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 BERTIIE D25, 7%, ATBEER B KA 2% T o B O A (X R |
BRSO KR CEEOEADS L 00, BT X D Ek R
(N FHATIBEDTIREILY LEBRICED L I T A2 TVETL & 9 doh8HE2 5
72 S ADAT 4%, BIEOBE S ADTI.36EEI L, BIES -2 B% S A0S bEAL
(PSR E 7213 EE) L CWoiMErT Lz, |

RIGHE L IFFNS04F |2 A 57 B & OFE e IR e RIRE & e ) £ L7zo “PH2LAEIZREE
EN7BEBUIRA00 N T o EESHE 124D 5 N4I3000 N FHIZ & 2 &, WRITIRE
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1. HETCHdRER

X3 & X 4 I FR16E DO RIGE 2 E ORI EREEH SRR LT, M3 0OHHZHE
Tk, FEWEFIGEPMOBRR IR TEEDEEN L VO TTH, R4ITRT L) IZHH &
HHZ2ADLE2ETIE, WTNORIEDEIENL ., WAL Z2EBEVIIRKELL DY) THA,

M3 H1eFEXEERGE ) ORIFIEEE (G527 &D)
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EIEDEE S ATFIEIZT3 3% (BE F 7213 &EE) LTwE Lz, HICBEZED) b
EAL (PEREF 2IEEE) L TW200d1.8%, HEED HEAL (BEE) L TWw/nids.3%E
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TSGR ) DRFIRE G (M - Al IRELAT . IR | JE A 57 @2 iF 7E B Al Bl
SRR SUIRITE 3, M D BB TR BB B S A FSEHE. P R224F BERF FE s &
2011.

2) BREET M. BRREEAZET — 512 X MR RS OIEE. RKEREIE,
IIE ki) DERIRE AR, RS @R A Rl B S a R S IR e e, Mt
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) 2 aBFIE

F—RA Y~

| 20104EARTRDFRIEZIHA A ¥ 54 ¥ DS NTzo REHRFA F T4 > OB L LTO
I O SRR AR A & MRS AT 72 2 o A & GARBIRA 7
BTy b E LS, AT A FOMEATEIC% S T TOMM GRS 52 -
COAGHR) AR LR S A 7 O 4 R BIA DA 2 48 MEEEIE AT (PSL60-20mg/
H~20mg/H) &#M (PSL20mg/ HLF) 257 5. @FHHE ORI PDAT |
- (Pemphigus Disease Area Index) ZEALZ Lo @WEHEHI, HRTIZLERRATH
COFxv s VA NEMRRL. BT T TEMA BT 7Y 3 YRR LT, ERTHAL
L RTWREC TR LA AT S NS,

(FUHIC

RIEHE I TR ML A E T AT — A OWE T T THLTAET LA VIZxd 5 HEH
HERKEE T 5HCREKEETH Do REHEOZWrEILEERER., R R, Shug
BEHEE - M2 5 ELISA, fRE7 0y Mk, SeERBEE < e I LT &7,
—HRIEBEOWEFITAT O A FHIREIERE LT 5%, BHERI TR, KEfE s o
7y (REIVIG) . REHHIFIOMH % £ LI h7: 5,

CCTIRRIELENA R4~ (HAKERASMEL20% 7 5. 1443-1460. 20104F) %
fimE AL L CRWT - IGHRICOWTHRRL T 50 72PDAIATT ¥ — M&, F—2ax—= (http//
kinaninfo/) £ 0 ¥ > u— FPUEETH 5.

B =

1. B&

RIEPE L. BERE - R ATED 55 B CREMAREMERE TH 1) . B 12K
AN O DS S N AR RA U A BRLHE (acantholysis) 12 & 5 FE KK % 726,
SRR BLA 19 |2 R AT TE |25 9 2 B Uik B ALk (R A fbilfa i) ks ¥ 2
HDHVIIERIMPICFEDOHNL Z LA ML T2HRBLEREINL, RIERIUREEMIX, K
MIFLR G \CEE A %E % L Cwbh A VRSN T. TAESL AL Y Thb,

K SRR, ERERRERE . EEMAEE RO 3R S b, ZTofiie
LC. @ RIIE QMR CTd 2 WM RAEE .. HIERIIEE OHR T 5 AIBEHEREE.
BIRK e, EHBHEERERE 2 EhMo T,



2. W aERFSIE

2. JRAELIE
Ky ORI BT % FARM e AR L, oG HOHUADS, REMIBMEE 2BV T
BELEEZ LTWb I FAY) YEIOMBEMEERT [TAEZ7 LA V] ISHEEG L. TOEE
HREZ HET 2 7-DIKENHFEEINDL 2L TH D, BFEREEOHATIEIXTAES LA
>3 (Dsg3). HERFIEHEOHCHIEIZTAES LA > 1 (Dsgl) Th b, R,
RGBT & RIS R RS 0 S LB o — BRI IR IBEER AT B 531 14 R I I C 1Pt Dsg 3 1gG Hit
R I %GR B OITHRE Ly KGR 8 B S5 PRI Tl $iDsg 3 1gGHifE B & UhiDsg 1
IgGHUADMHAZ R T %0 EIREIRKIEH TiE, $iDsg 1 IgGHEDO A Z T 5,
FTAET LA A (desmoglein compensation theory; [d] UM 2 fifd Ll o7 A€ 7
LAYTAY 74— LTBY, MBHEEREZHVE) LW F) 128D, Kk
(2 BT B AKIETE IR O S ARED TR BRI S N b o REZIZB VT Dsg 313 FEE T, FEIZ
FIENRE - BB ICH I L TR Y., Dsgl I3FREE&RBICEH RSN, LREICAT I2few
FBATRL Do —H MIETIX, Dsg3 A8 R AfEIZIMSEBL TEB Y. Dsg 1 1THIK/E % b
CERBIZEHCHEIL TS (K1,5), MFEHIZHDsg 1 IgGHURD AA3E T 5 EFLRKIE

RO E. RKEZTIL, Dsg 312 X AHEAERREDE D 2 VR BB ICAVEIE M ATHE S D 7%,

R Cld, 2B TE B L TV 5 Dsg3 12 & V) Dsg 1 OFEAEEEEEDSE SIS 04 O

S5AEEIE L o ML 2P Dsg 3 HLfk D A AR & 1 2 RS L 3 R HEIE D354
JERE Cld Dsg 1 AEE B I2H 72 ) P ED SN DB 20, PUikIZ & % Dsg 3 DA E
% Dsg 1 MUE L. B TIIAKIEERIZRED SN, BBOONTOHIRELZbDE 2D,

—H. B TIE. L VO Dsg 1 132b it/ Dsg 3 DFEAEREEL IV E LY. U5
AR SN Do AP Dsg 3 HUED &7 5 3°Pi Dsg 1 HUR b & F 10 2 Rl Rz i Al i 1k
KIEHE DO¥4 . Dsg3. Dsgl & b IHREZHE SN A 720, KilEOHR A & 3R E I b L HFH
LK OAEE L Do TAET LA v OFEEREIHEOHT & L Cld, HOIAEOHAES
LN TFRET VA Y OfRe e ZRMICEREET 5. HbHVIE, HOIUERHEGRI VY 7 A4
T UREEOXF— RN LMY 7T VRENSTFES I, TAET VLA VD WITEST
LEAEDY) YEibE A L CGRIEE L SMEAICT A E ., MK EoTFTAES L A VA8
WAT DEEHNEZ LN TV D,

PG BAAEE R L B 22 RO A (12 /S SEGRBEERR) 12w, U5
AR R B E Lo EELAENE L SR WA RO, TAET LA Y BIUT I+
SFIT A IgCHUTMAE AT 2 ACHRIENEKERETH 5o WIHERED AL 53 MM %
PRI X DA L B ANOGEE DS BN TH 5

3. BRERBLUREMR

a) FHEVERIEHE (pemphigus vulgaris)

RIGE iR b AHEATE  F I RIEIE O b SR 7 BRRAOPT FLIE . CIPEREIE I RR &
NBIEIFEAE ) BIREO VS AL EETHS (M2), MFMERE L OB R I E
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2. W aERFSIE

Ay BIEGITITREARR & 25 TSNS, TUE, IS, WeEE, ol IRB IR,

[E EOERRT LEMREN D FIFRORES T, OERIEO 2% 5T EBICb . bkl
K, DEAZEL B, KEIFHENRLT . BFRIEREAE LA RS, AR
LIZLIEHEREIET, BRELZZULAPEE LRELRBHEZTEINT 2 28055 5, HEOI5E
AL, BHER, MRS, BUERR. L. BH 2 EORENOP»LEHAT, SRR T v, —
FOEE REAE 22T 5 L REFHBEL., ULAZETE (a3 VAF—HR). K
JERZ S HEBURZEDE T, EOKE, HAEH > THRF L T2 RREMR X | 4
JED I T2 &R 8 & ILFFHIR S N A REEEEIC 3T E 5,

AR B LV NKIEAKIEEFER 2 I 5o RS b, REIEKEE
T ORGHILEICEBIERAH 0 . KEHIZEEEME (acantholytic cell) 2%FEH H LS,
ML BT S L BT 2 Mg OBEEDEE SN TW B9, EREE L OFE 3R>
THBYEAK (row of tombstones) & 722 (M4), HIGHUAEE R TREMEMIZIgGD
hEEBRDDL (K5),.

b) %IIRKJEIE (pemphigus foliaceus)

BRIRAUREBU . BRI U2 EEI8. il & 0k o 72418, iRt KIE. b ATH 5,
FBEE, MK E COMIBENL WA, FIUILEHPAZREE 20 ALEERE 22 5 2 &8
Hbo WA, BEES, EE. W, T EDWVbWw BRI T, IR SRR Z 2 7
HTLIFEEAE RV, ZaVAF—BHRIFOLNDL (X3),

TR IbI, AT H 5 FREOFE ERBIZRBIEEATED 5 b . KIEN
(2RO b N FEEAIL L, B CEBRCETLEDN S S (K4), #uhukiEEak
TEEMBIIZIgG kA ZED L (M5),

c) MEEEBEMEMR)EHE (paraneoplastic pemphigus)

b BB OEWEERREIRIE . BEETED ITENIRE Td 5o LIFERN 2 S IREEZ 221 72 i i
ORI S A BB A U, REOEE T, MEEE) 5 AZRD L 2 L 25
LT 5o REHFOBEF I ZNREEIRZ 2 v, BIEIEAEIR K 2 500, mEDIRZE O 7z O IR
ErELLILbHDH, BB, SHE, B BE, AETHERE O HET 5. Fiéﬁ"ﬁx
ZFTh Y. KB, RtEARAE, BmARE, 05 A LB MUEALBERREZZ | T B Wk
Bl xR b, FE - LIICETESHEAREEZ T RBOIUL, FE - BIICEEEI3L
AERBO R WEFEERIEE &L OEICER TH 5, BER Tk, H8IEZEIETD (K6),

BEPE 2 HES (L. 2D %) Y SEGROBIEERETH Y . — MBI E L 5 W BT AE
BT HHALE. M. IS BT 2, P EERE. & 25 \WCIZBE 12 B1T B AR
R R iR 5 2 L3 TH b PIZEMMSE X% (bronchiolitis obliterans) /i
JRZNZ & B AT DOIPIRZRREE TR T %0

FRERAT AL, ERARREIR 2 L L TE R Th 5o BIEHRETIX. SEERIEEROIT . £
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[ XfaE

X7 EhEtRERE

X8 fEBIkXEE

BRI OF R, FWFE#ROFMREZHE 250 AEMIL, KB E L CpEE % Lo
BH EEMABEE B L OEREN~D) Y SERRE A o & 510, KO 222
B ERICTTROE L) YRBEZEPAONL 2 L H b HERREIIHTH 5,

d) HEPERERE (pemphigus vegetans)

AR E W RIEE ORI T, A, 5 ADORE D O BHMEZ AL % £ U % Neumann %! & |
FIHEER 72 & D eI 2 A & WGl 2541 % 4= U % Hallopeau B> 2 #H3dh 5, H CHUEKIL,
S ERIEE & E CHiDsg 3IgGIARTH 1) . —HOJEFITIIHDsg 1 IgGPAD HET 4,



2. BUfi-ARFSIE

FHEEENIC, RKEE L CORBIER I . REOZFEW 2 FLBIREME., FERERIERIE % §F
# 3 %, Neumann B LAY HEF T CHER T D . HallopeauZBLIZ HARMNED H ) FHRE
HFexns (7).

e) FLBEMRAEHE (pemphigus erythematosus. Senear-Usher syndrome)

HEERREDORTETH 5, BRI OEETALTERR DO Z 25 2 L DNER LORTH %,
Senear-Usher JEMEHEATFL R S AL/ R Tl RIGHE L ALBEERIBE ORI ET 5. H5
WIETEREPE L 72 TH B LR S NI2DS, ZOBRARIEIIRKIGER I 2 Jr iz M
JafE IgGPufA 2 B0, KiEL L TORBEFOZ LML N E o7z,

f) ¥ IRKIEIE (herpetiform pemphigus)

HHATIEE OHI & SN DERIIZY 22— ¥ ZRISIREE SIBC, BRIEETEALRE & Bt
RICEHN S /KB 2 R & 3 5 A%, HOBHUREI A TRIGE L RICIgG 7 7 A DR
HINEIE RT3 5 B CHU AR S A REZHZIRKIEE & T 5. HMEEIIEH D
RIEIE TR S N DA & 2T/ { IFRRERMEEARIRES 4 R Th b (M8),

g) FHFHHEM KM (drug-induced pemphigus)

B S e B HIE G- OB ORI, REBEHOMREET 230559 M ¥R OMS
WRESINTVWDLY, D-R=ZVTFI 0, BTV TIVADPELTHDH. % DIERFITIE, #H
F R I ER B 2,

4. BE

KIGEZHOREERRETH L L) PUREAZIIHS 272002710 4 FHIRFEED
FHRELD ., SNCERETH LS ATIORE, FREIVEED DN HEEE RS 5. AT
O FARREE OB AL E U<, REEHR ., Hsciis, y 7a 7 v Redikk s
EWH D, MENGEPEZETH Y, HHEOBEFEIE, 7L F=v1u r0.2mg/kg/ H F 7213£10mg/
HELUT CTERINER 2 RO 2 WEMSHER SN S 2 & % HIE T, FEMIIZGHIRS S,

5. P&

SR RIEE T, —RAICEEIRFIEE I BRETE T PRIE <L FRICTEERL B
BLEFIBIETH 2 2 L% o 7272 L ALRJEAL L 7233 IRTIIEIL S DR Y Tid v,
AT FREEAILY, TOFRITFLMELZD, ZORIEHIC X 2 & 0HEAE
L bo

B ERRHAEANZEORRMZEIHE IZ BT, BRIIZEE - KRz 207,
ﬁX?D4F%UK%&W%%®W¢ﬂ§#$%K&D\lﬁULﬁuLt%a\ﬁﬁﬁk%
2B
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[ XfaE

KBREDZMMEE SRR HIEESE

. RIERDZHESE
z:'%l DFWHEAEZHV 5,

2. XKEBEDEEEHIEESE
F 1 OB L) K L2 S -E L, TEEHELEICHENA T 7 %2 5HE LEE
JERHET B0 HAEIEMEL LT, kT THEMHL CEE (FEEHEIHED (R2) (12
mz <. EFEFEEE L THW S TWwW5 PDAI (Pemphigus Disease Activity Index) (ZHEL
HEH R (£3) 20T 5%
* PDAI &, 5. MilEZoOfFEZEEL L THEB SN, 2HHICBY 2WEB0L% X
DB IS 5, EIBRWEFITCTd %o BRRFHAE NSO HEEEH E IR HE IS s T
W

KiBEDaFdEE

. ARICHITDIMER

BHIZ M 2 0% IR OB R 2T 50 AREDOGHRIIBEFREMEIZE ) 2 S
NBERETH Do RIFIZBCTRMIICZOFHRE TS 2 DIIREZR &% . MG
BT I THDEATOA NEEPICHEZROL Z LD Y O OMEY) 2 G A O
TEETH L, HEFIIBW T, HRICEVAE, U5 ADOMEANRDO SN 2130
Tz A7aA Nk, YEOA704 F (7L =y r0.2mg/kg/ HUT) 12Xk 56
DR THEMPHIFEIND ZEPLETH 5,

2. JAEgE
FIGFAG DA & IBBER 0, I8t 272 Th R 7T VT ) XA 9. G
—BRAZH),

a) WBHFEAN (RELHIET L2 EATREE 2D, A7 04 FIiEEITZ 5 F TOHE
M %3RS WEPAN THo72mEG. HiE»OBBLE2~4HTHS,)
H
WO BT, ;@EEPH’WOJr IREHEICED . B EHETE L LR HELT S,
BARINZ A LD ZIZEO SN 2 ) . BRAFREORZIRAL - ERALEI 2780 %6
2704 N, HEEiEoT, PEOATFTO4 F (FL F=va0.2mg/kg/ HELT)
2 & BEEDOAR TEMHPHEFES N L 2T, IIEROMRICLIVELGEINL Z L2 E
BHICEE, BREOERE T 5,
FREETA
B AN BT 20T FCERRTEIROFHIGIC & VAT 9 o EREEEH R (PDAD) 1,



2. BUfi-ARFSIE

FeiE. HilEIE O#P ., FEZEMEL L0 TH Y HFEAMIC B 2 BEEEE O
BTN S, WHHEEDRY L, [cCHUTMA T EAT L) v /8BkEZHHI L Tb ., 1gG
(R 3ED M AL 2 720, WP T % F TIHMA D205, TOOEHREA
HlZB VT, BRRREIR DS % AR HLAL TIT V. 2 ~ 4 888> THOEILDFRD 5
NEVEEIEZ, ROGEEEEETRETH L, BREFAEOAT O FeEICHRS
LI LIFHITLIRETH D,
BRI O RINILHE

WIGERIE 7L F=ya 03— #IRTH 5, TEiE, PEEICBVWTE, 7L F=vn
>1.0mg/kg/ H HMEERFE G 8 TH b0 BIEIZBVTIE, 0.5mg/kg/ H THIEATFTED S
LT ENHDH, ATHA FHEANZLY 2 BT ERME A CHEESREIA T3 L L7z
B, eI, IEIEIFL, Ky a7y VR (REIVIGHEE) . IMSEsciimd:,
ATUA R7OVAESE, SExEBEEBT 5. /2. BEMICB WL, W XD Giis %
PRS2 b dH 5 REIHIFNIL, h B OIEE R S5 £ TEREZ22 5720
(1~27AKE). A704 FRERKOHREEFHT 208, A 704 FORIMENR
 EIHIRFT %o

AT a4 FARRBAGGHNHERE ., S, HILE RS BGE R EOEHEDME %+
AT LB DB (F5). REIMHIFNIC BV TIE, P, BhREE, 5 raanH e,
EAYEIZEE T %,

SUREEE LT KE. O AOREIE I PUEMEEAERE. A 704 FIE % B
T5. NENOUS AL EBICGOBEAA 704 FEGHE., WES 2T %,

b) B REHIE S, AT 04 NEEZITWRD S BE 2 MRS 5 FH)
HE

TV F=vnr0.2mg/kg/ HE 7213 PSL10mg/ HULF 2 HIFL CA 704 FEHET 5,
REIHF ZHEH L T8, A70A FEEZEICTY, HEEE THRET S22 &
MTE2MRIC, 3~6 B2 BE L2RIC, RERIHH 2 Pikd 5.

e

BRIRIIICKIE, OV A% FRO % 7o 7212121E, IEYUAAM (7A€ 27 L A » ELISA
indexfl) 2RBHEIZHEHTH LD, ~ANOEEDOFHBE R L LT, ERMIIHE L
ELISA indexfEI3* VAT L THER$ 20 —EDREFI TIIERRAYICHFIREZ /R $ & ELISA
indexEDEMEEL LSV DD D, MLEIELEA T 2HOEHETL, ReLEET
(X ELISA indexfE3 57 5720, HEMOIEIZELISA index iz Fv» 2 X & T2\,
RIS 5 BBV T, [H—EFO/F#AP, ELISA index YA L TWILIZA T 1
A FREDOHZIZ% % ELISA index D ER- 280 72813, ERECHEAZBIE T 5,
ELISA index fEOEHD A TIE, BB 72 2GR Z MR 5 Z LiE LR, KE, U5
ADFHZBDIGE R, R HET LLEDND 5,

27

N7 NI U O BERS

mEH —



[ XfaE

AT0A NEEOH%Z

2704 W& (PSL 1 mg~0.4mg/kg/ H % 7213 PSL60~20mg/ H) Tik. 1~ 2
HT—[E210~5mg/ HOW= % B & 5. WamEl (PSLO.4mg/kg/ H F 7213 PSL20mg
/HUT) TE1~27ACT—BI23~1mg/ HOMEEZ HRET S, 7L F=v 1 0.2
mg/kg/ HLLT £ 7213 PSL10mg/ AL T IC L A2 O e DO HIEE T4, A7 04 FERf
FEIHF 2P L T 2546, —#IICAT 04 FOjE % LI 7, HE HEPSLO. 2
mg/kg/ H 721X PSL10mg/ HULTFIZEL 725, FEAR LN W & 2R L. SR
Hla#ims s 2 EET 5,
FEPRIFE

B zay o= ENTWHREET, 1) HIZ3ME T2 LB ERE % 7
O, pOo—HEPDMNIZEKRHERL Z2WEE, $72132) BIFFREZICIKREZRRO 156, &
EFT Do [FR] & [F5] ERZEFHL LT

1 ~3MHDORE L7z, 6 AZEDEEE. SVHEEIC L 2 /AL T LT &
LWENDH L. Kb, UL ADHAEDHRL AL AT 4 FEGED25~50% HEE
72131.5~2. 0658, »5VIIGEEANICHE L TR BT 2. A 704 FHEAITHR
SNTWZHERITIE, Z OB TRIEIGIF, K&y 7a7) vk QVIGHEDE) DObf
MAxEET 5, TTICHHLCV2EM, JIOPRELEEZET %,

3. ABEDEH (CQlEp126—132(C1EH)
OAF7a4 FWIR (7L F=v1a1.0mg/ke/ H) CQ1l
2% L COIRBICIL L W a I, T OGEED» S —2 £ 7213MA G b T#
Rz (HL., 2010 FHAEME S, KEIVIGEREDO ADPRBEHATH 5),
@AF7u A FWIR (FL F=vua 1. 0mg/kg/ H)

+IEIIHIA (74 7 v 2.0mg/ke/ H) CQ2
@AFu4 FHR (7L F=va 1 .0mg/ke/ H)

+ e EIIEE (2 a0 AR »3.0~5.0mg/kg/ H) CQ3
@AFuA FWIR (7L F=vo1.0mg/kg/ H)

+y U7 YRR CQ4

400mg/kg/ H % 5 HE G 53 % o LAY 0] 2 kb 2 WHE—DORIETH 5,
®AFOA FWIR (FL K=o 1. 0mg/kg/ H)
+ ISR CQ5
IMAE AR B TH 5 sk Tld, BIISEAZZEETRETHY) ., 2704 FO
W7 HRNAT) SEDTRETH Bo TAEEFICBVTH AR D 5 IEHETH b,
®AFTaA FNXNVAEE (AF V7L F=var1.0e/H. 3 HIE) cQ6
SV AFEEFO 3 HEIZN=—2D 7L F=va YHIRIZFT D W)
DA 7T A FHRk



2. BUfi-ARFSIE

(7L F=vu>1.0mg/kg/ H)
+REIIEIH (27 u 7+ 277 3 F1.0mg/keg/ H) CQ7
@®AT A FHAR
(7L F=vu>0.5~1.0mg/kg/ H)
+3 U7 A7 73N VAL CcQs8
HEHY 787 5 27 7 3 F500mg~750mg/m* X 1£500~1,000mg (GEH#750mg) % #liiik
BHIS00mU M Ly 2 R 2T CRudFiE  (FHER1,000ml bl EofiE z247)) 2 HI21
mx 67 H1T9 o
DSBS U T3HHICLE, 31 ~2ETRTT 5,
@A T A FHARk
(7L F=vua»0.5~1.0mg/kg/ H)
+ IMAE A3
+3 7007+ A77 3 F (2.0mg~2.5mg/kg/ H F 721£100~125mg/ H WAk, FEEIZFEITC
2~3LOWHEETAH. WIREBERLZVWEHAIE, Y2707+ 277 3 FoOVAEE (®

ZH) %179) CQ9
A7 FWAR (7L K=V 1.0mg/kg/ H)

+ GaE Al (V) ¥ 1.0~3.0mg/ke/ H) CQ10
A7 FHNIR (FL F=va 1.0 mg/ke/ H)

+ SR PRI

(3372 /L= F7x5 4 V40mg/kg/ H) CQ11
@A 71 FHNR

(7L F=vu »0.4mg~1.0mg/kg/ H)
+RIEPIHIE (X b L FHF— b 1 2.5~7.5mg/H, RAFE12mg/Hr “HMIZH) K

59%) CQ12
®AFEA FAIR (FL F=va>0.4mg/ke/ H)
+ %7 >~ (DDS 50~1,000mg/ H) CQ13

@27a4 FAR (7L F=va1.0mg/kg/ H)
+H0CD20 Hitfk () FH ) FEi:
(375mg/m* 1 Al /38 (144 7)) % 4[EKEDES) CQl4

Xk

RAVHEAT, ANNBEA- R AR, MHE=E, RIS, IBEE, FilimsE, &8
I, ALEERE. REESENA NI A4 . BARERMF MRS 20105120 © 1443-1460.
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[ XfaE

x1 XKEEOEZMELE
(1) BRRmZMEE
Oz ’%’%TZ) R 3 W itbAR K
@IKIBIHFET HHEATVE, HEHETEO S AL B A\ I IE i i M=
@DH?*EH%% & G BRI D IR, H B VIZT S A
(® Nikolsky I 5 W%
(2) RN WTIE H
FR A AR E (Rl % acantholysis) 12 X A EREZNKIEZ O 5,
(3) SRIEFMIZWIEE
OIRZEFR W LAV L IEH 72 B Rg - Rl oMIfalE (B) #i21gG (& JI2Hitk) ok

#E EREEPAREIC L VD 5,

@MiEFH AR (M) IeCHCHUE FLTAET LA ¥ IgGHOHAE) &M%

IR LD 5 VIZELISAEIC L D FEET %o

CHIE K UTRB ]
@

(IIEH®D ) b4 7% &b 1HH L2
HHzZ 7z 5HER 2 K & § %,

CEHHZW72 L, »26HED) b %Rt b1

@ WEHEOHY B 2EALDLEEZGZL, QIHEAOQ, @% i/ $HER % KK &3 5,
K2 XEEEEEVTEE] (BBEBICKIETHIMEDATI7ZRETLT. HIERICRVWETET D)
WmE| FAHAN il
Pz I 2L . . 2 (*c)
. e Nikolsky B4 | KEOHEL/ A ;
DR (*a) Wi | ELISAE
237 IR L7y 2
2370 %L L L BENGw [ EEEN &L
2a7 1 5 %At —EBIZH TR | L & EE (*h) | 4085 K 50A i 5 %Al
2372 | 5~15%8kE | Btk 1~4f8  |40~3208% |50~150 | 5~30%
2373 |15%bE | B SMEELE | 640RLE | 150BLE  |30%BLE | ARtRaT
M Aa7 | ( ) ( ) ( ) ( ) ( ) ( )
SHHDEH AT &)
B R 5 AT
FREEE © 6~ 9T
B OE 1040k
a | AHEEREICTT AR (%)

30

bt EHTE RV, —BHEO) BERHAEAEO R SIS b0,
C RIS TN TH B3 FEERIEE TIE, BREESEICBW AT 2/L7 5,
HHVIE, WEPLBEBELZRD L DOIIATTII,rbh ST HELHITT 5.




2. BUfi-ARFSIE

=3 PDAI (Pemphigus Disease Area Index)

1. &
ol {a iy ¥
H 0-1-2-3-5-10
5 0-1-2-3-5-10
(R -Hxkd) 0-1-2-3-5-10
FHE 0-1-2-3-5-10
i 0-1-2-3-5-10
fEE &R 0-1-2-3-5-10
- EH 0-1:-2-3-5-10
isii3 0-1-2-3:-5-10
F 0-1-2-3-5-10
T 0-1-2-3-5-10
0-1-2-3-5-10
(&5 0-1-2-3-5-10
AR
2. B
i (na M %
Eiz);a 0-1-2-3-4-10
BI&
3. MR
il fir J=y ¥
i 0-1-2-5-10
B 0-1-2-5-10
basp i) 0-1-2-5-10
[TamES 0-1-2-5-10
kI35 0-1-2-5-10
LA 0-1-2-5-10
TR 0-1-2-5-10
i 0-1-2-5-10
e 0-1-2-5-10
s 0-1-2-5-10
T EE 0-1:-2-5-10
AL 0-1-2-5-10
C|#
BEt2a7
A+B+C |F =3
HAESE TRAE - RERE - EAE

FE (B @ NS A/ KIE F 7213387 L W ALEE
OF=7%L
1m=1~3ME»r>RE2mU EORZIE 1TELT
2r=2~3ME»OoRE2mI EOREH 2 ML
3H =4 EAORE6 bl EOREIE R
5ri=4MULEF 72 RE6 bl LB H1ELL L
105 = 4 8P B F 7213 RfE16em Pl LD Bz 3225 1 1

Ll & 7213 5 A R IR0 B
T ERAL L7280 R RIEGROGRILEF I E T 2V

FE (BHE) © OB A/ K E 72138 L WAL
OR=7%1L
15=1/4 #8855 DR
2 m=1/2 8B
3 H.=3/4 I EE AR
4 =Bk 5
108 =27 L RE6mDEEH 1ML

HAEG CREE) © VS A/ K98

OF=7%L

1R=114

2r=2~31

Sri=4MP b Fk EBE2amll Loz
A2 Pl

1045 = HIHOEEIZFRD 5

ARHE AR ATT
1® o o= 9M
2. W 10~248
3. % = 25
* BRI\ SR PR T
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[ XfaE

x4 XEBELE—B TV
wooE 5 = R CQ
1) %1 #R
ZFaA FeEgksS %581 .0mg/kg/ H GEH60mg/ H) A | CQl
GBIV F=vnay)
2) 5 25ER
2 0 N w IR % - e
THFFT) v 2~4mg/kg/ H  (GEF100~150mg / H) B | CQ2
T aARY) 3~5mg/kg/ H Cl | CQ3
Sru7FAT7 IR 1~3mg/kg/ H GEH50~100mg / H) Cl | CcQ7
IVYEY 1~3mg/keg/ H —HI~3[ C2 | CQ10
3272/ b=+ E7274 V| 35~45mg/ H  (@% 2~3g/H) Cl |CQll
AV ML FH—F 2.5~7.5mg/
Cl |CcQi2
(ki 12mg/ BE HEIZ b V5T 5)
FT 50~100mg/ H Cl |CQ13
CRAFNVTLRZE Y - 2OVA | B00mg~ 1 g/ HE 2~ WM CAE, 3 HEERES | C1 | CQ6
- KEIVIGH? 400mg/kg/ H 5 H ek 5- B | CQ4
YR58 - 2mg/ke/ LT 2RO
- IMAERE WBE 2~ 30 /8 EREEE/ E O B | CQb
- HLCD20HTAT 375mg/mi LHI/58 (144 7V) % 4| 0ET | Cl |CQl4

TET Y AZHED CHERERE © (A) HHERST 2 (B) #3532 (Cl) fToTHhRW

(C2) TV ANL LWz EIO R (D) fibhwnwi Ifdshs

1) MEERCHE, KR IVIG DAL iE #3220 104EBIFE KRaHE 1 uh LARRGE A S vz,

W2) N COEEDSTZMENTNG OO, ENTIZFRKT, fEH#EAICdH 5 HEH
H3) KEIVIG: Hr~rua7) v KedTgEE:




X9

2. i AETFIIE

BE7IVTU XL

REAEOBH

CABBIANICLELRENER

« EEEHIE

SRS AR (ampmgo-am) IL

2FOARRIR(FLE= Y010 me/ke/B) |

+ BRIREEIRICK
MR HIE

T B4 RRMRICHAEE

S
VI |
MR HRE

RTAAR/SL AR

+ BRRRAEIRICK
DHRHIE

\ 4 \ 4

R

AT OAREE (Fi#i PSL60~20mg) Tld 1~2:B T1[E1~5mg/H .
%HA (PSL20mgAF) Tl& 1724 AT1E 3~1mg/ B DBEEEHRET S

* ELISAAY T Yo REIZL DB HIE

ARERE

| mam. 550 ER704RAR(TLE=Y 0202 mg/ke/BLT) . RU/RIEBNROMEIEACTEAE LS
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[ XfaE

x5 XEELGEICHIIDRE - aRFIvIEE—EB

[ RERRET

ISR SN S TEA

KIGIEDOZ W 2 ezl 2 (FRPREIR. IR RL T B, d0othieiE ey (DIF) - M
Byl (IIF). ELISA #:*12 X & i #ifk o)

PDAI™ I & 2 BT 21T O

BRI RN (A ) . - BERRE. EMAE. IREL L

BEI - CRIFF 4 & Prih oA, #ERRREE (FEfIbE(lE,. HbAlc). #J, CRP
Mo XA, AR, IfERE

BEPRI - ST - B - R OO BEAAE - A BHE ORERE & IRRE O T
FHEE O - P EAH~ — 7 —NTXOHIE. FREmGEEE1 ~ 20 (B
WA ) A7 OFREDIERERRE)

e SN AHIEH

AR SRR AT - MNBH, MESH, EEMPREOFEZER T L LRI, BEEOH
M AL CIIRT 2 (RERBICHIZAED 2R WA IXWTENICITT %)
YN T ) RIS E I QFT™ L R EBREOF ML TR L, SIS F
IR BB AND B BEDFER S NI A ISR O TS 2 E BT 5
BHEERFEORE (WHE, ZRE. R, E5 &)

AW, CT % S X AEMEDH M (Wi, B2 &)

ARRZE (BRI, FNBEZR L) AEEOF = v 7

REZO 7Y L)V (EH 1gG, IgA | IgM)

CD4/CD8® &

0] (0 A N R

oodono o

0 BERRE

MR X NS IEE

ERAIRAEIL (1 % &) BERGRIE (ZZIERFMAE. HbAlc) . AT - BHRE.
B|IRE. FRE L~V #8F CRP, g a7 » (IgG)
PDAT* |2 X 2 55 EFA

ELISA 12 & B8 i bt = 52 3 % QEERIARIETEER S 1H /1 ~
2 MO, LEMTiE 1R/ H)

EFE A S MR (PSLO.4mg/kg/ H F 7213 PSL20mg/ H¥%5-F T) F T
W (W2IE1E/1~2%H) 128 -Dglucan,CMV 7 > F 47 4 I 7 ** %ll5%E L.
Bl =Y A7 4 Afi%s, FMOBEEERE (7 ARVENVARE) 12
+EET 5

HREE A 2 S HEFRTE (PSLO.4mg/ke/ A $ 7213 PSL20mg/ A#%5-£ T) $ T, &K
YSET B B OIS (Bl idnNs ¥ E)

25704 FEWERICIEE T2 (A704 FREMEEE - fkiEEz &)

RSN LHIEA

JEFIEERE X 0 . BRI XA %2479

CER S > 2 & FETBE O B I CPUER SE O &k % 1T 9

DB UE SRR (R)E. R, ) 2RMT S

CMV*™™ MAFERIZL D, Puy A W AFFKR GO W THETT 5

MR 24T 2 BB ITREHE IS TSR, g S HE0RES 5 1, LHEN
DEBEROLHICT D

O oo o

Oooobosd O

* ELISA#: : EIISA index fEiA%1200A LD 35413 ELISA OB OB FE RIS SIS 5 720, EEOZLB RS L
BVEAEND L. TOBIIEEEAR GEFEIX10065HR) 2 7%5%E L CEO index B4 51§ 2 LEDH 5.

* Pemphigus Disease Area Index ( PDAI)

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

**CMV (cytomegalovirus; ¥4 M 2 A0 4 )V A) @ HIMERBENOMIPURZ €/ 7 0 —F Wik T3 5
CMV 7 F 743 7#HdHLHWIEPCREZ W THRAET %



- aEFsIE o

=2
4
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[ XfaE

BHAOHAM R ERERICE T DABMFIRICKISD201 1 E&EHFHR

*fEE QA

——————————————————————————————————————————————— B JR oo
Q1 KEEEVDDIFEATIRITIN? Q5 BEbFRIN?

Q2 EDOKDFAERDDOFEITH? Q6 ECAIFBEMNRDDEIN?

Q3 RERHRIFFATIH? Q7 REHAERDNTELEVDTIN

Q4 >DbFERIM? Q8 HBE&FLEDIEIFHDFEFIN?

N

Q1 KEEEWVWSDRBEAFRTTIN?
Al XSl 2BOREP. OORICKBPUSADTEDRRCY.

SRR (T REY—L)
' ! N
AL Lt
> G "i TARS LA (Dsg)d
2HDEBIEICOSAKER REMRBEEDNEEIN. K TAEYV—LEBRRATRAEI L
WHE U2 BCRBIEKBIE. BERDEUD. 4> 3ICHT DECHHNRRE,

KBOERDGP KEAERICK DO TESICHID VRN DEE T, XEREDERE
SADBEID, EBMXBERECEERRERECT . RAODRICORRDKSIEUTSAD
TEC.ORRDBEZ L TCHBESED DD BERICHEVDS S TEC EH 5L
CRAEAIBATL B, Flow BAKIKNAMEDHBEIBICTEDCEDHENKLDS T,

Zoft -
R

10.8%
RLBEPE RN /

4.0% (ESICSEY RN
25.7% 53519%)

8EINEHMREE S ZER
KEECTH Do




3. BESANDEH [BEEXEAEQSA]

Q2 EDKIFERHGHDEIH?

A2 @ OFRUBA EBEDICKVWOBSATIRUFSCENHDEFT, BolELRYH
LHDTETOHNDIENEZWNKRDTT, ODHFLSIC, BEWAIFY. BEICUS
ADCTEDTLEBEHDHFT,

@ £25DKE FKRIADBOHDE DDV eKEIE, BERRBEDAICLIIESN
FI. BFPE. WICTETHDNRECTT . KEEHNPITVKSIKNEFFEMLRX
BEDANCKLHONET., DBNDHERERDTEI L. CITNPITNETDIC
THDHEEITY .

Q3 REAEFATIH?

A3 DU BDORBZEDREMIEE RFRMIRZEDRITDI VT (FREITLAY) IC
WNIDHE T AEIT VA V) HBTEDEICKOTHBEDRTCI,

TAEIVA Y 1 ilEDFH ZEERXEE
TAEIUVA Y 3HEDG ODHICKEDD DEHEERERE
TAEIUVAV 1 £E3F 2B(ICKED TELSEMXERE

RRDZVIE, KBEOEEPIEFONME GFDE) Z8E(CLUTREDFTT,

Q4 S5DObFIh”?

A4 COETIE. DDODFBANSIDEULIENTLIEE WV, #(C, USAICHENIET D
EEPEDICKLKIEDIEDNDDEIDT. IADSRESAICEZ D DEENLDIC,
TBRICTDMENSDHDET,

Q5 &BbFIH?

A5 BUIFEERZRITHCEICRKD T, KBEIBERLET. ULH L. RPIDDBIFETEN
MRS SN TCVBIEITTIDT, BEZEHFIETHEB/RELCLEVET. TOISTIC
HBADLDIC. BRIIEEDHD 7 ED. RFEDHDFDHEREZRITHE 1 FTERLT
WET, BRUCEREZDDIENS, BEEZDULIDES L TVEXT, X704
FOENCKAEITIE D CTHFFLLKBEOIE UFVIREZSH S ULE T,

1 | | | 18% Bo%
EIE 76:2% 18.9%
| m
53% ZL L
SEIE 49 99
i Lk L B, EE. SEEE
1 . S ADFREDRAE S
BICESBEBN?
W 6.7‘%T 200% S BlcESB2D

0% 20% 40% 60% 80% 100%
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[ XfaE

BIEDHD73.3%0 . FFEEDTDA7 . A%NMEEICHIIL. 1 FTERRULTVET,
HZ O THRIDBFEUEVEHICESD(ICE. RKDDDEITN S, BRULTHSD
ke U Ol aRzD C1E D CENETHARYITT,

QA6 BEEESLEFIN?

AB KEICTeKTADKBORTECVDEE(F. ABRUTCATOA REIZANIRT &N
Z[LEDFET, BT WVEEF. REIHEICVSTEEDPAVLOSNET, BoEE
TEDZEICIE, —ERBEBMRIREE (RPN SMRZRET 275 PAEY J0
JUVEE. X704 R)UVAEEEEDRBEZHA LU TES LTVERT,

BEDIIL T £2BOKEDZVTVKRED R & A TCUEDERIICHAF
IH TEDELEZHE AT DCHITEFZH#ME L TVWET T, RDBUVEHESE UL
Ho. DUFOBEZHS U TVEXT,

Q7 EREHAABRULGWERBDFEAD?

A7 KBEOEEEFHRIICE OIS EDKEDOHFEPRERR. ENKSVOEBICEL
Holch. IRETREDF T, EAMICIFFAEDSLECKD. BE. PHFE. JEDL)
FNDNCERENT T, HFENEEDFEF. BEZRVIDERM T (CH HELERR
DEVZHEZDMEDDDXIDT. ARBENNECT., ARBEICDODVWTCERIET
BH15A. RLUATI»BUEMD DD cBEHDFET, RYICHEEEFIKT LU CTrBEZ(E
UHTH. BEICKDBTHERNICEECHDENDDEHEEDELHDFT,

KBS Nco. AbvaRERBDBRDNNEIFRR CHod C CZxBEICDIER
LTHBW. MEBELEEZR(TDCENTEDLDICERILETT,

Q8 HELEFELDFREFHDHIEIH?
A8 KEDHSRICHFKTVDEHIE. BNDRHMOKEZRIESEETIDT, PHSHL
I CHEREREBE U P ITVKIRZEHRIT DL DICLET,
KEOBERLTHSIE, AT0OA REIZEHRDE UTSaBRZERICHDIZDifRT S 2 &I
EOFRT, BIFSNFVEWEREUT, BIIE. X704 MAMERK. BHERE. BED
SVENEARIFRATOA MEAAE. BNRRYE (BUINE. WIRSEREE. REELE) B
HOHFRT, BANTED. FFRARDDDIHEIFEDICRZTDLIICLEL LD,

BEDHEGIERPEZ S DI CEVEENRDNTLE SZD. BATER. EWVDSE
WAEEP T LIEDE T, BECE. NWSHREZDEL L. MUPRZEICFIDZED
(FREEGLACRDBITPHEZBTENS. B U TEDEDDIEN TEDRIFZE



3. BESTANDEHA [EBMXAEEQSA]

AFU& Do

RS UTIMEP, MiEEDTHRZ & DBEIICRREEZ U TCHEIU &L Do
RERHFNDE, RICKEHBHIDCEDDDODITID T, BORAFTNHIENELD
[CIXRZLEUL& Do
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