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TR LGS, I, ICTHERGZIZAELT
FREE (ICIBREE RIEIE) D&
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bV AFIZBT DR EITLITHNC T E
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A EHEEST 5, —FHT, 7 XA 71Tk
DT ENER DT, Bia P2k X HiR
RIEARIEY 7 % A4 T2 Rk L, T
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AR P & BERIEREA T O BRRE B O
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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
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e
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et FREEITSET 2002
CQb A7 uA FNIRIGRZITS 1256, 1
DTAZITE 2
REFELZ FET HA0, T IERE12
iRt & KR TR EZ FEET 52 & L
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PRRATRE R, S RO L, Sy B
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ARyt B ]
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6%W@ﬂv7y%@ﬁﬁ%ﬁibtoﬁ
HINY 7 v M REEDN T SA L, B
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= 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
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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
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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
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[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
B ME & [FARIC R B R m ST 5
Z &, EHIZELISATrDsgl & O A 72
Sz Z & xidLic, LEDZ &
b, ZOFETRIEEEHE ORMIMDHDs
gFF A B 2 B —Aflifn & L CorlE L CRE



Wrc&EsZimani,

Dsghf Z A BMIIZ R 70 B in R B &
RETT 2728, RIGH O KEIE B O KM
M7 & 45 B C & 7210318 D Ds gy A BN
fal & 1281 D FERF EAYBHIFIZ DWW T, B—
R S5RNAYS — 7 o AT 4T o 72, 72
B, Bl U CoBE S iu7-Dsghfr LB
HROBCRD L X N T LW 77 7 A&t
T5 L. L OREERFE TIE EAL3DDOV
Hi#& s BCROIZIZE0% % TR |
Dsghf B EBHIIE O VHIE A O A I IR
DD LIRS, FEICVHS-30ER
T &AM T 5 Dsghr RAPUBHIILIX, T ToD
BENGHFELN TS, 72721, VH3-301%
— A 72 BRI B W Tl b FBEE O
WVHELEF+THDHZ EEEBEIZANLD N
ERHDHTEAH, R—OKRFELRFITE D
T, [A—®BCR% Ki->Dsghr B A B0
BORE—Hilns LThHBtsns Z LiTdho
Tehs, B D RIERE O HBES-Ds
gRFRABMIO T, [F—DOBCRI LA X
TS, D WEIIHLEDOHEE %R > 7-BC
RBMHIEND., Lol LidEEI Ny
Do o, FEBLAFR H & 47210518 DR T
D55, Dsghf EAYBHE & FEFF BB
L DHEITIBW T, 253 A B AR B H)
Bn 1 (differentially expressed genes; D
EG) & LCHESN/Z, Bja<oU 3R
DRERE & 3R B 23 RIE XL H DEG % 541
THE, RKIE, b, THENE & OMEALERIC
B S A ST & 7,

Fo, SRR TR LA TV DA
~ 7 )VF =2 (hemagglutinin; HA) (Zf55
)72 BilAE & Dsghr 51072 B UG PEBHI A
LRI 5720, 4 7NV FHAY
JF R LT3 NIRRT T ¢
T ORI S, HAIZERERA) 72 B & I
KRR e Bl A2 B —Hifa & L CoHBEL T
RNA — 7 o A fifthfr & FEh L7, 98fHDOH
ARFRABH & 13248 O FEFr A BARL 2
MRt S, I SN 7297038 D&
FDH b, FERFRABHINN & el L CHAKF
HABHIIL TIX17T1EA A ERDEGE LT
FE STz, £ 95, DsghfRHIBHIILT
i S 7=DEG & B2 > 28 137l T
HoT-, i EN7=DEG?»Ingenuity Path
way Analysis (IPA) (2L Y. Dsglfr#IB
I TIIN L DD 2 7 F AR DI
ROz, 2SI THAR R ABL T

HENn-EEFEITEEL W iRhoa Tz,
PLEDZ Lt AEHURICFR A7 B
1, ASRPURICRR A2 BRIIE & il L ¢
MBOBETRFEZAELTNDL EBZX BN
776

Dsghf B EBHMIIE ) b L 7=DEG®D 9
He ZRE TP SO IZHURELEICE
DOLBMLETTEHRLS, ®BEVAHLNTVA
WTHERE & DR EAER 2B 5 CD137LA
FEH &7z, CD137LITTHIE DM 2 B
DL ENMLNTEY ., @EIIPURIER
AARIZRBL L T\ 5, DsghrRAyBAAaIZC
DISTLARIH L CTW\D Z & 2 MERT 5720,
PICD137TLHtAZ W=7 a—H% A A b
U — AT 2 e L2 fE S, KIEIE BE O IE
BRI BHIA, A 7 T U F TR
T T 4 7 OHARR R X OFERFRAB
Al & bl U CL RIEIEBE R ) & B
Bt S 7= Dsghi BB O £ ICITAE
ICEWWEIATCDI3TLARE L TWH Z &
Nbmoiz, 2F 0, CDI3TLIZY 7 F Ui
ABZ EICEY, TR TIZME - HEIEME
X, PURTE MR CIEY A b A 2D
PEAELEIN & PRI REED M EFE I N D,
I BRI OT— X TliL, CD137v 7w
PR ME A~ R —THIE O FE AL % 7554
HZEBRINTWD, T, RIEE OJRIE
(I RAPEA~ LS —THIF B 5 LT b 2
EbWMEINTEY ., SBEIOHZENH1EDs
gFF B BAII A USRS & LT
EFEERL, 5725 HOAPREAZT
S 2 FRREME D R STz,

EXAEE BREREABEEZST) ]
Itk > & FF 23 D IF AU L 7=,
RO P RAEIXT45% TH L IF16:TTH -
7oo BEAEIE & LT, BEIRIEA 52 D9 (39.
1%) . RN CHAATZE D241 (8.7%) T - 7=,
OFHZE & U<, DPP-4fEHEN KL OTH] (3
0.4%) . /L —7RIRKI 261 (8.7%) 72> 7=,
JFUR DREE OFEFAIL, M2 %D 91 (3
9.1%) . T A, DIEMN A - WHEAD A« B
Ao WAIRERDN Ao« FFREDS A 73 230200 2 431 (8.
%) Tholz, EMHEEOAT—U1E, A
T =120, AT —30350], AT —4
29 AN THIT, AT — 3L EDOHELT
MRRETHoTe, FEHINRET =
7 RA v FEESK (ICD 1, =R~ T M
&% D106, IRNTRAT7 1 U X< 75941,
7T YR TRA, =R~ T+ A



L= T W22 o702, DFRTREE S LT,
BB DN6H, ALFHIENTHITIT LT W
<7
AIEE DFEFEIE ., AEMHFERIEIE (bullous
pemphigoid: BP) 7322%, KElFEE I IE
(mucous membrane pemphigoid: MMP)
B1HI72 - 7=, EIEE (bullous pemphigoid
disease area index: BPDAI) Z{RJED3
Bl (13%) . FEEEN106] (43.5%) | FEIE
238f1 (34.8%) &, R¥-MHFEEL L TH
ST KRS AT BB TH B, 2 14
o 7 XA LB DY 105 AT D FE R GER 7=
Sfe, Fi2. 2061F9% (45%) THEFZE N
H BT, ERHRE TOBMMIX, 06 A/
KIE353.918 , B HLBED AT 2106, K2
2351.8MH C, BIZMAIEE A X 0 EIT LT
WBIEFIN S Do T2,
M HHBP180NC16aft A% F-1587.3U/
mlC, 2361+ 3% CTha it 72 - 7=, HLBP230HtT
RIZABITRIE SN TR Y | 18O ARG
o7z, dOthiRERE (DIF) 1350 S
211141 CHE T, C343100%. I1gG71.4%.
IgA14.3%., IgM4.8%B51ET" 7=, #IEHUA
M8z (IIF) 1358056 < 7= 1061 HR 761 CRatt:
7Eole, IMBHKHIBERE 2 HWZIIFH 1
Ol CHEHE I TIR Y . 2F TR
VoY
ICTIZ 23612261 (95.6%) THIE/HEF S
TEBY., TOHHE LTI56 (68%) MR
JIE DFIED T, 2651 (9%) M DOHEST
D=, MIFENLIN OB & 5 VN T
Tholz, IBELELTCITHITAT A R4
HEEMPHAWENTEY, &G EE L
T 7L R=vr (PSL) 28.1mg/day
NEE SN TV, DM, 2261 TAT 1
A4 RAVAAFL, 9T A7 U UBHNG
nTuwiz, ICIZ %Ik s n7-2261h134] (5
9.0%) CHERMIEARNTF DI TS, 66
(27.2%) TIXEMPEF LN TR oT2,
ICTZ ke L 72 1BNT B35 H AL T e s
Of:o
BPLUAADIrAE & LT, FIEEAK D201 (8.
%) . RN (4.8%) BHiiz, £7-.
Z OO FEER & LCidaf] (17.4%) T
1325, 201 (8.7%) CHIMERRFZIB N A DTz,
I8 ya P ]
54 OGPPEFE O H T, 24 D MPOES T
WZHll 2 DI A AN T b (p.R604C
BLOPR511C) BT o AR CRIE S

Nz, 2055, p.R604C/NY 7> hM[FEIE
SN BE T ARIE S - 72— 7 T,
p.R511CAY 7o " RIE SN BAFITHE
JEDRRHR B A 2R L T\, 341220 T
%, BIEE Clodts STV 5 GPPOEE A
BEE T OWTIUC LRI TH D Z &0
IRIBEINH/NY 7 v MIRE SN d o T2,
BRI 2 W 7o B e R AT ClE. p.R604C
Z AT HMPOE AL B0 72 BERETE 2 %
R~ LT=—F57T, p.R511CE A+ H5MPOEH
B EIHERE R B LT,

@Ft134 0 BE (BiE104 ., &34, Y
HEHN55.8+22.45%) DT — & & Hufs LAEHT L
77o ABERIERo#FHI23[FITH V| BE— A
W= 1. TTE 112 ARBE LTz,

ABEEDIGAR =27 LJDAZ =7 GPPG
A, GPPASIIZZNZENIEOMHEZ R LT,
NN DOFEI%$4130.5954(p=0.0035)., 0.
4836(p=0.0194). 0.6674(p=0.0005) T&H >
77

ABE A% & JDAR a T IZIEDHBE %2R L
72 73r=0.4816, p=0.0232). GPPGA. GPP
ASTIIFARE & 7R~ & 722> » 72 [GPPPGA(r=0.0
8495, p=0.700). GPPASI(r=0.2486, p=0.2
526)], £72CRP&BMI#H ARz H¥ & EDOH
Ri% 7~ L7Z[CRP(r=0.5164, p=0.0139), B
MI(r=0.6122, p=0.0019),

IRBE% OISR DIGAA 27 & GPPGA,
GPPASIIZMWVIEDFHB 2R LT
[GPPPGA(r=0.9138, p<0.0001).
GPPASI(r=0.8619, p<0.0001)], JDAZ =
7 HIEOFES %R L7223 (r=0.4988,
p=0.0607), HFHFICHBE LB TIEAen
-7,

[ B2 KAEAE]
OF—[E~5 =[FRET IOV TIIVEREE
TR & FH s A CTh 5,

[ PH[E 2 - QOLE RIZE %14 &£ QOL

(ZBT 2 NE DR 1L % Miat]
BES— N —3%, MFRETLNSIN LT,
R K E R A QOLE R AR 12 1) 1) ¢
RDDHREHEATHD Txt5E ) & VERIN
FIIZOWTHY R, k5 L3 2 F 0"
MNE 2D HHiE & L TQOLIZET 5
BOHIRITEZRE LTz,

RIRFZHONT, BENSR— =06
T EH IR E R AR TER SRR, 2
il EE OFHEE N B 0 A b < £
STL DI ENFESN, MEENSITTE



t & RN CTERME 3172 0 mi 0 5 A
120D FIESREINT,

QOLIZEI 4 2 NAE ORI L T,
A UHA =LA A2 —~DAH
NG SN D201 T v — N E g
LHZEBRSS, —HTT v — FCIRER A
WO HBATT e Af v H B a—
OO LERE LTEN-T2, Lo LEEH
DA EABEIRE TIIESL 2o T2,
FIFFEHE D> D 2 JE K HIE A D 2R & L 0 H0
% Z & NQOLIZEET 2 WA DR 7 1A%t
RELE T COMZEICBT D e D D
HEEIC/ D EWVWHBERRH Y | BRI
ETIHAZ S— b —05 BE AR DOEE
RN DN TR ZAZ B Z RO D 2
ETCRBEKFIEL EHIZEXDA ATk
fHieZ L A2 HBIZ LT,

[ HlalRate « REOKEIE & HicA x5
Z L ADA A= EAETe]

BFR— N34, PRE6L NS LT,
FREBITHFICEALT, BEDOT—~
WL DT HRICEE A= F—IZEELTH
B ol AR L TIE, AEASL S A
BB OEAL - HiE, [RIREIC L > THFBE
FHINLELIZLS L, 2 LEBRICiX
MEAR AN BB B, A, E, AR, &
HEEAREBEN LTS Z LERTS
iz, F7, BHEICBW CIEMmIESEN
F o VIR R EI-T-0 52 &
HdDH— T, KxK[pEBHCEEZ DY
B2 LTI EEEZR>TNDHZ &
HEE Sz,

BENR— b F—51%, [JRE2HIETD
EFENIEIR T2 LT b0y TR T
WD ZEMBAEFEDEEZRDL O TIE/RE
IV AU LN Z ENTETWNDENE N
9 LRRHE L W M2 BIE 727230
WO TIE] EWVW9QOLAEEESLR X Hizou
TORELHoT, ZORMIEENSLH[H
WRZ EIEL LT b L QOLE FiFCuh/a
WOTIEEE S]] TQOLB A% 6 DiX
AInzE< L0, HIFD Lo %E W
THRDIZDOEHV L L] EWnW)ER
BT,

QEBIL : 64 A, IR

BUE - FRAeFLIC, Bigich, MoK
i, OB ANEIE L Tz, ARSI
B2 ho T,

A PSSR AT R, « B & BRI

LT~ fE% 72— 77 RCHEE
L., 78uv 2 Z{Ek, ZOMEYRZ%E
DA CBlEs Uz, JRIECHIE PN o ZE s
THIFEDSWI R L, R Z AL L T
Tmo BED/r 5 F L EHE AR T,
HOCPUARSIER S~ v B2 7P AL - s
Z W CAHL SR B ISk 5/
7 a—F VBRI K D aothuR s % i
TL72, fER. b ORI E [ O
FEBL KAWL R Do T2,
BIGFRE KT TH D,

W &R - BRSSP SRR
EBS (IHFs : Kébner) <0igzgfEERAIEB
HARE I3, RRAAS Fs O EE LR A
EBS &2l L7z, AlGHAEHN 2 7 L
ke L, BIELEE CROBZBIZ L T
WH, iRE &R o0 E D AL Y
Z FREFUNIKETER A/ D L T
b SHROUELZYFFL Tl I mz
BlEbTh D,

JEFI2 : b A &I

BUE : Bm, R, WUBRISHIBE, A, OY
B, FIEABIEL TW e, BRERNICH T
DAMMBH LI, —EH D RIZITRRRITK
Fi. RS BRARIZELS LT, JTVH AR
J&, BREMED, FHEL TODEL S A5
iz,

PSR AT L - B O RRE
BEEE U=, RRWNITKEZZED, FEEH
RN Z T L ErEBL A 3R D T2,

WOCHUA R~ v B0 Z AT, - BRECAEES
HE FH OFBLURIBOHES X 7o T2,
BT A - B & WO RIS S
DNAZfH L7z, BIRDrIF - 14% 2
— K9 5KRT14D Jy J5Dallelell. c,
373C>T. p, Argl25Cys DA %D
72o WBOKRT14 B -IZEBIT2 0>
77

ZWr &l - de novo (24 U 7= Hr e A8
P M EEINFEREBS & 2l L7=, 1A%
VAR 2 FI T2 LB 2 ke LT=, 7
% E TR A B 7208, YHIEFIcA LR
TW AR &R te®E LT~ BifE,
AIEIXE DB DI DA, SIS % 5%
FRoTWFERICIRF L BT DA L 72
STWA,

JEG] 3« A2 R

BlOJE - Bm, R, WUEEOJREFHIZ, K/
Fx 727K, YD A, BB BT, NI



W ZfE D OB A, HICHGRIEZ
BEH Y, NFIIENE L e, BB
FRATHIT L« KERAHE D> & B2 28R H L 7=,
FRENITKIEEZERLTEY ., EFITEE
DT F UEER RO,

WOLPUA R~ » v Z AT A, - B
HE H ORISR L7 o 72,

B FRAENR : 8oy 7 F 5% a— K
T H5KRTHD 7 J5 DallelelZ, ¢, 536T>C,
p. Phe 179 Ser DR AZFRD -, BIRDOK
(CERIX R o723, BEZIe, 536T>C,
p. Phe 179 Ser D% Hallele?™MX e —72 T
Hoiv, TFA 7 THDHZ ENRBINT,
W &Rkl AR E TR R R EE L
FEBS & 27 L7o, BIfE6RE £ TRt %
BoTWDN, HARFICAHFEPHIZ A H iU T
WK, VD Al Bl & T SeE M m)Ic
bV BZITFRRE IR AT
WEMZIZ, fAfbz k> TIRB L T o,
JEGA - A2 BIR

BUE : SR, B, (RER, DU L . 1ZEes
WZKIE, YD AUDIEH LT, SRR
HEESMRR A 1 O TS A~ DTz, A,
ARERNICKIE ARSI S 0, TN % &
V. MR TR IMER A BT,
BB AT R « BB KRER D R
EEE LT, BENICAIEERR SV | 25
D7 F URER AR, £, B LT
7T F ) YA MINESO RN TH o 7,
B L1277 F A FORNTIZIZT 75
VBN A LN TV, NITAE Y —
I, AREIRRHEDIRTE I 72 o 72,
WNPURRERE~ » Vo VTR, « BJENRES
HR HOFRBURECRET L7 o 72,

BR TR RIETTTH D,

P &R BRRER D BT EE LRSS
HRA (IHFR : Herlitz) | & D WIXEIES M
FeEEEREB (IHFF . Hallopeau-Siemens
W) HEHE 2 HAVTED, AR SO BEIEN
FHAEBS &2l L7, A2 A £ TRl o
B LI, INV7 OBBUIEH T, AED
WA ZTWS b oo, 8 A K HBIT
fe X . (KalblfiE 23 EAE, MRSAT MLE 2 Jf
%% L. CRPEH., HbfL F oAV, PrEE,
A= ADING " EC RSN IR NERE Sy (A
72N HBTE B IRE Ak CTh 5,
JEBI 5 ;4018 &Mk

BURIE - /D176 RRFEA < & R IEITK
BT 5, FEOERA MY KL Tz

10

M. BRI 57202 BT,
A0 B BB R N L L, Z DO%IR
. FRRICHIER L2 a =2 LT,
BUE : (A58, TURKICARIEIE OB R A3 7 &
., D &S KO WTKIE, ik, O A
DBLF L TN, RGO TV B 1 72 s
277,

B WM RAERT R - B AGE R & B2 JE
ZEREL L7z, HENICKIEERNH Y | B
Dr T FURER RO, ~NITAEY
— I REBRHEDIRIE AT 2 0N o T2,
HOECPUATL I~ » v Z AT A - SRR
HUE [ ORBUROIETI L7 o T,

BIn T RIETTTH D,

P L O - EIEPLRAEBS L2 LT, R
RAITAIE DB 5 B & A Th - 72,
LWL AHBHERS & ThCIRE A TV, B
TEH R BIC R E R BRIT A B RV,
BOIRY NEL po T, RAD BT
ITUCEMEICH 5,

[Fe R A fg]

TIRFHE DRI IAERITIRNT 21T > 72100
B ORI 1> H 845k S MR S 0 | IR
EH1328.0m TH V. 4T% 0B, 53% 1L
PETH o7,

EREE R OFER S, ABCAIZER B X
OKRTIER &2 FFORFOHEIEE 1TF L L
BT,

BE QOLFRARE R OfiE 225, IDQOLEC
DLQUZCIS & IEOFHRI %7/~ L7-(IDQOL, r
$=0.80, p=0.104; CDLQI. rs=0.59, p=0.
004), — 5., DLQI CIZ A E 7R %38
72732 72 (rs=0.13, p=0.33),

1R L T DA T DA RS
RPTNREE T, AT Y v ~R D
BV E & A A, RSB, TEHER e 2 2
VD3RA, AT v A REHEIAAFL HiEYD
HERNARIRLZ bz, AfY
vU AT A REAIHANL, TEEV
L DIEBN DTz, 2 RIE T,
T RhLFF—FrébxZ I HIZHEKE
PN RS 2 <l S, —HOIEFI T
EWER LA X 2 ¥ —F (JAK)PHE
ENFHEN TV, = LT F—Ea
ECEmWAEIEE R LS, BIER S L
T, R, OEK, BB, B RERE OFRE,
B DIEFEACITAE: 2 BRI - A CF8TTHE N
IZ L DT D FEDOHENRE SN, 1552
ToOx hLFF— bAFIREFTIE, 2EG



TEORERBIENPIEOHATH-72, b
24 I CHIZAEEREDUEEIL, EIZEL ARC
I. NS &, JARPHESE & A4 47 il
FNINSOIEFNAEH STz,

[ ek o (M 25 £ P
AKFGEIZB T D EETCH T2 HTA KT
A U BILREORFILIFEEISE T LT
5o BAEIFXLV YA RY OF —H_R—=Z2~D
BERIZIANT CTL YA N UEEPTH D,
HR-pQCTIZ oW TIE, FNDAKL DR
& E BT D 2 & CHEIEE ORBARHE
AT 9 L BUE A EN B 2T Th
e NT VAT VT N— AT TIE3HFID
RNAseqZ #& T L. F7CAEF] 2 kT ¥
ELELTWD,

(RRFZ i B K AE ]

1. HARKERPESRESOFGTS%EICE
WTAERTA RTA4 L ORNFIZDOWTHED L
776

2. BEHELIARNYIZHONWTIR, 505 4
JE T2 CE TIERNL 26 Bl TH -
7oo BARKHD O ARG H R IEEE B O
aPIT =g UROEE TR WHERED B
D, TNHIZK L THRIST D TR T2
W % Sk L 7=,

(B A i 3 M

A TRIETBAENPEHATEX HANIH D
2021 4F 3 H £ TO HAE OFVEHBLORM &
B QOL 7 — & OFRNTHRE SR & JESCEEI s
L7= (Morioke S, et al. J. Cutan.
Tmmunol. Allergy, 2024). EfEIX. F&fE
FBhER % O B D HAE OFEE L QOL 73
ED X IITEDDDNERNTT 572012,
HARL Rudy 3 AT A THEDSIFERZIL
HELTWD,

WAO/EAACT LV HAE OFWHELA KT A D
IR & FGE~ DT T2 & bV, 2017
FSETIR & 2021 AFWETRRO T OFIER %2
1TV, TLAX—CHEE LT,

2. BT SERR

e E#RT — % Z W= RO e S

RRBOBRRZEZBROEE]

WI[a] B E5 (20204812 AT L 722015~ 174F
JEFR R T — Z CIE LIS KRIE Do %
1To T, RIEEDOZHAEBIT2014F1249

6000\ Td> > 7223, 20154E D HEREF T T

W, RERKMEICEIEE SO Y . 25
B OWWO BTSN T, LA L2017

11

ERFETIIBITHEP IO TV

20165 DG HEL569361 & K& 7248
fbid7a< . BATHEEN KT L2201 74412
ZAREHB3ATHI & K& b Lz, #mik
MEATRIE DEALZ MR T 5 Z &0 L <
DoTZHBIZOWTRETT 572912132017
FLUBR L SR TILERH D &5
Z. 20224F122[E H OF — Z R i &21T
S>TW5b,

D. £%
BIEBEEORBANZONWTEET S L LT
2, WA LIEOMFSEETHEIZ DUV CEL T I
b7,

L BREDBL

Rkl

INE T, BEFICBIT D E CREMEO
FeVE. D&M & IERER R E N K &
BN TE T, KEAEIL, IgGRE Aotk
Ko TRIETHRENREETHY, AL
A EBMIL ORI A A DN T 570D
AR T T TR 9 5, AEIOWSET
X, KIEE IR T 2 B EPROZERHUR O
LA 2 B A &2 W CDsgfr BB IR &2
HAEEL . B HIRRARAT B 2 O CRERERY
IR BB RAT AT o T2,

T TICHE SN TV AHDsgll KT 5 E /
7 a—FVHiRE VT, KEEEBEE L HC
DE TR HMBCEM Z i L, Dsghisi
HIBHIRE 2 43 BT D Sefb 2 fifeNr L7z, IBER
4 1f. 7 O Ds gy B A B oD 48 FE AR 2
ElE. INFETOHRE L —H L TR, K
J i B CIXHC & el L CTDsghf BB
R DLET2SBAME T, KA M H D DsghF M
BCO¥u%, Mg oHiDsghiiAfM & A0
HEMN RSN, 7r—H A FA K —
D I TIIfa k2 N3 2 OIX R - 7=
73, B S 7= Dsghr B OBCR %
B2 itk HEfSh7-BMDKIS
0% 23 DsghF B 72BCRZEI L TV 5D Z
& DR STz,

KRAG I 2> & Dsghf B A BAHIE & Heii iy £ <
THETCE 723 NDOKIIERFE ODPBMC% H
W TCH—HIRNA S — 47 o A AT S 5L % b
B L72 & 2 A, DsghrAIBHIIL ClI25318
IRTFDIEBL R Z — 8, FERRABHING & L
WLUTHEBIZERRD Z ERHLNIR- T2,
i S o B BER 7 (differentially



expressed genes; DEG) 1%, RIEMED A b
NA | BRI, BHifdo 7 Z A2 A
Y FICHERN T LER LN,
F7-DEGOH T, Dsgfr BRIz
TCDI3TLOFHN N & biER S
7z, CD137Li%, Tt 5y CD137
(4-1BB) YA RTHY ., HUFEEE R
la (antigen-presenting cells; APC) 2%
BLTW5, THE~DCD137Y 7 ) /UR
X, 7 r— YRR, ik, BRI
L. — 5 TAPC~DOCD137Ly 7 F s
ISR OTEMEAL & R EZFRE L, A A
A VPEEERIN S CHURE TR I &2 M D
5o S BITHITDIn vitroDT — X T,
CD137L & CD137 7 F /L s jEha~ /L 73—
TR ZIEMEIL 35 Z & bREN TN S,
KIEIE DI REIZ I~V —THEE 23 B 5
LTWD ZENmimEInNTEBY, Dsg
FrEBMENAAPC & L CHEla~/L/3—T
M EFAEAER L, PUREAZGIEEZ L
TWHAREEHE 2 T,
BEXAEE (BREREABEZST) |
Alalfs B L7236 22612°BPCTH 0 | BEHR
EB D ICIE GV HEL L7 B et
AIEIE & L TBPRERIMICZ o7, 30.
4% & @ CDPP-APLEHE R STk

V. DPP-4[HESK L ICINFHEN D Z & T,

K VBPEAURCT K 725 AlREMED /R S 4L
2o R ESNZICHI=RL~T XA T
VAT REL, ZRbHEEHREEY Tho
T2, A BIEDOICIOfE FSEEE 31 2 T <L
HEEDLoTL DAERELH D,

JEMR & U CTIE DR EIE 20345% TR O vz
23, JEE OBPCIE M RIS O HEUEFE 1T
10~20%FEE & STk Y | I OICIESE
FRHIE 415 SCHSIER Dliterature review
THIBRME LME SN TEHY . S HIOH
BRERECITILIVEHEECH-T-, DR
HDICT-BPOFHE T o 2 D IE DN T
1L X0 ZEBNC K BEETHRE R -0 D,
BLRZRN 2 212, < OAEFITIEIBHIEED

BN O D AKEOHI LV FEATLTEY .

Y CIX6HERMIE E B> 7=, BPCILAIER
JEIR & U TR Z D IR WRLBEN AT T 2
ZENRBH LN, ICHE L AEE TIXZE DR A
W 72 [ REMEA N B D, Molina b1, 20154F
25 20184E D [h] & OIEBIFERHFZE TICI
REERE RIEIE (1561) & Rt KIEMERR
g (30f) ZbbleL7=& Z A, ICIREA

12

KIEIE D I7 DEFE D FATHIM N ED o7 (2
8HM vs 7THM]. p<0.001) , ICIIc k> T
FETRIEORIENFHIR I, ENTHOH
IRDPFEESC/KIE NS L L T 5 Al REME
NHY | Atk EEFFEZITV., ZOMEBO
FHZ S OIZFEMICHE LT,
ICTiIx 1 LS 25 Tk Tz, st
DHAE TIZICIA FILETICBPA IR T
DIEFIMZ N E WV G BB STV S,
Atk ARFCOMA Z2 L0 SRR L, 1
SO EF & T 5 2 LT, KDY
KHAVEZIRR LW E X2 T\ D,
RIEL LT, RY¥ (17H)) DJEFITAT 1
A4 REHHHEMMTHhILTEY, PSLIX
30mg/dayHiift & FEE THR G STV
Too —H., WA TIIAT B A REWNRET
IZay b — L T&E & T HIERH L
HINTEBY, FEEICBE L TL 0 EEM
BB BEEEZ L,
UByE v
OAZRIZE Y . MPO&EIGFD/N) T2 b
NHARANZBT 2GPPORIEICEGT 5 Y
AIJRAFTHDHZENEIHIINATA P
NIz & 525, BEREMRNT DFERDBIX, N
7 2 b OFERETEIC OFRJE L [ PR o B E
N L TW=Z b, B8 LR
R OFABEBIR A & D ATREME DS R STz,
Q@GPPO 7 L7 7 v 7O IZIJDAAR 2T
DIFINIGAAZ 2T & OFREA IR - 7273,
BBE% D% EW TIZGPPGA, GPPASID /5
DAHBE 58N o 7=, E 7= ABE HEIZJDA A
27 L CRP. BMI&AHBE L TNz,
[3& Bz A AE]
@gf%%@ﬁ%ﬁ@mm%8®iém%
Z_ b
REZZ DB FEHEDOQOLEIEZ 54
A BEENFEKTIFEORIRR H 5 2 &0
FERIEIC R 2 RUE LTV B2 D S0lA
HERGIY O L0 2 D0, ARFE TR
DENLERD Z & BIRITHF Oa A 7
L7z, FRKMIEIZ T E L THhRRAARFEK
THY, AEFh B L cAEZD L
EARERL D, RO TRE & 7oK
RN B CRE RN b, [REE kL
TLREZ 2, SREHIATEFOY R
— MR AR — B R OFI % TR A fE D
TETWHIUE “WoTWnD” L) HREIE
FHAEZTQOLEL T OERKIZ/ > TNDH &
IRIRIZED I W EBZ LD,



o OIER & & b4 X D BKIESE R
FIZLoTE, MREHE LD LETHAD
AIGEEZRTVEIIAEZTNDLEF R
HIEAD, DEY BT EAEEOEE LT D
ozt L TWnWbHEEZLND, WHiIT
RKFEEAFHEL LIV SITAEFEOE S I
F5Z ENNEC 25725 D, FRAKEIE
BEODQOLEE 25 LT, Haxratxod
LT HEDIZED LS AT ZE->TW\5D
MCERTIHIVNERSD EEZLND,

@ [ERREIZDOWT]

FEF 113 L AIIRIE T db o 7228, NEIC IR
JERDEIEIZ /2> TN D, — IS “HEAE
B” LS55 Th, FEARERIT/ N O AN H
BICHELLOND, 25T KO K,
ONHAMEHRTHEDOET, Haxlpgn )z
—2arNbbBHIENGNoT-, IR
Dk A 9 Z & BAHRTAERFI2, SICEIL
T, HAERFOERIZED ST, FEHoO
B IISEIR AN L T B s @ LT
7o, —%lZ, EEPREECTHEBSOZ I
R OB TIER NS ET 5 Z & THLI
TEY ., Fx OIEFNIZ IO REA ORISR
HEL AT 5, AL, JEFIBD X ST,
RN TOHBIERNEEST 77— 2%
HHT-DEELRRBBILZIIEETH D,

@ [EEHFTIZ W]

ARlF & 1%, BNICE ISR & a1 T

L7z, B FIMEERA L. /KA RGERAL O
PR S 2 Bl 5 = & CTIEMEIC BRI
AN ZRET D EMTE A, ~IT A
T Y — ARLRERRE O - OB A8
B9 5 LT, AR ERENEBD
HIEEZHOIBRETHTHZ L LAHETH
%, EIEPLFEMEBS Tl A7 L ESHE ol
fRIZ X D RENAIBTE RN 2., R 72
I FUOREINEE IS, ZNETE
FPAMREET R & EBSO BEIEEE & OR#IC S
K LT s 23 A RIOE/O~@D o
B CBRER T LA e T 5 b g B SR
FOREMB1I B0 07 T F R ER
OO, JEFID : 3~418, JEHID : 3
~4f, JEFIG : 9~10f#, JEHI@D : 10~11
ERETH Y | BRER DN EE 2R, 77 F
VEHEBLOBN L A O, SER O EIEE
& BT BRI F LT B ATEE
PED R STz, Fo, RO EETh o T2IE
FIDIZBI L CTix, 775/ %A N OEEFEN
H LD BRI CTh o 72,

13

[Fe R ]

ARITNZ I3 1T B Se R f e g o R BLA L
Z DOIFNBA 13, 2 COHIBRENABCAI
IEREH L, CIECHOABCAIZE R #HT
LHEENPR L SN, —HLITIE, TGM
IV HEDORWRKEIR - ThoTz, Z
OEA) T DO 5 (Sakai et al. JID 200
9= XFFTHFERTH D,

iK1 & BAEE & OMIC L BN D
iz, ¥, ABCAIZE B Fi> B F 1T
JER T . KRTIER % F>BE1N2%E H
ZEWEIEE 2R LT,
QOLIZ»WTiE, 4-155 D R TIXEIN i b
AN % KX L, IRICHL & CIED e
72o 168 LA LDk A TIZEL, CRIE, HI, L
I. CIE. NSO TQOLIZAE R AITRD 5
N7ginot=, AR TIE16 mll ED A
BWTDLQIA =7 & CISD IR 3R
LT, HHRMREERICB W TTEEE
HDOQOLDIE 2 FNEALT 2% AIREMENN S 2
LT,
SRFITIZ, BBEUE Y URRLE L EM
SINTEY ., FHNEREERIMEWEEIZ
BWTHRLEZIMBEHINTWDHERTH
ST, BHIRFIZOWT, fir&21T-o7=
1006l HT466H)3 = b LFF— M kD
RIERZA L, — h LT — FE2fkERIC
IR L TW D AN, EHBED 72 WEE L
i L CQOLMBE - 7o, [FANL, /NERE
IZBWTiE, QOL%Z [ ExH50Hp 5T
HIEEORFEICLFE LW, £, £
< DIEBI T A X 2 CHIZAEREGUER )
HhE Tl STV, FfiefiE DFE D
AH=ZRARIBITFAE AZ IO %HE
T DRI 2, L= - T, fafilREo
FEAIN, EORE e A X I VHIZFIRIZ
KAFLTWD D, RIFEREROZ N BITE
BN TE IR0 T,

(B bR A P 25 £

PR HEVE I M E R G IERZIR A A R T4 v &
AR LT & T, A EHRED PXE B ITxt
LTHEDOEWBZEEZIT) Z ENARERICe -
TWbEEXD, A% LEERIERZ T TR
<, WRHERIRBHEZ: E~b A TAL 2
WA KT A OREFEHRET <, HR-
PQCT BLOhT A7 U7 h— AfHTIC
BLTH, EFIOZEEZITo T &L d
12 B QOL FHlHIC W T HITH FETH
Do



(HR Bz & A K JiE ]

1. ZETA RT7A4 L ERKIZHONT
FVEBTHHIRLEARIEICH LT, &
R 72 THBBILEXINTE S~ =
2T IWVINEKITA R4 Thbd, bHAL
SERICAETHEL TWAbIT Tk, &
B R SIS BN TN ERE &
Pt LT 5, AINICH T DR E H KL
JEEBEEZH TCTAMEESE L7201 356775
JEE LSRR N LETH D,

2. BELIARNYIZHONWT
AT, BInT2Wnic &> T 26 BlHTIR
BEOYT 2L TEHOEMNITHZENRT
X 72, BED 0CA2 IS LA < SR B
Too ZAUT BIEDIER TH > THIREZEH
RIEZ SR> THADE ZAIZa s —
varELTERLEMRETHY, IRREHKZ
JE &9 B B OB 225 EE S B3
Sl LIk s bDEEZD, Foxr OHE
RINHIEENORE L BB X HD,

— 77T RGN 12 B (46%) L2, T
2L, ZOHIEY S OOFEREIERGT
PNV EAE A U T RER 72 B AR 2 W O Rk
REERRIER LD, “Ba (BEFEEEN)” &
BONDIER 4 FINEENTND EEZS
iz, IREEARIEDORIERE L bbb
“EE” T, AS R O FER IR AN EE
Bbind, LML, lALMZIZEBWT “(af
“CIXHE AR ER R VREICERAT
% DIZxE LT, IRELRS A R SERE B3 Tl
WAREESEDOIGERN BN Y | BEES
KRG DBEFILAEDAR T3 ThHoT20 357
E.THBENERSL, ZOZ D, DEOIML
W2 &> CRlEERR B 2, MmEic X
HIREL D7 AN &b Z &R
HELE XN D,

B dik=gimeA
FEANET BB XV HAE OFVEDHEE
ROMRPLUT R & < BB L, ZHUT VB QOL
HLRELSEETDHZENMHEIN TN D,
KA1 LE DAL DWW TR 21TV, Bl
TED HAE OSEfE LR SN2 ICBIT 58k
BZBHOMI LTV,

KD HAE DZIEHT A KT A4 > OFRE
K OFISCGRE~ DB HIZ L > T HAE 2 DY)
TAMEIZDZ2 B Z ENEIFE IS,

2. @b IERRE
BREERT — & 2 AW HmO BB RS

14

ERBOERKEZ B OHEE]

2015 DEEFRIEREITICE Y, B LU e
T — H X A D3R L 201947 B LT T
FEOZDME o T2, HHRIERTTRIOERR
P2 A b HERIEREL TR O ERR IR F B O AL
oY BFFERE CIENE X T A EE TR AR R

EDWBESERITHI 2, BLORHELA K
TA VUGTREOBEE RN T2 2 L 2B
(2. FIHEGE 21T 72, #IEO #2020
HF10H AF. 2015~1TEE T — )Tl
FNCRIIE K O HERIERETT A% DR
BOECEHEZR L, WE LT, TOREN
H201THELIBE S 5| e SR T 2 M H
L&z 2022458 H TR/ BEIRIME R JE R
BOKEIE., REAIEE, BEETRE, R
PEFAMERE, JERRIE) 02015~ 224F FEFEE
T — &2 OFHHRFEZEITV., 202343 H
(ZHKGE STz, R 5 BRI BRI AR
BOME - FlnoaA, why7 - sk, A, &
FERE, MR, RRAETA., B, HTH D,
FIHBGE LT — 2 ORIE 2 F> T, 0T
kT 5,

KIGEHTA BT A L itdd 2 KIEE D%
BIZHOW T, YA B EICENE L2 E
P A RO TR ST D B E IR BBIG AT
JEEFEMEE. TR O AR A E A
DIHTRESRZ T, D2 E O KEE EE
DM« HFElAR, R, BEREEEZRL, 1
FMZ I D RKIEIE OB RE, FIER, Rl
EOLMREL E2a—T5TFETHD,

E. f&#

W Th 52023413, EFEFHEZIC
X DB O AT 2o, EEOBRE
VYA N OYEFE, BEFERCEESROY
N N AR U7 ke 7o BRI Rk &
FEETEI E kL, BREEES Z LT, Ml
WML R SR BRI RIS E T 5 2 N T
77

B s & BRI O RE S K OB
B HARI N2 Wr e - FEAEEE S -
BT A BT A LV EDIERSCURETIZOWNWT
X, REEDOVAT~T 4 v 7 L E2—N)
SET LTHA BT A ETROIVERL DS A
THY ., BEMELEEREICOVLTE,
20184 & 202 1R TR S LT B n ki & M
THEERR T A RT7 A4 o OfMBRERE LT,

AMED 98 % & 6 1= BIIERFSE & D -
HY % & DIZHOWTIE, FBKIEREDAMED
WFERRE MR eh R 2 s Al



FFOKHE R R TIREIERT ) . A%
AR L L e N SO TN D,

Bl Py, EFRIEFEE . BE LK OERA~
DRy« FEFEIHOWT, IRFZFEARE, g
SRR, RKIEIE OBEBIZONT, A
T4 RO T RATO® I F— % B
L7, BEEH2<., —ROFL2NBIA
WL DL OEMRHFERT 7 — b Ok
Bnn, ABEBRABGEERE -5 %
77

EEREOE PRI L D BEERETE
WZDWTIE, LIS PERRE M R O 2 D Y
WEEZPFNDL DT o r— A,
Fx v 7 RA v MNEEEEEERKEEOS
E TS ) (S, R AR
B R EHREFHA DR B A WA LT,

WHERE | SRBOERZE R O3
AR DN T, BFFEEHENIC IR - THE
LiEH T,

F. EAREHR
2L

G. WFERE (F 5 £EK)

~ KB~

1. ALK

1. Egami S, Watanabe T, Fukushima-Nomura A,
Nomura H, Takahashi H, Yamagami J,
Ohara O, Amagai M.Desmoglein-specific B-
cell-targeted single-cell analysis revealing
unique gene regulation in patients with
pemphigus.
J Invest Dermtol. 143: 1919-1928, 2023.

LESFER

1. Egami S, Watanabe T, Fukushima-Nomura A,
Nomura H, Takahashi H, Yamagami J,
Ohara O, Amagai M.
Desmoglein-specific B-cell-targeted single-
cell analysis revealing unique gene regulation
in patients with pemphigus.
ISID2023 Tokyo Satellite Meeting.
International Symposium on Autoimmunity
Targeting the Skin. -Pemphigus, Pemphigoid,
and Beyond-
DRSS A 14-15 H R

~BERBE BRUERBKEEZST) ~

L. AR

1. Ozeki T, Muramatsu K, Yoshimoto N, Ujiie
I, Izumi K, Iwata H, Mushiroda T, Ujiie
H:Association of genetic variants of HLA-
DQAT1 with bullous pemphigoid induced by

15

dipeptidyl peptidase-4 inhibitors. J Invest
Dermatol 2023; 143: 2219-2225.e5.

2. Tanaka A, Fujimura Y, Fuke S, Izumi K,
Ujiie H:A case of bullous pemphigoid
developing under treatment with
benralizumab for bronchial asthma. J
Dermatol 2023; 50: 1199-1202.

3. Mai S, Izumi K, Mai Y, Natsuga K, Ishii N,
Sawamura D, Schauer F, Kiritsi D, Nishie
W, Ujiie H:Native autoantigen complex
detects pemphigoid autoantibodies.

JID Innov 2023; 3: 100193.

4.  Ujiie H:What’s new in the pathogeneses and
triggering factors of bullous pemphigoid.
J Dermatol 2023; 50: 140-149.

5. HILgE, BILEF L EE &iFS
AL aHEY, A ERE, S
AN BRER T AR
T, BRHORW, RAHEAT, KEHE LM
Kl (RRMERBKEIEZ ETe) 2
WA BT A B HEREE 20235
133:189-193.

6. Kawamura T, Muramatsu K, Orita A, Mai Y,
Sugai T, Haga N, Fujimura Y, Miyauchi T,
Izumi K, Koga H, Ishii N, Ujiie H:Two
cases of Hallopeau-type pemphigus vegetans
with anti-desmoglein 1 and anti-desmocollin
3 antibodies without mucosal involvement.
J Eur Acad Dermatol Venereol 2023; 37:
e508-e510.

7. Sunada M, Sugiyama S, Nakahara Y,
Yamane M, Mashiko R, Yamamoto T,
Aoyama Y:Dramatic deterioration or new-
onset dipeptidyl peptidase-4 inhibitor-
associated bullous pemphigoid after
COVID-19 vaccination: a possible
manifestation of immune reconstitution
inflammatory syndrome. JEADV Clin
Pract 2023; 2: 479-487.

8.  Sugiyama, S., Yamamoto, T. Aoyama, Y.
Biomarkers for predicting immune
reconstitution inflammatory syndrome in
dipeptidyl peptidase-4 inhibitor-associated
bullous pemphigoid: A retrospective
observational study with a case series.
JEADYV Clin Pr 2024; 3: 226-232.

LESHER

1. Takenobu Yamamoto, Yumiko Asanuma,
Hironobu Ishimaru, Mariko Yamane, Yumi
Aoyama:Disturbed epithelial integrity
protects against cell-to-cell transmission of
HSV-1 in keratinocytes.1SID2023,
Tokyo,2023.5.10-13

2. Ujiie H:Th2 immune response in bullous
pemphigoid.ISID 2023 Tokyo Satellite
Meeting. International Symposium on
Autoimmunity Targeting the Skin -



Pemphigus, Pemphigoid, and Beyond -,
Tokyo, Japan, 2023.05.14

3. KRFEHEZ : Type2 RIENOLHAEL T k 5.
' — R % & BRI IE D R & IR
HRIR 55 158 1] H ARG Bl
& f#i)E, 2023.5.28

4. RFERZ  Z¥RERGEE2T5H %R
FEMAERE 55 122 [ H AR RS R
2 Mk, 2023.6.3

5. Ujiie _H:Bullous pemphigoid (BP) and 6.
premonitory BP.25th World Congress of
Dermatology Singapore 2023, Singapore,
2023.7.5.

6. Ujiie H:Uncovering the mystery of bullous
pemphigoid. [ 37 ik B K 57 52 & B R B G
{# Taiwan, 2023.8.9.

7. EWMAHE, RFRE, MRy, JL 7
]E VY~ TR¥E% COVID-19 12
B Lo M REIE O 26 5 290
[ B A B G BE 5 2 B (e 7 2= B L
2023.9.23 8.

8. KFEZ :HiBP230 HLik MO K
e HARRER 2 RIS R A R
RTIRE 5 402 [ AT R R
IRIFL & KE Web, 2023.11.5

9. KFEHEZ:
BRAFICBI 5270 Faggy 9
DFFE 5 87 [0l H A BB 72 B S
AN RS AR, 2023.11.18

~ B P AR~

L. FSCHER 10.

1. Onitsuka M, Farooq M, Igbal MN, Yasuno S,
Shimomura Y. A homozygous loss-of-
function variant in the MPO gene is
associated with generalized pustular
psoriasis. J Dermatol, 50(5):664-671, 2023.

2. Takeichi T, Yoshikawa T, Igbal MN, Farooq

M, Taki T, Muro Y, Shimomura Y, Seishima 11.

M, Akiyama M. Mild generalised pustular
psoriasis patient with a heterozygous
hypomorphic MPO variant successfully
treated with granulocyte and monocyte
adsorption apheresis. Exp Dermatol,
32(9):1557-1562, 2023.

3. Hayama K, Iwasaki R, Tian Y, Fujita H.
Factors associated with generalized pustular
psoriasis progression among patients with
psoriasis vulgaris in Japan: Results from a 2.
claims database study. J
Dermatol.50(12):1531-1538, 2023

4. Tkeda, Tsutihashi H, Wada A, Koyama S,
Yoshihara N, Ikeda S: Evaluation of the
Involvement of Coiled-coil alpha-helical Rod
Protein 1 (CCHCR1) in Imiquimod-induced

1.

16

Psoriasis Models. Ann Dermatol. 35: 328-
331, 2023

Manome-Zenke Y, Denda-Nagai K,
Murakami R, Noji M, Tsuneda N, Ishii-
Schrade KB, Kanomata N, Arai S, Irimura T,
Ikeda S: Possible Involvement of Antigen-
Presenting Cells Expressing the Macrophage
Galactose-Type C-Type Lectin in
Inflammatory Skin Diseases. J Invest
Dermatol. 143: 1834-1838, 2023

Choon SE, Elewski BE, Fujita H, Geng S,
van de Kerkhof P, Mburu S, Puig L, Romiti
R, Venturini M. Diversity in the clinical
presentation of generalized pustular psoriasis
(GPP): A series of case vignettes from
around the world. Exp Dermatol.
32(8):1284-1295, 2023

Ikumi N, Fujita H: Generalized pustular
psoriasis occurring in a patient with multiple
sclerosis during the treatment with
fingolimod. Journal of Dermatology. 50(9):
€295-296, 2023.

Ikumi N, Fujita H, Wada T: Generalized
pustular psoriasis occurring immediately
after the withdrawal of upadacitinib in a
patient with plaque psoriasis with
inflammatory arthritis. Journal of
Dermatology. 50: €398-¢399, 2023.

Wada S, Namiki T, Ebata A, Takeichi T,
Akiyama M, Yamada M, Hijikata A,
Shimomura Y, Kanegane H, Okiyama N.
Generalized pustular psoriasis that developed
in a patient with an NFKB2 variant. J Dtsch
Dermatol Ges, 22(1):118-120, 2024.
Trujillo-Paez JV, Peng G, Le Thanh Nguyen
H, Nakamura M, Umehara Y, Yue H, Ikutama
R, Takahashi M, Ikeda S, Ogawa H,
Okumura K, Niyonsaba F: Calcitriol
modulates epidermal tight junction barrier
function in human keratinocytes. J Dermatol
Sci. 2024 Feb 7: S0923-1811(24)00015-X.
B ESE, REHTEH : B IL-36 LS
—HuEEE; ARV Y <7 HAREK 81:
1916-1921, 2023.

2. FLFR

JR RS, S, AKRES, AHE
¥, WAES, TR R RRICERL
TR ERLRED 1. 25 191 |8 A AR
Braiinrs (2023477 2 H) .
Koremasa Hayama, Hideki Fujita, Tadashi
Terui. Investigation of regional differences in
medical care for generalized pustular
psoriasis in Japan. 32nd EADV  Congress
(2023 410 H 11-14 A)



BEILMEIC, RHE SR, BBH IE. A
(233 2 YL VR MR 1M W 25 0D e 7
O, 5 87 [BIH AR ER FE B K
BRI R 2 (2023 4E 11 A 18-19 H)

~ KA~

1==‘A

DN

. ImICFER
1.

EHET, HHER, ARITH. AR
S BB A AT L 7 AR
FI B AR (Dow] ing—Meara %) % i K IE 5
BlOE L, AARRERFRMER 134:7,
2024. 6 FJill 1

Al % RE BEERERER £LOKE
iE. KR, 5(1) 115-21, 2024. 1.

Kikuchi Y, Tamakoshi T, Ishida R, Kobayashi
R, Mori S, Ishida-Yamamoto A, Fujimoto M,
Kaneda Y, Tamai K. Gene-modified blister
fluid-derived mesenchymal stromal cells for
treating recessive dystrophic epidermolysis
bullosa. J Invest Dermatol. 2023 Dec;
143(12):2447-2455.¢8. doi:
10.1016/.jid.2023.05.021. Epub 2023 Jun 10.
Akiyama M, Takeichi T,_lkeda S, Ishiko A,
Kurosawa M, Murota H, Shimomura Y,
Suzuki T, Tamai_ K, Tanaka A, Terui T,
Amagai M. Recent Advances in Clinical
Research on Rare Intractable Hereditary Skin
Diseases in Japan. Keio J Med. 2023 Jun 29.
doi:  10.2302/kjm.2023-0008-IR.  Online
ahead of print.

Kogetsu A, Isono M, Aikyo T, Furuta J, Goto
D, Hamakawa N, Hide M, Hori R, Ikeda N,
Inoi K, Kawagoe N, Kubota T, Manabe S,
Matsumura Y, Matsuyama K, Nakai T, Nakao
1, Saito Y, Senoo M, Takahashi MP, Takeda T,
Takei M, Tamai K, Tanaka A, Torashima Y,
Tsuchida Y, Yamasaki C, Yamamoto BA, Kato
K. Enhancing evidence-informed
policymaking in medicine and healthcare:
stakeholder involvement in the Commons
Project for rare diseases in Japan. Res Involv
Engagem. 2023 Nov 29;9(1):107. doi:
10.1186/s40900-023-00515-5.

CERER

SEHEE, HHER, A R Y TE

TR A & M AT U 7 EAE L
(Dowling-Meara ) & B2 /K@i 5 1 D %

L. H A TR A AN R ER R A
2, KB, 2023.7.15

Al R FKEOKEIE Update. 25 45 [BI7KE

HEMFFE 2 27 FL.2024.1.12.

Tamai K. Journey of my EB research from

Philadelphia with professor Jouni Uitto .

International EB symposium in Osaka, 2023

17

4.

57 8B, KBk (HEE)
EHTA  FREOKFIE T 25 AR S
PEHEBHFE . 5 39 18] A AR IR B2 EBHE 2 i
2 BRI RS, 2023426 A 17 AL &
% (L RYT L)

Tamai K. Development of tissue
regeneration-inducing medicine for recessive
dystrophic epidermolysis bullosa, 25th World
Congress of Dermatology Singapore 2023,
July 7th, 2023, Singapore

EHFEA FREOKFERROBUIR & R
5% 47 B A A/NR B SRR AR
2023 4E7 A 12 A, Kk (ZHE#E)
EHmWA Development of regeneration-
inducing gene therapy for recessive
dystrophic epidermolysis bullosa, #529[F] H
ABIRFAIRIRR A2 FINE S 20234
OH11H, KR (HAFAEERESILRF
A7)

EHTA KRERKRFARERHNIIB T 545
P T U S BOKHE TR RIE B 6 . B AR B
B RAERRERMT 22 M REE
402 W2 A R B IR &
2023 4= 11 H 4 H, Web BRf#

AN
IS N

~ SR M R~
L. #wXHRER

1.

Fukaura R, Takeichi T, Ebata A, Murase C,
Muro Y, Akivama M. Ichthyotic skin
lesions of Conradi-Hiinermann-Happle
syndrome successfully treated with
dupilumab. J Eur Acad Dermatol Venereol.
2023 Jun;37(6):e732-e734. doi:
10.1111/jdv.18894.

Takeichi T, Ito Y, Lee JYW, Murase C,
Okuno Y, Muro Y, McGrath JA, Akiyama
M. KLK1] ichthyosis: large truncal
hyperkeratotic pigmented plaques
underscore a distinct autosomal dominant
disorder of cornification. Br J Dermatol.
2023 Jul 7;189(1):134-136. doi:
10.1093/bjd/1jad082.

Takeichi T, Muro Y, Akivama M. Ichthyotic
skin phenotype induced by the chronic
activation of Toll-like receptor 2, and
autoinflammation. Br J Dermatol. 2023 Jul
17;189(2):252. doi: 10.1093/bjd/ljad122.
Takeuchi S, Takeichi T, Muro Y, Shimamura
T, Akivama M. Plucked scalp hair follicle
samples are useful RNA sources for mRNA
analysis of most genodermatosis-associated
genes. J Dermatol Sci. 2023 Aug;111(2):68-
70. doi: 10.1016/j.jdermsci.2023.06.004.
Sawa M, Murase C, Yamada N, Fukaura R,
Tetsuka N, Sato Y, Takeichi T, Akiyama M.



Giant condyloma of Buschke-Ldwenstein in
a Netherton syndrome patient, successfully
treated with cryotherapy and intravenous
immunoglobulin. J Dermatol. 2023
Sep;50(9):¢289-¢291. doi: 10.1111/1346-
8138.16798.

Takeichi T, Hamada T, Yamamoto M, Ito Y,
Kawaguchi A, Kobashi H, Yoshikawa T,
Koga H, Ishii N, Nakama T, Muro Y, Ogi T,
Akivama M. Patients with keratinization
disorders due to ABCA 12 variants showing
pityriasis rubra pilaris phenotypes. J
Dermatol. 2024 Jan;51(1):101-105. doi:
10.1111/1346-8138.16967.

Suzuki Y, Tanahashi K, Terashima-Murase
C, Takeichi T, Kobayashi Y, Kinoshita F,
Akiyama M. Cross-sectional nationwide
epidemiologic survey on quality of life and
treatment efficacy in Japanese patients with
congenital ichthyoses. J Dermatol Sci. 2024
Jan;113(1):2-9. doi:
10.1016/j.jdermsci.2023.11.002.

Nakane Y, Yoshikawa T, Takeichi T, Kono
M, Akivama M. Dual clinical features of
fine and rough scales seen in a combined
ichthyosis vulgaris and X-linked recessive
ichthyosis patient with atopic dermatitis. J
Dermatol. 2024 Feb;51(2):¢49-¢50. doi:
10.1111/1346-8138.16968.

g v, i R, T AR, = OB
B, JERE AR, AR REE, A R,
ANEF SR, BRIl Angs, M Otsm, 3K
A%, Kl EE. APIB] OHEA~T 1
A MRS 12 X 5 MEDNIK-like
syndrome. f{LIEMF A FOEREE. 37 &
Page22-25 (2023.07)

2. FRFER

1.

Takuya Takeichi, Yusuke Ohno, Kana
Tanahashi, Yasutoshi Ito, Ken Shiraishi, Ryo
Utsunomiya, Satoshi Yoshida, Kenta Ikeda,
Hayato Nomura, Shin Morizane, Koji
Sayama, Tomoo Ogi, Yoshinao Muro, Akio
Kihara, and Masashi Akivama. Ceramide
analysis in combination with genetic testing
is useful in diagnosing self-healing collodion
babies. International Societies for
Investigative Dermatology Meeting,
2023/5/10-13

gnoR B, T fEOT, WA, R 4R
th, ek W, w0 ERE BRI 2RI,
OHER 28T, B BEGE, AW
Conradi-Huenermann-Happle JEERED 1
Bl %5 122 [0l A AR E R AR,
2023/6/1-4

BRI B, i i, S R, A
. R ORREIC I DR NEE 2

18

oo N T REE & RIE & OFEAER OfiF
B, 55 122 Al H AR JE R i,
2023/6/1-4

4.  KEF AL, WU A, ' OAEe, R
th, il TR, KR #iE SREBF1 255
AT 5 ARV EE IFAP JE(ERE B
O E B REE AR, 5 96 [B1 B A 44
R4, 2023/10/31-11/2

5. fhEEWIE B, i e, MR #EA,
= OBE, U R I -, KO
B, KL BE&. EERAENZE L
KRTI10 2 %12 X % ichthyosis with confetti
D 15, % 38 [ LIENFITE, 2023/7/22

(BFRFEL BT - H - BITHEELEA)

~ PR R ML B fa i~

LBRCHRE

1. RREWL, FAEZ . FFRZ S, A B K
Ha, BHEZ . kHFEE, ABCCE BI5 T4
AR T MR S D 1 .
Fe SR OERIR, 2023:65(9):1393-1396

2. BFRRE

1. Ak BA, ZEEMEZ: [#HE#E] HER
HEMECME S (S & B RR AR, 55 122 [A] H
A ER S (2023/6/1~6/4, A
M- N7 ¢ i)

2. 4K WA, EEEZ: HARNGMERRHEIE
P FUE O B s T RAT & WFFERR R D& R
. 5B 75 [B] B ARRZ RS T ST
K% (2023/9/16~9/17, ‘EEFVETT - phfl =
Ry g )

~ R B2 & B B~

L. R

1.Nagatani K, et al. Copper chelation by d-
penicillamine alleviates melanocyte death
induced by rhododendrol without inhibiting
tyrosinase. Biochem Biophys Res Commun.
2023 Apr 22;663:71-77.

2. van Geel N, et al. Worldwide expert
recommendations for the diagnosis and
management of vitiligo: Position statement from
the International Vitiligo Task Force Part 1:
towards a new management algorithm. Eur
Acad Dermatol Venereol. 2023
Nov;37(11):2173-2184.

3. Seneschal J, et al. Worldwide expert
recommendations for the diagnosis and
management of vitiligo: Position statement from

the international Vitiligo Task Force-Part 2:
Specific treatment recommendations. Eur Acad
Dermatol Venereol. 2023 Nov;37(11):2185-
2195.



https://pubmed.ncbi.nlm.nih.gov/37715487/
https://pubmed.ncbi.nlm.nih.gov/37715487/
https://pubmed.ncbi.nlm.nih.gov/37715487/
https://pubmed.ncbi.nlm.nih.gov/37715487/
https://pubmed.ncbi.nlm.nih.gov/37715487/

4. Arai Y, et al. A case of acute localized
exanthematous pustulosis following COVID-19

infection. J Dermatol. 2024 Feb;51(2):e37-¢38.
5. Kameda E, et al. Amelanotic melanoma in
oculocutaneous albinism type 4 detected using
violet-light dermoscopy. J Dermatol. 2024 Feb
27.
6. Okamura K, et al. Resident memory T cell
contributes to the phenotype of inflammatory
vitiligo. J Dermatol Sci. 2024 Feb;113(2):74-
76.
7. Nojima K, et al. Activated Akt expression is
associated with the recurrence of primary
melanomas and further refines the prognostic
and predictive values for relapse in acral
melanomas. Pigment Cell Melanoma Res. 2024
Jan 37(1):36-44.
2.FRRR
1. Clinical  application  through  studies
using mouse models, including post
inflammatory pigmentation (PIH). T Suzuki
The 74th Annual Spring Meeting of the KDA,
Daegu, Korea, April 19-20, 2023

2. Suicide substrate properties of rhododendrol
are responsible for tyrosinase inactivation and
melanocyte death. K Nagatani, et al. 1st
International ~ Societies for Investigative
Dermatology Meeting, Keio Plaza Hotel
Tokyo, May 10-13, 2023

3. The genetics of oculocutaneous albinism
(OCA) and chemical-induced vitiligo (CIV).
T Suzuki, et al. IPCC2023, Bilbao, Spain,
May.30-June02, 2023

4. Symposium 39D Special aspects of vitiligo in
the Far East: chemical-induced vitiligo. T.
Suzuki, et al. WCD2023, Singapore, July 3-8,
2023

5. Symposium 39B Oculocutaneous Albinisms
(OCAs) in Japan. T. Suzuki, et al. WCD2023,
Singapore, July 3-8, 2023

~ Bt i M~

L FwICHER

1. ZRARES, HPEEA: [E92 update—IiL %
PEVEIE 3 0 T ZFRRE OFT LW R
BEIG. T LV —DRREK, 43K 12 5
919-921, 2023

2. F GBI, AARE, KiE B, mk E L
T, B &, fsAK T, KPS, B
R4, fif: WAO/EAACT E{mit i Sz

19

2,‘—‘4

FERR

73

FEIRR A BT A —2017 HFUUEM.
T LXK —, 7225, 158-183, 2023
ARA e, H R BEAE, AAJFOR, i
WAO/EAACT S&AntE M & M2 TR R AT A B
FA v - 2021 FEBUERR. 7 L L ¥ —,
723 5, 237-272, 2023

Kogetsu A, Isono M, Aikyo T, Furuta J,
Goto D, Hamakawa N, Hide M, Hori R,
Ikeda N, Inoi K, Kawagoe N, Kubota T,
Manabe S, Matsumura Y, Matsuyama K,
Nakai T, Nakao I, Saito Y, Senoo M,
Takahashi MP, Takeda T, Takei M, Tamai K,
Tanaka A, et al.: Enhancing evidence-
informed policymaking in medicine and
healthcare: stakeholder involvement in the
Commons Project for rare diseases in Japan.
Res Involv Engagem, 9, 107, 2023
Morioke S, Aikyo T, Tanaka A et al. Survey
of hereditary angioedema episodes and
quality of life impairment through a patient-
participatory registry. J. Cutan. Immunol.
Allergy, 2024

L

~ AT~
L RCRR

1.

Akiyama M, Takeichi T, Ikeda S, Ishiko A,
Kurosawa M, Murota H, Shimomura Y,
Suzuki T, Tamai K, Tanaka A, Terui T,
Amagai M. Recent advances in clinical
research on rare intractable hereditary skin
diseases in Japan. The Keio Journal of
Medicine. (in press)
FImE, Ll LEE &i65
A\ aETER, A ERE, MEEEE,
FHSCN, BEEEE T A, B
K, REHAT, REHEZ

FERIIE (T2 RIMER BUKIIE 2 & 1)
A KTA BRI, AAR RS
§5; 133:189-193, 2023.

2. BFEREK

L


https://pubmed.ncbi.nlm.nih.gov/37753547/
https://pubmed.ncbi.nlm.nih.gov/37753547/
https://pubmed.ncbi.nlm.nih.gov/37753547/
https://pubmed.ncbi.nlm.nih.gov/38414164/
https://pubmed.ncbi.nlm.nih.gov/38414164/
https://pubmed.ncbi.nlm.nih.gov/38414164/
https://pubmed.ncbi.nlm.nih.gov/38336493/
https://pubmed.ncbi.nlm.nih.gov/38336493/
https://pubmed.ncbi.nlm.nih.gov/38336493/
https://pubmed.ncbi.nlm.nih.gov/?term=Nojima+K&cauthor_id=37596787
https://www.ipccbilbao2023.org/en/home

TS AR AT A AR R e AR BBORITTE 3
Sy EAR TR

KiE D HCRGHE B MR IC A4 2 B —AE Rt

HgsrHEE wmiE BA BERBRFEFMZEFFLHE  HEHER
MEs#EE Wk = R EFERREREFR B

MARE

EAMAIZOWTOHEMPRED Z L b IS D,

KIGHE T H CPURIC X > TRE - BRI AKE 2 £ U 5 H OB REA T, EHHR TH DT A
E7 LA (desmoglein; Dsg) (ZHRFEI7Z B UG TE B fifa2 R IC BB o &k Bl 2 R4 &
EZHNTWDS, AEIOMIETIL, KEEBZORMEM D Dsg B B i 2 H—ffu &
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LN N T OfERT 72 E BRI iThbIL T E T,
A EIOMFZE T, RIEIEEBE ORI 2 v
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DN, F7p DRI A ) O Bl S du7- Dsg #F
HH) B MR T, [Fl—o BCR 233/ &
TW5, HoWniTdtdoiELF>72 BCR
PR END, LWooZ LidBE s
o7, BB X7z 10518 fH O AR T
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PV S—T M DIEHEL ZFHETH 2 & b
RSNTWD, IEF, KIEE OFRBICIE R
AU S=T NS L TWbH Z EhwE S
NTEY ASBEIOHFIEH 51X Dsg R B Al
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KIEMA 5 Dsg FrE0Y B Ml % iy %
< HBECX7- 3 AOXRHIERE D PBMC %
FAWTH Il RNA o —7 o ATt 5%
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Y7y -l No. of patients treated No. of responders No. of non-responders (% of all
(% of all patients) (% of all treated reated patients)
patients)
(42.9%) (83.3%) 2 (16.7%)
3 (100%) 3 (100%) 0
11 11 (100%) 11 (100%) 0
9 8 (88.9%) 6 (75.0%) 2 (25.0%)
23 10 (43.5%) 10 (100%) 0
12 1 (8.3%) 1 (100%) 0
1 1 (100%) 1 (100%) 0
All phenotypes 87 46 (51.7%) 42 (91.3%) 4 (8.7%)
28 9 (32.1%) 7 (77.8%) 2 (22.2%)
2 1 (50%) 1 (100%) 0
11 3 (27.3%) 3 (100%) 0
9 2 (22.2%) 2 (100%) 0
23 5 (21.7%) 2 (40.0%) 3 (60.0%)
12 9 (75.0%) 8 (88.9%) 1 (11.1%)
3 1 (33.3%) 1 (100%) 0
All phenotypes 88 30 (34.1%) 24 (80.0%) 6 (20.0%)
28 2 (7.1%) 2 (100%) 0
12 3 (25.0%) 3 (100%) 0
F=IZ~T 12 0 0 1 (100%)
AULF T 12 1 (8.3%) 1 (100%) 0
7 12 1 (8.3%) 0 1 (100%)
Suzuki Y, et al. J Dermatol Sci. 2023.
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