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BERFHRBRMDE FERENTAFFR
IS RS &

BCHR/ v 770 bRTAZAWCACHRETTIVORREICEET 5015
EEWESE KEMT BERBRZFERARRER S

WREE AHRMTIE. BEHE/ v 77T FRIUARREL TWSEHCHEICHL
RBEEPRLLTWRWEEZFAL, BCHE/ v 779 b7 A0 (U >
NER) 2HEMOTIRAICBETS LD, HIERENICACHERIGAZEL
HeABEETIVEERTLZZ 2B ELTWS, $EEISEHEHOBRKREETH
D, EEETORREZS EIC, REEBETTIN T ADIRIEEN - GBS0, K
REEEEZHDORNT ) 70— FHIWPEOBE, HiEIC N—70RrET> & &
HIZ, T —TEMRERAVWSETIIL T AEREOHRBICRALE, X512, £/
JO—FNHE cDNA K OBHERGEBHE NS APz v /T ZAERERLE,
e, EMARATHRBLEFEOMEBADOERAEL T, KEHEOEBRESD PO OA
TH- w7 ORITA (PO+H/-) ZRAWZEOREHMEERTTITT A EER
L. 7EFNaAUEBERMI /o270 M2 2R0EY 2 —F L UEGRREST
WORFELZRATZ, ERINEZEFIIN T RL. FNENOEBOFERN. 420

REMHIEFEOHM, HRMENRREORBICEELY — IV &,

sriEmtIEE

I BRI T e R

HA B EERBRFEZTL SR

a5 EHEREBRFE L G A

IIRER BERBKZEZTMAEN P HE

A B B - R Ly — iR
FEHT R FE AR

AMFEEHB

FEET. H3FOBREELLT,
ERR X NT=KEIBEETIL T A DEEM 7S
REENRN, REEORNEETEE
SEEDIT. KEEDOREMEA, KEE
MR T 2HCREERORTD AR
“XLDOEEEEET. £ SMERE
ZISALTBCRESEEEL. > x—V
L EREBOTET IR AERE R4 5,

B.WFR A ,
1) REEETIVI DA OFREENE N
PVIZR#EM E SN 2R EMREOM
FifE (acantholysis) BN O ESBER
RIS EEEGRTR & U T, iFERESH%
£ o /= # % R 8 ( cosinophilic
spongiosis) OHEIZDE PV £F)I <
A, Dsg3—/~-% I ADHEE R
BatTBHEEDIZ, XEFIITI AR
FEEC & SIS L 7=,

2) RAEETFI T AOBEEN RS
FEEREE (PV) BACHANE
FIPUR Td B Desmoglein 3 (Dsg3) & 4%
BYHI LB EE 580 %
BHEAKEERBRTHDIN., FORERE
BFELT, BEEKED Desmosome
(DM) DORWEER (AP) RUZHEET



% Dsg3 I8, §i Dsg3 HEhiENE
DEDITEFELEAL TVNDA, ITDNW
TREAREHERODIINDEIATH 5,
Z ZTH4d, Post-embedding & 13-
RGEEREKEZRAWL, PV EFILTUR
(PV YO R) OOEKEIIBTSHE
NEOHMRESL. LIYED TR
TH5 Rag2-/-X 7 ADOREIEIC PV
< A M{E & R & B2 R HLRE O
BEEEZHOMIL., TS OWMMETE
AL DT OME ERIEF 21T > 12,

3) b MERIZBUIZREERR=XT
IV b—T O

FEEHRET AT LA 2 (Dsg)® 3
REIE =TTy ETRTWH, 5
WEOIRREMEIZDWTFM L=, $7b
B, BWIZHEMEDOE W Dsgl & Dsg3
OISR 2 A4 RS TANRA,
Dsg 2R DUBBEEZEEIRLHI L
T—EFEO Dsgl £7-13 Dsg3 DIf
BREEERELEAT Y E T 3F2E
#L, PF BXU PV BEMFERANWT
Competition ELISA 2L 3 XLL
Ph—~YwbE T ETo7,

TSI, BILWREEDORBHETH
5B REEICBWTHREROT
¥ h—T7 OB ET, HHEREE S
tk#E 35,

4) M —THIEEEERAWIREERT
FIN T ADIESR
INETORBEETT I T ADER
B, rDsg3 THRE L Dsgd”’/ <7 A4
Wik A Dsg3 ZFHRHEIBLIIETIRT
7 A (Rag2” X I RA)\BHETHHDTH
7. BAZETIE. rDsg3 THREETIZ
Dsg3 I ADF A — T xR L
FIRIYTARIZBWTHERED
Dsg3 Ik DX 3. $i Dsgd IgG ik
EEEL., REBEOXREMNEZFET LM

Bl 7=,

5) KEETFI I RAICBITSHES
RIELY b—T DT

bt MEBRICBUAIY T8I EF
HOFEEZANWT, REBETINY TR
B3 Dsgl3 128115 3kt h—
TN ET D,

6) KiEEETINIIAIBITHEHEN
4 2E SRS FF D R AT

PV EFIIRDAZRANT, Dsg3 I
9D EHOHTREERTICOWTHRTE
frof., Thbb, PV EFI T AE
TIE, HAHBE Dsgl3 ITTHREL
Dsg3-/-~ 7 A#ife %, Dsg3 =HIH
9% Ragl-/-F T AWBETLHIET
7o Tnwiz, =T Dsg3-/-% A,
Dsg3+/-% A, Dsgd3+/+RTAD T
M, B #MilRZIEITERMASET
Rag2-/-R U AKBHEITLHEIILD,
WL SR L )L T O RS ERORERE
MPV OREICES L ThahZERESL
5o

7) EFINITRAERAWEROIEE LR
oF /7 a—F e DOIER
EFINIT ADIEMREEE T A FH
FEARMIME P3 MREEE 1:5 ICHBLR
JIF L FYa—)l 4000 ZHNWTH
BICHE-> T & 21>/, i Dsg3
P EA ZHERE, G5t 3 B0 O—
ZU T EITWE ) Jo—F Ik EST
ULire SIEFYTANE S 2 0—F I
KEEFHFL., FREMEOEEEZT . ¥
. REARLIIANATI R—<%
BAL. WEWHEHRBEIT /2, £E4
EED Rag2-/-< 7 AREEEANIC 500 11
DTV AY o EEHL 1ER%IC 1x107
PlEONAT) R—<aERLE. EE
#7-10 H TR REKOIrEZHERL.



PV ORFEROFELZMER L 7=,

8) i Dsg3 AR APz Zwo v
w7 A DIERE

HOHEREICH T2 ML T 2 2 ORkerk
BIIVWEEMBAINTES T, 5104
BRI TRWARZBHWERICBUT 5
MEBREORIITHRERINTN S,
Dsg3 \dEIZKE. MEICRIRLTHD,
BHIZIIRBLTWARWL, LEARSTB
MIZBT 5RENRICHT S LT
AR THDIIHE L TNWBEEBLZ SR
5. FEFEA I, MEIZE SN/, 51 Dsg3
itk EERET B O0—-25, B {HilaE
HIZHMBRTFERHATA I AP
Zw PRI RAEER L,

9) BT RURBEREFMEMHERICX
LECREELATTIVORE
KEHERBMZBDR IV T RUREHE
BGIREBRF(SSSSH)1T. BT R
HOEATHREFBEMEBTEHREDICE
0., RERIZHREZRR L THERKHE
EEDIZEBMLUZBRKSR, BIOFEH
MerETHERBTHD, VEEEDOIRFRE
IZHNT, B4 ET @—D ETA 28,
HEERXEEPHOHCHE TH DT A
ETLA(Dsg) 1 2EAERNETR
EEHLMNMIL, REEIZZT SIZETB
OEMNEBIZIDWTREIZNZ 5,

10) 7L VEBERBETILYT A
DIEBLDE >
RABEHEREEETILT T ADME
SUCRAWE HEEMOB D REERICE
RAE~R<, AZRD 7 EFILay >
SBREDH T4 T3 (M3) #EHE
Lix—7 L VEBRBETTIV I ADE
A RAT,

11) HESROHBRAER AT R

PO /w277 b= Ak 58H

Myelin protein zero (P0) AR
BOFEEBREATHD. TONTOR
BT A (PO+/-) U BN %
EOSMBRARETBERRET S, Ll
PO+/- A4 PO (180-199)RX7F R
BRECLILI>HEBHECREEHRER

(EAN) kM9 sEZEsmitL. £
DT =R L7z,

CHAEREBLIUER

1) REETT I T ADREERIRS
PV B AR 1gG1 BAL O Dsg3

IeG AR MK %2 A L . eosinophilic

spongiosis I XET I T ABICBNWTO

HRDONDENELM LT,

2) BEETI YU ZADOBHEGRN
KEBETIITTIACBWT, PV HE
PR SRR TH 5 Dsgd O RBIEHALIL.
DM D AP BIZHEMIZEED 6. liED
BINY — L FEERRO M ERLT-,
TDZEMS, PVOKBREESFIT DM
DM E -7 AP BICHFET S Dsg3 D
MRS REERIC M L. PV B OHIA N E R
ELBETAHAI ETHRESNHEI NS
ERIINTWA I ENRBINS,

3) E FRBIZBITAXKBEEIIE=XRT
IV h—T DO

PF X0 PV BEHEMIEZFH W
IZBWNWT, Dsgl LW Dsg3 OFEAT
3 RITTE—TIIENTHN N A7
/B 1-161 ICRETHEEZ LN,
S HICFEMICRELAEEZ A Dsgl OF
2 /B 26-87. Dsg3 OF I J B 25-88
WEER 3 REIE N—TRRETS
EEFEZ N, IBIZINSDERANT
Dsgl FrRAOEEH ZFE-2E R Dsg3 4
TEEHL, RRICBHELZEZ A,
Dsgl @7 2 /8 25, 28 BN 291z,



HIEMNR 3 RLIE =Tl Ed
DEDREELTWEREEZ SN, &
2. TE T OREEEREFTTA
& VW= Passive transfer ERIC LD
RitL=EIA, Dsgl DNEKT I /B
1-161 OfEEEIC PF &S OB IEE A
NIRRT 3 KLY h—TOEEMN
I,

Dsg3 iZ&4° % 1gG BEhh%2i3E0 5
FREREE KEEICBLTHRIBOTY
h—TOFELEEZA, PV QLY
F—=71 N ROBEBICELRBHLSN
M, PNP IcBWTIdHFLekizzE b
— TN H L TWBHERPEED S,

4) FA—THIREBEEH WS REET
FI 7 A DOVER

F A —T7L Dsg3 I A MG IR
Bl . 5x107 Mlfg & Ragl/ 9 AN
BHEL~E. B2 ERRICIILETDS
F= 2@ 0% T sHaman LR L,
BAl 3 AR#% T 5% I AN S M
FRYER LI, REBERLIEZYTA
O OF TITEFHEILFURE THIE L
fAENC <~ A 16 DILE ZERD, WEH
RFENICEERE ETOMBMBENHERS
Nz, %L Dsgd3/ T ADEMA
BHEIZCESETIIN T A EDORAR OB
SnRERREDIho M-, DLEORERM
5, FA4—772 Dsgd3” ¥ AAIRR A&
BHET ST THEPVETFIN YT ADIE
BOITRETH D RSN, TOH
EIL, AETAIEAOKEENAETHS
7=, ERISHEEZHEEQZENET
LD EH O RBERTTILEMEROD L
THInAPEFEINS,

5) KEEEFINITACHBITBHIES
KITIYE b— T O

mDsg3 DA ER O NKE 1/3. 2/3.
CHM 1/3. 2/3 ZELATIIHTDHR

[hE, GEEMEEHWEREETETIIVT
7 A (Imm) 28 #. KEHEOMMIEE RN
= RKBEET N7 A (Non-imm) 32 #HD
miFZmAWTHRE Lz, RINE 5098, L%
FERMBEELESRES, Im TFNVITTAT
ld. mDsg3 DCHKT I /B 163-614 A% 27/28
#(96.4%) TH BN LZRL ., FHEK
[R#RIT 80.3% TdH 7= Non—imm EFI'T
TATH, mDsgd DCKT I /B 163-614
7 24/32 Bl(75.0%) CHEERBRINEZRL .
RN RIT 69.6% TH o S HIZ Non-
imm BT AT, NKR7 2 /8 1-162.
1-404 3% % 4/32 ) (12.5%) . 19/32 i
(59. 4%) THERRNEZRL. Im EF
NITAELFBEZRDIL(t BE BS4p=
0. 0004, 0.0002),

E b PV BEMFEEHAWLWTHERORTZ
UERERETHMETRRZZEL, A EA
U > BIEE T OMBEEEICRT R & W
bIBNFE (1-161) 7 I /EOHEHEOWE
NRPRAFRICEN S, —H. EFIVYT
ATIEHCEK 2/3 72 ) BORNERNFRIC
Ehoi, Zhid, TAES LTI D7
A% A 7 (Dsgl, Dsg2, Dsg3)DIHEME
MNETELE <. CRIZWIZEHREMS
MES B ECHEELTWASEEALN
5, Thbb, BEINKL Dsgd-/-U N
BRIX. Dsgl 2L TIdRBERMNMKIL
TWizh/s, B8FED Rag2-/-< 7 ANTE
M Dsgl & & DHFEMEDOEN Dsg3 #Mfds B
AL DL D CERANTXT BHUERE LA
ZAEEZSNS, BERIIBWT, 71V
Y4 TREOHERENEL. »DOEEIE L
—TEEZSNDBNK 1/3 7 2 JEITEHR
ICECHEREEINSEFIL. SHMAR
INHNERBETH S

6) REBETTFILITABITAECH

1K E B O RAT
FKIEEET NI AIBT5WEEE

BT 5P Dsg3lgG MMEEAIL. Dsg3-



/-T fid & Dsg3-/-B Hifd o SHE®
ATRD SN, Dsg3+/-T HH WX
Dsg3+/+B &L SN OMENBHES
N/-ERTIIHAMN 2 HT Dsg3 FLiEDEAMN
RHHNT, RKEEOREMEFLEY
AR SN aho ., RS ORE
1. PV BEFILD 2B W T T #ilg
DHAHEHT B MilglcRB TS Dsgld Ioxt
T HREEROWLEN, FBCHIAEE
HRVETHDLTEERETS,

7) BTN EBWIRENTEN 2R
DE 7 O—F IV HEOER
WEET, YURA Dsg3 IZRIETS 9%
O—>0OF /7 O0—F ) FEEERL /-,
TAVY AT AK22 DHMN IgGILA TH
SDIZHLT, F0MeThrO— I8
IgGlk THol. £/ 7 O—FIHUEOH
FEREOBRMIZ, NEFaow )L AEHR
ZIcE0BONEBME Dsg BAEHR
ELUTHW ELISA # &, YU AEBE
EHY L THWEBEBISREEICTH
277, &% Dsg ELISA IZ X 5851 T, AK1
e b, TTZAD Dsg3, 1 DTXTD Dsg
WWRERRD 6N, £z AKT. 9, 2213
N7 A Dsg3 IZDOARIGNERD sz,
FESTDAEHWEREEOER T,
T/ 20-FIHEOBAIICLDIT- -,
ETREEULABE/ 7 O—F I HifkEEn
TRBAL. RUAEE TORIBMLKER
iR &SRB AR KE R AR L /-,
TOHRRIROE/ 7 O—FIFEicEN
THIBNZKBEERIZZED sShith-o /-,
MBI M KEOEREER L&
A, AK19 & AK23 2B AL ADH
THUNKBE DA ED 5172, AIRAK
BERBRD LN WEREL T, BEIC
BT Dsgl AHFEHRL TWHEDIZ
AK231Z k5 Dsg3 DIEBEHEEEE % Dsgl

DEEHENMBLTLE D EER .

LOMEZFRT B0, TNBH TR

-1

AR KEEREZZFEILZWEEDH
Dsgl Fifk (FERFEEME) EHRAIIC
720 Dsgl ZREMIZIEET DI & HIEH
L7867 RUKEEZERD ETA R
BALE, TOHE. AK19 & AK23 28
ALY ZAEET, AIRMICA#EEK
BAEBRL., HEENIZEEFE LK
BERZRDE. LEORE LD, AK23
WIETERID Dsg3 ZAFFLANZEERL. i
70— L3835 Dsgd3 OMifasdER L
DLE b—T2RBHTHZEICLDBAR
HEEZETHENEREIN,

8) ¥l Dsg3 KRS AP w7 v
A DIERL

i mDsg3 FifkZa2—-R3g5YaES
> hEMETT. H#, L #id Figl DL S ITHE
AL 7. C57BL/6 B3, SZFEUNIC H D A,
H UL HE, L3E., MAFEALLE, AW
TR g BEFHEOTOE—F &
IONHY—IZKDEEZE TS, H #HO
A2A T 7 MO, BB E B
DIFY > EEFL, fE->T. HE#EIEB MR
REEMBE IR NI WT DT ENTEETH
5, —HL#EIE 10 EEOIT N
CH=FUTIRAELS 3TN —H 5,
TN B3 L #HBEFOUIER
—2 a3 EEEEELET A ENREN
T3,

HE. HEOAD RS AT v 71T
BIL T, 5 %#. PCR ICTHEZMERL
TWwa, H#, L#EHELFDONS AP =
w2 RER. HERRL .

9) BT RURERHRHBEMHERICE
LHONEEETT I ORR

ETB ZHEFT T AICHE L, KEL
FEEOEBEEHFR L TH Dsgl 26T
Dsg3 ik & H W= dothithikzfro 7= &
%, Dsgl3 o4 5543 ETB. PBS
BREHFHEHEEBENDIZH L. Dsgl iz



W HRAEMIL ETB #58I12B W T PBS
BREBIOBEFRL TWE, T AEEH
HHofE 70y bMEIZED. Dsgd O
FRIZETB#E5ICLVEZEL LDl
L., Dsgl O FRIIPBS fr 58t & b8 L
TETFLTW i,

I 5T ETB %, in vitro T rDsgl 7z
I3 rDsg3 ERmERZETA, ETBANY
I ABLUNE bD rDsgl R RRICUIRY
TBHZENHER N,

PiEX YD, ETB OFEMERIL ETA &[H
£ Dsgl ThaH I EMGEHIN,

S RIAIZET 2% 5 L 72#% 0. Dsgl
T 2RBINEEZRITT ST LT, Dsgl
T HECHBELETT IV EHETED
EEBIZ, BRELHCOREFEOFRE & O
fRAEHSMITE S REENHIGE N/,

10) 22—V AEBRBETINTTA
DIER O A

M3 /w27 b AR —T74
HuDOBHEIC L BEA)

7., mflGaEEETICSERREET
FNITAMERLED EWD RO R
(HFAS, REERP) 2HIZ. M3 /v
pyvr e ZAOREMEEFRL . rag-
2 ) 7RI TALIEDHALD 5 x 107
DR E BRI DBMEL., £0%6
BEElchEs T AZ#E L, 226
O0—)LELT M3 2RHETASHARMOTY
ZOMBHRABELE rag-2 /v o7
v kI RAERNW-, BEAMPRICKE
WA EOELBRON -T2, /26
E#HICERRORBBEZERZLZNO b
O—) & B L T LIIERINY, RE
HpagEitEbRoNaho Tz,
(M3-EL4 %A W= %%&)
K2 M3 w277 ADREREC 18
WD 10" OH O EBH L7 M3-EL4
5L, 3EBIIEBUNR CAEZTED
2o FOIMBICHRBELIEM3 9w T
Fe AOMBHREREL. rag-2 /v
7RI IALEDELD 5 x 107 DS

MlazEHRkEOBEL,. TO®BIVAE
BERZ2fThoTWS, ZOAHECZE-STH
1 O EBOEFEICED> X THRERVRED
LTRSS Thiz, HEGROBRIIT
2o Thia,

%, JaAEF MY ONRTEOERS
25UNZ DNA DO F L% EAEE
RADTETHD,

11) BOCMEOWRRE AR .
PO /w7 T b AL DT
PO+/-7 "7 A Tid. P2 B&4E EAN. MOG
BAE EAE 129 HRBEZMHIITTEL TWi
WA, PO B EAN OFEREE. PO IIHd
% recall response (PO # BEAIEHE K.
IFN v EEARIZITEL TH D, PO KR
REBAOWREMSHERN S N/, PO+/-TiE
POmMRNA OFEBBWD (-50%) LTHO,
MBS negative selection ORI ZEHEE
Lz ZOHTIZHL. PO RIAYTA
ORBEEBELEGERMT Y ATIE PO 2
W DEEENTLEL., BERTTADR
BREBELE PO RIEYT AT, RIERN
EKFL&~. BLEED PO+H/-IZHB1F5 EAN
BIELIEMIgc BT S PO RBEET &EN
WD PO RIGHETHIROKRFICERT S
bOEEZ, RBETOECHEOREE
TRECAEROFEI AT ERDFEL T
LEREBTILVNENS D T EARBENT,

E. &&

KEREL, 3EFHORKREEELT,
ER S N KB T T IV Y7 AORESR],
BIEEMRF 2T, £ MRBEELTS
MTHBHIEEZHEMILE, THIT. A
BEHE LT, REVNETHELT7AET L
A 2 3T BEMPIEELITIE. THRE
LNV OREST., BHELAMIHNT
HEGBEAMNEIL TWEWI ENBET
H0, BOREREIZBITSBMNE LIV
DREESHROEEEZ R L. £k,



FBEEFINTORALD, HEDI Dsg3
T/ 70—F iR EEEL. mIEKE
o288 L, Chooinfkoo
b —TREAT I & D AKE . R
MEEME OB RE{F5T 53, & b
BERIIBII2ME O E b —T7ORE S
RUAETFIICBIFEE h—7TDFEH
Biasnl s, B MEEREICHEITSH
CHEEERF ORE~OFEDE D 2H 5
Z Dk, WEEEEROE YO —
FIUGHEE b ME TR KT Y b —
THDsg DT I KOBHTH D Z L H—
BLU., TNV A 2BW=ErogRE
DPEEFEINEZ. £/, 1 Dsg3 Jifk b5
VAV A0EMICE D, B
AR B BEROEBEFEPESPICINE D
I NG, BEIE / w27 b v
DABRAWR T 7O—FERGHAL. £
FMREOHERES PO OATO - w7
PR (PO+/-) ZRHVW-EHCO S &M
BRETFTNTIRAEBERL. 72FLa)
VEBIEMI v TN ORI BANE
V=L R EBRET VORI RS
NThwd, ZOLIRAETEAAICBN
THBRERCRHES T, 2 H LAY
BRECREBETNVOERETH 5, 5IZ
ETFNTDADBNEZEL T, %L OEEE
RISl S WA HRER/ B ENTE =,
SEOFHE LT, iR LE vy
TOMITREROWTEFNYY X 2R
TEHZ LD AKREORERE I LR
BELEETIN T ZOMIEEZHETT S,
iz, KBREFEST IFENES MO Y
N—7ZFEMICEN L. RRBECIREESL
WCBS T2 THK O— OS8R TH
fITE bh—7OREETV., HEREER
KB 2EONKEE AN =X LEDFL
NIWTRRBET 5, 512, TOHRZL &
2, R T MIiE. BHilso A 2HEK
FEITHIH T 2 PR RY, RRFBEN R
REEIMFRILZER T 2. =, BL2DE

B0 IV ELERRE L, KhHERD
FJWIBEREZIRET 5, T H5DBEER.
BE3EROAWEMORREHERI B S
EOIZBETH D,

F. L (FR13EE)
LB 24 R
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RAERFTRBNI S (ERRIEHR)
BRI
KEEE TN TTADRELE, St 0me
SHERIZRE IR BB R R

MARE AWETIERF-LRFHRICEVERIN-BEETEE (PV) EFILIY
AETAERT VLA 3 7y 777 b (Dsg3-/-) WA ZIFEMG S0 hbtkat
L. 22D PV BTN T ARREFANCHERMICHA T2 221280, ZOEFHNY
DADEBETINELTORBEROMICTRAIEAZEMNELTES, BEEET
DEFNZED, 1) PV EFIT DU A, Dsg3-/-7I AL HEERD. KiIFHIzR
BB E, SRR 2 20T O ORIRE. S AR E WL 8L 7-RIE
MRBEMEZETDIM, TTAITARREUWERMZ R IBENGEET D &,
3) MBS FRCEMICE Y AREEBRNT S & EEMRREORH/Y
— 2Rl ARETERRR W, EFIIRIARIIBNTOARE. §iE0OHE
BRBL SN, PO—EERPORERD Dsgd-/~V T A LB L TETI T A8
DHEBNITIFAIZEDT &, 3) PVEFI T AORKHMBERICIE IeGl B O
IeG DWWENRA SN, POEET HIER IeG Hifkd Dsgld 2HAMICEZBLTND
L&, BRI ENEETINVTADERETINE L TOEREO—MMHS M &7
DTER, THEER. PVIIEHNE NS REHRBOMMA (acantholysis)
BRUNAOCEBRANGREMABEFMA LT, FEREBME2 M- ~EHIRE
(eosinophilic spongiosis) OFEIZDE PV £FI)IL YT A, Dsg3-/-<I ™ A D
BEMRITREI TS EEBICREFTIN Y A2 RGN X 51T R L 7=,
%@%%‘m/%?wvﬁxﬁkﬁl@ﬁ@ﬁD%S@Gﬁ%ﬁ@%ﬁbx
eosinophilic spongiosis IZETFN I T AHIZBNWTOLEDOND T EMEHS M E
Bolze BEXDEETINTTZN, MEAMLUND PV BEOKREDRBLTNS
ZEMEE N,

AT Ik —Etkd /=D O PV I8 MR % R
Rl 2% BESBREREMEEREH THERLETN Y AR TIE Dsg3-/~
E{ES TOAMELBU TN T T IZED T &

PWRENT=, T, EFINITADGEE
A. BFAEHB HIRRETCId, EEEIND 1gG 1T Dsg3 12

VEEEE TOMETIE. PV EFI T
A& Dsg3-/-F I ZXADOHIBW., HBNiZ
HISERARRA 2 R L, TS
WTERMIZEEMICIEREZRERIZZN
M. PV BEFIVIYTAONW DMhOREET
MU WERZZETA2EENEEL. HD

REMTHD., hoEEMBEICTEST 5
[gG id IgGl BATHDI EMNREINE,
REEIL, ETN T AOKREER, M5
FHIRGT D, PV BFI TR, Kk
BatOF&HE LT Dsg3~/-F I 2D
AR BWTHRMAELAC PV 2 RRd



LHEFRAE &L T eosinophilic
spongiosis MBRZINTWVWAEME HNIC
DNWTORN,. EFIVITATBWTESE
IND IgG AoRETOTY . HB
Wid, FRICEFII T ADOMmMBERICHER
L TWaH Dsg3d IgG ko 1gG Y70
FARDWTORFZTDI I EIZLD. PV
EFINIIADEBETNELTOFAE
EESIZHGMITHIEEBRNEL,

B.BFA A &

a) YA
EFNITAEREOSL E LD Dsgd-/~
<A, Rag2-/-% I AN DWTIIVEERE
FRIBOBBTLIOBALEZBOEFEMHL
2o £z, EFIN T AOERMGEBFE
THV., Dsgd—/-XTAIZ, NFaOu1
WAORBEZRZHONTHERLUZESRZ
Dsg3 EHHZ®EL. H1 Dsgld HitiEfid |k
RAEBRELEOL, FOBMAREERELE
YO ATHD Rag2-/-7F T AICHHELKZ,

b) KFEERERHE

D PV BEIZAH SN HHE R
HEBFrREL T, WBRREBMEED R
WM oo ¥ ik BB ( eosinophilic
spongiosis; ES) #HISNTWS, ES
OFFROEEETMT 5/~ 8% D HE
P TREDOEBRRENHS NI, PV
<A QIEHED 19 GIFD 55 52 #f
fr. Dsg3-/-X A TWEHKED 16 Y
DSH 40 ERAZERY, Lendrum DF
® I # W  Chromotrope2R &
hematoxylin i~ X3R@ERAS /2. 1E
BUAEAE. AFEMETICESEL.

Z R HIBARIC 400 OB THR< LD
3IMOHFEROBHEMBFSNLEB I
ES &2M L 7.

c) IgA. 1gM ELISA %

MEEEE TORREERRIC, NF20UA1

WAZHWTHERIEEZIDAMHBR
Dsg3 #HE & L ELISA &®IZXL D, PV
EF)N Y AMBEPOH Dsgld HFiKIZDON
T, S6k3BiFzERA7EZ. £7. 1gG 7
5 A LA O Dsg3 HiiEN PV TFITY
ATEEINTVENEDINTDERFIL
7o EHIRRARAA CERBHIGLLTTA
rDsg3 ZEH{LL - ELISA 7L — hiZ,
5000 fEI2FRL PV BF)IVU AME
Z 1 BRRIER#E. 5000 BHERL=)LT
F 7 —FEHYFH YT IgA. 1M R
U7 o—F )i (Zyvmed Laboratories,
San Fransisco, CA, USA) % 1 KIS
g%, ZBO tetramethylbenzidine
& hydrogen peroxide 5725 M EHK

(MBL, Nagano) & 30 #aEIRISSEHE
B L, 4N H,S0, MMz & 0 s 2z 1%
tkEH~, BN 27O 450nm 12
BT 5 optical density (OD) &~ 7
a7 Vv — kYUY —4%— (BioRad
] aboratories, Hercules, CA, USA) IZT
Bl L, FEEEO®RE TH Dsgl 1lgG Hi
KO cut-off E%RE L72FHE SRR,
PV EFIIL <7 ALME 31 RELIEEETY
ZMiE 10 %, IgA, [eM fiEOF
ELISA ETEgIFL /s OD EZD
o, EHEE+ IEREREICHTIIDH
Dsg3 IgA. IgM ELISA # & H1iZ cut-off
%z, 0.027 &L 7=,

d) IgG #7275 X ELISA ik

PV EFIIN D ATELEZN 5P Dsgld 1gG
FEIZ DWW T IgGH 77 5 A eREt L7z,

<™ A rDsg3 BE#{t ELISA 7L —h &
1000 EFRLE PV £FIIVYUAMEE
45 BERGE B7=#. 1000 EHRO T v
rHivw 7 A 1gGl. 1gG2a. 1gG2b. IgG3
£/ 7 uo—FNHifk (PharMingen, San
Diego, CA, USA) & 45 ARG, KW
T 2500 fBIHFR LA NAF 5 —UR
HYEH S v b 1gG KUY » O—FILFik



& 45 pERIGE R, BAaLHEd LR
EEZRICIT-m. & 1gG YT 75D
ELISA &EICDE PV £57I)LY 2 A i 20
B, EETTAME 10 mEEHETL.
AR O ERICHN 0.062 ZFNFHhO
cut-off & L 7=,

C.HIRER

a) eosinophilic spongiosis OB #EIZD W\
TOET

PV BHEOROIABEREICA SIS
MHBENFRREL T, FBEKREEES
REMROBERE (ES) A5 TW
5. WL PV IZEBEERRTE L L
T. ES BE/LT PV EFIIT TR,
Dsg3-/-¥ I ATHEHRINTNSEMNIITD
VWU Chromotrope2R % 7= iFEE ER L
BTRIFLE. YOATIE., b hIIERE
BRELDTHEWIEEERL. FPET
. BRIREZE T 5EFE#EEIIC 400
EFEORETOES LS I/MOFEROER
INGEOSNBEBIC ES EEBLI. ZOFE
RIZWED &, PV TEFIYT X (n=9) »n
S5@o/z 19 S5O S biRENIH S
MIE 52 TAID S BED 12 8L T ES MR
ah’- (1, B1a)., —4. Dsg3-/-%
JA (n=7) © 16 YH OBHEIREELES
40 BAIZDWTRROKRFEMA =& 2
A, W DhOYR TEE OIFEEER S 1L
BEEEIN-bOO, S5 ES idAa5h
rinole (1. E1b),

b) IgA. IgM ELISA &

WESEE TOD ELISA #EEA WM T, it
RELEZTRTD PV EFINITAN
Dsg3 IZRRMZRINT 5 IgG It EEE
LTWaZEMASMER-, LML,
VEEEOET NI AOSHESEEEL
ST EERIC L AR T, REA
Jafic 1gG BIAMC IgA Db b T
MERDENTWEZENS, EFIIT™

AW 1gG A DRESTO T Z2ELL
TNENEIMIZDONWTRHT S Z &0
WTHolz, TIT, HF-iZh Dsg3 IgA.
[eM ifEzRET5/~-9D0 ELISA %M
UL B Dsg3leG hikBHTH -7 PV
ETFNTURIMIF 31 BEE DB WTHEN
Zirol. TOREE. bi Dsg3 IgA Bk,
Pi Dsg3 IgM FiAICBEL Tid, FEAED
BAENEEERLUZMN, IgA DWW TIHE 3
B, IgM IZ2D0W TR 1 BRESDHTMHIC
cut-off BB A SE=~~L77z (B2),

) 1gG Y7 5 Z ELISA %

YT A 1gG DY T 75 A3 1eGl. IgG2a,,
IgG2b. IgG3 @ 4 fiE L DD, FhE
NEFLECIBWTERLBEE DD, B
WETFTINIYDAIZLBWTEEEINS 1gG
MEDLDR 1gG Y70 5 2128 Dk
INTVENEHDLZ LR, EFIITA
ICBNWTAELTWARBIEEORMENS
LETRELEK®E2 DD, P DsgllgG Hitk
DY T AERFT BT
ELISA % TId. §1 Dsg3 1eG HiiE B
THo7z 20 BIETTHH Dsg3leGl i
WEHETHVEHODMEIZ0.59TH o7,
IgG2a Pk, 1gG2b HiIZODW TR, *
NEN 12 BMENBHEERLEN, FOE
B OD i3 <. IgG2a HikA 0.097.
IgG2b HUEM 0.090 Th-7-. 1gG3 Fitk
BINTOmENEREETHDEEHEIR
0.009 TH-7x (K3).
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