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RBESEA{ F 74 VEERE
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W EE BRERT
aHOBRY ORE R

REZEAA N1 OUEDT

EHA K4 MEREBEEEE, HEAEERZEE&LE
A B A BRI AR B RIRIFREEO—RE LTS
RBLADOTHS., REEE LTHY LT LWEBIZE
EHBEORERBELTEEIN, S EEERYH
EREIIELGEHEWRITIREBLDOICEL T
b, COBENAFIT4 VIIBREARLTHET LD
DTH5. LaL, Mc0oRBEEFCSVTIE, E
K BEHEREETHY, TOHEBEHABENETA NS
AVIIFE—HTHIEZRDIDIFTIE R

XiaE

1 B =

1. %

R IE, B - BIEIOHE D S b HORE
PAREHRBTH Y, REMARFER ISR MR o3
EVBEINLERLE L 2@ (acantholysis) 12 X
5 REWKBIE % 85, SIS mBESEnIc R MR
KEIxHT 5 B OISR B (25 A bR Zm)
CHETHHHVIIERMPICEDOSNL Z & 2
CTARBLERIND. FABMERAE, FEM
MBS CEEREHEZ L TWwAE D FAY AR
BEHRT, TAES LA VTHAD.

KEgE, SEEREE, BERKER Zofbo
JENZKHISNG., FoMe LT, BEREEREE,
SERREREOHE TH 5 MM TR, BHRRRE
BOERITH A HNRBEE, BERKIEE, EXF

VBERRRE (KRR KEWIT)
IANBARE

IMER B R

"EVEEFERE Y —

¥ DA%

i STERrS o

EAK OEF O OBX (-

o OEME Fil #HE
BUREEZ EVFHONTWS,
2. &¥

JEAs@ERARE TR RHECHIOSEE, H
6 EFICEEROZTHREF L -REEEZ LN
, 4085 A, 3504 ATH 5. HHFRIZIRH SN SR
AEBAZDOADNEOE» > 72 HI6 FEREE 7T —
5 — 2503 Bl (AN 71%) DAFRERICE 5 &, i
X5 & =1:15 EmMENE L, FRSAIL 60 ®AR,
SIEERIE S0 RRIR L V. RHEESEUHEREE
(65%) PEHEL, DWTHERKEE (23%), #L
R RARE (6%), RN KERE (2%), REAH(4%)
Thot:. WMAEGEHEMEEMHEMRIETIER S L
TEEEHEEREITHET S L, BE (746%), H
R (204%), BIE (50%) THol:. £0OHHLHHR
HEH (Eo 1 53 0ADGETIE, BIE(342%),
FRERE (452%), EIE (206%) L&tk X ) L EHEOE
BIRRRE oI,

3. R4

RBEOKBIRICBIT 2 EARH 2 REEEZ,
IgG HCHP RE ML BT EE &%
LTwah FAY Y RIOMMEERTFTAET LA
YIHEL, FOEREBEETHEET S -OIIKENTE
HEihbtExbhd ZEEREREENRIIFTAES
L4 > 3(Dsg3), BERRBEBIREIIFTRAES LA >
1(Dsgl) THb. EUREEID, SSITHEEME
EHBEREANIOE SR, —RIICHBEEN RS
HRIEIE TP Dsg3 IgC MK D A % 3 5 DITH
L, MR ERIEE M RAEHE T3, # Dsg3 1gG btk
L O Dsgl IgG itk oMbk 2 320 5. HERRKE
BT, ¥ Dsgl [eGHifAD A ZFHD 5.

FAET LA A& (desmoglein compensation
theory ; M UAHIRBIC 2B LOFAES LA ¥ T4
V74— ANEB LT SHE, WMlakBEAREL
WEI) WLk Y, REHEICBT B KEREERM DE
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PAERHEAICHBENSL, BRICBWT Dsg3 IZRE
TR, HCERRE BEEBICHRIERALTSEDY,
Dsgl I3FREEBICEHIPR LN, ERBIZIT T Ew
FEBAGRL 2B, —7, METIE, Dsgd S LEERIC
BCRBLTED, Dsgl BRERBEBR £BIZEHL
REL W5, MEFICH Dsgl IgG RO AN E T
NAFERRBEEOLE, £ TIE, Deg3 1L L 28
BEEORES R VRE LRBICKEERISFLEINS
2%, MBI, 2B TERBELTWwAS Dsg3 2k D
Dsgl DEERERENRESNHLPLRTLAZE
B L v, METICH Dsgd FLiE O RARD HiL b8
B SEEREEOES, KE Tl Dsgl 28R
ERBIZHIYRIUIADONL 2D, BiRICL 3
Dsg3 O#¥AEBEME % Degl 2UE L, ABRBILA
DonGvh, EOLNTHRFEINLLDERS.
—7, HETIZ, BELNLVOEKW Dsgl idkbhi
Dsg3 DEERETHVENT, SAPTERSINS
T %A, FRRC, MIEHICH Dsgl SN A% 57
Pi Dsgl PR E TN L MR H R EHREEOY
&, Dsg3, Dsgl & IR HESNL20, FED
A LT RBICHLEBLKE FoAZELS.

FAES LA COBEEBREREORTE LTI, B
CHAOESIZX Y FAE LA v O ZRIIC
BEHEBET S, HbHwiE, ACHEEEBRINV I T L
AF R RHEOFF—¥ENLUMEAY 7 FVEE
PHESN, FRESLVA VHILWEEITHERHED
U YEILEA L CHREEL,OMBMNICFEAT R,
M EOFRAET VA VPRI THRELEZDLN
TWwa,

BB RAEE Y, BRI -REoRsYy (F
W20 oSERGRMFEMERE) IR, TS AR F14K
ELLEEREBERELEMEEBRELRD, TA
EFVACBETTSF U5 TFICNT S 1gG HER
hEETHECREERERETH L. WHREOH
%O TR GRIEIC L DR LR, RE~OEELE
HTHB.

4. BEERERS LURERR

1) FEMRAEE (pemphigus vulgaris)

FigEh b EENE Y. SEEREEORD 5
By 72 BRERAGAT L, TIEMREICED SNDEEE D
HEMOUS A, BETHL. MFERE L TOER
FRIERIZBEE D S, EEATREARARL RS, O
WERERE LIS, D, WEEA, MR, A, IR,
ek oBEBRELEVMREINS. HFBOERT,

RO AR GTREEICH, HEHKE bA%
ALL, KEIEHENRT, BHRICEEZFE LT
SAERE. UL ARUIELITHERET BELET
HADRMELRELZRTABRT LI E8Hb. BE
DORFREAE, JEIF, R, BB, LT Bis
EOEADPPHEAT, LALRTV., —REFE
TALCET 22T 5 EREVFHBEL, FLAZETS
(ZaAVAF—HR). BRIEIRD S, MBREDET,
R OKE, USAIERSD-> THRE LT HEEN
e, MBEOALOTREDEBEIIR S NS HRE
BHRICHETEA.

AR, B LVNRIESREDRIT A RN 5. £
B g At b, REZILERE b o E R
WHEBERASRO HbNE,. AREHICHREMN (acan-
tholytic cell) A3 SN S, EEMBIZETHL L
BT 2R OBEEVRE SN T, EHKEE
DEH IR - TB Y ELWK (row of tombstones) & %
5.

2) EEIRKMAEE (pemphigus foliaceus)

PR RLE, RBICAE LBV, fikzito
oRLBE, ROk, B ATH A, FEIE, REX
FCOMIBEAEZ WA, TIREBALREE 2D,
FLRIERE 2B 2 &0 A, IFFEMIE, BHER, BEm,
M, Bhrlowbw bR T, DL ERERZE
RRAZERBIEEAERY. SO VAF—HAELAD
bhb.

FKEMBEHESESEbNL, AR 25 ENEBORE
FRBIZEBEESRO LS. KEBRICED SN
RifEAMIRRE, BED L EERABETLEDNH 5.

3) MIEREEMERYEIE (paraneoplastic pemphigus)

RLHEEOBVERRERIE, HEMOOBEPIRET
H5H. OFERDSETEC O 72 L #HFH O RSO S
A, BEEZEL, REOET Tl WKL) 5
ARBEDDZEERFHET S REHO BB TR
WEZEG, BEREEXTED, BEOREDD
MEmErHE L2 bbb B BHE B B
I, REIHEREWELHET S HERERERTH
D, KLBE, MEERMOKIE, FWEAKE, HA, £HE
INEALBERREL S, BT ESRIER B 4 2RO 5. F% -
RIEICERBNEARNEE S 2 2o, F5F - B
WCEBRIZLALRO LR EEREE L OHERICH
HThsb, BERTIE BEERBHFEILD.

FitES ZHEE L, ZD% (A% VS EGROBERAM S
BTHY, —BWICEHENSEREE TH 5 HILE,
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fil, FLARICHBT B0, RPLEE 5VI3EEIC
By EEMEME RBELERERET 22 23w
hb. HAEMMRE X% (bronchiolitis obliterans) %%
MiRZIC & 5 EITHOMPHRAREICERT 5.
WEFRIE, BREREZEKBRLTERTHS. B
WAL, FERREBERONA, ZBBHEARER
DR, REBWEOMALRCS. AEIHRIZ, HE
& CliRE % D 575, REEMBIEIES X OV
WADY) 2 SREEEES. 512, REMROZR
Y, BEEBIGFROEBL Y VBB EITROR D
CEbHbH HEKEEIEIHRTHAS.

4) BB EAE (pemphigus vegetans)
FERBHERERBEOER T, KIE, U'5ADKRE
S M L Z 4 U % Neumann 8 &, RjEE R &
DIREMERE D, O BENZEL % & L % Hallopeau £ &
2RNH 5. HOCHRFIE, IEMERERE L F L Dsg3
IeGHMETH Y, —EROIERTid#T Dsgl IgG HifAD A
5. HEENIC, RKEE L CTORBERICM,
FEE DO W 7 LHRIETH, SFERERVEDRAE % S L $ 5.
Neumann BT BRI T TE#ETSH Y, Hallopeau
MIBARHEBRLD ) FTHREHE SN,

5) &L Bt % K % % (pemphigus erythematosus,
Senear-Usher syndrome)
HERREBORHM TS 5. BEEOERAEED
BHEZE) ZEHFHBREORFBTHS. Senear-Usher
REFRAFER S NG TR, REE EIEERED
FEICNET A, HAVIIEENEHLIERTH S
LB S NN, £ OBAIEIZRIBERE I 2
KM [gG Hihk % R0, KEEL L oM
DZEBHLPE R 5T

6) HBIRKAE (herpetiform pemphigus)
HHOTEEOER L SWABRMIZY 22— V7
T ARE 8 RIANT, FIEMEALBE & BRI 5/
KIEZFEE T 505 BOLHUFRER RIS CREE L
BRI IgG 7 7 AORBEMRERE SN 2 HEHME
PR ENZEBLESRTEE L 75, REEHNIC
FEBRNRBEETRO W2 BRAEIH L TR, 7
BEER ARG S E AT R TH 5.

7) HHFRMERME (drug-induced pemphigus)
B o h R RARS OBEORI., KEBBORRY
E2TE5bDEE). BALEMOBREFRESTTY
BA, DR=ZVFG IV, AT MNTINNEELTHAS.
% DEFITIZ, FHPIEBICERITEBRRS 2.

5. Rk

FKAEGEHCREMRBTHLI L LD, PukpEE
EUHIT 7200 T4 FRREESTEHRERY
ZHICEETFHE UL ATDORE LEILEED-O
WHEEZEAT 2. A 704 FRIREEO MRS
E LT, RIEWHIH, MERHRE, y 7o) v RKE
HHERELEYNSH D, OEEEISEETH Y, HBED
B, 7L F=vo Y 02mg/kg/H 7213 10mg/H
DT CHRRMICERZED L VWERPHEREEINL &
» HIET. FEMlIAEES 0.

6. F&

SENREEL, —BROICEERTEE LN, 8
BT, FHRIZELS, BICOEERT R IRDT
THbHIENEW, 72770, EELLEERRR
BEZORY TIdhVv. AFU04 FEEEAICLD,
ZOFHIZELLMELZDY, Z0RWERIZL 568
EAEEL 2 5.

B, BRREEFAAZOHRRNZHERHIIBVT,
ERPRIOICH N - MR E 20T, BEFATaAF
P RENFFOWTR L FAREIZ Y, 14EME
HBLSE, BRELEZS.

I XEEODWHBEELEEEHNTEEE

1. RAEBEODHESE

F1OZWEELZR VS,

2. REEOEEEHEE%E

RIOTWERIZLYVRBRE LB SNAHE, B
EEHEXERVAIT72EELEERE 2 HET
B, EIERIEL LT, ERTTHEHL TV EHE(E
SEREHIEREED (£2) ITMa T, EEEEE LCHY
H N T v % PDAI (Pemphigus Disease Activity In-
dex) WCH#EUHEEEH ER#E I (E2M) (E3), 1b
(AN (R4 &Pk $ 5"

“PDAL L, B2, MRS O&#HBELHEEL LTEHRE
BB 2R OEbE L SBICKET 5.
RREE 7 COEBRWEHhE HEE T 5581 als
£R) BRI EFET L. BL, FEEE S
, EMRZELH D720, HEEEZLRL LESR
(ITb) % BFRk 3 5. EAEFEHI EAEOFHEICR L T
BELHEE LD, MHEMNICHEET 5.
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REEOZHESE

REESRATA P74 AMEERE=

(1) ERERMZWIEB
OEEIZEHET 2, BEhedwiliiikE
@OKBIZERT HETE, BEROUTLA, HEHVIIRBMENBR
@O 2 & MRS OIERE AR, HENEITHA
@ Nikolsky H% /5
(2) HREMGFWDHIEE
FRMMLREEESE (WA acantholysis) IS X AREWNKEERD 5.
(3) SaEEWBWHE
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