ot

OB TER R AT 5%
WHoEE  BFgE4E%E

RSN LSS R B e
PERRE R

Bk

fRfEiERzEE (FLASED (GPP) WRMi%EBRTHY, ko4
DO R o TWh., OFHD L VIZEGEBEELED
SHEREES, Q&8 F 7212 R O ML FE T 1 EH
VMRS L, BRCEE L CIRER R T 5, OFIM
T 912 Kogoj HEFRIRIBE 2 458 & § 2 IR EREARE T
M 2 T %, @UEOERY, MEFENTRZEDE
LAEL D, REORIEIIHS 2 Th BRELETLINT
W\, DL RIRRT CRBEORELXES/ZDIC, =
NETOERPUBRLERL, GPPOFRRE 2z b — )
L TEED QOL M L34 2LENH 5. 200942 GPP
BETART A 2 HE L2, FRUESHIREOME
D %055 MR (SI00B:EEH, IL36RN #=TEE,
1E70) ERE SN, HEOHE T AWFEFIDFET SN,
H L VIERIE Th 5 BRERL S IR BRE OB R A RS &
iz, BUE, TNODER - M Z D AATE GPP A
4 RIA Y OYUEHEEFTH 5. GBI ¥ RY 7 LTI,
[T D HEG A R BB B 2 ASHTZERE ] 1B % GPP
BRPR, FRE - JREERTIE, ERIRACETARAICRIT 2 ET9ERR %
LIRS 5 & & HICWETH A F I 4 VIZon T
72\,

FER M REHEHRILRE
TG R B T 5 i
WS BisE

- ERERFREREEDEE
BERSE - TLVFE—% iz

it H & =

ARWIZPETE, TR T [VERERMEAGEARAL
BedE (BCIE) | #¥ AR B S E & L TRES N, KIZ
B HPEIZ B\ TBCIE (2hN 2 TIRARIE AL Je R M AR AL

BERTERAGSRL 2 RECUETLHEEL LT, Al
BERRALEZAE | AEITE B L L CREE S I, BAEILE
S TWAh,

AEMFENAE L LTIE, ¥ BCIE O&EREERALDIT
b, OBEHOEE, QEREZGOLE, O#ETH
CERRIROBERAE, 7 EAMThNTwD,. RITH MR
VR SR A B R O L C O R EESRE ST D
n, @KF 7k [EEEERLEE] BEHOHEEIRT L
ThE Y, BIEOHKREFGOEITIThbIL TS,

EEEE L LCid, OBETFE EBEREOBERSE, ©
TGasel BIZFUE~ 7 A DENT, QfARE % & T HRE I
BT b EEEEKE L AILEE OMERN, QLRSS IF
v DORERERENT, OIS v /32 ORI O & 3ER
P, ©® autophagy DfA{L~NDEE-OHE, % E9Th
nTwa,

O, BCIE DZEN A FI A4 »#ESNAD, B
VEBTHLIDRCT 2 EfTbhTBLT, TETFT VA
LXVIHENL D TH o7

REEDOREE GEORMNR
WAMERE L R BT 5 AR
BRoEHE Bisesias
BEIESEHR 2R AAE MR 0%

K

o2

\H:E/i;

KIgE L, REMBEHEERTTHLTAET LA Y

(Dsgl, Dsg3) \ZRT 5 1gC HOPUEI & D EERE, #E
BRI - B ADPFEINL HORERERTH S, W
BEIZBWT, Dsg 3 EM CD 4 + THlEIE, B kgL
BRI EZEL0AL 5T, Dsg3 LTS
[E25 - E B2 L Interface Dermatitis # FE 4 5 Z & 2%
T AETFTIVTHL P S N, KIEIEE & Interface
Dermatitis DA G HEL, EEREEEREREICBWTEE
DON LN LREFNATH L. 612, RFELE
fEAEI & D ARREB S N REPUR A EFT 3838
ENBZ LWL, HEEZRET S THlE, MEELH
YD I EHTRBENT MEFWZHICBNT, Dsgl,
Dsg 3 125x3 % ELISA #E2H W 6N T & 7228, i Rk
b & MlEE O IR #iAL % S L 7oA R R S e

(CLEIA) 2%B3s &/, CLEIA V:iZ, ELISA IZHRT



JEPEA50, 000858 <, FIERUBFFRIE30M5LL By (447
BI040 DIPY) & EhTwa, $72, ¥4 F3v Ly
PId ELISA 1210065 DL IR w728, PURMiaTE <R Y
PNTLEH)MBICH LT, EHFGHELRFTTHZ &
%<, 1 EORIS TCEDOHMEMASHETE 2R E5H 5.
BEIIBWTIE, BHIFAY v SEEEICEENICRET 2
CD20LEICHEA L, BAIRZ S RNICHRET A2 LR TE
HUVFYTT (YA -k FFEATEBCD2E ) 7 O
—F PR OFRENE CERE SN TS, KRUFZRIEIC
BT, BREERZ T L CwaA. L CD0PLREREL,
SBRORIEEIZB BIHFEIEE KE CEZ DTREEND 5.

REDKFEAE R DR & RE

T DB R T BB B S 5 A
WrgedE  BR7Em 1%

R EER B S AW U RS 3
EEFHE %

£ H = A

FRRIEIEE, P2 RIS OB AR E R E TR
LY, HEAEFHOBRM RN Ca g RGO TR
L, BEEAGHERSEBESY LAEERS, MO TEESR
BIEEAIESREREETH D, BUAE, W R ERE
VB8 % BRAEWFZEHE C Il R B K RE O ARIA FITRIR IR 5812
FT TR CHIgE & D T B,

FRAEEEELE L, BEOREHEOREEL LR
A KEICEE L TV D 2 ERRGICTF S NS,
L2 L, EEREKEERAEETH > TOEEFERT
PHERF STV D &) [RRINBIERFEN S, AL E
GLHERE, BB O BN ORI A S = X L DFF
TEEEEL, TOEENELZED. ZORKRE, BIBHE
BIEA D 5 KRERH &5 high mobility group boxl
(HMGBI) #—ZEDMHREE(ET 5 & BN O MR
R 2 R L iR~ E BB L, & SRR R
EMATFET DL, HBICER L /- MBERSMI IS~
DR ML L THBREEOBA ¥ FEL, &
B\ R IR I A 0T & S EL L C R B R M
W EHEG L TWAZ EDRHLNE R o7 '

279

INOORFEMR T I, WERA I, BERE NS —
W B A5 72 E BB B R ERAIIE % SR B KA BRI TR B B 12
B L CHAREY 5 ¢ Ml BERRITE 2 0 T
b, G, RIFRUIEZERSEDLZLICLY, BERE
IRIGIENZ RS B B ED OB ERIEDMEL TR 2 5
EHIEY 5.

RNV EDEE

PRAZAT Bok A BE SRS AR SE AT
HE - IR 7R

HERIFEEE N 7 R

= — B

BB OWFZE T, MR B DL L EREE R
HaR/d., L2 LERER S AOEGEBEAFT S
LIEFENERETTORETH D, £ 2 THIRERBRTR
e Ic L Y E S N8N - BHE SR b L TRE
EHART RNy 7 (BN Y 7)) AMES R,

ORIy JHIEL, WAERTER EEEICHET 55
IR R L OISR RE R 1B 9 2 RAERIZE L [
PRIFFRARAEN T 72 AR AR & TR O S RIS ER D 720 0
ARSI ES] 2BV T, HETENEROBEESAD
AR R BN v 2 ISR L CRIIC D D EEEL,
Bz 8 BRI SR\ R 3 A Bl B MR o 72, Ml A DB,
WO RFEEERRBEERZICLVERSNZLDOTH
. Z TR NS 7 DG BEIC OV TIRE 2 IR

et D& FLEEEBESICBW T TREEDKESEILED
B L 7o iR B 3 (Wonatmss, B mESiA )
PERENTEBY, WWEOREB L OERNNY 7 ORERE
ATEFNZIKEEN TS, W2 T A HER 2k
RN 7 TIiE THREHESE] LB, ZORTIHE
HESADOBE - BIRE ERETREERLTZITAN, F24E
fit (i) 5. KEFENOLIEEEIL, Zof—%
N7 MEEERHFE L Mo CHEHCHREHFELY LTz
PEKERE-OL, RNV I IEGEEERERTK
BEBT, TOMHAIZMTESL LIFTH SN TN,
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PRIERAEIEAE (1 - 0) . B FRMRIRAE. FEETEEILE

I ERE
B AREPIINE -2 BEVATLOER

E]:]
mAOHBRMEREBRE (TEH ITRIERFHBOINE - DEV AT LOYL
RS

ik
BEMRERORME - DESIVAZEMICETHRMMEED AT
SEEREAT D,

HR-EE
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HARBBESHANZ 1>

KIGESETA ¥4~

RKIGEZRAA 74 MR EER

Fa OB BN BT
W EE BREET
HAOBE B MR

RBEZEAA R T4 OEEDT

BITA R4 MEEERERE, BAEBRHERLE
A R T S R BRI R OB L LTS
ELb0THs, KEES LT LT 2HEE
EREBOREREE LTERSN, WL B
EILHE IR A BRI CTIRB L 2b DIIE L TY
B, TOBEFA R4 VBB EARIETHIET S D
DTHAB. LL, HrOREHEEHEIBNTIL, E
W, BBHERZETHY, TOHRBHNEVRRTA KT
A4 VISR —BTAHIEZ KDL DI TIE AR

KFaE

I B8 =

1. &

KIGHEE, B - BEBIRE AR S b B O s
PEREMRETH D, HEMRAIC R MR 0B
ENEEINDHERLE U AR (acantholysis) 12 &
DR PUKEIERE = 0%, SRR MR
TN X3 % B EPURD B 8RR (35 A Ll & i)
ST B H B VIIERITICRD Sh b 2 & i
ETABEREERSNS. RIGEPEEME, EEM
Ja s \C BB &S 2 LTWwab H B BT M
BERY, FAESLL U THA.

KIGHEX, SFEUHRER, BERKERE, oo
SRS, Fofie LT, EEMEEREE,
SEMERER O CTH 5 ¥ RERE, HIERKE
BEOHREITH 5N RERE, WS RKIEE, EHFH

VBlESRBORE (RAR 1 RAMET)
PO RRE

IMER AR

VESLEEERL Y Y —

PR REE

ORI EL & e

wAKOEF OmA B
BB OEMAT HI @

BUREE R ENRMOENT WS,

2. &

B A Sr R R e B IRAT A E T HI9 4, H
6EEICEREOZHBF L -RKAREE X ENLE
T, 4085 A, 3504 ACTH 5. HIFERICIRB SN SRR
HEMAZEDO ATIFEDOEH - 72 H16 FERERE 7 —
& — 2503 B (AJIZET1%) DONTHRERIC L B &, ik
H =115 ERMWENE L, EER I 60 A,
SRR 50 AR D S v, HIIZEE W REE
(65%) DI d%E L, DWTHEIRKMEHRE (23%), #L
BEVERHGIE (6% ), BEFHVETIGHE (2%), THELAHH (4%)
THholz. WAMERTEREREREEIETIER S
TeEAERHI RS T CHMET A L, BE (746%), R
FHE (204%), F|E G0%) ThHholz. £DH) HLFH
HEEH (AR 1 358) DA DS TIE, TBEE (342%),
PR (452%), EIE (206%) &R L) EEDOE
ENRRRE N 7.

3. JRREAEIE

RIGIE O KIBTERNT BV B FEAR MG 7 i HE AR 2L,
IgG HOHUARD R MBS IC B W T EE 2R E %
LTwah A YEOMEMEERTFTAES LA
VIZHE L, FOBRERELTHET S 20IKENTE
B3hapLtZz bbb, SEEREEHEITAES
LA v 3(Dsg3), BERKEBIMRIFTAES VLA ¥
1(Dsgl) TH 5. SFWERAEE L, = SITHIEERR
CREBER I SN D IR BRI A T SR
KK TIEPT Dsg3 IgG ¥k D A % b 5 D5t
L, HEIE R RGBS P RIEE U, BT Dsg8 IgG fiifk s
& O Dsgl 1gG Pk o myifEz 5. HIERKIE
BT, ¥l Dsgl IgG kDA ZHD 5.

FAET LA UEH (desmoglein compensation
theory ; [/ UifgIC 2 T LOFAET LS 7 4
VT A= APFEHL T BEE, MBS
WA 1LY, FAEEICBI A AERBREM DL
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PEATHEICHBE SN S, REIZB VT Dsg3 133
T, FRICEERE - BRRBICHIEBELTED,
Dsgl HEEERICHEHSR LN, RRBITIT IChEw
BT A, —F, MIETIE, Dsg3 28 LE4fEIC
BCHEBLTHEY, Dsgl BREBZKRLLBIZEHHL
FHLTw5, MIEHICH Dsgl IgG FikD A M3 E F
N5 ERRTIGE OYE, £ TIE, Dsg3 12X B8
BREORBEI R WERE LBIOKERESHES NS
A, RETIE, 2B TE B LTS Dsg3 iz kD)
Dsgl ODEAEBERENRESNHL 2L TLAZE
LRV, g HCH Dsg3 PLRD AR 55
R T S M KIEIE D&, B Tl Dsgl 23R
ROV BEAPBOLNL 2D, PEIZL D
Dsg3 OEEEREEIHE % Dsgl 2MUE L, AEEEIEFE
DENBVD, BOLNTHRBEINLIDELRS.
—J5, REETIE, BB LNV Dsgl i3k bi:
Dsg3 DEEMIELZ M ENT, ULAVBERENS
T &R A, AR, MEHICHT Dsgd Pk A7z 55
Pt Dsgl HiiEd & F 5 Rl I B S R E 0%
4, Dsg3, Dsgl & bIChiEZE SN L /-0, D
A DI EFICSIAHFLKIE, OAERELS.

TFTRAET VA Y OPFEREREORT L LTIE, H
CHROKEICZ D FAES LA v O % Z2mic
EEEETS, 50, HOWHAEERI VY Y A
A F VR BZEOXF—EENLIMBN Y 7 V5E
BFEEN, FRAEIVLAL VHHVIRETHEEAED
) VB S LG B2 SHIENICE | & A E h,
MBELOTFTAET VL VB EITERhEEEZ LR
TW5b,

JEG A R, B3 REoHEY (E
W2 VSECRIIEMERR) ISPy, UV AR E 4R
& LB RIEIRAE L SRR R R R, TA
ETVAVBIOTT IR VATFICHT % 1gG HEH
HREeFTHEHORERRERETH L. WHERIED A
7 ORI RIE IS X AR B, R AOEED
WHITH 5.

4. BERIERS LORERR

1) SHEMXKHER (pemphigus vulgaris)

KIGgE i b EENE . SRR OR S M
W72 BRIR AT RS, DRSO DN B ER 2 1)
RO S A, BETHAH. MIAEIRE LT
JERERIGHE D S, EEMICREBERRERZS. O
FERE LIS, VR, WHBE, MEEH, £, IRESREIE,
[ bOBERRTFLEEME SIS, HEEORERT,

CIERE IR D A7 R FIC D, HufRMEAE, ObA%
HLL. KEZENRT , BHRIEREE A LT
LALLD., AT LIELIEAERET, BEL-Y
LADEAE LKRELRAZER TSI L5, KE
DUFFEEROIE, FAHB, Wews, BUERS, R, %
EDQETI O BHEAT, JLRLPT V. —RIEFEER
EALICE T R ) 5 L REDPFHEEL, UbAZETS
(ZaVAF =34, BRERD S, MBRENET,
B DK, U AEH - THRFL TS REEEN
BlE, REOARZL SRS IRFEICRE S NS REE
I T E S,

R, B LRI KBRS RS B, &
BRI A b, R E o Rz
WCRBRIZE AR SN 5. KIEPIZ BRI HE (acan-
tholytic cell) 2582 N5, FEMEIZ ETH LIk
BEEE T 2 AR OBEVEE ST B 205, BEFEE
DB TR - TB Y EAIK (row of tombstones) & 7%
5.

2) %IERKIEIE (pemphigus foliaceus)

FRARAOAFRIE, RICAE L 2B, ik %tko
ToALBE, AR, 0BG ATHA. ALEIE, RHEK
FCONIBENZ WS, FIEHBALRRmE 2D,
KLRFERRE B 2 E D B IFFEERALIE, BEER, HA,
W, HeLDOwb® BRI T, DL ERRRZE
RRAHZEZIEFEAERY., ZaVAF—HELRD
b,

KM mEE R Hb, MARETH 5 BhEOZERE
TRBICHBIEESRD 6L 5. RKBPIZERD L5
BURAIIEE, B (EBERCBETLEND 5.

3) JEE ALY KSEE (paraneoplastic pemphigus)

B HEEOEVERIEIRE, A0 OERHET
5. THEPID S IHEE I AT 725 #EH O R EER I NS
A, EEEREL, REIDET CIN WEEE) 5
AERDDE I ERNFHET D, KEBOBE T
B, BIEEHEL LR, BEOREDZD
MigmAExE LB LbH B, AHE, SHE K B
B, BITHBREZ DR T 5. HEREEIEZETH
D, KLBE, ShRRVEAKE, BRI, UHA, SRS
IEALBERREZ 2, i PR BRI B 5 E 20 5. FF -
RIEIZZ B AR B 2 oL, F5 - BT
CEBEZIZE A LRD R VI EEREE & OHFEIICH
MTH 5, BUHECcIE, SEEESEFEITID.

BEPES B IES X, €05 %) V/BRR OB MR
BThy, —MITHESEWETEEE TH 5 HLE,

_82'_.
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ili, FLBC BT B, R LR, HAHWIEEMEIC
B EEMIRE, WFLEEEEET S L3 T
»5. PAEMMEE X4 (bronchiolitis obliterans) 4%
BRI & B AT O SR EE I ER T 5.

WRELFT R, BRERE KL TSR THA. LF
R, SEEREEROIA, 2B IR
DR, RTPBEROTRZIE TS, AEEIE, HBK
JEE L ClRIE 2 30 578, REMIE S L 0%
WAD ) vERiE B2 S S 512, EEMBoZ
BV, BEEBICHROBE R v gkig#la R s b
kb Hb HEHFKEEEIHTH .

4) PEFEPERAEIE (pemphigus vegetans)

RIE IS FEREREOHER T, KiE, FHADKE
S HEFHMEE L% £ U % Neumann 1 &, [HEH AR &
DB IEIRE 7> b ¥ L % 4£ U % Hallopeau #l o
283 H 5. BOPURIE, SHEMERIERE &R UH Dsg3
IgG PR TH 1), —EBOIERITIIPL Dsgl TG Hifkd H
T 5. JRESFNIC, EEKEE L TORBIEEIIMZ,
F DA 0 FLBIRYE I, PRI 2 e L 5 5.
Neumann B JLEH#EATH: CTHEEB TH D, Hallopeau
BIEHANERDD ) PHRERFE SN 5.

5 &L B % K ¥ & (pemphigus erythematosus,
Senear-Usher syndrome)

HERREREORMETH 5. HEOUEBARED
B ) 2 L HERIR Lo TH 5. Senear-Usher
SEBERE AT SN T, KIEE & ALB I IRIE O
FEICAET S, HAEVIZMENEGH LIEETH S
EHEER SN, EOBAE SRR R 2 HL
KB MR IgG ik % 38, KIEE & L CORME#
DZEDHLDE R ST

6) FBIRKAE (herpetiform pemphigus)

PRI O & SN AERIGICY 2—1) v 7
FB R BG4I ZNT, B ERALHE & BRIRIZELH 3 5 /7
HKIEE G E T 5708, BICPRERT RIS TRIBE LR
B2 1gG 7 7 A OREMIERE ICH 3 % B ok
PR SN BEBERIESREKAE L 35, WEFEMIC
L Y RIEIE TR O A BB S TR <, BT
BEERVE VA IRER E TR TH 5.

7) FEFFFEMRME (drug-induced pemphigus)

B S A5 OBEORIC, KEBEHROFRZE
295 d30%89. a2 LEHOBSIHRE S TY
LN, DRZVIFIY, WTPNTIVRELTHA.
% L OIEBITIE, FHI P IEBITERITERT S,

5. JRE

KA THORIEERETH LI L LY, PuikEE
ERHIT A720D AT 04 FRNRBENEARE R D,
CHICBETFE & OO ATORE, ERIUSED 2D
SOVREEE T A, A7 a4 FRIREE O HERE
& LT, SERIHIR, Mgz, y a7y v RE
FHEREZ & 5. WTRENERETH Y, HED
HiZE, 7V F=ver 02mg/kg/H 7213 10mg/H
DUF CERRMIER 2 RO R WEMISERE ST L 2 &
= Bigd. PR RHEST S,

6. T

SEMTIE I, —RICEBIRTAEE SN,
BT, FHRIZEL, BB ARy
THDHIENE W, 2720, FEERLZEERKE
BIZZORY Tldewv, A7 FEEEAIZLY,
FOFHEFFLLMELLDY, FOREHIZ L 260
SEDSHIEE 72 5.

%R, BRATEAZOHKNSHEE IZBWT,
BRRIIICEZ N - RRRE 2 RROT, B ATuA4 K
P RBIHFOWTNEPAEICR Y, 1EUE
Bl L7-HE, BEEEZ 5.

I REBEOBWMEELEEEHTEE

1. XEEOBHEE

£ 1 OBWHEELH VS,

2. REEOEEEHERE

KI1IOBWEEICL ) REE LB SN-FE, E
EEHERE R aT7 2 EE LEEE L HET
B, BREMEEL LT, ERETHEAL W2 EEE(E
FEREH ERRHE T) (2 2) 1Wmz ¢, ERREEE LTHY
5 M T\ 5 PDAI (Pemphigus Disease Activity In-
dex) |C#E UEIEREH 24 Tla (5E4M0) (R 3), 1Ib
(M) (F4) 2T 5%

*PDAL X, B, #EZOHBTIEL L TEHE
n, BN B A REB DL E L) SIS LT 5.
BRIRIGER 2 EOEIRNEHi 2 L2 & 55813 [a(5E
) AR EEFE L, HL, FEEE IS
, BMzHbH A0, HHBEDL L L-BHHR
(ITb) & BEEx ¥ 5. B B H AU O FHmE I L T
BERMEAHE L DD, MRS 5.
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® 1 KEBEDZHELE
(1) BRIRIYZIIE B
OEFBICSHT B, el kiE
@A HETET BT, WREOV S A, 55 \WIZEENE R
G % & 4 W U IE O RAMATE, HHVIETSA
@ Nikolsky H2 ik
(2) FRERALRRS R E B
FR M P B B (BRA acantholysis) 12X 2B NAE % b 5.
(3) SwEZERBIEE
ORI LAV EIEH 258 - R oMIaE () #iC IgG (& 2ICHif) oikstx
EIREPRIEIC L VD 5.
@IFEFICHREAIEE (M) IeG HOViE LT A7 LA ¥ 1gG HOPUE) Z BEE00
BifkiEd 5 WIZ ELISAEIC L D RIET 5.
[l 58 B OSss ]
© Q) BMEDI bR LS 1HEBE 2 HAZMWAL, 2 Q) HEDOIBIRED
1 H &7 EN A KGR E 5.
@ (1) HE®S b 2HEEULAWZL, 3) BEOD, @%iMi-3HENEFEEET 5
xP XEESGEEUNTEL] (BEBICHYTIMEORIT7ESH LT, HERICRVETET D)
HH , RIEEGTHAT -
O ERRERD | e e A ‘ \ B 742
2= WAk (ka) 1Kolsky BB/ A EEE M ELISA (%¢)
7 itk | (¥ 7y oA
2370 3B 38 L e stz FE# A %L
2371 5% ¥ T —EBIZhTh | L& EE (%Db) 40 5K 50 i 5% LI
2372 5 ~ 15% FEE [2Es 1~ 418 40 ~ 320 1 50 ~ 150 5 ~ 30%
2373 15% bl b e 5L 640 H5 L 150 BAk 30% LAk HEtaay
guzar | ( )1« ) ( ) ( ) ( ( )

SEHHOEF AT L) HEE

PEE 5 BT

FRAGIE 6~ 9%

A 10 AL

da SREWRISHT LR (%)

b HHTIERWD, —EBOS BEFERHEKREORLNDS .

dc FERRAES ERE TH LB HETIER T, TREESHICBVWTEHRAaTE2M/{LT5. HoHVIL,
DB LDEATIZhhb b EELHET 5.

5 272 BLARE S 2 B
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®3 XEEREEEHTEEE lla (Pemphigus Disease Area Index ; PDAI 52&hR)

A AR

B (- FEk<)

ok

HEER

HE -

b
okk
3

iulisd

2. BER

#RAL R

BHEZ

3. b

HRAL A

i3

i

I

(TANES

L/NNE

LA

T

Lo

IR

g

T M

HHEH

C

OB A/KIEE 72138 L WRLEE
Om &L
1E:1~3 E&>2emOREM1HEDT
25 :2~3M@ 2L ENEZE> 2cm
3 AN E B> 6em OB RV
S5 4MEE F213 BES 6cm DREA 1ML L
10 4 4RI E FAE BE> 16cm D RzEA 1L E
HBH\VITHEIEERICED 5
e EEAL L2 MEREOGRILFIET LW
U5 A/ E 7218 L AL
0M 2L
10 1/4 5B B A R
205 1/2 SEBUIC B RE
3 3/4 SIS ISR
45 EREERIRD S
105 %< Ed 1T IEER 6cm LLLE
v
U5 A/IRIE,
OR L
15118
2K 12~ 311

S5HE 4L FREE> 2cm 252 P L
10 5 - A ERICHED S
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x4 KEEEEEHEEZ b (Pemphigus Disease Area Index ; PDAI E85kR)

B

i ZiTA HE ¥
BH . U5 A/KIBE 72035 LWALRE
B 0r=ml

HaER - BEER

S -

18=1~3M EFE>2cm OEEN1MEIUT
2M=2~3M 2P EASRAED> 2cm

3B =4 >EE6cm OEENR W
S5E=4MMUE FE>EE6cm OEBA 1ML

b P 108 =4FPLE FHE>ER 16cm OEBH1HEIE
FhE - R BB WIZEIB AR

A

ek FEALL RS REROORLE IS T 2V
b
LA v REC
FERL U5 ARG
s 0f=7%L
— 1A= 118

L 24=2~31
TR 5= 4L %23 >EE 2em 22 AU
= 10 4 = IO &%
SHHS

B

M XEEOBERS

1. BECET0EB2

R W 2025, WA OB 4 BT 5.
AREBEOEBIIE IR EMECL ) 2 ENERETH
5. KIEEICBWTROMICZOTHE2FIIT 501
Wt R G Z . WEEESA TS THE AT
4 FIREPICHEEZROLZ DD Y, RO o@D
IREARO TEETH A, BIEMICBWTIE, HE
WX DAE, S AOHMBIPREDOLNZL LT
ThH, A7uA NipEg PEOATaA F (7L
K=Vt ¥ 02mg/kg/HELT) & BEFEOATER
DHEFREND Z EDLETH 5.

2. BEHE

RIGIE BT IR S A & AR ), st
72ThH (BETVITY ALK, HBHE—-EXKSS
1),

1 REEAH RELHETLI &P REE 2D
A7 a4 FiEEITA2 5 T TORBEON 2T, hE)
HNTHo 258 AP LBBLEF2~4HTH 5.)

1) BE

WAICB T, RO T REHRICEY, W
Brflcidrl 2 BEEE 5. BARMIZIEKAEH
AMIITRO LN %Y, BAREOIRL - LR
L2 RD 5. AFa 4 Vil BE23R07
PEOAFTAL PV F=var 02mg/kg/HET)
W2 X BEBEORTEBIHERES NS 2E2E, DHRE
BORBICI WV EASNSZER2AHICES, HFE
DERET 5.

2) TREEME

HEREE AN BT 2RI EICERRER OFHEIC X
AT . BEREEPELE Do, b (PDAD &, wihd
s, MlEO#BE, BEZEMEILLZLOTHY,
HHRE AN BT 2 BREREEOFHIICERLTW 5.
WIRESRY L, 1gGC BOVAZ AT 51 ¥ 3EkE
HHLCTD, IgG T MEH 3EDMAP 2D 5 72
B, BT DL ETICHRE»P 5. ZOOREEA
Bz BWTIE, BRREEIR O % S BAL C1T
WV, 2~4 8o TH PR N2 WEEE, KD
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BEREEEETRETHL. BREFAEOATTOA F
EREINCAREIELZ L IEHITARNETHS.

3) BEEORREAE

MBI T L Py a v —RIRCTH 5. BIE,
RESEIZBWTIE, 7L F=V oY 1.0mg/ke/ H2%E
RSB TH L. BIEICBWTIE, 05me/kg/ H T%
RBPWRDONLZENHSL. A7u4 FEFNTKY 2
R ERR % A THERWRSA 5 & Hr L 7o &
&, R, RENHIR, K&y a7 Sk (R
' IVIG i), MIEsSHgs, A 7a4 ROV A8,
FREETLH. F/2, BEAICBWTCL, WX HR
EIHIF Z AT A b H A, IEIIHFNE, M
HOV A EZ A & 8¢5 FTREBE 5720 (1~2
HAREE), AT FEEROFEEZ FHT 55058
A7uA FORYIBERRE FICHFT 5.

Z 7w A RARRBAGERTICHE R, ®SIE, HILEE
5, BUYER EOEEOME Z 51T ) LERD
5 (£5). EMHHICBOTIE, FE FEEE,
BREFIRIER, BASEICERT 5.

SLREREE LT, KE, 05 AOEEEICIEIAED
BERERE, A7u4 FIREZ®BMAT 5. EHNODL
SA, BBEICEOEREHRA T oA NERERE, HE

e LEREHT 5.

0 AEHSHRESHE SN, 25701 FEE%
TV S, B2 MR 5 RH)

1) BE

7L F=vur02mg'kg/H ¥ 7212 PSL10mg/H
DTZHEBLTCATOA FEBET . I %
PFHLTWASEAIE, 2704 FREZLICITY, B
T CRET A Z &N TELBIL, 3~6 7 AE%
B L7-8R1C, SRR EZPIET 5.

2) REETE
FRAREICKIE, UL AZBORL Ro%IE, m
BYUAM (FAE 27 LA » ELISA index 1) 3%
BIZHERTHLE. —~ANOBEOKBE L T, BAR
B2 % & ELISA index fHIZFAT L THEE T 5. —&
DIEBI T RIS EMIREE AR5 D, ELISA index
EABEE LW LN DS, AULEEEAIT %
BoBETYH, B4 % EH TlE ELISA index 8135 %
Lz, BEMOLEIZ ELISA index fE% W 5 &
TR, FEEZFMT 5 LicBnT, A—BEORK
B, ELISA index fEANEA L TWiLE X 71 4 R
O HZIZ2 A, ELISA index O F A #072056
1, EEEORBEHIZT 5. ELISA index [HOZE)

x5 XEEaE—ET

i x5 WA | CQ
1) %5 &R
2 Fud Faegkh M5 & 1.0mg/kg/H  (GE#F 60mg/H) A CQ1
GEBEZL F=vmY)
2) #5238 4R
o 7L Fz=vuryEHEYEE
THFFF Y v 2 ~4mg/kg/H (G 100 ~ 150mg/H) B CcQ2
TIUARY 3~ 5mg/kg/H Cl CcQ3
SymTFAT I 1~ 3mg/kg/B (% 50 ~ 100mg/H) cl | cqr
IVIEY 1 ~3mg/kg/H —H1~31H C2 CQl10
a7/ b=} ET T4 IVED 35~ 45mg/kg/H GE® 2 ~3g/H) Cl CQl1
AV ML FH—} 25~ 75mg/B(RKE 12me/B% ZHEI b 0 %53 5) C1 CQi2
T 50 ~ 100mg/ H C1 CQ13
e XAFNT L FZvT Y - VA 500mg ~ lg/H#% 2 ~ 3 WA Critl, 3 HEEGxS C1 CQ6
o K& IVIGHE 400mg/kg/H 5 HE#EFA% S B CQ4
HEHEE  2me/kg/ UL T %R0
o I HEnci WEE 2~ 3EGE TEEER RS B CQ5
» HT CD20 HLipiE 375mg/m? 1E/GE Q%4 270V) % 4EEYET Cl CQl14

TE T AHED R - (A) BT S (B) #3ET A (CD fToThAR
(C2) ZEF Y ANLRVOTRBIIHO 2 D) TRV IBDLND
ED AR, KE IVIG P ova#RE 2010 SFBIERIERE 10 LRBOEA ST wv e,

D N TOEHES R ENT WS D00, ERTIEREAR,

) KB IVIG: v~y ) v REHEIERE

PREB AL T % 254
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B o

|

RIGEBHRITA ¥4 YVEEERR

AR ELRBOER |

“EEEAE |
CRBE AL (ambmmnraE)
AL —HOBEN

AT BAFRB L= B2 10 mke/ )

) \ 4
?)J%@L ;/ L s \
o BGERAERIC - AT OAFRRIZHREE
SoRRRE [ mmmam |
- + IVIGHEE %
H2HY |t s |
+ | RTAARLRERE /
MBEHL : ‘ '
o BRERIEIRIT
- KBHERHE
MBEHY
\ 2 \7

REMEEFE (esumEBRaE~)

ZFOA KR (BT PSL60~20mg) Tl 1~23E T1E1~5mg/H.
% (PSL20mgBl ) ClF 1724 AT E 3~img/ HOBBZHRET S

p ELISA{y—?V@XﬁEI:;é;‘(ﬁ]%%%

AERBE

[ AR HOVIERT AR (TLE=Y 0202 me/kg/ B EIT) . RUY/REHNROMBIBUACCHMAEMR -

B 1

DA T, AT 72 2GR Z MR 5 Z Lid L.

K, UHADFELRDZGER, HREEETL
DEDFH 5.

3) X704 NfgnhE=R

2704 FiREWEY (PSL 1lmg~04mg/keg/H % 72
1Z PSL 60~20mg/H) Tix, 1~2# CT—EIZ10~5
mg/HOWEE BE LT 5. BEHEM (PSL 04mg/kg/
H 721X PSL 20mg/H UL TF) Ti&, 1~2 % B T—EIC

KEERE7 VIV X s

3~Img/HOWELZHZ LT A, L F=vor02
mg/kg/ B UTF £ 7213 PSL 10mg/H P TI2 X 2 #55%
DEDOOREE TS, ATuAf K& eEim#E % 6
LTWaHE, —RIICAT a4 FOREL LTV,
B9 B PSL 02mg/kg/H % 7213 PSL 10mg/H LT
WELZS, BREER OV & 2RERL, EN
A2 WRT 5 L EEET 5.
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K6 XEEARECOIIIRE - BEFIvIEE—E

I IREBRAA
RSN AIHE
OREEOBW 2 2T 5 (BN, REMMAT R, #eiukiEsE (DIF) - M#E (IF), ELISA #:DIC X 2 AHEomR)
O PDAIIC & 2 WEaEM 2 17 9
LR - M SR (S EE &), IF - B BRE BELr~o
BEl - C B4 & PutkD A%, HIRWHE (REmpEE, HbA1C), #B, CRP
s X M, #HE Elz
CIBERRYG - BT - HiES - SR O OB - &0FREORERE & IRRE D FHE
CIBRRIE RN © MAPE R~ — 4 — NTX Ol BHEEGEEL ~ 20, GRINA ) A7 OREDRLEEE)
e N AHIEE
OIPfReEmss - W, WeEE, MEHRRLOEEZER T EABC, BEEOAED ALY THEBT S GRERBICHICE
VAT AN AT 5)

OvAxnzy Y RIS 703 QFTY B R BIEOF L IER L, FICHRELE £ 7213 BE~ O REVIHER S NB 53T
HKOFUREEEET S

OsfsRoRy (WEE, EF, R Eid)
OEEg, CTREICEsaHEOAER (WIRME BEBUEERE)
CHERZE (RNEE, AARLR YY) AEOF v s
O s a7y ¥ by (g 1gG, IgA, IgM)
[ CD4/CD8 » &l
I HEBHIIAE
i HERR S NBHH

D%ﬁﬁﬂ"]b:ﬂ?*ﬁﬂ% (& Ete), WRWEE (ZIERMEE HbALC), T - %Ehkse, EME, IREL -V, #8 CRP, g
a7 v (IgG

O PDAINC X % fRE4ET0
[DELISA #DIC & 2 BRI ML AP FUAE 2 B2 S 5 (QERBEBRIITREZ S 1 H/1 ~ 2 AMoHE, ZElcidl |/

CREE A2 & HERFRT I (PSLO4me/kg/H $ 7213 PSL20mg/ H¥%5 £ C) £ CEMM WAIE1E/1~2 # A) 12 B-D glucan,
CMV 7Y F 73 3I79EMEL, HIZZa—FI A7 A4 A%, FMOBERBIGE (TARVFNALLE) IbHHEET S

CHAFE AN & Rt (PSLO4mg/kg/ H ¥ 7214 PSL20mg/ H¥5- £ C) £°C, BYYET I HWOWEIEF IS (Bl 213N

7 yRE)
Ox7u4 FEERICEERETS (A7 4 FENEE - iEELR )
s h 2 H

CHESIERERIC L D, SRR X #2179

OrEnN S v V8 TP OR CHEHEOEWE 1T

OpZion UM &EE (08, R, ) zRIET5

OOCMVIOBERRIZE D, YA W RAFRGICOWTHRET S

CHhBRA 2 A5 5 B3 R EIC AR, WEETEORYEE I, DENOEREEROIHIICTS

DELISA #: : ELISA index 4% 120 UL O B& 13 ELISA OBOBRSAEWINT 5720, EROB(BEENZnEE0H 5.
ZOBCEEHEAR GBFIE 100 BHR) 2%ELCED index HEEHHT 2 LENDH 5.

2Pemphigus Disease Area Index (PDAI), F#llid pl447 - 1448 B

HQFT : QuantiFERON (QFT)-2G

HCMV : (cytomegalovirus : 4 M A F Ty AV R) : AMEENOMBIE S €/ 70— FUHAETHEETLZ CMV 7 v F7 4237
#dH 5 Wik PCR % W THRET %

4) FERAEE

BFHREFary ra—vERTwWAEET, 1) AIC3
il F 7213 N E OB ERE %2R0, »ho—HELN
WHAHEEL WA, T2 2) BEREICIERER
DA, LRBTLHIEM] & THE) YFEFL
LTHS.

1~3MHDOBRF L7zKE, 6 AZRDREEE, 4
FAFEEIZ X 2 RERE CRILTE 235656 5. K,

US ADFEIN L BEE, 2704 FE5ED 25~
50% HEE F 7213 15~20 &, D \WILHEE AL
U THEFENT A, A70A FHEATHEINT
WFERTLE, & DR TRIEIHA, RKEy o7
v (IVIG 8 OFHEEET 5. §CICHHL
TWBERNE, HOHAEEEZZET .
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3. BEEDOES (CQ : Clinical Question)
OAFaA FHR (FL F=vor 1.0mg/ke/H)
CQ1
2RBE L THWHRBICHIS L WA, DUTo
BEEPS—D M AALETRIRT S (H
L, 2010 SEFFE MAECHE, K IVIG FEO A DR
BoEHTH D).
@2x7u4 FRR (FL F=var 10mg/ke/H)
+ERHF (7H¥FF A 7Y ¥ 20mg/ke/H)
CQ2
@xFuAf FHR (FL F=var 10mg/ke/H)
+REIHEK (37 X R ¥ 30~50mg/kg/H)

CQ3
@27 14 KRR (71 =202 Lomg/ke/H)
+y 7 BT Y Y REREAE cQ4

400mg/kg/ A % 5 HH#EFR S T5. &flRE
P& DI WHE— DIBIBETH 5.
®AFu4 FRMR (FLV F=va ¥ 1.0mg/kg/H)
+ I AR CQ5
MMM DS RE T H A iR Tlk, FBAIE
AR ZEEBTRETHY, A704 FORWEZE AR
AT 2 EDUEETH B, FLEEMICBWT

SR DH HIEHFETH 5.
®ATOA FVAFE (AF V7L F=vor
1.0g/H, 3 HH) CQ6

SV ZFEERO 3 HEIEN—Z2D S L F=vn
YPIRIEAT D 72 w)

DATa 4 FHR
(7L F=vur 10mg/ke/H)

+REEHF (S 707+ 277 3 F 10mg/kg/H)

cQ7

®A 7 a4 FPAR
(FV F=vuor05~10mg/kg/H)

+3 7T AT 7 IR - SOV AEE CQ8
FHHEY 774 A7 7 3 F500mg~750mg/m?
13 500~1,000mg, GEHE 750mg) = #lil #4500
ml [CESF L, 2 B2 C R R (B 1,000
ml YL EOWEETH) 2RI 1E X6 7 A1
DRBELEEZR LT3 H A1, 5 1~24ETRT
5.

@AFaAf FRIR
(FV F=vnur05~10mg/kg/H)

+ ISR

+yrua7x A7 73 F(20mg~25mg/kg/H T 72

1% 100~125mg/ H AR, MEHZEEITC 2~3L Ol
WxET5 WIREZBRLZWEAE, Y707
277 3K SVAREE (@28) 21795) CQ9
WAFa4 FRIR (FL F=var 10mg/ke/H)
+ GIERIEIE (V) ¥ 1.0~30mg/kg/H)
CQI10
@zx7a4 FRR (FLV F=var 10mg/ke/H)
+ S
(3a7=z/V—}F+E7x57 4 40mg/kg/H)
CQl11
@A 57 u4 FHlk
(FV F=vo ¥ 04mg~10mg/kg/H)
+OIEMHIA (A P L EY— ) 1 25~75mg/H
(RKE 12mg/H% ZHHEICh2 V5T 5)

CcQ12
@AFEA FAR (7L F=vuar 04mg/kg/H)
+% 7~ (DDS50~1,000mg/H) CQ13

@25a4 FAR (7L F=vuor 10mg/kg/H)
+ P CD20 Fifk (U ) gk
(375mg/m*1 |/ (1 ¥4 7 V) % 4 [ ET)
CQl4

cQ—%8

CQl: 27 uAf FoOEHHSITERD
CQ2: A5 u4 FAMRE azathioprine B EZH H 2
CQ3: 2714 FAPRE cyclosporine O HF A M
"
CQ4 : KEMREZ 07 ) VBRI S a R
P
CQ5 : MHecHfft o3 KIGE IR HR IS A A A
CQ6 : A7 1A RV AFHEIE R TIEBIIZ A H
»
CQ7: A5 a4 FWARE cyclophosphamide B A i
AR
CQ8 : cyclophosphamide 7V A2 FFE:ZA H A
CQ9: A5 14 FHIR, cyclophosphamide & I#E%S
o> B F 1T VR BV 2
CQ10: A5 24 FNARE mizoribine #1134 H A
CQll: A5 1 4 FMNHk & mycophenolate mofetil
OPERIZE )
CQ12 : Methotrexate (& RKIGH B ITH H »
CQ13 : Dapson (diaminodiphenylsulfone ; DDS) &
KGR IH D
CQl4 : VX ¥=7 (BiCD20 Hifk) XEEHERE
BEOWHRBICEHRTH 50
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KEBEZESN 1 N5 1 > Clinical Question (CQ)

CQ1: AFO04 FD2HEBEIEYD

HEEE A

WIS 2704 FOEFHESIFEHTHY, KE
JE ORERENRIETH 5.

RE AT FOLGESEREEICHTE -
L ORI R HERE L SNTW 5.

AF T4 FOEGEIZOWTIZER S EBREREIC X
LREBIARITT B 2 D% hr o720, B SR
W22 T ESE~FFESIER Tl Img/kg/H, @%H 60
mg/H X OB T 5 LR SNTWEY, RaE
22 % 72158 Cld, 45 11 Bl & 2 BECIE1E A SIAT
L, prednisolone 120mg/H #5-# & 60 mg/H % 5.5
W2 T, S ERNBIRAEZ L7z, ZOR R L8013 120
mg/ H A THER PR BRI S 28Tl FIRH
J R0 B BHIE FEE 3R T 60mg/ H B % 88 2 5 &I 7 7
Hix e nwZ EBHL NS,

[xx

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

€Q2 1 X7 H FABR & azathioprine DA IZERA D

HEE B

#IE X 27104 FABRE azathioprine fF XA
T 5. Azathioprine OHHIEA T O 4 FOWE%E
WHEIC T 5.

fEEE - A7 14 NPk & azathioprine @ ff B i3
H100mg/H%r 2 THIIEL, ZOREIBNE DILE
WOHALIEVETH S, JHEERIERE 120 B % 7z
B— W B e B E P22 T, PSL (prednisolone 2
mg/kg/H, K& 200mg/H) Hd%5 & PSL+ aza-
tioprine (azatioprine 25mg/kg/H 2 7 A #% 5, 50
mg/H e A% SHE% —EMBH LB L7224
B azatioprine D HIZ A F T4 FFEBEA2TREICT S
B HEHTHDH I EPELPTS AT, BEEKRE
¥ B3 37 81128} L Corticosteroid + azathioprine %
Wi R RIBIETZECLE, 29 BIAS4~16 4EITh 7 ) Eif
HEATEz 7B, 1 BIOARDPKIEEGRIEICH
HET A RIS X DT L Cwb. Corticosteroid +

azathioprine BFFAIC X 2 16HIE, BB RBEREZIC
T HBOTHRANPOREMOE N EEE L CHHN S
NTW5B?, 74 FlORMFIEEBZE I L, predniso-
lone 40mg k% H + azathioprine 100mg/ H % HZEHS524
HRE TG Lok, —FErTTATaA4 ¥, GE
il 2 W L, 38 76 A FGE & R LIS /- BRI gE
TlL, 53 & FEEET 57 BISEM L 72 N 30 BT E
#1RDOIEETO N O VOREELEE L.
ZOEBEIZR F 3% d B R SERKIEEIC
L, BWIRERRE AL, &M AFOEm Lo
HICBWTHENTWSEZ EAURENTY.

[xx )

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 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.(1L X
v 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 : A7 O4 FHAR & cyclosporine DHFFA IZFR»

#EREE : Cl

Y 257104 FARE cyclosporine £f 1A
JATH 5. EPWTIE cyclosporine BFHIC & AR % 51
D LEBIFHFIET HDOD, HIHIBWTIZZFORE
ZEEH T 2 ME b H 5.

BB KB B 2% ¥ 5 prednisolone (60~80
mg/H) +cyclosporine (5mg/kg/H) & prednisolone
HH (120mg/H, Wihd ks e) * —FEm#5
L7AR9E T, WRERDR, HUMMlioHERE, RIVEHE O
Erafg L HR RrEnAEEREREONE
Polzb D0, REEHIFIGEHEETIZ 25 HRAILZ, H
HICTHBE LB L DAV CEREANTE /I L
DS M7 o TV B, 5HOREEBHI cy-
closporine & fFf L 7-5EfI S Tld, BIEMILTFY
355 HTHERMMEEL, AFa4 FOWEITHE
2o 7z YuiRliiE 3 BT b L, cyclosporine (& F5E
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MRBEREBZCERRBRETH S LHEmIT T
52 ZDIFNIZH cyclosporine PEHASERITH 5 #H
BB B, L LaF R 29 B & % IR KA
¥& 4 140 % B\ 72 5F 28 T id Methylprednisolone Bk &
prednisolone (Img/kg) + cyclosporine (5mg/kg) &4
VEBE U CBIREELY LR, BENREEZED:
Z L DETHMETOHLNLEZTIA SN Lo 7205,
APHEIIPRAIICE CEBL, PREBREICRRIE v
EHERENT WA,

[xx ikl

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 XV 1V)

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.
(LR 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 X)L V)

4) Alijotas ], 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 b V)

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

CQ4: RERETOTY VEEEEGHAFICERD

HEEZ B

WA KESE S T 7))V EHERE I R
BNCH A TH 5. S TR IR B IHBEOP T,
WE— 2 1Y) 72 SRIERERE 2 B9 5 2 & 7 < B RNIEATRR
DENTWALEBRTHL. A7 FIBUEEZRTE
AN L, BRAMEAVREN T 5.

&SR © I T PSL 20mg/ H LL_E @ PR i #E I BUS
L 7% o 72 61 Bl o35 P RKIEHE L OV 2R TIE R B
Eioxh L, IVIG400me/kg/ H B U8 200mg/kg/H, 5
HRE#GREE o> bo— Vg% H 722 Mk e 5 &)
N ZEERRE A 1T o 72852, IVIG 400mg/ke/ H¥%5-

Fixa v ba— VB2 TEP (Time to escape from
the protocol) ZHEICIEE L, 3#ICBT 5 HERG
PR T L METIA BENR O NZY. Z O RRRAEK
W2, 19427 VoKRKE IVIG #E(400me/kg/ H,
5 HM) 1ZAT7 a4 FIBHEORIEEEEIZHEITH
5L ENMERENT T2 8 PO BRI RIEEE
Bl % F 7 ERIRATZE C b @l k& IVIG &= L, X
FuA FREASTREE 2, EHEASTE, EEH
DI e h oz biEm L TwAY.

[xx

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 S,
Furukawa F, Iwatsuki K, Hide M, Tokura Y,
Furue M, Hashimoto T, Thn H, Fujiwara §,
Nishikawa T, Ogawa H, Kitajima Y, Hashimoto K ;
Pemphigus Study Group. | Am Acad Dermatol
2009 ; 60 : 595-603. (L )L 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 :323-331.(L X)L V)

CQ5 - MIFFTIEELILKEEABEICERD

HAEE B

HERESC  BPRAYIC A 71 4 FPIR & M3 o Bt A
W RAEIR & B P2 327200 CTh, AT
T4 FORMEDWEICTAEIEHLNT WA, HFE
EORNBRELH Y, ZEEHRARL I T Twhk
WS, %L ORISR H 5.

BMEHE LT, D) SR 2) ZERESE
(DFPP), 3) fEW A& HELRDH 5 7%, BAE Tid DFPP
VERE Lo TWD,

1)L, —EICE  oME - Mgz B LA
NT5OTHBEBAOEMAKE L, T2, ELNY
FONFPEEETH Y, F/oLEE SNLFEREGEIL
% (FFP) WX 2BYUEDMRE bR SN D, fuE
W IEARIPEBRIZ B TEREIREN T n»
(RAFET—7).

2) ZERIEED: (DFPP) Ok : A TIETRO
2 DFPP A& LTHWSHNT WA,
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(i AE s aepkss (1 k)]

OMEALREZ 5L A 514 AV Plasmaflo OP-05W (Ji&
FM R F Ly, ERMEOSM, P& 33um, K
JE : 50pum, FLEE ¢ 0.3um, FEERIMFEM : 55ml, FEiE
B IMAHEHE : 75ml)

@2 5V A5 4 %) Plasmacure PE-05 (OP-05W
& [FAk)

M3k (2 WhE) ]

QALK 7 5 L A5 1 S Cascadeflo EC-20W
(BLZk#t 1 EVAL, BEEM : 20m?%, A 175um, JEE
40pm, FLEE : 001um, FTEEMREE © 150ml, THEZE
VEVEAE) 110ml)

@7 IV A4 NV Evaflux 2420 (EC-20W & [
)

[77 =1L a:E]

OIBALREZ F L AF 4 AN 75V — 1 iQ2l

@7 IV A7 4 AV KM-8900EX

fEER © B 40 %4 % prednisolone HL¥% 5-7 18 B,
prednisolone + ten large-volume plasma exchanges
(OB, 4 8) R 22 1% V72 Ifge ¢
13, 4% prednisolone MEFE 05me/kg/H & 0 B,
DBNZIS U TR U7z, 2O R 32 B E A A
T&7. L»rLA7uq FiRixEs, REBEIUMEZE
X2 HECETIR SN o/, WL D 4 2R
BIsR oz, £ 7z MEBERHFEATRE Tl 4 Bl 2SHIE
WZEDREL, BAEATTA FHIRE Mz o6
Hidghdohznwk LTwaY, LHLEL OERT,
DFPP AR L ZEMPHEEIN TV B, 2B
DFPPICX D B ISHFETAELESL Z L HES
NTWDBDTEET S,

[xx k)
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1659-1663.( L ~L 1I)
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pemphigus patients will be significantly improved
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CQ6 1 AT 04 N/NIVAEEIIREEERESICERD

#REE : C1

WL AT A POV AEEIERIEEEEG O
BA D TR DIZHHITE 2 EEETH 5.

MRE EROHPERE AT A5 E M REERE
12803 LEKE 1,000mg/ B, 3S~5 HOAFa AL F
PV AL R G CHRE LR, 6 1ER X i
BRI 2SR Sz, S0y Agk% 3
Bl ZEIIT, 2F20E3 77— Vi R4TZ ik
BEIREAMNTEY, F /72 861% v 7z pulse therapy
(8~10mg/kg/H) TOIEFHME TIE, 2FIHEPCH I
RIER OB R S N7z, SR IpHIAN L@ E ) AR
L, BRELZ4NIEEE SV AEERZITY, 553
BIVEFEANCTE 2, EELRREEHEBES LTV
W2 —75 T dexamethazone % V7228V A I
DWTOE M EEAE R FEMZEClE, KEEDE
HIEPEIZ dexamethazone 7SV A REE 2 BN 5 OB
EIZDOWTIEBMR T A EPIREIN TV BEY,
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C€Q7 : A7 04 FHARE cyclophosphamide §fF (&
FHD

HEE : Cl

R A5 04 FIWIRkE cyclophosphamide o 5f
JH i azathioprine, cyclosporine 7 &b o> 5g 2 30 #1
WX B BRI T 2 EMICBWTHON G E G
L TH AL, BHEHICHERSLETH S,

FES © 54 BIREE B % H v 20198 Tt cyclopho-
sophamide DA TATFT O 4 FOREZ THEIC L
728 11 #81 % F v 72 [ BRIF 92 T id cyclophosphamide
& 50mg/H OB EHEG TOEMTHDLI 2R L
T 57, — b A B KR 28 Bl % F v 72 iFgE ¢
IX prednisone 40mg H. ¥ 5-#, prednisone 40mg +
cyclophosphomide 100mg #%5-#f, prednisone 40mg +
cyclosporine 5mg/kg $%5 0 3 B2 THEME L
7oAk, BREAF COMIM K OFIERICEIIRED S
Nho7ohs, BIEREPHRICS (g,

[xx K]
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CQ8 : cyclophosphamide /\JV AEEEITHE b

#EEE : Cl

BRI ¢ K THIR R I BRI O KIEIE 5E B 1S cyclo-
phosphamide 7SV ZAFEITER R L3 5.

MREL 220 O RIEE R F O TIE, MAFE
(methylprednisolone 2mg/kg/ H + azathioprine 2~
25mg/kg/H) 116 & DC %V R i (dexametha-
sone/H 3 H & #t + cyclophosphamide 500mg/H) 11
BOMEEBERZ LB L. 24 7 BBOFEITIX
DC LTI S AR, 6 AXHEITL, MAEIETIE
NDSHERE, 1 ADEIT L7, MABED T HIE, BIfE
HZ W Z EDH SN2, o 26 BIKEREBE

=W ERIgE T, 1 E/H @ cyclophosphamide
(156mg/kg) # 5 & prednisolone 60mg PFAH (HEHEREIR
WIS UC PSL I E T %) TR G—» B
B e % 50072, 3 ~8 H A# 9 Bl EITHIE T
3% 72, Cyclophosphamide pulse ik + predni-
solone \ZEEAETERIGIE AR 2 ERIETH 225, RIE
HAEREERCA TSI EOEERZBMA LY. 4
YR TAT b 725060 % W 7 R BF 28 T
Dexamethasone-cyclophosphamide 73V Z JEED H %)
PEDPTREN TV BY,

[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-
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Dexamethasone-cyclophosphamide pulse therapy
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CQ9 : A7 04 NAPBR, cyclophosphamide &
MEFZHOFR LEEFICTR D

HEEE : Cl

HEIEIL © A 5711 FWER, cyclophosphamide & 14§
D PRI BRI B0 2 R
TH5H., MPFELHIZL S 19G BERBIEZ ) Ny
FahSEIZHES BAIIBICH LT, cyclophosphamide %%
?ﬂ]?"ﬁ:’%?ﬁ?’ ZEDHEEE NG, 2L, EHBEES

SIZEMER IS E@Té*ﬁ%ﬁ‘ﬁfé BThHB.

ﬁguﬁ A FE 11 44 B3 M2 H + corticosteroids +
Immunosuppressive drugs CEH1pico &, 10~24
HRHT5~12 7 — )V MHEAZH % ji47), BHEL1I4IC
corticosteroids + immunosuppressive drugs @ M # {2
ST, AR OZE B O W THRET L 72 TR R
T, 3HAME A B TIZPRMAS ABER O 83%, B
BT 18% WA L2 LWL IR o 72,
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ZOFBRIMFLHEEHEA T T4 F+ 0 E#l
HEOPHEEERE, MAPBTAEE EE R L D EL
RT3 85Z %R0, BAEREREEEICAER R
HEETHD LW Tn 5.

F 7z, THIRE ORBICHEE, F23EERAIHE
BHEUZ-RABEZICL, BAERSZIV—7 341400
ml 2L, 200ml D 5% TV T I Ui EE—FE, 9
JAR), BEEZ V-7 361(1,200ml MEEHEE, 5%
TNT7 3 400ml, AEMEAIEIK 500ml #iE % H—E,

6 JER), KOEARE 141(4,000ml MEERZH, FF—I2
& % [F R IR, 2500ml o MR+ H 12—
i + Cyclophosphamide200~300mg/H) ® 3 7V —7
WX B MR E SR L 72l JUBioET I
FERTIESDENHLb00, & EEROIMEE
BlIIWITNSERT, FEHERGE 12 A TERD
dER Ron., BWEH D BRETHIrOENTH - 7.
A B AR A B R 2 JE L 72 VWIERNS# L C
BY, BEIBEERBEICENEEZRIENICER TS
5k L TWwahA, i KE 4% 8+ Cyclophos-
phamide Bt F B CIZERRER X B AME & 12—
H D MAEIRBIC R 2 i B R S, 1P
31,280 205 160 F TIKT L7z W@EBRIG 3 1 AR
COREPNTBERRICBITT A EANTELEHEL
TW5,

Z DAt Debprah & W BRI 12 BB A sk 2 WK
S 236 (PV204I, PE3##) 2% L, cyclo-
phospamide 20~25mg/kg/H + predonisone 1.0mg/
kg/HDWR(ME L, cyclophosphamide & predonisone
OFEEEIZCTN O EBROAE TR L, BEKESY
FARL L), HIZZOHRERERE 40% L HICEE%E
RO 7 BEITH L, IWRRAB ZHEOMIZ 4~6 ElO M4
L PR LR R T o 72, SRR 17 4 B,
SEERERIM 27 1 B % 4T o 2GR, 23 Bl 19 FlY5E
R, PF 1B, PV 3BIDSERITH o 7. FIHE
B A FCOMMIE 85 A B, BHEMIE 5 BICILIR, 6
BN BEGE, 1 B0 B2 eyclophosphamide #%5-Hr 1l
I54FEFZICENBIT L EE % 32 © 7. Cyclophos-
phamide WIREBEBIZ L A THNIIR SN h o7z b
WEL TWaHY,
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CQ10 : A7 O AR & mizoribine $EH IFFH »
HEE  C2
#e2BL 0 27104 FHARE mizoribine DA IZD
W, BN Z D HMEDH DY, SHBILRDIE
BIOERIZ L A ELELT 5.

[xx  #k)
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penicillamine-induced pemphigus successfully
treated with combination therapy of mizoribine
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CQil: X7 O FABR & mycophenolate mofetil O
HAEERD

HRE : Cl

WAL A7 u A FHAL T 3o mEZ g o
B F T b S M o K JE B 12 mycophenolate
mofetil OPEHPEREEZRT I LD H 5.

R A0 Bl RIEEER (ZHRIEE 3360 & %%
RKHHE 7 ) 1235 B S i L FATFE Tl 18 BRI
methylprednisolone + azathioprine & 21 ##% 1 meth-
ylprednisolone + mycophenolate mofetil ® #2417
TH e L7k 8, azathioprine & mycophenolate
mofetil A & b IZFBROERA R & ZeEr R L,
FRE Y P —VIZENRNTWAI EDPHPELNIZERN
72V, 51 BIKHEIE KT 5 prednisolone HH] & myco-
phenolate mofetil % BfH L 72 5 % BRI 92 Tl my-
cophenolate mofetil (X A2 7 0 4 FREREZRTH,
azathioprine & 0 55 RIE L NAY. F72 17 Bl
BHEREEEE T 5 BRI Tl 12 Bl CRITER
B ATOA FOBRZAREICL, EFEANTE
T2 EDESINTWAEY, I 42 FER & A 7285
T 32 FEBIDSER F 72 135 EIRICE D, KHIOHR)
AR ENTY. —HERFOMETIE 3L B2 HW 2R



