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*4 KXEBESEEYTEEEIb (Pemphigus Disease Area Index ; PDA| BZR)
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1. BEICBET30EA

BB W2 .05, FIEAROEEE 2T 5.
AEBOFFIHEEMEMEICI Y 2ENERETH
5. FEEBIBCTRABICZOFEEFHTLIOR
HEELBHEHPE . PEREIA TG ThHLEATH
4 FREPICHREZROLI LD Y, ROHOEL
BIREMBOTEETH L. FEFAICBNTIE, HE
WX DAKIE, UCHAOHBEIROONRL %5IEND
Th<{, A7FaA Pl PEOAFTOLF (L
F=vna ¥ 02mg/kg/ HUT) 12X 2EROATER
PHEFHEINDEZEBVETHA.

2. aEA#
RIGIBRBELIEFEE AL & BRI o, st
27:ThH (BETNVTY) ALK, HE-EXLSE
H).

1 AREEAH RPBEHMTLI EAMEEERD,
2504 FEEERITAL I COHRBONZIET, D
BN ThHo 2 5E REPLBB L £ 2~4HTHS.)

1) BE

WA BWT, £HPO 5 RERIZED, A
BAeHBTELILEEEET S, BARRICIEKEH
AEDRIFRDONR L), BEREORRIL - LK
LMz Ed b, A7F04 FiliEk, EXRzROT
PYEORAFOAL F(FL F=ve ¥y 02mg/kg/BET)
WX Z2EBORATERVHER S L 0EPE, MG
BOMBICLVELRSNAZ LR SHICES, HBE
DERETS.

2) R

RHGE AR BT B RS T ICEREEIRO G &
DTS, BEIEEHEHE, b (PDAD X, wWihd
RE, RESOHE, BEEFRHELLZDOTHY,
BEEE AR B 5 BBREEREOFHIICEL TV .
BRENRY L, IgC HEIBRZEAT S v 3%k %
PHRLTH, IgCi@HH 3 Ao M miird 5 72
W, BT D FETIERIY»DL. ZFORDEHFEA
HIzB Wi, BRAEIROFETHM % R AL T
W, 2~45B5#% o THEDRD Dk waid, ko
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BERETZEIRETHL. BREFAEOATTA K
FREICHRE TS Z LI ERETH 5.

3) AEEOFEREE

MBI TV Fova v —8IRTH 5. BiE,
FEEICBWTIE, 7L F=va ¥ 1.0mg/kg/ HA%E
RS R TH S, BIEIZBWTIE, 05mg/kg/H TR
BVEOLNEZENHAE. A7 FHEANZLD 2
HHE ERE T A THBERDSA 5 & HbT L7256
&, ERC, RIEIEIR], KEy a7 CEECK
& IVIG #iR), MUAECHtE, AT a4 B39V AHRE,
FxEZET L. $/2, EEFACBVTE, PR
ENHEF A TAZ L 0B 5. RIEIHIAIE, M
HOPARZBA 885 F TIERMR2 25720 (1~2
I ARE), 2704 FREHROBEREZ FHT 550E,
2704 FORYREN R EICHFT 5.

AT a4 FNIRBAGGEHE SRR, SIE, HEER
5, BYER EOEIHEORE Z 401247 ) LERD
% (£5). mEMHFICBWTIE, T ks,
FREGEIER, BYEICERT 5.

SRS LT, K, 05 AOEMEEIZIZPiEY
BEARE, A704 FRELXBAT L. OO
Hh, EEIIZOBMERA T4 FEFKRE, HE

M Lx2EHT 5.

0 GEEHERFHOREHEEh, A7e4 FEEZ
TV S, EREMERT 2 )

1) BE

7L F=vuor02mg/'keg/H F 721& PSL10mg/H
DTFxHELTATOAL F2BET L. RENHHK %
BERHLCWAEEIR, A784 FREZEIZITV, H
BEEFTRETAIENTEZRIC, 3~6 7 AFE%
BIE LRI, REdHF Z2dIkd 5.

2) FREETE

BRI, UDAZRORL Ro7zI1213, I
HEPURM (7A€ L4~ ELISA index ) A%E2iH
EWEHTHAS., —ANOBZEORKBERD LT, kA
MICHEE & ELISA index fEIZFAT L TR T 5. —#F
DIEFTIEERR A IC EAFIRE 2 7R3 b, ELISA index
OB LE 2OV LA DAL RAULEEERAIT %
FOBETDH, £ % BH T3 ELISA index fHIZFE 7%
L7z, BEMOLEIZ ELISA index % AV 35X &
TlERv, REZFMT 2 EI2BWT, A—HBEOR
M, ELISA index fHASHA L TWILIEA T O 4 FiR
mOH%I27% 5. ELISA index HD LA %R 784
X, EERERIZBEEBZT 4. ELISA index D ZH)

&5 XEEaRE—8*

R BhE HEIEE | CQ
1) %1 %R
A5uA Fegiks ARG 1.0mg/kg/H  GEE 60mg/H) A CcQ1
GEF 7L F=vry)
2) 28R
o L F=v» & Al bEE
THFAT) v 2 ~4mg/kg/H GEH 100 ~ 150mg/H) B cQ2
YIBARY) v 3~ bmg/kg/H Cl CQ3
Yru7+A773IF 1 ~3mg/kg/H (% 50 ~ 100mg/ H) Cl cQ7
RYYE > 1~3mg/kg/H —HI1~31H Cc2 CQ10
372/ V= ET T4 NED) 35~ 45mg/kg/H (#% 2~ 3g/H) Cl CQ11
AV ML FH—} 25~ 75mg/:B (AR 12mg/B% _—HEICDO %53 5) Cl CQ12
LAV 50 ~ 100mg/H Cl CQ13
e AFNTL K=y - LR 500mg ~ 1g/H % 2 ~ 3 W2 F Tk, 3 H ki 5- Cl CQb6
o K IVIG &3 400mg/kg/H 5 H HEE kS B CQ4
5 : 2mg/kg/ T #ED
o I #E2cH HH 2~ 3M/E EBREE/ SR B CQ5
o L CD20 fufkiE2) 375mg/m? 1[ml/38 (144 7)) % 4E#EDET Cl CQ14

TEF Y AIED CHESERE - (A) MRS S (B) #IE55 (CD ToTH RV

(C2) ZEF Y AR R CIZORMBIIZEIO 2\ (D) TbRVEI B0 SN2

ED AR, K& IVIG DAL iE#IE 2010 FEIRAE R Ioor LERBEH S Tw e,
E2) N TOEREDSZMENRT WA L 0D, ERNTIIREKR RBEFNACH 2 EH
E) KB IVIG: Hr=ru7) v KETEE
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RERBDZE

A MERER S

CABRBBIICBELREOER |

| - BEEHE |

BEE AR (ammnnrB)
EENRERE

— &R D EEHI

ATAA/FHR(FLE=VO>1.0 mg/kg/B)

\ 4
~{ manL | >/ ‘
BRERI A7 O4FRRI Bt REE
SORRTE + [ mEmaE
+ | IVIGE %
HEHY + | migssimEE
+ | RFOARULREE |/
« BERERFEIRIC
FAHBEHIE
MEHY
A 4 v

BEHMEIFE  (psummpataes~)

AT 04 KiE& (A1 PsL60~20mg) Tl& 1~2:8 T1E1~5mg/H.

%A (PSL20mgA F) TlE 12 ATI1E 3~ img/BDFEBZERET S

o ELISAAU Ty RIBIZL DR HIE

ARERE

| AR, HBLERTFOAFRIR(ILR=Y 0202 me/kg/B 1L

) RUY/REENROMBBIFEIC THEBEMR

®1 XEEAE7IVIUXLA

DR T, BRI 72 2082 M A 2 E1E L.
K, USADHEZROILGER, BFREHEETS
DEDBH D,

3) 2704 KREDER

A5 a4 FiRERiY (PSL lmg~04mg/kg/H % 7=
1Z PSL 60~20mg/H) Ti&, 1~23# T—[al 2 10~5
mg/HOBEL HE LT 5. wE#EY (PSL 04mg/kg/
H %7213 PSL 20mg/HLLF) Tix, 1~2 % HT—ENZ

3~Img/HOWEZHEET S, 7L F=vu (2
mg/keg/HLLT £ 721 PSL 10mg/H L FIZ X A%
ODEOOHEET S, AT0A4 FEREIHA % 0k
LCWaEa, —MMICAT O FOREEZEITT,
1G9 HH PSL 02mg/kg/H ¥ 721% PSL 10mg/H UL F
IEL2S, BRPRLNGZ W ERFERL, REH
A ZHRT 5L EEBT 5.
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RE6 XEEARICOIIDIRE - BREFIvIEE—E

I iHIEBAA
RSN BIEE
OXREEOZI RT3 (RAER WEASIR, #ehifE#E (DIF) - Bk (IF), ELISA B:0\2 X 2 HikokE)
O PDAIDIZ k 2 FR#BFFMZ 1T
OIR - MBHRE « KM (FE% &), IF - Btk EME BELAL
B - CEFLLIAOHE, BRREE (RPMAEHE HbAIC), BAE, CRP
D X &, #RE, e
Ol - B - g% - BB LU OBRANE - &4 O & IRE O FEH
OEMBRIEDOSE : M EFRH~— 7 — NTX Ol , EBEEHEEL ~ 20, Fiong )27 OdEDRLERE)
/I NAHE
OR#HERE © HEE, WE ASENEREOFELEET L LB, FRECEELSLETRIETS (BEEBIZEICEH
VB EIIEMICHEITT )
Ov~ns ) YRS £z QFTY  #EREBROAELINE L, HICREMEE I -3EEEE~OREIHA S NS4 RN
EOFHk5 ¢ EET2
O&fEE 2R (WE, L8 R Eio)
OBEHE CTAHECL2AHECERE (RRE ENEEZ )
CRRE (AR, AARZLZ L) HEOF oy 2
O sy 7y > Ll (Mg IgG, IgA, IgM)
[J CD4/CD8 O &F:Afi
I HBIRE
MRS BER
D%ﬁ;g}ab:k&ﬁ% (FE% &), MRFHE (RO HbAIC), IF - Bie: ZME, WEL L, BE, CRP, #E2
v g
O PDAIZIZ X 5 8454
LI ELISA 3012 & 2 2 il e T2 (GAHMABHETRZS 1 W1 ~ 2 8Mo8E, Reficii LE/H)

Ll AR O 45 R (PSLO4mg/ke/ H & 7214 PSL20mg/H%5 2 C) £ CEMA AT 1R/1~2 % 8) 12 8D glucan,
CMV 7y FFrA3I79%WEL, HIZZ2—EY AT A Ak, FMOBEBBRIE (TAVEVR%2E) 0L T5EST2

Dif%%é\)ﬁéﬂﬁ‘ﬁa%ﬁ?#ﬁﬁ% (PSLO4mg/kg/H % 7213 PSL20mg/ H¥t5- £ C) ¢, BRYIEFHEMOIBEETHRS (BlIT/e
g

OA7o4 FRWERIZERT S (A7u 4 FHMEE - MiREEL L)
#RshLEE
CHERIEAERE IS & b, MBI X #2179
CIORER s > T S EE PR ORI B KO EW LT H
OBEIZIE CEM &S E (28, R B £_RH+53
O CMVOBRERRIZL D, Ho A P RAFES IOV THRITT 5
(R EZFT 5 BERZEREICOBENER, BBEXHEORELZ ), NENOBERER LTS

DELISA # @ ELISA index fE2% 120 Pl E 03413 ELISA OBOBZRISHENT 570, EROTESEBINZVIEERE 5.
ZOBICIERRFN GEFIL 100 BAF) 282 L TED index 2 FHET A LENDH S

2Pemphigus Disease Area Index (PDAI), M pl447 - 1448 B

3QFT : QuantiFERON (QFT)-2G

DCMYV : (cytomegalovirus : ¥4 A H T 4 VR) : HIEBERAOWYBHELXE ) 20— F VA TCRETLE CMV 7y F 4R3I 7
EHDHVIEPCREZBTRET S

4) FBHARF

BHRLIa sy to—-VE3NTw2BET, 1) Aic3
XN OB ERELED, »o—ERURA
KEAHELRVWEE, T2 ) BAEREICiEkEsE
D7BE, CEFRTLIER] & THRE] IEEEE
LTS,

I~3@BOBBLAKE UbAZEDLBER, 4
BB L 2 RS CHLTE 25605 5. K,

P ADOHEFFRFEZ, AFas Fi5ED 25~
50% WE T 7213 15~20 58, & A\VIXAEBEEALIC
EUCHELYHEETA. A704 FHRITEESLT
WZRERITIE, T OB TRENHF, K&y o7
v (IVIG i) O EET 5. $TTIHAL
TWRIERNL, MOMERERER ZET 5.
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3. AEEOREM (CQ : Clinical Question)
OxF7Fu4 FWIR (7L F=vua v 1.0mg/kg/H)
CQl
2HEBMUTHEBEICISL2VEEE, DT
HREPS—D2 T IFMAELETGERIRTS (B
L, 2010 SEHAE MAE2CHR, K& IVIG LD A5k
BEATH D).
@A7u4 FAR (7L F=vor 10mg/kg/H)
+ ERIER (7S A7) ¥ 20mg/kg/H)
CcQ2
®x7Fuq FHER (FL F=var 10mg/'kg/H)
+ RIERHF (Y20 AR ¥ 30~50mg/kg/H)

CcQ3
@AFuA4 FHEE (FL F=v o> 1.0mg/kg/H)
+y 70T YRR CQ4

400mg/kg/H % 5 H Mkt 5 3 5. &% %
BRI EEDRVWE—OGBRETH S.
®x57u4 FAR (FL F=v o 10mg/kg/H)
+ AR CQ5
MM RETH A R TiE, BB E
AZZEEBITRETHY, A7 FOREEER
PIATH L AMEETH B, FLEEMICBWT

HHAMEDH 2 HEBFETH 5.
®AF T4 FRVA#E (AFVTLF=vay
10g/H, 3 HH) CQsb

(NN ABERFOIHMIZIR—AD T L F=V'0
YHIRIZATD )

@OAFa4 FRIR
(7L F=vuer 10mg'keg/H)

+HRIENHF (7274 277 3 F 10mg/kg/H)

cQ7

®AF A FPER
(FVv F=voyr 05~10mg/'ke/H)

+3 a7+ AT 73R SV AES CQ8
EHEHY 2727+ A7 73 F500mg~750mg/m?
XiZ 500~1,000mg, GBH 750mg) % #HHEHF] 500
ml (ZHERE L, 2 RERT T RUE#ERE (BHER 1,000
ml B EOM#EEIT)) ZRIC1IE X6 7 HITH.
DRELBEIS LT3 A 1 E, 5 1~2 £ TRT
T5.

@AFu4 FARR
(FL F=vua>y05~10mg/kg/H)

+ [ 425

+3 7074+ AX77 3 F(20mg~25mg/kg/H F 72

13 100~125mg/ B WAk, FRHCEEOT 2~3L OH
WETAH WRERBIRLAVEEE, Y707
A7 73N SV AEE (@FR) 2179) CQI
@AFuaA4 FRER (7L F=var 10mg/kg/H)
+SEIEIIHF (2 V) ¥ 1.0~30meg/kg/H)
CQ10
MAFuA4 FRR (7L F=v'o > 10mg'kg/H)
+ SRIEHDHIF
(3a7z/b—)F - E£7251)V40mg/kg/H)
CQ11
@25 a4 FHAR
(7L F=va v 04mg~10mg/kg/H)
+RIEIIHIA (Y P L ¥ — b 1 25~75mg/H
(FKE 2mg/BE AR bAnES5T5)

CQI12
BAFEAL FHRIR (FL F=>va > 04mg/kg/H)
+ %7y (DDS50~1000mg/H) CQ13

@AFaf FHR (FL F=va ¥ 10mg/kg/H)
+P0CD20 Pk (VY ¥4 ) EiE
(375mg/m? 1 |/ (1 ¥4 7)) % 4 [ EY)
CQl4

cQ—E

CQl: A5/ FoL&HHk53HEM»
CQ2: A5 14 FHARkE azathioprine fif FHIZHH»
CQ3: A5 14 FRARkE cyclosporine O BFHIEHH
N
CQ4: RERE T VEEREIZERPICEN
75)
CQ5 : MAFASHEE T I KAERBECEAD>
CQ6: AF A F2OV ASEIIRBWIEEIESZH H
n
CQ7: A5 a4 FAMRE cyclophosphamide $fF X
AR
CQ8 : cyclophosphamide 2%V Z ik & H A
CQ9 : A5 14 FNAR, cyclophosphamide & I##28
BOBR ZERFIIER
CQI10 : A7 24 FPAHR & mizoribine $FF 134 o
CQll : 27 1 4 FHMAR & mycophenolate mofetil
OBEEEAE R A
CQ12 : Methotrexate (I KGR EF A H A
CQ13 : Dapson (diaminodiphenylsulfone : DDS) %
RIBBHRIZERD
CQl4 : V¥ <7 (L CD20 Jiff) I TERERAE
EOWEFICERTH 5Hh
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KIBEZHS 1 K2 1 > Clinical Question (CQ)

CQl: 2701 FOLB®REIFHH

HREE A

WRX - A7 0l FOEFESIEHTHY, RE
BOBEWNERTH 5.

B 270 FOZFFEGEREEINTS -
ELBERNRBREL SN TS,

A 504 FOHFRGEICOWTIIRERSERIZEIC X
LHREBRIETET B Z e HEp-7008, BEEERER
oW T EE~PSHER Tt Img/kg/H, #BHE 60
mg/HEDVBHBETAILPHERIRTVLY, KEE
2% VAR T, &1L 6% 2 B2 ERA S
L, prednisolone 120mg/H % 5-# & 60 mg/H % 5-8
AT, SAEMBIRE R Lz, T O ELAIX 120
mg/ HHETHELPITRED B S B TIE, BRHE
EREHERIER T 60mg/ HEEZ B2 2 RN & FI
B wIZ EPBEL s8R~

(x #tl

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~ 1I)

CQ2: A7 A4 FAAR & azathioprine DFFRA IR »

HRE B

WX - X7 74 NPk & azathioprine BfH i3 &
HT3H 5. Azathioprine DHHIZ AT O 4 FoRE %
MEEICT 5.

B - A7 04 FIWBR & azathioprine O HF H 1238
# 100mg/H% 2 THIL, ZOMEFENDE OILE
HOBLULVLETHL, FEUREE 120 5% H 7z
B VRS B BFZE T, PSL (prednisolone 2
mg/kg/H, AR 200mg/H) 5 & PSL+aza-
tioprine (azatioprine 25mg/kg/H 2 # B #% 5 1%, 50
mg/ B ~NBEFHAESHEE —FEREH LU LE L&
B, azatioprine fFHIZA T O 4 FIREZ TERIZT 5
BohaBEATHLZ VLIS, BEEXE
¥ & 37 BICH L Corticosteroid + azathioprine % f
W REBIEHA T, 29125 4~16 FEich ) B
HEATEI 3T PIod, 1 ORI EEEREICHE
B LEMICE DT L Tw 5. Corticosteroid +

azathioprine fFRIC & 268813, BEHEMREERE I
Y HMBOTHAPOREEOR W IEHE & LTl &
NTW3Y, T4FIORHRBEEBEE A L, predniso-
lone 40mg W& H + azathioprine 100mg/ H % R A5 4
HBETHE L% —FENTTAFa4F, fBe
IR Z W L, 38 76 ) BRR R IR LS RRE
T3, 53 7 AWM THT RIS EM L7 W30 Bl &R
RELEDICHETO NI - VORELLEL LT
COBRBETRM T - RREMICH 2P SEREELC
XL, BWikESReRL, ReEEEFOER LD
HICBWTHENRTWAEI LR ENTY.

(X #&)

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 : 622628 (L X)L II)

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
NV IV)

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 FAHR & cyclosporine DHFB (AE A »

HIRE : Cl

W X704 FHIR & cyclosporine ff F 1X A
BHTH» 5. EWNTIZ cyclosporine ffHIC L 28R+
D LIEBIDSFAETLLOD, BIHIZBNTIZZORE
LREMETIHRELH .

RN © RIEE R F ICx 9 % prednisolone (60~80
mg/H) +cyclosporine (5mg/kg/H) & prednisolone
BH (120mg/H, Wihdoiiixs8) + —E£HES
L7zWECid, BERRR, FURMfioRE, BEHOE
ErRBBg L HR HEl2neEEEBEon:
Polzboo, RIEHHIFIGEECIX25 BUMIZ, B
ACTHBLARI D BB CEREANTE L
BHLPIZR > TWBY, 580 REHEBEIC cy-
closporine % it L 72 fE# i i Cid, FBREHIZFEY
3B5 HTERABHEEL, A794 FOBEFTEEE
Ze o7z, Puikiliix 3 B CREM L L, cyclosporine X%
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HREEBREICEFALZEBERETH L EHmOITTw
52, ZOEHMIZH cyclosporine FHPERTH 5 H
HBHH B, L LEEHERAER 29 6L EERKE
¥ 45 % B v 7285 %8 ¢ 13 Methylprednisolone ¥ flt &
prednisolone (1mg/kg) +cyclosporine (5mg/kg) (2
VEBEIN L CGEIFRE L2 L-ER BEUREL SO
ZLDOEATHMHETOHALIREIRONED o725,
APHEIBEHBICS CRIAL, BRI REZY
LERIhTWwAY,

(x ®&l

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 XL IV)

2) 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.
(LA 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 v 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)

CQ4: KEBREITOTY BRI ELEABICER,

HIEE B

WY KEREST T VEEEREIREERE
BUZERTH A, ZRIEKBE T 2 HEFREOH T,
ME— A 2 IERRRE R MIH T 5 C L R K AR
DOENTVLEETHLE. A7uf FEREZRTX
TIEREFNIA L, AREATRER TV S,

AR AR ¢ PSL 20mg/ B Pl L D WARTAHIZ KIS
Lahoz 6l flOoSEEREERVEERREER
Zza L, IVIG 400mg/kg/H K UF 200mg/kg/H, 5
Amfesrr oy bu— VB2 AW SiEESS
- EERRERE 1T - 72 %, IVIG 400mg/kg/ B 5-

Blxa > bo— VEEIC kX TEP (Time to escape from
the protocol) Z A HICEREL, 3HFIIBITIHERE
BRETORIMEEZSRONY. S OBKRAR
&0, 1% 4 2 VoKE IVIG #i% (400mg/kg/ H.,
5HM) A7 o4 IO RBEEEZIERTH
B EMHERINS. T8 FlOREEIERIEERE
Bl V2 EREETH 2FKE IVIG PR L, A
Fu4 FREFUREE 2D, EHREAINTE, BIEH
Loz b E L TwB2,

(x

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

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 ;9:323-33L.(L NV V)

CcQ5 : MEETHEBLIKEELABICHEAD

HEE B

MRS BRI A 7 a4 FRAR & AR 65
IREERGER & MFEAE 2 XET 2T TR AT
04 FOREBDITRRIZTLZ EHFMONTV S, HE
EoBEMLH D, ZEERARL LM fThh TV
Wi, L OBERBESDH L.

BEEEELT, D BO0HE 2) “EEEEE
(DFPP), 3) fEWEEHDH 525, B Tk DFPP
BERE RO TN A,

RO EEE, —EICE oml - MELELA
NT2DOTHRBRBZAOEHEIKREL, T EHLYY
FTOAEVRETH ), TLEE SIALFEREIM
3 (FFP) WLk ARPIED RN D GIHI NS, RE
WA E IRFBRBRIIBWTAHMENREL TV W
(RAEFKT—5).

2) ZEEEEE (DFPP) OF ik AT TR
2 DFPP A F & LTHWOHRTW A,
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(Mt srmrsas (1K)

ALK > L A7 4 AV Plasmaflo OP-05W (&
EM R)FL Ly, BEEHEOSM, W 3Bum, B
B : 50um, FLEE : 03um, FEEEMEM : 55ml, FEHE
B IMAEH : 75ml)

@27 5L X574 # )0 Plasmacure PE-05 (OP-05W
& IAR)

(%R s E e (2 KEE)]

OMBALE 7 5 L 2 7 4 &V  Cascadeflo EC-20W
(M : EVAL, A : 20m® WE 175um, BE :
40um, FLEE : 001pm, FHEEMEKSM : 150ml, FEE
A 110m])

@7 IV AF4HNV Evaflux 2420 (EC-20W & [d
)

[77 Ly A%E])

OBALRZ FLAF4 BN 75V — b iQ2l

@735V A5 4% KM-8900EX

BBE - B# 40 & % prednisolone Bk 5 5% 18 1,
prednisolone + ten large-volume plasma exchanges
(G BEE, 4 80) EMEE 22 % Vv 7z R T
&, % prednisolone M E 05mg/kg/H & 1) Bih,
DB U TERERE L. Z0OME 32 BIATERE A
T&7. LHLATaA NS E, KEETSMEE
L2 HMTEIR SN Zd o7z WL D 4 BER
BIMR o7z, - MBI TH T3 4 BlA Bl iE
I DETL, EEAEATOA FPRE MAERCHE O
HEgEidonitnk LTwaY, LaLE L DRERT,
DFPP DEXME L REUPHE SN TWEY. 4
DFPPIZX D IBHEFETHAE LSS 2 EPHES
NTVWBLDOTEET LY.

X #)

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 1)

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 L 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 :
$69-70.( L~V III)

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

iae H. The steroid-sparing effect of long-term plas-
mapheresis in pemphigus. Acta Derm Venereol
1995; 75 : 150-152.( L~V I1I)

5) Sondergaard K, Carstens ], Zachariae H. The
steroid-sparing effect of long-term plasmapheresis
in pemphigus : an update. Ther Apher 1997 ; 1 :
155-158.( LX) 1I0)

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

CQ6: A7 OA RN AFEASKEESEFICHERA D

#2ERE : Cl

HRT 0 AF 04 POV ARERIREEEIEG OR
BEHO THELPICHRITE B HBEETH 5.

MY BEELHEER* AT LB ENRERERE
12 B URAKE 1,000mg/H, 3~5HNAFS F
PIVABEER G THEBE LR, 26 18 9
WRIEARZBEEm A A SN, T/ A 38
BT eIy, 2F2E3 27—V ET LY
BREEASTERY, 7 8H% v 7 pulse therapy
(8~10mg/kg/H) TOEBRRE TIE, £FIERL
RIERDSEARL SNz, SREImHIFNEE @ D NIR
L, BRELEZ4NIZEE SV ABELZITY, 953
PINEREATE:. EELZAMEHIBEIh TV
W2 — % T dexamethazone % F V27273 )L 2 (2
DWT D% sk B A B I RAFZE T3, KB
#5312 dexamethazone 7SV A B F BINT 2 LB
BEIZOWTIREMRT /RS R INTNEY,

(xx &)

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 XL V)

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

3) Mentink LF, Mackenzie MW, T6th 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 XL II)
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C€Q7 : 25041 FABR & cyclophosphamide £ 13
RN

#ARE : Cl

WR/Y : 25714 FHHRE cyclophosphamide O BF
FH 13 azathioprine, cyclosporine 7 & il @ %% # ) Al
2 & BIBEEICENT 2 EAICBWTALONEREE
WETH DA, BWERICTHEENLETHS.

FRER ¢ 54 BIKIEIE B E & B W2 HF4E T cyclopho-
sophamide DA TAF 0 f FOBREZTHEICL

=D 11 B & v 72 BR R F9E C i3 cyclophosphamide

132 50mg/ A OEHAEHETCOLAERTHLHI EZRL
Twb?, —HHEEMRKAEE 28 #l % Fw 7215 T
i3 prednisone 40mg ¥ ¥ 5-#, prednisone 40mg +
cyclophosphomide 100mg #% 5-%, prednisone 40mg +
cyclosporine 5mg/kg ¥ 5@ 3 BIZ 3T THEME L
FoAER, BREEAT COHMRUBRERICEIRDDL
Nizdrolz?s, BEREBRARIISE CBREShY.

[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) Pasricha JS, Sood VD, Minocha Y. Treatment of
pemphigus with cyclophosphamide. Br | Dermatol
1975;93:573-576.(L X)L V)

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

CQ8 : cyclophosphamide /VJV 2B A TR S

#RE : Cl

HEIRC - ARSI O KIEIESE BT eyclo-
phosphamide 7SV AR IEIERN LT & 03Hh 5.

MR 280 REBEFOHETIE, MAFEK
(methylprednisolone 2mg/kg/ H + azathioprine 2~
25mg/kg/H) 116l & DC 73 )b A # % (dexametha-
sone/H 3 H # #: + cyclophosphamide 500mg/H) 11
FOFNELEBWER LB Lz, 24 7 A OFME T,
DCEETIZ 5 ABEM, 6 ADEITL, MAJRIETIO
AHTEIR, 1 AT L. MABBEOFFER, BIfE
BEWZ ENRPH LR o720, Mo 26 FIRKER BE

HW-EERM 7T, 1 E/H O cyclophosphamide
(15mg/kg) ¥4 & prednisolone 60mg $EH (BERAEIR
B U T PSL BB T %) TEBGERG—» BIcE
Mt ER RO 3:B~8 7 A% I PN EITHETD
H% %72, Cyclophosphamide pulse #i% + predni-
solone (ZHEAHMERAB IR R REETH HA5, BlIfE
FAZEBECR TV ZEOEER TR LLY. A
YT bR E R BKRAE TR
Dexamethasone-cyclophosphamide 7 $ )V A #ED H R
MARENT VBT,

[xx #&]
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-
apy in patients with pemphigus : results of a mul-
ticenter prospectively randomized study. ] Dtsch
Dermatol Ges 2005 ; 3 : 200-206.( L ~)L 1T)

2) Bhat R, Sharma VK, Ramam M, Kumar A. Cyclo-
phosphamide pulses with oral prednisolone in the
treatment of pemphigus : a pilot study. Dermatol
Online J 2005 ; 11 : 4.(L XL V)

3) Sacchidanand S, Hiremath NC, Natraj HV, Re-
vathi TN, Rani S, Pradeep G, Tenneti V.
Dexamethasone-cyclophosphamide pulse therapy
for autoimmune-vesiculobullous disorders at Vic-

toria hospital, Bangalore. Dermatol Online | 2003 ;
9:2.(L~L V)

CQ9: 27041 FAMR, cyclophosphamide &
MmEFFROFEREHEAFICERD

#EIEE @ Cl1

#2230 A7 04 FWR, cyclophosphamide & I%E
OB BAERBIIKIUT A E B H B
Thd. MEEHRIZEIS [gCBRERIEI DTN ¥
FapEzfES BRI LT, cyclophosphamide %%
BEERTIENPFEIND. 2L, HHBIEIED
BNCBIERICE T 2 ESLETH 5.

R AT 1] BEEICIMEEZSHR + corticosteroids +
immunosuppressive drugs ((F# 1 fic> %, 10~24
HHT5~12 7 — NV OMmEREEZ 17), BE11H4IC
corticosteroids + immunosuppressive drugs @ T # {2
ST, MAPEREOZEEIC oW THRE L 22BEERER
Tid, JEMB ABETIIEMSEARKED 83%, B
BCIIATIBMIZ18% A LA Z LSO IR 5 72,
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COERIMEHEEGHREAT T A F+ Rz
BROMEHAEEE, PP E EEERL O EP D
CETEELZE2RL, BHUREEREICHAL
BHEETH D LRI TS,

F 7z, 7 FEEOWBRFEIIRYE:, FIIEELREHE
BPREULREREEE L, BEES V-7 361400
ml ZZ#et8, 200ml D 5% TN T I U EE—-E, 9
AR, BEEZV—7 3 #(1,200ml MmiEZHH%, 5%
TIT7 X 2 400ml, AFAEK 500ml #HG % 3 — [,
6 HM), XRUEBKE 1 F1(4000ml MR, Fr—I
k2 FEmMAERHEE, 2500ml OMFERHEE HIiz—
Al + Cyclophosphamide200~300mg/H) @& 3 # )V —7
12X BIMAFEARH R FER L BT, RO T I
EFTIELDELRHLL00, K SEEOMEFERHE
BT VTR ERT, FHHERGE LA CERD
wELRON. BWERADBETHOENTH 72,
BAEMAERHILBERELRE L WERIZE L T
BY, BEIAERFCEAR LR TESNCENTH
HELTW5, HICHEKE M3 #H + Cyclophos-
phamide B HF TIZEERIER K R AE L 12—
H OIS HBIIHER P, R WHE SR SN, i Huqb
$ 1,280 4°5 160 £ TET L7, AEMB3 7 HARIC
COEFILBERRIBT T AL TELEHMEL
TWwb,

% Ot Debprah S IZEERMICEHEA B R 2 VR
EEEE 236 (PV20#I, PF3f%) 23 L, cyclo
phospamide 2.0~25mg/kg/H + predonisone 1.0mg/
keg/B DR (H L, cyclophosphamide & predonisone
OEGBEIVTFRLEROGFETIIA L, BEKES
HAL L), BIZZohERER 40% U EICkEE
RO BEII L, GRS B OB 4~6 | o L4
WA BRI L7zt E T o 72, PR 17 7 H,
SEIHEISHIN 27 H B 24T o 728, 23 Bl 19 Fldsse
EEH, PF 1 HI8EE, PVIBIVERNTH-72. FHE
8 A CoOMMIL85 A A, BIMEAIE 5 BICILR, 6
B EYesE, 1 B0 BH T cyclophosphamide #5411k
LERICEKRBIT LEE 2 #E D 72 Cyclophos-
phamide ARREFRIZE AR CHIER e dh o7 b
WELTWAEY.

[x ®]

1) Tan-Lim R, Bystryn JC. Effect of plasmapheresis
therapy on circulating levels of pemphigus anti-
bodies. | Am Acad Dermatol 1990 ; 22 : 35-40.

(L~ II0)

2) Ruocco V, Astarita C, Pisani M. Plasmapheresis as
an alternative or adjunctive therapy in problem
cases of pemphigus. Dermatologica 1984 ; 168 : 219-
223. (L~ V)

3) Deborah L. Cummins, BS, Daniel Mimouni, Grant
J. Anhalt, and Carlos H. Nousari. Oral cyclophos-
phamide for treatment of pemphigus vulgaris and
foliaceus. | Am Acad Dermatol 2003 ; 49 : 276—280.
(LRILV)

CQ10 : A7 M1 FABR & mizoribine SFA X E A H
HEARRE 1 C2
MR 25704 FHHR & mizoribine Dt H 22
W, B ERDLZHMEDH LD, SERE LR LIE
FIOERICL B ELEETS.

(xx  #]

1) Sugita K, Hirokawa H, Izu K, Tokura Y. D-
penicillamine-induced pemphigus successfully
treated with combination therapy of mizoribine

and prednisolone. | Dermatolog Treat 2004 ; 15 :
214-217.(L XN V)

CQll: X781 F Ak & mycophenolate mofetil ®
#tAERD

#EE : Cl

WE - A 70 FEHF, FI-3MoRENRFO
BT b #E %S o XK A # 12 mycophenolate
mofetil DFFAPERINEZ R T EVH 5.

B APORBEREE SFERER3IIFLESE
KRR 7 B IKT 5% Mide L FHFZE Tt 18 fikk D
methylprednisolone + azathioprine & 21 #J#%11 meth-
ylprednisolone + mycophenolate mofetil ® — #2431 F
THEKRS L 7-& %, azathioprine & mycophenolate
mofetil T3 & HICHBEOBEM R ZE2EERL,
BB PO—NVIZBERTWAIEFHELRNICS R
72" 51 BIRAIE IR 5 prednisolone HH) & myco-
phenolate mofetil % #fH L 72 & Hti ik B AR AT 32 T 13 my-
cophenolate mofetil i A7 0 4 KRB %2 RTH,
azathioprine & W B A ENE N2, 117 FI#
HHREERE IO T 2RI T 12 FICRIEN
B AT FOBEFWREICL, EREANTE
2T EBHEIN TV, EIZ 2 IEF T V%
TIZ 2 MEFIDEM L 23T ERICED, KHDOAFRY)
WATRENSY, —HBEHOBME TR ILFEHVLER
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o958 B O 14 #% T mycophenolate mofetil iX A 7 11 4

FREICERTH Y, WENLHMICD-5ER,
AR EEOES =&, ATuf FEHH
T HBICRIIOBIRT R EQENHAFITH D LR L
Tw5aY,

[xx il

1) Beissert S, Werfel T, Frieling U, Bohm M, Sticher-
ling M, Stadler R, Zillikens D, Rzany B, Hunzel-
mann N, Meurer M, Gollnick H, Ruzicka T,
Pillekamp H, Junghans V, Luger TA. A compari-
son of oral methylprednisolone plus azathioprine
or mycophenolate mofetil for the treatment of
pemphigus. Arch Dermatol 2006 ; 142 : 1447-1454.
(L ID

2) 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
Dermatol 2007 ; 57 : 622-628.( L~ 1I)

3) Powell AM, Albert S, Al Fares S, Harman KE,
Setterfield J, Bhogal B, Black MM. An evaluation
of the usefulness of mycophenolate mofetil in
pemphigus. Br | Dermatol 2003 ; 149 : 138-145.( L
~J V)

4) Mimouni D, Anhalt GJ, Cummins DL, Kouba D],
Thorne JE, Nousari HC. Treatment of pemphigus
vulgaris and pemphigus foliaceus with mycophe-
nolate mofetil. Arch Dermatol 2003 ; 139 : 739-742.
(L= vy)

5) Esmaili N, Chams-Davatchi C, Valikhani M, Far-
shidfar F, Parvaneh N, Tamizifar B. Treatment of
pemphigus vulgaris with mycophenolate mofetil
as a steroid-sparing agent. Eur | Dermatol 2008 ;
18:159-164.(L X V)

CQ12 : Methotrexate I KEFEAEICER

#E2E : Cl

R~ R D Methotrexate i A5F 824 F
BEIZAHATHS.

B IBOBRUREEER X NP ITEAHED R
VML FH— b EARPOATOAL FIZHELIE (25
mg % 12K B & 3RS 2L, ERIETT
2BB%, RKE175mg/HF THE L7/ ERERL
28, 2HZTEICATEAL F250% 32®E. 96l
B 13 E#R G5 %%, AV P LEY— bOFEHESER
122mg/ATH o7, IBIR6HFIOBEEF (67%) 46

HRAUEZAFOAL FRE5ET, AV bLEFH— AR
IR (RBO I~ Pu—- VST i (B 5R11E 20
mg/ B U TIZIZHEDNTE) Thotz. EM406I0
RIEBE O RENHF 2 A LSS, 67 H
Mich7zy) A7 a4 Faedik R EIEH S ) 5~
7% THOIBME LWL, AV L EY— bOFFHIZ
A7u4 FREFSHELEFIRUCBERIICERTH S
LiERLTYD, BEHEEMTOFTELDL, 1HT
FFYAT IF—EEEREM Holz. LiL, AV
Mo FH—t2dbkg5E FHBHATHBEIAON
7zv.

(x #)

1) Smith TJ, Bystryn JC. Methotrexate as an adju-
vant treatment for pemphigus vulgaris. Arch Der-

matol 1999 :135:1275-1276.( L X)L V)

CQ13 ' Dapsone (diaminodiphenylsulfone ; DDS) (3
KaEamcgEAy ‘

#EE : Cl

R R CAT O FRENTERWE
B DDS DHFHIZENTH LI LD H 5.

FRER L 19 PRI (D e b 2R
BEERALLTELRP/EME 30 HY ERIED
2704 F2E5INTWE) s REEEREY
RUAT o B MR B AR —EE AR T, HE
MEFFIBICE $ > T/ DDS 5B TIXRAEMIC 8 Bl
DBENPSL75meg/HE CRENTHEE R o/2DIC
L, I PO VETEIIFOAIFETETH-
7.

C ORI CIdREWICRIFNATEIIR O
dprolzb OO0, DDSHELRED S A2y b u— VR
WL, A7v4 FEEWEOEHNASR SN E LT
5.

(xx #l

1) Werth VP, Fivenson D, Pandya AG, Chen D, Rico
M], Albrecht ], Jacobus D. Multicenter random-
ized, double-blind, placebo-controlled, clinical trial
of dapsone as a glucocorticoid-sparing agent in

maintenance-phase pemphigus vulgaris. Arch Der-
matol 2008 ; 144 : 25-32.(L )V 1I)
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CQu4: UVXI w7 (Hicp2o ifk) 13
HEAMXEBEOGEEIIBATH S

#REE  Cl

IR 0 ) Y F v 7 (1 CD20 ufk) I3k D A T
oA K- GIEHER CIEERR O REEERER
WCHERATH A, LA LRTICESBELREWEHORE
BlAHY, HERFICIAMEHIC T 2EEEZHS
PWAETH 5.

B S PIOHBEERBEEREC) VX7 375
mg/m’ % B—MEl, 4 AREGAT L2H®E TR, 3FEICRA
BlEtHIm %8 U CeICEREROEES LS, *
FENHIF OBE F 2 idRkT 5 2 P MEEE R oz,
Bi#fasslsh £ix6~12 7 H, BRET3IE#EDLN
720 o 5 FIRAEBRFICFA L 70 b a— L TiHE
L7:-BgRWtge i, 5Bl 3B E B T 721335
EREFEON, 2BIIENTH o7z 2~8 H HTHE
HROHN, 13~18 7 Bilbhh, EIROUEE BT,
2 BN REGAE (AP lilige 1 6, CMV RguhE 1 B) = fF
L2

TLUNBFARBEBEREICY Y ¥ ¥~ 7 375mg/m’
BA—E%Z 3BE+H > ~r7u7) > 400mg/kg/H 5
HiE %A 110479 &8 % 2 2 —ViTw, ZORFAED
VY EITT+RBOF =) v aEH4H Bk
BHE LR RO ER L 2 RIGA R S
h, EREAHBIIFEEIL A THo7 TR
FuA ¥, REMHHIREE Y Y3V~ THEER TR
WBRETAILTERY.

HIZYUF IS, 194 7 VIRSEOFHRIZON
TOWZETIE, 21 FEEHMERRERE I L, BA—Mm
375mg/m* V) V¥ ¥ 7¥HE & 4 BHEAT, H5PIE
%3IVAMBELER BAICTLERIRON.
OBNCERSALN (FH 184 R), 34 7 RoBEH
MTIiZ 18 BN ER, 2O 8BITIZAT A MG %
Fik$ 5z LR BITERIIBERER 16 (k5
%124 H), 1 BIHBIETHT 5% 18 4 A). 2
Bt & & IZEBH L BMRIEIDSH oA, M
IgG FEHHEEANTH 72, VIYFTITTDIHA 2
WEGEEEREOREEBEICENLEHRTH S
A, BELZREAPELI LI LM, ROEEEIO
ANRIZTRETH D LRI TWAEY. FhkE
FEIZ2WTIRY Y+~ 7 37mg/m’ 2 1 [/A%
AT ET U7 —N) T3, LI FEEZ6HA
BIZ2 7 —WHEELTLAMTH - HENH 5.

(x @]

1) Arin MJ, Engert A, Krieg T, Hunzelmann N. Anti-
CD20 monoclonal antibody (rituximab) in the
treatment of pemphigus. Br | Dermatol 2005 ; 153 :
620-625.(L ~L V)

2) Goh M.S. Y, Cormack C, Dinh H. V et al. Rituxi-
mab in the adjuvant treatment of pemphigus vul-
garis : a prospective open-label pilot study in five
patients. Br | Dermatol 2007 ; 156 : 990-996.( L X b
V)

3) Ahmed Ar, Spigelman Z, Cavacini LA et al. Treat-
ment of pemphigus vulgaris with rituximab and
interavenous immune globlin. N Eng | Med 2006 ;
355:1772-1779.(L <V V)

4) Joly P, Mouquet H, Roujeau JC, D" Incan M, Gil-
bert D, Jacquot S, Gougeon ML, Bedane C, Muller
R. Dreno B. Doutre MS, Delaporte E, Pauwels C,
Franck N, Caux F, Picard C, Tancrede-Bohin E,
Bernard P, Tron F, Hertl M, Musette P. A single
cycle of rituximab for the treatment of severe
pemphigus. N Engl ] Med 2007 ; 357 : 545-52.(L
VIV)

5) Faurschou A, Gniadecki R. Two courses of rituxi-
mab (anti-CD20 monoclonal antibody) for recalci-
trant pemphigus vulgaris. Int | Dermatol 2008 ; 47 .
202-294. (L U 1V)

ITEF U ALANNEHBREORERELE

TREOEIZ, HARERS2EE RS EEEESE
HARFTA VICTHRHENRZZEF Y A LNV &
HREOFREEL H T

(TEF U AN EHREDSERLE)
A IETAOLANIVHE
I (3YAFYFA vy LEa—/AFTFYTR
I =255 AMElEERE
I : 3E5 v 7 AL B ER
IV AT ESEMTSE (2 k — M BFFE S RE ik BB
%%)

V o RLRATE (REFIHRE R FIRE E)

VI EMEESPEMEOBANERY

B EREOSE

A ry XomlHwonsd
B:ffoki@hdohs

Bt —2U LOFHEERTENL L LA
VIIPBEOLARVITHRWIZEFICREOIV. =¥
FTUYRALNVEEBREOFTEEEROLE TV AND 5



1460 KIGESHATA P74 VR ERR

Cl: 75 2 2ZRBL TRV, +oLBisis
VA

(BEn45 UI~1V, RAZEKEOV, RHVviiZES
WERD D V)

C2 : R WO THREMICEID W

(B 7Fy A0, B\ chsrory s
A& B)

D:iThbhwis@#hoshs

(R NIEETHLILERTREOIYF Y
AW D)

Fol) EMERICIILZF—F-RUFRDPSED
NAEREIZOLNNVETS.

2) RXFOHEREFPLT LS L& —HLAEWVD
ONBH L. EBI KA SRR LB
BENZEDD T, TEFYARRHHTHLI L,
FENOEF AR Z0F FERAEICHESTE
WEBSFEEL, TOEARLKRIL, TR -
LRV zRLAET, BESTOa 2y RAIERD
WTHRED L — K2 REL .

3) MR L ZER R ESMRIC L A E TR T

BELiRgtE, FIRMER

RITA FITA VRBIZE L -BRIEA S BHEEY
BEx - &b, LEEZEEFSHEEREER, H
FEORRICES LA, YFBEOHRENE
WEEES LanwI e &Lz ZThUSHIEERIL,
RKHEARTA VEEICHT-T, ALPITTXEFR
M.

REER

1. KBEFTA FF5340dH T CRBBEME/H
REDHPIZB VT, BB BT 5 BHRKES
ZBNEEP LR LADOTH), Hr0EH
ANDEBBIRICBWTRATL FI4 VAHBIC
BHTHIEZRDLDIITIIAR L, EMO#E
ERVEEAHERET A OTIEAR V. 2w
A ATA F7A4 v 2 BEGFLERFROEHR
ELTHWSZ LR, RROBH LK E &R
THLDTH Y MERFERSE LT TE L
AR

2. BBZELRD LN TR VIBBERIRBRET
HoTh, BRI W B W TEFEWELD
HEHA FTA VZHY B, BEICHEREE D H
EMA £/, BEEMBMACEIIERWEE
PRBL-ETLDDL. H4 P4 L REEN
RIS BB TH Y, BRSO FF &EFT
BV HThh L L, #4854 VIR
D 5 HFEELEBEDR, HESEICBVWTHH
WER, FHTETHLEVIZEZIIEL R
V. WENWOBED, KRBV THEE - KRR
EH)FBREMAHET HLENHY, BED
LLWERELOIDS T4 —2F-28E 1
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1. TRLEAM

MRt GRED X, @FERHELSHOBA
B LEICERTAEEERETRIEL, MRS
\Z Kogoj M IRIBAE LM ETL2ABTIRAEZBK
T5. BERCEBEEVRITTEAL LEVHIND S
2, BREBYVETIEPREDFHTHS. Kl
CEFWREIHED BEREREZRL, LIELITH
FEREIR, B A% A6 %134, THICHRIEA4
RAER, ZWRET7IOA F—Y 2246525
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BEOWEET A FI4 0923, FIRENSENE
WIS LT, BEEEROEEZ Y FRS ¥ MILE
R LY 2 —ThHb. UL, BEETEGLER)
&, EHRESISERERE (SIRS) L LTEBZBHRE
WETHY, 794~)—r7, ©EHEH FEERE
B, BEELR EOGHIER EXFERB SN Td%
Lz, ZEOFRICHTIFORIRE S, &Y
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B BRI L - T, BREMEEURER)IC
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DEHR, EBM & i/ FEiEA Sh, HEFA F
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P B IRER RS E R
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Y8 King's College London School of Medicine, UK
"B HEERKERE SR

NEOBP AERESY
e e B BARZY
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FA Y ORFTHF LB o7z,

JE A 55 A AR B IR R [ EEE MR
BB T 5 RAZE | (BFFERE | LB, PR
14~19 5, & AR, Pk 20 FES 5) Tk, EBM
WCEOCIENTEE (NRE) BB FI4 VRE
D, AYENBFEROMEBEITIIOWTRETL
T&Y. BEME LR IHPKREBETHY,
BIZOVWTOBEWZIEF VAR KET AL OINENH
HTho7nS, BRETOEELRRLE LR I
WL, BESTHRHEMA:.

2. HARNZA L ONH

A4 FTA4 O8I, 1) BREER (R
EEEWRIERILE AR L, 2)—KEFRBED TS5 A
XVU=77, TR ZREEBETCOLER, 4)
BEREIERICH T B2 T, 5) MEHEL S48
FEICR T AEREZZERL, 6)aMERE LI, 7)
AWFHRA OB, 8)BIERICEE L - REIWIGE
FTH, 9)QOL [ L2 oW T OM S TOEEMGEL KR
L7

PRtz (ARBRD) GRIRETHY, 7
A LNV CERMET - # BT oI EHL
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A0 (s, BAM, MRICT 2358 R & CQ20,
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WHBRREOEREHNEICES Lo L L

4. TET L ALNIVEHRERERE

IV F YA LN b SR s SR
A ZEFYADLNNVGHE
1 VAFIFAVY L=/ AF5TFYVA
I 1200 T v AL EGAER
VA N (4 57
IV SATEFRMERE (I — PEFFER ARSI IRTSE)
\Y% ik ge (GEFIES S IE PIERPTE)
VI BMEEKPLEMREAOTR"
B. 3OS
A TR L RS Loy (%
(Bl b1 20FBERTLAVIDLL
BREDLARNVIIDIEF Y AWHE L)
B THEH8D6h05
Bl eb 1B LLOFEHEETRTEDE L L
NNV PREOLAVILSH A WIZEHICRE
DIVOILEF Y AHNHEI L)
Cl I Z2&aEFELTH L, ToRiRR %
(7Y
(HD%5 1I~1V, RELZEEOV, HH0iEE
BEY¥RD L VI
C2 M riLvoTEhoohiey
EHOZET VAN, HEVWRERHTH S
IEFVANSH D)
D fThiwlighvohsd
(DL VREETHLIEERTREDIY
FYANH D)
CHBMERICL LTI RPN SEPNDLHERHIES
DLRVETE.
TR & ERRABRESIRIC L A MR
PR OMBEFLT LY ERI-HLEVDLOP D
2. ERAIC b R BB T A e T Y AR
ARELTWRRIR, FBNOT Ty ANE0T TR
PEICEECERVWEE T ZEL, SOICEMETHE
L(ZEFYR - LNVERLAEET)ZRaDa &
VHRICEDSEHEREDO S L — N2 R LEITES
Br5Thb.

5. REEHR

1) EMM#BEE - EERAICETIEER

BHEHTA NS VIEMOBRBHEL BT LH0OT
34, BREORBICBVT, BEREICBITLER
KREZFBROFEP LML BOTH 5.

2) REBEECKRADEEICETSHR
RRERIMER (RAFRE) ThoTh, KH - i
HZBOCIETF UV ADOHLERTHNE, A FF
4 IZEREL, ERERZEIMRAN, T4 A4
IZERO D 2 BANIERBHIC B W TH BT R
THAHLEVIZZIZIEL v, REREFAIZON
TREMZRICBCTHE - REEZITE2LE, el
WIS BLENRH L BHFERICH->T A 74—
LF a2k ry MELETHEI LMo & FE
TH b,
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1) Griffiths CEM, Clark CM, Chalmers R]G, Li Wan
Po A, Williams HC. A systematic review of treat-
ments for severe psoriasis. Health Technology
Assessment 2000 ; Vol 4 : No. 40

2) Nast A, Kopp I Banditt KB et al. German
evidence-based guidelines for the treatment of
psoriasis vulgaris (short version). Arch Dermatol
Res 2007 ;299:111-138.

3) Smith CH, Anstey AV, Barker JN et al. British
Association of Dermatology guidelines for use of
biological interventions in psoriasis 2005. Br J Der-
matol 2005 ; 153 : 486497

4) Umezawa Y, Ozawa A, Kawashima T et al
Therapeutic guidelines for the treatment of gen-
eralized pustular psoriasis (GPP) based on a pro-
posed classification of disease severity. Arch Der-
matol Res 2003 ; 295 : Suppl 1: $43-54.
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WM EES  ZWICBYY S TNFelHEEOFEH
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120:163-171.



MBratkEE (ARE) BBV A FI4 ¥ 2010: TNFo HEE % #lA AN GBRIEST (ISR 817

BOE RAEtEE CLRE OZHMEELEERY
EFEE
1. IRAEMERE CARE) OEHESWMICLBLEE
HA
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kAT 5.

3) —@ICIERE L LSRR & LTREILE S S
NV, HREPBRIN TV E-DICEEIINZ S
NTWBBEBEITIEZIORD T,

3. [REMEE (ARE) ORSRE

[Edk) Pattcs (MRAD &, alkRERLdics
BOREFHAL, BREBBREFSET LM ERETDH
5. BRI Kogoj MK 2 5 L T 5 A f8
TIRELEERT A, SFRLBEEIRTT A0 Lk
WEIASH BN, BREEDETIEPREORMTH .
R ICE SR RIERS I ) BRREREEZRL, L
FUIHBUER, BIERE 0T 2130, THIZBER
ZHRET IO PV RAEEHTEIEND D,

1 EEHHE

1) BBDHLEEGBERFOLFERZMND.

2) B FRLHEOBKEEm I RETRENS R
L., L3ICRELIRELHRT S,

3) HEMF R Kogoj MMIKIEE £ 8 & ¥ 54
REABTIREZEH Y 2.

4) DlEofRKRm, SRR EZRIELAETS L.
722U, MEOGHEITRERKRREED) S TRROKRE LR
HTXBZ L.

DE®4HE 27358 % BENas (UFED) (

EH) LBWTSH. FEHEH2) L 3) BTG REE

3 BRSLEWE

) SEHEBESHES IR, BIBRERLVE VHL
EOBFEICL Y —BHICIBEE L 7RG ER & L
THAVT %45, EEREMEY— TR MEEE B8
LR, 0B LESCIEBELT 2EFT, REIZ
EORHFR L EHUERE, AIECE .

2) circinate annular form i%, BELEFERPBH L O
TR LT 555, 1 5 ISR o BT
L7-fEFIE, AIEICE T

3) —EHMOEBELRBEEICL ) AR TIEEE, BEiE
¥ (acute generalized exanthematous pustulosis % &
tr) LBUTENIERIZRRL

WL ZHT 5.

2. [RAEMEE CARE) ZHOZERE

1) BEEEHES L A THERRICUE 2 BRI R
(1) amzk¥%, ZEAFBEH
(2) #FitT&, CRP Bk
(3) IgG i3 IgA E&-
(4) \REAMSE, |H V7 AIMEE
(5) Wtksk, ASLO &, ZohORIFEEOHRE
6) HEMHHELEEZESLY v M FRFREESL
(7) IBRE (BB REIEER IRRRL)
(8) HF - - RATA : RHORINE k7 Iuq F—
¥ A S
2) BEMERE (LRE) L) KR
(1) 2MAREEEAEE# (von Zumbusch &) © B
MerE (FLEED oMmBIF.
(2) BHRENE : R AVEVYREOREILNED
TR IRE 8
(3) TEEMMIE A RO : BE L EIRTORIE
EHTHY, BWIIEETS.
(4) /RN EE T R G 1 B2 8% ¢ circinate annular form
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4. REMEBOEEEHE

A BERER OFFA - KUBE, MRBR, RHE (0~9)

B &&HEIK « AR RO - 2, BMmkE, [ CRP, IE7L73I Y (0~8)
OEEEHNE BAE AR EHfE
(HE0EED 0~6) (7~10) (11 ~17)

A FERREROFME (0~ 9)

=14 e, 4 R L
KBTI (&) * 3 2 1 0
AR % 0 5 FLBETEAR * * 3 2 1 0
TEHE DAL * * 3 2 1 0

*ERWEREICH T2 % (B @ 75% Db, R @ 256% LLk 75% i, BB - 25% ki)
*x RIS 2 % (BB : 50% LAk, &R 10% LUk 50% FKily, B @ 10% &%)

B. & &EWR - BREF ROl (0~ 8)

AT 2 1 0

F# (C) 385 2k 37 LAk 385 Fii 37 A
HIEkE (/ul) 15,000 2Lk 10,000 Y 1= 15,000 i 10,000
CRP (mg/dl) 70 Bk 0.3 Bl k.~ 70 ki 0.3 i
miE7 V73 » (g/d) 3.0 Kifs 3.0 ik~ 38 %im 38 Lk

5. IRfEEERE CARE) OBRR#HE

ARG RBHET— 5 (2003~2006 4£) T, B
At (R L, FhUNOBRRERE TSI,
EHEEOH 1% 250, ARBE 30 ERIcE—-2 %
Lo, MREITRZROBENAND. SEEEREN
BRI 2BREELRSTVOIIN L, BREMGE (JLE
B ZaHice L (Bl %12). BEASEHEEE
REFRFE TR ) WENZ, LEOBWEAEZ
7=9 [RsEvkecm (LRBED JICRESRS. ZOHH
ZREFBAREEL ST LBEIIRRE VIR
WA, T, RAEMEEE (FLER) A Turner MEBE
WAL CHHET L Z L2 577,

(xx k)

D aRABK NWRERBESEEOREDHTEEDOH
BE - FREOHWE. WG EEECH
T 5HRARE. 18 FE R - s
(L EHEHE  FIEEFE) p76-82.

2) Kawakami Y, Oyama N, Kishimoto K et al. A case
of generalized pustular psoriasis associated with
Turner syndrome. ] Dermatol 2004 ; 31 : 16—20.
(ZEFYALNLY)

3) Oiso N, Ota T, Kawara S, Kawada A. Pustular pso-
riasis and vitiligo in a patient with Turner syn-
drome. ] Dermatol 2007 ; 34:727-729. (= ¥ 7 ~
ALV Y)
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BN - RELIRESI SR T SR B RE

HORRY
BIEREATAAF
*TNFa JRE

HRE SRHRM
[C1]x CQ4,18
[c1]* cQ7
[c1]* cQ1520

A (JERESR) IS 2 Bk

HEE SRZH

*IhLFFH—F [C1(B)*] CcQ3

— | -2onRRY [C1(B)*] cQ4
“ARRL Y —k [ci] cQs5
(AR

*IhLFF—b+ AL FY—R [C1] CQ3, 5
*DHORRYY + AL FH—K [C2] CQ4, 5

-TNFa FEE5E# [c1] cQ15,17
ZOhOEMFEMRAE  [c2] cQ16

IMNRBIHT L HRE

B 1=b O D
SR F
-BIBRERTOAF
“TNFa BEEZExx

HRE SRERMN
[C1]*  CQ4,19
[C1,C2]* CQ3,19
[C1,C2]* CQ7,19
[C1]*¥ €Q1521

II. BAEEER (ST DR

| RBARITMZT

#EE SHEEM
+ AR FH—F [B] cQ22
+TNFa [BE %4 [B]* €Q1522
+o02R [c1] cQ22
e B U5 B e 5 [c1] cQ22
R | e Y [c1] cQ22

) Rtk (SR 13,

KB RE o

HEE SBEM
-NB-UVBS:E (181449 [C1c2] cQi4
* RRERE

# EMEERICHIOTIE, BRRMEMPS EWF R RF R

EBRITK 5 TEEIHTETNFa EEROFE AR HS &
UREMETZATILIEZSE.

ok SR INRADTNFo BEEERAERLMEICE T2 +97%
IETURNGEL, tOARIEREDSE CR-TERE

EETS.

Az BT EFERRETH Y, HE &

FLEE R ARENTH L THREWIHLL T2 WEAZHHE S 28502
DB D, Ml BABICKT L 70 ARY) Y OMFERIE, ARIBOEHEIIHTT
LA NIA VICHRAIERTH 52, im0tk l (ARE) THoHE

BIRRZ S22 70 2R YERE A FI4 VITHAANRT.

F72,

TNFo fHERE (f 7 ) F V<7, TF)LATT) &, - E20m HEo
Ptz (URR) 1S3 2 T o BRI ER SN TuiRwds, T
ez lE, BRI o< F L BT AERERE D L1, BEERo—D L LT
WY EF7z. S oBFICHT 5 TNFo HE#RIZ, WHSEDT, Lird,
EmEBPT L) RIEGICR > THEHZEZRITRETH L. TOMAHICEL
T, tohA4 v 74— K- arvty vHBUETHS.
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2. BAEMEE CARE) (CHRIhEERHOE
E®H

1) [RAEMEE CARE) SMAOLEBERICHT S
TI2AT)=4T

IRtz (R OBEBEFRRITL - HRAED
%<, EEMLEYWBRESLEATH L. MiGHER,
WREREDOA MM LI = R LF /4 VBBICL D

MEPHEAFIAEL . MPIRER, IR, KKK
Ok &L ICRIBRERVE Y EHRE (FL =
v s Img/kg/H) %% 3 5. TNFo BHESE
DA 7)) F <7 (infliximab) DFMBIVH 5. L
2L, 12 infusion reaction (2 & %0 - fEERBZ~DH
frd FHENLDT, TNFo HEEOMHIZE LT
HEEIITIRETH 5.

ARDS/capillary leak SEBERE & .0 - TEERAE~DOXF IS
€23 )
*REEICBI T ZERRIIZE I 2 w2, SEREITICH T 2 REZBIKESET—2 50 (CQL, 228
1-1) b - FEBRAEIINT 22558

AL INHAL D' —

CAREBEI GRIE) - REOE= & — L IEYHE

CERANE, DAETZ 5 — LR
1-2) A4 (ARDS/capillary leak SEfERE) (2R3 5 ik

CEERAE, MR, MR ARELRETES S —

- I D RAL

CEERPER AR (XML FRH—=N, LS A VERRE)

- ARDS/capillary leak SEMERTHIUE, EH AT O A FHPHEA
13) EMmED I Y Fa—L

2) AMBREMEZRICHEIN 25EE

BRI EE M BIZ LT B HE SRR
H i - @ HESE M#ECQ i %

AL SN B WL

(KA : FEIEIRRS]
IhLFF—F

05~ 1.0mg/kg/d Cl (B*) 3 P M 82813 05 ~ 0.75mg/kg/day T b
Bnd b s iz L ) b A REHEIE
V. BRI RICR R R R,
Rl o0& B AR IR
ARA IR OB (CE4E), iEBHE 24)
[@F:3: 0/
4, 18, 19 Y7 B AKR) ¥ MEPC IZ & B RZ#ERMED
g};% F?f’ v 2004 SEFERUCHEILS S [3X
1~4].
i Lo L M CQ # 2.
EHIZ X BBIEHIDH Y (CQ1 BH)
AAMEH OB, LEEHE GHH) @
MEN BH IR
WRETIR AR R E, B/NHETERT
vyt oliidiih
SO AEY Y+ A RLEF— b Cc2 4, 5 Iﬁér}l;: 7 ) PV 95 56 i A 3 oo T
HEMED D .
A 2 B Hia 81 [SCHk 5 ~ 7] L,
72721, i - BEFLAE, /N VIR
22V TOfIIE CQL5 ~ 17, 20 &,
S5mg/kg, 2 MR LLE A0 CREAR I s
i PR L-%, 23H%, 6 HBICRS L,
LItk 8 HEIRG TR G- & ke, 1 ~ 3 moA
%H’z“-’?"(“ﬁ"n‘&?b%?ﬁ“?% SNLEED D
RN 80mg B T, 2 B DLk
1$ 25812 1 [, 40mg K Fi5-. RRHIA
F43 731213 1 F 80mg T THIE T,
(PRBud i 1328 M 3 & OB E M Sz

YruaRARY v 25~5mg/kg/d Cl (B*)

A bR LEg— b

5~75 (15)mg/wk Cl1 5 22

IZhLFF—r+APMLFF—} Cl1 3.5

BRSNS

£ v70%¥y=7 (LIFr—FB) cie 15, 17
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