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iy H Disease-associated CIAS] mutations induce monocyte death, revealing

low-level mosaicism in mutation-negative cryopyrin-associated periodic
syndrome patients
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B 7 A4 A1) vEEEEVERRE (Cryopyrin-associated periodic syndrome: CAPS) 3. 3 2 ® H O REM:E
B, 97205, familial cold autoinflammatory syndrome (FCAS. MIM #120100), Muckle-Wells syndrome (MWS,
MIM #191900). # & ¥ CINCA fiEfEEf (chronic infantile neurological, cutaneous, articular syndrome, MIM #607115)

DR TH 5, T 6 3FEEIF. VI 1D CIASL (cold-induced autoinflammatory syndrome 1) #Ex &, THiTE > T
I— F&EN5 cryopyrin EFEENA2EHD I A& Vv AERICK D RIET 5, LA L, BRI S i CAPS B 0 —#8,
F#IC CINCA FERFF O TR, BHEOY / 4 DNA §4 L o b v —r YATRERDPRES NS, ThoDBEEDHE
SR AHTSH » 720 T, CIAS1 ZERAFMIEE A 7 & LTH> CAPS BEAIMHRASh BEHRIL D, Thoo
EREMEEOBEIERICETEDOY / ADNA Y —7 Y A TREECTELVWARCIASIDOE YA ¥ XAHBE LTV 51
REMEMZE A SNt
HE 5 CAPS BEDERNITFHEWSHITT 27c0ic, HAENICE T 2 CIAS1 ZREMEEHITB WV T, #ENS CIAS]
EYA VX LHEE LTV B0 RETT 5,

Fik 5 Cryopyrin FHERICEICHKIIL TH 0| IL-18 EEAICBEE T 5, ZEBEREICE T 2EBENLT EY A ¥ X L Z[EE

T 57, £9, HAEMNO CAPS BE 11 L2 WRIC, TOBEMNEREMR L /2o 6 ZHERRBGH, 4 ZLREIETH

D, 1ZBBAOEFA 7 BETH - 1o £ TERBIERE QWA VT, CIAST 285 % > BERIC A 72 A1tk

BEFER LI, ROWT, 2OWHEZMWT, ZREEEEORMEIMICHEEL S 2EEX onb, EREFFOHIKD A Z47HE
T5 T EERA I
FEE G fE A O OGE, ARG EE OB AR L, lipopolysaccharide (LPS) THlli<d 2 &, 2B 5 ML FHE X
Mz EEFER LI, £, BUceF A 7 LBHis TV 2 BEORMIMEMSEKE LPS THIM T 2 &, ZREFOHEKO A
DHERINICHIASEIC R O . AR ZF 7278 WHEBRIGMIEZ R S 75 - 7o fIE5E1E cathepsin B KM TL PIRTIC B b BABR
% THP-1 fife T & 7o 22 58 CIAST IK{FIERIIAS & RIRORF ARk S i (BERX 2), TOBFZERHL T £
FEVERE QKM MEBZERE LPS THIB L. MRLIchE - 72 HERE Y — F LT, DNA Z8HL, ¥ =7 v 2&[T-7c C
DHIFIC K ZEEHEE 4 HIth 3 FlicHi7275 CIAS1 ZEMFEEI N/, INSDEETE. RHMAeMics Uy 245
TLULVOEIEIH 4—T%TH O, BHEEDESF A v X L OFAENHER I NI,

f&im  SEOMETHEIOME TEED > —r v A TIIERNRESH 5700 CAPS BEDO KIS 13, #BENIS CIAS1 A%
ZEYA 7 ELTHEDIEMHONICH - 72, 7o, CIAS1 BFE A FHD HBRIZ. LPS flific & b 2o Iciifast e k4 2 &
oo, TS OFERIZ, CAPS DELEMEREZHO ML, WEEEZ 2 LT, EELSAR T, 5BEEHD

WricEHTH 5,
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7 54 A4 vEEEABGEREE (Cryopyrin-associated periodic syndrome: CAPS) (3. CIASI iBfzFD I 2k v R
ERICEDIIET 5, L L. CAPS BEZHO—ITIREFOLETRERDEESNT. N5 OEEOERITERIZAY
TH o1, HiliEd. CIASI ZBEAZKMIZE Y M 7 & L TH> CAPS BEFIZHE L. ZREEEFORIEICARE CIASI
DESFA VX LDOEEEIRIEL 12, £ 2Ty HEAENITE T 3 CIASI ZEEMBEEFITB W T, CIASL 441 ¥ X ADEH5
et Lo RO CAPS BBEH 11 D 5 b, 6 ANEEGIE, 4 BAEEEETH D 1 BB T A 7 BETH - 1,
Z RSB E OBk E LPS TRl 2 &, fMlESHEE SN T E2FR L, COBRREZFE L T, ZREMEE KR
MEAZERE LPS Tl L. flaFEIchE - e BBk %2 Y — b L& T A, ZBREMRE 4 6 3 BlIcHT 7270 CIAST 2 [ 7E
S, BIERTE YA ¥ X L DIFELENIH S IS - 1o,

P EOwFIE. CAPS ORER BT ROMIHICERR L. BEDOBZW « IHEICFHFE5T 2L LML,

L7chi-> Ty At (B¥) oFfEmX e LTlifiis 2 &0 3D 5,

i, KREMIZGHGEE . Pk 20 F 2 H 13 HEMOGm XA & T nicBhd L a2 d, GikLvonicsoT
5,
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