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A method of the extraction of skin lesion
for the image analysis of pemphigus vulgaris

Takeji Nishikawa (Keio University School of Medicine)

Summary

The assessment of disease severity in bullous disorders has been performed usually with
subjective scoring methods. The purpose of the present study is to evaluate the disease
activity in patients with pemphigus vulgaris by use of a computer-assisted method (or
measurement of the involved area. Patients with pemphigus vulgaris have various types of
skin lesions including bulla, crust, erosion and pigmentation. Moreover, because of shadow
and various colors, it 13 not easy to extract lesions with a simple method. We have tried to
extract skin lesions using CIE L*a*b"color measurement and Gauss filter with an image

[t

analysis program of “Image-PRO plus “. Color slides from patients with pemphigus
vulgaris al several different times were scanned and digitized using a film scanner. The
area of involvement was then extracted using [."a"b”color measurement method. Gauss
filter was used to eliminate noise information on the digital images. The extraction of
erythema and erosion was quite efficiently completed and seemed to depict active areas of
involvement. This method would enable us Lo assess the disease severity of skin lesions

accuralely and objectively.
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HeEptseds - K o M o i WO T (BERERER)

T %{]
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. PNPic g 2 KR G, SR yERERE (PV) S[EIEE, 31 Dsgd A i 40 15 8] 4 1 -
TWEIENEZ OGNS, AUIETIEPNPICE 2 Dsg3 D=L E b — 7OMENT & [gG +
7o A0S EREGT L. PV OBRELLER L, =8 — 703, Dsgd & Dsgl Il
TDRT v 751 (Degd™® Dsgl, Dsgd®* “Dsgl, Dsgd* Dsgl) #% competitor
E L, Degl Ml SR A PR & LSS ELISA 2T Lo, 50%LL L DBEE s L
it E T2 A, PVOLE—7RENADHEICEZ CED SRz, PNPIZE W TS
TR = TH L TORMNDED Shtc, & 51 PNP @ Degd ¥4 % [gG + 7
25 ZADBAERS LiE 2 A, PVIZBWTI IgG4 B4 T& » 7245, PNPicsWL T i3 [gGl,
[gG2 BN TH L I EDMRE SN, PNPREWTREA RS TICHCHKRERE T 20455
. Degd BTRICBVWTHRF 2RI E b —THED LN, [gGH 77 7 2D/ bR 5B
TEho, HETUAFEH B2 PV SRS 2 I EMREE N,

i L ®» iZ

MR ATERR (LUT PNP) BEBOHERE 2 ERRERE SRS L, F& LTmKR
MRS AT S H et KBiE T, SRR (PV) LRERAMTI SR TH B,
PNPMAIciE 75 % 7 7 3 U —I0ET 24 AHREQCHT 2 HDRANED S, &5
2PV OB TH 2 Degd 13 2 HOR S HEMT 2 I EMHS iz izl En s,
PNP 5 XU PV & DI TED bi’bé,”\L LA RDSERIHRIRE & 72 - 7o, PNP Iz 54 2 KR E K

T PV &Ik, U Dsgd AP REL AR 2 - TV A I EMBEZELON B b, Wi BICE L
THoLIEWEED OGN T Eh o, MFEEOD pathogenesis IS S OHED H 5 & & A
iz b, 5MFK4E PNP BL U PVEKERICEVTEIL Dsgd o4 5 HE RIS D & W
BHBEPEMEIT H120, PNPICBUF 2 Dsgd ORI E-7TD 2w EV I E [gGH T2 5
2 DA DRETET VL PV ELEEL Fo,

H 1
1) A9 v BV FOER
Dsgd & Dsgl ZRWT, BADAT vy Ev i pFEsfaova VARKHREHOTERL
Foo TR D51 Degd fAEARIRENA 2,73, 178, CK 273, 173 1M L. KA R LE

W2y WIEE A Dsgl 2O TR L. 21513 Deg3 BN O N A 7 3/ B 1-403.
NA7 I /8 1-161, CAK7T I /8 163-566, CR7 3 / B 405-566 Ol E &4, zh T

— 127 —



Dsg3*™ /Dsgl-Iglis . Dsgd"™ Dsgl-Dsgl-IgHis . Dsgl™™* /Dsgl-IgHis. Dsgd™™
/Dsgl-lgHis &g & i,
2) Competition ELISA &

PERK L 72y F % competitor & L THW T, PNP16 #i& PV (17 25 #® competition ELISA
AR T Ll LI ZNThOSFEOGUER WL vl ERIGE®# (4°C, 0/N),
A Dsgd Bf{t 7 — + (MBL) %AW/ ELISA 277, Bz v bo—a L TRW
pH 5 Degd A EHVBRMEEER, By o -1 d LTRMEAREo2ESSE
Dsg3-lgHis DREFEE AW, Bika v b o -1 QDA 0%, Bifko >~ b o— o OD fili
100% & Lz a0z #hEF oMz & vy OECHRARRINE L L1,
Competition rate(%) = {1-(ODcompetior-ODpositive) / (ODnegative-ODpositive} " 100
3) IgGsubclass @ ELISA

BLISA 3#l# 2 XHEEHUR Dsgl B LU Dsgd psllfifba e 7L — > (MBL AL 2 HwT
BT 51T - 120 200 REICFRU 217G % ELISA 7L — b [T L BERUG & &, #A%. 1000 1%
TWRO~y 24 + £/ 7 0—F ik (gGl-1gG4 EEE T 30 A, & S 5000 KHR o
NNFF V- EERBRR A ECHARTERIN A TRINE o, WHK.
tetramethylbenzidine & hydrogen peroxide HEBICE S ENZREIC THRBEIT - 12, R
FANH20 i TRIGEEIE L 720 WFRIcEW TR CIEFRKE AT 74 72 v b o -
ELTHWE, BIGK 1 ELISAreader % W TR 450nm & Tl L 7o, OD i 0.16 %
cut-off {fic LT PNP BEIME 16 # CUBORER7E S5 U icEAN D oI S 07 iER]) D RE
2170, PV A 16§ CUBDIERD D4 & kar L 7o,

1) =Rz &b =7

FFIRAHOERERT (K1), PVIZBLTIE DsgdDegl-IgHis TIH & Z LA ED
AR ENTE D, Dsgd"™ Dsgl-Iglis TH 88% & 075 b DHASBIAL E ST W72, Dsg
3% /Dsgl-lgHis 8 & U Dsgd™*Dsgl-TgHis TRV FHICB VT H 11% & 7 % DRI L A
W ohd, TE epitope id DsgdNKT 3 /B 1-161 1B O TWA  EMSh - Toe — T
PNP iz WL T i Dsgd"™,Degl-lgHis TiE# 80% ORISR ENT WD, T Dsgd™
/Digl-TgHis T BUOHFAL PR EATE ST, & 512 Dsgd™™ Dsgl-IgHis B L U
Dsgd**Degl-TgHis i W T 23% & 2% OMIN A, = E b — Z A Gk R0
MR L TWa KRNI,

[k epitope mapping % PNP16 #il & PV I0#% 25 il AL THRIFL, ThEFhOR 7 4 E
v T OHCHRERREE 75 7ick st (20, S0%EL EORIREZEAL & Licind,
Dsgd'* /Degl-IgHis T2 25 s 24 Hfic, & Sz Degd™™Degl-lgHis it W T & 18 phic g
(2RI 288 SEERIIERIZ 87.3% & 64% & @0 IRINE L 87.3% & 64% &G WIRIREZ R L
120 Dsg3™ Dsgl-IgHis T3HBI D & iz, Dsgd3™™ Dsgl-IgHis T3 1 IO A T EH
WAEED LT THY, FEBNELELS, PVICE VT2 Degd D1 Hx & b — 7IINH 1-161
KE AT BEBEL SN,

—J5. PNPI6 iz 5T 4. Dsgd ™ Dsgl-lgHis 12T 16 Flth 14 Bz @47 75 RIX & 2 3
H oD, Dagd™™  Dsgl-IgHis T 5 FID A, F 7z Dsg3™™ /Dsgl-TgHis T 4 #1]. Dggd™ ™
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/Dsgl-IgHis Tl 39.8%. Dsgd3* Dsgl-IgHis T4 33.3% & 23 0 EDFHIRIC B VT &[4
FRRE O 258 1o,

fM->T, PNPIZBOTENAED 1403 2L Dz —7HEDB SN BZES, NADEKLS
. CREGIE M —7HEAT A EAMEL, PVICHLEE L. Dsgd A S o L g1
Iz i g 5 LDk - 7,

2) IgGH 72 320504 (K3)

PVt LTt 1IgGA 13 100% D 15 Flrh 4 filic Ttk 280, £ 72 IgGl i3 80% @ 15 fih
12 Tk e @Bab te, — 7 [gG2 s B8 VT 15 B 7 FlAsEEYE T, TeG3 s W TR EEF D
BYET, ChoDRBICZ D PVIESBVWTR eG4 B3 EY 72 5 2 TH 5T EhMEHE I NI,
=5 PNP i 17 flic BV Tid, [gGl1 13 88.2% Tdh %, 15 HHsketk, TgG2 12 64.7 12 725 11
PITltTH oo —H g3 BT IgGd 1FZNFN235% D4 P& 41.1%D THIfEETH -
too 0L, PNPOMEHD [gGH 77 5 213 [gGl &, #0150 T IgGl T8+ 7 7
FATHLEMBHEL, PV ERER D, G4 BEENDT WHEET L EL NS, /-
gG3 bTiFTRHEEELONE T LML £,

PNPIit&EF A Dsg3 Dz E =T 2w B oicdhtc»T, Dsgd & Dsgl & DR THERL
2Ty By It 3ARATHEEVAL, PVIRBLVTREHE LI — 713 DsgN AT 3/
B 1161 WEEW oA T EBYIHL 7285, PNPOIE = 7FRINKODAELE ST CKICHED S
i, PV LR L AT NORHBIC 4T 52 e L, CRODIV F-70EVWOERE
BARKEAHTH B0, BER L PNP PV ICAELTFRTHEI b0, ChoRoEOA
Er =7 OO SRTOAEEEGEL Shi,

£, [gGH 70 32D HIEIPVICEWT IR [gGA BT HY 77 5 A TH - f 45, PNP Iz
BLT, [gGLIT2 0T IgG2 MEHITIE» o, LI lgCd BELED SN T EEHD-
7o AR Anhalt GIBRESOEHIAILEER W, PNP B R [gGH 72 5 RO A OKRE 517 -
fedi, T OFER, 1gGl, IgG2, IgG4, IgG3 DIMic B A B S, RFFICB T 2FH L2 0L
LBRTE2LDTH 7, REBEIRBUIZINGgGH T2 5 20THRICI L T I3 HEM 0 ik 4
HEw IgGl B LU [gG3 AR OHAET L TE Y, —H., [gGd B LU IgG2 2 MikEES
PEEREShTWE, bbb, [gGl B1TH 5 PNP @ pathogenesis It BT HliiAZ D
ML AR S L, £ D10 PV ICHEE URIEDE . EAETH BIREM A E 2 Lz,

SRS SNIREREL O, PNP @2 AT HCHKEGT 2040 FRTFRCEVT S
DFERMIZE =705 5T EMMES N, £/ PV ELE L, DsgdicBIF A2 E b —
VBRIV IgGH 77 5 RO EAIEND, Degd o4 A HOHSRLHTEIL B T & A
IR & 1,
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Conformational Epitope Mapping and IgG Subclass
Distribution of Desmoglein 3 in Paraneoplastic Pemphigus

Takeji Nishikawa (Keio University School of Medicine)

Summary

Pemphigus vulgaris (PV) shows autoimmune reaction against desmoglein (Dsg)3, while
paraneoplastic pemphigus (PNP) shows autoimmune reaction against Dsg3 as well as
multiple members of plakin family. Recently, it was demonstrated that in PV, dominant
epitopes reside in amino-terminal adhesive regions of Dsg3 and that dominant [gG
subclass autoantibodies against Dsg3 is IgG4. In this study, we attempted to map
conformational epitopes and analyze IgG subclass distribution against Dggd in PNP.

Epitopes on Dsg3 for PNP were studied with competition ELISA using domain-swapped
molecules between Dsg3 and Dsgl. IgG subclass distribution was also analyzed in PNP by
Dsgd ELISA. Epitopes in PNP were distributed more broadly throughout the extracellular
domain of Dsg3, compared to those in PV. IgG subclass in PNP was IgGl and Ig(G2
dominant. Autoimmune response against Dsg3 in PNP is more diversified than that in PV,
suggesting different pathophysiological mechanism that triggers the production of
antiDsg3 IgG between PNP and PV,
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3) it X BPI18ONC16a & H %l \» 7= ELISA :DBHR

im0 (BERRFERERD
Mapiseds oK & B A7 /b M BT (BBEREEBOEED
SHUBTEE - K A b (REKRKEREH)

L #J

AKHEPEROEEE (BP) 3. ~ I F R — ARETEAHMEINGER TH 5 230kD O3 A
(BP230) B8 LUMEREFITH 5 180kD B AR (BPI80) s A & 4 5 [ e ki i
ThH 5, I BP H iAo B gEmiikiid, BP180 oo ic e+ 5 NClga LWz
T VRAA VT AL VWDNTWA, JOMR TR, RIBRZ/HVHlA# A NCl6a &
AL, CDEH% MV % enzyme-linked immunosorbent assay (ELISA) [ L. BP
W, HENFGEE (PV) B, FEOEE (PF) B, BIEFERET, W8 A0miec > v
T ELISA 23T Lo iREIAD BP 825 64 At 64 A (84.4%) . ERIAO BP 47 20 Arp g
A (45%) G ER Ly —H 69 ADO PV BT BT L2 ADPF BHETRTEUTH -7
92 ADBIRIREF T 2 AL 336 DIEEAP S A (1L.5%) B3 M cut-offl fliEHA 1o, &
NCLI6aELISA L ORT H L O4srkid e £4 84.4% (54,764) H L 1F98.7% (531.7538) &
AR LI, TADBPBFEEZMALTELSA 237 &iF# EOBBRIZ>VWTREIL 2 & C
A, BLISA 22 73RBS EMITL TL LA L Tz, NCI6aELISA 75 BP O BH D2 W72
THRARBE T =7 —FT D0 OMAVE L THATE bR,

= S V. s S

7ME‘PJH%HI‘E9)’.—;? (BP) (3. BP230 8 L' BP180 %= £ & 4 2 ARG TS 5,
EBP HOSUAD T H G ENFIZ, BP180 OfIfaE B4 2 NClea & WwWHdlia 5 -4
FAAAEFELY Y, COEMICHT BHUAMISRBICET L CBT 2L 3hTwa, Ch
F T NCloa REBMETHB T 2000 2L 0WERE - BEE - R - 12,
Zlnl, NCloa OflABZ BT AL L, ELISA + o b 2EAF L. ERAEHMICBE L T/EL
7o

1. Bk EE
1.1 Mm#

CORERTHM L oSN Acmifid. 3 2 ORFIREE (REAKRF. BIEAY., BIGERAKY)
oD NI, BT EEIRE, HIER 073 © OIS SOI@R B IC R s /- BP8YE Ah o
fton, 84 Adm9H 5 64 ABiSEcH D 20 AGEMPTH - 7o 2 v b o— ik, K
PR E LTENTNHER I N/ PVIEF 69 AB LU PF BEE 42 A, BEHBERE 92 A (kK
e 9 A, IBEHEGMBIH 11 AL 2RUEHR 10 A, 2OMWE(EIE 12 A, 83T v = F
BAL Ya— 7L VIEBRE20A, 28z 52 =F213A, A——F o THEEMI A)
B R 336 oA OME AR L 72,
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1.2 NCIl6aELISA

4 % BP18ONCl6a |H (rNCl6a) B AKBRAEHWAEE E NIz, ELISA 7L — i
rNCléa 22 —5 4 v 7L, FhFho 7L — i 100 EHER L MEmA fo. BRI % M
WTHlli s A v 7o 7 2AEERKROER L - TERELL (A v F o 7 2= (FZ2MIFED
OD-fgika vy ro—A0 QD) / (k2 y bo—20 OD-gV = > b o—w®d 0D) X100,
NC16aELISA O O 2 » b & — VIZiEHHIO BP oM £kt 2 ¥ b o — V3w A0
Mmagz=mL 7,

NC16aELISA ok a0 RIETH 5 cut-offl HEHIET 2 ) iEHIED BP64 A
SO A 336 A MM L ROC HiERAERR U foo #5582 (%) B LUK (% oadl
ARG SWVEST SN B & 51T cut-off IHEUE L7, AELISAILETIZZOMIZ 7.7 TH - 71,

ILEN O BP i 64 Ak 54 A (84.4%). EREO BP B 20 A9 Al cut-off {24
THEMERLEZ K1) —H. 69 APV BLU 42 ADPF MG T RTEETH I, 92 A
OBELI 2 AL 336 DIEFAMBOY D5 A (1.5%) @3 hic cut-off iEH A 7o,
L7chi - T, NCI6aELISA 0T B L UM I T h TN 84.4% (B4,764) 5 L U 98.7%
(531,7538) THh » 7,

1.3 SERxMEEE (1IF)
BP @it 1:10 7 & EERTIc 1:40.1:160,1:640,1:2560 B L ¥ 1:10240  THR L -, eh <
NOFFIMASIc >V TIEE ARIEE/RE & LT IF i Ui,

1.4 Epidermal extracts 5&U rNClba(c kB RETO v b

NC16aELISA Atk 2R/ L1z 1 AOEMEAD BP #3771 rNC16a 5 & U epidermal extracts
T BE T oy P ERITTL 2, T4 5 DM T ST RESICHIEL TREMTARTH -7
11 fli23~7T NCl6a & BPI80 oI LS » oo T ORI ELISA OF5H &9 5, 116
3H08H (72.7%) & 230kD BRI L 72,

2. WBPE=-9—ELTOELISART7

Fatz b3, iSEIWIO BP T UL oREAd D ELISA REHEER L TIEH| 2 U
ELISA = 27 IIF FiAfES & RS ERH & & L1,

1913 88 DOLHT, v F=vorbmg/ HBXF=aF 7 IFEI/ F47 1)
DOFRFILETES 3y b o - EnTWRAS, 3EHOERMEICHRALL, TL =V e v E
15mg/ Nicd L, BB 3RerIcEbH VL, Ll v F=varE: 10mg HITERL
P BT RIS TR & B 72, 7L F =V o v mg /AR TER L2, 2 o Pl %
b o bi, R E AT LT NC16aELISA = 2 7 i #El L7z WtIBENC, TIF HLIAHR 13 54 % 1
B LIPITHER AR S 10 o 72,

QFIEIZ 8 EOTIET, RER 7L =y Thl{avrrta—LEnNTVEBFLF=/
U v A 10mg,/ B & TRE L 2BEF# L7, 7y F=Y 0 v% 0mg/ BHHE LB L 7.
NC16aELISA % 7 7 (373 & AT LTI L. AEICIKIE 3 3 LD 2R U ko TIF Pk iz
PR L 2o LR O B & 7R U 7225, ELISA & W L TRUG ot - 12,

P TS O T T, ER 4 ESRE L TV, ¥IBH. v F=vo v img/ HAMR
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HThH -1 B L PERRICKE S BEERD I I /17 ) vE=aF V7 I FENA
fetd, il W REONEE S 72, 7vF=voryd 0meg B LE-ECE, BER 1L H
RTHA . FREDEALE & 612 NC16aELISA 2 3 7 13k~ OENER L, WECIE CTRD
Lto XEREC TTF S S 2 Rt L RS L e BB » 1, & OREHT

3. [F LA, B0 €=y —& LTEFELSL VW EEL I,

4 BIEHS 38 BT, MBI/ KR, NERSSFE L, ERICH B 2R o, TR
F 7L F=vunrr6bmg,/HE XU diaphenylsulfone(DDS)7ome /| THEH 12 & & A, ig#iIC
DUG LR ER L, 7L F =V e i 8mg,/ HETHREL, DDS &b, #iles & o rulk
NS B RE, BB IUKESTE L, FLF=va g img HiclnL, 7H¥F4 7
Doy 150mg / HICTRRERL, 0B 7L F=Vo v i3 B3meg/ T THEL -,
NCI16aELISA 2 2 7, /B LFIT U TR L. T OMERIT IIF DA & LEEH & < 5%
Z R L fo,

SPIH I BT, MIBMZTLF =V o vy img/ HERIRPTH -85, IEBLU
AR RS S L UBMEED ., 3/ 942 vE=aF BT I FEMA A, HTL o
KB b T, 7V F=vo % 0meg,/ckimL, DDSS0mg,” B &AL, FHIR
BRUELS T Ry id 8 ATAmg,/ HE TiRaICHRR L oo NCI6aELISA X 2 7 i, ¥
BEE ITHRZ N U oo TTF i & 5] BR BT L THERE L 1o,

6 B 13 62 O AMET, WIRBHE. CIRFPNRGIE & (AR IC BB & L ORI £ 3B o, iBHHIZ 3 /
HA 2N vl aF BT FTHRGAN, FTLWIRERBEA G, Vv K=o v 15mg/
M2 ENT 2 6 RBOFHEEE W, 7V F=vorae3img / NEMELZEAWES
Wht, T0E, 7L F=vVo vid 2B Tomg,/ TICHHRL BB EED L, - 12,
NCloaELISA 3 # & ETHER L, 24P 8RB EEITFLTEI LA, LA L.
NCI6aELISA @ H RSB ORI UG L 7245, [IF Jiikifiid £ oticE B 2805 h -
7o

THIENE 49 ORYET, YIBROPERIES L 2 BimtkkEs £ UM EED . BRI
T F=vor80mg/ FITHEDINT L F =V o s 45me,/ Fl & Tl L 7o BFic B 280
Foo MBFABE LU AFATL PV 0 v O L 2FRLITE D RO N EEAH -, ELISA 2
TR ENTT U TEB L 2o hs, — L IIF OV (S RRERT I — #4513 10 {58345 05 L 12
MILINIHIC B W T R TH - otow, BT =y — & LTRABEMUTH - 72,

BP @~ I F2€ Y — &6 IICHETT 2MEIREA O BP230 £ £ CHEN A @ BP180 &A1 % k1 i i
&3 B HAGRe A R EEIRTH B, BRIT T, BP180 OHINEIAIRS D NClba & FEIE N 3
B BP OFHLRHHE S h TV A, Zillikens &3, BP180 OHLEIRA 12 NCl6a fHIE D N A
D45 T L/ BRESNICHET T A E L ELISA TBPMAYD 4% btk & okl + 0 L 9
Matsmura 543, NCl6a ffild 76 7 3 /O HE 7 o » 28 BP MG O 90% T 78 - 7o
CEx LY Guidice i3, NClba D 42 07 3 /BBICH T A6 7 o v + T BP 7%
60% 2, ELISA T3RICIBMICE A Z &% L%, BB AR ER TR L -z
NCl6a k%23 —5 «+ » 7 L ELISA # o + 2B¥ L. BP %, {thokMiERE ., BEED
DB LUIEE AL SR O BHOMMY v 721 LT L o,
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A8l NCI6aELISA O EREH L R G £ A T 844% G4764) B LT 8B7%
(531,/538) &EtiTH O BPOBKICEREEL SN B, ARG ELISA 2B TH
NIEBP EBWTE B, L, BT 84.4% & 50 DD NCl6a 2B LW BP b F1ET
B, BPOBRHCIX ELISA L& it FTERIBICRBMENILEGHM L THRET &L
HEA B,

BP ©i3 IF @A ERIT L TEB L VEF L, LWEEITORBNE=9 —LLTOK
WD IE oty BEF S, ZHITIIF 2 BPI80 & BP230 ok 5 2 2 Dbifhmt £ XM L T
VB DI Ly IS 13 BP180 AR X B2l - TL 2 e &FEZL 5N 5, BP THEHIC
BULTA ELISA HH3m# & LT LTe v, AELISALRWBOE=% ) » 7IZbH L
EZ oMb,

A ELISA 7:Tld BP180 @ —i8 T % NCl6a Ol AR HAEMR Lok, AKE S BPISO
offan s S EE LEiEEM W AEB NClba 25 LT oL bBVWEELOSNS, L L,
S o2 T3 NClba 25H & L1255 BP180 OHIIA AR E 3 5 X 0 bl &d - 7o,
Zhi3. 1) BPI8) oADK E NCl6a & 4 FRAKE CLRE L cHlA M & Ak
Ehizd v, 2) BPIB) oA EASRNEEOEN & LTRET 5, 3) HAHaniills
#z BPIS0 BEAENPEIC AL IS - T WA, BEMERE L TEL NS,

St AE oy - OWMRICE B HEBFICE VT NCl6a x4 5 H ikl % ELISA THIE
Alfgd 75 %, BPNCI6aELISA i3, MATBOZWOALLE, wAEDE=y —& L ThHMD
Hrtibiciiac st EEDbR S,

B
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BP180ELISA as a diagnositic and monitoring tool for bullous pemphigoid
Takeji Nishikawa (Department of Dermatology, Keio University)

Summary

Bullous pemphigoid (BP) is and acquired autoimmun bullous skin disease against
hemidesmosomal cytoplasmic BP230 and transmembrane BP180 proteins. Epitope
mapping studies have shown that the membrane-proximal noncollagenous (NC) 16a
domain of human BP180 harbors clusters of antigenic sites recognized by the vast majority
of BP sera. In this study, we developed an enzyme linked immunosorbent assay (EIISA)
using bacterial recombinant NC16a protein and evaluated its clinical benefit for diagnosis
and monitoring disease activity. Fifty four (84.4%) of 64 BP sera were positive, while only
two (2.1%) of 91 sera from collagen disease patients and five (1.5%) of 336 sera from
normal control barely exceeded the cut-off value. None of 69 pemphigus vulgaris sera and
none of 42 pemphigus foliaceus sera exceeded the cut-off value. Thus, the sensitivity and
specificity of NCl16a ELISA were 84.4% and 98.7, respectively. The correlation between
ELISA scores and disease activity along the time course was examined using 7 BP
patients. NC16a ELISA scores fluctuated well in parallel with the disease activity along the
time course and reflected. There finding suggest that NC16aELISA will be a valuable tool

not only for diagnosis of BP but also for monitoring of the disease activily.
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