F4 FKEBEEEEHERLETD (Pemphigus Disease Area Index; PDAI 5 hi)

R
UBA/KBEEGH UV
O/ &L
1R 1~38 >RE2cmOESIETALT
2m2~3 2@LEN>ER2cm
38 4EANLE >ER6cmOEBHEN
58 4BHE FEES>EEScmOEBH 1AMELE
108 4ENE FAEES>ERI16cmOEZH 1 ELLE
HBDNEEESE
ik ERAL LA O RIEROBRILE
LN

OB A/KE
O/ &L
180 148
28 2~31@
58 4BLLE FEE>EE2omH2@EE
105 BEO£R%

RE

M KAEEOEBES

1. BEICBIF L0

B 2 00T, WERROBEENZRT 5. ARBOWGREIIEBREMEIZL ) &2 S
NERETHbD. REBEIZBWTRDEICZOTFHE FHET 5 0ERELREEPE . MG
BOART S THLEATOL FIRETICHEEZRO AL Z EDH D . RO OBEY 2GRS RO
TEETH D, BEMIBOTCIE, IBEICLVAE, THLAOHBPROONBZ5ERD
Th<{. ATaA FEiEE,. PE0AF04 F (FL F=v0 r02mg/kg/ HELF) 12X AR
BORTEMBIMEREINLZEPLETH S,

2. RISt
FKIGFER SR FEAL & MR, et a2 Th,

I BEEAN RBAHMET2ZEATMRELRY, 2704 FKE2ITA 5 T TOREDNY

2. BEPENTH oA, BErOBBLE2~4A% HIET)

1) HiZ
BB T, £ oTaRiBEIcL Y, WELHIH T L HEL T 5,
BARBIC 3B EDIRIZRO SR R Y, BEREORERL - LRLER %D 5,
2504 Nk BREROT.PEOZXAF04 F (FL F=voy 02mg/ke/ HUT)
12 & DIEEO R TEMIMER SN EDPENIL, WHEBEEOMBICLVERESNL I L E2E
BHICE X, WBEEOEREZ T %,

2) TR
HEEAMICB AWB I TICHEEEROFMICLVIT). BEEEHEREZET ab
(PDAD 1F. Wb B, HIEKE O, BEZHELLA-LOTH D, HEIEIAM
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BT B EREREEOFHHICEN TS, {HEEFIER L., CHOHGzEET LY &~
INERERIPHEILCH . Gl EH 3B Bz H 5720, AT 5 F TR
Mho ZDOEFEAINT BT, BRAERIC & 2 REFEM % R T, 2
~ 4 8fE o TOBLD RO SN B VGEIE, ROEEELTERTIRETH D, BREFE
DAT A FERMICHIREEALZ EERITAIRETH S,
3) B EIRIL

ERGEIL L F=va U E—®&IRTH 4, BIE. TEEICBVWTIX, L F=Vn
»10 mg/kg/ HPEENFEGETH S, BIEICBWTIX, 05 mg/kg/ H TRIEDFED &
NBHZEDHDB, AT FHEANZ LD 28MIZ A2 A THEBESENIAR T4 &L
7o Eid, M, RIEHHIFL. K&y ZFu 7)) VEE (KEIVIGHERE). MIEsig
e A7 POV AERE, B2 EBET L, Tz, BEMICBW T, E LY., Gl
HH 2 PEHT AL b H D, REIHFNL, MAFEHCHRZ D S5 F TR
5720 (1~2hHE). X784 FBRERNOBERELY FHTL8E. X704 FORH
WERSR L EICHRFT 5,

AT 0 A FARRBGINCHERE. SILE. HILEEE. BRIYER SO HEOME 2+
FVAT I BEDRH D (RT7). LEMRFNIZBW T, . BREE, B 8ImE/Em.,
RAEITIER T 50

MAVRBEE LT, KE, O ADEBEICIIIMAEYESERKE. 2504 FiRE 2 BAG
Tho OBENOUSL A, BEICIZOBKERA T O FEERE, BEXZE2HHT 5,

O EEHER OREDPHIB S, 2704 FIREZITWARDES., GE LT 2 )
1) HiZ

7L F=vno Yy 02mg/kg/ HE 721X PSL10mg/ BUT# BIE L TATF O Af FiEHET
bo REMHFIZHEA L TCWIEEIE, X704 FREXEIZITY., BEMEF CRET 2
CEWNTELRIT, 3~6 7 ARBLTESE LRI, REMHB 2 RT3,

2) JREEF

RIREICKIE. B AZRD R o 2kI2iE, EPRM (A€ 1L 4~ ELISA
indexfi) DHBHEICEHTH L, ~ADODBEEZEORBE RS LT, EKRWICHE L
ELISA indexfEIZFAT L CHR T 5, —EBORER CIXERRMICERIREZRT H . ELISA
index fERPEEE LW Db, MUEEERA AT 2HOBRETH, BLBEET
IXELISA indexflZ R 7% 5720, BEMOILEICELISA index 8% V5 RE Tl v,
WE T A EICBWT, F—EBEOKEFP., ELISA index 254 L A 5o
A4 FilEDHZEIZ7% %, ELISA index D LA ZFED5A13. BEEELIRBE2HEST 5,
ELISA indexfEOZEE O A TIE, FHIMICH -2 2EBELZMA 5 2 L Ly, KE, 6
ADFHZ RO EE, IBRTBETLILEDND S,

3) A7u4 FEaoH%

AT7uA N (PSL1~04mg/kg/ H % 7213 PSL60~20mg/ H) Tid., 1~23:8
T—HIZI0O~5mg/ HOWEZ BE L 3%, EHE (PSLO4me/ke/ H F 7213
PSL20mg/ HLULF) Tid, 1~22HCT—EZ3~1mg/ HOWE*HEET S, FLF
=Zvnay 02mg/ke/ HPLF F 7212 PSL10mg/ HUTIC L 22 0 o0 HEE 5,
ATaA FEREIMHFIZHEAL TV EHE. —BRNICAT O FOREZEIZIT VW,
B HEPSL0.2mg/kg/ H £ 7213 PSL10mg/ HUUFISEL 7256, HRER SN WS & 25
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@

L. REBIHF KT A L EERT b
) FEBRRE

B IZaY PO— M ERTWwAEET, 1) BIZ3MELEZENULOFEREZ R
. o—BRILPNCEREE L WA, 7213 2) BAEREICIERZRD LA, &
EET L, [HHK] & [ER] BRZEEL L),

1~ 3HDORE L72AdE, U5 A%REDGA L. MWHEEIC L 2 RIRETHLTE
BDEENDH Do K. b ADFEDE B, AT 0 FRGED25~50%EE T 7
E15~201E8. &5 WILEFEAMICE L CREYFERT L, A7 04 FEEITHES
WTWTERI T, S OB cREBIRK, K&y 7su 7y vRE (REIVIGERE) @
PR EET D, TTICHHELTWAERML, JloFRAREZERET S,

HHH: D ER)

25704 FWR (FLv F=vo 10 mgkg/ B) CQl

2B L THIBEIEE L WIESIE. UTOREEPS—D2 E213lAGhbE TF
R+ 5 (HL. 2010FBITEMAERCHE, KBIVIGOADRBEHTH ).

2504 FHR (7L F=va 10 mg/kg/ H)

+IERIEIE (7T A7) 220 mg/kg/ H) CQ2
25704 FHEE (7L F=vu»10 mg/kg/ H)

+EIEE (271 AR »30~50 mg/kg/ H) CQ3
2504 FHIR (71 F=va 10 mg/kg/ H)

+y a7y rREFERE CQ4

400mg/kg/ B % 5 H B EHHE 53 5 o &R0 2 e IH 2 tEb 2 WHE— DRI TH %o
2514 FWIE (7L F=va 10 mg/kg/ H)

+ IMAE AR CQ5
MAEASHPRIEASTRE CH AR TIE, BEBMICEBALRZEITRETH), A7 F
DWEH ERLMAT) 2 EATRETH b, THEEFCBVTHHRED D 5 I1GHET
Hbo
2704 FSVAEE (AF VT L F=vary 10g/H. 3HBE) CQ6

GOV AFEERO 3 HBIER—2AD 7L F=va VidEg L iawvy)
25u4 FHRR (FV F=va 10 mg/ke/ H)

+IEIEE (S 77+ A7 7 3 F1.0mg/kg/ H) CcQ7
25a4 FRIR (7L F=vn r05~10mg/kg/ H) CQ8

+3 707+ A7 73N 2OVARE

GESHH Y 707+ A7 7 X F500~750mg/m* & F M f& X 13500~1000mg) % i &
F500ml (VAR L, 2 BRI 2 C A EE (BHERLOOmIEL LR 24T ) ® A
1LEX 647 HIT)o

PIEAEIZS LT3y IR, 51 ~2FTHRT T 5,
Z50A4 KW (7L F=vuar05~10mg/ke/ H) CQ9

+ IMAESS R

+3 774+ A7 73 F (20~25mg/kg/ B F7-1F 100~125mg/ H WAk [RIEREIZHE
MC2~3 LKL TS, WIREBIRLEZWHAIZ, Y2075 A773IF-70VA
. (O]R) %179)
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2584 FHER (FL F=var10mgkg/ H)
+EIEPEIEl (2 VY ¥ 1.0~30me/kg/ H)
2584 FHR (7L F=var10mg/ke/ H)

IR (3 a7/ L— bk - ET7 x5 1 )V40 mg/kg/ H)

25704 FHRR (7L F=va»04~10mg/kg/ H)
+RERIEIH] (A R L FH— F25~75mg/ #)
(B k&E12mg/B%x A ES5T5)

25u4 FRIR (FL F=var04mg/kg/ H)

+ 5T

(DDS 50~1000mg/ H)

2584 FHER (FL F=va 10 mg/ke/ H)
+HLCD20¥E () v x Y v) EiE

(375mg/m*

1E/E (L34 270) & 4R ET)
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| REBREICLEUREORE
- EEEHE
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®6 FEEEE

MR IEIR HEARREE| CQ
25a4 FeEg#s WY 581 0me/kg/ B (GE#60mg/ H) A CcQl
GE% 7L F=vur;PSL)
B e EIE
- PSL & %0 B H
T+ T v 2-4mg/kg/ B (GEHE100-150mg / H) B CQ2
T UARY Y 3-5mg/kg/ H C1 cQ3
a7+ A773F  |1-3mg/kg/ H GE#50-100mg / H) Cl |cQ7
IV 1-3mg/kg/ H —HI1-3H C2  |CQlL0
3Ia7x/b—h- 35-45mg/kg H (GE#2-3g/ H) Cl |CQll
774N
AV ML EFH—} 25-75mg/ B (FHAE2mg/ BE “HEICbA V5T 5) |Cl CQ12
LA 50-100mg/ H Cl  |CQ13
CAFNTL FVE Y - 1500mg-lg/ H %2-38:RH ) CAE. 3-5H kS |Cl CQ6
2NV A
- KEIVIGH 400mg/kg/ H  5HMERKS- B CQ4
YR EE © 2mg/kg/ LT 25D
MEEsH BE2-3[E /8 —EEES/ RS B CQ5
- i CD20¥iK™? 375mg/m*> 1 /8 (19 A7 0V) % AERYET Cl  |CQl4

TUF Y ACES SRR (A) RHERTS (B) #3725 (Cl) fToTHRW
(C2) T F VY AHRL Wz OFRBIIZEND v
D) frbhwiighdons
1) MR, KB IVIG UL OEEIZ2010FEBAREE 0 LEBEH S Twnizn,
E2) I COEMEDSTMENT VS S OO, ENTIERRR. REE A TH 5 FEH
E3)  KEIVIG: K&V ry~ru7) vk

KT KERERICBILRE - 0RF vy 7HE—R

I {BHBAMAHD

B HERR SN AIEE

[ FEBEOSW ARET 5 (FRER, WEMET R, SthvkEREE (DIF) - Mk
(IIF). ELISAE* 12 X & i HLEokER)

PDAT*™ 2 & B REGHE %179

BRI RIS (OmiEE ). B - Bikee. ERE. BEL NV

BEl - CRIIF L Hiiho B, WRFEE (RPmEE. HbAIC). B4, CRP

MER X #E. RE. MmEElE

YERRIE - ST - BIEE - B R OO - AOHEOERR & IRREO i
EHBREOIME : SRS — 7 - NTXOHE., BEEEHRLE 1 ~2H EFion
A9 A7 OREDETERE)

0 R I R 6

HERINLHE
(] PMgEic - S, B, AEHBEREOR LR T 2 LRI, BERBOFELS
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b TR 2 (BERBICHICED R WA LT AMICHITT %)
O N2y YIS EEQFT ™ BEREBOFELINE L., HIEERET 2R
WM BREBE~OREPHE SNLHEIIIEEREOFHRE 2 ZET 5

KFEREORM (WHE, BB, R, #Hiy)

HMEE, CT 202 AHEOEE (MiRiE, EBHEEZ L)

A2 (N, AREZRZ E) BEOF v 2

wEZTO7) L)V (IEH IgG, IgA, IgM)

CD4/CD8® &4

Ooooon

I BREGTE

RSN ALIEE

O EEMCEMI (OEE ). MRmEE (ZERIME,. HbAIC). T - Bk, &
g, FREL ~)V, Bl CRP, fEZ7a 7Y v (IgG)

(] PDAI™IZ X % JmEEMf

[ ELISA#:*IC & 2 ZHMCIiih LMz e 5 (EFEBIBHRIETEER S 1 E/1~2:8
MOMEE, ZEMTIE1IE/A)

O] AEEE A D S MR (PSL04mg/keg/ H F 7213 PSL20mg/ H¥%5-F ©) £ T8 (4
AL 1E/1~2 A) 12 -Dglucan, CMVT7 v F7 A2 3I 7 2HEL., oo —FY
AT 4 ARide. EIMOBEREIAE (7T ANVENVALRE) 2 +H0EET S

O] (BEEE AR S HERE (PSL04mg/kg/ H % 7213 PSL20mg/ B¥%5-F T) T, &
FEFEF BOMREFS (BIZIENT 55 E)

O 25704 FEMERICEET S (A7uA4 FEMEE - higEEz L)

O EGIEEE I Y. S X E21T 9

O OBERS v VY ETFHOEICHEREOEWM 1T

O SEICS UE &S (FE. R, ) 2RET5

O CMV*™ BEERIZL YD, Py AV AFHEGICOWTIRET T 5

O HBEREL AT 2 BEITHEBEICOENER. BBE FEOREL ) 1, OERNOFER
RO EHICT S

* ELISA: @ EIISA indexfE#45120LL L0356 13 ELISA OB OBER KIS T 5720, &
BOZALEKME NG WIEERD L, FOBRICEEERR GRFIRIEET) 2&ELT
BO index fEx 3Rl 5 LB H 5,

** Pemphigus Disease Area Index ( PDAI). #:flliiR 3. 438

** QFT : Quanti FERON (QFT)-2G

“**CMV (cytomegalovirus : 4 P AFT T A IVR)  HOFENOWBEEEL £ 70—
FIHAR TR T L CMV T UV F 72 ITHEDLVWIEPCRERZ HWTHRET S
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RIGFEWEF A4 F9 4 ~ Clinical Question (CQ)

CQ1 : A57uf FOEFEGIHENH?

HEIRRE - A

HeIr : AFuAf FOEHRSIIEDHTH D, KEEOFENGRTD S,

B B ATF0A4 FOLEHRGEIREREICTTSH b o & SBEENRIGREL SNTVAD,
A7 U4 FOFEGEIZDOWTIIRERGEEREIC L 2RBRIKET 5 2 8% Do 7205 #H
TSI OW TR EE~FSER Cldlmg/ke/ H. #HE60mg/ H L VFIHTHZ L
PRI TWAY, KB % FAv/-iizecid, £1160% 2 B IC|IEA SR L. pred-
nisolone 120 mg/ H#% 58 £ 60 mg/ HI G824 T, SEMBHREL L, ZORRE
W3 F B TR D IR SR S M2 BETIE, BRHEERAERSER CRHER
A DB AAME WS L ISR,

X W
1. Bystryn JC, Steinman NM. The adjuvant therapy of pemphigus. An up date. Arch Der-
matol 1996 ; 132 : 203-212. (L~X\VV)

2 . Ratnam KV, Phay KL, Tan CK. Pemphigus therapy with oral prednisolone regimens. A
5-year study. Int J Dermatol 1990 ; 29 : 363-7. (L~ 1)

CQ2 : A5 a4 FHMRk & azathioprine PR I&A H A

HE3RE B

e 0 A5 14 FHNBR & azathioprine BFHIZER TH %5, Azathioprine OFFHIZA T 1 A

FOELY THEICT bo

38 2714 FRRE Azathioprine O3 HE100mg/ H47 2 TG L. £ ORRIHL
N5OERE 6BULVLETH L, EUREEL206 % v B—ia s RS
iZ. PSL (predonisolon 2mg/kg/ H . S AE200mg/ H) B 5 & PSL+azatioprine (aza-
tioprine 25mg/kg/ H 2 %> H#% 5%, 50mg/ H~NREPEH 58 % —E B LB L 722k
B azatioprine DFEFIZAT O FIRBEEZWEICT AENLEXTHSH Z EXFHLNPITE
n7-V, mRERBEEBEZEITHICH L Corticosteroid+azathioprine % F W 72 REIEIZHTZE Tl
20B1%5 4 ~164EI2 b 72 1) BIRASEATE /2o 3THIOH. 1 IO ABKIGEIEFIHES 5 i
R L VIETS LT\ b, Corticosteroid+azathioprine §f F 12 & A WHE IS HEIGHERIEEE
FIHT B LCEO CHERPOREROB VAR E LTEHI L TWw3?, 4Bl RHIRER
BF 1% L. prednisolone 40mg [ H + azathioprine 100mg/ H # WA EATHB E THRS L
728, —ENTTRATOA RN, REIEIHE Z R L. P76 - PR % Bl LB IRRE
Tlid, 537 BB COTHINER Lize WI0BIIEMREZEL7-OIEE D P a—VOFE%
WEE Lo TOERBEITREYF 23w d 2 PEEREREIST Ly BWIHREMR LR
L. 4L EHOER EOEIIBNTHEN TV Z LATRENLY

X Wk

1. Chams-Davatchi C, Esmaili N, Daneshpazhooh M, Valikhani M, Balighi K, Hallaji Z, Bar-
zegari M, Akhyani M, Ghodsi SZ, Seirafi H, Nazemi M]J, Mortazavi H, Mirshams- Shahshah-
ani M. Randomized controlled open-label trial of four treatment regimens for pemphigus
vulgaris. ] Am Acad Dermatol 2007 ; 57 : 622-628. (L \)V1D)

2. Abere W. Wolff-Schreiner EC, Stingl G, Wolff K. Azathioprine in the treatment of pem-

—221—



phigus vulgaris. ] Am Acad Dermatol 1987 ; 16 : 527-533. (L"\)VIV)

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

CQ3 : A5 uA{ FAHRE cyclosporine DHf x4 FH H

IR Cl

HITW : A7 04 FHRE cyclosporine BFIZE R TH 5, EWN Tld cyclosporine I & 5
MEEZROLEFAVHFETHDOD, HINIBW T ZFORE LSBT LHmEDH 5,

3 RIEE B EZIIxT 5 prednisolone (60-80mg/ H) +cyclosporine (bmg/kg/ H) &
predonisolone B#| (120mg/ H) % —®EM¥S L7205 TiE, 1HESE, duiffioieE. 8
VEH OBEEE 2 FEBERE L 7R, MEMFENAEREEZIB O N e o2 b 0o, RIEHHIFIBFH
FETIEI25H DI, BAITHBEL L D EVWHIB CEREANTE 2 EFHL IR -
TWwaY, 56IOKRIEREBEEC cyclosporine % P L 72 FEHIHE I, FREMNILTFIE355
HTERIHEEL, A704 FOBEBI WS 2o 720 HURIL 3 BITRMEIL L. cyclospo-
rine 3R RIEEBEIEHRIBEETH 5 LEHRDITTVEY, 201E212 D cyclospo-
rine EADER TH HHENDH H> Y, Lo LEEEREE296] & EERKEE 4 6% v
72 WF 38 C 12 Methylprednisolone B & prednisolone (Img/kg) + cyclosporine (5mg/kg)
WIEAEAENT U CEIFRE R LR, BEIRLZEOL OHTHETOHES Mz
RoNhole FAHERBHRICECERL, HHRRICRRE 2w EFRI LT
5%,

O

1. Lapidoth M, David M, Ben-Amitai D et al, The efficacy of combined treatment with
prednisolone and cyclosporine in patients with pemphigus vulgaris : preliminary study. ]
Am Acad Dermatol 1994 ; 30 : 752-757. (L X)VIV)

2. Kishimoto K, Nakamura koichiro, Kaneko Fumio ; The efficacy of cyclosporine as an ad-
juvant to prednisolone in the treatment of pemphigus vulgaris : anti-desmoglein autoanti-
bodies based analysis. The Japan Journal of Dermatology 2004 ; 114, 2341-2350. (L ~\)V'V)

3. Barthelemy HFrappaz A, Cambazard F et al, Treatment of nine cases of pemphigus
vulgaris with cyclosporine. J Am Acad Dermatol 1988 ; 18 1 1262-1266. (LX) V)

4. Alijotas ], Pedragosa R, Bosch ], Vilardell M. Prolonged remission after cyclosporine
therapy in pemphigus vulgaris : report of two young siblings. / Am Acad Dermatol 1990 ;
23 1 701-703. (LX) V)

5. Toannides D, Chrysomallis F, Bystryn JCIneffectiveness of cyclosporine as an adjuvant
to corticosteroids in the treatment of pemphigus. Arch Dermatol 2000 ; 136 : 868-872. (L
~V )

CQ4 : RE®RES 1T VEEREITEREICH H

LR B

IR REBRIES 0 7)) YEHEREII KRR ERESICER CH S5, TNEKIEEIINT HIE
BEOH T, M—aBi 2 RERREEZ I T 5 2 L B RD SN TV BEETH S,
A7 a4 RIS EZ R REBEEGICR L. BRI TwD,
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g 3 AFRTPSL20meg/ H L EOPIIRIAEIZ UG L7 220 7261 O FH IER R K UK
RyEE B o Ly IVIG 400mg/kg/ H B 0°200mg/kg/ H. 5 HM#&S#H Lo b — JVHE
% 725 e S e B S T B S MR BR & 1T - 7ok, IVIG 400mg/kg/ H¥x5-#ida ~ b
o — VB~ TEP (Time to escape from the protocol) ZHEICER L. 3HIZBIT S
HEREHRBTLHETEEESRO N COBKRABICLY, 1V 47 VORE
IVIG##: (400mg/kg/ H. 5 HED) 132704 FEEOKEREZFICHDTHL ZLH
RS NTre 772 8 BIOEBIRH M RIGE RER % AV 7 BRI 78 T b 2B KRE IVIG 2¥ %)
L. 2704 FIREDTEE & 0, BEFEEALTE, BWEH DIRE b o 72 L im TWwa?,

X Wk

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 [, Horiguchi Y, Mi-
yagawa S, Furukawa F, Iwatsuki K, Hide M, Tokura Y, Furue M, Hashimoto T, Ihn H, Fu-
jiwara S, Nishikawa T, Ogawa H, Kitajima Y, Hashimoto K ; Pemphigus Study Group. ]
Am Acad Dermatol 2009 ; 60 : 595-603. (L)L 1)

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 vulgaris : a retrospective prelim-
inary study. Am J Clin Dermatol 2008 : 9 : 323-331. (LWV)

CQ5 : MHEASHHEE T RIEREIRFEA 2
HEIEEE B
ST« FRIRBIC A T 0 A4 FIAR & AEAe o 0 A B R IR & MUl z Sy 4720

T, AF0A4 FOBBLTHEICT S I ERMONT VL, HEREORKELH D, K

BESEL S ThL TR WS, £ OFREENFD 5,

BEE Y LT, 1) A ERE, 2) TEEEMEE (DFPP). 3) RIEVEEND L

HETIEDFPP AR E 2o T b,

1) SEOSEEER. —EFICS < OMiE - R I LART 2 0 CIREEROAEIRNE <
F 7o BNy FOAFHRETH . FoLBEL SN LPEHEE FFP) X 5%
PREOT RN D R S Do GEREERAIBRICBOCESEI RS TWaRY (R
RET—=H)o

2) TEEEEE (DFPP) Of: AT TREO 2FEDFPPAEL LTHWHN TS,

[ifnfe s aatss (1K) ]

DAL 7 5 L A5 4 %) Plasmaflo OP-05W (BEZHE#H : R =5 L >, REHE0S, W

%33 m. BEE 50 m. FLE 103 m, FEEEMEH © 55ml, FeEEIMEEH : 75ml)

@7 5V A5 4 #H) Plasmacure PE-05 (OP-05W & [EI#)

(s amss (2kE)]

DAL 7 5 L A7 4 # v Cascadeflo EC-20W (JE#%# : EVAL, BEM : 20nd, HIEE

175 m. JEE 40 um. FUEE 1 001 g m. FEEEMAEM @ 150ml, FEEEEHE A 110mD)

@7 5L AF4HV Bvaflux 2A20 (EC-20W & [EI£R)

[77 =Ly AEE]

QAL 7 TV AT 4 AV 7TV — FiQ2l

@751V A4 H NV KM-8900EX
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% 3L BE40% % prednisolone B3R 5 #1860, prednisolone+ ten large-volume plasma
exchanges GE/L7BEDE. 48RH) EHBE2260% H 72 LERFZE Tk, 261 prednisolone )
W&#E05me/kg/ H & 0 Bigh, SEIZS UCHEABE L, ZORERBAPEMREATE T,
L2 LATa4 FigS5E, REBIAEMEILIZ 2EBCERRON oz, MEEE D 4
LENBIN RO Nz FAMBEREATE T 4 FIABIMEIC L W L., SR T 04
AR & Mo RIZEID b ewnE LTwaY, LA L% L DfERIT. DFPP DALY
e REWIME SN TWEY™, ZBDFPPIZL VHESETFMTIL UEL 2 & 25 HiE 5
NTWBDTEET S,

3B

1. Guillaume JC, Roujeau JC, Morel P, Doutre MS, Guillot B, Lambert D, Lauret P, Lorette G,
Prigent I, Triller R, et al. Controlled study of plasma exchange in pemphigus. Arch Der-
matol 1988 ; 124 : 1659-1663. (L ~<)L 1)

2. Yamada H, Yaguchi H, Takamori K, Ogawa H. Plasmapheresis for the treatment of pem-
phigus vulgaris and bullous pemphigoid. Ther Apher 1997 ; 1 : 178-182. (L V' 1I)

3. Ikeda S, Komiyama E, Ogawa H. The prognosis of pemphigus patients will be signifi-
cantly improved in the future. Arch Dermatol Res 2003 ; 295 Suppl 1 : S69-70. (LU )
4. Sendergaard K, Carstens J, Jorgensen ], Zachariae H. The steroid-sparing effect of long-

term plasmapheresis in pemphigus. Acta Derm Venereol 1995 ; 75 : 150-152. (L )V 1I)

5. Sendergaard K, Carstens ], Zachariae H.The steroid-sparing effect of long-term plasma-
pheresis in pemphigus : an update. Ther Apher 1997 ; 1 : 155-158. (L ~V1I)

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

CQ6 : A7 1A 73V ZAHE G RIGHE BEREFIZAH A H

HEIERE : C1

BRI - A7 04 B2V AREIRIEE BEREH OFFE % D TR PIHHITE 2 BBETH
5o

W B EEGHEERE A T2 HEERIEREEEL2HICN LEKE1000me/ H. 3~5H
DATHA F7NVAFTEEZ B CIHR LR 260 1H:ER X 0 BERERIZEREUER A 5
N7zo ZOSNVAEELR 3BT LTV, 2F72033 7 — VD ETZ L2 X ) EifpEA
BC&E7Yo F728B% a7z pulse therapy (8 ~10mg/kg/ H) TOEBRME Tix. 26
R P FRRFEIR DTSR & N 7ze SIEHIRIFNGEE B FIR L, B L4602 13HE
PVARIEERAT, )b 3BNEREATE 72, BEEGZEWERZBE I TV RV, —F
Cdexamethazone % V7270V AEFEIZOW T DL ik BVE A S R g TI1x. KiEE
D HHIGH 2 dexamethazone 7SV R WG L BN B LEMHICOWTIEBERE T 2 R 05
XhTwz?,

3B

1. Mignogna MD, Lo Muzio L, Ruoppo E, Fedele S, Lo Russo L, Bucci E. High-dose intrave-
nous ‘pulse’ methylprednisone in the treatment of severe oropharyngeal pemphigus : a pi-
lot study. J Oral Pathol Med 2002 ; 31 : 339-344. (L X)L V)

2. Chryssomallis F, Dimitriades A, Chaidemenos GC, Panagiotides D, Karakatsanis G. Ste-
roid- pulse therapy in pemphigus vulgaris long term follow-up. Int J Dermatol 1995 ; 34 :

—224—



438-442. (L~ V)

3. Mentink LF, Mackenzie MW, Téth GG, Laseur M, Lambert FP, Veeger NJ, Cianchini G,
Pavlovic MD, Jonkman MF et al. Randomized controlled trial of adjuvant oral dexametha-
sone pulse therapy in pemphigus vulgaris : PEMPULS trial. Arch Dermatol 2006 ; 142 :

570-576. (L~ L 1TI)

CQ7 : 25714 FWIRE cyclophosphamide B 1348 A

AL - Cl

IR A7 04 FHAR & cyclophosphamide @ fif: B 1& azathioprine, cyclosporine 7 &t %7
EEIHEIFNC & AR IR T 2 EMICBW TR O N ARXGEETH A 05, BIEHIC T
EEPLETH D,

R 3L SABIRE B % - Bf22 Tl cyclophosophamide D TA T 04 FORE %
WEELE L7zYe 1140 % BV 72 BRI %8 T id cyclophosphamide i£50mg/ H O A &#H% 5
THLETHLILERLTWSY, — BRI KEE286 % Wiz Tk
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B R ORI EER0 S W h o 7205, BIVEFRIRGHEEECS (BB s nY,
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CQ 8 : cyclophosphamide 7%V A i 134 FH 5

#BRE : Cl

HEIG - RFEIGE P O RIEEERIIZ cyclophosphamide 7/ SV AFEIZ BRI R 2 L 085H 5,

W3 2B oOREEEREEOHE T, MAEE (methylprednisolone 2mg/kg/ H + azathio-
prine 2-25 mg/kg/ H) 116 & DC/ )V AFEH: (dexamethasone/ H 3 H i + cyclophospha-
mide 500mg/ H) 11B0O%HE & B % L7z 247 AR OFHE T, DCHEETIEH A
B, 6 ADSEIT L, MABETIZO AT, 1 APEITLZ. MAREDOTTHEZS, Bl
EHZ W LB S 2o 7Y Mo26HIREERE & HVBRKRE . 1R/ B0
cyclophosphamide (15mg/kg) #%%5- & Predonisolone 60mg#fH (FRRAERIZIG U CTPSL &
BET5) TEBEEREE—r BICEWHLZYEL ROz, 3BE~8 7 AR IBICEITHIIET
DF % w72 Cyclophosphamide pulse ¥ +predonisolone (X B R ERIERE B R 216
BETHLY. BERZEEELCR TV L oEERLMA LY. 4 ¥ FTiHbNE0
1% F s 72 BERIFSE T3 Dexamethasone-cyclophosphamide 7SV ARG DB REHITR S
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CQI9 : 2514 FWIRk. cyclophosphamide & L4308 H X BEIEBIZA H 5
HEBREE - Cl
eI : A5 104 FHAR. cyclophosphamide & IMEEASHR O BF I B IE R ICIIL T 2 ERFIC

FRZIEEETH L, MIFERHIC L B IgGHRERITKE 5 ) 37 ¥ FEIEIHE D BHARICH
L . cyclophosphamide A% E %2R Z &P HFEI NS, 7272 L. FRHBITENIZEITE
BT 2MAEBLETH 5,

B3 AL BE ICMEERI + corticosteroids +immunosuppressive drugs (35 1 iz

DX, 10~24HMT5~127 — VO IMAERI % HEi1T) . BR#E114412 corticosteroids +Himmuno-
suppressive drugs D WAL Ty MMAAFREOZEENIZ DOV THET L 72 ERREER TIE, 3
WA A BETIIPUAMA A BEEO83%., BH I IRMIZIS% A L2 E LIk -
72 ZORERITMIFRHEGHEA T O A F+ 0B IHERGREO SR ESIE. PPk %
HWHEERELDEPRPPIE T LI L E2/RL, BEERKIEEREICERZIBRETH S Lk
WO TWwBY,

F /o, THLEEORBICEIUE. FRREELAMESX A L-RERERE I L. KEE
ZV—"7 360 (400mlzcHetk, 200ml D 5% 7 V7 I VitE & E—R, 9B, BEE SV —
736 (1200ml MEERHHE, 5% 7 V7 3 400ml. AEFAEKS00m | #iig % E—E,. 6
WD), RO KRE 16 (4000ml MAER#E, N —I2 X 2 FEMHERHEFE. 2500ml O 4R
1% H 12— + Cyclophosphamide200~300mg/ H) DZ7 0V — 712 L % MR 2 FEhfi L
7S Tl PUMEDETIER CIES2ERH 5500, K. BEEOMAEREEZIT VT
NSER T EEEERMGHE 1 » A TEROUEZ RSN BWER S BETHr2ENTH o
Too IRAEBIMIEAITEFERREZBE LVEMCELTB Y. BHIEF GRS+
RIEFICENTH S L LTWbE, FISERKEIMHEZH + Cyclophosphamide §f F ) Tl
FRAE IR B OB & b 12— 0] H O MR IER S AU R S . LARHLARME S 12807
5160F TIRT L7z WRIEBIE 3 » BRRICC OEMILEERBICBITTAZ LN TE L L #H
HELTW5,

% O Debprah 5 I HERAY 12 B HERE A 3 22 WREE BE236) (PV206). PF3#I%) (2
%F L+ cyclophospamide 2.0~25mg/kg/ H + predonisonel.Omg/kg/ H DWHR (H L. cyclo-
phosphamide & predonisone D G-EIZ\WVT NS EBORETII R . BEKEZERE L
72)y BICEOPERRMBO% L LICE B2 RO BZ I L. GERBZHAOMIC4~6
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A MRS % BER L 72 1BE 2 4T o 720 “FINRGHEEIBLT » B, FHBEHM27y AZ21To72
KEEL . O3B 19MI AR B, PR 1 GIRREL, PVIBIENTH o7z FHERBEALITO
B854 Bo BIERIZ B BNCIIR. 6 BHCIEGAE. 1 #10 BE1Z cyclophosphamide #%5-
i R 154E 12 1 BEERE 4T b R 9 % 2260 720 Cyclophosphamide PIRIGHEIC L AR THNI R 61
ol b #ELTWAY,
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CQ10 : A7 a4 FPRk & mizoribine fEH3H H 2

IR 1 C2

HIET 1 2 F T4 FPIR & mizoribine DHHICOWT, ERMEE RO LHE DL HHHY, 51
L5 AEFOERBIC L A ELELT b,

B
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CQI1 : 25 a4 FHRkE mycophenolate mofetil DB i34 H A

HEAREE : Cl

HIESC - A7 A FEAL T 23 Mo fEinbE o bk < b 8GO RIEHEEF 1 mycophe-
nolate mofetil DPFHPSEIEL RT I LD 5o

M3 A0BlOREERE (EBEFIEEIGE FHEREMEE 7)) SRS 5 LRI FIRFZE T
13 181 #% 'l methylprednisolone + azathioprine & 211 #% [ methylprednisolone + myco-
phenolate mofetil O ZEEIZ 41T CHuBHET L 72455, azathioprine & ycophenolate mofetil i
HH & B ICFAROBHEMRE L ZEEER L. BV PO VIZER TS ZEPHL NI
7Y, 516K Ik $ 5 prednisolone B & mycophenolate mofetil % #FF L 72 £ sk
R PR T 13 mycophenolate mofetil 1Z A5 1 A Fsparing-effect #7793 %%, azathioprine &
04 L RERDESNTZY, T 17TEEEA R A BB AT A BRRITZE Tl 1260 TRITEA A
H{AFOA FOBMBETREIC L, EMEANTE 2 EHME SN TW5Y, HIZ42ER
& H B CIRSEGIFSEME - IO ERICED . FAOEMMATR SN, —
B OHE T30 % 7= KIEJE B 3% O A T mycophenolate mofetilid A 7 12 4 Fik&E I
EHTHY., HBENLGEEICHLES. P AESEEOENZRE, AT704F
LB B BRI BN T N X GBI T H B LR LT 5%,

X B
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CQ12* : Methotrexate & KGR IHHICH H 2

IR : C1

WAL K~TEE O Methotrexate T AT 0 1 FBEICEHTH 5,

% 3 9OBOBREUREEEE T SRIBHEOAY PLF T — F2HRFORAT TS FIZ
# 1A (25mg % 12K B & 3EHES) 20FAH L. BRI L T2HEBE, &AEL75mg/
BEFTHE L7, R LAFZ, 2HITEICATOAL FE0% T OHE, 96ILEF13EE
BxZF, AV FLFY— s OFHRE5EIZ122mg/ B TH o7z, IBIF 6 BIORE (67%)
e r AU Ao FigGEd, AV L3 — FARFPIREERZOFROaY ba—)L
A RE (FER11E20me/ H LTSI E DA RE) Th o7z F 724061 o0 Ky BE 12
DOEEIGFI 2R L7254, 6 7 A2 A570a4 FedikBRENZDTNE~
T%THLIMELLBEL, AV M FY—FOHBIEATO A FIREHSSHEEZER K OB
BICERTH B Liffm L Twado BIEAIZERT (1HTEL 1HATEII A7 IS8
BEEWM) Ho7ze LAL. AV FUFF—bEFILT S L, FH23H THEERS Y,

X OB
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CQ13** : Dapson (diaminodiphenylsulfone ; DDS) & K¥@EIEEIZAHH D ?

#3RE  CL

I KB BEERTAT a4 FIBBTE L WPVEAZIZDDSOHREN TH B =
EH 5B,

MR 3 9B REEIEEMFL (D L 2R EREZHASL L TE Lo ER & 30H
VPERBOATOAL FREGEINTWE) IZHLHKREERE T RRIATo - Lk e A E
A EBERIAEB T, BEEFICE T > T2 DDSHESE CIIREIC 8 Hlo B g s
PSL75mg/ H ¥ CHENWREE o /zDIZH L. 3 ¥ b — VBT 3 B0 AD5HET fE
THolzs
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CQl4: VY F =7 (HLCD20PUAE) MR RIEBOBRICEAEMTH %,

R 1 Cl

WA U v F w7 (BLCD20PUK) EHERD AT T A F - SREMHIF 2 SR RIEREO
RIGBEEEICAERCTH L. LA LRBECELBELEWERORER S D . HFRFIZILE]
VERIZ TR REERZI) TEFRUTH 5,

35 BlOMEEREREEREIC) V¥ v 7375me/nd % B, 4 BHET L 2#HE T,
3R RSB A8 L C BN ERRAER O E AR S I, RIEIIRIF ORE T /23 H Ik
F2 0 LHSTEEY 7 o770 BHIFLIHAIRIE 6 ~120 A, RET3EZO LY, D5
BIFRSEERZ IZF L7 a b a— )V CRE LR it 560h 3BT REM T 721
SERPELN., 2HTEHTH o, 2~8 7y BTHENRS N, 13~187 AiZb7zh .
FEIR OB E AR, 2 BN EGE (FeRilige 16, CMVBSYE 1 B1) % fFz L7

F 7-11BIREEREICY V¥ 2~ 7375meg/ntA—R % 3#EM + 7~ 7 a7 »400mg/
kg/H 5 A% A LEATHEEE 2 7 — VTV, ZOREED) VXY T +FEEONT
ru7) v RE 4 Bk S L2 BRIIE TR 9 Bl ER R SUG AR & i, ERFE AN
BIEFE311 s B Tholre &FITATOA B, BEIHHEEZ ) Y F < 70EE T
CiRET A EBTERY,

T2 WFE YT, 194 2 VEEEOF ROV TOMRE TR, 210 ENRMERERERE
3k L. E—[E375me/nt ) Y ¥ v TG % 4 BTV, TSR 3 o H RS L2ER,
18612 IR R S N7z, 9BICEIHA SN (FIF18r A). 34 A OBEIIRH TIX18
BIp . ZOH SHITCIHATEA FHEG2hid 5 2 &Rz, BWERIZIERE %16
(#512124 B). 1 FIAEIMECRE 3558184 A)o 2460i% & & 123 7 B Mg 2
b HS MiEH IgGIEE#HFANTH 072, UV F I T0 14 A 7 VGRS ERNE
DFRIGEL R TH L, BESEWEHAIELABAZ L0, TOHEFAOA
HEIZTRETH D EBHOIT DY TBEGHECODVUIELIRO) Y X7 4
% 2 27 — V5 TOENTH - 72 iEDRDH 5%,
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*MTX, **DDS 33 KGR EEMEFY (A7 a4 FigERY) 128w, PSL 05mg/ A F
7213 PSL20mg/ HU T O 5B CEL A ERE L WIEICRALEETH D,
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BRIV AR R (Congenital Ichthyosiform Erythroderma, CIE)
ZWOFFE (CPR214TH)
(Bt @R A s B B S A R B IR 22 3 M ERR R R BB T AP 5E )

1) #% &

GHFEICRF S RESOBE, ABBERYEL, SFSELBREICAREZMH) &
(EHALRBIE, ARE2ED B OREELREAGRAEE  BCIE). KEZ2HEbWiE
(eI T 40 Kt £ SRR AT 2 i - NBCIE) . ALBEAYE KBl % 4 U A8 (FEIRAUhE
LD, XAVROFEFICHCEEZ O GEILAMAEE - HD . B8 DAL ORER & #752
(AR 1S) Pd b,

EE AR OMI B, AT OMILE & 2 ORI OET BIEED 5\ i3 B
PEHEEICEES L TWA, 207 Y7 EOBEETERE (BR) IZLVAELLE, Thbod
BB LT, o9 F U1, 7 9F 10, 7T F 2. transglutaminase 1, ATP-bind-
ing cassette transporter subfamily A member 12 (ABCA12), ichthyin, arachidonate 12-li-
poxygenase R type (ALOX 12B), arachidonate lipoxygenase 3 (ALOXE3), CYP4F22,
SPINKS5, FALDH, PHYH, connexin 26, ABHD5% &5 %

BCIE i3 % gt h@ i, Z oM HE e ds iz,

2) BWOFE X

a) EEHOWE. AR (&)

b) £ T L YA U450 T A (BCIE, NBCIE)

) MM % 20T B B BRI & W TUTH A (BCIE)

d) BT LR EBIIEEREL., B/ - DEREELR C44£ 0% (NBCIE, LI HI)

e) EHOWKIZIS TR L, MK - BBE - BRoOBEEHH (LD

f) HAERICZEEPEVEROAEICEDLI, BE/ARK, OEZREHO. BAEESRLS
ns (HI) ‘

g) KU OERE FD (S)

h) MRS, ZHAMILE BRILE, ERAE CERE LB O BRI TR
O EEOZEEEM ALy S b T ) YEERASA S L, HMIBNEESEERE) 23
5h 5 (BCIE)

) HREEIICIE, BT R AL L REEE, Refmibh EBabs (BCIE 2k
{&T)

3) wE
ORIERI e R AR E (BCIE)
KURZRE. BE. MR % 20 5 SO iR HoKIE
@I BRI R A AL E (NBCIE)
KR, BEH 0. AEERE Lo
@ERMLEE (LD
L5 OWILIEI STk <, MK - IBE - BROBBE
@ bk A (HD
HARICIZ 2 EREVRIROMEICEDLN., IREA K, OERBHO. BAEESFALN
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OB EREE IS)
R INZ . B DAL OSER % B0

4) ERIZW—LT OREZRIMIERS Z &
SEVEAEEE, FEEREEAEE. KIEARE. REUKEE,
7 R BRE BV RS R EE A UE

5) #nTZk
OBCIEW T 9F Y1, 7 5F 710, 75F 2
(@NBCIE, LI, HI Tl transglutaminase 1, ATP-binding cassette transporter subfamily A
member 12 (ABCA12), ichthyin, arachidonate 12-lipoxygenase R type (ALOX 12B),
arachidonate lipoxygenase 3 (ALOXE3), CYP4F227; &
(®IS TiZ SPINK5, FALDH, PHYH, connexin 26, ABHD57% &
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BERE S R A B 2 O ABRE R — 5 CPR214E 7 A)
(B A 5 R 72 8 4 B & A e BT IR SR 2 38 M IR TR B2 8 I B BE 5 5 PSR BERR)

1) Netherton fiEfEHRE
a) MITRRIR AR & 7o 13 A R AR AL R FERR D F2 5
b) FHEITERE
c) 7 FE—FR

2) Sjoegren-Larsson fEBEHRE
a) R
b) U PR
c) HRyREEE

3) RudjEfEE
a) FoR AR W
b) TADA
c) FEHER
d) ERRBEREIKT
e) D

4) Refsum JEMEH
a) Ml
b) R MR
c) REgHREZ
d) /Mg O

- e) Fohth

5) KIDJEMERE
a) FLEHREIR A L (BEIE. SEES. IR, MR
b) BEEREE
c) AlE%R

6 ) Dorfman-Chanarin JE5=#E
a) ol
b) BF. A, IR, B, PR &~ neutral lipid 7E7&

7) DAl
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