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[ Abstract] Autoinflammatory diseases ( AIDs) are a group of diseases caused by gene mutations that
change coding proteins, leading to the imbalance of innate immune system and leads to systemic inflammatory
response. This group of diseases is characterized by repeated or continuous inflammatory response ( increased
acute phase inflammatory protein) and lack of synergy of the adaptive immune system (lack of autoreactive T
cells and autoantibodies). AIDs have a wide variety of clinical manifestations and pathogenesis. They can be di-

vided into different types according to clinical characteristics and pathogenesis. For patients with a young onset
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age, the possibility of AIDs should be considered if manifestations of recurrent fever in addition to other system-
ic inflammatory manifestations are seen, along with family history. It is clear that the diagnosis depends on the
comprehensive analysis of medical history, clinical manifestations and gene test results. Drugs for the treatment
of AIDs include non-steroidal anti-inflammatory drugs, glucocorticoids, immunosuppressants and biological
agents. Early diagnosis and active treatment of AlDs can effectively reduce systemic inflammation, alleviate or-
gan injury and reduce the incidence of long-term complications. In order to standardize the diagnosis and treat-

ment of AIDs, the Subspecialty Group of Rheumatology, the Society of Pediatrics, Chinese Medical Associa-

tion specially formulated the experts consensus on the diagnosis and treatment of AlDs.
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H & RGE %M (autoinflammatory diseases,
AIDs) 2k X 5 A8 51l JE g ) 2 ) e A A,
JLETAT B e 28 G0 R i i 5 | 4 B SR E S Y — 2 R
W, AR, BE2EFAE AIDs (IR ZHINER, Hib
T AIDs WRIHNZRZREZ R, IWKERALIRZHE,
5B . B R SR S R, 12
Wify —EXERE 5 167K Im v 5 T A KGR S
P, FECHBT AIDs MG 97 I B RMIE, K,
AIDs HYEIRUN . L2 I8 X BRI R AR R
KPR, HLTE AIDs 19216, FiflIT L AIDs 217
5RIT BRI, X AIDs 195 S0, A IR 3
W T ORI IEAT RE, DL R AIDs X 41
UL S LR B 12 W AR T K

1 EX

e RN AIDs & — 41T A o 151 380 44 40
R A RO IEAL P S M R AL B e, U
fE AN BB A P R AR P R I R B A AE , AR R
G H Mg (familial Mediterranean fever, FMF) |
NLRP3 #12% AIDs ( NLRP3-associated autoinflammatory
disease, NLRP3-AID) (=R ZH K MIELE A1,
cryopyrin-associated periodic syndrome, CAPS) . H 3%
SRR B Bt = JE  ( mevalonate kinase deficiency,
MKD) FIFHEIRFE F (tumor necrosis factor, TNF)
Z A AN ZE B AE (TNF-receptor associated peri-
odic syndrome, TRAPS) & HEl AIDs B4 —4H
L AR R AR . )T SR AIDs AU IR
40 BRI B, B ALHE T — 2L ARG oA N 2 A
By GBI 00 22 D, a4 B R 4 AR R O
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Fe o N SHl L FTEERG, E B RO AR R
2018 4F [# b L KA K 4120 (the Pediatric Rheu-
matology International Trials Organization, PRINTO) X
AIDs PR ZULIR X AIDs 95 ST 58T, AIDs /2
H A i R GT BRI BT R i — 2500, X
I LA S S2 A 5 1) SR RE BV R R L (AP I AR R AE
AT, RZENERERENSS (B2 A8
JCRIPE T AR B BB 2 B LA AIDs EER
T A PR AL 1 S [T A5 G R T ) S DR s i . AR SC
(¥ AIDs JZA5 8 LB .

2 DERIGKRI

AIDs IR L | IR XML RHLE 24, H
T 22 A I AR 3 75 11 e DR 5 725 532 Ml 1) A A5 368 1 7R
DR Hb 47326
2.1 #R1E AIDs IFRFZE 5 2%

TR IR AIDs 3% WA R, Almeida
SR T AR AN BB R BN R IR R 3 S
WOrEITEE B AIDs 3l 6 K2, W1,

WA 2 H MR R LS 32 B0 | B A
TR LML R X ATDs -7 74038 . RAEEETIf
RFER DT IEAE IR TAE P RESR Mt — e &%, |
Toikoe A 2 H #5 BT AIDs BTS2 Wi ae oK
2.2 RMEBREFSEERHATHE

SR BRI 2 AL DT A E L 4R T2 W A
1897, Manthiram %R HE 2 S8R 00 T E RIEE
S BH AIDs 23 DU LS. RME/MAR R (W
NN E (IL) -1 {55 @EER] . TIE
(interferon, IFN) fE 5@ EEK . ZHEF (nuclear
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Tab. 1 Classification of autoinflammatory diseases by clinical phenotype

i PR

AR SR BE 5 11 A S P R SRR A
FRF N R R (HiA<T d)
Frgeit AR IR L (ST d)

W R 20 SRS
R BAAOFE S ME (GEHR <24 h)

A 24 A B 7 25 A

WAt 35 A0 1] B o 4R
PEge bk R
PEARMetE 1S
2 3id 7
PEIABAERS 37 2

JE S e R AT S R, AT LSRR AT s

EA B O G BB A 5 AT

FMF, HIDS
TRAPS

CAPS/FCAS, CAPS/MWS
CAPS/CINCA
Blau £ 5 4E

DIRA . Majeed ZE A1

PAPA i R

Rk 1BD

DITRA, CAMPS

PRAAS

PLAID, APLAID., HOIL-1 4

FMF. RGP HIDS: 5 IgD Z341F; TRAPS: BWRIRSEH T2 RSB ML A 1E; CAPS/FCAS: & R R MK WIMEL: A fE/ Kb %
BYEA B SIELEAE; CAPS/MWS: B RFMCTAMIVELR EAE/ B 5 #)-F/RITLEAAE; CAPS/CINCA: ¥ R FAHIC A WM 25 G A /18 P B L 48 57 ik
KWLEAAE; DIRA: FAIMA R | ZRBPRBLZSE; PAPA. (RIMEMIEW R | SRR RS ZE A E 5 IBD. KM% ; DITRA. (41N %
36 ZARFEHFIELZAE; CAMPS: CARD14 A AR E T ; PRAAS: B ICH A B SIELR A AE; PLAID: PLCy-2 M OGHYBL A bE Fn G i 3L ;
APLAID: PLCy-2 AHOCHY H B RAE . HUAKBLAMAREZRTL; HOIL-1. F kil ZL R IRP2 12 R & - |

factor, NF)-xB {55t B #0 . H F AT & B AT HO0 |
oAb AN T A . b EARIEN, AR
T BN R B I 2, A SR BUR FRi2 A
SRSV s sy O N 3 SRS B | IS SRS
{5550 B A7 AE— E B A XA LA

3 CHTER

3.1 AIDs FiZxRN

XF/NERILE (<5%) AR RE K,
AT 2L B, (1) REEE; (2) KT
T/%s (3) HEBUE:  (4) A M 8 i
(5) M BORA ; (6) R/t 8 IR ;
(7) SIS, WL BB AR R SFIR M AL, (8) A
BB H 25 (9) A WY D DR AL 0 Ak L 5 Mok o
(10) RIAESEHR, WHE A, P48, C
S 1 ( C-reaction protein, CRP) FIZL 41 ity it [
% (erythrocyte sedimentation rate, ESR) & F+ &,
TE 7873 R B At XU B 3 1 9 0 | I 4 A i 9g 2
Ja, B & AIDs W] fE,
3.2 if)lEwsE

XF TRl 5E AIDs 1Y 58 LR AAZ Y800 5 0500 19 12
e
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3.2.1 FES

frammm L, M, X, =ARUNA
M KRN ZIE B, HTHECT S BILA %K
W RFR B | HAB R AE PR L (AR
W), IR R AR A,
3.2.2 AR

AL A 1% B LB N ) AIDs, T g R 2R LA 22
2 ko ( chronic infantile neurologic cutaneous and ar-
ticular, CINCA) %Zg&fiF LA A AR 5 0K B & 9% .
AR R LlG PR 26 BUAS MY BGRB8 SR AR T
A A D] S AR R A A R 5 72
3.2.3 KA

TR IR) BRI | S PSR N ) RN ] g I ) 4 o B
4 FMF 28006 00N B 0O PR AN 3 d, AR
FRITRITEVFZ AIDs JEICHRRIRRLAE , (HAE S B & F0m
FErErER R W, B REGEGMERIL, KAIEMH
PR R 2Bk W e, — Mk 4 .,
3.2.4 &%

B2 2 AIDs B WAEREAEAR , B UL B2 92 6 456 <5 R
B LIRS . GRERERE | R R S
LLBE, NEF KM, MetiZ | SRRSO . PR B
S T BE AR N R AT R TR A, DA SR S0 HL
U TR
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Tab. 2 Classification of main inflammatory signaling pathways involved in the pathogenesis of autoinflammatory diseases

and clinical manifestations of various diseases

P w2 RAFFEH i PRI
IL- 1 {553 B
CAPS (FCAS, MWS #l CINCA) AD B k%74 NLRP3 FCAS: FERFELRMTIRE . K. KT
MWS: K BE . TR, R A
CINCA: #iA: LRI R . TCRPEMBE % | R fh etk 2
FMF AR MEFV JRIPE R KIS | % TER AR
PAAND AD MEFV R, MRRTVEBERS , MREC, WE PR A B s, ST
NLRC4-MAS AD NLRC4 RE MAS, %k, ERFERGEMMTRE, TRWHERERAE
NAIAD AD/AR NLRPI BHRIE, XWR, AR
HIDS/MKD AR MVK B WH, B, WEEER, MR, Kotk
PAPA 1% 2545 AD PSTPIPI WREET, At 48, T A S b M s
APLAID AD PLCG2 FERTETIRRE, MBI PR AE, &R MK, R, RERE,
UN7E 7B iIER N =
PFIT AR WDRI JRSPE R S B | /MR
Majeed £54fiF AR LPIN2 oL, ERESE, W R AN R
DIRA AR ILIRN HR, MATE B
IFN {5538 H i
PRAAS (CANDLE, NNS il AR PSMBS., PSMB4 ., PSMA3, K&, @5 RAEFIN, W& rhHkign itk & ks, Mk, Beisk,
JMP) PSMB9 ., POMPy FERATE L
SAVI AR TMEM173 MBS, MAER N, Wi B
AGS AR 3 AD TREXI . RNASEH2A SR, B, KRB
RNASEH2B . RNASEH2C |
SAMHDI . ADAR ., IFIHI
Singleton-Merten 443 fiE AD DDX58 (RIG-T) HOLIR, EEEE, FHIKEL, WER
SPENCDI AR ACPS PR BRI ESAR B B R ERO (AN ik 2 0
1 B etk HUR IR 28 SR FEMELL BRI )
NF-«B {551 B 50
NLRP12 A AD NLRPI2 FERF MBI, BB, LW, DN
Blau ZE 5 1iE AD THKEAE  NOD2 RURSEAT0T, WA, R Z T &%
CARD14 A S8R 8 i AD CARD14 HRIENT, L8RS, Mea AU B
HA20 AD TNFAIP3 R DERSMERS G . TR . IRIAAE
ORAS AR FAMI05B ( Otulin) R, WER R AR RS, IRITERAR, KEAR
T T & AT
TRAPS AD TNFSRFIA KR R B, TR, TEJEK b
HoAb A E A5
DITRA AR IL36RN JRIPE R, MR i 9%
IL-10 B2 45E AR ILI0., ILIORA . ILIORB R IBD
oy A B B B0
SIFD AR TNRTI BRighAiMEstim, B AiMEG, K, KEER
DADA2 AR CECRI BERR, miER (S ELalkg, PREHE) , Grebtba,

Bl

CAPS: ¥ RFACSVMIMELEAAE; FCAS: FIEMIERME A S RIELANME; MWS: BIEH-F/RPLEAIE; CINCA: 18 M ELPIZ K kG LA 1 ;

FMF. FKGHEH G PAAND . 55 pyrin A IC R FEA W R0 40 0 K BRI 19 B S A PR 9590 5 NLRC4-MAS: NLRC4 #H G 1 B W 40 i v {45 &
fE; NAIAD: FEETTRMALA KA NLRPL ARG B B RS0 ; HIDS: & IgD 2581, MKD. PR MBRIMAELZ AE; PAPA. fLIebk LR TEX
TR -V MG B BB L5 A AE ;. APLAID, PLCy-2 MHEHY H B RAE . PUORBREE A o 2L, PRIT, JEIME L # . G BB A /NI 2> ;. DIRA
IL-1 ZARAEBURIBE ;. PRAAS, & ABHAMSCH) H B RIELEA1E; CANDLE . 18 IR Bl dh ok 4 i v 2 R AN B SRR R AR #; NNS. d 478
MERRAE; IMP ., AT 2GR -4 -/ N P 2% -l IR AH DGR 5 32 AN R SAVIL, B4 LR AY STING AHSC MM ; AGS: Aicardi-Goutieres £ F
fE; SPENCDI; MEFRHE & B AR RGBT LI, NF. ZHET; HA20: A20 B9SA5RARIE ; ORAS: OTULIN MIGHY B B RAEVESR ; TRAPS, Jif
JAIRBEH 52 A AE DGR I R FAZR A 4E s DITRA . IL-36 SZRABEHURIBLIG ; SIFD . Bk Mt 3% M-S i - K - K IR %% ; DADA2. R 2 2
BeZE; AD. WRGAREYESE, AR, WROARMERE, MAS: EW4IMIEIEEAME; IBD, R¥EmH
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KT L2 AIDs # WLPEREAEAR 2 —, IS
AR A I B0 O R R EROAL, IR AR A A
10/1= 5 S R TN N € 953 | P 3
3.2.6 JEARsZ RIE0

AIDs Al 2 Je A By Z R4 . O il FI Ak 18 2
WOULH 32 RARE . WA S 2 AIDs L B
OCEBER) . Makm (M%), dnl o
2 BB S TG T P R A% R R IR 58 T By
fde . B, R LT FMF, WAk 2 2R T
TR R 58 5 | ) IR A, B B B 2 Bk =
(deficiency of adenosine deaminase 2, DADA2) 5|
B P18 M I A AR e T | R R B R, W S AR
SEAE HEAT M

RPN R G % R LT e - R SR B Ak
( Muckle-Wells syndrome, MWS) I CINCA Zi & 1iE,
AR B O R EIRE Ur T RRSE,
W, Sk PR AR S R A 0T g 7 A AT L K 30 IC TR
Mg AR, I ZEd, At ES ®
IFN {5 5B pm b, P e R g2 R EE RN
IS AL S . AR AL il A P2 DADA2
R LRI

IRFHGATE AIDs R 2 W UM B2, 2R
ATMENAR | a5 TR . FHOLIR . MFLkoK
i
3.3 BEWMHRKE

IR AIDs #9218, 2508 B A8 L A0 Lok £L
ZoE AEFIT LR Ay, 4% CRP, HA0,
TR AT ESR X U R A5 R AT A S E
fabrny e qe, A BTSRRI ZE AL ALDs,
3.4 EEFEEN

XF T IR 55 BE PR 5B ATDs 9 RR L, B R AT JE
R, 28 LR i PR R AR 0 B R N e 45 SR 45 6 e A ]
A I e 8ok e 2 W ADs
3.5 LHimiE

TERBR A ARG S B PSR A e fr) 155 1L
T, K RBJLARE L | ik R BURRE PR ARG I 25 SR 25 45 i
KI5 A2 AIDs' T AIDs ST AR WL 1,

4 BITRE

ATDs FRSUE % FHTIT 2 034 77 2690 60 4 1 55
ZEYIRR 25, el S e . Wk
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MBIER, MK T AFEZ A3, MAEBE .
4.1 FEEEXERKE

JE SRR 25 0T DLk AIDs &L & $OR1G
TREAR, XT LR IAROC T 2 EZ RN AIDs
LA BRI 2, BRI IR 3,
4.2 WEERHE

XF T4 AIDs LAY 20T S A B EAEH, H
R E S, —MBIKJEM 0.5~2.0 mg/ (kg - d),
RRFIE R 60 mg/d, K R, #4E B i LT
THk e e rhdiiayy, FMiEh 15~30 mg/ (kg - d),
HEH3~5d, BHEKAERN 1 g, HHARR RN
K, SEEREGRACIS ] R B T, e R E S 2
Pl LA R T AR K A i A o R R T A
4.3 FokLE

FOKANBE R R TT FMEF 192 825y, AT LA ER
R R IAEERE AR, T AR M A AR R Y R A R
FlER<5 %, <0.5mg/d; 5~10%, 0.5~ 1.0 mg/d;
>10 %, 1.0~1.5 mg/d, FHREZSWE, ez
SR ARG A RN & A
4.4 HREIFEF

oA B G A B TR, AR T
Wl R BT R e, S | MR R A
FEIHF], HEHENS R 10~ 15 mg/ (m® « J&) MR,
AR A 15 mg/ il ; FRMEREIE 3~5 mg/ (kg - d),
RN 150 mg/d FR, 24 b A v o A el .
VR EE X EAR 52 FR I I A B LT a5 A B Ik e
fkipdiva Ty, LA A8 o 32 # 300 ~ 400 mg/m”’,
BH R, BARTTRARYR I E
4.5 WRERE

VOB e L AT e S e e T MR, AR A A
BRI A TNF, 30 AR P )0 N T bk B 40
S BT 4 RN A5, O AT AR A 0 TR R RORS B 4
T TG . U R BE R T AT 8K % fif O 1 RE R AR
R, WA T AIDs BIGYT ., — M3 X UL EJLE
ZIEN, 1~2 mg/ (kg » d), FKFHEN 25 mg/IR,
3/d Hfik, AZidBhHE gl s 25 mA R
BN
4.6 EWFIF
4.6.1 TNF 4515

L TNF-oc 2 8 ) F) A2 49 ) 7R AL 48 TNF 52 (R Bt 1k
A E (HRABPEE) . NS TNF g iR
(BERFEHT) Ko a NIRALRG TNF B 5 B bt i
(BTRAEAST) . HARVEE FTIRYT TRAPS HUS T R4F
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SISEISTP AIOTEUIIEJUIOINE JO LBYDMO]] dnsouSer ] 814

MR IR B NI INLO fSYI0 ‘T8 dey & HUCHHEIE T (Svvid (T Z
YOG R T VLA MO T A B B G S 0 T Bl M T ok B B o) BHSE By ikd i s ANV 055 B e 2 0 T B - 1 R BRI 1 VdVd
R Z Y CHIE W A (ovAVA TS EESRINNneN-1pIdly ¢V G MLE T CHFONLLS (MBI (55 FIAVS (TSI B S ERYE SVDI (TS

HEWEZsay 1B

SAMH W Edh R AN

fift Sk el ¢
SHIHAT
fift Sk b ¢ yrav
JdNOd IQHIFS
6INS DZHASYNY
“EVIVSd “GZHASYNY
S (| PaNSd fift Sk el ¢ S ([T AR || WS fift Sk el ¢ \VCHASYNY fift Sk el ¢ fift Sk el ¢ iSRS || Sk EE || RSy EF
GG0INVA “8IIVSd CNIdT NH T-TT AW Id1LISd CIAayvro THOHD MXANL ELITIWAIN.L EdHIN VIASHAN.L AW AW
q A A A q q A A A A Y A 4 A
SYMO aNvva|| s s _ |
a3 |[svvaagg][ pokengas][ vanazis || @ || vavazos|[ nviesss |[evavag || sovess [ iavses [[svosgi][ smne | [vonieia sava e fsames][ anag |
t t t t t t t t t t t t t t 1 t
BEE
¥4 EH s
HMEWE || YW Wi || Bk || GEWE || W
Y W || M || deEEN Vs || Wiy || FEHHES (| FEH I L8
Vit S MR FH Rl W P AT M Bk o Eive] ok B A EH L £ B
N4-E4 M WERH MmOl || B || MEGERE (| Y HEZ || EEHEE Bpag sdpml g el || sy || FHEH || HOEREM || MREA W6 || X ey
U4k EAl WPz HEY || A ElE:] vHiElE || wuEaBR || Bwdyiee || g || wogmn || HERET || Y FAE || M HE el
FBHE (| MeM T || Y B E || SMEE || E W By Y HE EOH G || 3 (124 YHZ YHE ELIEAE PYI~L P9~¢ YgL~FG
Ty Fbch Bu || 204 F b Bo IR ST s || WBOH (| R EX|| STANEM (| deMZ g || I || EE 5 || S ME || HbME ([N || SebEE || S || Bibu
A A A A A A A A A A * X * A A A
OHTI TR
SCHY STIN 243
f
Gkx Byl e BT Y BER
p N (i HMET Akbed SR H HIR GHE
ﬂu f f f

AT TG E BB R |
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(Y758, JERAH BAHTUBEIE IS TRAPS 1 Blau £54
MEATBIFRRRITAER], RN 3~5 mg/IK, 4 4~6
WEHT 1R, FH 24 ) e s TR R 155 1T 7
4.6.2 IL-1 407

IL- 18 i AL ik 42 B HE [ 3R T2 ATDs A 2R T
FBeo EANE T IL- 1B F550 0] 3224045 BB F i R
FIRETER . RIS SAPUAAR IR SR b, BARME FH AL
sl b 4, BIR v 2% AT TR 7 BOK Al e 2%
/) FMF | & IgD 25 A 4E (HIDS) , WA RY7 NLRP3-
AID I 1, X TRAPS | Blau ZE51E , fLBRIET
FRE G 9 J8-RJE P Bk B2 -7 9% ( pyogenic arthritis,
pyoderma gangrenosum and acne, PAPA) Zg & fiE Al
IL- 12 P H5 B0 50 e B S5 A IR P AR, 519 7 3% T
2009 4E4 3 [ B i 25 i B IR LT T 4 X LU
FRIGHEIER A B RAELEAAE (familial cold autoin-
flammatory syndrome, FCAS) F1 MWS & JL, KA H
PUHTIRYT NLRP3-AID A7 RAFAIRUR KSR Bk
PLEEHTIARIT FCAS A MWS L,
4.6.3 IL-6

NIEFHFEN 1L- 6 ZARE) B e BT (FEZRERT)

T4 AIDs A —ES7 AL, T4 8 il 4 B 90 F G
TR, AIFRFRIIL TIRIT MWS A RIAFIRCR,
FCER AT R A 20, 8~12 my/ (kg - ), &
2~4 JH] 1R,
4.7 INYTFHEEZ

JAK 0 il 370 2 — Fh AR A 11 5% AR IT AIDs fY 24
Pt EEHTIARIT IPN 558 Mg, B i n
B — AR B M JAK 5, a4tk B A
(tofacitinib) . [ % B JE  ( baricitinib ) 1 7 7] £ JE
(ruxolitinib) , TFN 57 B H § % AN FH T TFN 38 B
PIRYT , (AR IR | RGVELL BRI S
IROR, R TR B E T A

5 BE

AIDs SN R AL 5 R H G i 8 H 5 0, 3
W AT G R G RT3 | 2 B JAE R T Y — s A 1
P, HilmRRBEZ 2 HE, ZFhRAE(S 51l B 5
SEPIRINR L, R TR TRBER N 2
RAERH IR A2 SRR 2 RGERAE RN |

R 3 ARSI R L Ko

Tab. 3 The usage and dose of non steroidal anti-inflammatory drugs

EiL7) FFUGAE 1S i [mg/ (kg - d) ] Mk ()/H) BRI (mg/d)
KRS TR BN 6 1™H 1~3 3 150
A 2% 10~15 2 400
ik % 611 30~40 3~4 1200
FERF 2% 6~1 2 400

R4 IL- 1B N A4 AL K]
Tab. 4 The mechanism and dose of IL- 1B antagonists

B/ 4t I SRR

BTHR 7 % (anakinra) F IL- 1 ZHAEHH 4~6d  FEFIEH
FIAFIE: 1~2 mg/ (kg - d), FAHIE 100 mg
HitEFE, 2~3 mg/ (kg - d)

HI PG (rilonacept) N IgGl B Fe BES TIL-1 324K, TL-1 24k%  8.6d e Fugt

WEASARAEERERA AR, 4.4 mg/ (kg i), BAFHIE 320 mg

AFFFIE, 2.2 mg/ (kg - JA), HKFIR 160 mg

FUBEALT (canakinumab) NGRS TL- 1B TgG1/x 778 55 R i {4 28 d B A
I JF R >40 kg: 150 mg, 45 8 & 17k
ARG 15~40 kg 2 mg/kg, B 8 JH 1K, RN AEH]
HEINZE 3 mg/kg

IR E TR (gevokizumab) — AJRILAY IL- 18 1gG1/wk WAL FE pEHT {4 23 d kI S B R T R

0.3 mg/kg, #8811k
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