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RT7FFEIZHL T2 (R5A). —7, FAS-I K UM
RORIIB M EREHEAGROR AT v 7 &l 2851
MeDRY)RTF FIZIDRER I N TV B9 (X5
A). 1ERHOMEGIMERHE (Zu vy F—¥) 2k
DR SNE (K5A). ZORIGTIR 3 RERMOYT =
)V CoA/ACP % & 2 jk FH AL % 7 ¥ )V CoA/ACP IZ ¥
L, CO,2HT5. bEbEIREFHRMOTT =
CoA/ACP % 2 g FEMGHRE LTHVTWE DL, Bk
BOZANF—2FH LTS ZRB S E57:0TH 5.
CORBICEDELZ3-7 T (FFY) 7 )V CoA/ACP
I NADPH IZ X D EILEMN, 3-L FOaF T 7 V)L CoA/
ACP & 7% (X 5A). AW L723- FaF 27 YV CoA/
ACP DB (Bfr) KFEEFIAFIKZTH Y, HFREAISF
T 5D, LIKOAEREINS., ZOKBIE3-7 M7 ¥V
CoA/ACPL ¥ 7 % —BIZX Dl SN 5. FAS-IIIZH
7% EEF1E 17B-HSDS & CBRA DT HTF 5% —TH
5, 36 Fa ¥ 7 ¥V CoA/ ACPIZBIAKKIGIZ LD
2,387 VAL AV CoA/ACPNE LI N, kikI
b9 —E NADPH I X D BICENT, REKITTOT Vv
CoA/ACP L XL T DML 727 >V CoA/ACP &
%% (K5A). FASLICE B8V F UVBOEKTIE, 7
£ F IV CoA ZHFMEE LTI DY A 27 V057 [lE L 72
%12, FASTNDFF T A5 5 —E¥H/80 2 b £ )V ACP
UM LTCVIF VB SE5,

WeiR D BMRILIZI Fa Y FYU T ERLVEFF T Y — L
ZBWTiibh s (K4). 2 +avy R 7 TIREH~E
SEIRIEEE O BERAL AT DN B DK LT, )"V F F ¥
V— A TIEBESHEN RO B RIL2fTbh s, XV F
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VYV —ALTIE, TNV CoAZREIWIHILTAHILNTE
T, RUVFF TV TEULTHEDOT VIV CoA X3 b
IV FYTAEREIN, FlIEREMILINLLEND .
TYNVCAWRIMIVFYTHREEZEARATERWVOT,
HNVZFVTINITI VAT 2T =X T I VANL
ZF AN, ANV F S TINANZF TR
O/ —+¥ (CACT) 2L DE%EEINDY. RUFFI Y —
LEDEMIZIZ, ABC b T ¥ AR —% —?D ABCD1 H* 4
BL, 79VCoAZRELTHLEEZLNTWA™, &
NHO T v AR—F7 — |23 HLICEREEEVSAON TS

D, FOEREIIZFENFN CACT KIEIE & X Geta (R E
BMHEYA a7 14— (X-ALD) DJEHETH 5>, X-ALD
BECTIMESRRO SRS TERL Y, WAE, &
BREZ IO ET D4 OMMKI SRR 2% R
L, PACMRERICBI DM ERIE A2 &Y.
7o, MIEHTOMESIRNIBT (C24, C26%) @ LAH A
b, BEICHWwWLHNE?.

NVFF TV =L FRERBIBNTEERT VAT
THY, o EHEIEREO BEILLANC D, 4R
o B, ¥ANVKEYB UMNEEBE LS ~ 7 1A P450
X2 KBALTHE 2 o BILO IS4 BY) © B EE{L
MUMRGEHEALR T (PAF) R 75 ARE—F YR DI —
TV VIREOER, aBILFORIEEH T . 4
B E LCid, 7V A% B IA#E o 4 4 b BR
ThiryebFaxyal 2y vEBLO M) Fafya
LAY VBHFERTFONE, 7YX UBIIEKRNTER S
NBHZLFhvd, BHLHENSNZZ7007 4 VO
T AT NVE LTHIETH 74 b= VOBILIZE>T7 4
FUBABERL, SSICRVFFIV—AIIBT Lol
BICE o TELNDEHDTHED. LIFLIHETIET 45V
& 7)) AL VRN DSREEFR TR RIS 57,

BREEALIIMERIS & 1D 4 27 v 7 (8L, bk, M
1, fRZL) BT ¥V CoA DIRFETHEAT L, 2 RFEHALT
HDHTEFINVCoAZRMMT S (K5B). 51RO
FIGTIE, I FPayFYT7ERVFFTY—LATHHER
HBALFICEWARSNA. I ha Y FY 7 Ti&, FAD
A FADH, IZEIGE N, ZOBTHFIFHREEEEICE N T
BEICZITESINLBEETATP 2443, —J, X)L
T ¥V — A TRBEEITBBICKENER SN DD, ATP
FEAIZEDY, TAVF—ZBRE LTSNS, 2 B
HIZmAKIZE S 3-8 FEFT 7 ¥V CoA DA TH 5 25,
IV T TCRMERSER UL LIRZEET DI
WLT, NVFFTY—ATIEEAWIZ K ZREET
5. 3B FOF 7 VIV CoAlZNADIZ & ) BEfL & R,
BRI L TT B F IV CoA L 2RENFL ealzT ¥
JVCoA & 7% (XI5B).

SPaYFYTORMALICEL T, WABEHTIIRDD
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A. FEBAER(RR R T

iy He2k H7%

1R R SEAS BH S
FAS-| FAS-II HRER
— | 7<)l CoA/ACP CoA/ACP: ACP ACP CoA
<O=Jb
Y
C;‘;\Aﬁ%z) j 1. A (Coxsm)  Ecovii)
|3- 4 F 7L CoA/ACP |
NADP- 2. &7t
FAS
[3- £ ROF ¥ 72l CoA/ACP |
Ho i 3. Bk (HsHToz) @ACD1—£D
| T/ CoA/ACP |
o L& @&
7 <)L CoA/ACP
B. BE1t
Th3aOVRDUF NRIVAFIY — A
—» [ 7YJLCoA
FEFI —
Coh j4 e Cetr1 ) (ptH2)
Con | d d
|3- TR CoA|
YN )
NADH + H*
NAD* 3. Bt s
[3-EROF 7L CoA | RS LBP
H,0 /TZ' o S, - J Y,
T/ +JLCoA
FADH H,0
FAD2<_> 202j v (acox1) (acox2)
7)1 Con

5 Mo (&) Lo (BRI

(A) BRI,/ FESEIRITROMERIS. (B) I ba ¥y FYT e~ F Ty — 20 BRALRER. 12476

Zfb§ 5 e A% % R,



20104 7 H)

FEALBOS % il 3% 7 >V CoA 7k K 7 ) — %iSﬁ
BAFEL, TRENBRICHEREDSSH 577 (X 5B).
Z1¥, VLCAD (very long-chain acyl-CoA dehydrogenase) li
Cl4-C20 DEEDT YV CoA R LB LT HDITHL,
MCAD (middle-chain acyl-CoA dehydrogenase) it C6-C12,
SCAD (short-chain acyl-CoA dehydrogenase) (& C4-C6 % 3k
BHEdh, Ibay YT, 2-4 BREH O KOS Ok,
WAk, fR%) % fils3 % % BEaE I FHL A K TFP (trifunctional
protein ; 5% MTP) HFAET 5™ (K 5B). Z DAL
otr7Lx=y PEBH Ty LR INTBEY, o
7=y MT2EEHE 3EBEH T2 4V
CoAb FF7¥—X¥L 3 FuFI7IIVCoATL Ny
F—EHEERDH Y, a7 2=y MII4EEHORE %
il % 3-77 b7 YV CoA F4 7 —EiEMELH L. Th
SITRSIRIIR IS L CiitEZ Ry, 72, I bar Y
TIZIE 2 O TFP &3 2 h o [ % il % § 3
LHAETH. T/ AV CoA KT 5 —¥ L LTIEIRLEY
B = M % SR 9 SCEH (short-chain 2-enoyl-CoA hy-
dratase ; %47 0 M F—X) »HY, -k FuFi 7L
CoA 7t Fus')—+¥ & L CTid SCHAD (short-chain 3-
hydroxyacyl-CoA dehydrogenase ; 544 HAD) 7A3fEgHAH &
PUIH LA RO (KI5B). 3-7 b7 ¥V CoA FF
7 —VITIZESIZE M 2 A9 5 SCOT (short-chain  3-
oxoacyl-CoA thiolase) & H18H % 2B & 3 % GOT (general
(medium-chain) 3-oxoacyl-CoA thiolase) HMEET 5™ (X
5B). TMHDI Pay R T BERALICE G 3 2 R
#, BN LT3R L 12 OBIEMER DA
LRTHEY, I bay MY 7IRGMRERILEERE (mitochon-
drial fatty acid oxidation defect : FAOD) % 5| &2z 3%,
NS OBETIZHERIF O b > PEARIRE, i BRIET
LW % EOFRBIER, OHRER EAMERE LTBIh
57,

NVEFF Y= LD BRILICH G257 2V CoA Tl
Fard—¥ (FF¥5—¥¥) LT Pultd o,
ACOX1 (acyl-CoA oxidase 1) (344 SCOX ; straight-chain
acyl-CoA oxidase) & ACOX2 (54 BCOX ; branched-chain
acyl-CoA oxidase) AFAET 57 (X 5B). ACOX1 B #H
Wik, ACOX2 X7 BNEITIR I LCIEH§ 5. 2 BIE
HE SEBHDOMAKLBILORT v 71X 2 1EEHETH S
DBP (p-bifunctional protein ; 44 multifunctional protein 2
(MEF-2) & %\l p-peroxisomal bifuncitonal protein (D-
PBE)) 23§ 2%, Ll X HIZ, "t F v —
LD BBALTHEESNS 3- FOF T 7 V)b CoA 13 A
MIZDRTHE., ~VFF TV —AF L hREERET S
ENTE DR 2 BAEM G K LBP (514 MFE-1/L-PBE) %
FAET DD ZOAEMUBEZE > E ) L3 Fho Tk
V., RIEDOHETIEYANKEVBO BBILICHEYS L Tw
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52 RRT DRV ONTVEY, 37 F 7 ¥
CoA 7% 5 —+¥ & L Tid pTH1 (peroxisomal thiolase 1) &
pTH2 28 /£ £ § % (X 5B). pTH2 ix SCP-x (sterol carrier
protein x) & —THH, F+I7—EE®ELEL AT T — N
FYUTHUNTERAAL OWM 2D, pTHL 38
FRRGEE D A < A5, pTH2 (BRI, 750G o
MAWEHT I ENTEL™™, ThboNVtF Y
v — A BRI O T, ACOX1 & DBP @ KHHIEDTH
Do TVBBE™Y,

4. A7« 2 OdRREORBEHRER

A7 4 Y IREDEKIZ/SVI P AV CoA & -k~
OMEILTIHE A, TOINIEA T 4 ¥ TREGKOH
HEETHY, LYV VXV IMMIVIS VAT 25—F
(SPT)IZ & Y filfit S5 (K 6). SPT I& SPTLC1 & SPTLC2
awﬁﬁwtﬁﬁﬁéﬁﬁﬁilzyb’;b%méhé
(7 2= v MIZSPTLC2)™. 7z, WTIZH% > T
SPTLC3 2% LWl 712 = v M & L T, ﬁ‘%gﬁf
X2 E ssSPTa & ssSPTb 2Siiffihr 72=v M & LT, £
ZRFEEENTWSY, 2HFHORNE3-7 F Ve Fu X
74 v3TYY (KDS) NADPHIZX DY FuA 714 ¥
TYVIZRITLEND G TH Y, KDS L ¥ 7 & —E 25l
B2 (M6). ZOBETRFVI-1 THY, EHSHHE
%wa.Vszx74yj>yiT>wama7:
FESEZEERL, e Futs3Irehs (K6).
@@O,T/wmAiﬁim_iaﬂa,@m&,
C24:1-CoATHA. TORIRIILT I FEXRMERICLD
flilE X N5 05, CORRIZIZTAVHFAL 2L L T6HMHM
(CerS1-6) 2EET A, TDHH, CerS3 & CerS6 1%k [d]
WFEEE DOKRAEHDME - BT L2 DTH B, A7 4 ¥
TIREGHREICBWTIDORAT Y THETEKDOT A VW
A LDPHEET B, TNENOERERREENR L5720
(CerS1, C18; CerS2, C22, C24 ; CerS4, C22, C24 ;
CerS5, C16 ; CerS6, C16) T&H 5*. CerS3 132 Ek
MK, BEHICHRONZEFICENET I FOERICEH
LEZONEY, YeFutkSI koY FFuA74 0T
VUG AS I EREAVPEASNEE LT INELRD
(M6). CORBITY e Futs I FAfMEZE DESI 12
Xt X n5e®, 22 TORSIMUATIT bR A,
T I FIETWIRANEEINBRICAT v TI) v
EEEE (SMS1, SMS2) 12k h A7 4T3 i
Iz, A74 VITHREBE~NEEHBLI Y (K
4). A7 4 v IREOERBIZET ORTHEREMEREE LT
MESINTVDEH DI, SPTLCI OEMERICE 5iE
& = 2 —as8F—% 1 71 (HSN-1) RO ¥ FVT-

1 R X 2 FHEREMIEA D 5.

LI I T IF—BIZLDaHIhbrERA T4 T
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JNILE b))l -CoA

37h/thDZ74/]//A~vw~dww

2| "

OH
JeERORTZ74vIdVY NVWNwmmH
JeROEZER W
AAAAAAAAANAAA
(e}
@) o
. AAAAANRANOH
I3k NH
vavvvvvvv\Ao
® ®
4%3 ka

274V JEE

iy He2k H7%

7)ten) VEEE

\

JULE k)L CoA .
T RR7 7 FVI

I5/—=IL7ZY

JULEF VR
T CDP-
I5/—)LFIY
ANFHFHF—) T
T RRIR

NFY TSI T/ IV

N\/\/\/\/\&zCHO + +3HNWOPOZ‘
3

RT7q4vd2

OH
1-y \/% /\/\/\/\/\/\WOPOSQ,

offo "

3

BN

A7y IERE

OH
.- ST AAAAAANRAA OH
AT74YTITYUY AZAxI¥Y N

274 IREEEGR (Ft) &K
6 274> ITNEOHRER L il
Q) Y28V P IVFTF U AT =25 —F (SPTLC1-3, ssSPTa, ssSPTb) @3- Yk FO A7 4 ¥
T ULF 77— (FVT-1) @ J3I FEKEEE (CerSI6) WYk Fut s I FAREMEEZE (DES
1-2) ®@A74rITIT) CEHEE (SMS1-2) ®OA74 »vI3Ix)F—+ (SMPD1-4, NPP7) @
tIIFITNIAINIET VAT 2T—E (GlcT-1) HEVIFETFIIFTIIZ VN INIT VAT T—F
(CGT) @®B-ZNVatl7us¥—+% (GBAl, GBA2, KLiP) H2WVIEP- #7727 bkl 7uy ¥—+&

27«4 Y IRREERRE

(GALC) @+t 3 #—+¥ (ASAHI-3, aPHC)
¥+ —<¥ (SPHK1-2) @@S1P'V 7—< (SPL)

vy&ﬁ%@k&é(ﬂm BELZIEIZIATA VT

VIFTET I FOSBEMSAEL, EEARSNLZ L
(HEBRBREOIVE FORAT 4 IV VIZHEENEA
ENDHZE) BhwWEWHZETHhAH HEELLDLETI
FOBEZEGEBROLDOTIELRL, A74 v TILY
COMRTHEUIZBDTHE. AT74 TV VIZHET ¥
JVCoA EFEBGLTETIINERY, BAERAT 4 v TIRY
ERBIENTEDL (ME). ZoORKEEFILVR—Y (1
) LR, CoRE0tS I FERIEH®ToET 3
FABEBEENT). 2F0, 53 FERBEIT VLV
CoA 120 L TIF LB EM B v oIcxh L, R
LT,

AT 4T DIMOKBIEP AT v TV v FF—
+ (SPHK1, SPHK2) & 0V yEib3h s & AEE N
JRE SIP & 7% % (X 6). SPHK2 ® J5 A% SPHK1 X 0 J&/H
FEEMEAME L, A7 4 v Ty vV FRRA T4 v IV

) VLT 72 TR, IS RIS ATEDL
L 72 il # FTY720 2 ) AL L Cib MRl o 28 a4
%. SIP DRI Z2H D, WUV@RLTX74‘
TYVIRABFARAT 77—kl E, 2, 3MAMEE

0OSIP R A7 7% —+¥ (SPP1-2) DA77 4 T~

THRARIZY )= VT IVEAFTTFTEF—V (BR#ET NV
TR ZELZYT7T—ERKENIHS (K6). SIPH A
7 7 % —¥IZIE SPP1 & SPP2 2% 1), SPP2 1344 & 2%l
ELLDOTHBHY. SIPY 7 —¥#ifsT &L Tid—>o
(SPL) HEENTWA., 150 SIPLHEEE M
OVWTIEUHOEZEORH 2 SHBEN20A, 22Tl
MLTBELZVDRIFRT 77 —ERBETHELIZA T4 ¥
T NI EBROF N R— VR E FBRICHEE R 7 4 v T
BANEERENDZOIH LT, VT —EREKEDIZ) &
oY VIRESEANMEHENEEVWH T ETHS., AFHF
tF—id7OV 3 b AV CoA ~MUHE, FREIZZ ) ko
Y UMREER (—EIE AT 4 v TREPHMOIEEERK) 12
Hwbshz (M6). RAKZY ) —LT7T3IVidFY ko
Y UBRETHDLRAT T FINIY ) — VT I VABICHE
HEhs (K6). ToXkIHig, SIPERKE) 7T —ERE
A7 4 YITWRE»S ) a ) VIREANEWRT 572012
EELRHEETHY, FLIESIPY 7— ¥ SPL % KA
L7tk W CZ DT 2 EIHELTWAEY, /2, 2
DOREEEOMBIEERE (LM (I 2 EEMEICD
WTHHMELTWBES?, ZOKRAT77y—EEYT7T—F
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IR L ICHAES 525, AR 7 7 & — B3/ k
WIER, ) 7 — B IS RN i L & R, D F
D, O ODONRREEIZZFDOBONBRIE DR 2 B 7120F
T, ZHMICOIMEIN TV 5.

5. BR#HFEHRARER

WSRO S &, kO 1 iAo b o0
BEA 74 YTREICARSN S Z 25, MESMERIGZ
AT 4 v IREEREHHICEbTW5. HE, FEHL
AR SHIR AR B SUS DR 7E 2 1D 7= D b, Z 0 MIEH
BERHNTD o 72T phs 1 ZER (#2112 Phs1 13- b
FUT YN CoA KR THDL ZENHLDNE B 72")
TR ORI 1) VBB EIC LA LTE
D™, Phsl A7 4 ¥ TREEBICED B HTTld R
EHERIZEITERT . LI Z D% phs 1 ZEARH
T, ESEE BEHEL 1) VBB IR R 2T
5DTIE %R, ¥ I FOBEMEBEEA T 4 v TNREDW
BB ERIENTVWEIEZHLNMILTVSY,

WESIEBOMERSIE BB oy 4 25 v 7 THEfT
L (K5A), OOMESSHERERETH L. 2O
% Ml S 2 i A B AN LR X 7 AEB (ELOVL1-7) ff
L, TNENEEFREPRE LR 2 EPMESRTY
B8 L, ThETORETIILZLDOEE, Boh
727 TN CoAHBVIIIRIE L2 HsNTE LT, F
TR TR D IR IEIC B » TV 27208 — 1 % RE)S
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BohTwhidhol 2T, EZ5E3RELETD
ELOVL # Y N7 BEOEM M ULAETTHlZEL, W71
Y &9 % ELOVL DIEfE R EEI S HEHA S 22 L GR
ET7T— ). fSFIRIERICE LTI, ELOVLI 28 C18 %
5C26 T TOMRMIBRICTHEMEZRL, C24 X7 14 » TIRHE
HEHWICEZE TH AH. ELOVL3 & ELOVL7 (X C18 7 ¥ Vv
CoA |23 21D E (M 7). ELOVLA I3IEH ICHHE
DEVIENIEAK (>C28) IZLET, 20X kIR
BEL RN EHRMBEREICERETH 5. Elovi4
Sy 7T MY RIIEEONY TR 23K THIAE
B3 LT 5™, F72, ELOVLY BT ERIZIRER
BESRAYEMT 2 3 2 ¥ VAN MEkGl &3, 2
DERIIENRRIZTH Y, MMUKBERS 7PV ERWIZY

YOS EHFEBLT A, ELOVLG 1 C16 © 0-CoA 125 LT
WIEMEZ RS, R, Elovi6 v 2 T v AR
Sh, EIED - mY a AT T THA YA ViR
FIERI SV EWE s, ZoZ Lk, BRI
MK OB SR = AN F—R#FEESEL L) H
BRIE WK R 2R LTWwb. ELOVL2 & ELOVLS £ Afi A
BT 2V CoA IR TH Y, HIROEL LMk
M7 2 CoA B LT (7).

F R SEAR LR M R SO o 2 BeREH & 4 BERE H 03T G
RS 2R T & L CENEN KAR & TER HFE
ENTw3 (M5A). F7z, rEEH 5133 By E % filgt
T53-L FOF 7 ¥V CoA BKEEZEDFLEEET &

R [
C16:0 = C16:1
6.3.7) § = =3 n-8
C18:0 = C18:1 C18:2 = C18:3 C18:3 = C184
SHONON BEAGYON | 5,(1 54
C20:0 C20:1 C20:4 <& C20:3 C20:5 <3 C20:4
1,34(7) § 1y 52§ 52§
C22:0 C22:1 C22:4 C22:5 C22:5 C22:6
1.6 § "4 2y ft 2y f
C24:0 C24:1 C24:4 = C245 C24:5 = C24:6
HOR £ 4§ 4y N B |
C26:0 > C26 > C26 > C26 > C26
1.4 §
C28:0
4 3 § eEER [ FoaiEs BRI
>(C28

7 MR R B D 2 H AR

b MBI B mESIERIFERE £, ZHOEMNORTIEZ OIS E Db 5 e

# (ELOVL1-7) OF 5% ET. TAF VA7 (%) I THBERENE L, FREOMMT
5B L TV v ELOVL 28, $IIZ in vitro 1B W THWIEME LR E Lo 2
ELOVL #/R9 (72721, —#OIEEIZBE L Tldinviro ICBVWTHREINTES T, /v

77 b= ZARHNLE VBT IC3Eo ).
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LoD #EET %% L7 (HACD1-4) ™. HACDI
R BT %% E OB NROMNBIZRFREBL TS
0, 4 XTRPLEIFNNF—DORKRBETTHD I LT
WHEPIZBoTWAE™, ¥ MIBWTH HACD 1 EIZ T4
REREIRFELGEIIZR (ARVD) & OBE R S h
TW»a",

6. ZINJED/INILI MIVE

ISV ML VAL (S-T7 Y IVAb) 13T Yo7 D Cys bR
EIZTINEBFFZ AT VEETHMLIZbDTHD,
TIUNVEIIRONDEEEE LTIV IF U EBPRDS
W ERNLZFDEIP VT WS, V3 A VAL R il
HEFRISIVIMIVITI VAT T9—EHsrnIITuT
AVTINETFT VAT 2T —FEMTR, 12 PAT L1
SNAb. PAT & LT 2002 4EICEERE TIRIZRIREIC Akl
& Ef2 A FE S, 2 DHHC Byl % & LTy AT
A VICBARETF =72 o T2 b 202
PAT DIEHFO T 2w ETFH SN, ZOlY] %
¥otz% %78 (DHHC ¥ 87 8) 3R 7 Mg
(Akrl, Akr2, Erf2, Swfl, Pfa3, Pfad, Pfa5), & b 223
fi¥H (DHHC1-24) fFAELTHY (K 8A) (DHHC23 13~
T AIIHFAET 505, & MIIFELEZ), ZOHROH
T INODREBIZPAT & LTHRET S Z LB S5 H
ERYDODOH BT,

FH O I OBMRENZFE L H W CRSERE KH
W) VERBEERTOBREL LT BRET Akl &
Ak ZHEE L7z, BEREX 74 YT Y v FF—F Lebd i
Akrl [Z& o TSV I M VL ZE 2T, ZOMEHiA Lebd D
JIRTECHETH L LR RB LY. E5ICZ20%OM
i HWn L D00 SIP #EE 298V I M Lvfbah s
CEVHLRE RS T, WABIZEA T4 TV FF—
YHT2 M (SPHK1 & SPHK2) fFAET 575, TNHD 9
% SPHK1 (2 I3z G BRSO R 80 7 ¥ NPT
5. Bl z1E, ¥~ A®SPHK1 /%Y 7 ~ b & SPHKla &
SPHK1b TH ), N KuDIII A RL 5. ENITHT I/
72 Th 032 NS OREFRFMMEE I, BRIBTE,
FV I —HEHEICBWTEL e TwaEY, oY
DE\ D ERHY 72 JE K IZ SPHK1b 45 5 ELH N o Cys bR 3k
BT B850 A VEAZBIT SN S, T/, SIP B
DY URZEELTIESIPZEARD SV M VLS h
5%, SIPZHERIE G 7 v /87 BIER o 7 [l E @ &
YRZE, WwhbWwb GPCR T A%, GPCR DI EIL 7 0l
HOBEME T O Cys IV I M Vb ha®, S
P UICIEZOHIRIC=Z oD Cys BEDH Y, =D& b5
S MM viEsns (K8B). 7SIV M A VLI SIP. O T
W T NEE, VY FEEBOA vy —F ) K- 3
VEBRICHED TV ETEETH LY.

iy He2k H7%

2NV M MEERZT S Cys BREEIIZRE 5 72 EF —
713 7% <, BT MK, TV UK, MR sy v
WO —E LW, 4% b in viro TIEEZE
B8V I P AL ENE V2B DT 0D,
PAT DS E & N5 F TIE 28V 3 M VALIZFEREZ WIS
CHHBMRKISEEEZ BB DV, L L, A
% { O PAT DS FLBIC AL T B 2 B L 7.
2V I P NVEDERE DS —E L R o 72D, 23 flis
EFELOTPATIHMEL L TELZ TS THY, &
HOHHDBDHHC ¥ v 37 B2 AR TH B EZENEh
WF/NEAR, TR, MR SRR A VT A T IR
LTV, Fio, ZNENDNE % dRakBL Y 2 £ o)
TlRBWD, HREE L THERED L P FICHSOE
ERIERE H WP OHO N E o7, VI M
WAL S 237 B OB Cys FeHkix, 1. NKW IV A M
WAL Gly 5% 338 £ O Cys 535, 2. C K¥i 7 L = W1k Cys
AL EE O Cys BRIE, 3. N KImfHir Cys i3k, 4. C Kin
fH3E Cys B2k, 5. 1 MIBEEMEE & > 2% 7 B o5 B i 5H I8
WfE Cys 53, 6. WEMIEEME & >3 7 B o 5 Bl
WOE B Cys BRI, 7. E oM, A F I B (M8
B). BHIZINLD CysBREDP2MU LD F A —%
fED, &THNVI MM vfbshad. BN DHHC ¥ ~
NRZBEDS L, BErf2i31 & 2, Akel i34, Swfl x5, Pfad
26 DT A TOIEEIFEY. TS DB RO L)
W ERIERDMERTE DS 2 ZWEETH - 72, Bl
fa % 72347 CTldia E DG EBRRILRPH b Ty
5. LH»L, $§CICHIIZNAEMD DHHC ¥ » 8 7 B %
MMEFHL, WL TICEVwI Ens, TnEToOH
BICIEHEMBEHO T — T4 77 7 VEBIELTWLE T — R
DEEZLHBHEIHICBbNAE. HFHEICIZ DHHC 7 ¥ /%
CEN2BHEHHEHEL, CNLOLERB/ I v 7 ¥y
PHESH TRV L, REOF—N—=F vy THRENI L
%z 5 &, WILHE DHHC O 38 4 Bk o 5 IEC 1X
BLWED ) AH 5.

ZNETICk b DHAC BIZTF LWL O DEB L DY
FPEAHE XN TW B, BlZIE, DHHC 8 @InTZE RS
A FTIEDFIEICE D SH Z EATREBENTWSEY, 2L
I MPUBIZ Y T F NV ERERICED B 5 YN BITE
WTEDHBKIZHZ S AONEA, MRICIIFFITOVI b
AMEY VIXTEHE VK ) ThHD. Tt OHMIREN 2 fRAT
T, 260 ZBR 5799V b A WALY V87 BBERAS v b
WAL/ oo TBY™, MEERIZBITS00I FA L
{LOEEEDFZ 5.

7. B b W I

EFONEMIE AT 4 ¥ TIREH SR Y — L7275,
A7 4 v IREAMERTZ2HRELTWDHE, 274 Ol
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A.DHHC # ¥ IRV ED1EE

[~ DHHC >/t s & |

DHHC-1
DHHC-2
DHHC-3
DHHC-4
DHHC-5
DHHC-6
DHHC-7
DHHC-8
DHHC-9
DHHC-10
DHHC-11
DHHC-12
DHHC-13
DHHC-14
DHHC-15
DHHC-16
DHHC-17
DHHC-18
DHHC-19
DHHC-20
DHHC-21
DHHC-22
DHHC-24

51—
(1367
R 327
I 1344

]715

COI 7409
TR T 1308

|765

CIN 1364

| I 1 — )
I T 1409
(1267
(TN ) 284

CCR T 1488
(1337

CC w1377

(I ] 263

[E8 DHHC ¥ > /¢ s & |

Akr1
Akr2
Erf2

Swif1
Pfa3
Pfad
Pfab

%-I

I\ \'N\N\\I R

[ NN ]

C I 1360
337
CH 1337
1379
(1375

DHHC Cys-rich KX~
[EE @R
Iy EF—T

E8 /NI FANVIFI VAT 2T —YOREEEEONE
(A)e I LEEEO PAT (DHHC ¥ Y7827 8) O FA A UM% Rd. RE@BHEEIE TopPred T 70 7 7 A12X Y
TFMENZHDOT, LFLIEROKE@BEH IRV, HGHOBPIZ&EPATOT IV BOKERYT. (B)/%)V
I AWMLY Y2 EEARODORICHGHE L. RENLIEE S V82 Bopl b 0r 3 A VbR (TR FE

BeHl 2 7Rg .

B. BEEY VI VHEDHE
1S UM IE+/ULE ML

¥ : p59 fyn, Gio
F##t - Gpal, Vac8

[GCC |
p59 fyn: G CVQCKD-

L ZIE+HIILE ML

#4) : H-Ras, RhoB
2Rt : Ras2, Rho?2

[ cc d]
H-Ras: -GCMSCKC,,

. N Kima

&4 : GAP-43, PSD-95
B3 - Ypl236¢

[cc |
GAP-43: MLCCM-

. C Rimiafs

%) : GRK6
BRt - Yek1, Yck2

[ CCl
Yck2: -FFSKLGCC

D EREEES VN8

&%) : Syntaxin 6, Vamp1
At : Tig1, Snct

| cCl]
Tig1: -KEKYDDCCIGLL-

CEYORERNY VNV E

&%) : S1P, Rhodopsin
Rt - Tat1, Gap1

S1P,: -IMSCCKCPS-
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HUNONRE 5 F o Eikk, WBESEDR, 23
MVik, 7V tew ) VIRE L OREIERFIEE) ICBE
LTwoZ. JRESFIEHMTEEL TV D TIE RS,
W) [E LT W T WA DT, EWIZHELE->TW
AT LiFHBpEioz b Llihwv, LiHrL, INET
ST 2 7R 2 IREAI R L W) b DRHFE Y 2 X
NTRLeho72XHICBbNs. B, HEoWklos
PR E AL, Be LEHRNSEMN - WET TOlF
RS R MR LTHMETE S L) ICh-oTE. 20
X9 BfEHT & 08 U CIRE S TR o tkdl, RES T
AR K B BRI O 75 R ASH & 2T B D & Wi
L7zws,

B, REHICHER L2 RO &3 8EH T
2001 4E752 5 2008 4F F TALiFE KA AR IF2EED D &
TEBOFELHIAT72bD0THY, TNEDHAITE
CEHHL T, ARBCIMADOAR—-Z2DMKRE, £
BMOBELHLEBETRICBEL B TE P o722
L&, BRUOHL LFET.
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