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Autoantibodies to BPAG1le trigger experimental bullous pemphigoid in mice

(BPAGle (x4 2 A CHiKIZ, ~ v XA TERMRKEMEERBEE LI S EZT)

(NEDELK)
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K PEFE K JE (bullous pemphigoid: BP) @ EIZH BT D2 bHEEO & WA O %
EEVEKIIE CTH D, BERFRESH (dermal-epidermal junction: DEJ) &~ 3 F 2 E
V= AKX THDH BP180 B X O bullous pemphigoid antigen le (BPAG1e)iZ xf
LZHOPENELESI . DES BMEFHIZ/AR D Z & THRNPAEL . RE T KEREK SIS,
PLBP180 Hiik D% < 1%, BEBAE ¥ 37 ToH 5 BP180 D #ll i 4 58 1% % HZ 1) &?‘6
—Ji. BPAGle IZflifla N ¥ X7 TH Y | L BPAGle FLIE D FMEIZ DWW TIE RIS
2R AR Z W, 2O Tk, BPAGle 51 & T 235 E BP €7 v~ U X & {Ek L\
L BPAGle ik D IR AL A+ 5 2 L 2 B & Lz,
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O BPAGL1 OREBELN2H T/ v 77Uk (KOS5 Bpagl- KO ~ 7 A%, At 1-2 1
MTYAM=TIERICEVIEELET S, £2 T, Cre-loxP K& EzFHIBRY AT
LAZEMMH L T, Bpagl I 1D KO By Z7F v b #RBTrRREMBETOAREL D
Bpagl =7 4 v a v KO (Bpagl-cKO) ~ v A%ZEk L7-, Bpagl-cKO ~ 7 A
DR ML T BPAGle DFBN KO SN TWDHZ EAMRTLHAIC, A5 Ty
MR X OREEE I 21T o T,

©@ Bpagl-cKO v 7 2%, BPAGle ® C fli# 4y (BPAGle-C) # > /N7 T 3[R L 7=,
PR 2R T 5 A1, ~ 7 AMiERB L BPAGle-C ¥ /37 % W T ELISA %17
ST, FiRMlin@role~ 7V AWM ZRER R~ T A TH D Rag2/~ U AITH
¥ (adoptive transfer), #IFAVICRKWMBE L7, £72. BPRRERDZHBE LI~ 7 R
DO REEAZRILL . MkTrIcmE Lz,

@ BPAGle # /37 8 X O BPAGle-C # ' N7k T 25 EEME 2 MR T 2512
VAMIGEEHNNTA L, Ty NEITo T,

@ $t BPAGle FiiRIC X 2R EN~ D A2 BPERIERZF R LI L 2T 5%
(2 .BPAGle-C ¥ > /X7 THE S ¥ 72 Bpagl-cKO~ 7 A MRS BE % k2%,
B oMM E Rag2/~ 7 ATFE, BRI EBLE LT,

® BPAGle (Zxf 3 29K, In vivo TRETKEZRIET L2 0Z2MHT 5412, BP




BIERZ 25 % Rag2/~v ADIMiE %, C57TBL/6 AW~ 2D EIZ K FIESH L
(passive transfer), WL L=, 48R BRICHE 2B LMK ANICHL MRS L T,

® BP KEJERFIEDOFH N 2T D %412, adoptive transfer 12, Rag2/ L v BT b~
T ADEE LA E O THELL fhaﬁ@wﬂi%*ﬁﬁbto
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@© Bpagl-cKO v AZ, YA M=TEREZTRSTRYBEFNATRE T T, 1L/
Tu oy b, REEESHICEY . HEMWIZEB T % BPAGle BB OWM AL Z MR LT,

@ HMHREAZWRT D5I21T-7- ELISA TlX, EZ O~ 7 2D HIRMMIX, GERTE
FOHAEM< T 2L L HFEICEMET o 72, Adoptive transfer TIIH 3 E D~ R
WH, T, BRSSO AZE L, BEMENICIIRK TKENAZ LU, DEJ
2 IgG DiLEEZ RO I, _m%@;ﬁﬁiBP@fﬂ%ﬁk%ﬁk # L. BPAGle 7% BP %
JEICB D HHI TH V. BPAGle IZX T 2 HLAENHIEMEERELFF> TW\WDH Z & &R
L7,

@ AL 7mry MZBEBWT, BP RRIERMN A b7 Rag2/~ v XD IiElL. BPAGle
ZUNTICKHLTRI—=~ U 2L @S Lz, £/, BPAGle-C # v /37 ~
OfEAEEMES, VYU b~ ATHBINLTWE, 202 &L XV, Rag2/ L v
vy b~ 2ADOEREMBIZHFEET D5 BPAGle ¥ > 737 7% adoptive transfer S i1 72
AL OIE ML 25l & Z L, BPAGle 2/ T 2 HRNEFFMICEEIND L H I
ol ENREI T,

@ BiifazbrE LM E B I Rag2 ~ v A BP fRIERZ R X o 72,
t BPAGle HifkiZ, v U RAICBWTHERKN BP 2 F KT H5LHAKRFTH D Z LBR
I T,

® Passive transfer Tix, BMBENIC KL FTAREL A 54, DEJ IC IgG O L& %27 O
72, BPAGle IZxf T 2 HKD, invivo CRETFTKEZSIEEZIT Z EBRRINT,

® AL~V AHTITEEE L RBEPIIFAG VAR THEILRE P> T2, Al
N BPRIEOFHER 2D Z ENRRI T,
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AW TlX,BPAGle-C ¥ > X7 THREINT-MMI%Z Rag2/~ U AZBMET 52 & T
FEEH) BP 7L~ 7 2 & ERK. # BPAGle Hifk7s BP RBIEICEE & E 42 £/- L T
L2 EHELMMC LT, HL BPAGle HiikiZ, B OREMKEIERIEZ O TV F— FHLHK
WCERT L EBE2ZON, BEECOVWTEHERN ThOoTN, RFEREOBERENS . Hil
BP180 HifkiZ & 5 BP L 13 B2 5 8)F TH LU %5, Hii BPAGle HiikIZ X 5 BP " EET 5
ZEEGEH L2,

MW % 7 Th b BPAGle 1Z U v NERRHKIZ L o TR I NITL WEE X
BPAGle # i & L CHIMAMCIEEZE T2 2 L 2 HMIC, ~ v A LIEICIMEZ Nz -
LA, BP HIER, Eﬁrﬁﬁxﬁﬁ iﬂa“za AR L, 2O LY. BPAGle
O R Ak 0k i3E 23 R AR BRI X DR ER AR L. R EIC BP ARIER N FE R - AL
mEBEbh b, %%%@U%fﬁﬁ’]%lﬁw’ﬂ%ﬁkﬁﬂi%%%l%@: L. B O %% KIS % e,
HET LA REMENRE ST,
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O G2 BT ERD BP RIEOHR 25 2 L 2B L, 4% D BP O#FEICK
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