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Autoantibodies to BPAGle trigger experimental bullous pemphigoid in mice
(BPAGle lcxf 4 2 HAHMKIZ, ~ U A THEBRO 2 /KEHEBERBIEZ5 X 3)

(NBEOER)

Tl Ay

AP K JE (bullous pemphigoid: BP) & HEICHET 2R DHEEOSHWVEC
M KEIE CTH D, BEFEFEESH (dermal-epidermal junction: DEJ) O~ 3 5 &
T —LH X7 ThHDH BP180 £ X U bullous pemphigoid antigen le (BPAG1e)iZ %t
THACHEREAIN, DEJ BESICR 2 2 &L THBEBZA L, RE T KIEBEEK S
5, L BP180 Hilk D % < 1, WEWAEL X > X7 THh 5 BP180 O fll i #h 81 & K1) & 4
5., —F . BPAGle lZTfMilaN % > X7 ThH Y . it BPAGle FLIEDHEEEIZ DWW TIT R
AW RSN Z W, 2O Tk, BPAGle # {5/ & 2 EFW BP E7 L~ 7 X & {E
L. $t BPAGle iAW EMEEZ M+ 2 &2 HWE LT,
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O BPAGL OoRER2H T/ v 777k (KO)END Bpagl KO ~v A%, 4£#% 1-2 8
MTYVAM=TIERICEVIETT S, £ 2T, CreloxP &M fF& B THIBRY AT
LZEMiH L T, Bpagl Bl 1+D KOBT7r 7 F 2 5 BT LREZMBPTOALEL D
Bpagl =27 « v a7/ KO (Bpagl-cKO) ~v 2 %&Ek L7, Bpagl-cKO ~ 7 A
DFREMALT BPAGle DHBEN KO SN TWDHZ EAMRETLHAHIC, A5 Ty
MR X UOREEIE T 21T o T,

©@ Bpagl-cKO v 7 2%, BPAGle ® C fli# 4y (BPAGle-C) # » /N7 T 3 [EI M L -,
ik 2R T 2 &1, ~ 7 2MiEE L O BPAGle-C ¥ » /37 % i\ T ELISA %ﬁ
> 77, j’ﬁﬁﬂﬂﬁ#mﬁ*@f_v'720)H+1"Hiﬂ’775:ﬁ77£7'7?<'C3?)é Rag2/~ 7 AT
£ (adoptive transfer), fEBFHYICREB L L7z, 72, BP %Eﬁi?ﬁ.ﬂﬁbf:vﬁx
o RJEAZBEL . MR J‘ﬁﬁbfx_o

@ BPAGle # /87 8 X O BPAGle-C # ' X7 kT 55 EEMEEZ AT 5 412
T AMEEHANTA L, Ty F&EITo T2,

@ $T BPAGle HiiKIC X B2k EN~ 7 22 BPRIERZFH R LI L 2 MR+ 5 4
(2 .BPAGle-C ¥ > /X7 THE S ¥ 72 Bpagl-cKO~ 7 2O ML & Bl L 2 Bk %,
E‘O@HJ&H}H@% Rag2/~ U AZFE, RIS EBIE LT,

® BPAGle IZXT 2862, in vivo TREZ FTKEEZBIET D02+ 5212, BP
BIEIR 2 4 2 Rag2/~ U AD Mg %, C5TBL/6 F/EW ~ U A DHFMIT R FIESH L
(passive transfer), R EBI L2 L7z, 48 KR I 2 8l LA IC L MFT L 72,

©® BP HRIERFIEOFHKE 2 1~ 5 %12, adoptive transfer %12, Rag2/ L > ¥ x> b~
UADYEEHKLIEIEE ST T, BIEROE(E KR LI,
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D Bpagl-cKO v~ 7 %1%, yxh:?ﬁ%%féf%%ﬁifﬁﬂ“f%oﬁo4A/
Ty b RERNEOHTICE Y REMEIZE T S BPAGle BELOH K Z MR L 7=,

@ PUREAZHRT 551217 > 7= ELISA TlE., ®hE# O~ 20HEMIZ. HRErE
AR LD LAFEICEMEZ 72, Adoptive transfer TIZHK 3 E D~ 7 &
WH, B, BCEESSOLAZRE Lz, BEMENICIIRK TKENAZ L, DEJ
h@G®%%%wbto:ﬂ%@ﬁﬁﬁBP@ﬁ%%ﬁk*ﬁb\M%MBﬁBP%
JEIZBE D LPR TH Y, BPAGle IZK T HHARDWIEEEEALZFF > TW\WD Z & &R
L,

@ A L/77my MZBWT, BP BRIERDA b7 Rag2/~ v ADMiEIL, BPAGle
NI LT R SF—~0 2D KIS L7z, £7., BPAGle-C # /X7 ~
OFREEEMEDL, LY ED U b~y ATHBRINLTWE, 20O & XV, Rag2/ L v
vy b~ ADREMBIZHFET D5 BPAGle ¥ > 737 78 adoptive transfer S i1 72
JELH I D FE AL 2 5l &2 2 L, BPAGle (T 2PN EfICEA SR D X 9T
RolmZ ENRENT,

@ BfimAERELZMMBAEBIE ST Rag2!~ 7 A% BP BEIER 2 L& 2o 72,
T BPAGle HiiRIZ, v~ U AIZBWVWTERN BP ##F BT 2 MHKN T THDH Z & 0K
SNz,

® Passive transfer Tix, BAMBENIC KK TAREN A 540, DEJ IC IgG O L& %7 0
72, BPAGle \Zxt T D PN, invivo THRE FARBEES SR T Z ENREINT,

® A~ VAR TITEEE L BRBENIFAE~ VAR THEICE2 22, AlE
N BPBIEOHERERDZ ER RN,

[&%]

AL TlE, BPAGle-C ¥ /N7 THE I NTZMMILZ Rag2/~ T AZBET 52 &
THEBRM BP EF /L~ A& /ER. $i BPAGle Hifk72 BP RJEIC EE R &% 2 B 72 LT

HZEEW LML, L BPAGle ik iZ, B @E M KBEIEREZLO = b — 7k
BICERT S EEZON, BHEECOWTITESRZB TH 7208, KIFEOMKENS ., H
BP180 ikl L 5 BP LT E 258 T U 5. §l BPAGle HiikIlc L 5 BP N fEHET
ZEEIEHL -,

HMINZ X7 Thd BPAGle 13V VSRR RIC Lo TR S iz v & &z,
BPAGle ZHiE & L CHIMASNICIRE T A2 2 L 2 HMIC. ~ W RIS S I29 8 %2 N 2 7=
EZABPRIER, HIEENAFEICEA T2 2B LE, ZOME LV, BPAGle
D AR 4 g R 2 A B O HUR I K AR A RS L, RIS BP BRIER N EE S - B L L
rEEbhd, AEEZS0YHNERNSMBEEEZSI ZEZ L, B ORERISZRiIE,
FHEFTDHAEEMENRIE I N,
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BPAGle @ C #2325k DEJ /&G LRKE FRKEAGIsEZI T 2L, B
EUSMEE G DAPER 2 BP REEOHE L 25 2 &AM L. 4 %0 BP OBEL
KESHGTHRATHD LBELD.




