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S H Disease-associated mutations in CIASI] induce cathepsin B-dependent
rapid cell death of human THP-1 monocytic cells.
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& ; CIAS1 (cold-induced autoinflammatory syndrome 1) &, 3 DD HCOREMEE, 745 bH 5, familial cold
autoinflammatory syndrome (FCAS, MIM #120100). Muckle-Wells syndrome (MWS, MIM #191900). # & ¢F CINCA
fEWEEE (Chronic infantile neurological, cutaneous, articular syndrome, MIM #607115) DJFEKELETTH 5 T EHHAS
e oTOVS, TS 3HEER, VI b CIASL © missense ZFRICE » THL, [H—2A 7 bV EICH BB EER
5N TV 5, CIAS1 I cryopyrin EFFIEN A2 &EH%Z 2 — F L, FICHBKOMIE THRIL TV 5, Cryopyrin (& C K
leuicine-rich repeats fHIKZFFE | ] 5 H OMENRFRITECY| 23059 2 ZARE LTH EEX on TV 20, Bk
DAY FEEESN TV, LA LESS, SEREBICED SN S CIASL ZRKTIE. ) # v FEGF & FEN S #ELL
MY, HEHEHE LTEHC EEZL SN TV S, Cryopyrin OFEEEE LT, 9T Td 5 ASC (apoptosis-associated
speck-like protein containing a CARD) % /L 72 NF- £ B O{EH:AL. caspase-1 241 L 72 IL-1 8 O7EHALTLHENF S N T
W5, FIAifastic RIS T 5 L ER SN TV BN CIAST ZREKDHERELHMIAEANDORIGZ S IC L b D780 - 72,
% T, BEEBE CIAS1 ZRK DN~ DBIG. & = ORI > W TIRET L 72,

Hik REREOERE &5 CIAS1 ZFRAZ/Ek L. b b BECRAINE THP-1 #ilic@mFEA Lo, EAD S 3 REfiliR
IC annexin-V B X O T-AAD Fefa &7V 70 —H A b2 b Y —ICK BT EIT- 120 & Sl Bz TEARICHIIAS 5k
fii U7z LDH ORIE. JeyBamdss X OB FIMEE 2 AW OERRERET, v TRy v 7oy Mk B0 2= 2OiEHAL
Bt &iTt>tce £7ey 70 =FA P A MY =2HVTSIA VYV —L&E I L3y Y THRIEOFEG 21T - oo

fER & B FEEBE CIAS1 A5 (A% THP-1 flilaiciEA T 2 & EAN 5 3 TR TN FHFEI N S T &R
T&E/, 0T, BEERICK - THEI N ML OIRE I, FCAS, MWS, CINCA I 2 EEOIEEE & IEFICH
BIL 720 CIAS1 ZARIKIT L > THREX N BMNALER, * 70— v 2 ELTORKBELCELTED, 7 25— LD LR
Bovontsmrote, Lipl, #MlBEE A Y V- aBRTH S H 77 v v B ORRIHEH CA-074-Me (< & > TEEHICHD
flant, SOIRERKEANCEL > TIA VYV — 2BEROMIIE~NDIRH P I b a v FY TEEMOE I PFES NI D,
VWIS CA-074-Me (2 & 0 FIICIf S nic, DLEOFERD 5| FRERDE CIAS1 ZRKIC L W FFEI N 2 Mil5tIE, 7 7
7 v v BARGEVED programmed cell death T % Z EWRIBS i,

&3 5 SRl T CIAST OiE#E(bic X v THP-1 fllaic 1 57 7 v v BARFH OGN FBEE N E T ENHO M &2 -
Foo RIEAER LGS %7 0 — Y AKOMIEASFES N5 T &3, CIAS1 WHIlaNMAYEESRZ AR L L THIET 2 L L
HTEEFEZ S LT, FEFICHFEVIIRTH 5 L b,

WX EEORKEOEE
CIASI J&Z T3 cryopyrin & KN A EE T — F L, T OREED & MAEYNICH T RIS AR E LTEH EEZ S
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TV 3, CIASI iz T-OZFIZ. cryopyrin-associated periodic syndrome (CAPS) EfafR& 3 3 >0 HOREMEE.
9 72 5 Familial cold autoinflammatory syndrome,Muckle-Wells syndrome 5 & OF, CINCA fEBERELBE L TV 5, &
PEEICEAYD 51 3 CIASI 2% (K3, NF-kB OJEHALS IL-1B OiFHALTT#EEFE S 2 T L0kl o 05—, Mlask & DR
HIIH S DTS - o,

HIEE# O &y CAPS 1B L 72 & R & H> CIAS1 AR A% b b HBkRMAakk THP-1 ICBZFEA T 2 & Sl S )
FHEIN, S5, TOMEA R 70— RELTOREELSBL. AV YV —LBERTHE T 7 ¥ B ORERME
EH| CA-074-Me 12 & » Tl SN 3 T & 2B 5 L,

COfERIE. MIIBNZAIRE L TO cryopyrin OWEEERRITICERNT 2 L, FHES N 2N RIEZHB LS 5 %7
O—YRFETHEIEDSH, SFIFRREFTREET 5 CAPS OEEHRIEROMEIHIC & 210N 2 [REHEEZ /R L TH O, 5
DIFEFIANG 5T 5 L T APL 0,

L7chi-> T, K idfdt: (R oFfEm s LTlifib 2 D LA L5,

BB ARAAIZEGHEFEE 3. PR 194 12 A 5 HEMOIwmXANA & 2 IcBhE L7220, SR LED o bDTH
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