RAFBRFEMREMEE (Bt RBBURMEERE)
WG R E &

D BEAPE R AR U BE - 2 FRATRT 78

MEREE KLUESE LETBRERFEREFRAMAER L ERZLST %
(WFZEdAfE]: SF6HE4 A 1 B 65643 A 31 H G FFEO 14FH)

MEEE
AR, D EHAMERRR B AR L LT, 2EHAR SIC LR FRRIAER L, =
BT RN TA BT A o OMERL » SERT 2 #EtET 5 & & BT, ERIERREE & HEIE
Bzl L TEROEDON LMY | ER~OHERROETCELIEEST S5 Z L2 AL LT 5,

AARLZERZS 2 X0 E LEEFES M L CEOEWBRRIA R 74 2B« T
THEEHIZ, T u— U RERBEICED L, Hbo® T, T4 K74 v OiEE{bD = DR

EOWE, WO EMEMEOR Er S B E LIBIRIFE 2 174 5, SRBOEZLEN 2 KA
FINCHRHT L, 2FEOEF LA N OREELED S & &b, BESOVR— R lZ2ml T,
MR R IR AL SR ICERT A2 Z L L EETH 5,

WHERE & 72 5 20234F 1%, REFEZIC L 2EFENOFREN o8, 2EOBEFL YA RN
DYLEFE, BhEFRASHRE S DY R — FMEATE U7k R 2 IR E IR L L 4L o b EiF %
TN, DA VE R B R B R ICEH T 5 2 LN T & 72, BARMICIE, SIEERA T L Imirseais
WZBWT, BIETA R 74 ORERCUGTIZHT -, 2EESFHAE,. QOLFAEZ: EIINEHICHEA
TEBY., MRFHEE IS TEN, EBIC, A=A VY XU OFMETHR SN RE L
TEIRHIC, BB LA MY BEGEHET D & L Hic, BESEROBERE LT 2 & TEHR
DIEA~ERCE 72, RS, SRR ORI Z PR EICIN > THE LED T <,

A. BB
AHFTEHEL, Fi b BEEVER G R B & k5
& LT, 2EEZ QL HA CTREEAR L
PEMBL., T U AIHE SNV A KT
A OERK - ETEHEET D L &b, 1h
PR & A SR TEE) 28 U CEROE D
mEE2XY, EBE~OWZEREDOETEY B
M LTWa,
WEETH S 2023 FEE O BIEX, BA
R &R s % il B ey i < i L
THEDOEWTA RT7A ek« &iTT 5
LBz, ZTu— LR ERREEICED D
L ThHotln, T, A T A i
{ED T DIRFILEDORRET, ZWr O EfErED
f_E& B & LT BRRAFIE O REI T 21T -
776

1. PR BOZE A

CR¥EE]
KIEIEEE ORM A HWT, A€V —B
#fE (memory B cells; MBC) D HifE[]
(CD19+IgD-CD27+) "HT AET LA
> (Dsg) FEEM7 A CSUGTEBRAL 2 B

—fifE L LRI 2 BRSNS L, O
FMERFTZEEEME L,
DERAEE (BREERBEKEEZST) |
BRKIEDOF 7270 ) A7 K& LT, %%
Fx v iRA v FHEHEZEK (immune
checkpoint inhibitor : ICI) 23 H 41T
W5, ICHIE, HRx 2t iifia o8 = 24
fil9-2PD-1X°PD-L1, CTLA-4%[HET %
Z & T BAMIEIZX T S g A TS ML .
Fot SH DK TH D, BUEAR T, U
PD-1fifk L L C=HR~7, RAa7nrl
A=7, IV ~7, HIPD-L1filkE L
TT X~ TTV Y R~YT | T2/
=7, HiCTLA-44ifk & L TA B b=
7. RLAY AT B SA TS, K
X RBRIBEND 7, %< DIEBICHI
ER & Lo BEmIEA  (immune-
related Adverse Events : irAE) 34U
%o IrAEIZZ L DIg#ENZ —7 > &5
D, I B ALEER [ BEZR & Ok & e etk
TR LGS, I, ICTHERGZIZAELT
FREE (ICIBREE RIEIE) D&
MU THY | FBIESMEIFICIE 5-EH DK



0.4~1% & DOHELH Y | £ OFRESTIE
U R 7R+, @Y7k iE2 B 6T
HZENBBROBEE o TS, DT
O, EARTORREERET < 2FEREZ
179 PRET, WMFEEIXEN12/i5% 2 xf
STl 2 BRts LT,

[ P R ]

O RE T2 (generalized pustula
r psoriasis : GPP) 1%, 25 O KB I %
PEORIEENHIEBLL, 25O L WRIE%L
ET57-OITAERICHED D REIZHRS Z &
b DO REENC, EOREHRO1L
DTH D, AFEBOBIEIZEGT 580
HEACOWTTIEFER 2 IZH BT > T
BV, BUEE CICEHOEEREEELE
WEINTWD, WEMEMOMIET, AR
ANDGPPEE 144 O MPOEAE TR R Y
7 > Fp.REOOLA R E4ESTL CRIE L, i
L7, BFSHEEIL, HARANDGPPOFIEIZ
B DMPOBLT N Ty NOEGEZS D
LN TAZ E2HRET 5,

@Fk 4 X LIRT O FHAE TARFRIZE WV TGPPD
BRI AN D22 LB LTE, Th
IXRIEDOHRESCHA RT7A L DOERKIZED
LOLEZLNTWD, KEOHTA KT7A4
ATBITHEIEE (Japanese dermatologi
cal association : JDAR 7)) |X38E F 4
HIREEZEZE LD TH LN, WBHTD
HE FE R LR S FEIR D A TIT, KE L
B b, MNDOTA KT A 32, izl
NOBEEVLEL LW OHETIIH S
DI B D IRREZ RN L TV ez
D BF OEIEE A2 EMEIZER LTV ATRE
WNRdH D, AFFED BT H A & HES T
HEN TV 5 GPPO EIEEFRIE 4 Ll L |
EORENBEOEEEZRbLETIERN
RHZETH D,

[ B2k AEAE]
OREZMBIESNET T >~ R 7+ — AT
H»HARUDY JAPAN & O fEioIt, 20204F
B2 L0 REKEIE RS OQOLDRE T
EAENENIC X 5 QOL~D WA A HIR 5
72 O IR BRI QOLAEAfYE (WHO-QOL
26) B L OREE B EAQOLFHML (DL
QD Z=FIM L CTQOLF#E (BLF, HFfTQOL
) ZEDTND,

L LIHESME L IdEn 5 ERZEDY
MEENYEEORR ERBERH D &V
EANZ AL, TN EMETIIRK

AIEIE F5 A7 D S 2 2 IR 8 %+ 43 1 Hd2
LENTWRWATEEENRE 2 bz, £0
7o, REAKEIERROZEHIZED X9
R EMNEN DO ERIEHREF L, BED
H 7 2 IR SOk S 72 38 B2 /KO E e 22 1Y
72 QOLE BRI 2 Miat3 2 BN B D,
T ZCH A X, REOKRERFRA72QOLE
MIEERA % 2 RE 2. RUDY JAPAN & 8
LBl 72mffgezi b Bif 7z, ARWF3E i,
F< 2 AIEIE B DRk 4 To N2 157 1240
THIEAERHE LT, BRIt ER
DRFIEETOME T 1 AR THRE
R KM S5 7 DICRERSE L,
RHEERBENI VN ER = =2y
EE, WA L0 R ER LT ERE S
MIBFSE 2 320 LT\ 5,

Q— I HEAMA [ FRIE TR & & BITIEIR
DR LT DREFMNZ VN, ZoFicix
LFE EIER (Dowling-Meara®) & LiZh %
EIERIR R DMFIET D, M IEBETH LR
FOKHIFED R TH & DIy 7 2 A4 7T
bV AFIZBT DR EITLITHNC T E
T, WIS ERBERRIEFERE Th DS 720D
AIRI D B SRRSO A B & BRARE R O
B2 EIFABTH 5,

AR HMFTRNZ AN TR IKIEIE D2 A
RI A OERICET D720, FileNHHE
IR C b 5 LA EER! (Dowling-
Meara) B ek iE (EBS) (2B
L CHMKRFER T ¥ — K& CHEME
L7=BBlIZ > itz Mz 7,
[FeR A fgiRg]

AL TlE, ARFRITIS VT D A R file R
HOBEIERE, RENPQOLIZE 2 52, 1k
FORIRD IR L ZDOMRE LN TH T
EHRHE LT, EYRELER L, &
DI, ERGEHmEEIL & A STEORTIREh 28 L
TEROEDN LXKy BER, B&F. &
ffi~, AFERR A ICT A2 LA HEEE L
77

(BB ML R 38 2

RO 2FEFIEME L (pseudoxanthoma
elasticum : PXE) OHTELEFTHD
ABCCE BAR TR DFEF 2 HIT, 2k
e HREEHEREAERC L, BRI A R
FTAVEERTDZ LIk - T, IO
RIFZEIZ DN E O B2 IR O K % H
MELTWb, £7=, PXEIZOWTOK
HETVDOD, JRAEA =X LZ LT



L. EEEOBUER 70T 1% THIKF 2 5F
LT, FBRAEECIRRIE DR % B s
R
[HR Bz & B R ]

R B ERE I, WY aREtE (1) &
BHERERETHY . AARANTIIETAIZT A
EWnbiTW5, Z07h, BRICHEL
TeERRBARE 1T 72 < O HRELR 1 RO 2R
A BT A ANTRERBLG DR R 24 O
ZLnHIfFE . TR 0Bk LA
A EHEEST 5, —FHT, 7 XA 71Tk
DT ENER DT, Bia P2k X HiR
RIEARIEY 7 % A4 T2 Rk L, T
% & ZITKET D FHEIA 2256 SRR — A
DRI N D Z LR T 5,
Bdrneik=gi sy

AT TIE L D BV B s & PE IS
(hereditary angioedema : HAE) J&¥E{ATH)
DOREZED T8, 1F Hul (s Bty (ICT -
Information and Communication
Technology) ZF|H L CHRFES D L
A2 Y EREEEL, TEICIIT D HAE 29k
DOEEZIEfECHEEL, SEZH 6T
HZExRAMET D, SHIT, MBS D HAE
DBWIA RT7A4 EFIRR L, AKHTO
HAE 2 DY) T Afb % BEE,

2. I EAF R

BRE#ER T — & & AW BEM 7 &
RO ERKEF B O]

R O E O B ORISR O 72 8 H 55
WHEH S 2 B R AR EE A% 26(201
A F TORERBE6EBITE S TF

LI THBY, BPTITLRTL Y, 215
DT —H OFHBFEEIT, F b #EiaTER
JEIRBOBERE PR 2R L, W LT
7o 2016 OEERIERATICE Y, B LWE
TEHER T — & ~— 2 DV L 20194 12 F]
HHEEDZAr R E -T2, #ERIETTRTO
AR P & BERIEREA T O BRRE B O
ZEALO M AFSEBE C3EhE S L7 R EE IR A
FEREDOHELZITH Z &, BLUBES
A RIA VBGTRFOREEE RN T2 & %
Bz, 2@ B OfREERT — % OFHH
AT T2,

B. W
B O EMERZ LS E LT, L
S TWNDEIERBIZ OV THEERAMFIEIZE Y 1

NTE, BONTRE BE TR T T DT
D, FEMRAITIE F B %0 A R HUBHIN SR 2 it
D5 E L BT, ERERILE & SERIE
) 2 eI B L7,
L. B REOMZE 1L
BRIt
TAEZ LAY (Dsg) \ZRFEM72ACIK
ISEBHERR Z Bt~ 5 72912, Dsgld LY
Dsg3 D EsR D CoRiIZ 2 EH D 7 7
EH (E-tagk L OHistag) 2213 T, W
FIEMIRR R & AW TR 2 & 1 2 1E
7= (recombinant Dsg; rDsgl,
rDsg3) . RICKIEIE LA DR MIZDsg
FERAOBMBIAFET 2008 5 &2~ 5
7o, 7a—H% A R AN —IZEL Y BED
R M HAZER  (peripheral blood
mononuclear cells; PBMC) % 73#7 L7z,
235 DOFIEEEE (BHEIERIEIFLA, &
TR KIEIESS) & 9% DfdtE Axt5:
(healthy control; HC) ®PBMC % Bififiz
FRO~—J—Huk (CD19+: EBififid,
CD19+IgD+CD27-: F A — 7 B#fiia,
CD19+IgD-CD27+: MBC) THufh L,
rDsgl £ 72 1drDsg3 & i S/ T, #HHE
ik S LT HLE-taghifk s L OiHis-taghtfs
TYett L, DsghrfaBlaz i L7,
BERAEE (BRERRKEEZST) ]
ICIRH S Klg D EEZ e L2 IR T A
K74 v OREIGICET DT — 2 %557
HIZ, LLFDclinical question (CQ)% 7% 7E
L. HEZEAER LT,
CQl £ 5V BFICICHAEKBIENAE LR
TUVoN (BEER, EERE) 2
CQ2 ICTxZH LT % L RIEIE I TS ET D
e
CQ3 ICIZH LT A LD THZIXE D 72D
D2
CQ4 ICIZMEH L7es b RIEIE Z 1R L
et FREEITSET 2002
CQb A7 uA FNIRIGRZITS 1256, 1
DTAZITE 2
REFELZ FET HA0, T IERE12
iRt & KR TR EZ FEET 52 & L
7o BRHGE (B 2 HWCBEFEE#RE
WELTWS, HEZEDHEA & LTiE, %
Bl AR, SR, REL, BEEE. DR
AIEREOFESH, ICIBHAR B | KHEIEFRSE
H. KEREZWT A, EMEEEORE &
stage, ICIOFHH & B h-&, A L7Hin



AR TSHRRIRIR O, EMEEE O
W, KIESEOTERNE I L ORI,
BPDAI, 2O, Slmasi R, w
PRRATRE R, S RO L, Sy B
BIEM (rAE) OfF#EE L7z,
ARyt B ]
OHFHOGPPREEEB4 DS ) LDNAZ H
NWTTZ 7 V= Ay — AT AB LY
— =7 T U AEITV, GPPOE BB
6%W@ﬂv7y%@ﬁﬁ%ﬁibtoﬁ
HINY 7 v M REEDN T SA L, B
TOFEL - R %ﬁ%%%bto
©201441H ~2024%1H £ TITAAKRS:
= 5 R M Pt A %22 LGPP & 2l &
APt LT BFE x5 L Lz, GPPOEIE
& AT — 2 b BG Lz, TS
HIEEIXIJDAR 27 (KRHOTA RF74
BT HAa7) . GPPGA (Generalized
Pustular Psoriasis Physician Global
Assessment) . GPPASI (Generalized
Pustular Psoriasis Area and Severity
Index) . IGA(EIRE O EEIAIRHM,
Investigator's Global assessment) T&
Do Flo, WHEBZRTCOBFERT —4% (F
. MR ONFE, IR, TRIEREE. RO
BRI E DR AEOR R, B TERD
HHEE) 2 B57T 5, BHZREMHN TIT-
7~ 21 EkFHHE . AST. ALT. BUN,

CRE. CRP, alb, MLiffCab ¥eeks —4
MOEAFT 5, ABTRE, IBBTRE, BELHE O

WK DT — 2 ZBUG L, HEEH PRI AT
L7, FERMREIZA T = OFERIRE %
i, #EHY 7 MEXGraphPad Prism

ver9.5.1% A 7=,

[ Bz A AE]

ORUDY JAPANIZBN L T\ 5 B & %f
B L L TARIFRE~DOBINEEZEDY . SO
BEEEZRLIZBE ﬁMLT%%OKOH
FMFE (LLTFEF S— M —) 135
ﬁ%&%ﬁ%%%®ﬂ%-%%ﬁ%if@
ETORE T vt 2B\ TEE L, 58
FLlLblIHAIL-EREO YT A2
WCBM LTz, ZOETASETIIFRES &
BES— M =3B NS E 2D L
N ITERE, 2T O AT & L Cidk LT
e M E N S NI T — X BT Lz,
QOxtG#H WM EVOF MR PR
X — R & =2 L, LR EES (Dowli
ng-Meara™)EBS & ZWr X 7= 5EH]

J7E - MBS TRALE2 T B B9 HETT L 72 B2
JE AE AR D HOLHURIEIZ L 2 BRI~ >
v T, EBAMEESIS. Bin AR R
& BRI DUV THRET L7z,
[FER ]
DAAFZE T, BAZE O T 722 B
LT, 20219-2H 752022912 H 12T T
FRIBTAO S A 2 Fhi Lo, —Rali&E L —
KA TR SN L E AR EZITo72, £
T KR TIX. 2016414 1H 552020
1231 H F TITRIEFEM D H 2 SR IEM
il D R EL LR AR To, kG LTz
FEREERIEL, RyWbix et A RO FE
PEIRFEBI20 Ui D B F} e L EH204 DR H%
BHESFHC, 2ER Y 72 < A ZE 2 =t L?io
TR, —KHETCRZE A GO
WREZ x5 & L, FIRED b IXERAY
HIEE S TRIRNAE B LA IMEEZR~, &
FATHR LTl QOLFAAZE & /Epk L7-E /M
Al L7,
AMFE CRiAE R G L LomBlx. 7» 7
SiE P A e (3 R i M £ i F (epidermoly t
ic ichthyosis : EI), ZRTEMER 2Rl fig
fi#(superficial epidermolytic ichthyosis :
SEID). congenital reticular ichthyosiform
erythroderma(CRIE)), # Yt RIEEME (1)
fafifi#(autosomal recessive congenital ic
hthyosis : ARCIGE/tREfafdfiEtharlequi
n ichthyosis : HI), #EiRAMERE(amellar i
chthyosis : LI), &K M fiERAL R E (con
genital ichthyosiform erythroderma : CI
E). pleomorphic ichthyosis (& #¢self-imp
roving collodion ichthyosis) (SICI)), fafik
TEEERECR W — b U E@ERE(Netherton sy
ndrome : NS), v =—Z7' L « TV IE
¥ (Sjogren-Larrson syndrome : SLS)., k
eratitis-ichthyosis-deafness(KID)JE{ERE
KNLv7 <« ) U fEEERE(Chanarin-
Dorfman syndrome : CDS), %A /L~
7 X —E/KHHJE. ichthyosis, brittle hair,
impaired intelligence, decreased fertility
and short stature, ichthyosis hypotrich
osis syndrome, trichothiodystrophy. con
genital hemidysplasia, ichthyosiform er
ythroderma or nevus, and limb defects
(CHILD)JEERE, ichthyosis follicularis-at
richia-photophobia(IFAP)MEERE, Conradi
-Hiinermann-Happle syndrome(CHH)) ¢
3?)%) fh. {ﬁ%i)’?ﬁ[—]/ﬁ@r@] iﬁuurr



ARG LM e & DA T RS EED W TR
M AafEE LT, RAMEZHERT L7200+
DIRT — DG DR Do T REBNIAHFSE
MHERS LT,
3) FIEE DOFEAMIZ 1 Zclinical ichthyosis
score(CIS). QOLD FFAM (1 ZAE & Bl
Dermatology Life Quality Index (DLQI :
165%LL ). Children’s Dermatology Life
Quality Index (CDLQI : 4-155%). the
Infants’ Dermatitis Quality of Life Index
(IDQOL : 3i%LL F) & Mz, FIRHEED
BNRAE L, JEBIEIC FEIRED 2]
(H#h - TS oOnFRnTiToT,
BB OV TIIBEHED Y v 1 — R
FETRHMI L, T&JESRBRWy) - HEE
Ao EBIRDII2 [EH5THRY
[RRBERDN B S | IER IR &
5] BENENAZTO, 1, 2, 3, 4&E
O,
[P RRAE P (R P BE R
PXE & 22 Wr S iV B3 2 AR H 0O HE B L UE
IR T L, MEHFRIICHRNT LT —
Bl VAR ELTHEEL, 7—4X—
ANDBEREATo T, Fio, BEMEH O
PLAIRIL S X7 Bl U, BEIEEC T4
THEFORFEZRALDIED, NT AT
UZ b =DM LD RHEA T = A LD
% B L, SHI2, Frio2idik s
L COm R ERNE HERAHCT (HR-
pQCT) ZHWFli2s Al REN & 9 A
R LTz,
[HR 52 & B B2 5E]
T, FROMIREOEHZE L T, IREZ
JEARIEZET A R T4 8 X OEHEZ
FAZERIEF B\ - Nz To72, &
7o, BERLEREEZIMVAG->T, BEST
DIE LUV O K & AEBIFEER IS Uz,
F7o. Fox ol CIXIREEARELY &
B SE B ERE R OB T 2W 21T -
TWbHIENDL, TORREL YA RIIC
BML,
CEBAS M I MV ]
KK (EOMELE AILEORFHE) &
HFEWFFET, T TIZEIT LT L T\ D
FTALDLT AR AT A (Rudy)
ZHER L U, HAE 100 L 72 B M ZE 0 D iA
A2 AE-Qol. (angioedema quality of
life questionnaire) = (HAEEWM) Z1E
R L7z, 3 TIZ HAR Rudy Z FVTRER

KFETHZE L T Ao DE~ED L A
U AT N SUITHAEH B ORI
QOL {2 DWW T DIFHR A UNEE L T-,

K DFENTITLUTWAHAE DHA R
A > T % WAO/EAACT SEABME i A3 Ph v B v
A KT A OFFROFF ] 25T IT D
DCHFE L, BRT LA —FENRITL
TWa [T L X—] (4Bl L7,

2. B sT i

FeEER T — % & AW T-FD a8
KRR DERRZEZ B OHEE]

201999 A | ZF8 E EEw Fi D BRI B 9 B
T = OHEFIHFFEZITV, 2020410 H
122015~ 1THEDOT —X % AT L=, K
ke B OMERER AT, R OEIE

IRFECIRI S A MR L. EBRIEI TRIZ D4
(b2 kbl U, BEAEFEIC OV TIE2015~174F
FEDOZEAbZ R L, WEEESRE Lz, #lE
HGET — 2 13 IR & TICEHIFE CH

%

202248 A IZ A7 — & KR . F Rk

e, MERPERCE, o MR, FEOEIE)
D2015~224-FE T — X OFHBFEZITU .
20233 H IZAKGE S iz, HUET B AL
Refl | LA PR ONE < ARV, BEOS - Bt

T, EIEEE, JER. AR, 1R

B, HEThD,

(fm PR ~DEE)
AL, NERtGL T 4mENE - B
SRR BT D PR S (50 3 AR S0
B - BAHE - RRIEEXEAETRE 1
7). BEIRRERRIISCICEE T 2 HEE
CERk 3 1 FEEATEEE T4 85) |
JEA G787 OpTE 3 5 EhutBls 81 28
WSRO IRl BI T 2 ATER (CEAk 1
846 H 1 BfHEAEAE KEE BEAR
FERREA) IS E, MEERESOKR
AT BT O, ARSI I IARMFEIC B
LCHokidilz2), HRERICZEILS
MEEEZRS, EAEREA Z—3y b
ETOTFT—2000 B xR Eb &z
SSL 15 TiThdv, BEkT —ZidmntF
2 U7 A {RHIOTERE L, EREREL,
RO NPT A B <, BEER D~
TANR—F, RAEHGEETHE 5L,
ANENTFa v Ea—FiFA o —F%v k
IR, £/ RA U — R OEICE R



LTW5, ZliiskBEBEL b NEET
fEATIZOWTIE, BE LY CETREZS
ThbiTo TV, 7k, Kok
LCHRBEICITY . £2. /NEBI~DREE
LT AV T7+—A KT Y RCESE
L TW5b, LT, Shistlcs T 2 fmed
HEIC X 5K,

(GEERKE)

BARVE R B R OB s T fEdT (2016~

0412) . SRR OZRERICET D
2EFHA (2020-0573)

(BERBKREF)
BEERARFEFIMEEZ ES THEA S
L, KRENTWD,

ER B
20224F9H 2T H | NER B K= S5 5%
e fmBlEmEE R B RO RRE G-, WE
FEE 5 E22-0287)

CILFERZED
RN LILTE R FE i m B B 07K
BEFTND, FIERPY A7 3O 1|
RNGHDVTBHREE D O RBSCEICESL %
HH 9, MADRENESNRNEL YTt
DIREE AT O,

(R R
1. GRPERRHEMERC I S A O BAR TR K O
P AR BRI 2B AR FE (2023412
H25H ~20304=3 H31 H | 7KiR% 52312181
1)

2. PEMERRHENE M SR AR B2 R AN BT
BHRFFE : HR-pQCTIZ L DA IRAL IR ZE DR (2
0194E3 7 12 H ~20254E3 31 H . #F Al & 519
031108)

3. NIV ARIVT N— LRI Z LD L G PR D
g e T 70 9pi AE A A (201848 H 24 H ~
202843 A 31 H ., # A& 20181011)

(IbvEE KD
JbiEE Kb B B AGRE 5 - 4
022-0142

(B ARRE)

H AR I B AR M ER R BT
BWTCHHERES I PERE g D H
iE B FEAME OD LEi |2 B3 2 T A E) &
L CERBESTHEIT LIz, GKRHE : 2024
HF2H 1418, KFEFRK-240213-5)

(s =29
AWFFEIEIL 0 KR FEMEEE S ORAREST
W5 (BASMERE SR B OIRE - HREMEHTIC
B4 2 05E ; &FRE S H2019-083) .

CRERRZD
webXEOENE T — % ICL 22— KTk
ENT=EFT — & & LR FeEES Tobrd
HEAEE. TS OT— X DEEIC T EA
fEcEipnice, HHABESHICHIBRT S
Z & TEATEFRORGEICE DD, ABFFEIT
KRIRKRFE T fm L B S OAGREZ STV
% (K5 - 18340(T1)-8)

C. WFoEkER

1. B IR B OWFZEHE R

B/t

KIEIE X, Z OEFRAFHED & =55 MR
J& (pemphigus vulgaris; PV) & %ZHRK
Ji%E (pemphigus foliaceus; PF) (2 KA &
NHMR, BEMENGREIND A CHUL
777 A Mo T, HiDsglPiikD A%
FfOPF., HiDsg3HURD I % RO EpEr Y
PV (mucosal dominant PV; mPV) | #1D
sg3PUA & HiDsg1HtIR DM 57 & £ fhfi
JEHPV (mucocutaneous PV; mcPV) (25
b, MiEHIZHiDsglitiiz A4 5PF
B L OmcPVOEF ORI TiE, DsgliZ
R MBCOEMNHCEL Y H &< HH S
Nz, &5, KT oDsghi RABHII
ok, MmiEHoDsgloxkt4 2 1gGR E 2Pk
DIl & A EZRARBEN L B ATz,

Z DERR TR S 7-Dsghr BBl
PDsglc i+ 5BCREKHL L TIN5 = &
ZRERT D72l i8R L7 H— O BHifE >
S5BCREH/ELLT, HEHEBHEHOT NS
72 5BCRZRT-PCRCHilE L., HLiARILT
T A RIZHA L7214 12293 I8 A L
72o ZOBCRIEHLAMIE ZrDsgl % 72 1drDsg3
&S ST, wEERk L= E-tag®k L UH
istaght R CYeta L7z%, 7ua—H% A R A b
U — CROGMEZ fEg8 Liz, EEEIZIE, Z O
HRZ HWTPFEE N D HE—/M & LTh
fit L 7-24f8 ODsg 1 RAIBHIAD 5 5. 22
@~ bES L BEOM GBI, €0
7 H18fH (82%) 7 wm—HA FA KU —
TrDsgl & DISHENHER TE 72, 72,
Bl =BCRZ WA DIgG & U CTERLL |
EH e RS E Az e buAlk PR
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