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Autoimmune Blistering Skin Diseases and Their Autoantigens
Takashi Hashimoto
Department of Dermatology, Kurume University School of Medicine

Summary Several different types of autoimmune blistering skin diseases show IgG/IgA
autoantibodies against either epidermal cell surface or epidermal basement membrane zone. The
desmosomes and hemidesmosomes play a critical role in maintaining the strong architectures of the
epidermis. The previous extensive studies have shown that the anticell surface and basement
membrane zone autoantibodies react with various distinct structural components in the des-
mosomes and hemidesmosomes, respectively. Recent biochemical and molecular biological studies
have unraveled the role of these autoantibodies in the pathogenesis of various autoimmune
blistering diseases. Particularly in some diseases, including classic pemphigus (pemphigus vulgaris
and pemphigus foliaceus), paraneoplastic pemphigus, bullous pemphigoid, and a type of cicatricial
pemphigoid (anti-epiligrin cicatricial pemphigoid), their autoantibodies have been shown to be
pathogenic by animal model studies in which newborn mice passively transferred with the patients’
autoantibodies or rabbit antisera raised against autoantigens reproduced blistering phenotype.
Thus among several autoimmune diseases, the autoimmune blistering diseases are the only disease
in which the autoantibodies have been shown to really play a role in the pathogenesis. In this term,
apheresis, which can remove the pathogenic antibodies, should be a very effective treatment in
various autoimmune blistering diseases.

Key words : apheresis, autoantigen, desmosome, hemidesmosome, pemphigus

U R BCREIE RS OREE 242 U 5, By, FEMTY

1. 1 C & =
I ICIE T A€ Y — Ay, T HIERTIT S 10 1L~

M HOPUA &2 R T REEOMRE R, SHEOR
o & USRS ARE TH 5. Zh o DEBTIE,
T2V AWHTHSH I EHREN TS, Ly
Uahie, SLE « MR « 58 5 E 7% & OB ER O
HRELTT 72y AR NTWEH, ZH
DBIEHE ORI 35 2 AL HURD IR HEE £ 72487 &
HOE2 R0,

ZHISH LT, 8 & & A H O SIEN KR T,
FOHUPHROAEEAT 2 2 LIk D Eid~r 212
AEMIRA R THBCE 2 Z LI Es Ty, HA
TUADIREMEDIE & HICEEH X fv 7o ME— 0 B 2 5éett:
HERTHD, UEDOZ Ens, ARTIEHHEC A
OPE N S (R e

B AR E 1 X BIE S O R T S T n
L%, WY ZFOBHEIMGHIC 2 OREHER SN
T AP ERED S, s 0HOEIRIEWS
W2 A SRIEE AR 2 A U ORI IR e

STAEY — AP EELEE AR LT Dk
NS ERSTED, 3 XTOH RIS KA D
PUSPIELE 2o OIS IREL Thd Z L ASHER L
P AR T, BUDITAEY =LA LA T A
Y — L OB OB 2 R, Dune, Bl
MoARRRE ORESE, %12 OB ISR H oA
OMHE, £ L TZOHCYEOFEMEC D W TH T
5.

2. FREY—LOBEER (K1)

T AEY — LFR AR OB I W o 2 i
THY, 7053720 OHIOHINIEL D 3 < P
WEPBEEOROEEND 27— 1 A —IRca o i,
FIEBIC N & 7 Z F I E SIS & 9 5. Hl
BOmMEHE LTI T AT L A > (desmoglein
Dsg) & 7 A€ 2 Y > (desmocollin: Dsc) 0 2 ff
DT AEY =LA REN) R H B, Wi

154 HAT 7 x by R4 1948 35 (2000)

NI | -El ectronic Library Service



Japanese Society for Apheresis

HHHE HRam faRai
p— man | mmn | s

AR

BRIR
Dsgl
FRESL 4; 1
| FERX AR AR O
PG

[ L LT T 1

[ o .
e 1

Dscl-3 m _
FREIY1-3 TIFEY
S el (D A
o e

. DPI i
72 -—:"y”ﬁ >3 (o]

WA K AR
— A

S -

K1 FRE/—LIZET2REMIEES & COBREED

R
DPI/I: FAEZ 74> /I, PG:77araey,

Dsg 1-3, Dsc 1-3 £IHEH 25 3RO isoform H(FAES
5. TAEY = AONREWLZMENERIET A€
S%> VI OPIID £ 793708 (PG) Th 4.

3. MRKARRA =)
BHOREMKBEE (K1)

TG P B AR LA % 75 3 AR (B B R
T H D, s E MR E (pemphigus  vulgaris :
PV) & BEETPE KR o B 2Pt PV LR
(Dsg3) TH Y, %ER KB (pemphigus
foliaceus : PF) LB AR PF iR (Dsg 1)
E R B,

I ITHE & s & 7 o Fo JEES B K IE  (paraneo-
plastic pemphigus : PNP) &, V >/ ERR O HEEAE
WA, HEIEZOREL « RGN 2 T 5 PR R
HHLTH B9, ZOMTEHR O 1gG FiR BRI TA I
ST R XD RO 7 250 kKD, 230 kD, 210 kD,
190 kD 5 X X170 kD OEHIEE RKIET 59, 2D 9
EXROKDSEHIZ T AE 7T F 1, 230kD EH X
230 kD /KK ARG (bullous pemphigoid : BP)
Yot (BP230), 210kD EHIE 7T A E 77 F 11 &
TR x>, 190kD HHIERY) 793 TH 5
ZENEEH & LA A, 170 kD B QMK L £ 72ANEH
ThbH®, FRAET 7%, BP230, v 7F L,
TYRT TRy, R)STFBEUOREEE L,
TI2X Ty I —EREN, TAEY =LKWV
TTARY —=ANET 7T o HIPEERME L OFE G A o

®1 NRKAREN G ERY BCREMKEE

L g a7y ik
=EMEEE (PV) [eG  TAEZL A>3 (Dsg3)
BT AR IeG FTATZ VA>3 (Dsg3)
VAR KA (PF) IgG FAETLV A1 (Dsg 1)
FLBEVE R IeG  TAEZL A1 (Dsgl)
FEE IS B e DR SR IeG  250kD 7R ET T F > 1

(PNP) BP 230

210kD 7 A€ 77 F 11
200kD = R 7o F >~
190 kD RV 77 & >

170 kD #H

Dsg 3/ (Dsg 1)

[gA K
SpPD #4 IgA FAxay 1 (Dscl)
IEN U IgA ]

Twb, PNPOHTCHIED, Wihy 7% 7y
U ZETAEATH D L IHIRGE G,

PLEO 1eG Btk 264 2 KEE Oz, IgA Hik
AN SUE = A 3 5 IgA KAEHE b i S, sub-
corneal pustular dermatosis (SPD) #I & intra-
epidermal neutrophilic IgA dermatosis (IEN) B o
2FEFE H 59, It ix, Dscl, Dsc2, Dsc3 D ek
cDNA ZHAEMAAFEHE R 7 ¥ — 1 A &, COS-T
M b7 A7 =27 L, FEHLULEDIONT 5K
B HOEPURE v THRET L /210, 2 O#5%, SPD
D IgA REEOPE N Dsc 1 TH 2 2 & #FEEH L
7oy, IEN BIOPIFEIEHRAERRHTH S, £72, 2O
W7 & Dse 28 H OIS AREDHIR £ 5 % 2
EERPIOTHHLIEbDTH S,

4. ~NIFRE/—LOBRER (Y 2)2

NI TRAEY —LADOEERICY 7 7 F o RREERRHE
PG L Tw 5, R ZEERENTIE BP 230 £ 7
LIFUThY, iy 7o F 7 7 3 ) —OHIKEN
BT, 20O CKIFEH Ty 7 F > hB M & 565G
LTw3,

NI TAEY = LEIET SRLEMEA L LT,
180 kD BP #iJ5i (BP180) & ab6p4 4 > 7 7' ¥ 8
b5, BP 180X, #OHIBLSNBAI S EIE AL,
[FIEBIC 21 5 — 4 R3S 15 A FEAET 5. 2D C
Kigifny, EBREEBCHEAL TV EHE 2z Tw
B, £l abA A>T 7V R, KBRS R
Bt~ b v 2 A ThHhDH T2 =5 (Y 7Y
CEBNENS) EFEAL, T IS5 s oK
PG L TWEL EFHZoT0S,

HAT 7 = v o A%EgpEst 1975 345 (2000) 155

NI | -El ectronic Library Service



Japanese Society for Apheresis

K2 MREEERRSHAAZRY BCREMKBEE

e W7 a7 v PSR

AFEPERTRIEHR (BP)

AR

FERME BT (CP) IgG/IgA

eV 7y CpP
ARF R PR TR I
Duhring fZIK 52 15 4
FRIR Tg A AR R

IR+ FRFONTRR K
TR BRI
I SLE

IgG 230 kD BP $ithE (BP 230)
180 kD BP fitlf (BP 180)
IgG 180 kD BP #5 (BP 180)
180 kD BP #iiil (BP 180)
IgG 73125
IgA 45 kD RAIES
IgA 7L
IgA 97 kD LAD 1 (lamina lucida &)
IgA VIZl 2 —7% > (sublamina densa %)
leG 200 kD ARHIH
IgG VIfla S —5
[gG  VIHaS—5

T2 F PR EARM

EEHiA

ANIFREY ~ L

REIR

B
P
AR — 1
NC16afffil ,(8)_ L\ abpad SFTY Y
il pa
EE — @
— . R
— (\/ (zEUTYY)
iR | wvRos-—r> -
BB
VIR DS -4
By

2 NITRAEV-LIZEITBRREEREPIERSE & €DK

FEROEREF

HIERO LRI IVRS -5 Thd, T,
RO F Rk VI B 29— > Th b, HE
H&é— ﬁJJ ]“’7‘/'£4$ﬂ4¢ L‘tCLJ~O§§&1'£%

) ffftlx Lk_uj%[/¥(h>

5. MERRERBEBECHEFEZH)
BCR&EMKBEE (32

IgG PR SEEEPIRY A 2R T REANLIRETH 2
BP o H AP T £ & LT BP 230 & BP 180 12 K i
T 5, BP O FEEA Y b —7id BP 180 DM fid

AT 519,

FERMERZ 3 e B4 2 BP EF 2 oh b, fF
IRt o UBERRING, 2R 5 R EMEALSE & B
AT A4 U %53, BP IR TRRIEE S V7
BTH D, ARG % O8O E EE TR A
[ 7 B BRI fli A C 3 DFRIRTETSE 2380, H06HT
iR T i HG IR i s v 2 5%, ik
K I RIARR S REDIFF I & W» Ig(ra‘JL%fRH LR L
WTH2, E7 0y MEZLZRET, Zofifkix
&L TBPI180 & K L, BPF AR BP 180 0
NCl6a kT EL T E b — 7HEAT 419,

WO PEEURKHEIE (cicatricial pemphigoid : CP) %
F e UTHR, RN, DU, S & okl K
e U AR L, REBRV G2 @D sk
WV, HER AR L TR A 700, HREROER 24 U4
WELZELH D, KO CPBHIFIME i
BP 180 i Kt % IgG B & O IgA HiiA DS £ 16
51419 [HEROEIRIERR £ox U, SafsmEkic ¢ o
225 (2B Y) ERIETAERL H DT

=) 7)) 2 CP ENHEN S, 7, BUREBLC 0 295
éiéft?’aLP‘L MEF I ARR D 45 kD HH &
BB 2 IgAPUERDBFEAT 5, 20 L H 2 CP ik
LR B 5,

Duhring 24K B2 7§ & WL ER IR B9 AT BE 0 i 00 1 B
RICECHN S 2/ 2 R & 375, AR TIRIER Wi
THO, THIFEHKDE T"‘GJFTEB*JLT;@LLH nas
]ﬂAB8@A%ki@wtwo%&@h%%&H&

AV SOWEN D B0, IR
HLA-BS BL U7 V7 v ilUER R 2 &0l o &
Ll E, BKROEE E VL 5 Tun b, MR
B ABEB O P BRI 2 7R U, HOEH A

YA NC 16 a & WXL 5 5 & AR I VAT FCHEPFLA A D [gA OFRAROF 2 5T 2,
156 HAT 7 = vy A%t 194345 (2000)

NI | -El ectronic Library Service



Japanese Society for Apheresis

BRI Ig A AKKIPE R TE  (linear IgA bullous der- BHEO TR TH D VIR T —47 > ENRT 519,
matosis: LABD) & IgA JIREEEBESIIAE2E T FH e ARSI & £ 9 KW ESLE O BE M
LPHLORETH D, ARG ROIAF TIEIER < EBA CRC VIS —4% > L KIST 5.
fiCd 20wt LT LABD OERIZ LB 2, 1 ZDEMC, FEMEZEO I BP B 2R L
RPN X FIIEIR B R 58 & IR ER OO FL R FLIBTES O fFHER AR, ARAHO 200 kD & N3 2 iR &
PGB INESSS 20153, BOBPURIEE2 L TIENZE R D% NDZEBWESNT VD2, 2D ICE5EBLHL
}xﬂmmuﬁﬂﬂwwka@ﬁk?WTb iz WHLR 2385 3 5 #7: 0 B AR E S FER s
[gA L SRR 2 2 2 & 03db 5. /) LelEbhd,

WoodiEp & &Ak1bnérW#bD,$ﬂmu Z[A] 6. T4 0 E B I (YR (RS
eyt e 2 onTn b,

LABD i, # o IgA PiEERBERITAL 1 M 1 2 O [ O S AR RIE O FERERE T DWFSE 13 KIEE
IR 1 O A & FLRARNC B d 5 b O DIETS 4L BEMFE T 1gG %27z in vitro OIS E % Hu
T#Y, %R lamina lucida ¥ X OF sublamina W ot E o>, The OWFGE S, KIEEIRA
densa M EWHEN D, O 2FED R - PR O FLE DRI I A HEER OB G 05 RgE S e,

W, SR bR S LT W A, HTE ORI & Lo L, X OHEEZFEEI, Anhalt 512k bD, PV
L C97kD# 1 (LAD1) 28¥[HH U Tuwie 237, f twLPF@mFioﬁ@L%gG%%ivvxu
M,;kaD”Humwww%M%%mﬁ%ﬁﬁ 542281k, PV, %ﬁ%ﬁﬁ&&m
fRBEAc L > TYID R ST TE 5 2 EHBIL #45 ptﬁfgélkﬁT*hT#bC% z

JeW, F 7z, —io sublamina densa B O I IC 13, DB ER R IR ORI IEE BT 26 D,
T KVER K KIE (epidermolysis  bullosa  acqui- b3 2 X 5 k2 D | U S ARIERE ORFFE G
sita: EBA) ERU VB a7 —4 2k d % [gA SNt (EFI).

b‘mmmf'&‘ %, e, KIEERADFIER & LTI 2 o E
EBA 31 & LTI O M 2 BRI K 2 T2 L, NTH2, VEDBPIHZOSDPHCHIFETH S Z

ﬁm%LthMWM®WWQﬁé.M@?W_;% EBHS M E RS, ALPIIRORE I & 21l
CFARRITH D, IS 1gG ik B IR B DA & BEOHEEEENEZ oD, WITICARD, Dsg3 D
W8 BP & OEHIBE E e 205, 1 M R R Sy 7T N ADERR &, F OTIEN L
W2 BERT & U 7S HOGHUARRIEZEE T BP g 235 BN R AFEER SR O N 28 COHETRFT 5.
M@?? fﬁbeBAM%ié&Mw&mféz Lo, %< OFEETCRBETUEOIUR L OfEH 5]
L OHEMTE 25, UEEBYIMANC Z D 203 Efi T, MRNERGER R SR, ZORBE
%i%%ﬁmﬁtmm?é.it,ﬁ&/uvb&@ TIR L= T FR= —hEEE AN, EE
W LSIEERRL A ORI KD, Z OIS IR &N 7o A3/ —% 0 &k A ifobsgEE 4 L

x3 BLOURERCHBICSL 2TECYTIBYERET IV

oM ZEIIEG I 2 B
A PRI (PV) BN 1eG FPT R e
HRARKRNE (PF) BB 1gG RB b R R A
R I RE PN TS BHFIE 1gG ey AN T N
(PNP)
AR SRR BB 1gG ES AN TEN A 29w

R EHINERS 1gG TE3 (1)
AHIPERTISE (BP) <~ 7 A BP 180« NC16a #i i O %y KK TAM
AT R o THRIZL KA

1M
proe ) 72y By 7)) AW TRIELL  RETFKE
HHE RO (CP) KA
Pirv 7y EHIMNTE 1gG KETAE (R—=F=7 A
HURCPEA (CP) B M)

NI | -El ectronic Library Service



Japanese Society for Apheresis

T L HREMEIRER TS, elastase #HL & L7c 8 VR 7 M REFRDPELE S R,
Ao, RKESENAF 207 A VAFKBHAEZHNWT AN R IEEBELOBENER SN EFH 2 o h

Dsg3 &DsgldVarErr NaEAARER L, 2 L, COVWTHOBEEZELREL TH <7 RAIHELEE

@mHiﬁﬁM%¥®¢«TQM@ﬁ@G§WW¢ ChwZ e Twa, £, ZO#EFIcR
TEMTELZE L DFEMEDO Dsg 3 » Dsg 1 interleukin 1 8L U6 L L T3 2 LA X
XJ T LHUEDPRETEROCEREE S L T b 2 & & nTws,

HILE7222, Comgtiz) a v B v MRIIC K 200 BiAE BP 230 U)VVQFVJ& BRETHTH 29, Huz
R 7 7 v v A AREME 2R LTz, SR ELE SN~ Lk, L L

PNP it o 1gG 2@~ AW 545 2 &1 mw&Lﬁ@% R ST 5] & fev Cifa o
L DIRERR AFE D 5 2 EhRE iz, Ly BSR4 L, £ OBRMBIPICA - 72 1gG 23E A B
L, HRoO & 51z, HIEHERE T PNP Mg 25 K G 3 LLTwaufelkd H2
LWHE T RT T 7% 773 ) —EATHY, 77 Z<OCPIEBPI180 EXIET 5, Larl, RHH
Fr 77 ) —HARMRNEOTH 700, Zhs ’ﬁ@BPtﬁﬁoﬁfm%%&Tébikf%Wfﬁ
DFUFICH 3 2 B ORISR & @ U CEEpiE %, i, %< OCP Lm(*b\ BP 180 @ C Kiig> V) 2

RIS L TIRAER R A Ul & 13 F 212 o, vEFv b’EFﬁé:fx»u ZEPIREN, DT N
Amagai 51, # L {BIFE L 72 Dsg 1/Dsg 3 D ) — T OEN ’J‘/*CE‘MJLEJﬁO)EfEi TH HOHEED

arEF Y NEHEHWLELISAICED, §XTO N A= (WA

PNP G2 PV HURTH 5 Dsg 3K L, d@f% —#1z, CPEBEDIHY IgG 2~ 7 A c#&H 1L ¢

MDsg lICKILT 2 2 & ARRLID, ZOFHKEZ bIRA TR S v, i, BENEROESH

PNP BT H PV HUERPIHAIC & 2 &k % EOFUARMIZIER 1B W2, L 1gG 2y~
HY 2ulietE e T 5, 5%, KRAO 17T0kD HH ADPFIKIG LW EFHZ2 5N b,
s TRRITUROMREN L 2 E i an 2, Yancey D7V — 7%, HEEERU L) 7))
EREA S B AT S B IR 1gG 2 Hw e~ > SRR Ui ?Jmsmw)f“ IEY 7 PR R
vx%%%%?%,%%uﬁ%én&@nfﬁ Sav L, ZO¥HikEFt~y 254 2 LR TR
2R ORI e b IgG DnE A HD 5 2k BB ERTFLEY, ZOFERIIIEY 7y v
ﬁmént.C@M%%u,:mg%;o,uwﬁﬁ CP BEAMBEHOH T E ) 7)) » [ BRI R A
AL BH07 A€ 77 * iRt~ FRICBES L T 2 L 2R, fRill, Yancey I,
TAHNHEME AR L T b, L L, Eido k)i, EMEFEX R~ AL, floEy 7)) >
IeG WHEFE 2L T T RE 7T F >0 &k 5 2fila CP EHIMA 1gG 2HE LIz L 24, b b EFEHICIE
PHEETERIGT 5 2 Wl FE 2L, T A7 7% RENE UL, v AW Uk o 122, &
YHUPMERORNWER X ZCAHE wWh X2 28k DI ks, BP R, o) 7Y > CP B
. M IgG =7 ADPFIKIGL AW EHZ SR D,
MW& 74D, BP BEIMAT oG &3ty T. Dsg3 /v o7 b TIRERN
W LT %> BP O ERHRZ 2 BT 2 2 & ldiisk " -
B, ZHFE R ES Y ZOBPI180 O cDNA @ HORBEERFORE
NC 16 a i OMFRMELFEFE K <, t b BP Bl BUI, Amagal S, KB LT 700, HOPUE
HEH IgG v 2D NCl6aificfiaLxwnwie T DOELKIFICE E 2L 4> N e FE LD,
HbH, LrLv Y ANCI6affiiofmk~7F F % Tibbt, #E, EEH~ Y 2 PVHIETH S Dsg 3
g% Lo KADUIE £ 854~ v A5 4 % & BP R DY areFrr bPEOEKIEL TH, WYL HUEE
REMBLT LI EMTEL™, ZOEBARE MR Eanmn, ZhE, SEROFREDRRE T H TR
T, BAEBP OWERLEOKFEO>ED LS ICFH 2 TH2Dsg3ZHEE) 210k, Desg3ixt+ 2 T
ST w3, 4% b b, BPEH M IgC g, BAlEAsERE S, SETEAVINIIL Tnh b
BP 180 kD @ NC 16 a iz f & L, itk a3 i1t WEFZOND, FDI&, Dsg3 /v 7T hv
S A, HRLPTIER 239 22 35 12 3 & U, neutrophil A% Dsgd DV arEFr NEATHIELS L

158 HAT 7 = v o 25aefiit 1945 355 (2000)

NI | -El ectronic Library Service



Japanese Society for Apheresis

FIUPUE S S O JUARBEE S W o iz, Dsg 3 THUE
L7:Dsgs /v 77wk~ ZADOMIEME %, Dsg3

IREIT I~ 7 A (Rag2 /w777 <Y
A) WL 25, Fo— THIlE, B#ilasy
Y MY AD Dsg 3 THRIEE & 4, ¥ Dsg 3t
a6 A HPLWCh Tz - TERICEE SR, TTENY
HAEDPVOIRENEIR SN, ZOKKEEE
Yy 7ok, o4 ToHCRYEREE ORI bk

MT&, G, ACHURELART OO ICAEH
EnbEbihd, &5, Tsunoda 5 &, Dsg3

T%%LkDmS/v777b77xm%Mmmt
Ml 44 2 sk b, JKEMHEE L DPiDsg 3 €
/7 a—FIVHUROTERIO AT REE bR L T 529,

8. ¥ H ) IC

PLEo &9, RO AABSERY « 43 7 AT
DFEREE, S F & F 4 HOREMEARRIED B EHUREO
fdric JEs a2 b oo Le, 20k, 2o DK
ik e T A B LT, B O B OIS AKEIE O R A
TERERE T ORI 22, FEHEIBICBW T, ZOHAH
AN A DTN HULIIIR R 2 1372 L T 2 & 23]
WL, Z20ic®, ZORKRMIUA % 2 SR KT
L7 7 by A, %@ﬁdﬁ%ﬁ*@ﬁ@ﬁ%th
Ty GEIENICTIE gk L e B Z ERE LT,
Fiz, Amagai SOFt~vv 22T LIzl -> Tt hn
Jok i, Dsg3 & Dsgl DNFaay 4 VA Y

yL)/}mHum%mﬁ¢®¢Nf®ﬁﬁﬁmG
WIS 2 2 EISTE D, 2 OWFFREE DIBIICE
s, Varery MEAZHGD 7 AL 280
[N 7 7 2 v v AWSAIHE & e D H R 5,

X )

1) Amagai M: Adhesion molecules. [: Keratinocyte-
keratinocyte interactions ; Cadherins and pemphigus. J
Invest Dermatol 104 145-152, 1995

2) Yancey KB: Adhesion molecules. II: Interactions of
keratinocytes with epidermal basement membrane. ]
Invest Dermatol 104 0 1008 1014, 1995

3) Robinson ND, Iashimoto T, Amagai M, Chan LS:
Continuing Medical Education: The new pemphigus
variants. ] Am Acad Dermatol 40 : 649-671, 1999

4) Iashimoto T : Skin diseases related to abnormality in
desmosomes and hemidesmosomes -editorial review—;
Special issue of review articles in Journal of Der-
matological Science. J Dermatol Sci 20: 81-84, 1999

5) Hashimoto T, Ogawa MM, Konohana A, et al: Detec-
tion of pemphigus vulgaris and pemphigus foliaceus
antigens by immunoblot analysis using different antigen

IR 7z Ly Ryt

sources. ] Invest Dermatol 94 : 327-331, 1990

6) Anhalt GJ, Kim S-C, Stanley JR, et al: An autoimmune
mucocutaneous disease associated with neoplasia. N
Engl J Med 323 : 1729-1735, 1990

7) Hashimoto T, Amagai M, Watanabe K, et al: Charac-
terization of paraneoplastic pemphigus autoantigen by
immunoblot analysis. ] Invest Dermatol 104 : 829-834,
1995

8) Kiyokawa C, Ruhrberg C, Karashima T, et al : Envopla-
kin and periplakin are components of the paraneoplastic
pemphigus antigen complex. J Invest Dermatol 111:
1236-1238, 1998

9) Ebihara T, Hashimoto 7T, Iwatsuki K, et al:
Autoantigens for IgA anti-intercellular antibodies of
intercellular IgA vesiculopustular dermatosis. J Invest
Dermatol 97 : 742-745, 1991

10) Hashimoto T, Kiyokawa C, Mori O, et al: Human
desmocollin 1 (Dsc 1) is an autoantigen for subcorneal
pustular dermatosis type of IgA pemphigus. ] Invest
Dermatol 109: 127-131, 1997

11) Sugi T, Hashimoto T, Hibi T, et al: Production of
human monoclonal anti-basement membrane zone
(BMZ) antibodies from a patient with bullous pem-
phigoid (BP) by Epstein-Barr virus transformation.
Analyses of the heterogeneity of anti-BMZ antibodies in
BP sera using them. J Clin Invest 84 : 1050-1055, 1989

12) Tanaka M, Hashimoto T, Amagai M, et al: Characteri-
zation of bullous pemphigoid antibodies by use of recom-
binant bullous pemphigoid antigen protein. J Invest
Dermatol 97 : 725 728, 1991

13) Giudice GJ, Emely DJ, Zelickson BD, et al: Bullous
pemphigoid and herpes gestationis autoantibodies recog-
nize a common non-collagenous site on the BP 180
ectodomain. J Immunol 151 : 5742 5750, 1993

14) Balding SD, Prost C, Diaz LA, et al: Cicatricial pem-
phigoid autoantibodies react with multiple sites on the
BP extracellular domain. J Invest Dermatol 106 : 141
146, 1996

15) Nie Z, Hashimoto T : IgA antibodies of cicatricial pem-
phigoid sera specifically react with C-terminus of
BP 180. J Invest Dermatol 112 : 254-255, 1999

16) Domloge-Hultsch N, Gammon WR, Briggaman RA, et
al : Epiligrin, the major human keratinocyte integrin
ligand, is a target in both an acquired autoimmune and
an inherited subepidermal blistering skin disease. ] Clin
Invest 90 : 1628-1633, 1992

17) Zone JJ, Taylor TB, Kadunce DP, et al: Identification
of the cutaneous basement membrane zone antigen and
isolation of antibody in linear immunoglobulin A bullous
dermatosis. J Clin Invest 85: 812-820, 1990

18) Hirako Y, Usukura J, Uematsu J, et al: Cleavage of

BP 180 (Type XVII collagen) yields a 120 kDa col-

lagenous extracellular peptide. J Biol Chem 273(16) :

9711-9717, 1998

Woodley T, Briggaman RA, OKeefe EJ, et al:

Identification of the skin basement membrane

autoantigen in epidermolysis bullosa acquisita. N Engl J

Med 310: 1007-1013, 1984

20) Kawahara Y, Zillikens D, Yancey KB, et al : Analysis of
9 cases of subepidermal blistering disease with
autoantibodies against a novel dermal 200 kD antigen. J

=

19

19 #8 3 %5 (2000) 159

NI | -El ectronic Library Service



Japanese Society for Apheresis

Dermatol Sci 23 : 93-102, 2000

Anhalt GGJ, Labib RS, Voorhees J], et al: Induction of
pemphigus in neonatal mice by passive transfer of IgG
from patients with the disease. N Engl ] Med 306 : 1189~
1196, 1982

Amagai M, Hashimoto T, Shimizu N, et al: Absorption
of pathogenic autoantibodies by the extracellular
domain of pemphigus vulgaris antigen (Dsg 3) produced
by baculovirus. J Clin Invest 94 : 59-67, 1984

Amagai M, Nishikawa T, Anhalt GJ, Hashimoto T:
Antibodies against desmoglein 3 (pemphigus vulgaris
antigen) are present in sera from patients with paraneo-
plastic pemphigus and cause acantholysis i vivo in
neonatal mice. J Clin Invest 102 775-782, 1998
Foedinger D, Anhalt GJ, Boecskoer B, et al:
Autoantibodies to desmoplakin I and II in patients with
erythema multiforme. J Exp Med 181 : 169-179, 1995
Liu Z, Diaz LA, Troy JL, et al: A passive transfer
model of the organ-specific autoimmune disease, bullous

pemphigoid, using antibodies generated against the
hemidesmosomal antigen, BP 180. J Clin Invest 92:
2480-2488, 1993

Lazarova Z, Yee C, Darling T, et al : Passive transfer of
anti-laminin 5 antibodies induces subepidermal blisters
in neonatal mice. J Clin Invest 98 : 1509-1518, 1996
Lazarova Z, Hsu R, Yee C, Yancey KB: Human anti-
laminin 5 autoantibodies induce subepidermal blisters in
an experimental human skin graft model. J Invest Der-
matol 114 : 178-184, 2000

Amagai M, Tsunoda K, Suzuki H, et al: Use of
autoantigen knockout mice to develop an active autoim-
mune disease model of pemphigus. J Clin Invest 105 :
625-631, 2000

Tsunoda K, Ota T, Nagai T, et al : Production of anti-
desmoglein 3 mouse monoclonal antibodies using active
disease mouse model for pemphigus. J Invest Dermatol
114 : 846, 2000 (abstr)

160 HAT 7z v o 2 afist 19% 35 (2000)

NI | -El ectronic Library Service



