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B 2-glycoproteinI deficiency : prevalence,
genetic background and effects on plasma
lipoprotein metabolism and hemostasis

(B2rVasasrA v IRE: Z0OHE, BEHYE,
BERHS L OBRERICE R 5EE)

FALE LN DEE

B2 71 2151 > [(B2-glycoprotein I: B2GPI = apolipoprotein H) 1%, 732 F B S0kD, 5O DN K L Hi%
(RAA VIV RERREIND Y VIFESEHO7 R REATH S, IIEESSBREZIERETSH
CHRFEBRTH DY VIFEFRERRICBNT, RGPl REEARATHETHD Z 2 NM5h TN S,
b2GPLIL, Z DKIZ0%N ) R OF A U HBEREEL, AN EIFERAMCEAES T £ 50T
5, URTOFA U N—FOFEERiE N5 D Y U RREER, B LDL A T3 &1
XoTRr 07 7= X 2RL LDL OARZIMHT 2 LW > EHRBIREBMLERANAIS TN S, £, &
BEBRERICH U TR, VU IEBATME O BRE RS- M /MR ERE 2 1§35 &4y J-anticoagulant & U T D)
e, BHREY CRE ETTO5 1 2 CREMHIT 5 &0 o /2 procoagulant 3 E 2 HbOEHDEEZ S
NTWBN, ERFBL R DB

B4 1L B2GPI DEARRNTOMEEZ X D L <HMRT 2729010, BEHBERYURE 2 B i i+ p2GPL EE D
BIE R EHL L, I8 X ER CHBERE B2 /20S124 0 Mg p2GP] EE 2 RIE L. BIE L7812
£ O B2GPT 1236 £104 £ g/dITH > 7228, D BAIITMEREL T CTHD, ZE2REETH D L%
AHNTz. P2GPI RBOBENERZHSNITT 572D, KIBHFKMIM X DDNAZFIH L, p2GPI 5/ L
DNAZRKT 58DD LYY > #PCRIKIC K D I8 L, DNA S & RE Lz, f532, B2GPI REAE T
B2GPI DNA D417 > N, cDNA @ 379%& B I %7z % thymine 73/R % L, frame shift 24 U TW 5 Z &A%
SO T, THILEOTTY CRIEIET RHERL TW i, B2GPI KEHFIIWHH & bRIKDREE
BTERZAELTED, B—RnEOKRTIL, RELIAPTERE, BRIEATORE TS D HERAICEE,
KBTI ERICTOLIEFICHE T L TR D BETFORINIT AP 7. B—REE, TORKBIAB IR
TN HEEE, F—RMEDBIVCZORRIIRETH > 2. FnE EBBICIIENERD . mERa
L 2 50—, $iERsh;, HDL-21 L X 5~ 11— )}, LDL-1 1 2 51— )1, apoAl, apoAll, apoB, apoClII, apoCIII,
apoE, Lp(a), 1 L 25 NWIZAFVEEEABEI OWTRHNLZEZA, BREORKBEB TR L R
F0—)b, LDL-a L XA 7 0—)L B X W apoB DEMNZE D EELRELEZE2EL Tz, native PAGEIZT
LDL D{ES Tl Z > TH D, IbRREHSIEMEICEYU LU ZZLTH -/ RRFEORBTHEEED®EE
MEZRDDDHTH o, 7HO—XBEXKE T, 3BEBIT pre-p /N> RERDE. BoRIREZEORR
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WETIL, BB IIEE, BREAANTFOXKETH D &l FE ISR, QBRI2ERICET, FRRHTSH . B
— SR ORI LIRS 232D T, BIEMLE, LDL OES T, pre-f /N> B & DICEED 5N7RP D7,
F7-, FERBHEF3LICBN T, —RERRRBICIRAEZRBD L o,

ki, Thymine379 K& ic & % B2GPI KB DMEE 249 5 BT, HIPREE®E Apall % fV) /- PCR-RFLP 1
BREN Uk, ERME, ER, BEE, ERABIUCRM 2207, BUE, SEKEOLNER A 22241200
TR LI E T3, 144 (63%) BINTOREBHE TH oz, REXRBHERFEDISM o7z, MiEL2GPTREN,
JERIBETIE 243199 p gdl THBDITH L, NTFOREHE TIL 8631 pg/dl L HBITEIETH > /= (Mann-
whitney's U-test, p<0.0001), #21 L X F10—), #EiEEs, HDLO L A5 0—)), LDLa L X 50— )b, apoA-1,
apoB 3 X 0 Lp(a) BEEIZE LU CIIERIBHE LT ORBEDRICABREZRDIP O .

F7, BAREABILAK ONTEETFHZRS LU /ZEZARBKOERIIRDZN /2. BEATBNWT,
Thymine379 DRI & 5 P2GPI AF 0O RIEH OHEE T HERR WAL, BATIED S iz, Pzl Ed
BOTENTHDEEZI LN,

ZHETO invitro DRETIE, p2GPI IIIEERF# H 2 WITEERICEET 5 Z EARRINTN S,
B2GPI KIBR R I BT 5 58% DB T, B 5 HxfUiesE, Ml CIFEAHRAF OEZEORRE & i3

ERNEEINTWD, 2L, 2h5 OBED D BIAMERLFEWN2E DX b L ARICHARSE 2 FHE L 72 Fl
BEND &, e KEE AT 2L OPEEEZREL TND I &M 5, IBED KM ERRAT L7385
AEEIIEETERNEEZ SN S,

AHE OB L DR T, B2GPLUREXEE 3AORERMIT—H TR, B—RHEDOKRIHLNL
small LDL 03802 £ > & gt 5 v B E 0 BRLCB IR L 2 RBT 2 5 D TH DM, BRmE I FRO
AR B NN T E0 5, 2N 5O REF R B2GPI KIEOHE BEOKR Tlaizn alaetk 2 s < B —Rind
DORRICBNTIL, BUE, B, SRR EVIRERHMCEELEREILTH S REREZ 5N 2.

X1 ARSI EEEZ 52 2RTFOE 2HR LT, X0 FMRN 2R B8, B2GPI AT OREE T
HHE AT Hols U CA B s p2GPL BE DK T 2R 0 - i lFERHAOH S Nz R ETRD 5Nz
Mot B2GPI MAFDRIBHFILHSLNBEBE THRMCIHERMICBITBEHERZL S SalHEk L,
B2GPI DB RFIC & > TEHERRBZRFIEVWAIRENEZ b/,

ZD &SI, p2GPI XA, BT IR BRI L IR, % Wik O EBAERET & 1373

5 VETHEMNE N EE Z 5 NEH, CRETICRE S N4 BIOBEDSEOR L DRED 5, &lEl &,
I3, BER R, WM &, O RBREAFREET 5546, TRNBBRETFEL TS IEBEASND,
B2GPI REBAIEERBI E0 LS KEET 5H, HEVRBRBILOEREFTHEPHLN KT 272D
i, LD KRR SN E S B,
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(B2rvyararAfyIRE: COHE, BIEWER,
JRERHB L OBRERIZS 2 2EH)

B2—glycoprotein I (B2GPI = apolipoprotein H) &, 2F&# 50kD, 5DD KA1 > 5
A5 VIEEHEHEERTH O, MieE S BEREZEERETI2HCRERBTH S
U ISR R B B EERECHE TH S, BGPL Y, ABMICIIEICISE AN
WKBETHEEZSNTHY, URTOT1 2 UN—EOEH e s50 b 71U+
U REREER, Bfb LDL EMBT 5 Z KA MBIIRE{LIERM SN TWS, T, &
BRI LT, U BB ARF M OBEEI RS /MR EESR 2 9% anticoagulant
ELTOfMEE, 771 > C ZEWHIT S procoagulant 2B EZ2HHEHDEB XS
NTHDN, AHIZRDBLN,

RGPl DiRE%E & VERY 5 721, BHIBERIUAIEZ AL, BRER2HZ2 VAL
A8124 DIiFEH p2GPL BEZREL, 5> B2RIKELEREERD -, RIEFZFD DNA E
FIERE L7 E A, B2GPl R T p2GPI DNA OF4T 7Y > A, cDNA ® 379%
BIZH 722 thymine #3R&E L, frame shift 24 U Tz (2GPL Sapporo). HFH—FKHK T
12, FeSE B L OFBLA A ERE, BEIIAT ORETS 0 BRR RS, LB
PIZCOLRFISET LT, B—5E, T ORRIAB LRIV TN bBIEET
HO, A ERBICIEMNEZRD ., BERBIIOVWTRILAEEZA, BinE ORI &
BETIEEA LV A570—-)), LDL-a LA 70— )V BI K apoB OEINEE S EHE LB
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If%E % 2 L, native PAGE 12T LDL OEAFbZ 4> TH O, IR S IE M E (T8
BILEBLETH T, BoRKE TR, RSHIIFTRETRE, BEMATORBTHY
B ECTRE, REIZ4A2BEICET L Tz, BB B ICRERICIIHA S MR EEAHR
BWIIRDEMO T, £, FERBEHZADRERERRE CIIEERRE OFEZ
BT B RZRDLN T, \

KIZ, p2GPI Sapporo 7 L IVEKRI T 5729 D PCR-RFLP {£2 M L /2. IERIE,
AL, BEE, BRERIXUCEMZRD T, BE, EHEFEORVEEA 2228100 THR
HLEET S, 6.3% BAFORBTH D, FERBHFIRDIEN -/, ME pGPl BE
13, JERBED 243+99 ue/mlIZH L, NTFOXREE TIE 86131 ng/ml EHRITKME
THotz. BaAL A7), PR, HDLO L A5 0—)), LDLa L A 50—,
apoA-1, apoB 3L N Lpa) BEICE L TIIERBE EATORBEFEOMICEREEZR
3, B2GPI AMERE THAMTIEENRBC BT 2R EREL S B AREENE 2 51z,
¥/, BARE A13141Z p2GPI Sapporo ZRITFZDEN o 7z,

A B DORFD 5 13P2GPL RIBASE B MLAE < M A2HE DB 5 M IERKF £ 13 Wh 2720,
BEDOHEITHNT, 2GPl REFRICEFMESCMBEFNEEL TWIl &P, /v
7Y RRIATBNT, BIEWHEATN TEIREILOEBZRO I EORENHD LD
Hbe, TREBBERNT ERSREEDSE X 5N,

FERIR T, /IREESEN 5, B2GPI 24 Lizhi ) BB PUREBER OFEMF, B A
B2GPI Sapporo A58 5NN EDEFE, LUK Lp@ 7=/ &1/, LDL EMAERE
BEMOBRELY A2 T 7 27 —2RNALENEDI DR DVWTOERNH /2. BT
NS 5, RELEACEENEEA TORBENRFZIT o N EOERNH O,
BRICEAEEN S, FERBEOHECKARERDVWTOEMAH D, SROFEL
LTEDARZRFRATL, AARBIT2BEFRAEORNEZTONRELQOIAS Y
Hol. INH6OEMICH L, HFER IR YICEE L.

T DFIE, f2GPl REBOBEEET 2O THLMIIL, TOHEES L UIFERHEHA
DEEBERMLI-ELTEHLLIMEIN, 5%, p2GPl REVEIRELOMBERRT &30 5
ENEMERLSNTTHEKRT, £z, NEBERFHRHZTIDEI X TERITLLD
DEHRFEND,

KEB—ML, 25 OBRREZS <L, KERBERICB AHBRCRERMIZED
PR HBFEENEL (B OFMNEZT ORI BREREZET LSOO EHELZ,
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