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RIGEZHRATA F 4 AN ERE

R WA B
L EE BREET
BHOBK Aok e

KBEZEHARN T4 OUEDT

KHA K4 MERBESE, HAREERZEALE
A7) WA TR R S R B IR e o — B & L TH
RLALDTHL. KEE LTRDY LI 5 WEIEE
BB ORERBE LCERSN, 2L BEEN
SESLHEZE A AR CTIRIB L2 0IZ#EL T»
b, ZOBWTA VT4 VIZBREARLTHIRT S L
DTH5bH. LarL, HroREEEZIZBWTEL, JE
WK, GHHERZETHY, TOHEBHNELRTA KT
A VICEEI—HTHI L ERDDLDIFTIE R,

KiaE

1 B E

1. E&

KA, B2 - MR E A5 S b HE Sk
HREMRBTH 0, SRR (R 3%
HHPEE SN B FERE L AiRE#E (acantholysis) 12 &
B R PARIETERL & 7250, SRlE s B A2 A |2 FE R M
KM % H IR DR G Wk (365 £ 1Ll 260m0)
WA T 5 H 5 VIFERIILTICED SN b Z L 2
ETARBEEHRINS. KAEFEEDE, FEM
NMEA ICEER%EEZ LTW5bh Ay R
BENT, TAEZSVLA Y THD.

KA E, THMERAEE, RS, oo
SRR S NG, Zoftte LT, SR FIEE,
SHEFIE QTR Th 2 BT RIGE, ERIRFE
PEOTRITH B BT, WEIRKAE, HHH

VEIESRAK (FRSE KA
N

MR A

VB A 8 —
A

AP it

(T N o S ' 2 NI
PrE o IR EI MR
FURIIBH EVMONT W5,

2. EF

JE A 5548 e vE Ve B s IRFSE SR 3% © H19 42 1%, H
16 I ER B OZRPEE L - KRBT I Eh e
7, 4085 A, 3504 ACTH 5. HERFIZIRI SN B R
EMAZED AT RO T H - 72 H16 R RKHEHE 7 —
% — 2503 B (AJIFE 71%) DHSHAERICE 5 &, M
35 K=1:15 ERMNE L, FoAiid 60 AR,
FEREAF 1 50 RARATIR D B\, WAL S RKIEE
(65%) D% L, DWTHEEIRFEIE (23%), L
BEME R IR (6% ), HasEtE RKiE (2%), WARIAH (4%)
Thotz. HiAHEGTERE R ERAEN LI TR S
ToERE R E I L THET B &, BE (746%),
FHE (204%), FIE (50%) Tholz. 2095 LHHB
HIEE (ko 1 H5R) DA DS T, BAE (34.2%),
FREEEE (45.2%), EAE (206%) &2k X ) b EIEDH
BRRRE Do 72,

3. fRABAIE

KIGIE D KIETE RN BV B FL AN 70 9 8 A B,
IgG HOHUESEE MBI B W TEE K E#H %
LTWa A FAY) Y ROMEEERTFTAES LA
VIKRE L, ZOHERREE HET 5 72DIKELH
BIhdeEzoN5, SEEREBEIREITAES
L4 > 3(Dsgd), #FERFIBEMEIITAET LA >
1(Dsgl) TH 5. FHEFMEEIL, SO ITHIREAR]
R RN SN D, — R IR A A
P KA T3Pt Dsg3 IgG Ptk o A % §28 5 DI xf
U, HiSRZ J B 558 M K8 C U, Bt Dsg3 IgG btk B
& UL Dsgl IgG ik MbifE 2 20 5. HRERKE
BETIL, HiDsgl IgG HEDHERD 5.

FAET LA LEH (desmoglein compensation
theory ; [ UM 2 UL LD TAET LA T A
VT — AR T BEA, SR L
WED) KXY, KIGEICBT LANETRE IR D% B
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PN SN D, REIZBWT Dsg3 13K
TR, $RICHERRE - EHRERBICHIBILTEY,
Dsgl 3FEREFICHEEMFR SN, EFISAT Ifitw
B B, —J7, KBTI, Dsgd 28 LE&REIC
R BBLTEBY, Dsgl i3HIEE 2 K< & IEE<
FHLTwWa, MiETICH Dsgl 1gG HitkD A0 %
NBHFRRFIEOSS, RETIL, Dsg3 2 & 28
BEEDE D R WRE LB ICAEREIFE SN S
2, KiETIE, 2 TEIBB LTS Dsg3 2L D
Dsgl OEAEERERENNBESNAS LRV AZE
B L e\, s AP Dsgld LA D A D50 SN 5 H
JEAEE A R i KIEIE DI, B Tld Dsgl A3
ERICHOZVREPRD SN 20, HikicX 3
Dsg3 DAL E % Dsgl 23U L, AKHEIEEILRE
HOHNEVD, ROOLNTHRFEINbDERB.
—J, KiETIX, BB LNV Dsgl iZkbh7:
Dsg3 D#EERIEZ M ENT, ULAIBEEND
Z LT B, [ARRIC, MEHICHT Dsgd PifkD A 53
Pt Dsgl Btk d & F 1 2 NI Rz jE 78 5 1 M KB O 5
4, Dsg3,Dsgl & b ICHREXHESNE -0, D
A O TRMICH LML KE TbARELS.

TAET VA Y OEAKRHEORT L LT, H
CHEDOHEIZE ) FAES LA ¥ ORRE % 221
EEMEST S, H50I, HEIUREEGBRI LY 7L
A4 VR EHOXF—¥EN LIMRAN Y 7 F V5%
DVHFEIN, FRAESVLA VHILIVRENBERAED
Y VAL A U TR B A S MBI XA R,
MM FOFAET LA VRS THEREEEZON
TW2,

JEBSREPEE RS E, B RO Ay (3
W2 UOSERGRIGHMERB) (2P, OB A E K
L LEERRIRRE L S ERE LR, TA
ETVLAVBITTIF 51T 5 [gG HEH
AT HHORENREERETH 5. WERIED A
7o O M SRE T X BRI LB, R E OB E S I
HHTH 5.

4. BHRIERS LOREMR

1) %M RIEHE (pemphigus vulgaris)

KIGHE e b BED T, S MERIEE DR b K
1Y 72 BRIR AT S, CIREREBEICRRD SN B3 %215
RO S A, BETHD. WIRERE LT
BREIR IS DR &, HERICIRIEAARRE 25, T
PEREE LA, TUE, WHSH, MEUH, £l BRI,
M bOERRELEIREND. KPEROERT,

CIERIE D A7 & T RIS, HEMAAE, ObA%
AU, KEFHELRT L, BRIEREHE LD
bAERA, b ARLIRLIEAEWTET, BEL-D
LANRMELRELRBUAZBET LI L2H5. BE
DOUFFEFRALIE, BHES, WeEs, RAEERS, LWE, B4
EOETOP BT, RLLT V. —RIEFR
MALCEN I Z T % L EEFHEEL, V6AZETS
(Za W AF—BlG). BRERD S, HBREAFE T,
B fE DK, S Aldd o TR LT 2R EEL
AL, WilEORZ ORI S IRHEIE S b HiEE
JERNCHFHTE 5.

ARE, B LRI KL A RIS 5. &
BRI A 3, FEB AR 1B L oD 3 Bz Ml
WCABIEK AR 5N 5. AEMNICBHREFN (acan-
tholytic cell) ZARD SN 5. HEMIBIZLETDH LI
BEHE T 2 MR R OBE VR E S N TV DAY, LKL
DA IR > TB Y EAIK (row of tombstones) & 7
5.

2) EIRXNHE (pemphigus foliaceus)

FRRIHERIE, B U Mg, i % iko
AL, REMEAKE, OS5 ATH S, KB RHK
F COMIBEAL VA, FHLTEBERmEE 2D,
FLZAEREE 22 5 2 2 H3H 5. GFFEERALIE, BHES, HHIm
M, HxLDowb® 3 REHAT, LIFEZ ERBRRRA
FRAHZEFIEEAERY, ZaVAF—BRLED
bib.

TG DI, AR T H 5B EORE
FRBICEBIEEDRD HNE. KEHIZED S b
AR, B CEBRCETLEND S,

3) MEERiFEYE R (paraneoplastic pemphigus)

S HEOBWEEREIR, BEEo OENFET
BB, TIENH S IEEEIZ AV 72 A HBH O REEERIC O 5
A, BEEAL, RMOOEF T HiEztEd 0
AERDDLZEEEMET D, REBOBEZ TR
WA R, BIEERERE RO, SEORED-D
R AEZECLLZ DD, AlE, B & B
B, IEHMHIERE LIRS 5. RERERLE TH
D, RLBE, BEMEAKE, RBWMKE, OHA, SBB
INEEALBERR B 98, i PR B e L2 8D 5. T4
RIS Z B MMEALBER 5 % o U, T - B
KRB EITEALRD R WEEERIEE & OFICH
HThs. BUHETIE, BEEEEHIHLD.

BEPEd 2 HESS L, €D%< A% VS ERR OB MR
BTh Y, — B IHED S EEIEE T 5 2 1516,
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fili, FLABICBIT B, WL, HAVITEEIC
B L IR, WL RFEERET S LT
H5. HEMIRE 4 (bronchiolitis obliterans) 4%
2RI & B AT O IR ERREE IR T 5.

WWERT R, BRERE L CERTH D, KE
TRETIE, SERREEROR, £EE MR
OFR, RPFEBEORZR T 2. KEIBIE, K
JE I L TR & 5ED 5 78, RIS E X R
WD VI SgkiZl 2. 512, R 25
2, B ERISGHIROE R ) v BkiZEs R o5
ZEbDHDH. HBIRZEEIHTH 5.

4) B4IPERNEME (pemphigus vegetans)

AJE I REE OB T, K, HADIKRE
S M2 L% 4 U % Neumann 1 &, BB &
DN HERTE A & BHH 2L % 2E U % Hallopeau # o
2EMNH L. HOYURE, FEERIEE L F U Dsg3
IeG PR TH D, —FDORES TIIHT Dsgl TgG Hifk b AH
T 5. WEFEMIC, EREKEE L TORBIRIZMZ,
F O] 7 FLTCIRIETH, IR BRI & SE i e 3 5.
Neumann N A EATVETHEGRCTH D, Hallopeau
ANIARNERL S ) FHREFE SN,

5) &L ¥ ¥ K /8 & (pemphigus erythematosus,
Senear-Usher syndrome)

HIERKEORECH 5. HHil OWEIALBERE D
BB aE) 2 DR LD TdH 5. Senear-Usher
SEMEREASFLHR S N2 IR TUE, KIEIE & AL IRE ©
HEICREST S, HHVIEWMENEGH LKA TH S
LB I NI, EOBANE T FKIIE R 2 bt
FRMINENE 1gG PifR % 78, KB L L CoOs s x #
DZENPALNE R ST,

6) JEBIRFKIEIE (herpetiform pemphigus)

WL RIEE QA & KNBEERMICY 2—) ¥ 7
HIB IR G RATBLT, FOEMEALEE & BRIRICALHI 3 % /1
RIEx FFR & 352, BOLPUREEAT RS TRIEHE & H
BIZ 1gG 7 9 A D FE MR MN 2 B g
P SN EBEIEBIRFIEIE L 35, WHEMIC
LA RIEIE C RS NS B S 0T {, &F
FEERVEHERRIRRE DS E R TR CTH 5.

7) HEHIFHZM R (drug-induced pemphigus)

B & 2R AP 5 OBEDHIC, RABEKROHT L%
ET2b0%5). e hEHORGRHEINLTWY
L0, DR=VFGIV, BT NTINNELTHD.
% { OFEFITIE, FEHIPIEBIERIZERT 5.

5. JAE

KB IHCRERRKRTHLZ L LY, ilkEd
ZHHIT H720D A7 a4 FHIRBEENTAERD
SIS TR & OB ATIORE, LRALRED 7D
SOHBREZIOET 5. A7 a4 FPRIREEE OB
& LT, SEMHA, mEEsciRd:, y /a7 v ke
HERE G EDH 5. INERFEETH Y, HEO
HiEx, 7L F=vua ¥ 02mg/kg/H % 721% 10mg/H
DUF CHERMIIEIR 2 RO R WEMAHERF S h b 2 &
ZHET. FENLIEAIRH SR,

6. Fi%

SR IEE L, — RIS EER KRR IS,
BT, PRIZEL, FRC ORI 2 BRI
THHI NS, 12721, FBUEL L 72%EIEIRFE
PBEZOMRY TlEev. 2704 FHEEEAICLY,
ZOFHRIZFBLLLMLELZD, Z0ORWEHIC X 56146
IEDSHEEE %2 5.

B, BRAEEAZOBENZHERICBNT,
BRIRMIC RIS - RiBRA 2 R0, HEPATEA K
W TIEIFH O WT N AR EIIIR Y, 14EME
Bl L7-E, BRELEZS.

I XBEOBKMELEESEEHERELE

1. RBEOZEELE

1 OBWIEELZH VL.

2. KBEOEEEHTEEE

K1 OBWEEII ) RER LS SN -EEZ, &
SEREEH BRI NA I T2 HE LEEEZ N ET
5. EREEFLHE L LT, R E TR L Qv 7o ki (E
FEREH ERAE D) (£ 2) 1Tz <, EpEEHEL LTHW
5 L T % PDAI (Pemphigus Disease Activity In-
dex) (Z#E USSR B2 L [Ta (24 (36 3), 1Ib
(M) (K 4) %S5

*PDAL I, B2, MilEBO#HIPHZ L LTHRIES
2N BT 2 mE 02 bt L) SIS 5.
ERRIGER 7 & O EIBETHT 2 LB E 3 25613 Ta(5e
) FHWRZENEF L. ML, FHEEE» %
<, HMZTDHL7:0, HHEEZ LR LMHSR
(IIb) % Bk 3 5. i B2 2L HE O BFAMIEICBE L Cid
ARIMEERTEE LoD, #REMICHETT 5.
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R 1 XNEEDZHESE

(1) R HEH

OS5 T 5, B3 Vil kE

@A HEFET B AEATYE, HEATEDO U S A, & B I BER VES TH

I ERGNE 2 & T A BER O RGN, HDHVIZTH A

@ Nikolsky B4 b1k

5 PR 1R W I H

TR A e W (lRl% acantholysis) 12 & % REWAMLZED 5.

T2 E R I H

OIFEFBZ > LA FIEHR 2 B2 - RSB oMBE () #1C 1gG (& 212Hitk) otz
HHEAOHUREIC L VD 5.

@R A (F) 1gG Bk T AEZ LA v IgG HOHUER) % REE0E
YUk 5 WIE ELISA S X D HET 5.

[H) 2 K OB ]

® (1) HHOHY AR THAE (2) HHZWMAL, 22 3) HHOI BAH LD
1B H 72 3 Ef &2 KIEHE L 5 5.

@ (1) EHOH L 2HHY L& L, 3) HHOO, @%i RN KEL 5.

(2

=

@3

=z

BETULT, HERICRLEET D)

H ) ) I HLAAT

MR | oo | AN — _ FURERiBG 22
2a7 iR (ka) | TS kg H HEriels ELISA # (%)

E/IRENES A 5y 7 24H)

2370 7L L L s hzn TEFAEN sl
2371 5% ¥ T —#pzhT | L& L& (%b) 40 R A 50 il 5% B L
2372 5~ 15% FifE [1E3 1~ 418 40 ~ 320 % 50 ~ 150 5~ 30%
237 3 15% b L S 5 {8 LA L 640 5241 150 B L 30% LI fitaar
#HYz2a7 | ( )|« )|« ) ( ) ( ( )
5HHOEF AT &Y S5
HEE 5 MDY
HPAEE 1 6 ~ 9 1
HEHE 10 MU
sa  AREIBEISTT %R (%)
*bHTIRZR WA, —#EO) BITHAKEOR SN2 b 0.
ke KiBYRENSERE CTH AT RMEHE T, ERESHICBVWTAIIAIT22/ET5. Ho0ViE, WIorEaRELR

DDHHDIFATTIIHDDb ST EIE L HIIT 5.
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K3 XEBEEEEHITEEE la (Pemphigus Disease Area Index ; PDAI 52£hR)

&
&

A

=

i

B (- Hzk<)

BB

T &R

JEER

TR -

HE

3. Kk

A

I

S

SR

[CIRES

LES

FEA

THA

P IHER

SLEER

C

U5 A/ E 721387 L ALBE

0
10
2 5
30
5
10 pi -

%L

1~ 31
2~ 31H
4 a2k
4 fE Lk
4 fH Lk

&> 2cm OB 1T

2 B LA EAYRAE> 2cm

> 6cm OREED RN

F 721 BfE> 6cm ORzEAT 1L L
F721F B> 16cm O RED5 1 M LLE
B BV RICED 5

1k RRAL L 72800 R SIER O BRI X E E 2w

R

U5 A/AKIEE 721387 LW ALBE

0
100
205
3
405
10 mi

R

U5 A/KIE
0 :
1R
250
5x0:
10 /¢

%L

1/4 FHIZ BB AR

1/2 FHIRUZ BB AR

3/4 I B A

R RIS D

A b TMIEESE 6cm ULk

%L

148

2~ 31

4MEME F723RES 2em 32 AL E
BURAERIZED B

1447
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K4 XEBEEEEHTEE# b (Pemphigus Disease Area Index ; PDAI fE5HR)
Bz I
fSA R M

03 WS A/ F 72138 L\ WALBE
B 0H=%L

. 1A=1~3M1 E&>2m0kEs 1 HUT
N - S 2pi=2~31M 2L EATRE> 2cm
— 3 =4 >ERE 6cm OREN R

S5H=4MPE FESES6ecm OREH 1L
- F 10 5= 4D F7213 > KEE 16ecm OEEH 1L L
e H B \VIF Ak
A
Wk PAL L 72850 R ER OB E L I E T v
Hil
A BB B

SR U5 A/KIE
[WE 0M=7%L

= 1A= 11
LA 20=2~3MH
TR S5ri=4MLE FE>ER2em 282 ML E
= 10 & = I D41k
ShEH

B

gt [ | m

m XEEOAEEH

1. BEICHITB0EZ

RIRBWi % 0A% T, WINER O BEENEZ AHT 5.
REBOEBIEHREMEIC LD 2 ENERETH
5. REBEBIZBVWTORMMIZZOFHEZFIUT 201
WD L. PIHERSA TS THhb L AT
4 FEREPICHEEZRD LI DD D, Ol OB
BRIV THETH 5. HIEFIIBWTIZ, B
WCEDARE USAOHMBEDLNE L RDBIEND
THL, A7u4 FliE#E, dEroAx7uf K (7L
F=vu ¥ 02mg/kg/HLF) 12X % EHED R TEMF
MHEFEND L DPNLETH 5.

2. REHE

RIGHE BT BHEE A & BRI o, Jist
27-CT5 QRHETVITY AL, HBHFE-EEKSS
).

1 BEEAH RBZHMETLZE8REE 2D,
A7 04 NifE21T2 5 TOBRBEDN 25T, GEH
BT 72356 WP BB L Z2~48TH 5.)

1) B

TN BT, EFHPOTHRERIILD, W
BrMHTELI L HEET L. BARKICIZAKED
AERTFROONEL R, BEREOEERL - B
LM Z D 5. A7 a4 Filliiktk HE22ROT,
PEOATFEAL F(FL F=vuar02mg/kg/HUT)
2 & 2 EROATEBIHFF SN B2, WG
WOMBIZL WV ELGENE I L2 ATHICHE X, B
DERET 5.

2) RS

RS AN B B IRBIE TR IR O F-AM 12 &
VAT . EIERRIEREE Ta, b (PDAD X, WFhi
%, WSO, BE2HMELLZb0THY,
HEEE AN B 2 WK B QG ICENL TV 5.
BRI RY L, 1oG HOYihZ ET 2 v oEk%
HHIL T, IgG LR 3 B AR AH 5 72
B, WYT 5 ETICHERDP P25, EODEIEA
BIcBVTIE, BREIROIRBGEM % SAKEBAL TFF
W, 2~4 5885 THEA D b WAL, RO
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BIREZEETRETH L. BREAREOZTFOA N
ZREINICHREESLZ L EEITLEIRETH 5.

3) BREEDRIREAE

MIBEEE T L Fo v o U BE—BIRTh 5. FIE,
FEFEICBWTIEX, 7L K=V ¥ 10mg/kg/H AL
PR GRETH 5. BREICB WV TE, 05mg/kg/H TR
RPBBOONDLZEDNHDH. ATuA FHEAIZLDY 2
BT ERGE % A THRIBIR AT LW L7235 &
&, RN, SEEIHIAL, KEy a7y U (K
= IVIG k), M, 2704 KOV A,
SEERTH. T, HEMAICBVTE, LR
PEIRF 2GRS 2 2L bH 5. REIHAN, mA
HEVEZRD S5 T TRIFHA22 5720 (1~2
A ARRE), AFuA4 FIREROREIZ T 5308,
AT a4 FORYBERRE FIWHET 5.

AT 0 A FNIRBERRERAG, FiE, ML
%, BAYER L OEEORE % 512475 LEND
5 (F5). WENHRNCBVCTIE, PR, SRR
BRHIHIER, BEYEICER T 5.

SUR#EE LT, KIE, O°5 AOIREEIC I3 PiEY
BEARE, A704 FREXEAT S, OENOT
bA, EEICIOMEREH AT a4 FEFKE, HE

Hlie &2 T 5.

I GEEMIFEHOESE RSN, 2704 MRz
TTWRDS, HBE MRS 5 R

1) BiE

7L F=vnar02mgkg/H ¥ 7-1x PSL10mg/H
DUFzHELCTATOAS FEBET S, ENHHK %
PEHL T AEEI, X784 FREx LIy, H
EHE CTRET HZENTERRIZ, 3~6 W ARkEx
BIgE L7120, SR %2 k3 5.

2) RBEE

BRRIIZAKIE, OUHAZRDEL o712, 1
HYUR (7A€ 2L A >~ ELISA index ) A5
BIAMNTHSD., —ANOBHEORBERL LT, A
FYICHTE & ELISA index fHIEFAT L CHERB T 5. —3K
DIEFITIZERR I EfFIRE %X R 3, ELISA index
AL SV XD, MUEEEATT %
Fo/ZETH, 872 % HH TlE ELISA index fHIZ 52 7
%720, BEMOILEIZ ELISA index fli % v %X &
TRV, JREZFMT 5 LicBWT, F—BEOR
W, ELISA index fEASHA L TWILIEA T 0 4 Fi
BOH%Z% A, ELISA index D LR %2R0 723854
&, EEEOE LB 5. ELISA index fEO A H)

x5 XEELRE—BE*)

B PG B2 | CQ
1) %1 #IR
AFaA4 FeEgiks W58 1.0mg/kg/H  GE% 60mg/H) A CQl
G 7L F=vuy)
2) 45 23%IR
o FL R=vu v e FEIbEH
THEFFTY v 2 ~ 4mg/kg/H  GlH 100 ~ 150mg/H) B CQ2
SruAKY v 3~ 5mg/kg/H Cl CcQ3
Yru74A773IFK 1~ 3mg/kg/H Gl 50 ~ 100mg/H) C1 cQ7
IV)er 1~3mg/kg/H —H1~3[ C2 CQ10
3372 /L= EFT7TANVED | 35~ 45mg/kg/H GlH 2~ 3g/H) Cl CQ11
AV ML FH—| 25 ~ 75mg/# (K& 12mg/H% “HMICh %59 5) C1 CQ12
L 50 ~ 100mg/H Cl Q13
c XFNTLRF=VBY - 5L R 500mg ~ lg/H % 2 ~ 3 BERI2 1 Coiiid, 3 H RS Cl CQ6
o KHR TVIG ) 400mg/kg/H 5 H e 5 B CQ4
P52 2mg/kg/ S VT & D
o A SEHE 2~ 3/ U EEE /a0 R B CQ5
« Hi CD20 HifkiE2 375mg/m2 11lal/# (144 7)) % 4 [l K-S Cl CQl4

TEF Y A SR - (A) WmHEET 5 (B) 3T 2 (CL) 1ToTHEW

(C2) TEF Y ADRLRCIZORBBIEID RV (D) fTbhvEIfivsns
ED AR, KaE: IVIG DA E#HE 2010 4EBIE RKIEIE R LIRBOEH STvTn .,
) T OSSN ENT VL b 00, ENTIRFKR, REBEHNTH 2 K]

) 1 KR IVIG : vy x 7 a7 v KRR
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CARBLAMICRELREOER |

- EEEHE |

AEE AR (ampmaaR)

BRI AR

— BB D EFEHI

ATHAARAR(FLR=Y E21.0 mg/kg/B)

* BREREEIRIC
FOMEHIE

MRHY

HMRGL

4 | A7 04/FARRISHASE |

i

~

+ | REINEH
+ | VIGE.
I3 AR A

+ | RFOAR LA

+

Y

* BREREEIRIS
FOMEHIE

A 4

AR (psummBAmLE~)

RATAAREE (FT# PSL60~20mg) Tl 1~2:8T1EI1~5mg/H .
%H (PSL20mgA ) TlX 124 AT1E 3~ 1mg/ HDFEFZBERET S

o ELISAAUTYIRIBICKDZEHIE

ABREE

| AR HAWIERTOARAR(TLR=Y 0202 mg/kg/BUT) . RU/X ISR/ BEOHBIBEICTEREMH

X1

DOATIE, FHIMIZH - 22N 5 2 ik L.
KIE, OLADHLEZBDLGEL, ER2FEETS
VDD 5.

3) 2704 NREDHER

25 a4 FkERY (PSL Img~04mg/kg/H ¥ 7=
1 PSL 60~20mg/H) T, 1~23#8<T—1ni210~5
mg/HOBEE B% L 3 5. e (PSL 04mg/kg/
H F 721& PSL 20mg/HLLF) T, 1~2 % HCT—MHIi

Kigfgag 7 )L IY XL

3~Img/HoWE#HEZETA. 7L F=var02
mg/kg/HLULT 7213 PSL 10mg/H LTI X B #EFe %
OEODOHEE YD, AT0A4 K E@aEiiH 2 6
LTWaBEA, —BIMICAT B A RORE=Z LI vy,
W H B PSL 02mg/kg/H ¥ 721 PSL 10mg/H L
WCELRS, HRBPEON W L 2MEEL, EN
HH % HRT 52 L 2 EET 5.
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X6 XEELRICHIIIRE - sRFIvIEE—E

e U )
i CHEES N HIHE
R OBH 2T 2 (WA, R R, dotFikmH: (DIF) - B#E: (OF), ELISA #:DI12 X % ko)
CI PDAIDIC X %84Tl % 179
CIR - Mgty « Rhgm (w2 &d), BF - Bhee mmE TRELr -~
B - C S & Pk e, MR (@b, HbALC), #J, CRP
Il X #, AROE,  MEHE
CIBEPRAN - wsifile - W - W OO BEREAE - A RE O RERD & ARTIE O 3
Ol HEAE O FEANG « B U~ — 7 — NTX OMllE , B#Emig e 4 1~ 20, (g ) 27 o DIBERTEER)
HEIEE N HIHE

CINMSEA - WD, WROH, SEMBORZ O MEZ MRS 5 LA, BEoAEL b THRT 2 (AHEMBICHIZA D
BV AT AT 5)
YNV 2 ) v ROG E 7213 QF T (AR RE O A 2 J0IR U, FRICHBEAE £ 72 (3B B N O B BEATER S N2 &b %
HOTFPi L% LT 5
O a0t (W8, R, R, fizd)
O, CT =Xk A tHEDA M (RIE, EEEEZ &)
OIS ZE (RRRs, HNREEZR E) fitoF v o
Otz a7y v Ly (g 1gG, IgA, IgM)
[ CD4/CD8 il
| QA
i HERR S N B IEH
D;;El@{?jﬂ:ﬂﬁ% i &de), BERGRIME (22NN, HbALC), I - Bhese, WM, IREL~L, #7 CRP, fuEs
7 v (Ig
CIPDAIDIZ X % S &4l
L] ELISA #0112 & 2 2 IR i Huiddil 2 52 32 (GABERAGTR T RE % & 1 /1 ~ 2 HE o %)E, Zeficid 1 m/H)

CRAEFEE AL A S HEReT) (PSLO4mg/kg/ H & 7213 PSL20mg/ H%5-%C) Ty (BIz X1 MH/1~2 % H) 12 B-D glucan
CMV 7 ¥ F 7437V WEL, FiZ=a—FY A7 4 2Midk, FMOEREGE (7 ASNVFN R E) 12HTHERT 2

LRASEE A 2 5 MRl (PSLO4mg/kg/H % 7213 PSL20mg/ Hi%5- £ T) T, EUYE VP QPR IE PP (H1 21308

L 3]
OA7u A FEWERISEZET 2 (A7 a4 FRBMREEE - ARk L)
RSB IHA

CHEGERERE &0, I X #2179

CICIREN A > 2 % SiE TR 0 25 \[ZHUELIH SR O ZWk 2 17 5

Ceghcis Ue i aiisi e (52, K, ) 2R3 5

LI CMVIRAR I & D, BUy A v ZHF GO THRGE T %

ORI ZS 2 473 2 S R IS U i, B X D7k 038 % 5, HIENOIT#RZ 2L 91232

DELISA {# : ELISA index fii7s 120 DL E ¥4 ELISA OBSOBERE AT 5720, EBEOZLBRBE SN WERDH 5.
ZOBIIE AR GEFIE 100 f5AH) 2 3% L CTHO index iz 51l 2 LD 5.

2Pemphigus Disease Area Index (PDAI), #Fflllx pl447 - 1448

3QFT : QuantiFERON (QFT)-2G

OCMV : (cytomegalovirus ; ¥4 b XA T AV R) @ HIMEENO ORI %€ 7 0 —F VPR TR T ZE CMV 7V F 75437
%% % \WIiE PCR L& VW THAET %

4) FEiAEF
FgE3zaryro—LEhTwaEET, 1) AIC3
M F 72132 N LOFARE 2RO, »o—HELA
WCHAREE L Z2WIEE, 7203 2 BEmE IRz
D7, LEHERTL.IER] L [H3]) dREEE
L.

1~3 O LKE, OsAZRDEEL, 4
FFEIC X 2 BFHECHILTE 2G04, A,

UL ADTEHELHEE, 2704 FiE5ED 25~
50% 4 F 721 1.5~20 fifi i, H 5 WIGHEHEEE A
HUCHBRZAMTS. 2704 FEAITHBESIRT
WIZIERITIE,  OBRECHRUEIRIA], Ky s a7y
U (IVIG #6%) OB A EET 5. $TICHAEL
TWRIEBNE, BOBEHEEEZEET 5.
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3. ABEEDER (CQ : Clinical Question)
OA7a4 FAR (FL F=vo > 10mg/kg/H)
CQl
2L CTHHEBIKIG L 2WEEER, UTo
BIREDP S~ I3MASLEGRINT 5 (H
L, 2010 4EBAE MR, KE IVIG FiE D AR
B TH5).
@274 FAR (FL F=vor 10mg/kg/H)
+IEHHIF (7Y FF 7~ 20mg/kg/H)
CcQ2
@274 FAR (FL F=vor 10mg/kg/H)
+SIEHIHIR (7 a 2K v 30~50mg/kg/H)

CQ3
@25u4 FPIR (FL F=vo > 10mg/ke/H)
+y a7 VKRR CQ4

400mg/kg/H % 5 HH#HHS 3 5. MRG0
BERH % b R ifE—DBERETH 5.
®AxF7a4 FRR (7L F=va ¥ 10mg/kg/H)
+ M 2 e CQ5
MDA RE T H 5 ik T, FEMAYIZE
AEZBETRETHY, X704 FOWELHR
PIAT) TEDMEETH S, F/2ERERIIBNT

LA D B L EFETH 5.
®AFTA FSOVAFEE (AF VT F=va
1.0g/H, 3 HI) CQ6

SV AFEEF O 3 HEIZN—2D 7L F=vn
YR T D %)

@AF7 a4 FHk
(FLV F=vur 10mg/kg/H)

+EEMHIF (Y2 a 7+ 277 3 F 1.0mg/kg/H)

CcQ7

®Z7 A FHk
(FL F=vur05~10mg/kg/H)

+3 7075 AT 73K - OV AHKE CQs8
ESEHY 7275 A7 7 3 F500mg~750mg/m?’
N id 500~1,000mg, GE% 750mg) % #ii #A) 500
ml ZEEME L, 2 R 20 C R s (BER 1,000
ml Y EOHREEITH) 2 HIC1E X6 A7 A479.
VDBEMZIS U T3 A AL M, G 1~24FTRT
5.

@271 FHk
(FL F=vur05~10mg/kg/H)

+ M HEA

+3 7074 A7 73 F (20mg~25mg/kg/H 72

1& 100~125mg/ H Ak, FREICHEIT T 2~3L OHf
WET5 WREBERLZVIGEIE, Y707
A7 7 3N VA (®BM) 2479H) CQI
WAFaA4 FPl (7L F=va ¥ 10mg/kg/H)
+ SR (3 V) €Y 1.0~30mg/kg/H)
CQ10
WAFaAf FHERk (FL F=va ¥ 10mg/'kg/H)
+ SR
(3a7z/VL—F - E7x5 4V 40mg/kg/H)
CQl1
@254 PPk
(FL F=vua v 04mg~10mg/kg/H)
+IEIIHIA (XY ML FHY— b 25~T75mg/#
(A 12mg/#% “HMIZh72 ) %57 5)

CQI12
@257 FHIR (FL F=va > 04mg/kg/H)
+ 47V~ (DDS50~1,000mg/H) CQ13

@Z27Fa4 FER (FL F=va ¥ 10mg/kg/H)

+ P CD20 Hifk (U ¥4 ) FRik
(375mg/m?* 1 [l /38 (1 ¥4 7 V) % 4 [H#E Y R3)
CQ14

cQ—E

CQl: A7uAf FOEGHEGITHERD
CQ2: A7 a4 FWiRkE azathioprine B H &4 H A
CQ3: A5 a4 FWRkE cyclosporine D BfH A H

Vi
CQ4 : KifE 0 7)) v EER g Em e A M
z))

CQ5 : IMAEASHa L KB TG A A
CQ6 : AT T A Ny ABPITKAE EIEFN A H
n
CQ7: A7 14 FWARkE cyclophosphamide Bf H 1
HH 2
CQ8 : cyclophosphamide 7 $)V 2 #3134 A
CQ9 : A7 a4 FHMR, cyclophosphamide & Ifi#4E53
e B S HER B A H A
CQ10 : A5 a4 FPHHRkE mizoribine Bf H 13 A H %
CQll: A5 a4 KWk & mycophenolate mofetil
OPEHIEAE H A
CQ12 : Methotrexate |& K EHHIAH H A
CQ13 : Dapson (diaminodiphenylsulfone ; DDS) &
KIGIE TN A A
CQl4: VY F ¥ =7 (¥ CD20 Pufk) Z it RIE
BEOWHIICE N TH 5 H



KIGEZHITA T4~ 1453

KEEL S 1 N 41 > Clinical Question (CQ)

CQl: 25704 KO2HHRE5EIFEHD

HRE A

R/ : 2704 FOEEERGIIAENTHY, K
TBEOEAENTEIRTH 5.

RS AT 04 FOEGHEG5IRAEICHTEH -
& QRN R E STV 5.

A7 04 FOHEGRIZOWTIIHERA TR X
LR T 5 2 WS D o720, BUER R 5=
IZOWTITEFE~PEIER TlX Img/kg/H, #H 60
mg/HXDBET A LAMRINTNEY. KiE
22 % F720F2E T, 45 11 Bl % 2 BRI 1R 2 84
L. prednisolone 120mg/ H ¥ 5-# & 60 mg/H #% 5-#f
W2 C, SAERDBIFAAEZ L7z, ZoME491E 120
mg/ HEECTHR MRS HIME S W8T, FHH
R A PFRERE R T 60mg/ H B 28 2 5 B 7 A
HEeWwI WL rIcEh?.

(X  #kl

1) Bystryn JC, Steinman NM. The adjuvant therapy
of pemphigus. An up date. Arch Dermatol 1996 ;
132:203-212. (LX) V)

2) Ratnam KV, Phay KL, Tan CK. Pemphigus ther-
apy with oral prednisolone regimens. A 5-year
study. Int | Dermatol 1990 ; 29 : 363-7. (L )V 1I)

CQ2: X704 FHBRE azathioprine DH A IZFRA D

#EE B

WA - A7 v A FWAR & azathioprine B 134
HT&%. Azathioprine DBHHIZA T B A FORE%
HEIZ T .

e - A5 1 A4 FWNR & azathioprine O Bf H 1% 38
H 100mg/H% 2 THIIG L, ZORRIBIN L D13
HOoMU L TH S, S EMERAIE 120 B2 72
Hi— it 7% M4 2 B AL 22 © i, PSL (prednisolone 2
mg/kg/H, K 200mg/H) HAHES- & PSL +aza-
tioprine (azatioprine 25mg/kg/H 2 # A % 5- 1%, 50
mg/ H k& b 5-8F % — 4R BB B L iR U 724
B azatioprine OPEHIZ A F 04 FIKEZTHEICT 5
BRI EHTHE I EDH LS. TEIEKE
38 B 37 BIZx) L Corticosteroid + azathioprine % Jf
W7 RIBISIIZE T, 29 175 4~16 4E12 72 1) EfF
AEATE . 3T BIoH, 1 HIOHDKIER R
W BRI L DI LT 5. Corticosteroid +

azathioprine BFHIC & A RHE, HEATERAEREEE I
W9 D TH AP DOEEEDOE WIEF L L TR S
NCTwa? 74 BlOFINK R BF IR L, predniso-
lone 40mg F& H + azathioprine 100mg/ H % R ZE A 584>
HBE TG L7k, —F»PFTRATaA N, REW
HIH 2 Wi L, P38 76 A A8 % BIE% LIS - BRpESE
T, 53 4 HIGHET 57 BIASEMG L7=. N30 BT i
ZEADITHEBETO P I VORI LEL L.
C OEFFIT R F 23 e N d B iR KRS
ML, BmOWBEEERL, ZemeAEEogn Lo
HIZBWTHENTNVE I EHTRINTY.

[x #l

1) Chams-Davatchi C, Esmaili N, Daneshpazhooh M,
Valikhani M, Balighi K, Hallaji Z, Barzegari M,
Akhyani M, Ghodsi SZ, Seirafi H, Nazemi M],
Mortazavi H, Mirshams-Shahshahani M. Random-
ized controlled open-label trial of four treatment
regimens for pemphigus vulgaris. ] Am Acad Der-
matol 2007 ; 57 : 622-628.(L ~)V 1I)

2) Abere W. Wolff-Schreiner EC, Stingl G, Wolff K.
Azathioprine in the treatment of pemphigus vul-
garis. ] Am Acad Dermatol 1987 ;16 : 527-533.(L X
VIV)

3) G Ch Chaidemenos, O Mourellou, T Koussidou, F
Tsatsou et al : An alternate-day corticosteroid
regimen for pemphigus vulgaris. ] Eur Acad Der-
matol Venereol 2007 ; 21 : 1386-1391.(L X)L V)

CQ3: X704 FAHBRE cyclosporine DHFA I H A H

#ERE : Cl

W - 27 v 14 FWIR & cyclosporine Bf 1A
HTH 5. EHNTIZ cyclosporine BEHIIC & % &% 72
D BIEBDBHAET S OB, WHHIBWTIEZDORR
R 2L H 5.

e - KIE B H 12 A3 5 prednisolone (60~80
mg/H) +cyclosporine (5mg/kg/H) & prednisolone
HA (120mg/H, Wihd iy =) & —ERES
L7298 Cld, TRIRR, bukifioHRe, BIFEH O
Ea BB LR REMPNEREEIRE LML
Polzb oo, EIEIHIFOEHRETIZ 25 BLIAIZ, B
FICHB LML DI CEEEANTE T L
B S IT > T3 560 KAIERH I cy-
closporine % it L 7= EFI#E TlE, B3ERIZ T
355 HCHERAHRL, A7 04 FOREATHE L
7o 7z, Pufiifiid 3 BICREAAL L, cyclosporine (X F5E
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WREEEEICEHZBRETH S L@ T T
%2, ZDIEH 2D cyclosporine PR ERITH % #H
L5 B, Lo LaEERIEE 29 & FRERKE
¥& 4 B % FH v 7298 T 1d Methylprednisolone B4l &
prednisolone (1mg/kg) + cyclosporine (5mg/kg) (= M
PEZ A U CBIGRAE % LoRR, B sRez &0 7
Z L OB THHETOW LN REIR SN R 728,
EOERPERENCS CRBIL, PRRABEEICREE 2w
LRI TWw3Y,

[xx Kkl

1) Lapidoth M, David M, Ben-Amitai D et al, The ef-
ficacy of combined treatment with prednisolone
and cyclosporine in patients with pemphigus vul-
garis : preliminary study. | Am Acad Dermatol

1994 ;30 : 752-757.(L X)L IV)

Kishimoto K, Nakamura K, Kaneko F ; The effi-

cacy of cyclosporine as an adjuvant to predniso-

lone in the treatment of pemphigus vulgaris : anti-
desmoglein autoantibodies based analysis. The Ja-

pan Journal of Dermatology 2004 ; 114, 2341-2350.

(LNJL V)

3) Barthelemy H. Frappaz A, Cambazard F et al,
Treatment of nine cases of pemphigus vulgaris
with cyclosporine. ] Am Acad Dermatol 1988 ; 18 :
1262-1266.(L XV V)

4) Alijotas J, Pedragosa R, Bosch J, Vilardell M. Pro-
longed remission after cyclosporine therapy in
pemphigus vulgaris : report of two young siblings.
J Am Acad Dermatol 1990 ; 23 : 701-703.(L X)L V)

5) Ioannides D, Chrysomallis F, Bystryn JC. Ineffec-
tiveness of cyclosporine as an adjuvant to corti-
costeroids in the treatment of pemphigus. Arch
Dermatol 2000 ; 136 : 868-872.(L ~)v 1I)

Do
~

CQ4: KERFITOT eI ALEBAEFICERD

HRE B

IR - KESES T 7)) O EHERE IR AR
BUCHEHTH 5. SHUTRAEE I T 2 IHEHEEOH T,
M — 2 1 70 SOIERERE 2 P 9 5 2 & % < BRIk AER
DONTVBEHTHS. AT FEBIEZRTK
JEIRAEBNCR L, BREARENT WS,

8 : AT PSL 20mg/H Bl L @ NIRIGHI S
Lo 72 61 Blo s PE R IEIE I O BER K
ZZHR L, IVIG 400mg/kg/ H K OF 200mg/kg/H, 5
HRE$S8 L o v bo— iz 722 ek mere s
F ZEE MR E 1T o 72858, IVIG 400mg/kg/ H % 5-

B3 v e — VI TEP (Time to escape from
the protocol) ZARICIEER L, 3#IIBT 5 HER
WA THOMEIMEEEN R oY, Z ORIRRAER
12E 0, 194 27 VokEIVIG ##: (400mg/kg/ H,
5HME) dA7a4 FRBMORIEEEZEIENTH
5 Z EDRER SNz F 72 8 Pl EFHEYUE RS IE
Bl % 72 BRIRAEZEC b &FI K& IVIG %88 L, A
TUA FEEDSTREE 2 ), EHEANTE, EIEH
IR Lozl T3,

[x #®]

1) Amagai M, Ikeda S, Shimizu H, lizuka H, Hanada
K, Aiba S, Kaneko F, Izaki S, Tamaki K, Ikezawa
Z, Takigawa M, Seishima M, Tanaka T, Miyachi
Y, Katayama I, Horiguchi Y, Miyagawa §,
Furukawa F, Iwatsuki K, Hide M, Tokura Y,
Furue M, Hashimoto T, Ihn H, Fujiwara S,
Nishikawa T, Ogawa H, Kitajima Y, Hashimoto K ;
Pemphigus Study Group. ] Am Acad Dermatol
2009 ; 60 : 595-603.( L X)L 11)

2) Mignogna MD, Leuci S, Fedele S, Ruoppo E,
Adamo D, Russo G, Pagliuca R. Adjuvant high-
dose intravenous immunoglobulin therapy can be
easily and safely introduced as an alternative
treatment in patients with severe pemphigus vul-
garis : a retrospective preliminary study. Am |
Clin Dermatol 2008 ;9 : 323-331.(L X)L V)

CQ5 : MEEXH|E LI RBEARAEICERAD

#RE B

IR - HIRMIZ A T O 4 FPIR & A8 oo Bk
EERFRAEIR & MYl % 3 572 °hl, AT
04 FOBEDTEICTLZEMONTWS, E#
LORKREDH Y, —EERRBL S fThhTnk
WS, L OFRRETD 5.

WL LT, D) mOaREE, 2) ZHEEE M
(DFPP), 3) fRiEWA5#:0% % 7%, BIfE Tl DFPP
MERER>TVAS,

DB, —EiIC% ol - Mm% LA
NT 2D THREROAHENKE L, T, &Ly
FORTFRWETDH Y, FTLE L SN HEEHR
% (FFP) WX B BYHEDOTERM B I NG, BIE
WA B IR BBRICB O TAMMEI RS TV AW
(RAET—%).

2) “HEBEE AP (DFPP) ok i KBTI T
2 DFPP " F & LTHWALRT WA,
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(iM% wEdsas (1 W)

OMALREZ 5 L A5 4 A1)V Plasmaflo OP-05W (fi
FM R F L, B 05m®, M 33um, R
JE : 50um, FLEE ¢ 0.3um, FEHEMBM : 55ml, FEiH
S IMAEM : 75ml)

@7 9L X514 %) Plasmacure PE-05 (OP-05W
& mBR)

(%R 5 migs (2 )]

O LR 2 5 L X 5 14 AV Cascadeflo EC-20W
(Bidk#t : EVAL, B : 2.0m? P8 175um, B :
40um, FLEE : 0.01um, FEHEPAGH : 150ml, FEHEE
U8 A 110ml)

@2 5V AF4H )V Evaflux 2420 (EC-20W & [l
53]

[77 =L > 2%E]

QML 7 SV AF4 AV 75V —1iQ2l

@27 IV AF 4 HV KM-8900EX

RS : B H 40 4 % prednisolone Bl 5 18 1,
prednisolone + ten large-volume plasma exchanges
(st O, 4 JAR) SRR 22 1 % V72 JRIRIEgE ©
&, 4Pl prednisolone #IH & 0.5mg/kg/H &£ 0 B4,
VB UCE R Uz 2 0% 32 BIASEMHE A
T&7z. LeLATuA M58, REEDUMEGZ
L 2 B CEIIR N o7 RS D 4 AR
BIASR o7z, F 7 BRI RATHE Cld 4 B ASHUILAE
WCE DL, EHEATOA FARE MIERBEO G
Mo oshiznwe LTwaY, L L% L DERT,
DFPP Ok & ZaNHE I N TV B &b
DFPP 2L D IS HFIRTAA LA S 2 L 3fis &
NTWEDOTHEET Y.

[xx #]

1) Guillaume JC, Roujeau JC, Morel P, Doutre MS,
Guillot B, Lambert D, Lauret P, Lorette G, Prigent
F, Triller R, et al. Controlled study of plasma ex-
change in pemphigus. Arch Dermatol 1988 ; 124 :
1659-1663.( L~V 11)

2) Yamada H, Yaguchi H, Takamori K, Ogawa H.
Plasmapheresis for the treatment of pemphigus
vulgaris and bullous pemphigoid. Ther Apher 1997 ;
1:178-182.(L ~v III)

3) Ikeda S, Komiyama E, Ogawa H. The prognosis of
pemphigus patients will be significantly improved
in the future. Arch Dermatol Res 2003 ; 295 Suppl 1 :
S69-70.( L~V TII)

4) Sondergaard K, Carstens ], Jorgensen J, Zachar-

iae H. The steroid-sparing effect of long-term plas-
mapheresis in pemphigus. Acta Derm Venereol
1995 ; 75 : 150-152.( LX)y IIT)

5) Sondergaard K, Carstens ], Zachariae H. The
steroid-sparing effect of long-term plasmapheresis
in pemphigus : an update. Ther Apher 1997 ; 1 :
155-158.( L~V IIT)

6) Hanafusa N, Kondo Y, Suzuki M, Nakao A, Noiri
E, Fujita T. Double filtration plasmapheresis can
decrease factor XIII Activity. Ther Apher Dial
2007 ;11 :165-170.( L~V III)

CQ6 : 2704 NIV AEERIIRBEEERICERD

#IEE : Cl

HEIRIL © X7 0 A B2V ZFEIE RIS FAE B O
Ba D THL 0 IZHHI T X 2EHRLETH 5.

RS EELHMPUEREZ AT 5238 RKEREBRE
12 Bzt Lk 1,000mg/H, 3~5 HOAFaAf F
POV AR VTR L 7R, & 1A/ X )i
PAERIZBRE DS A STz, S o7V Aia 338
M &I T, 2F 720327V R$TZEI1CXD
BREADSTE /Y. F 72 8% v 7 pulse therapy
(8~10mg/kg/H) TOWGHRE TI1E, EHIELH» I
FIER O #EDS R S 7z, SN E ) Pk
L, HHELAZ4ICIEHE OVAEEZITY, 5953
BISEMEACE 7. EELRREHIIBIZIL TV
Ww?  —7 T dexamethazone % JH W2 7278 )L 2R 12
DWT DL A EL BIAHEFRBIFE T, KR D&
H IR IZ dexamethazone 7SV A {GBHE & BN 5 LB
IOV TR T 2R RITREN TS,

[x #®]

1) Mignogna MD, Lo Muzio L, Ruoppo E, Fedele S,
Lo Russo L, Bucci E. High-dose intravenous
‘pulse’ methylprednisone in the treatment of se-
vere oropharyngeal pemphigus : a pilot study. |
Oral Pathol Med 2002 : 31 : 339-344.(L )V V)

2) Chryssomallis FF, Dimitriades A, Chaidemenos GC,
Panagiotides D, Karakatsanis G. Steroid-pulse
therapy in pemphigus vulgaris long term follow-
up. Int ] Dermatol 1995 ; 34 : 438-442.(L <)V V)

3) Mentink LF, Mackenzie MW, Té6th GG, Laseur M,
Lambert FP, Veeger NJ, Cianchini G, Pavlovic
MD, Jonkman MF et al. Randomized controlled
trial of adjuvant oral dexamethasone pulse ther-
apy in pemphigus vulgaris : PEMPULS trial. Arch
Dermatol 2006 ; 142 : 570-576.( L )V 1I)
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CQ7 : 27041 FHBR & cyclophosphamide A (3
HAD

#IRRE : C1

#IEL : A7 14 FPHRk L cyclophosphamide @
JH 1% azathioprine, cyclosporine 7 & 1o 55 $i 1] 1
WX BIEFEICIT 2 EMICB W TRAO N REE
WETH LA, BIERICTEENLETH B,

&SR - 54 BIRIEIE B % v 72438 Tl cyclopho-
sophamide D TAF B4 FORBEZWHEIC L
72V, 11 B0 % B v 72 BR R B 98 C i cyclophosphamide
(E50mg/HOBHEE G CTHHERTHL I LERL
TWa?, — BB R G 28 Bl % v 7-Hf%e T
\¥ prednisone 40mg H.AH % 5-#, prednisone 40mg +
cyclophosphomide 100mg #¢5-#, prednisone 40mg +
cyclosporine 5mg/kg ¥5-® 3 B2\ CLeBMET L
ToAER, ERREAE CTONM R OHERICETRD S
Nhdro 7z, BIERNIIPERBEICS S B S hie?.

[xx Rkl
1) Chams-Davatchi C, Esmaili N, Daneshpazhooh M,

Valikhani M, Balighi K, Hallaji Z, Barzegari M,

Akhyani M, Ghodsi SZ, Seirafi H, Nazemi M],

Mortazavi H, Mirshams-Shahshahani M. Random-

ized controlled open-label trial of four treatment

regimens for pemphigus vulgaris. ] Am Acad Der-

matol 2007 ; 57 : 622—628.(L X)L 1I)

Pasricha JS, Sood VD, Minocha Y. Treatment of

pemphigus with cyclophosphamide. Br | Dermatol

1975;93:573-576.(L X)L V)

3) Chrysomallis F, Ioannides D, Teknetzis A,
Panagiotidou D, Minas A. Treatment of oral pem-
phigus vulgaris. Int | Dermatol 1994 ; 33 : 803-807.
(LV 1D

2

~

CQ8 : cyclophosphamide /¥)V ZEEISFERAH

#EE : Cl

HEEC KA AR ISR PLYE o KB E B L cyclo-
phosphamide /v ZHHEIT AR 5 2 W% 5.

RS 22 61 0 KA B O BFJE Tid, MA # i
(methylprednisolone 2mg/kg/ H + azathioprine 2~
25mg/kg/H) 111 & DC 7%V A # i (dexametha-
sone/ H 3 H 3# #¢ + cyclophosphamide 500mg/H) 11
BlORRERWEH Z K L7, 24 7 A#% O T,
DC #6ETI1d 5 NREf#, 6 AAHEATL, MA #ETIZ9
AHHESE, 1 ADSEST L7z, MA #EO TR, RICE
HZ W2 EBWLNITHR o720, Mo 26 FIRARE BH

MWz iR ZETiX, 18/H @ cyclophosphamide
(15mg/kg) #%45-& prednisolone 60mg B F (EHRAEIR
(IS UC PSL 3§ %) TABGEHRG— 7 H12#
W7t % B 7. 3 E~8 7 AR 9 Bl EICHE T
38 % #8872, Cyclophosphamide pulse ##i: + predni-
solone (& HEHTEFIEIE AR R IAHDTH 575, EIE
HEZEEBFELCR T L oEERZ®MHA LY. A
Y FTAT b N 2508 & H v 7 B OR A% T
Dexamethasone-cyclophosphamide 7 ¥V A #i%: D A %)
EATRENT WA,

[xx K]
1) Rose E, Wever S, Zilliken D, Linse R, Haustein UF,
Brocker EB. Intravenous dexamethasone-

cyclophosphamide pulse therapy in comparison
with oral methylprednisolone-azathioprine ther-
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%37 HMBIE LR 18MICEaEmARSN:.
BT A SN (P18 H), 34 7 HOBIZM
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