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Structure and function of blood coagulation factor XI T it o
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ORE XIAFIIARRTEHSAE2EFOEY > 7077 —ERiRIETH Y, IXE
FEEMHIET .

@OXI AFDIiFEEEIL, “cup(EU>7FOF7—ER A1) & saucer 4 BDT v 7
IWRAA D) #ETH Y, EHLICHEODR A CEICAZ A TPRNBREKRIES 3

OXIAF® 2 E&1E(E, () XIRFOMBAIICEH T B, (i) XI AFOEMAE,
(i) Xla AFIC & 2 IXEFDEMEL, (CHETHSFREEISEL.

@Om/MROBEBER A SHEEINZRY Y B, XIEFOEEHEEEL TRER
EX=CREFEHIET S.

G®rOYEVICED XIAFOEEEIE, XIHFREEREOHMIESHHBETS. K
JUYCBEEER VEFIE, ZOEHEREOMEIETFE L THET 3.

AN 3 s N
. BEROBE ERNIX KT (FIX) BLUCXKTF (FX) #

wmELT 5.

FEFER L, SHASR (extrinsic pathway) & NI —J7, WIKREZ, BYEEAEICHES L2 X
% (intrinsic pathway) (ZKHlEh3d (K1), 4 K+ (FXII) OwEMfbick->TEREERS. W
KRR (TF) A Miic@Z 4§52 & T PRI FXIT (FXIla) &, @9 F¥=/—-"r v
Pt XN 5. TF o VIIIK ¥ (FVID) 7= (HMWK) %47 U CBaMEEmi FIcigiE < hz XI

EEHR FVIL (FVIIa) &f54 L, FVIIa-TF K7 (FXI) WML 5. ZhooatidEmE
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PE H(intrinsic) S F(extrinsic)
i MEREORERIRI
21 (ead (rad € 1 EBTFORH \
UL W () .7
Crx) FXla FVIia @
7 X D/\‘
@ FiXa FIXa @
{ FVIIa )—>‘
{ Fva |
@ FXa
@D
N
Fbn Fbe
;8 (common)

1 BERH 27— FRIEE XI KT OMES
MR (R luf) FerEfi&m SRR (#EHao
D) (2R 7 (TF) OMm~OBH THEE XN 3.
MR IE IX K7 (FIX) % IXa K7~ (FIXa) &G
LT 3G TAFL, ol (FEaolsfs) T
vEv (a) 24K+ 5. XIKT (FXI) 3AKSRT
WBhed 2 4 v E T, WHEMFXTD (FXIa) 238 FIX %
WM b $ 5. FVIL, VIIK 7 ; FVIIa, %5 %% FVII;
HMWK, EoTF=/—4 v ; FXIla, W&MR X KT ;
FVIIa, @PER VIIA T FX, XK ¥ 5 FXa, 36MH
FX; FVa, iiMRI VA5 I, 7w ba v ¥V ; Fbg, 7 4
TV =Y i Fbn, 74 7YV

AT T 5O RS [HE 1 36 2 3L
EMREh A, R L 2GR FXT (FXIa) (13,
SRS D FVIIa-TF & FMIC FIX % 3oL
LTChayYEyoERICES.

2. FXIICHBITB& RN X 1 2 DOHEE

FXI (EEK) 13607 73V BIEEN SRS &
Ny 7us 7 - YA TH D, 45T & 160kDa
DRE2EEE L THIET S. FXIDHEKIT,
B UINSTBLNLTTLH) 7L A4V EEOH
R 2R, MidEdhicks i 3 FXIOREIZ 3~
Tpg/mL, FIRUNZ 52 K TH 5 V7.

FXI&, NRWH LD 407 v 7 (Al
~A4) FAAVELIOE) Yy TuFr7 -+
(SP) FxA vrblikshTng (K2)Y 7.
Al~A4 K x4 »iE, PAN (Plasminogen-Apple-
Nematode) TV 2—L773I)—=IZBLTED,
EMALHR TR & v 82 B, WA T O RES
Wil hoTnd (2. iz, AL F A4

BEAMUISHEETRVAVE

*HMWK *HMWK *A/SU> «FXIla
“Tla «GPb
«FIX . 60TEE

¢ A1 A2 o A3 o A4 ) TRT7—EF A

——tn—

551 607RE
C oAt A2 0 A3 0 A4 bj-. ) InFF—ErEAY

16% 9% 14% 15% A 32%
STOERIBIH2EE Arg369 T 11e370

FXlla, FkA~E>, FXla

E2 XIKTOF X4 ik ihe
XIKFE, 7y TEd ¥ 24y (A4 o Cys32l %
L7 S-SHEAT2RHKEZKRLTWS, £/, A4
A4 vy vTarTr—¥ A4y (SP) OMIZH
% Arg369-T1e370 #&% & A 0§ A XTI K+ (FXIla), b
vy, £73EMEMXIRK Y (FXIa) THRE IS
&, XIRFREM b3, FBEET 9 TR A4 v
IZHA T2V VR, TRIEIZhAZCICRE SN2 XIH
TORERIZTEE A4 VOEROHEERL T
3. Ak, 2ZROPIIZ SO E - —fHERY ST
SO R 2 EREEND DT, KhOZEEROHEED
HEHF 100% 1% 5 2. HMWK, ESaTF=/ =7V ;
IMa, v > ¥ ;GPIb, Ifi/IMihEs > S2E1b; FIX,
IXKT 5 A1~A3, 7y T LEI~HFE3 F A4~

ik ra v ¥y (FXI OREA A3 5% 45-
70) & HMWK (3%3 56-86), A2 F A 4 v iZik
HMWK, A3 F x4 v i3 FIX (5% 183-191)
RN BE 2 282 T (GPIb) (% 248-
263), ~/31) ¥ (BRI 252-255), B LU A4 KA
4 VIZIX FXIIa (3% 317-350) Az hZhiss
4%, —J, FXIOSP F XA Vi) TV
R, WML A2 M9 % 7 3/ BRI His413,
Asp462, B LU Serb57 TH 5.

3. FXI O {kEE EEHEICHS
KA A CEOKXE B ZEVBERNK

FXI D A1~A4 F x4 1%, 90 £7-132 91 oD
TIVBEENERSE Y. Ty T AL VI
7KD B DS FIATICHA T WY T IRD Y —
FERBL, 1RKDaN) v 27 2082 — DM
i (@02 ZTDHRAYINA BT IZHE LT
%5 (R3A). Al F A4 & A2 F A A VHHEIC
08, 180° MEZLTA3 F X4 v & Ad R A~
VA TS, FORE, A1-A2 & A3-A4 i
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ﬁg Cys321 (B)

Pt %

X3 XI KD AkEE
(A) 7o FE1I~8H4 F A4 (Al~A4) O kK
¥, FNEFNOT 9y TILE AL VIZTRDRLEE 1 ARD
a bXBATHEREINTED, 4HO7 v FILF AL U4

KCFrmEEE >Tns., B) k)Y 7Fuasrr7—+¥F
A4 VOSEREE. ) vy TFu T T =X R A4 VGRS
WELTWAS, (C) XIKTFEko vkl )y 7o
FT =¥ P AL VIZAI~AL FICRBELTWBZ Eh 5,
XI KT 2RO#EE I “cup (XD v FaF7—E R X4 V)
& saucer (A1~A4)” Iz 52 EnTx5. XCHo
HEOWMIE, 74 VAL —-TREERLT05

WARATIZ D, ZhE 4D F X 4 Vi3 Pk
HWE L5 (R3A). FOHFRICITAE BEA
MEREI, ERNT IV BEGHRET I 7 BH
#ghL T3, BRIROSP F x4~ (K 3B) &
ZOVHED FICfiELTWS,. LEd-7T, FXI
DVIEKEEZ, SP R AL YET——F v T,
Al~Ad F A A4 V& ZOZFIIZRA. T “cu
& saucer” HEIZK > T3 (X 3C).

FM@Z%WI HWEAAD Cys321 #/0 L 7=
7 S-S KA TTHAS L - A & 5. 20
ﬁ;%@%%ﬁi@ﬁm%aa74/w Fk
L—THEEZLTED, 2&8KIZ70° OAET
DNV FHEEL TS (K3C). %
7z, 2 BIADEKIZIX Leu284 , 11290, B &LV
Tyr329 % &L HAKKEA R OHEKD Lys331
EFOHEIRD Glu287 DM TR & I 5 FFE kG
SERVETHE Y. ZDEkIIZ, FhFhOH
BIKIZ AL F AL VY ETTHWIERL T3,
FXI WG 26, ZhZhoBERiD
Arg369-11e370 f5 45 DR E KR A 2, TN

S-SHEETHIINh - 2 KgH 4 v so e k5 (A
2). 2 &It A4 F 2 4 » D NMR I K& 3 @

T, XS aiTECIE SN2 Ad R XAV
R, CRIEEBIZIAD a NV v 7 2R 7=
R XN T2 20 NMR OFERIZH A,
xﬁ¢ﬁﬂﬂ&%@%ﬁwﬁﬁm B AR &
D, ﬁﬁméhtFmafibx4/ﬁ'k%&
2R b, K avoss b sk
%5 ZENHEMIZE N

4. FXID 2 EFBENESR

FXTi34E 2 R %2 L T % fi T EEb
KTE®-ES5TOBEH, TOEHIZIONTNLD
PHEDN DS, %3, Phe283 4 Leu 2L T
W5 FXI R T B E AR 2 Mg IC S/ L

THWEhrnwZen»s (F&1)77, 2 Bk
HRENIZEB T 5 FXI R X7 F RO KN E /=
AR IcEE S b 5, kiZ, HERA
OWEMLERE T 2 BRI R TENZ &2 5,
2 BIAMLIZk > CFXla N LS ML h b
ZenEZLENS Y. Wu bid, FXIWEMELRK T
DR HOHEERICHEA LT, OB EARZ S
FBE0D b TV AT LR A B LT 5 7,

Smith 513 2 RO/ O ANFEMEL Eh 7z
FXlaZ[FE L, 2w & s IcimMEibshk
FXla & XHI4 % 8K T 1/2-FXIa & &4fHF 72 7.
1/2-FXIa X il 4E h T2 OfFENHER 72D
T, EE[ESRO RIS B 2R FXT i,
1/2-FXla B ¥ E &2y 7fi»E Lhkgn,

1/2-FXIa Ti3, Eﬁmberux¥EW‘ﬁ
%l%%#% L, WL Tuv 3 HERKIC

%éﬁé%r»#%zéhé.%%lmh
@%ET%%HX@,DHT@&<FMﬁ&@
HAEET B Y. HEMIZ, GPIb 3 FXIa Tid 7
SFXIDA3 F A4 v EMESTS Y. MIMILET
FXIa 28 FIX 3L % 20 & 5 23R 72 28,
1/2-FXla DEF4A % 2 5 LT, E - whibhKr
& FXI & 7213 FXIa OFEA MO 255 T SRR,

5. FXI RIEBIEICH T2 EREBEERE
FXIRPEGENL, ZOERBBMED I8 B LOII
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RizkplEehs (F1)"”. 1AUZ FXI OHEE
BETELLLRBIFLEAELWRZIET, FXID
WG, 204 73, -1 (FXI OEARK
KT), [-2(FXI © 2 AR EARIZ K 5 5K T),
BLU -3 (REHEA L IEHEHEAD 2 Bk
IZ&B5WHMKT) IS5, —J, AR
FXIOHEENIEH TH 21282 0b6T, i
PN TREIETH . 2D X4 71X 1I-1
(FXI D PELRE) B L2 FXlalck 3
FIX OWMEALERE) 2 h 5.
FXIRIEREICB T 24 RIT, S 24 VI2h
MLTWw?3 (K2). £1FIHXRZIEE 1155
THESEIZOWT, ZREEBMARL 23D T
H5 VY MM FRENETIE, WK TH5
HMWK (Gly155Glu &5, A2 F x4 V) R/
Bi (Ser248Phe ZE%, A3 K A 4 V) L DHEAILT,
BXUOIETH 5 FIX L OFEAIKT (Ser576Arg
ZH. SP F X4 V) % FXI O E- 1R
ICHEEAERE S ATV 5.

6. FXIAHEEFELTO A E DEEM

BEERH 2 r — FHREA R I TLIES LD
B, FXIla 2R % FXI OWEEALIA - & & 2

SNTnz="?Y  UaLl, FXIREEEIH S
FErE O W IMEIR 2R 9128 22 b 69, FXII R
RE I MEm 2 R S oy, F72, M4EL Y
2L A4 VR HMWK 7 &, KR EEE e 1< B %
T 25 T ORIAE & FXIT & [alkk 1 i
EREZNVWTENS Y, invivo BT B FXID
WEYEER 13 FXITa DAMC R FIET 5 E A 5
ni-.

1991 4F., NAELREI " 45 X UF Gailani & Broze"
J, P Y EURFXI #WEMEd 5 2 &M
L7-. %72, Jutoryeryh»s by ErAD
mHLERECTEL S A4V bu ey FXIL &
WHibssZ2enbhror". 27, torye
YV HMTIE FXT OFEMEGERE KL, by
¥ AVEBR R RE ALK 0 & 5 DR S
»H 72, 2010 4, Maas 5 13, WHHER V K- (FVa)
Nhuayeicksd FXIEELOHiBEF <&
HZEHaEMLET. ZOE, rtoreuyn
FXI WM b U, FXla ' FIX OEMALZ8E T T
PO YU AT ST 4 — oYy o KRS
ERANTERZZEDEEZ R (E). X512,
FXIa & FXI # B LT 2 L @i E T 5
®1BLUE2) WY,

£ 1 FXIXRERED 7 E K

IRAEARE DY e AL FxA4 v LIS BT BRI
I BUUR ZiE 1 Glull7” A2 I3 % FXI OEAKEDIK T
2 Phe283Leu A4 2 BRILDIK T & 2 fifast D 53K T
3 Ser225Phe A3 ZEEI L EFERR ) X7 F RO 2 BRI & Bl
SN DMK
T By FE FXI D5 (L2
1 Gly350Ala A4 2 mIKMEDOALRIZL B FXID 7 ¥ Z1EME L D BHE
1 Gly155Glu A2 HMWK & DFEAKT
1 Val3711le SP WML — T D%
1 Ser248Phe A3 M/ & DFELAE T
FXla 122 IX N7 OGP L2
2 Ser576Arg SP FIX L OFEAIKT
2 Gly555Glu SP  fiEERAL L O E M BRI O 2L
2 Thr575Met SP Ser557 & OH L WWKEFEA DI
2 Pro520Leu SP FXTa OISO

FXL, XIKT:A, 7y FLEAL Y SP, ¥ )Y Fus7—¥ R A4V HMWK, &5 1F=/—7 Y : FXla, W% FXI; FIX, IX K7

72 BT S ST EDT 3 RikdEE 1 L LTRL L.

7 3/ MR ¥3 Human Genome Variation Society 2M{E#S 9™ % #7012 L7248 572 (http://www.hgvs.org/mutnomen/recs-prot.html) .
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7. FXLEMHAEICH T 2 EENREEETYE

FXII OIS TR EM I E R BE L S h
2V in vitro DI TIE, HIT AR ALY
v, LIV VM EDIFERYE, LU
L RNA R L BEIRE, & v /8 2 BHEHEK, 1
BMas—»yy, Va3 sy hrynlnt
RP'E 2 FXILWEPE(LRE# & D, Dk b, FXII
DWEALICI/ M EETH 3 LfEHEh Tk
0 VYR A BT B P A FXIT O WAL

IZBRT B PR h LY.

AV VBISERE) VEEAESEIRISRES L 22R
)~ =T, M/IMIOEHEIIZ ORGSR 2 & 5
LYy hAF VR ADP, ta b= b & ITk
WEhs, BV UEE, NIEREERE GO,
BRIAROBIE, KT 4 7 ) VERHEDTERK, &5
S A RS, BEEIEER & LCEE STy
%. 2009 4F-, Miller 51, ¥ ZEF L&\,
R VESERNT G EEESRR F = VRO
fLEERESTZE®ME LY. X5122011 4, K
DY) VBEEFCTFXIA Py ¥y 7213 FXla
T LE 3 Z e hr >,

RV VRO EEE R CHREET A FE, 2 ORI
KEFEETH B ™. G2, MEM»ELET 58
V) Vg BE~BTEO) Vg IR
WNIRRIEMALRE A RS, — 4, HIMRAEGH
%K) VB (60~100 DV v EKE) 2EON
KR MEALAEE, B8R Y U v (1,000~2,000
o) Vg OBTHO—FETH 5. KR
WZ ez, VIR (FV) O/ K 1-7%
4 vees— (TFPI) O#E, twrevic
&2 FXI WML A &R TiE, MMRHESER
V) VERIZAEIHR AR ) ) VR & A L
LTH B, MUMIHROKR) ) VERIE, HNIKRO
WAL E R, ba Y EVERDT 4 — K3y o
FEREIC KD ESBRL TS 28 Lk,
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