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HAEBERSTELTCHE, I sur7) 7054 F3y
s REEEHBML TS, LA LATP I P2Y K%
AL TAbze 2 3 2 5B Rk I & OB g,
\Z UDP & P2Y: &% /v L CEHEREZ TUE S ¥ 5 h b4
FEHIZIEEE L TWihdhot, 0L, Iz 7
X, MifEsEx 2 Lt 5 ¥ ATP KU UDP % & N E kI
oY, EnEnos e U Lzngxsfr) 2 L
W2& D, THREROINEEEE & D CHICHBE L TW 50T
5.
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HEYBHERICP TR T7714T Y >
(fibulin) 7 73IU—2>2 N7 EBDRE

. 3 U & (&

FAORE, HIRTTETWSEEWS X0, ML
AMEA TV B EY =Mlaft~ ) v 7 ATTETWEE
FHTHIIEIVEYTH B, b edEFoMRDRLEBITEH
WHlZIEZ, BSOM Y IHENA~ M) v 2 AR LT,
MO E > T b, MO M%) fMilgst~ by v
s AFaS = UM 7 aY I ) Sy h v ThH B,
INOHIFHEIIREVCD DDA TE V. —7,
MR RSB E O X 912, MO ADZ DOREFEICLIETD
LMD DHL. BIESEITLTOHIRICR L 25M v
A%, HLEROFENE 2 4H 5 Ty B O HHHPERAE & v ) fllask~
M) 7 ATH5D.

PERMED 7 —  F — N —1ZIEFITE 2O, TIEEIC
Lo THIHEREL, ROMBOHEIKT 27257,
WPEAME T 9 B K5, B 3725 A&, BIIRIGEEIE L, Ak
P XTI SN TIAIEE 2 5. M7 TR <, b
PERHED BRI O D B HIF L Db H 5. 728 21T,
BT ERZ I BT B kM R (=T A7 — &)
OFBAFEL, B~ ru 7y —VEFELCT
SAY—EBORWERET L, TSR —ED /) v 7T
b XA TIEIBYEIC X AHENED B Z 5502 & X
NTHEY, ZOEBOIIEIZ B\ TSR L 72
BAT YT THHI Wb 5. BIRICBWTIE, BEPEMR
HMEIZRCENROEROEIES 2 HOTBY, RE (DG
W - RE) 2L T 5. i % 721340 5 Ao B
HIZ & o THEERAMEORREDK T 32 &, BRIV &
o TIRED LRSS, IREDO EFIZOEBO T2 EAL
XL EDRbhPoTWE, TNHDOBITHhbhIb L HIZ,
BPERHE DAL - IS & o THBEAMI O ATE 2 %
52X, BEEESICBIIARERMEL 22K EOH
RN E LR >TWS,

NS OREICTHS 2 AN 2 ffgais, BHERHED FAE
Thsr9. BUBEOHAEZD ST %25, WIkHMEDTE
TaRMBRER S v, RO ARKIL, BRI S
ATEHEROET TEBENTZZSAF U7 U2 ETH
b, BRBENTARBIL LD S AF Yk, T20XH 12l
OHi A TE DR 20 055, MPERHE R O AR 1Y
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ZEEIZ, EOLHICLTIT AF v EBHERICIER T
BT 50, LVHIETAHIIHE. INBRDIENELD
Wb MR RBBRETH LI ENREDLNY)DOOH
5. AETE, R D B KW TS
5.

2. ISRFL, USILAXI 44—+, fibrillin

IIGAFVORBEKIT IO RIT ATV Ewnn, #)K
LEHI DL W F-5 72kDa DM V87 AT b, &
HRRMETHCESE (sa7kevRx—Yay) 282
L, 3L b2 oUEEb-Tw5E. B
CREICLIVEVGERE L MaRISZAF YD) VUK
HEEILPVINFT RV eI BERIZL > THEBES
n, MiEEod H0ERMEE 25, NORTT XF V2t
BT BT I DA% 13 Y THBHA, Bk L
HETIRZDIBIZTRTHEBEINTV S, FUHFIRIE LD
DD T VOMBED) LTBI A5, A ELE MO0
VYV OMEANB DR o2b D (FAEY V) BEEIN
5.

PERZIRAF UV E2LEETH) VIVt F Ty —Fid, 50
kDa ®7H~XT7F ¥ (proLOX) %*5 BMP1 (bone morpho-
genetic protein 1) E\WIH A ¥ aFT7—EIZLoTUYY
HEN7/32kDa DR TH 52, ZOWEMEIIZEA 4+ >~ 28
PEEENE, VI NVFFIF YR T UHTFED
LOBELIT-THY, TOREEREEREDLHIZLT
RESTVEONEF LS bhoTRW, YT VT FT
F—EEETRIE~Y Y R, BIRIER L THET It
T30, NPT FIAFYE) LOEBARLEIZE S D
DROPAT—=r ) LOFEARIZLZ DL 00T
Fo &) Lavy (FET-BEMEE ClEmvME O A 413
ERTHLH, 377 UBHEORFIZI I ZW).

STCZIAF VORELEEGEILITBI->TbIne
W) bIFTIE R, L RELGITCTHRMEIRICZ S A2 b
ORITAFVPREESINDLLER DD, TORYERS
ORIz T4 TIYNVEVIBRHETHE. I70747
Y OVIZE A 10~12 nm O #iHE T, fibrillin-1, 2 & W 9 350
kDa Ol VX7 BHPHEE L TTE T 5. fibrillin- 1
AR T2 5T Marfan SEMERE (B REE R BYIRIE, 7K 5 AR
BiF, W&, fibrillin-2 BIn AR TRREWME 2 €
FRAE & V) WIS F RO A EEEROBEERENBZ
LIEFHLNTWS., LHLINSDEBEFITHMEMETE
WRE L R K, fibrillin- 1 BAZFKAB < 7 X R fibrillin- 2
BIRF R~ 22D BERMEERICRE S a o720

T, HERMETERICBT A I 7 a7 4 T VORENE
MABb N b o7z, ZOMEX, B fibrillin- 1,
2DFTNI v T by ATHERHETE R A4 %
5T ENMEIN0T, B fibrillin-1 & 2 (35
HERICBWTH L L) ICZE bW THEWERHIETEX 5 L
I TW5BY,

3. 747U (fibulin) 773V —9F

IIGAFUHNRIZAT AL TINTH>TIHELY Vvt
FUFT—BILLoTHBEINL. T NHBHMERHER R D 2
A VA=) =DEIIRZE. L2rLINsD5T2F
TSR S D 2 L 3w LSS 5 ik
KXo THLNE S T2

e O IIREM O RIS 2 H -Gy v 57
BEorsu—=vr¥s7adzs bopc, EMHIRIC
W BHT A4 0770 ) H Y FaeRolF, DANCE
(developmental arteries and neural crest EGF-like) & Zfd i}
72”. DANCE I3 ] % fibulin-5 & & X i£4 % 2%, fibulin &
BB O fibrillin 2 13 &L PIOBIET 77 IV —=Thb, F
7 MR 7 > 28 27 B @ fibrin & b HERIFR 2 O THEE D
YTH5BH. DANCE BIZTFRIEI T AZEL L TAHAB L,
D75k, Mixhl, RO LEvs72, Hizhdl
FOEALTAHONS &9 EKBIMEZR L, ZOIXTAT
35 OBERKEORA LA SN, Th)s LidoRH
FOBEKNTHLEEZ LN, T74bH, DANCE (&
PEASHERS A D W 7 VN B TH B E VR B.

724 DANCE AP IC BB R D725 5 H. K)§
FHE SR 0 M6 I 75 35 38 U MERHEAS T & e Wvas, ) a
¥+ ¥} DANCE % ¥ /87 Ha2RHHIIR Th < L
PERRHEATER Sz (R 1). DANCE ¥ ¥ 2827 HIC k- T
IIRAFV, YVIIEFFTF—E, fibillin 2 EDFEH L
EbbRrolz0OT, N5 OVERBMER S 713 80w
FHETHHRIL TV 5B L DD DANCE OB 7 LI I35
WHEE LTH—=HF A XENBRVDOTH S L HFSNIY.
VWP ibE, DANCERZRY Z7F VAT ELTTIEZRL
F—=HFAF—=5F & UTHERHEERICES LTws L
B25.

DANCER FORIZFAF yEHALTZEDIT L
NR—varvzE#Essze, 37074 7Y NHEETS
ZE, AOoDYINEFF VI —ET 7 IV —D)HL =Dk
WAETHZENINT TIZbA o7, DANCE 22 55
PERRAERE R T 2 5| & A b8 TR 22 285 L T v
LZOTRBZVWNEEZTNDLY,
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SRR AE
(T 5 RF U HHE)

2) DANCE h'3 % iR%&

1 Y 3aY¥EF b DANCE IZ X 5 i HE Tk o5 3
A. b NEHESEMIIE O MIEREFEICY 2 ¥ F ¥ P DANCE 7 Y S 2 B RINT 2 &, VD9 AF Pk Tl T 2 RS K X
A, 2ok &)Z72DANCE 7 ¥ /8 7 RIS MHEC RAET 5. B. DANCE ¥ 7 F V4T & LTTId R <, M RHERE 51
BX—HFA AT 50FLLTiEE6L.

Fibulin-1

O 0O mw >

Fibulin-2

Fibulin-3 / EFEMP1

Fibulin-4 / EFEMP2

Fibulin-5 / DANCE

Fibulin-6 / Hemicentin

48 |g domains
Fibulin-7 / TM14

G2 nidogen R XY

O Ca* #EAMEGFBRAT Y Fibulin-type module [——"""] Cysfree X1~

Insertion ®% % N . . . N .
D 7 gab EGF R R XA v @ Anaphylatoxin KX > I Cys-rich KX~ <> Thrombospondin type 1 repeat

3 von Willebrand factor KX > Sushi KXY

@ EGFHRX1Y & Immunoglobulin C2 R X% >
2 fibulin 7 7 3 ) =T D F A 4 K&
fibulin-3, 4, 5 2%FI2BLE > T 5.
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Fibulin-6

Fibulin-1D Fibulin-3
Fibulin-4

Fibulin-5

Fibulin-7

Fibulin-1C

Fibulin-2
X3 v b fibulinl-7 DHINVKF TRM KA A VEFH (fibulin-
like module) DFEPE

fibulin 7 7 I U —@ANVKF L ERBI207 I JEBEORS
(fibulin-type module) (ZHWMEAH 5 Z LM TH 5 Gl
COFAAL 2B T fibulin & LIENTVWBE EITHB). b
b fibulinl=7 ® A VAR F ¥ K45 120 7 2/ EEOEH O I %
CLUSTALW (http://clustalw.ddbj.nig.ac.jp/top-j.html) THEHF L,
ZDMER%E Genetyx-Tree V7 M7 7 # TR TchHo b
L7z, $RICEAI O fibulin-3, 4, 5 % AR CTHAZ

fibulin & %4 ® 2 < 4713 DANCE (fibulin-5) % & % T
todhs (®2). ThS5EHINVEFIERBICM-EY %
boTBY, VT ARKAEMEGFEE N X 4 v 2 #E
boTWALEWVWHIHEHMAEH L. ZTOHTYH fibulin-3, 4, 5
BRESIPPESTBY, ATy AKEYEEGF R F X
A VOBBELTHY, HVEFIERENAL OIS
RS2 (B3) 2k, Mo fibulin & 13874 - 72
BT 7733V —REELTVDEEIHIICRZ S, fibulin-4
BIZTFRIE~ Y 2133 & A EHEREZEN S, FE%
1 A CERMZEICE VIBATLE ) 2 EhHE shiy,
fibulin-4 ASHHERRAMEZZ 1T T S MBOBMEDO T D E L
TVBEONEIPIXELEHLLTIE RV, Ll b b
PERAHEZEC B L Cld DANCE & #7 % WHDO R E % F 72
LTWwbElnz s,
fibulin-3 MT-RIE~ 7 A%, DANCE X fibulin-4 15

TRIE 7 AEETERWDS, RIF 0 BERED B % X
2F 2 EePMESNTVEY., LzA- T, fibulin-3, 4,5
WFHEWITALE > TIE W25, FZ 8o RHE T K 12
MeDkEz2H-THEN, BVWITRIETEZ0WbIFTH
L5, IS fibulin 777 IV —FNEFRLOEI-5E&%
B e, HERHEOMAY CTHAHRT 28 THD &
EIbNb.

B AL, fibulin-1 BAZ TR~ 7 23/ 0LE - M
M DHETS & % - CTIREZRIE & 72 248, BVERHED 281X
WY F 7z, fibulin-2 BT RIB~ T AR &
FLOHE LTRICEERROD o Tnin,

4. TOMORAF

PR I 207 0 TYNVERFET L Evwbh b5
TRMWICHEELL D DD, D% THLTBP (latent
TGFB-binding protein) 7 7 I 1 — IZHBRZE V. LTBP i
fibrillin E A LA —=/8—7 73— ZBTHKREL S ¥
N7 BT, NG latent TGFp Z /&35 2 L12& 0
TGFg < MV v 7 AWITATHEME R IR L, LERE
XIZFEIHH TGRp #BETE S L9255, & w9 &l
& B. LTBP-1,2,3,4 D H H, LTBP-2 i3 M fi#E & 4t
RAELTWS ZENFDRI2HHEHIN TS, LTBP-2 13
ZDHI LT latent TGFp 2 #E T2 2 LSTE T, @
ZTF R~ ADWEERMBIETH 5 720, BHERMEEK
BT LEENIAATH - 72, FH O 13500, MEsET
OFERMEER T v & 4 %% H T, LTBP-2 2% DANCE
DIZATATINVENOLEEZI Y AL LTWVE D
Lv, Ew)F—F %2327,

F 72, LTBP-4 #BIx TR~ 7 2130 & W o B A
oSl RoTED, MABIZAS ZEFHESN
72 ZNASTGFP & B4R % DA, LTBP-4 O KM D HE
BICED3DRONIEEZbho T,

5. 8 b U (I

BRI ZUE SN TRBIE L T b 720, A b2rmr
ZEOMEE LTHNIZL L, Z DL D5 T O BfFA
BNUTEX-MPH5. L2 LEBEETHESY T AR BB T
I FT LT, E)RLMOGTHLELD P,
WA EZAHETIEE SR, IhoEDLHITL
TE6 0P, &) —EAFENLFHRIVERSTE
DT LN T 2LENHLTHA).
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1. LI (NODERE S-= AOVAE)

ML P RERII & 0 I T3 5 % itk & & 2 B2 Ml Hi ok
S AAE R 7 (EDRF) 253 SN T WD Z &M
SN, ZOIEAEP—EILEFR (NO) THD I EANEH S
M, NO DPMEARNOEIRIEZICE b > TS Z EHH LD
Lotz ZOH, LT IVXZ V% NOICEHRT HEEET
H5H NOAHEFZ (NOS) DFERICLY, EERNICBIT S
TEHIZZEWE & L TO NO O AT SN2, J —X)L
W E1IE 1998 4E, NO OWREMFIHO M X 72722 T7 7 —
FIY b, A7FBELT FD3 AT =NV - K
FERERG L.

Z® EDRF & LTD NO OHelE, X7 7= VERY 7
7—«(aﬁw«Aﬁ_Noﬁ%aﬁé:ku;DGc
BT B ETHBEV) DREFHTHS. Lil,
ZDOHOWIZET NO IZIEFICL < OAHNY, HEMIER D
HDHIEIREIN, GCOHEAZ - 72058 LT LD
GC 2N T BRI E NODIEH AN =X 2 03H 5 2
LAVRENT:. FDH, NOIWLB T VR EDY AT A
VF A= NVEOBH (S-= bu Vi) ATNO OEBREE
DAHZALTH DI ENRP SN, ﬁﬁf@’@&—
PaVALIRERRIC, AR Y VNI ETEDY VNI
BREZHIM L TV EEZLNTWEY,

2. GPCR O #

7 Il BB 2254k (GPCR) &, ZO% 0@ ) 7 [nl#l
fufiz B4 2 E 2 o BRO I NV—=TTHY, %
BREG Y VNV HEEEND Y VB ERELT,
COGH U7 HEBMLTHBNICEREZZET S, 72
72, GPCR DIEFEIZ G & ¥ N7 HUMZ B L D s v
7 EHBGT BIERICHHMEREIC I VEIH S Tw s
ZOREWN LD, 7TITZA MPZHERITEELTEZE
RAEEALL, G & v N B EE» B L2, G
7 B X B ERIZEDGBURIES N, £ 722 B0
Nl b2r SR RAT S 2 BB TH 5. ZOBKRIZIFEF
’?E;’F“ﬁ CHIE STV 325, SENIERZFHICE LD 5

T, BRSPS NILMESIH L T2 & 72w, G ¥
Yo7 EDREE L 72581, G protein-coupled receptor
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