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1997 FEEEHRE N R B LR H B L 1697 SRR E TR B RELAT R H R
BREMHEZE 5B : - BEdEE X

3. EFORKR

9 FEOLEREE TIIEIARD 3.3%.. AL @A 13.5%. Fic @il 584% ThHh -7z, 92
FEOZHERBATRBOM 1 BIBAL. Z0/ 1 BEEMB AR T, 2ETIEH 4 B KERETH
BWLTBD, W8EM 0K LOREETEEL TW A, TMEOSZRERECRARRIBLS
b TH 1R, 2RO BRVRFFETIHEEL THED ., 8% 200 RELEDHEEETHEREL
TWis,

4. REER
B ORIE A KFEROM, ARET & U TRIPECENREE. B4, TR - AR,

AP LABEBROATVWS, WEOLERETEIFREREAT T 603040 BEETFEIH
TIEERHE A 13.3%. FERIAS 8 %6, T4 126%., Hik - ARV 119% THh -7, T4
EHUEMNEITHRES LTREREHEE LT\, FHRNTHETIS 55 9%6~97 Eioh i)
TEHE L 7z Pooled Control %W\ iEFM BHZLIC & 5 SRR (G, ARK., BE, &
EAKS., EHERSEEL TY R 2 MG, €4 1 v, TABIMEBELTY 27 3EVE VS
Bab b, .
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6. F & ' i
MNEDOLEREICL 5 LRFRMBEELRO 6 EHOTIE 358 Flh 8 Fl, HELIZ Zb 4 #,
AC1HI, REA 28I, Psol. FERIZ.OAA 4 Bl BUMEE 1 §1T. MR 12%TH - 12

£ K Kk A& E

1. BER

1983 FF O 2EFE IAFREE, RO AFIHBERER 644 Mzt 2 MPUIC KR S h. FEKEIE
OBEMRTEIL 700—-800 AT, MER|OBEHTHIIEMN (360—450 A). HAHE (19-23
A BHREEER (140—170 A), FHRERER (190-230 A) TH -7,

94 FOLERATII 3,371 DEBRMER L WRICITV. ERUERFKEE#ITRER I 4 E/MT
570 (500—640) A, FriRFEARZ 330 (280—390) A L#Eitani, 19834 & 1994 4 D Hgkic
LB LEBERIEITVWEEIOND,

1986 F it FEERFERBIGEHAREE L LY, 1997 FOZBER I ATH - 12,
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2. BEOH - F4t - MRS/

1983 FO2ERAFRBRICL S LRRIT | KRG 0BLL ETHEII N, UEDLEHE G
RIEFMIT 1 WARED 8B TH -1, BEOEMSH S 5EEBHIRSE (. 15 BEMHHH 50
BELEHTVE, MBI 1 1 THHH, BT - BHRBEEERTRAHE (., B .
FUREREWTRRFEZV, EREOABABEBEHEAR VW TIED, WEFEOZH/ERE
T (B 20 100 BUL TEE ML (B /%) 092 TH -7, IREIC T EEDOA
010 It SEREERT, EMAE BB ICH - T, SREJIED L Tu 2,

HURZE I > W T3 92 FRE OB ERATIC L 2 BEAZHRERLIC X 2 LB TERB, ZILE,
ABIGSE <, ZTIHIERE. BB, KGENER-T, MEBRKRECRTLSICE T
HH, KRNSO ZBENE L, BTREEE. BEESOSRENL b » 1o hi—ifIc Mg A
HBERELL,

3. EERORIR
1983 £ O EHPE TIIER - HE - @BhTo5 285 (91.6%). Abx - LAY 26 (8.4%) (AR »
W REAMER U ERREREDL R TH -1, MEOLEFAERE R TR IEESHEK,
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FIABEIR 6%l (49%) TARRETHEUETH - 12,

1992 FEOZBRHERA TR BN 9 EERE, ABRSH1EITH - 1, X’J:b"g‘f(uj:bj(;ﬁ
BETEBE L TH . 8 B 300 KU EOHBETIEEL T, T EOZREFETIY 1 &
A AR FEES KRR T L. £ 8 215858 200 BRLLE ORBE TR L TV e,

199 Fo2ERE CREREABRIAZMAELSIL8%. €0 O b 8.0% B EREHERY
REOZMERITHY . AR - FURBERENOZHRR 0%FE LS. BERAER
ERT L 54.8%. HHRITIL 274% L&D - oo

4. REER

1994 FOLEHERERE» CXERAET 20 IEHEBRBEN O T 90.5%. LT 62.5%,
BHRBREERTEE 17.9%. 2020.6%. BRI TRBELE S 40%. 2FTidE 44%., & 50%
TH T

5. F %

1983 FOEERERRICL 2 LHCHE 8 ERT 20 A GEERILTVWE V), UFEOLER
BECEFCEAERTEHIT, 0EOE MMT) 2RE, EHBTH -7, FHEIL5 KD
(FORA). 17T8B, 21 Bk (EHMISE. 2085 CRETR). 588 (KOE). £ oft
FYICH > 1o FEBIICH CTHABHEAR O <\ Nl EIERT 2PIHB T 33.0%, LT3
9.6%. N & IIIEES ZFHH T 12.3%. LT 9.4%., RRB|TREBHRFNIEER i
< B bh, WERIRBLE bSUBERbEH > 1

SRR

B EHERERDHELRBRAENAH S61. 62, 63, H6 FEHWEE

B - S EHAR BRATIFNIN D ERESME N8, HYEERES

EASREREHROE FRAAIAH HT EEHES

FEREORFICHET 5 HERNM Q12 E£EHEE

FEREBRBITREMHAEREE V2 FERED 1, 202

FRER BB RERZRAERET 109TFREDL, 2D 2

POOLED CONTROL % H /- IR O FIG RaETE. BRUREEF. FE &, KAlBE, NIFHE, fh,
FIEC£xEE. 169, 10. 1999.

R oty - MFER I X 2 HEE DO -, WREE  H, KR, 1997

o B RASTR . fth mILE, 2000
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Hemhre:-f B EF F (EREXFEETEER) L |
B B E:4 & H X MITERKER.H £ I (E&FF KW
g &% M OE R (ERAWm)
i
7

[N
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OFREEOZWEE, QEFFLTEEEL L UQEEEHIC>L T, ARIEHOBELUGTO
EYOLERABL SOELEBBII LT, BXONBELUHRAME S IC>WTHERL 7.
IhoOO@OERRIC KD, BEOZR. BEERICNL HBREstER SN L D0,
BEDOTFEIIBINCHEBENTELEZIONDE, SBERIIoc0OQ2ODEEILE LD LT,
FRCHE LR OWIBEPCHRESITE bR R VL H158ET 5 Lo, EFEECHEENOTRARE
BICEHRICITY., EREEHERE LG VW TR L AR 2T OLEYW S B EEA SN
P

1) REEOZHEEDIERLLR - ERILLE ﬁ%(giﬁﬁﬁ£i§$)®QEMﬁ—
BF0 49 D SR 52 EE £ T EAY - KEEWIFH (IR « AHHEED HEE

BN 52 4 3 Qe KEEZHoFs 2AE FEREhiz’s AB L L TR, KBS EK\F@
S3H. BT EOBEHIE, ERRHATELALLOT, BOoRKEL L TR, a) KEDZHRLE
HEEOU S A, iR, L0 7EAERE. b) Nikolsky RRIBH. ) ISR CHELREIC
& BRENKBEOIE, d) KEEID 5 ORIKER TR (Tzanck #il2) O, e)
FEEPHo®RE., DL HEEOEEESE T o T, ERTE L 2 FEiC2BBENTON,
ZHEEORE L SIGFIEHAANE L-2ERED 7 — 7 «FMICEIT LYY, PEGTEE I
KEEZMO TS| & BEETI R, ROTER I FERC [ REEZHE] sk hic (&1,
IOZMEL S LI HERBHEEMEAZE] MERE I, BEKEOZH L HERBERREN
BITHIA TV D, XHIFER 4 ER I, 0 EAEZHCTEHOF 20 [RE] & [HREME]
IO LTREMITbA, a) EEIR91.4%. b) BRI BokBEHEARECEL T 100
%THo, FEWEEOFKHEEBY CELUBMEABCH S5 &, SLE 0ZKEBEREDOKE
(09%) LFERME (0% LHELTOMDTHETNEIZBMEETHEIEMNHOHEL 51,
SHEOFEE LR, RROEEFHERZCHET 2HEH s 0 HFERBRAEEARZOYETH
BiFohz,

2) EERIERE

TR OBEAE, TR 2 EEOLH « ISHICBET 57 v 7 — FRA", FRIFEOM
WRBREOEERE L EOLERABEO{RER I, PR FRICHERHEEERENEE
aht, EEEWPEHREEAR. 1) KEREOHE, 2) ~a v +-HROFHE, 3) —AoK
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HhOKEOHER. 4) OEFREOGHE., 5) KEBNAGETHD, FhFhoEHO2 37 4%
HEdsL, BERAa7 48, REXR 37568 EN -7, BEEE. B ; 6 S5PIT. %E .
T~108, EiF; 1S EEREENL, 2ORREEREEENEREEZH VT, KB
BOERER EIGEICT 22E7 v 7 — MAEY, ER6TFEE TETITHHAY . 1) EK
SHEEMEFEEYERERIBEOEEE L ICRMT S L, 2) BEERTIR. EEMRS
EHICE . BER - AU TRPFEPCBESE VW LR EHBPEE M ER 7, L L, Ff
SHEENEEHHERERTHACEROBTWHI TR 7RISRV L, KEHOF
MEHEE LT (G « [BE] GEBRERRESS ALy, LRIEFICEEEZHME
RUFTRICHE T 2 2BOLERELTV, B IFEREEESHEELERLZ (F2), X
SIS 12 EETE, REBRRAMEZ S S OEEEYHITER (X3) BRAkah, BHEZ0
ZaEIc > FREBITOATYL B,

3) Bkt

PROTTFE ORFHE. VL2 EEOLN « IGHRIBT 57 v 4 — FEEY. PRI FEEOM
RTBBLOEERE R L 02ERACEREHIC, PR EFICERIEHESETI AL
(R4)e TORBIEHOR® I, BERUEEERIC IV ESEEELNEL. FOEEEICH -
T, IHEEAERL, TPALKRBOZRF o1 FREAZEEG OO TH 2, FIEIZRF o4 Fik58
LT, HWETT L F=v#H 60mg, BEITF. B%E T 0mg HEUT. BFE T 15mg/ A
EFEL, FEEOHERL O L ICHERET S, COR7u FISENREYTHE LI, E
MEEREE TEREIITOM ., KEBEOEEELAFICHETL2E 7 v 7 — M EERC X DR
NTVEY", FAMMOHHTEEEORSBEEFRII >V THHFMIcE®I T3, Bic s
DR E LT, MERBREOBRBNIBEASTESINTED, 1) X704 FRLL SEEIE
EDOREOHESERTEVERL 2) SEEESFERK b O THEFEEROBENLE L <
BWER], 3) KEOBOHMEIGE S f, REHASEEET/RED A 28 L OIER 2 &8
BaEBA b, SEEAFEEEHE*2EOMBRICEHMT 3 LENS A5,

BEXM

1) BEAREEEH., 52 SEHMEE, pldg, 1977,

2) FAEATRERE. MOBAMHRBABNITH ., FHouERHEE, pl43-146, 1989,

3) FAERERE, MOERRBRAEHIH, Fk 2 SFEHEE, pl43-158, 1990.

4} FHEAERE, ROBERBHATIRI. ok 3 FEMLE, pl2, 1991

5) EAATERE. MOBBHEEBRMEMFH., T 3 SEHER, pl47-152, 1991,

6) EHEERHERE. B OBGME EEBHATICHL, Tk 6 EE4E, p191-203, 1994,

7) BAEENERE, BPHEHEERERNEMEYL., Pk 7 EEHEE, p251-261, 1995,

8) EHERERE, KE - HoMBURENA., BOEEHEEEESRE, Filk 9 FEEMESE, plls-118,
1997.
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1. JGEL#
(1) 1REHLOER
(2) RELOEE - EFEIHR
I. AEOER

A, eRERE

(1) AFoqF

(2)  SLEEAmHI

(3} DDS

(1) @FEE

(5) IM¥EAcHAE

(6) Zofth

B. Rk

(1) EEicwd 278

(2) BB ICXd 2R

1. 1REE
(1) JEREAEDER
DBWBLUOBRECEETAEET 2,

a, W AR LG ABRECH VLT, REEOZMOF| GEMERE) ik~ T, #
TN B L RS ETETE 9,

b. BEEHE  REBOEEEHEREICEVEEELHET 5,

1) \E I CRIFORBEBEIAME #ET 5,

2) K - BERE OGBS X UIRE, =2 F —HROBEE., KEOTEHIL &
DIFKEVSRBEEET 5,

QBB O

a, BEMIcoWTIR, A7 oM F2REE (RKE7 VL F=#BEICT 60mg day 2
Bl ooigd) AEMEE L Ty miEcsmk s L EREAEZRS,

1) MR EPERAELEES, 50

2) A7v4 FRKE (7L F= AREIZT60mg,day BE) I TREMIEE o hfRid,
ZFaA N e U ZBEGERT L, (BL. BEIICBLERAIREBREEITIEWD,
TR EMEER L - LT oL 2AHEARITT 2,

b, hFEERICO>VWTH, A7 oA F2EEE @AREZ L F= vy 8BEICT 30mg,day
MEL OB AREE L TEREALK S, SHERRICHRAET 2 Qs
QLRI & OB AT S5,

BL, A7 o4 FBXUGRENHAL L, GHFECHERES L2 o FEROBRYIED
FHEOACKRETEAWIEM I L TR, MPRBRBEEOEREEZ 2,

¢, BIEFIT>VWTIE, RFa M F (FL F= B 15mg day LT O, @ O#EE
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YT 3) MERS @Y OEREICHEY) 2171095, i, REHEL. S8
FAETBMASZVIERF oM FREEESETIEBELITE S,
BL. 704 FBXUREIMHERIG EH, SFHECEAED LU E N & EH 0 EEE D
FAEORBIESTELOER N L TR, MFRREEOEREEL 5,
d. £ofh
1) 27 v Fick3EERARE LWERIOE L T MR REEEERT 5,
2) {90, HRAHELLT, v/ u R ) v REDHEOHERARTT 2 LENH
590
(2) JEER LoOEEs L UEEEIH
ORE/EHEOIGEL LT3, KENEREEY &4 3EENTRKRR, mihoXERETE
MDOHEEL L EFET S,
QOIEFCBELTOREEIFL L TR, 2hFNEIERSEET A A BE L, BEFIKE
SAERBEITV. ThThoBECHT 2 8IC0FEFEEICRET %,

0. isEDERE
A, 2HEE
(1) AFaAF

O FREEOEELMEITE S LHICRBZHAT S,

@ FBAERET S L, BB UAYDRSR 2HET 5,

@ BRARIER OKEOHEHELE EFRRELD, —or 2+ -BREERLE), KEER
FHAEEELE LT, FNOORELWAL oo, VIEREE» SHBE~E (5~10
mg ) #w L TWH <,

@ R kY. BEREROERMSEYD S EaI i3, SR ORS &I 5 ~10mg
NELABIZRL T, BRROBEEET 5,

[ KEBET 22704 FPORSR 'S L UHBE")

HEMHRAEET AR EROEECHT 3
Z7od FOR5E

#ElSR 27~53mg (40mg)

HFsE 3 ~19mg (11mg)

FBIERRBE L B HHREEOEE IS S
Z7oq FoEba

#E & 20~41mg (31mg)

HEE R 4 ~14mg (9 mg)

1)i66&%%igiﬁﬁﬁﬁ$%¢%@ﬁﬁ$ﬂ§mﬂﬂwab;Umnmﬁﬁﬁﬁm
22 % 1< 35 1 B ERRAEFIHRER 202 Flic o W T DTk E

2) B5EBIVWTh AL F= v BEDO—HE

3) FEINANEE G EE
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[EEFIH]
© RA7o4M FEE (EEED L BIFRBENENBONS T EHTFHRENLH, BY
‘B X BEIEH (BE. BMBRIE. BRE. OBAS v Y 2 ERE) oRBICR+4
BEEPGHETH B,
@ BEE. B BEOERS SV TOEFIORAE bRSITITR Y LEHS 5,
® RFuoA FEEXEMIcbEZESCEAT o, FORWERREAETZ-HIch, fit
DEFEEEHHLRA T o1 FORE - B4R 3,
@ MIFASEREEITE S CLIc& 0, YIEREBE X UHBBARET 2 2 & 5aaE e 13
%o
(2) GGl
HASh3ER (FRd. AR - B8 BLUz0o—HERSE

THFA7TY > (467, §E50mg) :50~100mg, day
47072277 3F (v FFH ] 8 50mg. & 100mg) : 50~100mg, day
vrouaxXfY vk (B Fa v, A7EN 25mg, S0mg) 3~ 5mg kg day

¥ Y2 uRABR) yOREE-FHBICOVWTRELFEESATOLRVLA, HEE TOHET
it BE®R I~ BRICHORRRLEBIFE VWb TW S,
(3} DDS
RZREERICH L TREDHERT, BF. REBCRENERTIERLRVE, R7 o
1 FORBAHMNCRS 313, KEETRECEBIRAET ARBICENS & oiGhdh 5,
PTI/V T 2= ANT 4+ v (LIF /=, §F:50mg) : 25~95mg.day
(FE=1H]
EHRERAEME], FREEL S ORERIC T EERBBLETSH 5,
(4) SF%
O BHREE Y v F RS TAEID 2~390 1 DBRSEBLUOR T Va2 — it TRS
T 5,
@ MhOERAEILNRERROETE 2, BL, HoMICERTH » 7oEW & Dira s
LEEXN TV,
@ BORSEIHECH~PROLST, $IRART cOBMBLIUBHDETE I EENT
WB, HEEFELICIEEL TVWS,
R (M. 7B - BB BIUvzoR5Hik

© #FAN TSI 2L (YEV -, & 10mg. 25mg, S0mg & 1 ml)
10~25 (560) mg % 1 ~ 28z 1 [EfFHE. day
@ A-3/74» (VF=35, 8 3mg) : 6mg day NIl

(HEFH]
O AMERE LT, BEE (HokK, KL E) PREERESFE LS - EERE LD
C EBERBLUCORNRBSELZETPTV, ZOM, BHEEHEEZSOMBHE b#EshT
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B, WEOM, ELIR T MERE « R XIERESHLETH 5,
@ A-F/74viE BOKRB LWV TETTRILEOFBESOMENE L,
- (5) - MR
i OBag B EEE. @ EABBEMFFSBEE. @8 2 #9 Combination method
DIFENDH B, (QOFEN, RASHhTV5,)
Ehe LoRES (REEROEE)

[2E] REREREN RREHEORETE
MUERE (—RRHYALE)

43, IMIERWBEE (1 B> &) 5,000 =

MBAZBIE I >\ T

(1) MEPFRHFRERLRUEBHE. <27 o o7 YME. SUEFE. EidE., EEHEIE.
EMRET Y v <7, RBMT ) F 2 b— TR, M@MEIVMED SR, EENRERES
1R, WEFAR. ¥7 v « YL R, REE. SRERE X B R MEE LI < At
BhOBRERUEERES 2 L A7 o~ VINEX REARESRELEOSE cX LT, @i
FEFC LD MFRPEEOTE - KBS CEETE 5,

i) UFERLOWR LB IZRMEE. BREE R, 2ERURBEOEEZHOEELLLODH B
DGR THRE O DH 2 VIIEHEPREIERTRATF o1 FOABRBEENTELVLDT
by, HIEEREELT, SHARCR-TEET 2 CFRIZERC6 » BETidETa i)

13 MEIBIRHBPEHEETE D BRI, 184 OREFIC IR U THESER OSBRI, ERBOREROH
BEEME L - 2Ll SERATH L T &,

(R OMIC (FEITHSE) * ]

(1) 27 a4 FAL LEMHIRILE ORFEOIEROHHT %8 OEH
(2) BEREHIEEHC 165 THFIEROTE2HFT L L WER)
(3) KEOHCIEAERE N, REIRAILEEH C/KE QRSB L \VEPF]

* /NI E#F (1984)
(E=E=®m]

O VMMOERFETS SNy FXBLOSBEETREEMNROBREICHEVERKEE L THE
Do OFHEREMBEROTOEY, ZEABETRINLEZLBEEETHKVDATL
2EHEAOBIER (7 v AF -G « B4« BILE - BEAMEL E) ORKRETEL
FEHTVIEW,

@ HEEOUEBEL, KE- CSALLESRNNICEFET 2TV I LR EDL 6, HifT
FROBRBTFHICETEIFET S EHBBETH 5,

6} RFad F e« L 2EEE
®© R7Fud FOBRKBEZEHRONICRE T 5158,
@ \BE, AFALTFLEF=Vay (YA Fa—-N) 20, 1H1 75 4% L BRELE.
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HTWw- < D ERfTT 5, 3 BROERETE 1 7 -1 e 5, EBR+STHNE
FEE SV A EZBINT 5, 3
® BHORFoA VEOZERS TRRBEAMBITELVWE Y WER, RIABORA 7o
A FIERTHRENB LI BEFICH LT, RHEREAS V27 o FOREEH
HE LCHETE %,
@ RFoA FORMOEEH (7F743Fv—v 397 « BHRFE « LAL  HIEEETL
BE) OREICSHLT, FHIRERFEITN S,
® —MBERTeAl FORWERIC bR UABRBLETH D,
® LELERIELNETHD, BHCOVTHTSERIBULETS B,
(7) Zoft
BREL DICOisHIcHO O M2 EASBEFMEER (F v VBEHEZA S v b, 724
/Ny $E 100mg 1 [@200mg « 1H3ED) #WART 5, A7 u v FEREOBEPHEEZD
OERAIE LTEREORENH 5,
B. Bk
(1) EBxtd 2ihE
@ K- FSAK LTI, 2KRRETB LEMEENT 2 BN THAERPHEREED
SAEFlC OHERICIEET 5,
@ BEB. WEF-THLOEE~NOBRERIREET S,
®@ HHshsARRICIE. EMEERIIBKE+ Vv E Y IRE () v For VGKE.
NP EFXR—-FNKE, 7o/ PEE) PhEVEESENRE (v KB, T1o0¥
1y VKERE) BEHH B,
@ LEEOWEICHHTEIET, 7k vy ARy R~ 2BRORBEEMATEIED
H 5B,
® BIEOFKMEEATEIHTLVAF-FIARICINZ TR F oA FAREE T TERIREIC
ELLOHELH DY, BANIC ISR ENERETH 5,
(2) WERZ (OEEN) 0Xd 2768
O KB LRI 2IREEDFH EEBOEMBEROFIREL S,
@ EWH (fveryH -, TR/ —AKE) OHEHERIC TORNAZBEICHE D,
® 5o FARB (rred, FF4LF 2B, HLa— M EE) BHEHLVIIRE
T 5,
@ ZRERG, FFI. DEEEA v O Y RESHRLABECRE Ty R F YUY VB (77 v F
Ve vay 7)) OAH (B BiEEIT.
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3) TRHGHE DR
é}fﬂlﬂ?%%f% A e (RBXARNEEFEEEER)

T L »

BOGBEKERE ISR CEFRRICHT 2 B2hific L » TREFAEFS S WKEETEKT 2
—HDOEERETH D, BAEL - ARG T 2 2HORBASHMONTW S, BEREHK
BE 3. TIARTMERITUA (anti-intercellular antibody: anti-IC antibody) % R KAEEE
KB KAE (bullous pemphigoid: BP) 2K ETEI2MBHEBEEBRIHE (anti-
epidermal basement membrane zone antibody: anti-BMZ antibody) #H 3 2 it KBl h
577, HERBEFAEFICL D, B THRARMREZESOES . RECTRRKEKMES
OEELET B,

EEOBNBICEET A REOBENBEICIE, FREV-LEANIFRIEY ~ LKL 5HEHE
BEEVSEETH S Y, B, REMEKEE R FRAE v — o0, REBEBRRESIC 2~
T2V - ABROGBERBHERLLTCVEEEZ SN TV S, BTOE({LHEN - 53 FHED
FHHEOESICL D, TRTOHCREMKEROHEMERF R —LE~1FREY —
LOMKEATHA T EMEHOAEL S/,

KfEE (pemphigus) BHRE TR, BF. ERMRMES AL VRENKESE U 5 (HE
% acantholysis)e LA LA 6, REEKPERMIGERELFRLEER LS Z, SEREEOD
HRICBIL T, A FEYFNTEOSERRRICL D, CIHETRRCELTETED,
ZLOHLOWKBEBORENHONLE LT s, FRTH, BHUDHIKFREY -2 0HE &
BRERZHBEICMHRT 5, T0®%, SEORKEBEHKBBY 2REDOHAE. £ ORECHE
HIEMF OB L by,

* FREY — LOBEEERED (K1)

EEXSF /A OB BOT. FRE Y — A 30nm OERAE L, #ian
HETFEEOGVEESRAR o, FEicyr 7 7 » pRIEHGHSE ST 5,

FREYV - LAOMBEEEEEEHE L TRIFRES L1~ (desmoglein: Dsg) & F R E 3
)~ (desmosollin: Dsc) @ 28MHH, WIFNOE b 3D isoform BEFEL Dsgl-3 B L U
Dscl-3 LFHEN B Il A F~ ) YRS FTHD TAEY — LA F~ Y v EFF
3, SEOFREZ LA OA, Dsgl & Dsgd3 REFRNREDRBEERRICOAREBLTCEH
v, Dsgl iZEE FBIc, Dsgld RFBLTHBICLDECEEAL TV, Dsgl 3T ~NTO LM
CRBET 5, FREY—LHF~Y vid, Wl H F~ Y v EEE & 92, homophilic &S
ZLTVAEES TV AL, BIEMNLIERERNS ., Dsg & Dsc O OHEE OTHet: b IER =
RTWwa, ChBDEEQERUEDDFREY — LIHEL ZTOEEBEROMEICEE - TE(L
T 5,

FREY - LEBRICERT AHIBEREZEAL L TR FRE7 S F vRGLCHMSNTED,
R AT340 Stk F 22753 v I BLUNMBERSh, CHERTicBLWTY 3+
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YRR RS LTV B, BBV A7 3% 0 )75+ 0 2 BOEEREDMNREE
Eh, WIFNLFREY—LET—=2T s FzrvNo—FaiEadslErsEEsh TV
By RS ERTITSFLEAFRETSSF L LEROMES R L. 230kD BP E
(BP230), V2 F v A2MATTSF vEEZET 77 3 ) — TN 3Y,

FrasoreyEFsa7 4] bEBRICEEL, B-hF= v EREMET AT Y D
(aramadillo) BET 77 3 —KBTAEARTH S, 753 /ab vyidFRe s —AltB0L
T Dsg 73 &5 K1 Dsc DHIBAMALICE S L TWA, 7533740y 1idr 5 F v iSRG s
LURFRETIFVERBEGL TS, ChoDBAREERAERE T LI, ¥5F v
IR & O E° Dsgy Dsc OEEZORTICEAS L TV 3,

* KEEPEBEOSH (F1)

leG iREMBEDEA2E T 2REXERE, FEMRERE (pemphigus vulgaris: PV) I &
URIEIRKAR (pemphigus foliaceus: PF) T 2' %, LlFih o, SRitEEs XUGE 7oy
b #ET. PV [ 130kDPV HUE (Dsg3) &. PF M 160kDPF HiE (Dsgl) & RIS 5
TEBHLNTVWE"Y, /., TOACHFEOELUMSA S| EEHERERE (pemphigus
vegetans) (3 PV O®El, ZHHHRMERE (pemphigus erythematosus) {3 PF OFEREEZ
S TWwa, ELISA 2 W7 1[gG it Dsgl,/Dsg3 B ORBIC LD, PV id. Dsgd 0 b
ERIGT BB EAE (mucosal dominant type) & Dsg3,/ Dsgl OEA KIS 5 thERE
B (muco-cutaneous type) AT SN B EMBIHS AL S 1,

BEERAYIC ¥ 2 — ) ¥ VRS O RIKALEE % v & § 5 BEIEIR 2 2 L. REEFRNICH
FRAEBREIEE RIER L L CEZIRKERE (herpetiform pemphigus) 25 2%, % /-,
HHREOHER & > TERFERMFKIERE (drug-induced pemphigus) BHE LA EBHLNTE
DEBEO-BIEEZONE, . LAT& Y. PV & PFORITEITT 2EHAABES N TV,

SNtk KB (paraneoplastic pemphigus: PNP) i3, ERREICEE 2 OE - BRFEER
ZEREL, MEROEUBHELEL, —RICTFERETH 5. IgA IREMIARRGKEET 5
IcA RFEEIEFIC 3. intraepidermal neutrophilic IgA dermatosis(IEN) B & subcorneal
pustular dermatosis(SPD) B & %5, /4, DPEAITH D 24, THHARBERENETH 5
Dsgl,/Dsg3 iIcIGd 5 IgAPik%E 7 IgA PEFH 203 IgA PV &L HREFEFMEH 5, M
27T, HEE T, 1gG & [gA OREHRMGE 2R TER (gG/TgA KEE) HEPIRE X
NTW 3" ™,

F o, R, HIEICE THEACA SN B KREE (endemic pemphigus) bEE XN TVL 3,
75 U VBEIRKAER (fogo salvagem & IEENE) ERLICHALNTVAEH, 2o
THOBHUOE bR OMENS 5, /-, F2= Y TICbRALHENICA SN 2KERE LHE
AhTWB,

* RILHE DR RE

(1) HHMXAEE

1) #&

IgG A RMIAMFE4AE T2 REAEBLTHEMARETH 5, PV &EHRKEE O H AR
RiZ PVIUR (Dsgl) THo. PF LA HHRBEORQCINEE PFIUR (Dsgl) TH 5, L
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HLENRS, i3 k5ic, TRNKEETCOMADHEILRIGT A0 6H 0, DX
ERTE S NS OMBICRINT 2 [gG/ IgA A2 2120, Deg 2B HHTREHTH
0, FEFEICEBEEN,

2) i~ 2EER :
FEETUARRITRBEMEE TS I EMHBEICL > 203, Anhalt Stk b, PV WL PF
DOIMFED» SRR L IgG 2y ACERETA itk PV, PF BN REXER
SNBILEWRENTLLTHEY, COBYEBRRIRBEUIAOTHICIERICERTH Y,
®ib T B I DA OBRBEKEEOMEICIEAEN, (EH). X512y Amagal & [E Y
Faoy 4 VARFERAHE W TDsgd E Dsgl @Y b+ v P EEHEERL AT ®, COERBIG
BEMBETOT X COREM [gG 2B L 72 & &b, BEMETOL Dsgl+Dsgl HUADKRE
R BEBE L TWA I EBHEEL -2, SR IOWERCD)avyErY P EAAE
HWich 5 400 X 3 PURFF RO TRB L L WO HT L WisEEERIERIC L 72,

3) ¥ 2094 VAFER Dsgl,Dsgld A7 ELISA ORr
Amagal 5 D{ERIL 72 Dsgl & Dsg83 D ¥F 2oy 42N a4 v b EAEHWT, Ishii 513
Kl diikEmiid 5 ELISA #BR L 7-™ ™, @ ELISA R XEREOZN. SHEBLU
T OWREOT I RENMESEA SO LT,

4) REERETERICBIT 2 Z>OE

PV & PF ORBREOTHEHABFEEA 2 LT, UTOXSNEHAELTELEEIRPT VL, O
EDE, BB HEAL L -TZONETH 2 Dsg PEBLMAITE ST ETH B, 5 —
D3, REILHBWT, Dsgl 5013 Dsgd3 DL FhbhiiE L TO RIS ik s h 2
EWH T ETHB, Stanley. Amagai 513 T DI % Dsg BN (Dsg compensation
theory) &&fF1 7,

5) Dsg HBflitt{RE (Dsg compensation theory) Ik 2 XKFEREERETEORB (B2

PV SRETEICE /2 PF ARE EBICKRE SRR T 2BFEEICRERICB Y 2% 6 BHE
VWEETH » o8, ZOHBREVEARHTS -1, L Lo, dbhiEc. —#ic PRI
HEIRE LB, 3L PVIEREE TR DB RIGT AERBS L E6HONTED,
ORURDHHDOEWA PV & PF ORATEIOEVICES L TWAEEEREI ST W
foo 72 PV CHOBENKRERLRTHIEDORIH LT, PEFTHEL AN VLI & HEVE
THolee AT, AT D, BBABECRET oy FET. £< D PV & Dsgd Oithic
PFHIRTH 3 Dsgl i b[EBBICSUET 5 T EATSNT VAP 0D 2 s bbb b,
PVREXRTEICOAREETMT S L LEMTH - 12,

RATICIE O, Dsgl & Dsg3 O " F 2o EAZEHOABRNICK D PV EEFEN S Dsgl &
Dsgd iC BRI HAESE SN, Dsgl & Dsgd DER B LU OB 52 0WHH S hic
Bk, #hicks s, RETHE, Dsgl 3RFE LI RE L, Dsgd REX FEICH
BLTRRL TV ((2oBEA EL), chic LT, OEEETIR, Dsgl ORBE I
Wb HhTHEDIN L T, Degd lIMBELBICHCRERAL TV (K20@FA : EE),
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I DRHDE N E Dsg compensation theory I2& 8§ FiBD W AW A L EFR S A5 IE 5 1 BEBE 12
Wwlanb, T4bE, M Dsgl kDA %2FT 2 PF Tid, Dsgl DEZFHEEMEEZEsNTSE
D, ZELETIH conpensate T2 Dsgd ODRBMMB L VWAD, EELIBOMBESRESE
(acantholysis) MHEU B EEZI N B, UL, OFENTIE, Dsgd BBt EERL T
Dsgl DHEEEEE% conpensate 32 LHIRERELZV (®2: 41,

SRS L T, i Dsgd PildD A A2 FT 5 PV Tid, Dsgd OESEHiErEE A TBY., O
REXERR T3 conpensate 34 Dsgl OFES/DI W HEEBEENE L EZZ 005, L
L, ZETI, Dsgl 2B HER L T Degl OEBRE% conpensate T % 2 HITKE
BREUEW, LlbDl b oHERUEO PV oKEETE M2 £F),

F 7o, VL Dsgd bifk EH1 Dsgl fifADl =BT 5 PV Tld, Dsgld, Dsgl ifih O BB HBEED
BEXNTVED, OERKREELKZEHEEL, BEEERO PV OBEREEFRTEEI LN
5 (®2:ET)

6) RFEEEEOFEHOEL

Fl#% 12, Dsg compensation theory W5 &, SERKBEEORECK M LHRHTE S &/
bha(FE2, bbb, PF TRERI Dsgl liADAEZH T AL 0EERNICS PFOEFET
HHETE (K2 1) PVOELIE, BUHEIT Degd A D S % R HRHEEMBN & UTHIEL .
#ic it Dsgd Iifk & It Dsgl PUAOMA 2GS 2BIC1 5 SRR ERICETE 5, BEICL -
TOERNOAIRELGRET 2L 23 EM Degl TLAD A ART LI ICHNEEEZ LN D
(£2:2 (PV:a)), £, —EHDOPVid, Bt Dsgd3 PO A A E T 3 12 KRNI L FEE
WMEIOFETHEBTE (£2:3 (PV: b))

T) KA

Wk, REBREORERTE L TR 2BOFMBENTH - /te VEDRBECHEZO O
MREENTTHE I EMELhEN -, HERAOKSICL VB TS 2MIEESS T
OIS EBEENEEEEINL L ESEION S, RITICKED, Dsg3 D/ v 2 79 b 29 R
MR E Ny £ O DR LR MRS R o N/l L & COBER/T 5, L
L. £ OEBRTRIEENF L OFEICT | &RV T, MIEBREREERMEELE R, FOEE
TR I =TI FR—f —BEEIN, G LI T IR Vi kS RlaEEREE L
HELTWAEREMARENTVWAE Y, L L, %EFIEI&RED Dsg compensation theory i &
BIRETCR OB TIEEHANE L (| TTHEEMRES K-> TWwW s L Ebh 2,

U, Aoyama. Kitajima 5iC k0, BEDEORESIC L 2MES S8 & UHHERP OB
EEOOHENRENSREMBEEEOB N 2RT I EMRINTOEZD D, MAEDET 5,
B0 S I L Mo S 0 EERE LA SI100 | &6 HIRES S T OB S E Lo
Wi ABE L T, KB ORELE-TWELEL N5,

() BERXEE

1) #l&

19754, £ —35 » FO® Jablonska 5ic & » CTRIBShGER T, BRI 2 — ) v 7'
BRI EEL L, RN ERER ICART 2HRAR T ¥, BEREER OMERIER
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AERT I L6550, RBEESTHBAL PVEOWLPFRIBITTAIENH L, Y a—)
v RBIRER R LRI DDS (57 ) HEET 5, WEHEREN QT ERRIEELRIRE
(eosinophilic spongiosis) D4FMIITH2™, L L. TOHBRER—HOoHTHKKBE®
TKEHERERETOROoNE T E2H 0EBRRBERE ICRENTRA VL, & ZiCiFrhikaEimink
BEART & bbb, '

2) WEO#HEYT

S 7oy MEEIC K AR T, KAEROBEBKKEREIE L Dsgl IR L BARICHEE
REBEEOFERIEZEZ SN EH, DsgB IKRIGL 8L HBY, FfL, Ishii i, FHL W
Dsgl/Dsgd )2 v+ v b EAXZBH VI ELISA BT 20 20BZBKKEEBEMFEERE L
80% 45 Dsgl IR L 20% 48 Dsgd i RINT 2 2 & &R U 725 Dsgd ICRIET 2 81745 D ek
WAL RTAEEMEA S B, BEHO PV TR Dsg3 PLAD & THREMICAREIRA S L LD
LT\ FERKERE Tt Dsg3 PR O & TREM BRI XA L T 5HBNHRT 5 &
MEBEE O,

3) WA

L LIEhi o, BEOKRMREHSEERMIC/KE 2R UEBZEN I CHAEEET 2 DI LT,
B UHER (Dsgl VL Dsgd) iKINT 2EBRKERHSBEZ « BIKAH %R LiF8E Bkt
MIREEARIERRREZ-ED L TN,

O LD DREFIBEBIRRAEE Tl Dsgly Dsgd3 BT LORNU - LRERER (=€ —7)
KRG B5EVWHIHTH B, OFE, BFOKBE TS AT IMICES L T
BABITORMLT, BERFEBOLE b~ 7R3HBEZFCHI T HES L TORHWERETDH
BEEZOLNDBY,

U, 0400le H it HFPIREESBNVESRKBEEDOKE T IL-8 OFALEEEZLEAL, &
D IL-8 BFFIROBEEE B LTV AAREH AT LAY, S0 IEEBYySF /Y1 MDA
Zollt IgG #RMT 5 & IL-8 DEESBI L bRBENLY, JOfh, BEORESLE
ZohTWAY, BE. BERREROHCHERHBEEHILED VW IgGI+ 77 7 R BE
THHIEFIOFHERELE L,

(M) ZERFRMEXBIE
RBOEKTEKEEREORETER I E L EPHMON TV S, MCHRL AR SR
T, B RIEMBIMITZ ALV, d-=2 v 7 3 VICKBIEFMRLE VL, thicAh ST
Y, 7x2FFv, 7RI F, FA7o=0, R=2v )y, 907 7 RREORENH 5,
BZ L LHERZHOSVWHERMBDEVEDEEDbh A, BEE CEOREHEII>WTE
KOMERITRAT LT3V, £ ToME TR, THRINKBEETRCRIGL ZEFORRE &
HHAFERBEFEMNIGE TRMOMFICKIEL TOW A a0 & 2P OMELH 5, HEb b
d-~=v3 3 icTHERaN, EHDIERS PEROEEMEV TV 2EMAEERL 24, C
DIEPNIFAE 7 a v BB LU ELISA T Dsgl O &ICKIE L 72 GRX ),

(W) PV./PFRATBITY HEH
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VIRTs SERRENC PV b PR IR L L K EBA ShAERIORESH b, —HMOEF TIRRE
B7oy METEDOWED Dsg3 505 Dsgl ~ZEALL e T EARSI N, FREBERA O
X HERE 1 PI2ED TREORE LT -7 (3™, 11 #d, 5H)L PV » 5 PR Ic&AL
Uy 38 PF 25 PV ICEL L, 3BEERELSREMICA SN, JORRM SR PV HS PF
AT B EAEVWEBLN S, BEHIAREE. % 7 oo M B XU ELISA ic & 3 s,
TURRBH ORER. T ORBEOBITIE > THURSE(LL TV A T EMRE Aufe, $5IC ELISA ©
HRIFRATHBTH ~ 1o, TOLD I, BHREROBITICE > TACHEMELT 22 &5
HRxh, BCHBORIET ATURABNTA Lick b, B4 DEF O -HhF O ORE
DERIARIRETH 5 C WAL I & 1L - Fos HilR® Dsg compensation theory & T3 5 &
PV 56 PFICE L LEM L, R2OKRTE (24 (PV-PF)) ok JiciAtz 3,

(V) BEREEEXAE (PNP)

1) #a

1990 4, Anhalt &ic & D, EEHERE - SHLUKFHFLEE L, T L TMREBLE
BEMESEBRIMLT, PNP &V EHMIREBSh, ZORRAEOEMNLSHBESNT
AU FERREIC I R & RO A B A 5 C L ABMINTSH 0., LR 0Nk
GBS £ ARBRTE, B G BRI, * Wik C3 AREEERRICILEY 5,
ELMIERIT 13 (oG ARKBKIECHESEET 555, < OHARERRMEIED 475 54,
LER® intercalated disc B & OBEBMOBIT LE & & RIET 5,

2) DU DN

Anhalt G EFTEERY S F /¥4 P ERVARELBEEIC L D PNP BEME 14 250 kDa.
230 kDa. 210 kDa. 190 kDa. 170 kDa 0EBB ERNT B I EER LY, ZOHRIE I,
EFREMEBEERVALRE 7oy bEICED, TXTOMFE G 210 kDa & 190 kDa DFEA &
REMICRIET 5 LE2RLEY, ChooBFICL 2 BSEORE 3L PNP OEER
KERLEEELIEZIOLND,

F0#, 250 kDa EHERFRE7 S5+ 1, 230 kDa EEF13 BP230. 210 kDa 3 ¥ X ® 75
FUNBEIUZyAT5F 2, 190 kDaBHIZRY 75F 0 TH DI EMHIAL 245, 170 kDa
EHOHBREKRE L CRIHTH R ™, ChaosEARVWTRL TS+ 773 —FEHTH
R i L 7

Bill. B&bld, 2 F79+%0, )75+ v OZRMOKBERKY 2 v £ F v P BERE
HL. REHMOPNPIIIEN Ty £ 73% ¥, R T I53F /O3 FIFHHMLEICHEET 2EED
LEY - FII#{RIETAIEARLAY, 3512, PNPLUAOECGENKKED— 455
WSO KT 5F 0 YT S5FCRITEIEGERALL, COFER, iz vyF£73
F UK, Bty 75 F VHiUEA PNP RN BHE TRV 42T T, L LiEms,
PNPOxyFT5+r, =T 5% 039 2 RIGIIE PNP AL THEBICHE, = v
KTFsxy, =Y FIFyHPNP BT AEELNACHEATSH 2 & BEEVIIL,

3) PNPic%4t 5 Dsgl. Dsgd 05
UL, Bigifx7z PNPIWRR T~ THENERTH D, EFLr 7 F /%4 b Tl IgG»
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