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Abstract

Anti-neutrophil cytoplasmic antibodies associated vasculitis is a kind of interstitial lung disease
related to connective tissue diseases. Due to its unclear pathogenesis, difficult diagnosis and high
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recurrence rate, further research is still needed. This paper will systematically discuss the patho-
genesis, serum markers and treatment of AAV-ILD in recent years.
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1. 518

[) J52 P4 Jiti 5 9 (Interstitial Lung Disease, 1LD) & — 24 LyRIE Pl 2 5 il 76 28 e A A 5 £ 44k B A%
AR B SR KSR SR . i - BRI . i N 45 S AL 2RI I R IR SR, 2002 3%
] 1 o} 27 2= (ATS) FBER PHIE IR 22 22 (ERS) ¥ ILD FEE 4 R PUSKE, Horp 4 45 2 21775 (Connective  Tissue
Disease, CTD)#H><H] ILD /2HNH WA—2K, £ CTD-ILD v, FiH 740 i i 5 Fi 44 (Anti-Neutrophil
Cytoplasm Antibody, ANCA)AH 5% 4 IfiL & 4¢ (Antineutrophil cytoplasmic Antibodies associated Vasculitis,
AAVHZEH ILD B R SR ET S A (1] [2] [38]. AAV EERIEFE RME T 2 K
(Microscopic Polyangitis, MPA). A Zf il 14 £ IfiL & 7% (Granulomatosis Polyangiitis, GPA)FIIRE IR 14 A 27 i 1 2
1% % (Eosinophlia Granulomatosis Polyangiitis, EGPA)%%, & 1§ 3 (antiprotease 3, PR3)FI#E L AL ¥l
(Myeloperoxidase, MPO)/& ANCA = Z (I #EHT 5 [4] . Ji4T9 24875 AAV-ILD 75 0 [ 55 0 & 0% 5 0 2
FHTEZE, EMEZR MPO-ILD LhflE s, vt E KN L PR3-ILD NE[5] [6]. H AT AAV-ILD 1k
TRHLE T HAGEIA, BRZGVIBITAAEA RRIK, ERFEEHRE, HATRS 2R 5.
ARICH SR AAV-ILD A IE LT IE AR 540 SR 7 55 07 TH B FU ik AT R A .

2. AAV-ILD BI& fRHLE

FIK 2 B B o e VB —#F, AAV-ILD 3 RN, IR Z 4 KA S 54, HETH
PAR TR B2 -

2.1. ANCA £ AAV-ILD &5 H1ER

ANCA B35 T kgl (s v Ak, 36405 IR PR AR R O B R B 1, (/N I R AR 3R
BOEME ST o B S — S R M OB R T n R SR AE R T (TNF) . 2R AR 2 0. IL-18. mid B RiEEN 1
(HMGB-1). #M& Cbha 545 FuE PR gu i, (Erh MERIZHf N I ANCA A5G H SR (MPO. PR3)
TEAN MR R T R [7] 0 IR LE T R h MR 4T BB 7E ANCA [E A R idt— 2B 52 3% 4k, ANCAs SR
shty, HUkFR ANCAs Li Fab Bt MPO. PR3 454, FC Bi5a kg LK FoyR 454, ek
L SE 4TEAL, SCBUE ST . MRS b R 4T 3 2 H N R 1 S AR RN v B A
BRI, BERMPRER R AR, FBUNE A A . S — 5T, SR R PRI 2 5k ek
M T B 4175 4 99 (Neutrophil Extracellular Traps, NETS), Ak i b Coki 40 ok NETs B i 24 o,
BN R BE H, NETSs 3@ Gl s eF 4egnie, oA 4E i i, A 78gH NETs
WReZ 5 7 IrA ] BE B4R IR B8] [9]. FEMR Ut JG, KIAMATT Re th7E L 3] | — b 4
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TER, HETREGE R AMA . B TSR, AMATE RO A Bl 2 527, *MALS ANCAL ki
YR (B2 A T — RAHER, ERCEY R AMETERIBAE RN, AMA& C3 Bies, /£ — e HAR R 1fE
PR Rk C3 #5#fi C3bBb, 7870 C3 S8 C5 HIME, C5 7F SIEIth H &% N 145 &k C5
e, Cha S EkigIpRZR I ) Coa %A (ChaR)4E &, MIMHEE FVERIANAL, MBS 0 Hh Pk 4
I IE R — R A M R G [10] [11]. — 2L 70k R I ANCA A REFE PR IS fy 36742 , 7 AAV-ILD
HRH I S5 R i 1 Ve i (Bronchoalveolar Lavage Fluid, BALF)H k&l ] ANCA, $27<iE 51 ANCA
AIREFATEIA M ) ANCA —FF, REfE U NETs /=4, I FEUM A 4E4k(Lung Fibrosis, LF) [12]. {H
H I 7 T F />, BRI M ) ANCA B, 162 I0E /37742 ANCA, 1875 25 2 (11
FRABAE

22. REMBHMSH ILD

AAV i RN I R TG BN, BRI A I, IS 10 i 418 D I R
SRS B A RS, B B A, R IR b R g R s AR B IR E IR, S5
T ILD, FEAE LF. 7R i 8 10 S Rt HE BE VR (BALF) H, &8 RERS A I 1) & 2k i 3 R 11
Filivel BN A, TR R — 2 AAV FE 3 H A H O R S PAC A H i, 5 o ) B IS A BT R R 4 P
KA EET S . RE> ANCA BRI 838 s R R A 2t B0e v vt i [13]. A #F R, Xt
AAV-ILD 3K U7 R ILEEAEIGEE HRCT ZRI Ml th 1 () 5248 X 5 5 5 B P e 3 M [X 35 AH W)
4, Hrh GPA (25%~60%). EGPA (28%), #HLL MPA (4%~29%)H5E % I, HEAEHEARK—H
R, SETCEEIL 10%~25% [14]. RAEWIL, H 5 B IHRA R g M B I nEdE, X2 A
— S PR H IR FRATT AL T 2 32 o A HAR L 7E 095 o R v A4 TR 2

2.3. MPO 5t MPO itk & =4 X SER S ILD

MPO-ANCA 5 H kg5 4 aT DU rp R 2 3SR MR i i 7= A — R A Bk, Horp—
FONRERR, WRER— 7 T Al LU ST dEgn f i 5, 55— 7 THIE R SR O K it , S 38U 4L 2345
EOXATRERE MPA I ILD (R EF 2 —. F4F, PR3-ANCA 1 MPO-ANCA fef% B H230E T 40 A0
B 40, BEEdinme g, WSt R4, SEILD )&k 4[10] [15]. MPO LR E &
G N, AE R R R A, R YRR S A O R AR, XM R AR S S LR, X
FALHILE S Y S2 6 T E M UFSE[16].

2.4. ILD TEEER ANCA FRMR AAV B4

BRI 2 B2 WA ILD B, FEREIS T E R s ANCA BE:, B tH B AAV. Wurmann, P
S[17]E R —LL ILD BETEIZ WIS 1) 0.5~14 S0 A4 WS 3] ANCA FHYE . A2 EATR LA L —Lt
RS DUBRE X — IR I B, Rk, Faagitd, ILD (IS BUiid 2 sk 4 6, wlfefdd
PERLAT AR, SEUMTE S ANCA IR, ENUARS 2EA X BN ik, gkt s 5 2 R4 #3E18].
X R SR E R LR WL, (H B AARNUE 3R BRI, MIRRAEE R, ILD fIIRR
FROFRAE R AR R, XTT ILD R AT 75 B 2 FhAS [R5 IR e Fh 2 05, A — S IRl Ee
AAV B HE L, SETERATY AAV B2, XHRBEAIRZN ILD B 37 K IR 7 LLHERR AAV-ILD.
3. AAV-ILD BYEHFRE4
3.1. CC #a{tHFHEifx 2 (CCL2)

CCL2 f& % M ™ A [ PR AZ AR B AL, 035 B b/ MR 2R L BT 4R 4R AN b B4Rl . 2 IPF 1,
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CCL2 PRt Ml S RE TR, A S LR AT 44t f e i, AT S B £F 44K . Shogo M &5 [19]3d i %)
MPA-ILD £ # Fl 54l MPA BE LR, KBV CCL2 /KF1E MPA-ILD & 23 & T4 ILD It
MPA 2, HFFR ik E] 65%, Gk 88%, HWIMh CCL2 KPS RMAFLIT o 2 IEMHE, XERIY)
SR IM7E CCL2 /K5 MPA B35 1) ILD #EJEAH S, 1fiiE CCL2 /KF 1T LLME MPA-ILD 3 fi i Tt A b
V. B 1 EREINHRFNGIT R, CCL2 SRty AR A B, EAERIT/E CCL2
KB s TR YT AT, X TR B — D R e RV TN T CCL2 R .

3.2. B4AREAT%E-6 (Interleukin-6, 1L-6)

IL-6 f&—FiEA ZRAEYES NG T, RE AT ZFgiishfe, BEHE AR, K3
IL-6 HAT —su W24 . Jae Ha L Z5[201%F 83 44 ILD (R b R BLEKCE IL-6 2 ILD ZdtinE AT
R PG AL SR N 2, S 1L-6 FE N TRINAS RS 4RARIT, FUR =% AT 15 31 80.6%. Krajewska W.
JEE[21) R IL-6 /£ AAV EF T HEME, 5 AAV IR RIS S A4 R 2 IEHX, 2 AAV
PR Bk WLINEESZ2 R, 1L-6 2BLH /K. Berti, A Z5[22] K I 7K T 1) IL-6 5 PR3-ANCA
BRI Rl PRAEAR S IE M S, e 422 B K T (0 1L-6 2 Ja 8™ B2 R I — N 1. 1L-6 B 22N
AAV-ILD [FizWr. T3Ess, BRI IL-6 78 AAV-ILD K I EARHLHEIEA 4 B, 5 KB

WL,
3.3. FERPESER-6 (Krebs Von Den Lungen-6, KL-6)

KL-6 EB7E 1| B b B A 2 A P AT e 11 S b Fe A2, 7 B 2 S U
WA AN R FIE . K, ZTFRRI KL-6 FTHE S ILD. Fsl e Fosi2esom th6, 1r
[23]F LRI KL-6. C 272K F1(CRP). D- - JfA(DD)E AAV-ILD i 132 ik, KL-6 78 AAV-ILD
AT 7 T F A BT (A 4 = AR AT B 475 AAV-ILD IS St . [ AR S TT R
AAV-ILD 3 fili 5922 (1 0 8 55 i [FI R £ A KL-6 (784, Itk KL-6 W Rl LLYESy AAV-ILD 97 1)
WS TUE AR, (5 KL-6 7E3EAt ILD M AR 620k, KL-6 ARy AAV-ILD A% 1LD % 5]
I

3.4. fhFREEMER D (Clinical Significance of Serum Surfactant Protein D, SP-D)

SP-D & 11 BYJtiyE b Bz 40 i K Clara 4 43 WA 1) BAG PR S 5K J7 By b e B0 Bes ) 52 2 PR 5K
PEREEE H, KE#TFEEY], SP-D £ ILD &2 il 8 B BIA N K EAFE T BALF A, XA RES2 H
T SP-DEEMIINA K, IEEEH T, SP-D fE M AT — AN P RS, 76 ILD 3 il b
Y - B4 A PN R 0 B B IA R, SP-D KEBIE R, Futk, wITEMEH R SP-D KF-Ft i,
BTV G RERE, ILD FEFEE, SP-D RiA#kE . Elhai M 55241347 T —5i Meta 43, &I SP-D
TEH% % 1 fili 5] 5 £ 44k (1diopathic Lung Fibrosis, IPF)}2 CTD-ILD &3 8] & T+, SP-D % T izl BA
— R, {H SP-D fEMMH R . il R S T I R IA, R, SP-D AN RTVE N A% 1)
— AR B, AR E B bR &4 H ATxET-Hk CTD-ILD %5 SP-D 13k il > KRR 5%,
AAV-ILD 1E CTD-ILD —h, LASGBAH M EE N EE AL, SEifx AT R, ARG R
SP-D WIZRIE Ty, 1K T 25 2 I I R FUAE 55 o

4. AAV-ILD B9387T

XFT AAV-ILD (iR Y7 H BT TR SRS S 2R (3~6 /N ) FZ4ERHAYT (18 AN L E) AN B, il i)
—LEE T R BT R A R REENIRT TR L.
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TES 2 ARBY BEIa T B0 HE 0 B 03 I 2R B & A B I i (CY C) BRI 2% & S PT(RTX), Wl R R A
CYC TENRGUIRIT T, W T 90%[ AAV BFH AR, HZRIT M E R BORRE], B, MR .
H L PERBSIE 28 /& CYC FERIA RN XTI AAV,  H BT R 80e S 58 70 S0 B ik
2, RIEBWTIRE, (ENTORE R PR IR T B SR YT RREE (AR A G R, (R R IEEAT 1 — I
XFF e AAV (B /NERIERL 3R (GFR) < 50 mL/min B H L) £ 35 2 -0 52 o 8035 fi A7 0 RO RE 72 P R B
R A2 PR 2 S 3k A 79 B OB B PO R VR T T e B B R 22 S, (R AR 0 B T v
JTJE I 14, B ™ B e A R S0 3 1K T B e 7 B0 B T R A, X T L R B A S5 18 R R 3R
KA RE AR RAR B B SCRRATAE AAV A A8 RURE B TR (W1 00 [25] . 53— 7T, PRSI RZ AN R 22 4
PEARAERE T A I A S BRI Z58, T F RS (MTX) 1 & 2 5 5 s (MMF), MTX 7] T 5
e AAV R, MMF AT LN A T4ERB T B, T DU T M B, HAURS Ccyc
MZETLIL, HARKBF/AN, Fi MMF 8 A A5 S22 M0 B — AN g £ [26].

RTX J&—Fp N/Rik &40 CD20 ek biik, HAl AW IEN—2&250, RHRE kM. Mk
Pt AAV J CYC #ER B RAER B, A AR 2 e EAURE . 2011 4 4 H S E £ A i
B HL R (FDA)HLHE RTX BEAHE I SUMERE N CYC MBI, TEML/E 1 10 4E18], RTX 1R 3 EH1E
77 THI AR R 2 B e R = I R Wil [25] o Fedl i) — Tt fe il o L RTX. MMF. CYC [ R Jo i 41k,
IESE RTX. MMF # CYC AU M4, (B CYC BRI EMME LA, RTX K EARRNE
WA, PTREAE H AT ZAMZiM[27]. RTX HAT#IEA BT R A M, 56 B RUIR 2% 2 B I 28
&4 2021 AFEOH TR FHERE RTX AE N AAV 6T IR 2, AR FEMEM B, JUHZESE, ™
H ) MPA. GPA H35. i — 538 ) RTX BEARFTE CYC. IR B S AT 15 T 22k, 1iF
SEER A VAT T LA B R S SBT3, I B B (PE) FE AT 7™ B ' T fit 3 ) i L Ath A 97 0 R e A 4
Fi[28].

Hopth— 25 A 240 Cha SZARFE P Tavneos & &% #MAIZ A YT, Tavneos kAT S0 5 58
R FIRIT AN, AT DA PR sk b R TR A, H AT Tavneos 1EFEHEAT = HIlf AR,
SERA R AT FAMZYIN T 40P A Z58R 2 B, BT R PE S, 40 2R-6 (1L-6) 52 A il 7 FE Bk
PU, XL IEIEE N TIGR, FAA R 2 A Rt — B 7.

— BB RIAMR, NALEVBENGERHRI T B, WRAHHT4ERRIR YT, 80%~90% [ & iRk K
[29]. AEGEHILERRIETT 25008 MTX B0 BRIEIEIS (AZA), [F]BE 52 57 i T 0a W . RTX T 4E:
BITA AZAELL, BRFRERIC, DAEHEE RTX ENAERHAITAMAE MTX R AZA, {HXT RTX
ML A G — e W . RFOKFF(LEF) B UE SEE4ERF R TE 2 M3 7 T2 A 200, HERFEAL, HEHAT
IEEARR, LEF EEAEAGRGTH BB R . T AZA A2 R &, o LUEH MMF 2547 454
TBIT, B RN S . M RN e R RTX AR =08 i T3, Rona M S 25 [30]#F 7t
R R JEAEH RTX BEA KT B0 R PR 2 — A R 2 R IT T %

ST AAV L ILD,  JEEEFE ) 5 1 i 48 (Nonspecific Interstitial Pneumonia, NSIP)f) & &S, f#
JE B B S 2= T S B A R YR T, AT b v T T, 1T 5 2 RS 14 il 42 (Usual Interstitial Pneumonia,
UIP) S5, B B s A S e SRR AN Re 3k 1Y, T B PLAT4E 25 . MLSEJE iR (PFD) R JE A Je
2 H AT EZ P42, PFD 22K — M E 259, erTUAER T LF REMZ g
7B, WA ETF IR, B BT AR TE, ARt AU ISR LF 13 IR E[31] [32]. Bk JeAn
BAPUAGENRGIRAER, w7 LLHI A 9 B AR KR T MR A K R 7524k AT 4 20 i AR K R 7
AR, MAREZE LF kR [33]. B doh 22 42 26 fpeil 1 SC 2 g U4 R 1R il ) 0 £ 4L (1PF) &2 35 - PFD
BRIk e, PFD A AZEZEHATME. RO R LF 4etb kg, (HRNZ Ak BN o) fe s FE T S RIEH 2
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B )Pl e 2R, JE ik Je AT EAIE SE Al AR AT R 4k R I £T 4idk i FVC R R —2F, o2 R4
PERFLIE (SSC)-ILD K HoAth it g AU MLl 4F Ak, 1025 TR 7 I LS S 3 700 8 B 7 2 5 U AT A7 5
% n) @[34] .

5. &5i%

FI T AAV-ILD H A B AN+ 20 BT, (B A Wb R AL, FRATTAT LA A I — 284

SEEAEYIAR S, X DO AT R I2 I, ST R AR, D AL B, A R
BT ARG SN T IR PR, X T AAV-ILD IR)T 2 7 81k, H AT 2R 02 R i o I
BeAmlin, RTX Zeid — RANmARMEE, HAT MO — 2254, X0 AAV-ILD (8% 5w A7 R IUN B E,
RARKG A E L MW TR
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