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H E

H K. 3R 3T R 40 M i ¥ 14K (antineutrophil cytoplasimc antibody, ANCA)# 5% IfiL & 4
(ANCA-associated vasculitis, AAV) B K RFFAE, REmAERRERHERGERERER. ik B
T 20105 22019 Z T PO EBRF IS NAAVEZ FIEA KR IBRIFE. £FER, HXHHE
KEBERRHFTRITFEM . ER: ANAAVEEZ1156], BHE T L ME % (microscopic polyangiitis,
MPA) 107%1(93%), PIZEREZ 4 % (granulomatosis with polyangiitis, GPA) 8%41(7.0%), “Fi#4E
#63.7 £ 13.9 (14~89)%, KT 603 FIEEEH 572.2% (8361). AAVAHFIEIR K IE R BHHH S Wi AL
A R4 (1~60)™ A, FHBVASH16.5 + 6.7 (6~35)7, FEHRE586.1%, MRIEHEH53.1%. 5E
T-BEF466], T REANEREA256(554.3%), REBEHFRER7H(515.2%), LOERR
BHE MR (58.7%), M RIFERE 66(513.0%), /BN H LA 141 (152.2%), A EEH345(456.5%).
BEUEEFEEANTL.3%, SEEFEEN60.8%. Kaplan-MeierEfEf 2 54T 75605 DL b B AR
fi& (P = 0.042); MALEF > 400 umol/LH)BHEAEFRML(P = 0.005); M/MRITHH > 250 x 109/LEFEKE
FEZAR(P = 0.003). H—FHCOXHHTERER(HR = 1.041, 95%CI = 1.014~1.068, P = 0.003). I JLFEF
7K>F(HR = 1.085, 95%CI = 1.008~1.253, P = 0.002). L/’ (HR = 1.004, 95%CI = 1.001~1.007, P =
0.006) R MEE EFRMLERER. £ib: ZEAN MWL > 400 umol/L. /MR > 250 x 109/L
RYMAAVEF LRI EREE.
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Abstract

Objective: To describe the clinical characteristics of patients with antineutrophil cytoplasmic an-
tibody (ANCA)-associated vasculitis (ANCA-associated vasculitis, AAV), and analyze the related
risk factors affecting survival. Methods: The basic data, clinical characteristics, and survival out-
comes of patients newly diagnosed with AAV in Suining Central Hospital from 2010 to 2019 were
retrospectively analyzed, and related risk factors were statistically analyzed. Results: A total of
115 patients with AAV were included, 107 patients (93%) with microscopic polyangiitis (MPA)
and 8 patients (7.0%) with granulomatosis with polyangiitis (GPA), with an average age of 63.7 *
13.9 (14~89) years old, and elderly patients over 60 years old accounted for 72.2% (83 cases). The
median time from onset of AAV-related symptoms to definite diagnosis was 4 (1~60) months, the
mean BVAS was 16.5 * 6.7 (6~35) points, kidney damage accounted for 86.1%, and respiratory
damage accounted for 53.1%. There were 46 deaths, among which 25 (54.3%) died of severe in-
fection, 7 (15.2%) uremic complications, 4 (8.7%) adverse cardiovascular events, and 6 (13.0%)
active vasculitis, 1 (2.2%) intracranial hemorrhage, and 3 (6.5%) cases of unknown cause. The 1-year
survival rate was 71.3% and the 5-year survival rate was 60.8%. Kaplan-Meier survival curve
analysis showed that the survival rate of patients over 60 years old was low (P = 0.042); the sur-
vival rate of patients with serum creatinine > 400 umol/L was low (P = 0.005); the survival rate of
patients with platelet count > 250 x 10°/L was low (P = 0.003). Further COX analysis showed that
age (HR = 1.041, 95%CI = 1.014~1.068, P = 0.003), serum creatinine level (HR = 1.085, 95%CI =
1.008~1.253, P = 0.002), platelets (HR = 1.004, 95%CI = 1.001~1.007, P = 0.006) was an indepen-
dent risk factor affecting the survival rate of patients. Conclusion: The elderly, serum creatinine >
400 umol/L, platelet > 250 x 10?/L are independent risk factors affecting the survival rate of AAV
patients.
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1. 818

B op 1 kL 2 R 2% BT 4 (antineutrophil  cytoplasime antibody, ANCA)AH 3% IfiL & %8 (ANCA-associated
vasculitis, AAV) & — 4 DLERBE I I8 28 AT ANCA FHE AHFAE 0 — 28505 « AAV 20 N R8s T £ i
4% (microscopic polyangiitis, MPA). FA Z [l 4 Il 4 4 (granuloma with polyangiitis, GPA). F& 4 P 27 ik if
& % (eosinophilic granuloma with polyangiitis, EGPA). A[RIFf AR B AAV FEZER, HAAN MPA
L, R EFFERKE K MPA 5 GPA RASEZEAHLL, JERKEEE K GPA B4 I[1]. i1 AAV £
2 — P L, (R X R IR R, ANCA FHSCHUR IR, AAV 2 B B4 5,
H AT AAV EIRIE FFAD I, H8 G0 HE = F B B i1 B %08 0.27%0~0.34%0 [2], {EIEAXS T AAV 1l
PRIFFAE N 538 A A7 45 7 77 TR AH SR ARE B o 1 S o b B UGR, s 2 32 r Ja a7, FATTRE 2010
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2 2019 FFAEE T T L ERBURIZ N AAV BE KRR BRI BT 845, 04 7 HIRIRRFE. A7 4R
YLUEES ST

2. EREH&E
2.1, ABHRHEE

LER TR EERF 7T, FATZIN T 2010 4E % 2019 4EAE R T 17 O BE BEFT 12 ANCA AR I 5
RIEH, A EE RS 2012 4 Chapel Hill 3EiH 23R 3£ KB =24 MPA. GPA 5t EGPA [1]7E X
bR, HERRDE R ME ML 2 (U NERIL IS HUARR I, RS PIE, KRBT R, 4tEmeE
REABIRIEAE N ), BEVIRTIE <6 AN H (BRARTERT 6 S H WAETD), 10 fE BT AN EHE.

2.2. MR

OB H EARRHE(EREYIR RIS B S8, MR, BB 2R B sRis Wi e, &5
—REEVISTE]), IRARRIL, FHOCSZIREIE, Ol CT SR AL, VA r 7o, ZETCIHAE KO . BEVIR
IR BT 1120 Biskar 2R 7. K CRNIZIET 3 AN B AN R AR KT 38.0C,
MR B SONAR B 2 kgo BIESE T ERIUNMR, SRR . W RGN E L ELIN
W ML, PEIRPRIAE . BEEEAR AR OIERERE OB RO ). DR .. AR
G052 5 NP RX A2 ZR G0 (It I SR S, A 473 AN P 0 SRR ) R R A R A . T e T I
B RGENE i e AR R . IR REERIONRS M, FE WY R, B i
M RIZEM . I 28 500 v 3h BE SR A 2003 Al AE B L8 28 7 2l 1 743 &8 38 (Birmingham Vasculitis Activity
Score, BVAS)IPF/r[3]; wniEhas, NHEMTHE BVAS. Moesesh = 5. M A4 E(WBC), IMLaEE
(HGB), If/MR(PLT), ZLAfIfiRE=R(ESR), IfilH & H(ALB), MLULEF(Cre), PRZCANMI; I 455 BN
K ANCA;  CAT B VA S8 I B RS S . B0 CT A B AR RRAE 32 B FE Il 0] B P 4T 44k, g
BB . 0T T RASE R TR B S R IHIANEYT, B MOENT, TR
12 B 46 o

23. Gt FERE

KHI SPSS 23.0 i it 2 AT X B #EAT Gevt 70t . TR BT G IR A0 LUSEL £ ARiEE(x £ 5)F
> AFFE RS AU ER R, BRI 2R KR W AAV 2l BI5ET 85— RBE D7 T 5
BEAAF . BB PO AR (SR, WIRE, /i) =7, il Kaplan-Meier J7 i £
A7 2k, KA Log-rank £, @ar COX [BIARERL, sz 3 A7 R ML fEf N E . P<0.05 4
EZRAGUFE L.

3. 4R
3.1. EA4HE

LN 115 B2 N AAV B, MPAL07 11)(93%), GPAS f(7.0%), 5 4Lt 57:58, & KT
WS 63.7 £13.9 (14~89) %, e KT 60 & ZEBE 5 72.2% (83 ). AAV FHIGER A& 1E 3 BIHH 2
Wi i) Az TR) R 4 (1~60) N H o R 1A H WAEHRIZ 10 &7 7.8% (9 ) 3 /N H INARIZ I 45.2% (52 41);
JAE N FRZ I 5 78.3% (90 f1); 1 SE RIS 92.2% (96 ). 2010~2014 “EHGIZ 1) B E A 29 151(25.2%),
2015~2019 FH2 1) EEH 86 #1(74.8%). NG THISH B T ESIH, ¥ BVAS N 165 + 6.7
(6~35)43« HAIH 95 151(82.6%) i34 H = JIAEAR , 84 1(73.0%) 38 tH IR E T B4, KR 23 151(20.0%).
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T lm AR R I ELFE B EH1 T (86.1%), WMFIRIEHIE (53.1%), K ITAEIR(18.3%), #H4 RGiH1E (13.9%), L
R 4515(10.4%), i3 (8.5%), TiH 13 (6.9%), ™ E E7iEH1#(2.6%). B FH Cre > 133 umol/L
) 87 151(75.7%), HE4ATE EART BT 30 51(26.1%) . FFIR R S84 21 5 53443 W IR, 46 FiIfEE CT
FEI A il ) ot 21 A B 8 R AR . WA R G E 1IN H L, 2 490t R IR, 3 48 HE B R
5, HRRICHEBEERA . RARERRIANE AT, SR, HERICARRMm 2 #],
HA 260, WA R LB, SpHiimsswy) 3 6. HRGERINE B 2 6], BRI i 1 5.

F 1B T AAV B T B REHIE .

32. KWEHRE

41 if WBC 404 10.8 + 5.6 x 10°/L, HGB 7KV} 87.0 + 24.9 g/L, PLT #1414 249.2 + 106.2 x 10°/L.
49 151(42.6%) H 3 () WBC % T IEH VS . 36 141(31.3%) f% PLT /&1 300 x 10%/L. 99 4(86.1%) %
EAFERLEE I, T E TR 78 151(67.8%). ESR N 69.7 +£32.3 mm/h. Cre 424.5 + 387.4 umol/L,
ALB 31.1 55 g/L. 3L %% ENiZsAG il ANCA, MPO BHTE: 99 %1, PR3 FHtE: 8 4, MPO Al PR3 JL & FH
P 361, W28 MPA (5 5 5 ANCA .

Table 1. Main clinical features of patients with AAV

F 1. AAV EENEEIRKIFE

I RAFAE (]

PRI (T3 %) 57 51/58 4
ST AR S 63.7 + 13.9 (14~89) %
Ry >60 % 83 #1|(72.2%)

IR (MPA/GPA) 107 f1/8 51
LTI Ja]
2000~2014 4£ 29 #1/(25.2%)
2015~2019 4E 86 14i|(74.8%)
K 1e>38.0C 23 1§(20.0%)
Z IINE 95 151/(82.6%)
3NH AR EEE>2 AT 84 11|(73.0%)
KA 21 151 (18.3%)
R kA 10 1(8.5%)
IR &R G 61 11(53.1%)
Jiti v o 1 21 11(18.2%)
i ) 5 41 44k, 46 1511(40.0%)
(EgiliinE= 99 15(86.1%)
MALEF > 133 pmol/L 87 #1l(75.7%)
HCUR 75 EE T 30 151/(26.1%)
WA RFINE 16 15(13.9%)
DL R E 12 11(10.4%)
hEHRE 8 141/(6.9%)
FEE B I E R E 3 151)(2.6%)
Wi BVAS ¥4 16.5+6.7 %

% 1 8RR n(%) s P AL B el KL + BRAEZE(x £5); BVAS, HIIEIIE RIESHIE2 (58 3 ).
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3.3. EEHERMEEHBIFETT R

PN BB 60 191(52.2%) 8252 1 H M R E (1 mo/kg-d) + IBEEEIZEE(0.8 g~1 g gm)iATT, f 27
TERRAETS SIRTT 2 B HE52 T IR e b i 697 (250~500 mg x 3 d), A 12 #il s vy Jemt & EERE T
MK BHIRTT . 19 111(16.5%) &5 R 4252 T &7 &M (0.5 mg/kg-d)iayT, 5 Il EEHZ 1 HH &=
F+HH ARG ST . 30 B (BL.3%) RIEZWMERIGTT, FEKAEGIH™HIKY, BIIRIT.

34. EBEERSH

N B FH ARV (R 30 AN H, WAl 46 BIEHIET:, BEEHE 39 1(84.8%), FEEFEHEE T
#1(15.2%) . FET-J5 K7™ H G 25 151(54.3%), JREFREFEAAE 7 191(15.2%), O IE F4F 4 14(8.7%), I
B ARIGER 6 11(13.0%), /N H ML 1 51(2.2%), ABIEE 3 51(6.5%). HE 1 FEAFEREN 71.3%, 5 F4AF
%N 60.8%. L M AN FIFRR I B A A5, 08 60 & DA B A AR R BUIR (] 1) (R AL A= A7 1]
39 H, 95%Cl = 2.561~75.439, P =0.042), {EAEAFIIZ T, Hion 1 AR EREN, 1 EFAEF I

AR X 2%
A ATFEREL
1.0 4l
_TI1<60%
12604
0.8 - —F— <604 -4
—— =604 -2
2 0.6
T
£
%
0.4
b
0.2 -
0.0 -
[ [ [ [ [ I [
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RELIINTRIOH)

Figure 1. Kaplan-Meier curves of long-term survival in different age groups of AAV pa-
tients showing the association between survival and age (P = 0.042)

1. AAV BETEFE S EIKEASE 77 Kaplan-Meier I B R TEHES S 2 @8
FBA(P = 0.042)

PANEE T, VISHEE Cre 7KF(>400 umol/L)AHXT K Cre 7KF(<400 umol/L) ] AAV 3 17 %
BRI 2) (PR A AR 20 H, 95%CI = 0~42.842, P =0.005). #t—5 204178 AREe I dE HT (1 A FE T,
LHEBRE SIESEREN AR RS ZE5P = 0.727). BIhRESH BE HE 18 Hli2 7 HiEk,
HYVRBR AR RN B4R 2 6(11.1%), 357 H AR 7 151(38.9%), A7 9 41(50.0%).
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Figure 2. Kaplan-Meier curve of long-term survival with different creatinine levels at the initial diagno-
sis of AAV patients showing the association between survival rate and serum creatinine level (P = 0.005)

2. AAV B EHISH AR EALEF K ERY 4 ERLE 77 Kaplan-Meier B4 B R T £ R 5 MANE/KFE 2z
1184 £ B¢ (P = 0.005)

PILHE PLT #180(=250 x 10°%L)f i 1 £ AL A7 SR X IR () 3) (PR IA) 24 H, 95%CI =
10.818~37.812, P =0.003), A[Aifil WBC. HGB /K-F & AEAF R TG i 72 7 (P H 3794 0.194, 0.967).

1.04 JillAN
|- PLT <250 x 10/ L
|1 PLT>250 x 10° L
H— PLT <250 x 10°/ L-flf| %
0.8 H— PLT > 250 x 10% L-THZ%&
0.6
S
17
24}
5 0.4
0.2
0.0
T T T T T T T
0 20 40 60 80 100 120
SidrninalEOED)

Figure 3. Kaplan-Meier curve of long-term survival with different platelet levels at the time of initial di-
agnosis in AAV patients showing the association between survival rate and platelet level (P = 0.003)

3. AAV BEE ST E ML MR K F YK EA S 77 Kaplan-Meier ik B 7R 7 & FE S M/ MRKFE
Z (B K EX (P = 0.003)
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AL COX EUMBIABAGAY, A A74h kA &, 4Fd¢. PE%). Cre. WBC. HGB. PLT. ESR. Jifi[H]
JRAF A BVAS PF75 A2 7548 R G AT R T REUE T B A2 &, P AER (HR = 1.041, 95%Cl
=1.014~1.068, P = 0.003). Cre 7K-F(HR = 1.085, 95%CI = 1.008~1.253, P = 0.002). PLT (HR = 1.004, 95%Cl
=1.001~1.007, P = 0.006) /& &3 FL T (B ST fE 1 R 3R 231 (2 2)

Table 2. COX proportional hazards model for survival outcomes of patients with AAV
2. AAV BELEHFLS COX ELAIREHEE

R A & HR 95%ClI P
GRS 1.041 1.014~1.068 0.003
531 1.286 0.434~3.812 0.651
Cre 1.085 1.008~1.253 0.002
WBC 0.845 0.252~2.836 0.785
HGB 0.695 0.180~2.687 0.598
PLT 1.004 1.001~1.007 0.006
ESR 2.003 0.588~6.821 0.266

i 161 5 £ 4 Ak 0.762 0.221~2.628 0.666
BVAS ¥4 1.811 0.534~4.226 0.340
WK S A Na YT 1.736 0.464~6.495 0.412
WHE T 0.365 0.074~1.800 0.216

4. g

ANCA £ AAV K12 W B = E, 90%FK GPA Al MPA J i o] i3 ANCA BHPYE[4], T BA
ZRGEZ AMEE, BRFAT ANCA KHll. HATERATX AAV (12 W7 32 B2 5T I RFFAE K& UL ANCA
K, (26T ANCA BIvER) B 2 B2, A AT REH L ANCA fBRFH T, HEURE AR Z 12 AAV
BH GRS P OIRIER AAV LL MPA (93.0%) 43, GPA k4% (7.0%) 3] SA% T 1L 5T K245
—EFEr) 20.4% [6], mA7FIALTTTE AAV AFERBVE RSB AAE, FTEE—LZ R0, REEARHIE
IS, 7EE R4S, ANCA IRIIMERE T AAV g, (HHFIISERIER, KEHEEEE K
RN A RERE RIS, BB A (0 B0 L OB RT3 N H #RI2 I B LU 47.2%~64.8% [6] [7] [8]-

AAV IEIRERIMZHE, Z 2. RE FREEIRR R EERR IR, KAEZEZ 70%~80%, .
il A2 5 s L2 R o FRATTBUBE FE i R B 75.7%I1 BB WIS I Cre 91, 26.1% 1 5535 0 9 1 7 Bt
BN WIHZHE DR R KO 5 R AR R OG, B DhRe 2 40)™ S (YLEF &= > 400 umol/L) () i35 A= A7
IR E, X BE R AEAFREA 20 H . fEEHTRBI AAV NHEH, ARSI B B A7
Rt BERAREZEN . ARG R R4 R A5 40.0%, &5 OFRiE AR 4 kR R
5 73%~84% [9], Homma S et al. Bff 7t K I & FEAB T 4EAL I AAV i35 5 FEAE A7 AN 50%~60%, S5%F
RAEREFHER 2419 FRATHIBE TE b o K B 47 A N B3 O A A7 56 i 243 X, X AT REANERA 155
FEA/N, GINEAE T BEAPAE O, 7 258 2 AR TR S RE . AAV BB 52 R e i, AEARASUZE #r 1)
AAV B35 TR FHBAR[10], BHRI AAV B35 G Il a2 2 4 8 3K A 4E R S e G 17

TEBIE AAV BE UGB, ARBHAIT LT3R L8 80% [11]. RIEFRED, 41 ESR Al C &
J87 R A S M T AN AE AR B, HETAF SO PLT U 5 2 Fh B B o 1 5 A DG Bk
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[12]. Willeke P et al. [13|tBAERFFCHIEN] T PLT 78 AAV iGShIHE, Z R . 5HAD AAV 4Af7%R
FER R Z AW AR A2, BATEIL PLT UM B 5 B AR U LG, PLT > 250 x 10°/L 1) &
FAEAF M AR, PLT < 250 x 10°/L [ 584 AE A7 RN BT o IX PR 2 DR D PLT 550 F) 58 0 7% R
Bem, Wit RAGE, SEIET ARG M. EIRRT AAV EBE PLT ORI, RWEIEER, &
P T Re bR, TR AR I B T

S8 B 1970 EARH) 51 APIBEBERCANE S BUMERIATT, AAV TBRGRR I 90%, 5 FAAFR
1% 60%~80% [14] [15]. MIEFATHBE S &I, RERZEBF AT T M ENETT, (HRANTH)EE W
14E, B FEAAFRIUN 71.3%. 60.8%, FFAZE 1 FAAFR I BACT EAMRIE K. 2047 3225 H ] §E A
TATH AAV FEZIRIRANFERZEN, FRAG 5 EHNAEFREMG. BVAS F4[16], EIIReK . fil
AL 4L PLT /KPR B E AR EEGR IR, BATMKZEEE IS MR, YI2n
PRIGERI R, BVAS W (BMEN 16.5 £ 6.7), & IF ™ E 1B IE S5 3, PLT 180w i S th il e
X Z, XU KT RE B 7 B SO AN I o [F) B 2 A R RIR YT 38 TR RS, S 80
TRIZ BT [H N IAET: . AAV 1 B BTVRTT 77 SN FN R B A e %, (R P S A0 S e 417
41179 O B B B A i PR R e R AE R 25.5%~34.7% [17] [18], T a3 A s e B ) Y B M
R IE YT N R B TS A 25 40[16]. Casal Moura et al. SAFIHT 5t 27 AAV 518 AL a6 2
M5 SRR B PR IR 25 R UG A2 M TR A [19] o L XS I3 B e AT A7 AE i, B4 SRR TE i S e 7 %
A MR B, AREPRR™E AAV BB TIIET R L ESKD KA R[19]. 52 /N & H A e i
MM TR YT, IR X A BRI 18] B AT A AU R, BT AAV BB IR T R
Tl A — s LRy [20].

R FA S A NREAR AR D, HO XIS, ASAe RS NI iR il B2
R, RAEA T BRI IS (R 2 A A S TS (Y fE R R 2R . Fe 52 B TR R 9 4 2, 8 s 21 2 o
HRE X TS AN . SR ERE U, AREHERR AR 3R S BN B E AT

5. &g

DL AR R Z4E AL Cre > 400 umol/L. PLT > 250 x 10%L 2 AAV BE TR fab k2. &
FIIFEIR PR A 75 B3 — 20 ik AAV B BAIER R, IREZEW IR EH2 R, AT iE 4 RsEinsr.
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