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Microscopic polyangiitis (MPA) is a kind of systemic vasculitis which mainly involves small blood vessels and can
cause damage to multiple important issues and organs throughout the body. The lung is a common affected organ,
which mainly manifests as pulmonary interstitial fibrosis, diffuse alveolar hemorrhage and so on. In recent years,
with the in-depth understanding of the pathogenesis of pulmonary injury in MPA, new progress has been made in
the treatment of lung involvement in MPA.

microscopic polyangiitis; pulmonary interstitial fibrosis; diffuse alveolar hemorrhage; pathogenesis; therapeutic
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& (anti-neutrophil cytoplasmic antibody, ANCA)A
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& (eosinophilic granulomatosis with polyangiitis,
EGPA), 5HAAAVHILL, MPAEEA BHFRY
Koo ERARAR . WAL R SRR T B
I BN F 5, AT MPAR R R L&
B2 W UL B iR 2 B 32 A il ] 54T 44k
PR Jf 9 R Il (diffuse alveolar hemorrhage, DAH)
4, BT EATW R MPASRH M FEIET R E Y,
FEE R E TS o ASONRATRE | il 3 5 il
SNRBL. KB BB R B AR LA T
frmgh, @A B RTMPANGIE3Z 800 & b Al
RIT BB SEHERE o 5 TR IS I R 5 AR X200 B A
W, WEIR2ERRYT, SEE RS IR

1 RITIRF

MPA FE SN &R R 1007 N1~3 A, FKEM
RIGRHAM M ABES ARBEHLZW, Bk
2021, HWERTEEN, KFERNsS~74481,
FH il 35 B A AR G RN 2 gl A SR R, B L
MPAl 7 % R EE 2 —, A HHBIDAH . fififA]
T eF 4 Ab 45, db e b A B iy — A 5E R B
TESOBIMPARR #F h, il Ry 2%, &
I HAM—TEE S k. 144FIMPARRE H, A
1341 (93% ) & B fi ¥ &5 7 BF CT (high-resolution
CT, HRCT)M S, 182412 W A 18] 5 il 4
WA dis1% . B A SCHR [ 9] 4EFR . 5RO &
JbEEZM L, MPATEW M E R w0, %
W5 R A i o AE—TRER YA H A i % BRAE 58 DOV a)
PAEZBL: HAMPA ZE (1) Bili 5 151 3 8 B x) i 2
FONHE UL, Bl W, MPARAZ BOEETE Y M
XHEHZI,

2 MPA HYFHERR I

2.1 Fifi i) B4t 4L

Jiti 18] J5T 21 2 A 1) & A2 5 AAVE DIAE OG, {H ]
HHT NIk, & BEMPA R 5 i A A i 18] T 21 48 1k
AAV, g*ﬁ%ﬁiﬁ‘ﬂ'%’fh%@ﬁ(myeloperoxidase,
MPO)-ANCA(# I RI-ANCA) FH:, 1§t & 1
fif-3(proteinase-3, PR3)-ANCA(fifi fiI-ANCA)
BH 1 955 0510 1 G PA AR > % A= il 1] Joic 47 446U
giit, KRAH36%HIMPA R & & A il 6] i £F 4
AT ST Y — TR s B A T R B
11807 GPA R # rf T il ) Jot £F Ak Ak S &, i 13845
MPA R, Jlli (8] 5T 21 24k A A 2240, il a) BT 21
AEACAEAER I 0% o M f], AU rp R & ] e &

VelcroW & . 7EMifi (0] B 2F 4E AL F 10, MPALE: Il £F 4
b BB A S TE R T Sl B0 08 PRI A 17 224 i
Yttt e 2 A, 23 BT % I PRI
TELEHGE T, e 44k 8 5 bt MP O it
REAYE, FEREG R RE DT SRR, RERS & A MPAR)
BB 11229%~409%"1 L H AR — 05 TR & il )
21 44k (idiopathic pulmonary fibrosis, IPF) %A% [A]
R g R EREVTIIE], AF1 000 N Hh,
A 13108 EH S B BMPOPUIAIYE, XHpPH
6% BTG & KB AMPA, L, AT # %l
IR, X T In RS W R i) 52t ik B, N
WHGANCA, 453 JEMPO-ANCA, R 46 1 25
KRBT, VR T EAES G S A REVIIER

2.2 SR MR H

DAHEMPAE Z i EB LI, WEHK2E, &
FBE B P o T A B LAl B
AL R Al ik s 5% DAHMY I PR 26 BTG4
PR, 3 E RN R [ R A ORI PR HE %
PR I . R g LA . Z BB E A AR
FAKE TR . RETEIRAKE TS . A 2925%
(IDAH M H WA IR, ] B8 A7 78 B B P
(R AT 9 I, AR BN R AT KT
RS D, YMPARRE IR EEA DA, A it
AR R B AR S I I vE R
KMATLH, REETRITY .

3 MPA HIAHSbRIR

MPAE—Fh RGME/NME R, TR LEEH
ZANRGEHHANGRE . FHIEREMPAR T 2 R
I & 2 — o HEEEit90% A L M MPAKR A W fIE 2
2, B AU ZRER I PO B /N R R
(rapidly progressive glomerulonephritis, RPGN)"",
I R L B RPN MR & IR DAL .
175 55 JUE A2 2R A7 5C 14 8 I R TR 7K e 7 3 2 A8
HHIEAE I . HA, A LI B EZ
MPAEH B I RE e 1%, PRAGHR S o ol B
FoARE R AN BT, M 5wk N EPEIg AR
i, PRI EA AN CARHH L .

B TR 2 R AN, MPAIRTT DL R K
KRk BB IME RE . — B MPARE =
ML k2 2R, T &M 2, 2SS
FER M 3 . ErikssonPUYEYN A 216/ i GPA/
MPABAF Tk B, A5 6.59% i 4 FE A I e
W, Horb B A A TE R R LR, A
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13 38 B R IE AN S R MPA B 3 B A AR, O I
FAF R — B VSR BON a2 52 i MPA BB 25 i 9] 15
AR RN, R, —WAFPER: AW
%M%ﬁé?ﬁﬁ]ﬂzﬁj\(Birmingham vasculitis activity
score, BVAS)MUm AAVE , FEREDT & 40 1M
BRI E ., HRLBLONE RS, BE
RN ORI . DR, B
BESHBLONAEELE . T, A, TEMPAK
it R, s —se e BEk, k. =
Jio RS . WU . IARE T RS

4 MPA [ &R BRI & iR H

4.1 Fifi i) B4 4L

5T MPA B i 1] J5 21 4 4k % 5 1 B AR HL ]
AR HRETAN R, FTEMPABR G S, i€
A I AR 51 R S A2 R AR B i IR S i AT i & MPA S
[F1) ot £F 4 Ak ) 22 09 B IR ) EL R & A LA S af 21
13 S VR A 7 o T ) IR S
R JC 40 i i 20 28 1, DA O B R A, A
(IR 5L Ea X A N I (N 7 T R
T, D AR 4R AR A A R T MPARY IS B
Fe AT JLI0 [ B A 5 O R B A2 BT MPAZ T
A 32%~56%1 3 T & KT il ] BT £ 44k .
MPA K A= fili 6] J53 £F 4 Ak o5 — 4> 7l B8 19 Ak L T 5
MPOHLIA K. BRI B . MPOHLIR AT LA ik
HMPO A I A2 (hypochlorous acid, HCIO),
AR HCLO 235 5 i I 484k 8 H ™ 9 (advanced
oxidation protein products, AOPP)IE M, M
T P R 200 B A 45, ik i 2T A AR T 3
e AU R B AR 4L . R G AL SE (systemic
sclerosis, SSc)& I Mifi [A] 5t £F 4k Ak 22 & (1) 13
il 16 46 I 21 55 K F I AOPP, 1 B K F Y AOPP
it BT 4 20 B 1 A 5 TR B AR sAh,
MPOHL AW /] DL 5 A B e e B, il i )R &8
TR 1 & 1B (elastase) FIAE 1 4 k7 40 i (1)
WO T R 2H 2L . Horh, SO B e AR
B4y ST 56 BF 5T B e Bl AT DR DN A R
2 A I B, T R A R 20 A AT DL AR — A
HURE Y A0 A6 T 2T B PR 4 e A1 I B
(neutrophil extracellular traps, NETs)}EiE*ﬂ?{EJﬂ:
il 4 i Ak B e B

4.2 SRIEMERE H m
HHETIN WMPAKR AEDAH EEAHLH 5 MPAY
955 T B IS0 5 A S il B AR IS R A 56 T4

B R S A AdAS It P B2 A8 AR B B A8 A R ) o
(=B 7 B NTTR 5 W RO St N (= oy Y P 13
87 SN (17050 b 3 AR D3 /Y 1RO RN
U, KidaZ:COWFoe 8. il B A0 R 1 &S
MPA J 5 56 1 77 75 1Y 18 P 008 R E R g A
Ko HEFREAE M E RAE, 8@ A MPOLIAFI
IR TR /0 175 1Y 5 8 H (bactericidal /permeability-
increasing protein, BPI)-ANCAJL{A(BPI-ANCA#L
) FEUN BN INE R LKA . DAHI A ERR T
5 MPAYNR 1 3l B AT A7 75 1Y 18 1F S8 R AE A R
Sh, A AT e 5 MPA B KW R K e i
HlFAA DG B H AR — i SCHR[37]4IEFK . MPA
BEERKIMGYIEITh A S GGy, Hhik
PR . A B B A R G AT DL 5]k ok T8 i v A
s 0 E AR R . Al A R ] DL
B0 BEAH PR IS R 1 &2

5 MPA i EfZ EHBFERM

MPAG| il 52 82, A A LUl (] o P g 28 4
Fo —IAN A 1445 MPAJiTi % B 5835 19 1 F 5 )
S PR I] P 48 5 HbS 1% SadaZ5 P BT ST ke PR
(] Jo M il & 7E MPAJ 52 R E 5 Hh47.4%,
T a] 5 P AR A R A A B = R S B E IR R
fiE, 24 HY B AR ) i 1 PR e B, 2 BB AT
A O 20 2 J A A il ) 5 2T 4 b i ™ & Y DAH, H.
BITRORAE, Wi 2s. Bk, F3 % B
A, XF T MPARR A KU 2O H 2,

HRCT /& A MPANT 37 2 8 FH IR A T B
AL LA FH T S350 95 kb 0 e A 5 A, o i S A
96 A8 A5 B L B B B IR Y JE MPAIT 8 37 2
WL CT R, HALE M H Wil cT R BiL 1
FEA AR EE . /N [RIBR G TR | e e bR e A e A2
RLvE LAY KD, DAHICTR I W % Tk &
P, R R BN BB R R, R AT R
BEESAE RS B AR R Y L e R b T 5 A i 5 9
P T At R Y | APl I P L i A S SR A L
Jii 160] J5i0 £F 4 £k J& MPA & I 45 T Jo P ili 4 3 Je 39 11
LG R B0, I AT 3 B Ok S B B RR R ok S AR
R0 MR R B AR B AR IR AR R, AR OR
WA

6 MPA i 28877

XTSI MPARY R # L V5T 28 3 5 44 T
B MR B e VR FRAT , Ssle  ) BFR Bt
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BE% (cyclophosphamide, CTX) N 3. 5% &
TN TR RIE, IS 2 2. mk
WIS IR G2 R AE R IR T 7 R W T S ze il on] , A dE
IEIT I H B2 B 10 2 T 18 P 4 5 o

X TMPAZ 2RI, FEEZS %2011
AR AR B 2 A T MPARZ A5 R
ANAAVIGIT B HERE UL o 201648 BRI XU 9 Bk
P (The European League Against Rheumatism,
EULAR) ¥ 8 T XFAAV ({5 MPART 52 2) IR IT
e W (F1) . HAETMPAR i % 23477
PR A o 2 DL KGR i M R BT 3 I R 2 b
(rituximab, RTX)E.CTX NI,

20104F UG, RTX#HHLHEH TMPAMIE T 2%
fiIRIT o RTXSE—FhEF X B4 £ Hi CD204> T %
N ORE RN S R NS NN T NE R N
MIRERON,, fEEBANAEI T, MHIPTiARm A, T
FH T METG PE 8 2 R PERIMPA R Z ) 20194E £ [H
DA s 3 R K s 4 T R G A R BT B 4R
MR, T L TERMREIRRR, S
HER T X T MPAE R RIRYT, RTXPORE
fLFCTX, HETiZfEm IEERITH . BT HF

R12016FEEULARE FHAAVIETF fEFE = IR

B REMIRIT, RTXAESR ML R 367 77 R AR 2
B B, i, TerrierHHAT T — T Fij A&
PEWFSE, W RTX 5 B e RS 7E AAV (22 MPA)
HFF IR IT IR IR, SR A Bl11s A, Bl
PL1:143 BERTXZH (1 000 mg/6™H, K184 H) 5
BRMEIEIS 2 [2 mg/ (kg-d), 1275 1.5 mg/(kg-d),
6™H; 1 mg/(kgd), 4™ H. Bdk224H], 4%
5B 7R TE BE T 55 600 T IRE, RTXZH FRH ik 152 14 2
M ICE K HEAER ) H71.9%(95%Cl 61.2%~84.6%)
149.4%[(95%CI 38.0%~64.3%, P=0.003)], k&
HEAE R 3 100% F1193% (95%CT 86.7%~99.9% ,
P=0.045), 20204F2H, P L ZR/PNHAFIIT T AAV
VAYFHE R, BRIE T RTXAEAAVEE i 4t 35 197487
BRSO X 0 L8 5 K R IR 1 1)
AAVEEE

M TFMPAREEMHAYRIT RS
B IF A T BB I e T L 5 A% 2 e A A N
A, WL fE2 T R, W R R JE kR A I
filidR G T e, AP R . MR MR
T 00 ) 00, R e DR 22 R M S SR g T B
T .

Table 1 Summary of AAV treatment recommendations updated by EULAR in 2016

e Aty :
BIT 2016/REULAR/ERA-EDTAX: TAAVIAY T HERE TEH 25 2 (51 XTMPA) Tﬁﬁjifﬂf
R MIRT L RIGMESE . AT AAVIERSIRYT « BB i 1 A
FIEA CTXERTX
2. BRIEMAE . M AAVIELIRYT « B i 1 A
FIFEA CTXELRTX
3. o B X RIAAVIELARYTY . BHZ RS 1B MTXHB, MMF}C
MTXa{MMF
4. YEIR TEAAVIRYTEAATRYY . BATH F CTX T # A 3 C
RTX; HEfFARTXA[#CTX
B AERRTTY L RRAITIRAARYTY . /NSRRI R B A AZA 1B A
B RTXE{MTXE{MMF
2. EFFIRYT BT R . 5 IR YT R G B BT 4 D
2440 A B 4E 56T

ERA-EDTA, WRHFORHIZe: MTX, HZRIE; MMF, MEZ5EING AZA, BRERS.
ERA-EDTA, European Renal Association-European Dialysis and Transplant Association; MTX, methotrexate; MMF, mycophenolate

mofetil; AZA, azathioprine.



1174

I R 9 i 2 i, 2021, 41(S) http://Icblamegroups.com

6.1 FieF #8987
M MPAA H 18] o P Al g s i, X AR R

[B] J55 14 fiffi %% (nonspecific interstitial pneumonia,

NSIP) YA, A S B 1 il 500 3k o7 vl Lk
DI RE, WINPT O S Al ot i

M 2FAEfl . SR, X3 R AU A] BT M i R (usual
interstitial pneumonia, UIP) &M S, HATM
TCA RS UE B % 28 £ A T DL G e kG T
dhgieast, — TR RUE | RGR . REHLX IR
KRG R R SRR AL, RIS
T WA FEE ¥4 1) 3 T T8 108 38 TP A8 355 1) £ e 58 R S
K, B, Maillet 5 " — I [a] i 1V A 5% & A«
UIPZEAY 1 AAV R 35 BRI AR A7 01 5 L5 S 2 A 3
it FH A 2 4 R A O, 3ok 2 BTl P £ g 41 o 5 O
AR X B A TS .

PU I 25 2 Ak 25 W ik AR 2 B 2 4 3K A — A g it
W TIBITIPERY 258, HA PR AP 4 1L 1Y
YER, REWE AE 52 fili (8] I3 2F 4 A6 19 2F J28 I FE AR IPF
A RAE R ek E L H AT IE A AT — Il
JHIEE AR JE R 6 57 A AV AH G it (8] 5t 21 2 16 1Y s it
9T (NCT03385668) . JEikJE i (nintedanib) & 4L
) 200 L PR T 2 TR R AT A A, R LA PN B A K A
T AT 2 A AR AR A TR 2 A R bR PR A K
R 2 AR B e S PR I I 4, BB 6% A A 4 2 T 1)
JR AT S Ak, USRS R RN B
FIN-Z B2 Bt & R (N-acetylcysteine, NAC)YEN
BWH R TR BT, B2 NN R — R R
-, ARG R A, A B T YRR LA R
fb-Br e b -, BHAEAGETEfin &, w iz M
FIPE, 7RG ENELY,  HATEMPANGZF 4k 1L i
H R AT B

LI 58 b, X ST il 2F 4k fk 25 W0 iR o7
IPFIYTF R3] TR Z 259 Im KIXE H E . 4
M, N A E AT X 26 25 9036 7 MPA G Jf: il £F 4
A BIF AR X 820, PR T B BE A X T MPAJifi
L YAl i) BARIT R e o X BE 2 A R ok AT
RS9 21U TR YT MPAT 21 4E 4k,

6.2 SRE MR H MAYETT
MMPARH &I ADAHK, BIEADAHLE
AR BE, 107 E A DAHM F Bt R
o CHK[11]FK: DAHJEMPA B T 21 L5
SIS S M 7o B 7 N e R 7 1 .
J T A e IS ) P PTG A R kg O 0 1 M R
fir, P R A2 W BUIE )Y . HRTAR
7 2 L ZE ok R B AR R T R 3R I A e 8 A

FESEMIRIT M E. M T™EKNDAH, WY
% JE 1M K B e (plasma exchanges, PLEX)., PLEX
RPN (1AL e Tl S @ o /1 . N i (A
T8 R 5 S I 76 76 40 0 o R 3 A 1 e ) 2 g A
BT, R SCmR 0 g IR B 4R R PLE XN i 3%
PR D AH B I AR R MR S A AR A
%% . 20164EBULARY: T AAVHYIAYT #E#E D i
PWPLEXW HF ™ HEIMDAHEEH . EHIEILHN T
VII(rFVIIa) & —F R IR Y7 A K VI N 11X
i B 1L AR R A Rk 25 Y, BT A
JYDAHNE B, ¥ 6 R A I A 2 Ry A 41 3
PathakZF P BIF ST /R« 76236 [ 9% N I DAH
B (A dholl HAAV)H, A 220 5 B AE
P, HP A 186 T ZALMGE R . X221 H
B2 h4i T735~120 pg/kgMIrFVIla L £ 1k il 57697 6
B, o, 96% M DAH L rFVIIats £
L, 78/ E MDA FI T, FVIan] GEEIEH .
AT Al RE 2 gl A JF & 5E, N BLIZI6 97 H Al
MR, X TG M DAH B F K UL, 45 &E™
T I PRI ME IS, 8 R T A LG SR T .
o AU AR R AN A, AT DL 2% 4l 5 4 A AR A
ﬂ%ﬂfﬁff\‘%(extracorporeal membrane oxygenation,
ECMO)# AR5, DelvinoZs B4 B 2| AAV S| L 1)
DAHr EU™ EIF N i B %, £ HECMOEY
I EWRE . KellyZ5 P HRGE 7 1] MPAFr 5| & (1) /=
FDAH, 7E JHECMOIGYT 5 8IS H#A -

7 %5iE

MPAJE—F 2 R4 52 R I RRARR 5=
O T RIS o R R o iR R O L Y % R
e Z—, EERI NN L L MIDAH
X2 W g i [) 50 21 4E AL ) (8 5 2 TR B, HERR
MPA. Y677 HETAT LR e G 8 4 il 570 0 3=
L BRI RRBIR T X T R R R E R
o B X MPANTES 2 3 % L K6 77 A W
RABEIE, M TE AR KR BEMS K B 217 2 A 30
T G
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