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[ Abstract]  Autoinflammatory diseases ( AID) in childhood is one of refractory
diseases, whose pathogenesis is not completely clear. In recent years, a large number
of studies have shown that NLRP3 inflammasome plays an important role in the
development of AIDs in children. Inflammasome is a cytosolic multiprotein complex that
can activate cysteinyl aspartate-specific protease-1 (caspase-1), to further promote the
maturation and secretion of proinflammatory cytokines IL-13 and IL-18 as well as
pyroptosis and regulate innate immune response. IL-1 receptor antagonist ( Anakinra)
and IL-18 monoclonal antibody ( Canakinumab ) have good therapeutic effects in

children with AIDs. This article reviews the research progress of NLRP3 inflammasome
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in the pathogenesis of autoinflammatory diseases.
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JLE B & % PE % 95 ( autoinflammatory
diseases, AID) 6 J 48— 1 fh (5147 69 5 15 4
SRR, (R Aok K BUAT 48 AID AR A
BF A 114 352 1% 50, 52 22 o i DR R B 5 AT 3R 8t [ A
FAM L AID 322 A% D f4 1k A W s &
fit: ¥ 48 2R A5G JA 1 # Z5 & AE ( eryopyrin-
associated periodic syndromes, CAPS, fi 45 5 % P
FEVR M B B RAIELE A AE Muckle-Wells ZEA1iE BT
A LI ACIR 4 22 FR GERAMEWRIR ) | G 1 v i
A (familial mediteranean fever, FMF) |, & 1gD 1 J&]
WIAREE AL, TNF 32 1A A0 06 J8 1 #2555 1
QA (A2 G ) $20 - 0 B 1 A e M O 7
R NIV KR P9 25 G A (PAPA ZR511F) |
Majeed Z551iE ; B 5 3 A 5 1 1R 2 Jib 52 955 - Blau
LREAE e % B s R R I R AL G AL 2 A7
KHEFRTT R (juvenile idiopathic arthritis, JIA) | H
FELEAIESED BRI N R E R R
92 RTTR KT RS A B S RN TL-1 R4
FLPA 7 (3 A AE 118 A IL-18) K- Tk
NLRP3 G/ MAJE A2 A T (NLR 21 2k
[ 8 T AH O BE SRR ZE T (apoptosis associated
speck-like protein containing a caspase recruitment
domain, ASC) ] FI%LN & H ( pro-caspase-1) 14 i,
MEZEAZEYY , EE B AR R LR
FRFE S M B H B 1 ( caspase-1), fi2 #F IL-1g #01
IL-18 (Y AN 4300, 55 5 RAE ), T EAE
T NLRP3 S/ MAS AID ARRIHFIEZHTEZ
EA IR, 11 32 45 5T 5] ( Anakinra) #l
IL-1 B2 E p 444 ( Canakinumab ) %} JLZE AID 3%
WA BT AT AR SO NLRP3 5848 /MAS:
5 JLE AID KIm Bl i F e ot e fE—2ridk

1 NLRP3 REE/MES%REZBXERREEE

CAPS hH Y {04 S 38 44955 , & NLRP3 2
AR RE R A8 T gk . NLRP3 £ EH T 1
Sy R - (RD 1g44) , gatS NLRP3 & H (X

FR¥& 98 2%, eryopyrin) ' . HH NLRP3 JE R ILA4
177 FiRAE, 200 T3 SR Fl 4 SHEF
00T Hid T348M \D303N %8755 CAPS Ji i ™
iRl (SR 0 e o U R
NLRP3 2878  H &R 4l itk & A Hh A2 7E NLRP3 58
AR IR TR M A B AT LE A E B AL E
I 40 NLRP3 2445 2828 {fi NLRP3 4 iE /M
T PG, SRR, Muckle-Wells £¢ 4 fiF &
HF NLRP3 NACHT %5 #4385 i) 85 X 58 A8 3 3K
NLRP3 £ 1Y) 3 (i NLRP3 48 E /IMA R 2205
fb. WF5E 8%, NLRP3 T348M 3 [K % 5 Muckle-
Wells LA fF (19 & 4140 Hp [ DU — 1) Muckle-
Wells Z251F 2% NLRP3 H p. D31V JE R 2254
#E NLRP3 SRE/MABIBTE o Hrd: LI &Sk 1)
2 ZRGARNEBENG B G W AT Rz DU 2 NLRP3 %
PR 28R H M v P ARG I 2, I 4% 4~ NLRP3
LN &AM T 4 (GT55R . GT55A) FIAM BT 6
(Y859C) 4 X KA S 5 CAPS &R, It
AN, Yu 507 R I NLRP3 48 E /MA BB /)N B s 75
IL-1 P2l 9, 30 CAPS RAEFEIR

CAPS [I2 81 32 BRI S AU I PR BR, Jk P AG:
A B T2 Wi, Anakinra 597 Muckle-Wells 2245
TERGHTAE )L &6 2 RGER BRI TR & 1
A T TR E AR CAPS B3 % Anakinra W %
N ES s IL-1B FATEREH IR Canakinumab 7 i 97%
() CAPS HRFREREE"

2 NLRP3 SE/MES Rk g

FMF &t 4t Pyrin 25 19 MEFV 5 K 28 48
SR A G RBRE AL . Pyrin EEHIK
v A4 6 R R 4 A 1 200 B T R
5B (PYD) W SE M dh 5 ASC 43 PYD 45
4, TR NLRP3 5 ASC 254, 3l NLRP3 48
SE/MATE i, MVEF 28748 2 Dy g ik #5848 | ]
T3 Pyrin B Uk /D o D BE AR, Bl NLRP3 &
iE/IMATE BE i A, Repa 25721 & B, FMF & & 5
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3 B L 4R NLRP3 Fl1 caspase-1 FiK 7K P-4
Xt HRZL R [ . Mitroulis 45 R BLICAEAIR FMF £
F MR 40 Mg NLRP3 mRNA 7K F B %, B&
MEFV 3£ [ 98 48 41 | Timerman %>’ 7£ FMF £ &
WIPE R R BRI h IR &I T NLRP3 LR %8
AR R R 2 3 5L, Chae %7 (1) FMF
)RR IR S, B A% 2 Gy WA TL-1B 2 iE i
NLRP3 /-5,

R A BT FMF B2 W, 1897 B Rk
KA, 1H Manukyan %52 % U6 FHACOK LB TG
J7—LUXESPE FMF i), NLRP3 Fl MEFV {361k
e o R H N, 3% AT B2 KK ALY RS 4
FEA , eAk, BEALXT FEAF 5T 45 2 7R | Anakinra
F1 Canakinumab 35 ¥7 FOKANBRHE DL HY FMF (35
G AR,

3 NLRP3 RIENMESHFEFEEXTR

JIA i ULy JLTE KR PRk =2 —, dt &
AN R H o 4 B RO JTIA S B T RS A
NLRP3 JE[H A8 e 4 B JIA kAR b EA
JAEPERM , Tadaki %7 3 5 BF 5T 50 1] 4 B
I JIA B K P, NLRP %:[H 19q13. 42 L&
RS GR JIA M, SN 4 5 A JIA
S PR AN BB 4 T 245 AR IL-18 DA &
-1 ZARRE P Rk EIE™T 78 H A % 3 — 1) 3
% JIA B LEAE NLRP3 E378K £ i kR 2878 | H.
M3 IL-1B IL-6 Fl IL-18 B T 0
B W — WA 57 2 B, #5747 NLRP3 1s4353135 G
SENLFE BN T D RIS 2 A JIA B
AR, % 35 K 5 8 /K S ) CRPRITET 41 i 1T e 3% 1
AHE T rs4353135 . rs2043211 AL HER LS
LB JIA B B AR EDY ) Day 45 B
LR BN, RIBWE LT &5 MEFV SNP
15224204 ( P = 0. 025) Fil NLRP3 SNP 1s3806265
(P=0.04) fE{E R ZE A L PE, Lamot 2513 B 5
5B NLRP3 Fl TLR4 =4 5 A 5 458
Yl KL, CXCR4 1 PTPN12 2[R 5
B 25 A AR DG ST A AR A FRAIL R, BEBLXCE
X BRIT 5% 45 S 2 78, Canakinumab JRIT 4 B Y JIA
U AR, 2GR JIA B E R W
Anakinra 5% Canakinumab 1] ZE 05 i Fa 2 134

4 NLRP3 ®%/MES Majeed &2 & 1E
Majeed £ F5 1iE 2 7 A= LA G o 0K [k 35t

s, R B Bt 2 (LPIN2 ) & (] 58 48 T 35, 7T 4
LPIN2 (™ IEH BT, LPIN2 3 s 1) i 122
WA RE B T 524K 7 (P2X, R) M| NLRP3 4
SiE/MA BTG AL, Majeed %55 1iF H % LPIN2 3 [
ZEAE WA FE RS, 4% RE /N AR TG Ak 3 R
Scianaro % (BT 45 R BN BRI B £ &
PEEBES IS 20 ) NLRP3 mRNA 2235 7K F 85 fdt JE
X RE 2 R 2 e 4L B 8 7 . JRYT L, Herlin
2857 B RIF S 45 B R TL-1 BELYE 7 ( Anakinra 5
Canakinumab ) J&J7 Majeed ZESTEIFAL R &, &
AT AR PR B S 56 2 A e 46 SR ) 4 A5

5 NLRP3 KE/MES PAPA 41

PAPA 54 1iF J2 55 UL 0 Y o 1A 8 st f%
I, S FH PSTPIPL £ 2848 T8k, J5 3 UFk CD2 45
A7 1(CD2BP1) . PSTPIPI %24 248 ( A230T .
E250Q) AT 3 CD2BP1 (1)t B R 4k, 3 58 Pyrin-
CD2BP1 By454, T4 Pyrin X} NLRP3 484 /MA
(A B P A A, 5 500 2 0 M P B 7= A, DA
Mgl PAPA ZEA M fEA 5 83K (9 PAPA
ZEAAE B 4 Anakinra 697 J5 I RIE R 235, 6
ARG F R B EE ™,

[ [k AID 4, NLRP3 &% 5 HiA AID A9 %
AL, Qe A B RAEVEM 2 R TIRII R R
i ad 3 IO K I 3 NLRP3 c. 864C > G
(p.1288M) b 77 78 & &, L 7 2 38 )L #
Schnitzler ZEAAF 2 P NLRP3 V198M Ze48 4!

25 F AR KRB BFSEIESE NLRP3 R GE/MA
Z R AID 1 2&, 5 % 5 L H A 58 4 B
NLRP3 4 38 f [ AT fu] 25 11 3R 38 25 VR #2352 )
PRI R A R, WIRFREA 2 A 5 R UE S
ZARIE/MATE AID FAIVERT, i AID BYIR YT R
BIITE
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