BR IR BEE RS AT OB O

EBERZRZREFMERRERPHE
HEBR LS

(HRAERE)
EEBERZRZFRZMZRE  KERE BEH FH
EEBERZRZRZMERE FEMRE R EXE

IFU®IC

KR RIGIE (Bullous pemphigoid, BP) 3. WO EEZ MG %21H 9 BP180 &
BP230 Z 51V & § 2 I F CHEDAE L, 2B DK L RBEICKESC TS AZEL 5,
ROHEOE W HAENAIEIETH 5, S E s T 2720, BT otz
FHCHEFLIHIME I H 5, BEOFRIAERERA T o, FALVEY OS5 TH
D, ABHESE TARBELIEIKE 2 2EM TRV d, REICZH LIRE2R T2 2 ¢
DIEHEETH 5, BPOZWIE, EEAA R & BT R 2 A QRO FE 3B ETH %,
BP180 Z1Efk & ¢ 2 1gG 7 5 A HCHiUA (BP-1gG) %14 2 H UMM 2K & —B0T 2 5EH
3% (. 80 ~ 85% D BP-1gG &, MHNaEHEEE Ml st < f77E 3 % BP180 O NCI6GA
FHI (BP180-NC16A) 2 E 32 (D, ZofzZIGHL., B EA L AKGHEETH
2 BP180-NC16AY a v EF v k& v 873, BP-IgGORIEICIGEHINTw3 (BP180
NC16A ELISAWL) @, —J, W7 o 1%, EEEA L 2L (HEK293 #ifd) 2
SVavEFy Y7 L TEEL 24EDBP180 (180kDa) % H\»7BP-1gG DI
B (42K BP180 ELISA) ZBHF L 2@, Za s ZWikix, BP-1gGRIEICIER ICH 73,
KR DL THREL TW3BP180Y v 37 Z i L TWABIRTIE R\, V) VLo
BfsAiZe & FER TR S A I EA X 7172 BP180 2 BP-IgG2ME L L Tw a4, Y ay
Sy bR TIRHEETE R IR D PHI NS, > T, REMIEDOBP180 % 1
B, BP-IgG#%[HET 2 ELISAEDOIE & LT % 2 & 23817223, BP180 X117
By oy (XVIIEa S —7 V) <h b, Hjf L EIzimo CHEETH 52, Kif%ioH
Wix, 7/ Lz B LR ER M & it - fFR L 722 RKBP180 % v )7 Hl v/t
FAELISAE 2T 52 L TH 5,

o R

1. FIALZEREMIE (HaCaTHia) DCOL17A1EGFADFLAGY JEIDFEA
BP180% 2 — R4 A2COLI7AI EIGF DI Y vV 2ICHFET AEIRBEE 2 F v 2EN L



T %44 FRNA (gRNA) &, FLAGESI D Bt & TiicZnZ N 500 rE0y —7—
LZEFFOEH I AEHDNA (ssDNA) %, Cas9ZEFIiHaCaT ~Lipofectamin RNAimax
(Thermo Fisher Scientific) Tatr5v A7z 27>av L, 127a—v 2L, %
NZIE T 4 £ — bt %, JIFLAGHIAZ Wiz Ay v 7ay METHEITLEZ A,
180kDa DG N> K2 1 7 a— i, NAENIC FLAGE S 23 A X #17- BP180 ¥ Bl 7
u—rvzHEELE (K1A), 22 CHOGYUARE THIFLAGHifE, HiBP180 ik % Fl iy
ZOERE L2 E A, PREE D FLAGHIE & BPISO2MERTEL T/ (X1 B), XIZ,
H7EE O A RIS L 72 57T O, NAICFLAGRS 2 F>BP180 Z Ml L 72 & 2 5.
HaCaT#illadisk»BP180 ¥ » 87 o E#l (HaCaT-BP180) L7z (X2 A), BP180
5 X7 IZFLAGR7F F TR L TWw a0, HAEKRZERL Tw35EIEHEESY 3
7HFARHCEHIN TV L PIINS, 22T, BPI8OMMC 7 v > — Qe TlIE L 72,
240kD, 130kD, 120kD D% ¥ /87 % ZhZ VB & Hr (LC-MS/MS) T L 72 & 2 A,
Integrin B4, Desmoglein 1/3, Integrin a6, Cadherin 1 Z#EilL 7z, ZDH BT T A
& 7ay FEICK - T, Integrin B473BP180 & fEA L IRFEETHBIENTWw B Z L8
FIHAL 72 (K12 B),

&1
47 ) LHRE TBP180DNAKIHNFLAGECT! %3 A L 7-HaCaTHl 2
A 1 2 3 4 5 6 7 8 9 10 11§ 12 |CNT
HLFLAG i—-i 180 kD
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; -
22 HaCaTHlfE FIEFLAG-BP180D EEL & 5 & &% > /3T DR
A 12 CNT B #1.BP180 #Lintegrin B4
Input Eluted sample Input Eluted sample
1. 2
250 kD : |
; 250 kD -“ 250kD r
150 kD 150kD 150 kD
100kD 100kD 7 100 kD
75kD .- B-tubulin 1: FLAG-BP180 HaCaT
1 2 2: 3> kA —JL HaCaT
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2. VAvEFr>YF2EBP180 vs. HaCaTH¥k£&KBP180 : BP-IgGRE*ZED L

B TEA L ZHEK293 Mg o B8 L 72“Y av e+ v s 2KBP180” &, “HaCaTh
¥4EBP180” 2 2 Z 96well ® immune plate ~ZE &3O EL L. 101 f5FR L 72
BP Il 2 Btk HRPEEGSSLE F 1gG Ryifk 2 v TMBIC THe L L IBOGHE (450nm) %z
HlE L7, 53#loBPHEEINE % H > Pearson correlation coefficient (2 CEulE U 7z filfi 5.
MHIEE I I EE R MEIZRD o 72H3(R2 = 0.8673, P < 0.0001), YVavEF v 4
RBP180 & h HaCaT HiK4: K BP180 ~Nii )t d 2 4Ef Z [AETE 7 (K13).

5
3 HaCaTEE3£BP180 vs. ) O > E'F+ > BP180
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ZE =

G TEA L 22 HEK293 2 5 R8I L 72 4R Y av ¥+~ FBP180% v 87 & HaCaTh
JHBP180 % v 87 ®BP-IgGAEHK I, ZIFFRMKETH %2, —F. YarrF v BPISO
X b HaCaT i3k BP180 ~ifi < Sind 2 BP-1gG 13 (X3 D LT oMk L) . BIREEH
SN 7-BPI8OHIE H 5 2 1ZBP180 L DfEG Y v N7 ZIENE L TWA Z LR TRINS,
M BERNT R 22, R8T 0 A WBPHIEAEE X 112 TR E O, ST
ANZEoTHBLZY avEF Y b2y 87 b HOHUADER & § 2 EEEO M & Kl
L 7z H OPiE 2 BT L 7 b DIEARFESW O TTH D, 5, ftho% < o | ARyERER
ANSHEN W E PRI NS,

) MRERIGH L, BB ERMIEOBP1S0NFLAGY 7 LB AT 5 2 LT, R
26 BPHCHIRE TH %2 BPI8O DGR Y L 72, BIZFE A L 72 HEK293 ffifil cE# L
72V ar ¥+~ kBP180 & £ flilEtisk BP180 ~d BP-1gG D S vtk % Heisehiat U 7= it 5L,
B SR BP180 i { KU 2 2 M L 72, & ORkZdERI 0 BP-1gG 1%, Hlli%E
fifi 4172 BP180HiJH & %\ 2 1ZBP180 £ DAY v /8 7 ZfFEN E LT b & PRL 7%,
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