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Cryopyrin-associated periodic syndrome (CAPS) 1% NLRPS A > 7 5 = V' — LD B EHEMALIZ
L5 IL-1BBEEAICHNEHFRELZELHEORERETHD, CAPS DIEMEIREIIH
IL-1EERHRLTH DN, AFITBIT D CAPS IHEE L LTROONIH IL-1 EE LTh
TRXTBEFET D, Lo LEERIELGOF CAPS SEFI~ OB MR RHEE T, Eih T
F X THRTHFEELED LITEET VIV —KGE 0 CORBENRBETH - 7=, LL
EOBEREITTIC “CAPS OIREFE L LTT FF v 7&R%Z B L EMEEEER itz
L, ZOMEEITo, TTXR U TEMEBIERET A VDBV TEBF TH 5
NIH/NIAMS & O#F7eH B2 88 & | 1RBRFERIETT SOBT 4, TRBRIERME / — VT 7 —
< tE L BB R EERORERE, TRBR T e b a—L - IR EE AR Lz, & bITERIEA
DIRNZ L BT BT, AT T XU FHERBEOH D CAPS BE KT 2% HFREE
FRECLV AN, BEMOBRER LT o7, EAM CAPS BE TO PK/PD 7 —¥
DEELRENSTFREND 70, BIET T % ZHEMAHDO CAPS BHEIZKIT 5 PK/PD 7—
FERMEL, SbIZY 70— MERIZRHET 2 BT, BORERERAO Y =791 1 &
BHE% L7z, #f%IZ CINCA FEMBEHE/NOMID TH#E XL TV Z¥ETENE NLRPS (iEE Y 1 7 0%
Wikl LT, kit —7 o —% AV BBHEZE A, B L, FHEIC L BEE
Tdb 5 Muckle-Wells SEMERE 2 JEFI T, WELENE NLRP3 AIfREY 1 7 22 L 2 7=, ML ED
WRIZE D 7T T7ARE B L2 EMTERROERNPE IROME~EHFR L 2o
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Cryopyrin-associated periodic syndrome (CAPS)
T ECREMREAD 12T, HEAED CINCA FEFERE
/NOMID (CINCA/NOMID) . H%#4E @ Muckle-Wells AEE
BEONS) | HARIE DO SR INZERRS (FCAS) ZHFR L
THRBATHD, FTHREMRRAICLDEERE, Th
Ao, BERE, BMEMEEMERERE S, BIERAKIC X 5 B
P, FERET ARIEICAED AA T I A R—T A0
EFHETRE LT D, 2001 FEIZFKEET DS NLRPS
W\EFTHDHZ EIUREI, 2003 FEIZ1E NLRPS A
7T Y — NEECHE S 5 23272 0 . CAPS D FE
JRREDS IL-1p ORBRIFELETHD Z L LT,
WCTRIERISIZ T 20 FIFRY & LT IL-1p 2AEE
THHZEE PIL-IREL L TOT TR IFRE
ZHLT-Z & TR & Tz, EBTERIGRIED KRB
ROFFRBRTIX, REBEAe T IL-1 IEMATRR b, £
7B QL RO LT, MERFXRTHo7, ML
DEFE L LI, RO CAPS % & 0 F JRULFFIC
TBESRIZEE L IR T O BRI FE LT,

1) MIL-1 AL LTRSEHSNTERT 5
TR TEFRERTHY . TOREDRIZONT
FINCBIT D E & FomEILINE THEETE

ERRDPREETH o T,

2) BIEARLTCARBREIN TN T X< T
(Canakinumab, Ilaris®) (ZPLiEEAICTH Y | FHHp
FRFEIRIT KT U THZIMENRIEE T, K712 CINCA JEfR
BEOBEREMBEIEFICN L THODRPI/FTED
DARC, RHEFNZXT 27 7% T OMLBEHENRTF
ET 5,

3) BUIL-1 R L LTIl 3 X< 7 OFEBHBFEIT
L7, &COEFITHF XX~ T BHDZD->
TROT, EYEBEE OBY T % X~ T HURBEE
B, BEELRT VAX—SHHEFRTOITFTHFX <7
RO DPLIL-VREEPBEL STV,

L E DA ORER 2RI E EE LT, CAPS FFIZHKE
FED CINCA FEFEBEOIRRED - OIZIZT 7 F T 5
VELHEL, ZOFMEELRET DL L bIT, F
DT ;R TERBE B LCEMELIRBROTZD
DEFEAT O 120,
syndrome DI L LCT7 o 7AREHE L
EAT EETEER” WFZCHEN AL 2 3 EEITER ST,
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CAPS DIREHEL LTT ¥ I7ARBEBELEE
A EEIEBROER L L TUTORRERB I~ 7,

I CAPS DEEELLTTFFF U IRFAEBERLE
EHi X ERBROHO 70 b a—)UER

SK[E NTH, NTIAMS {Z°C CAPS F EEJE D CINCA, NOMID {2
x4 5 EAEE BB (B{LHF%EE Dr. Raphacla
Goldbach-Mansky) 2MTHNTEY | MELHLE &
DENRBR 7 e ha—nLE 2 AF L, TNEBEIZIRR
T b a—VEER L, AREREOERY AT
LOEV, EMLBEAZREFL, BEELLTO
HEDORF 2 RERIC LTBRT 2 b a— L&k
B UTe, ETRBREMEE L, NIAMS, 7% TR
WwRRGETE SOBI #, IRBFERME / — VT 7 —=ft
LD 4 FFROMBRFFENERRFE L, Bl L, F
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(PMDA) IZERTHEEZITV, JRERIZ DWW TT KXo
A EBT,
IT CAPS TN T B 7 FF 2 IBBEOEMERVIEZE

M DETT R BIERSE

TR GIREBED & H AR CAPS BE (K1 041F
7E) ot LT, 2oFEE, Zatt e ICRHIER
HOFEFEFRIC OV THFEICERIE R EHHA
T 5, [FFAEIL PMDA OERIFEK TH LM A FEH
SNERETHY, EEHREDORT H2RERKFEKR
FREFFIR - EFEH A OEFHRNBERR EOfMm
BEELITEFHAEL LTARE I TZ0L (B
E 1., ARRES E1395) . 4 EEFAIZBWTEDER)
M, BEMWEBRE LT,

I BH Y 70— b ODDHR—LR—IVER
BEBGHM T OBEY 7 — b EED 5729 CAPS
BEESLEE LSO, R— A= D& ER L TEM
X oT,

IV 7% S{#ERH CAPS B @ PK/PD JllE
TFx U THERAFO 3FO CAPS BEFIZRBWT, BE
A, BEV Tmax & 72 5454 3HFFH#To IL-1RA I
HREZEE L, ETMNERESHETH D SRL
IZ IL-1RA OBEEKE LTz, 7T % 72 iER &
Y 0. 1%BSA/PBS TR L 7= BEANR EE MR % 1Rk L
EIAVECHIE, ZOREMEMAT Lz, EbIZT 7%
VT PFE R CAPS B BIEBIC BT BT, #5%
3R o> M TLIRA BB 2 0I7E L7z,

V CAPS IZ R 545 NLRP3 f#lifE £ 51 7 DRBKIR D
i -Muckle-Wells SEMEFETO NLRP3 SHIEEH 1
2 DFEH
CINCA/NOMID D 40%1Z 1% NLRP3 B xR % b
IRVEBIBFET DENH DI, FO—EAEIENE
NLRP3 = FEMIEY A 7 Th o Z LR ER I
TW5, SEOEMEERRIIHIRETHS Z &
% Z 8 L NLRP3 {&MIE-E 4 1 7 % & Tp NLRP3 R £

MHOHERBIITH L L Lz, Lo T—HITH
% < OO NLRP3 ZE LB CAPS 235\ BT B 7=, 27
FOEFE LT RER—7 =P —
FHIRE Y A 7 ZWNEDHES, PHROEFEZBZ
Ppotr, ZHVET CINCA/NOMID {238\ Ti%, NLRP3
FHRAEY A 7 OFELZHLNI L TERD, &b
BLE D Muckle-Wells SE{GREE T D NLRP3 {AAHAD E 1

FEEA SN TV o 7o, SELEE OB F T

TIL NLRP3 R et T, BRAREYIZIE Muckle-Wells fiE
BERED 2 FEFNZOWT, kIR —7 = —%
W2 IRIZ & 0 EFENE NLRPS (KA A 2 0F
EBEZBRE LT,

& % NLRP3

(fRERmE A~ D ELE)
BETFRITEZIT O ICH 0 . FERERERE S
7eF - EFHE CEFH BRI EOHRBEEZERESIC
“b NEBMAERSEDOBRKWERTZE” OR
FERITV., AREB TS (G-432), F7 CAPS lZxt
T 27 F xR TIRROBEIER CEEMEDH HRY
BIEMREDO O,
syndrome(CAPSIZX 95 7 F % > TIRED HLME K
W2 DR ITRAVBENIE” (KRE S E1395) %[
FEORBZERICHEL, AREE T2 (R
XEL),
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UMl R/ NRERL (1 4)  BRIET SR/ NER (240)
FESRFNER (34) . BMKRFNRR (14).
RS SLER KRS/ NER (14). BERRERHEDL/N
B (14), HRERKFNER (14) RZHET
TFXUTIRBEEZ T L EHER LT, O b 4IEH
CRAER RN RR 3 RER, BB SLER R/ NER 1
FEB) DERIRIEHRZEM LT, IRERTRICRT 2 K
TEREORET — & OBLERFT2Z L2k %
DOEEE | T OHOERFORWEROBRF 21T 272,
WTNOREFIZIBN TS, BE%EORRIERITHE,
CRP S DJIEFT R b UE L AMNMEIAL A TH o 7,
LAL 1NV T, BWEA & LTT LbF—iER,
IHEEM AR (BERMSORIEROEBENHELEIC
BT hb 7 L—R2) 2380, ¥-20FMHE
DOWFINH B, TFHF 2 I T B RERCPE
EEahko ERHERShz, RBREFTIXT 7
VT HIMPURE RO IR0 Tz,

I BHY )N — b DEDDOF—LR—IIER
HORERBIFEESR—LN—T 2 H BT,
(http://jaisc.org/)

IV 7 J > S o CAPS 234 @ PK/PD JlE
BEENREE T J % T Z M1, 0. 1%BSA/PBS THIR L T
SRL#LIZ & 2 EIAJIE CHRFET LTI L 25 . 7T %7
102 - 10° pg/ml IZ8B\W\C, BEENRE & —E L TRV,
SRL 4t EIA WIEIXHEHATHD Z Lhnhotz, BIE
rx, TR IERATORERFENNIR (14),
AR NER (1 4)  RBERKF/NER (1
&) OF7FxrTRER, 5% 3 RM%OMm TR
EERELZEZA, tmeT7 T IRELERD
BoNTWAHZ LA LT,

V CAPS TR 505 NLRP3 fR#ift &Y 1 7 O HIR
DA

NLRP3 {41 E 4 1 27 CINCA/NOMID DR W+

ZFLELT, KRy -7 =P —FHWTE
NLRP3 {FHRIQsliiE 2 3% LTz, S EERE OBET
FEAT CIXE BN FRE T & 725> 72 Muckle-Wells JEE
BE2EMICB VT, ABBExEMALZE A,
p. Glub67Lys 258 (7 U /VHEE 5.6%). p. [1e334Val
R (T U VEREE 35. 1% & [FE L7z,

D. &%

9 CAPS (ZxI9 57 7% > T ER FERERI
BT 0 b a—, IRBREMEE. OFEREIT
o7z, HKETITHI Tz CINCA/NOMID (%3 % 7 7
¥ IRBEOEMEERR T 0 b a—LVEBEIZ,
—HEEAR L KEOEBRFFOE (BCG HEREOHE
&) FRERSHE, R e ha—VERERLE, £
TIRBREBMEEI OV TTKEILBWTT X T
DIERTFEIRFR % 35 272 > TV % NIH/NIAMS, 1R5R
FEEYEST SOBI AL IABRIRIRIEE ) — V7 7 —< 4t
FESRZED 4 FFE OB RFEROFER., (Ek L7,

FBRETHHZ &, S HIT 2011 4 9 AIZ CAPS
BEEL LTI XTI REARENT-Z T, A
BIOYU 7 v— MCREERFRSh, BIE B ERGIE
Bl% 34 & Lz, PMDA OFERFEK TIE, ZDRIC
DWTIHEFED DN L IFEBE L -2, £h
EHET A TCINETT XU I REROH DI
Bz 5, BFAED LIIBKRIEZR IS
TRk, B - BICEEMIZOWTHREFT S
Bk, 7 A ZZTEW,

T KA RS TG T, FEBRFERFIRE LS
B EERROEFSHBRRE EOmBEZESITA
E S-S (VY
syndrome (CAPS) IZX19~2 7 7% o F 1B O/ 2K
OZ2MEO% FIRABIEE” GRFEE 5 E1395) 25
Thot, BRATHEEINTWOIART X7
BEFITH 1 OB THEN, DI HAEFDE L
DERE LI, WINbBRIE~—I—TH D CRP I
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BE L7z, BROEE T, BORERBER a7 2
HEMIC T epgE LR, BT +u—T&7=3
Bl 2Flic A a7 OBARR b, L<ITED)
B 1ENET LR —fEik, RERER (BEELED
BERoEEESBEEBICBNTWTRL I L—F
2) RO, REFRRLUS I FFEITCER LT
HERHER ST,

SEOEMEERRIE, HPORETHD O 2T,
HFTHXTBRARINTZ &Ly, EFOY 7
N— MZREENRTFREINTZ, LV DRWEFTHIA
BRERDSELD, LB —RhBEENGE LT
< NLRP3 ZEBMHEFE DL L LTz, 4 CINCA JEFER
DH) 30%TFFTET S NLRP 3 (EHifaEV 1 7 BE %
TNZBWrd 27012, fif#72 NLRP3 (SfllgE 51 7
ZWHENRD HIL TV, SEEE IR Y
— 7 T —% F - NLRP3 RMIEE VA 27 2
EiX, EEAS ONDT— 2T EITHIET, =75
—EEYA T ERDTHEOMEEMERL, LVE
{12 NLRP3 {EHEfRE Y A 7 2 2Wi ¢ & 2 EHI e
FETHD, SHIZZNETHLNLTRP27ZLD
BESETY D Muckle-Wells SEBFFIZ 35\ VT b NLRP3 {454
fae A 7 NEAET HELRATE, BEREICH
HAThbHrZ LEFRLE,
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CAPS BEIIXIT BT 7% 7 OEMITERREZIT
S, 1) BT ha—/v - IR EELE
. 2) TFTXUFEREOHD CAPS BEFBHRSE
DEME, BEMEORFROZERERE LTI FIC
X% CAPS IZxtT 57 F% v 7 ORME - ZatEo
R, 3) BEIVIZV— DO DEHR Y AT LD
i, 4) BET X FEMAT 3 40 CAPS BE
BT BT FX 70 PK/PD, 5) CAPS BETH
W0 T VN NLRP3 Al B in FERZW RO
. 2B /m-oT,
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WATSCE 1 CAPS 1ok d 5 7% v TIBE DB NIER OL LM O% H R B S RE S RiEE

1.

PrZEaTEE

WEOER
CAPS 1%, HRIIZEDEA(LICERT 2 LE X b D nucleotide-binding oligomerization
domain (NOD) , C RIZHAEMFRA OBEIRBMIELE L TS EHEE STV D Leucine-rich
repeats (LRRs) ZHFD, HIfAN D& — B AR & L THRGREIZE D S NLRPS Bin T (&
F Cryopyrin) OBEIZES BMBVEFER Ch 5, REBRIIL, FRMENERZ (fanilial
cold autoinflammatory syndrome, FCAS, MIM #120100) | Muckle-Wells fEfERE (MWS, MIM #191900)
CINCA JEfEE: (chronic infantile neurologic cutaneous articular syndrome, MIM #607115.
B4 neonatal-onset multi-system inflammatory disease, NOMID) 3& E£i 5, FCAS I Yufa
REMERE L, BRI L ERE, BB, BERSEOERS SO bh D, WS ITH G akE
PEEE L, ERBERORE, Bk, BREMERZE0F L, R T Iof F=RICLD
BRELRD 5D (25%), CINCASEMERETIL, IMFERIMRIZ L A E T de novo DBELFERDZ
EMEOND, FUL BREFREEEREEZ DN TS, FAER, JLIEHD CERBERORZE N
B, BEEIS - BEIE & ICREREBERS A O, BHEERERIIRK, 5 o MILEE, EEME
TR 70 & O FARERIER 23D 5, Th b 3 ODEAIL, Wb NLRPS BiaF O EE N HEE T
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