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R E§ 5. WKEETIZ IL6RN BIZTH LW
X CARDI4 &5 T CTH 5. IL36RN HIZT-ER TIIE
BT WD IL-36Z 55PN (IL-36Ra) BRAEXKH
Zyl &k 9. IL-36Ra RIAE L L TOREIEKD 2
7 = A DD I BUERE O RSB S L Tw
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20114F £ CIINRMEYEw B (7R (generalized
pustular psoriasis ; GPP) D3 MIZAHTSH - 722,
JEAE GPP OHNCIZ A v 7 — 1 4 F V36 Atk vl
FRIEHE (deficiency of interleukin-thirty six recep-
tor antagonist ; DITRA), & %\ & CARD14 [ H 7 Jf

(CARD14 mediated psoriasis ; CAMPS) w9 HC
P EAALSE (autoinflammatory keratinization dis-
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GPP X 1 4S80 NIRASH BLIC B I T 5.
2 T2,034 NDFF B BB S E DB CPIR2T4E
BEWERD) . BAid i <, 20~305f% & 50~705& 12
RIEDOY — 7 3d 25 (WEW KWL > — http:
//www .nanbyou.or.jp/entry/168).

GPP OHi & zaH i (PsV) OB E % R
554 7D PsV #E) GPPy L ESIHWI A TD

PsV ZPFb 7w GPP, KIS b, #FHrpics
FEJREITAE ) BRI 2R L, Ui LISRIBOE
R, BEg, WPhERERE R Z G0 5135, FhiZ
L - PEBREANE, WA A, BYER, k7 IvAq
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WL LTHWORL 2 DD, Fu—nU F
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TNF-a $ufk#es:, biIL-17A bufises:, HLIL-170 &
77— APuiEEE:, HUIL-23P19VURHR D 5 W id
BE Bk B BRI A5 15 F2 9 1: (granulocyte and monocyte
adsorption apheresis;GMA) b A TH5H. LiaL,
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I. DITRA

IL-36Ra D315 ¥ T 5 IL36RN 15T DFEAE R IH
ERZEREE LTI R SN BEMRADITRA TH
%Y. DITRA OEKRA O RS W% S D13 GPP T
bHb. HEK GPP OWFHIEAPTH - 722%, A TPsV
D%\ GPP D K3 DITRA TH 5 22, %
72, BRI Rt R BRI 2 TR L T 525,
LEICEATUEAREREERLELCORIET LS
LA E NP K9 RIS T b DITRA O
PAEAET 55V ZVENF R B YA SE O — T8I b
DITRA OREBIAAFAES 5. TR B bR LBk 62 48
ZHE O GPP Bk TR E O GPP O A4 K4
YT GPP IZ&ED VA, ZORMTDH DITRA ®
SEWAH 59, DX 512, FEREEKE S GPP b
MENTO2EERETDH DITRA OIEFNIZHFRET S S
EANLAED Do TE T E 51T, ALFEMKIRE ORN
& L T IL36RN @Iz F OB XREITEH I AT
27, ANTFUBGRERTHHNRTZRET 2 (X
1). GPPOBE BT HLEITHBIRLENE
WAL,

&L 25T, DITRA IZ2b 53, GPP TIIKEET
IL-36& IL-1D ¥ 7 F V3355 LTw Y. DITRA
TOWEKD X H = X A & DITRA T%\W GPP T
OB D X Hh = X LB DD L) TH 5.

II. CARD14E8Es# (CAMPS)

Caspase recruitment domain family member 14
(CARD14) 0% Jeta OB ARICLD,
SE Pk ALIE % K3 B AS CAMPS Td 5. KMk
H BT D PsV, BIENEEE, GPP, TBALM:

K BLHEE VIR Ehie s h s ($2)%10,

CARD14!3 CARDIM4#EIE T #EW TdH 5. CARDI4
AR T D exon 2-4FIE DRI L ) CARDI4AHERE
HERRNC 72 5.

FEAEAFR T H Ktk @ GPP T CAMPS D JE Bl A3t
HEhTwa!l X512, Ao PsV 245 GPP T
& CARD14Aspl76His D% K 2517% { SO F KT
»b. HtoTARIED GPP O ¥ s+ 2 B Tk
IL36RN &fzT- D%, CARDIAE E T AHETH 5.

CAMPS ®J57E 13 DITRA & 5 L RWAENR T
Wb MRROMBIZHERATZ27 7 I —5F
CARDIZY ¥ /8l L Bdisdh ) X TS hTw
T, WEAEM L TWwa CARDI4S CARDII & [l Kk
ODEEEATIEEZONTVS. T bbb,

&1 IL6RN BzTFEREZERETIELEDHIER
BEUEETLLLDLEVVERAMEECARE)
RPN
SMARMERBHIREE
BRUEIRIRA BB
7 OR—FED R iR R S 2%

H IR

%2 CAMPSICEZFh3&KRE
* MV DREB S B %
K8
EfEIENRS VE
RSB E
R iR R EE P S
IR IR BCARED)

CARDI4 X K MAALMNBIZHEB L T T, 1k-B
kinase D& 82 e LTl &, CARDI4D#%iE
HEIFERIE Ik -Bkinase D) X Z G L L, &mAHEMIC
nuclear factor kappa-light-chain—enhancer of acti-
vated Beells (NF-«xB) Ot bzR3 L2 D,
FIEDVFE R SNL LFHESN TS (K1),

V. DITRA DIRFERIH A h =X LICDOWT

IL36RN 1z F DORERE R AL 720 TR BIEIE IS
At THY, FREIZIHEIR TOWFHEIL L 72 IL-36
a, IL-368, IL-36y ICLB1EHZRLELT HLEE X
LR Twa, IEFEECTIEMEICHEAL TV A,
TLR-4Y 7~ K, tumor necrosis factor @ (TNF-a),
IL-18, IL-17% LRI LY, IL-36, IL-364,
IL-36 y 13 F 1Kz AL (keratinocyte ; KC) & B
Bz 48 IR Ml He (dermal dendritic cell ; DC) 7 5,
IL-36Ra i3 KC 2> SHibifk & LTl I h7zD b ITik
M N7z IL-36 @, IL-36 8, IL-36y i KC & DC i
& 5 IL-36R IZ#5 & L, Mitogen-activated Protein
(MAP) kinase ¥ 77 )V % nuclear factor kappa-lig-
ht-chain-enhancer of activated B cells (NF--B) #%
s e TRELERSES (2)". DITRA
DR FHRETIE, WAL L7 IL-36 ¢, IL-368, IL-36
y OFBUIKH LT, IL-36Ra 2HEXRHL T 5720
(2, IL-36R %40 L 72 RAEWETEAL D ¥ 7 F Va3 Fike L
TW3Y. T OFF % 405, DITRA Ol % K
BybEEZLNRTWS (M2). CXCL-1% IL-8 %
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1 PEREMEARE! CARDMASSIEZFIER I T X h = X 2D Fill
FEREMEIS Y CARDI4I3 YR % CARDI4 & 9 & X Y NF-«B ZIHHALL 5

yFepER

pro-IL=36 cathepsin G

elastase activated-IL-36
protelnase 3
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ERaedid)

IL-1R AcP
IL-36R

Ii[L(!(iRa
MAPK signal
NF-kB

2 DITRA B APEE A & = X 2 OFl & BB
TLR-4Y # ¥ F, TNF-«,

IL-15, IL-17A = &2k ) IL-36a, IL-36f8, IL-36y Hilkfk2s#Esh s, IL-36a,
1L-36 8, IL-36y WibR{k pro-IL-361x4FH kKD 70 77— TN K Z YK S N CTiEMEIL L 72 IL-36 ¢, 1L-368
IL-36y (activated-IL-36) (27 5. activated-IL-361% IL-36R 254 L IL-36R & IL-1RAcp BEEL, RIEDY 7 F
N E{EZ B, IL-36Ra A3 IL-36R IZRET 5 & IL-1RAcp E BABET Y 7 F LV 2E 2 . IL-36R 1335 ML
&L BERANE 2 & oM FICHAES 5. BHER L LT, WAL hER, IhEkr SR s s T T 7 — 2,
activated-IL-36, IL-36R & &E3E 2 65,
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O EREED T2 DD B H A AR SN, B
RS 5. FEBIC 36 BIZT-/ v 7 T 7 bho,
36a BIETFIF v AV 2=y 7= A TlE, 1136a &
BFIFI VAV 22 AET LYY, L) &EE
TRAF BRI R S e B S E AE S T v b Y,
UEAE, 1L-36a, IL-364, IL-36y 1%, WFhEkiisko 7
ayr7—¥ (A5 7T vG, T5RAF—E, Fur/g
F—¥3) CEBZNKIGOWWICX DiEHIbshs
LRSI Eo (M2)W. vz sk, NEK
AR S v E IL-36w, IL-364, IL-36y A
WhETHhsb, 2oz ki, IL-36a, IL-364, IL-36y,
IL-36R A2 D, 7u 57 —¥ &3 2 i Lar
HER, H2VIIFHREP SRS E 7a 77— €0
DITRA OWFICHI L 7-16H BN TH L T L 2R L
Tw5s (M2). EBIC, U36rn #isT-/ v 27T b=
Y 224 I FE F2®A L2EF V<Y 2 TRAFHER
OWHICE > THRET L BRI TSP,
GMA I HAL L 720 rh R 2 B 23 2 W0 CTH 5 72
B, HHRICA L 2B WA 5 THAH . P TNF-
o VU, PUIL-17A HUiRps, SLIL-17v &7 % —
AButhHEEE, YU IL-23P19OPUARE: b R BE M (2 U rp Bk
) & AT GPP Oi#E LTV B HEMED D 5.

b W L

DITRA OIEFIEIK A H = X 2 IZKAITH S22 %
No2H 5. WHHEALRFhER, WhERrSHRME ST
a5 7—¥, IL-36% 7 F V&) E/ICHT 5858
BERERRBBE S hTws?. DITRA TZ&\ GPP
DB D A H = X 1 %3 DITRA & HB D), B
REHEDID B DA GPP ORI = IGHIER D41,
EDLDTEHELT—TH 5.
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