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Renal Impairment Associated with Autoinflammatory Diseases
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[ Abstract] Kidney is one of the key target organs involved in autoinflammatory diseases ( AIDs) . The
clinical manifestations of renal impairment associated with AIDs are diverse, including hematuria, proteinuria,
nephrotic syndrome, hypertension, renal artery stenosis, renal insufficiency, and others. The pathogenesis is
mostly renal amyloidosis and/or renal vasculitis/vasculopathy caused by inflammasome activation. Whether or
not the kidney is involved and its degree is closely related to the prognosis of AIDs patients. This article intro-
duces the pathogenesis of AlDs-related renal impairmen and highlights the clinical characteristics of renal dam-
age in some AlDs, aiming to enhance clinicians’ understanding of AlDs-related renal damage, and to implement
early diagnosis and treatment to improve patients’ quality of life and prognosis.
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H & R GE % %5 (autoinflammatory diseases,
AlDs) J&2—4H TRRNZ S m&E Tk, [EH
AGIESRN, T B B4 By S B RAE R
g . AIDs WRBMAZ RGEZ R, HHEE AIDs &
HEBIIE R MM BT Z 1, AIDs AR E
HIES 3 B = B R R A H IR . MUR . PR ERBAIE
R, B SRR | IgA B . BIIREA RS IRTT
A NE BT R K IR R R A5 R, BECSD
W ARSI G ATDs RS HES 1) A B 3
3 AIDs A RS 3 I R 15, B R4 e PR 2R
JiTxh ATDs FHOG B IE 5 75 90, U R
Wi, FUNATY, DARSEE AU, SRR TS

1 BESREMERFREXEERENEZHEIS

PRI, TS AIDs A1 O B B 10 3
VEMFEEEH A (serum amyloid A, SAA) BT S
B AA BUVE R AR AR R /MATE AR AE A R
(interleukin, IL) -1B %5 44E K145 09 B 1145 R /1L
(ERLRNE Y D
L1 BEREmELE

AA TUTERYREAR MR 2 Z Rl AIDs (% DL FI™ 520 &
REZ—o WS AA BITEMRE R Ve B R AR B .
B RAEIRAS R, 1E 1L-6, IL-18 F0 9% 3K 58 K T
(tumour necrosis factor, TNF) ZE4E 4 21 i K 1 B il i
T, SAA KPR Jh =ik 1000 45030, #2258 5 1 SAA
A EFBIE], R B A R AR N PR TE Ry AR 2T
g, JEMTORRTEE O, RIKREZAEE, BA
SAA HIRFEERR R, 29 5% 1Y B35 1 L AA BUE By e S
PER S RIMBHERAE (Th OO 17 4F) . SAA K F-THE
1 SAAT SERLIE T2 IEM R R e R

AA BIERFEEE A B/ NRUTR, AR 2072 B I
EECE/METIRL, AA BITERI AR 1 ANLE B /N R TURR,
RIRIR KRR Z R EE AR, IR, B REAR
BER, AR, BEEBRARE, T IE LR S,
1BIEEIIREA 4 B/, HRLRBI BN (end
stage renal disease, ESRD), AA Iy FEEE H UN7E B
MAEECE /NE TR, g R BRI RN D R R
BOIREAR A, B/ IVEEIR P RE . B VIR AE OB IR 45
B Ve T R R, IR SRBUY SRR, 8
WIS FAEEA Ve DORE T e, BBE VT R rh SAA Fisk
T B RS ESRD RIBET- (5 BUFE bR+

B E S B 2 W7 B AA BB AE AR M A B AR
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B LRI R 20 g (0 10 B AR T 3k 859% LA B, B IE
1 B SR 2 B A D0 S8 O o 22 P 492 T
T AA USRS E, DRI BTAG O AA Y
VEMREAE VLD o SRl i RS, 32 T T R R AR
PR B AGE B2 1) U 5 T A A R, BH PR 20
60% ~75% .

97 L, BB IR, e T AE,
b SAA A IRKKALBR T F TR 97 B IR A 1
MR (familial Mediterranean fever, FMF, OMIM #
249100) Ak FEMIREAEYE s BOKANBKIT 25 A 32 5
ATEREDL IL-1, BT 1L-6 SR BT TNF-a HYHEHLI
FAEE AR, JCHE R RIS AR R,
SR P M 5 S AR A T 1) )/ 1 A S 5K R A A
PR YIRYT S A BESE IBUE 5 HT T ik 1 86 19
(b FMF 5835 37 1, 15 43%) HesZ B RSARLIY AA 2
e PE BB B, RS 5 AR AR
85. 5%, 55 A AU Itk ¢ 9 TTT B AL AL 21 1) A A 36 AH
N, BB IERE R KRN 5.8%, HITEE
TEIBIY AA BIVERRRAEME I TT 5 B AT B R AIAYT
BeAh, MR I A B TE B AR AR PEfE R T R, W T HE
(¥ AIDs [, AR EE,
1.2 BSREMHRFREXBELER

I 5 AT U ATDs (I RFEAEZ —, AT fiE 2
5 AIDs EAFIAIFRE, AIDs 4k % I 4 % 1 7T REHIL
SEIL-1B, THEITHEZE (interferon, IFN) siELeds
EEYEIER N A E I E , R JRAE R A
RTS8 KN Bl Bk B B NER AT 32 BRI R
b, ATERBCyE MR, IR MRS T MK, EH
B, DIRECTEIR . AT RS T RER T AF L AL L
RPN YE R BEINAE | R A0 . SR AR A
WG TR P KL 0 7 I R R IR T Y I A R SR 5 T
B TgA B . BT ATE R B TS T L SO
IR B A B A b B R A
B E R S S B R e S S AR F A R
13 (nucleotide-binding domain leucine-rich repeat and
pyrin domain-containing receptor 3, NLRP3) % fiE /)N
Tk AMA RGeS BT RETE IgA B ke i L ) v 2 44
HEERR
1.3 BSREMRFIHOEMEREZRRI

BT AA BITER AR E | A RSN, ik n] WL
AIDs I A& 85 IF 25 S AL E /BRI R HCE, Nk
ANRAE | JRE T B BN ERBE AL | TgA B A
RO SR WETE A B, ey ) 2824 I R IR 755 1) /N



B RAE PRSI G 1 AR T

Rt B, 2 4 NLRP3 RAE /MR BE I,
PET S EOE A0 M0 RS /N ER R AE, L= B /B A
1, AR R NLRP3 RAE/IMA 2 1 5145
ARG, O T 5 S i, 77 A B Y
IL-1B R TL-18; [RIAF AR iAo vl BERIGE , ik
BHENZEH caspase-4 M caspase-5 15 T, [A] $% fig i
IL-1B Bk ; NLRP3 W RES 5 B /NE I Bz -[R] FE 4
MR A Re, B /N 22 4 0 TR) P AR AL
BeAN, W R R 25 (AN AR R I LA
2% ) WAl RES R B IS .

2 #B5BHRENRRKEXEERENR R

o

2.1 FikfEiriEH

FMF J&f i WA P SE R ATDs, 22 523 Y (0 R
ML, FEIGIKRRIN R L3 B . Mg, &
TR TR LS . MEFV 3N 75 5 S 5 g i P K
FIRAE /N BTG, 48 BT caspase-1 I B A
IL-1B A TL-18" | FMF Ay HESZ B Eh AA BITEA}
FEARE | IgA IS R A, HANEALEE 1gA B, Rkt
P /INER B 9 1 ZR G A 1R /R R A6

AA FRIFERYRE S PE 2 FMF B/ 199 K E . B IE
FYREAS PR T BE R34 FMF (R BB A IR R B, i
RHATIRIT, 29 50% 1) FMF 5 #5428 h e By RE s
P VERREAENE ) B I R G, Bk, s
PP KR, Met694Val Fll SAA o/ 45T, LLIIE
BHREAE I S B OKALBR T T677 FMF 4k & B}
RS s, R 2T L R A B R LR B
AEIREA SRR, S — B2, WIFRMEH, &
AT A <5 % L3, 0.5 mg/d; 5~10% )L
#, 0.5~ 1.0mgd; >10 & W JLE R KA, LK
0.25 mgffi IR, BEARE2 mg/ (m* - d)"™ ]
TR NI SAA . CIRVEM ., JREA. B
SRR, FOKANBR I 25 SAS T 32 s, AT 2% N TL-1
FEHURIRAYTY o TL-1 F5P0 500 A5 45 0 28 1 PR B o 2
RE T A RAF A 32 PE R sk, 7EB 0 A RS
g ey DU BeAh, A FMF 4k % B 8
FASPE BB ZFCR BT (—Fh ANUEAL 1L-6 Z R gRE
PUIA) BEBERAE G (—F TNF M) BT,
IR W R E

FMF FHOCIAE 2, e W2 TgA MAF R, B
FRLHR 2. 7%~ 7. 0%, HUREETTHZ KR (pol-
yarteritis nodosa, PAN) B PAN FE I 48, BHE RN

0.9%~ 1.4%"" | TgA 1145 % W] LATE FMF 12 Wi 2 /i |
R > 5 & B, 5TC FMF 9 IgA 045 48 B A 1,
FMF FHOC IgA 108 48 F8 35 0 B 5 8 1 AT BE 14 B
9 8.7%. PAN T2 R KEBER /N SIlk, FMF & 9F
PAN BH W FEIZWHAERE N 17.9 %, 49. 2% K k%
R, FERINIMIR, EAIREFINEAN S, FMF &
I PAN S 005 R i g L A RTS8 /DN ka2 SR
BRI 49. 2% | 49.2%F132. 8%, HH B Bhilkis
SR A 57. 4%, E B SRR B 4 A 28
Al PAN BFE ML, FMF AJF PAN (8% KR
SRR, BRI, R I AR AR 2 R 5
% R RAF T, WU REE LS

BR T AA BUTERFEASE | TeA MR AFE, FME A
VB P4 7 1 P g LR W] 3R By Jey kY B sk
fEfl . TgM B, TgA B, BV ZE | SRAEMEET A
TR /NER'E 9 | BEERI B B /NBR 1 55
2.2 Cryopyrin EBHEXFHEE1E

Cryopyrin 25 [ 8 3¢ J& ¥ £8 & fE  ( cryopyrin-
associated periodic fever syndrome, CAPS), X &
NLRP3-AID, Jg—Fhi Qe (R B 50, th 2 i
Cryopyrin P NLRP3 R I ek igtE 48, 5l&
NLRP3 % it /A& # caspase-1 15 4k, #E1M IL-1B F0
IL-18:3d 3 0 Ak = B i, W T 2240 LI & i,
CAPS fULHH3 LR G AE. FKIRVEFERIE A B RAELE
fiE ( familial cold autoinflammatory syndrome, FCAS,
OMIM #120100) , Muckle-Wells ZE&1E ( Muckle-Wells
syndrome, MWS, OMIM #191900) . #E LRI £
EX e L ] ( neonatal-onset multisystem inflammatory
disease, NOMID) =12 22 JL A 22 Jz ik 56 35 25 B AF
(chronic infantile neurologic cutaneous and articular syn-
drome, CINCA, OMIM # 607115) ,

VEMFEA MR CAPS HE I RIEZ —, <2% )
FCAS [ . £/ 25%) MWS &2 Fl—3# 4 NOMID/
CINCA 3 AT fig A AL VE M REAR R o I I il
B2 AA BISEMFER TR E2UAS E . AH0E
R, X CAPS HECHTEM RV, IL-1 F54071IA
I7 AT REAR IR AR K224

CAPS AHC 1ML R A4 i 2> UL, Ebrahimi-Fakhari
SEIPIEHGE AR 1 BT RRE RS . RE
K, 5 B2 W CINCA/NOMID ZE51E, 12 % HEH
PR DREAS A BRI A, B R B it s Oy 5 S i
BARE KA RFEPE A 58, R & B TE M A 2
P, 17 Z0f, BEREEZ THRARER, R$
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PUITRYT , AEIRAS B 0 et
2.3 HEKXEHEEHRZE

32 1 152 I3 6 B Z iE ( mevalonate kinase defici-
ency, MKD, OMIM #260920) & — % WL i ¥ Y (0
RS B AL 30w, MVK ThBE Bk v A 51,
AR SO R R A S =, JEIT =858 2 11 B Ras
IR SE P R I A A R0, BELIT X 98 R /A 1) 12
WS, SFECIL-1B AR N, MKD ¥ L Wk
Wi, RAEMIETES R AR R . B, TR
A, FEIGRERIARE KK, REE . #HE
ZE . R AN 1gD THR 2,

2y 4% ~ 6% MKD F8#5 4% K JEAEAs b, 4k & i
YR VE Y MKD (5 SET- R 20 25% %7 B 5 by
FEARPER) G R RN B IR L B EM (8) ESRD,
FROK Al i X+ MKD 1 56 32 5 FE A8 o G300, 778
c. 1129G>A (p. Val3771le) #il c. 803T>C (p. 11e268Thr)
HAZAGRAM MKD B3 50T 68 1 8 3E #y +F A2
PERT O TL-1 ISR, TNF 06 550 88 T0-6 32 e H )
S Wy R a] T AR AR R A i, LAZD ESRD B
P I S A REAE P B R A XU 0

B T UERREAE RSN, 384T o Bl T B PR |
BAR, QM2 IBEHE 1 MKD B3, B
7R N B G B 5 W T A MR N ER Y PR
WA E RIEE MG A TR K, HRHEER Kk
IR AT RO AL
2.4 PBEIRIEEFEZEEXEHEESE

i ged R 58 IR - 32 A A 6 R M 25 B E - (TNE
receptor-associated periodic fever syndrome, TRAPS,
OMIM #142680) /& H 4 A& 12p13 H1 i) TNFRSFIA
B D REARAT MR O AR P 8, 5t i etk o P A%
RFERHNG , R R FE T TNF 24K 1 5[4,
RITEIFH R TR, Sl AN R R, 538
TRA AN R 1 Fe ke i, TRAPS & 95 4F % 7l 37 2k
LB, WGIRFIZ 0 A I . 00 . L
T WEEVELLRE . B RE K KRR &
FLRAR R JE MR VE . EAMIFSE RGEY ) 2 1% 1
LT B PE TNFRSFIA 728 5+ 1) TRAPS & H 8L e
WREARME ) IR E R E AR, BRGEAIE, &
LRI BEATVE B 045, TRAPS H BUAEIR (1 (37 4F I
K5 (1~49) %, AA W24 40 (13~75) %
2y 47% K HE B TE A S R 1) TRAPS [ & &N
ESRD, 7 % i Hr 50\ B f, S8 10 % 5 ik 14%,
TRAPS F i AE IR /D g S 350 43 BB SE 12 Wi T

426 October, 2024

WA, JRi2 W TRAPS, 24 MR EE BB
JEVERTREAE M K I 712 W TRAPS, P [E H Hi 6
TRAPS 4k % B 3 03 B A8 M 0 910 4 8 3 11 4%
PRI TT LAA 8504 1 B s P U B B A2 1 1) TRAPS
BEMEGRIE, XFHP B ERFEE R &
WA —E M R B 5 4R 7 BROK Al B
TRAPS JF TR, H I AF Fe A 58 & AR KAl B3 %o 8
5y TRAPS SRR, HEWUH TR B A I kA Ve B
FEASE KU IR s 0

TRAPS B#H MR/ KA M4 %, HHEi TRAPS §If
B A2 4 9 81 24 SR A B ARGE T EEIG R RN
KEFEAK ., FOREA S EINE, B I ] &
1A B, BOKAIBRIG T TCRL, RGBT Al g
R, P ERIBRBUIAYT .
2.5 Blau ZA&1E

Blau ZEAfiE (Blau syndrome, BS, OMIM #186580)
JE— R WL F YL R B R, B 16 S Y@
K b NOD2 SEH T RERARMER ARSI, WHAE4 & 220
K. BS BUAIGIRFRIA TR | R R RER =
HRAE, BEZ REZ RIS Sk . s, 1
PR, BRI ZE I R IR v TR AN 4
AED8 Rose AEYIRGE T 31 6 BS i, HhEm g
51, B/NERBIR 36, e ETIE2 6, SA 1B
B BB RN R o B3R AR BB S Janus 1 i
(Janus kinase, JAK) #3507 FiF BS FIVGYT
2.6 BREREMNE2RZE

JiRF R i 2 B Z JE  (deficiency of adenosine de-
aminase 2, DADA2, OMIM #615688) & i T % i
ADA2 B A1 ADA2 JEPRI DRI 58 28 BT 0 — Fh
Y fRBEPE AL TEROG . ADA2 25 P — oIk 2
SNEE, FEINAE K& B R W A0 A oAk 1 o AR v
FEAER . ADA2 Bz n] SECEA R R TIRER M1 B W4
MiofeiiZ , A=A 20 IL-18 . 1L-6 F1 TNF 554K
KEDRF4 5 TRYTFN ] GEAE DADA2 () &ML A —
EAEF™Y . DADA2 F e JLEE W, FEIG R E M
NIRRT ST 2 Bl kA R I Il A
WA 9% AP FPERZR A it A 40 ek 46

DADA2 B #H B /0 R vE M FE AR M, B ET{UA
3 15 DADA2 & IF B VE M RS PE R Il g 4 . 19 1 A
B HER I B TE R REAEPE ;1] 2 U B AA RLTE By AR AR
Py B3 [6) A e B UE B R AR T R
FOKANBEXT DADA2 AHOCVE M FEAE MR A, R
BHTIRIT AT REA RS



B RAE PRSI G 1 AR T

HUNSIK AT %6 J DADA2 B9 FEZIGRARAE, M4
RIECH BRI 2 RS, B2 2, 24
14%1) DADA2 S H AT MRS R 5% R, Hh 6% M
B ShBkIR, 4% 0B SIKBRAE, 4% R SEIAE I
PRAFEAAE RILE (2921%) . MR, BAR, B R
FEFEANE IREA 5 JRY7 1, A% TNF-o 5591
R T An R R A N I AR 1 S
TNF-od5HURATT ORI B H Y, BR T B TE MR AR 1
FUMATRIL, B4 DADA2 BHFHENEZ R, LR
JEkE S Btk B/ NEREE AL A
2.7 THEZARNHESHEXE)LBERHDER

0B LA R A DG B LD i 4 I
(‘stimulator of interferon genes associated vasculopathy,
infantile-onset , SAVI, OMIM#615934) J&—#H 4ifd
STING 1/ TMEM173 K&K Dy e 4 58 78 5 ES Y 6 e
Gk R0 AIDs, S T B IFN @ BB, SAVI
ZAER U, I KRB R 1 RGN RE |
Bk M 45 7 K ) B s . SAVI B B IESZ 21
FERIOVEAIR, MR, s, B ke e
R, VACE sl Y Ma %00 HGE T — i
JIEAZ 221 SAVI A TEFE SR PN L B 45 SR R T i AR
Rk LR B 2 A ( thrombotic micoangiopathy,

TMA), S, B R 3 AT 3 A Jmy A 1 1 /DN ok
(TR TE 2 o = AN e N W Nl 1 i
S0 O R R R JAK IR BT T SAVI 3G
7, (X FRIEE R E, HITROTREA PR,
2.8 HMESREMRFREXEHERE

4> A20 % F) i A /2 (haploinsufficiency of
A20, HA20), COPA Zi&1E, DNASEIL3 K b4 AH
K AIDs R BR H B RAE RIS, BRI N RS
PELLBOIRIE . A R A B et
Hodr, PR AR HA20 H8 255 U0 B n] LR 3l
TIETERE R~ VL 25 TR B 8 22 5 R
HARVEE | 5 JAK #1500 697 A AL, B /ANVEBLE
FE AIDs H/B UL, ASBIB, Tn BS SF AT e I E /N
B AN, T EEY AIDs JRITERT, At
AR ERE TR . A RGE 1 BRI
B R IRIT Ak & TMA [ SAVI B, ZmE AHERR
25151 TMA BT RE,

3 %iE

AIDs A2 P HIEA5 5 19 1 PR 26 BE 22 i 2 BRI 26 1
FR, B LIRS AA BIER RSP L B A R

RO B RAEAEDG I MESZ 2R 19 s PR R B B

Tab. 1 The clinical and pathological manifestations of renal involvement related to several autoinflammatory diseases

B AE 32 2R Al PR R B

A2 2 10 R L

MR, AR, BERLAE,
B4, ESRD

MKD/HIDS EARK, MR, BREGAE,
FCAS EAK, BUREAL, EIE

SAE/MAG FMF

LR P LA

Bifig A4, ESRD

AA RITEMEEASVE | IgA ILFF 4. PAN, HIER. W
ZEMPEMAE R | B/NERE R (FSGS/IgA B/ MCD)
AA BISERBEAEYE | 7 A IR R

AA FIBERREASPE

NOMID/CINCA HHIR, FIREARS AA BIERIREAEYE | A48 . SR SRR AR 4
FERIEMAGE  TRAPS BAR, BWEGAIE, HATEE RS, & AA BIERFEM, IgA MR
JIIVES
HA20 MR, HEAK, EREGAME, mILE MR B R
Blau 54 1iE BER, MR, S, BIREAR 4 Bk Takayasu FE LR . AZEMOIE R, B /NVE 1)
Btk %
COPA L1 APEE Bl | MR, EAR TR PR
I BFHEH  DADA2 MR, EAEK, BREAME, WIREA S, mill  PAN, AA BIVERAE AT
JE. BBk . EEkpE
SAVI MR, AR ANCA AHRHE A R
DNASEIL3 B MR, EER, BOREAS TRASTE B 5

FMF, ZWetEs i, ESRD. ZORWIBHERG; AA. WEMEREM A; PAN, 5L akR; FSGS. kLA Btk B /Nekigfb; MCD. #/NEAE;
MKD: HUR IR JE; HIDS: & IgD MBI R IMGEAE; FCAS: FIRMEIEAR M A & RAELEG1E; NOMID/CINCA: ¥t LRI ZEZ RER
TR MB PEB LM & R IR C W ERGAE ;. TRAPS.: RISRSEIR F 32 A G R MRS B4 ; HA20. #40 A20 BAf5RIEEANE s DADA2, N M 24 2 &t
ZAE; SAVI: THLRIEF IR AR B LIBR W A9 M40 ; ANCA . BUrb Mok 4 i i BT b ik
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FERZ 25 AIDs [BH R BUS % UIAHC . AIDs (85 1
WG ES2 RIS 00, P R ER 55 T AR Xt
AIDs FHOC ' HE451 3 A9 DRAT 0 R BRI2 A,
X | o R AR T i S TS S A
B,

EBEFTE. AWMATXHOm, A4 LR XFERS
AT, ERER TR ER, LFRE LI,
AL AT LTRE FIT, R AT A
SLFEN T o F A
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