EnFAT=vaBzpnaiin (A7 Y —
L) LIEEND/NMEO ISR S L, B gD
MBS EZO BRMBICZ T E SR
BT LICL-oTRIDHRLTH D,
Griscelli JEBFETIL, BFIE (T E )
CIFRBLV AT = AREERT D L
TEDNAEMBANICE T DI BN
HDZ LRI TWE, IEFE, KO TE G
BHEDOOEDSTHD Rab27A H3E DJFIK
BFTHLHZEPHLNITR>THLD
(Ménasché, G. et al. (2000) Nat. Genet. 25,
173-176) . Griscelli JEMEREFIE A B = X A
DOFEBZ T 7243 1 L L T OFZE A3 i SR
FCIThbTE T, ZOFITh-> T, Y5
FETIX Slac2-a Lfnds LIZEFVE DS, Rab27A
DTT =7 H— (Rab27A DIFMALTIZ K FL 1)
ARG LRI T 2EAE) ThorZen
FE L7, =L T, Slac2-a B’A T /) V—A
\ZJRTET % Rab27A &, 77 F U B &
HIFVVaEBHE EEFEODITFHZ LT,
ATV Va OENE AT )V —NR A A
T = BFREEETOTNDLZ EEH 60
\Z L. Griscelli JEMERED IR TIIEA L
= XN E WU EBRT TR 2 2 LTk
L T 5 (Fukuda, M. et al. (2002) J.
Biol. Chem 277, 12432-12436),
Rab27A VEMEFHEI O T, RIHHEAL
1% GAP (GTPase—activating potein)(Z &
STATRPILTND EZEZ BTV DN,
Rab27A {ZBI L TIL Z 4V E T GAP A3 [AE &4
TWiehole, HEEEIL, FERMaNTo
Rab27A O ARJEHALI A Z )V — Kiligik i
EFHZELIZEBL, B N A RICFE

9% Rab-GAP/TBC & FI'E A MR A 7 V)
— =y 7 3 %5 Z & T, Rab2TA D
GAP (Rab27A-GAP) Z TS THID TRIET %
Z LT L= (Ttoh, T. & Fukuda, M
(2006) J. Biol. Chem. ,
281(42) :31823-31831.) ,

2. WMEOBEM

Rab27-GAP Td» % EPI64 [Tk ho~v 7 A7 &
OIEFILE o 7/ & T Iid FLJ13130,
mFLJ00332 & 3Lz, TBC # v "/ E7 73V
—DOHDO—>DH 7757 I Y —(TBCIDI0 7
IV EERLTVWD, ZhbDx X
7 B IIAEE PR TRITR D . Z 0 GAP I ME
WZWZH 72 TBC R A A 2B W Tk,
EP164-FLJ13130 ] T 81%,
FLJ13130-mFLJ00332 M T 59%,
mFLJ00332-EP164 fIC 60%& V9 | &V FEIA]
PEETRT o0, BRENICHEHL TV EE
O, LOLRRG, HEEEOINET
DOFFHTIC & v | FLJ13130 13 EP164 & [RIEEIC A
TV — LRI R RE T 2 L R
U7 A3, mFLJ00332 (XA T/ — Ak
B LN Z ERH LN > T, 2
D Z & 75, EPI64, FLJ13130, mFLJ00332 73
Rab27 &M/ % Rab ZHERIE L, AT/ Y
— I E LLAN O M P IR R A T = R A &
HE L CO B ATREMEN B X bz, & 2T,
=B DOMERIOBEREDBER 2 BAIC, =& A3
S DL R D= AL EHLNCT S
LR ABT,

3. WFFEDJ5ik

3.1 STk
17 2 7R FLAG & 7 %@ LI BRYZ 3y
BERBT D7 2 —5WE, 77V ILH
D COS-T MRUTEATH Z L TH NI H



ZREHl S, Mlaah ik~ S 1T 2 7 &R
WA DPARR I SN T e —AE—X
kD 17T ZIfE SR B RS,
[FIRFIC FLAG 7 7t & & R EH IR LT
BMEIMTE LRI EREORFKEDA
4 3 L7z,

3.2 fMifamles
EGFP <> mRFP Z & L7z B % /37 B % %%
BT 57 ¥ —%HE, melan-a, PCl2,
Jurkat AR A L7z, Mild ST 7 4L A
TLT b RCHEEH%. Rab3, Rab27 ~D4FHE
FIPUAR CYe 21770\, SR RBEMEEIC Bl
LBalTIR o0z,

3.3 in vitro GAP assay
KIGEARHEAR Y 2 —IZ Rab B TE2EAL
To g B— %S, Rab & v 30 H & KIGH
B RERL L TR, TBC & 78 7 BT IE COS-T
MR SE b0 L THWE,
Rab & L /X7 I HME T ~ L S 4u7z GTP
([alpha-32P]GTP) % & S, T D% TBC
BN E OGS T2, KIS% D GTP/GDP
DA TLC A Z1T72 9 2 & TE & L.GAP
TEPE DA 4 37 L 72,

4.1 TBCID10B/FLJ13130
Rab3A IZ Rab27A & iTf% Rab TH Y | — ki
TESCJHIER EMiLD Rab & He~_TIEFNIZELTC
W5, LovL7eM 5, Rab3A (2B L CTid TBC
BRI IR T D GAP ARE STV
S72, £ T, EPI64 Z[FEE L2 b D & [rlkk
DFFEZ VT, Rab3A (2545 GAP D[RIE
ARBT, BIBWE I o~ 7 0 VHEED
PC12 #HAECIE, Rab3A IFMAE 2 Je b D /M

WZRFEL, BT DWEFIFEIL T D
Rab3A (ZHEME A 5D TBC & /37 & Z it %
BEXH2%Z LT, 2O Rab3A DJRER KD
b DONHIIE, F D TBC & > 7327 B F Rab3A

DGAP ThHhDHEEZBND, EERIZAT Y —
=T EATIR S TR, FLJ13130 DI X
¥ Rab3A DJFTEMIDIND Z & 3 BT
ST, BLEZEZ &2 mFLJ00332 |35 T D%
PaEFFoO L DD, EP164 DOIEHL Tl Rab3A O
JITEIT 2L BB EZ T /2o 72, In vitro
GAP assay OfER, FLJ13130 1355\ H DD
Rab3A ~® GAP {EMEA R L7 (K1), Lol
7273 5> Rab (Rab22A, Rab27A, Rab35) 1
HIEMEZ R L, ERL L7z Rab27A ~DiEMEN
Ho L B8 > 7-, FLJ13130 (X EP164 <
mFLJ00332 (#ik) & H7e v | 237 0 fRV VRS
HER o BRTH DL B2 LI, HifEaE
MR & TR 5 M THEREL TS Z &
MPIRME X372 (Genes Cells. (2009)

14(1) :41-52. ),
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FLJ13130 (2 & % in vitro GAP assay
OFERZEZRL TS, Rab27A 128 -

& H58< . Rab3A, Rab22A, Rab35 (2
XTLTHEFO GAP iEHEE2 R Ui,

4.2 mFLJ00332

bt RERINLSFDRE S AT ADIRINT,
T MIfE & USRS & SRS Dk v+
7%1T%%ﬁ#ﬁ%mﬁﬁé EFECHER

REZ B L TWE, ZORES I ZAER
Eﬂﬂ‘é?‘: :Li@‘ W€ > T Mg 28 A3 B
LB, FHITE D Rab <° Rab—GAP 13 F
7FPRE STV hr o 7=, mFLJ00332 13K



i TR B E ICHBLL TR . ZOEM &
Ez oz, F72. mFLJ00332 O % A E
T 572, mFLJ00332 & HLfRTEE R Rab %
BFRLIZE A, Rab3s 23 o & b 45
1E9 % Rab 72 L [AE S4v, EEE. mFLJ00332
73 Rab35 |2 GAP {EMEAFFD Z & B H 2T
5D Z ek, £ 2 OFE, mFLJ00332 1%
Rab3A X° Rab27A 1213 GAP I MEZ /R S /e o 7
(4 2), ®Z, mFLJ00332 o R3IF v hxA
7 7T Rab35 DFEHLRC mFLJ00332 D/
BT ANTL ST, RIELT T ADIEHE
LSBF SN, RS, VA2 U o 7Rk
DOFEREREE | MRPEZ o 72 TCR (T Cell
Receptor) DEIEIZERFZRLI-Z &L
235, Rab35 & mFLJ00332 1% T HifEIZH W\ C
UHA 27U v TR ERIET 2 2 & TR
VI TADHRICFE L TWNDH EEZ B
7= (J. Biol. Chem. (2008)
283:18323-18330. ),
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mFLJ00332 |Z & % in vitro GAP
assay OfEF %/~ LT\ 5%, Rab35 (Z
XL TDOH, GAP IEHEZ R LT,
DL EOFEREA S, TBCIDIO 77 2 U —IZ@T
% EP164, FLJ13130, mFLJ00332 23, FD5
VAR BB 59, R & 725 Rab 3 5%
720 BERET D MEEE A N R B ST

DT ENRESNT, HENERENCHED S
TOEENELRD Z LR, RESTH RN
BRI R FAET D 2 & B
LTEY, TBC-Rab DIERENEE D T
BURIEVER T L B2 TS, Atk VIRt
TSR 72 L12 L 0 . TBC-Rab DFEFN & D &
AT PN TWDEDRHL N D LB
ZTW5,
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