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Clinical characteristics of 33 patients with eosinophilic
granulomatosis with polyangiitis

ZHAN Ming-lang', JIANG Lin-di*, LIU Yun™"
('Department of Rheumatology , Zhongshan Hospital ( Xiamen Branch) , Fudan University, Xiamen 361015, Fujian
Province, China; *Department of Rheumatology, Zhongshan Hospital, Fudan University ,Shanghai 200032, China)

[ Abstract] Objective  To provide a comprehensive description and summary of the clinical
characteristics of eosinophilic granulomatosis with polyangiitis (EGPA) in order to enhance understanding
of this disease. Methods A total of 33 EGPA patients treated in Zhongshan Hospital, Fudan
University, between Jan 2017 and Aug 2022 were included in this retrospective analysis. The diagnosis was
based on the 1990 American College of Rheumatology (ACR) classification criteria for EGPA. Clinical
manifestations, laboratory examinations, and treatment outcomes of the patients were analyzed. Results
Among the 33 EGPA patients, there were 22 males (66.7% ) and 11 females (33.3% ), with an average
age of diagnosis being (47.42+ 15.83) years old. The most common initial department visited by patients
was the theumatology department (23 cases, 69.7% ), followed by the respiratory medicine department (6
cases, 18.2% ). Skin involvement manifested as rash, ulcers, necrosis or gangrene was observed in most

cases (23 cases, 69.7% ) , followed by asthma (17 cases, 51.5%) , infiltrative pneumonia (14 cases,
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42.4%) , peripheral neuropathy (9 cases, 27.3% ), thrombosis formation (9 cases, 27.3 % ). The mean
absolute value of eosinophils in all patients was measured as (3.43 +3.52) X 10°/L, with eight patients
(24.2%) testing positive for antineutrophil cytoplasmic antibody (ANCA). Compared with ANCA-
negative patients, ANCA-positive individuals exhibited significantly higher Birmingham Vasculitis Activity
Score (BVAS) and eosinophil count, as well as a higher incidence rate of renal involvement (P<C0.05).
Glucocorticoid therapy was administered in thirty-two patients (97% ), while biologics or tofacitinib were
given to eleven patients (33.3% ), among them six received tofacitinib treatment, of which five achieved
Conclusion

disease remission. EGPA exhibits a wide range of clinical manifestations, and ANCA-

positive patients tend to exhibit higher disease activity levels. A multidisciplinary diagnosis and treatment

202541 7 ,52(1)

system for EGPA should be established.
[Key words]

antibody (ANCA); tofacitinib

eosinophilic granulomatosis with polyangiitis (EGPA) ;

antineutrophil cytoplasmic
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#BCT 3k fii f 555 MRT O JIE B 75 FLH 45 R
FH 25 3 MuAa BT i il A 48 0% 3 B 3 43 (Birmingham
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ZitFEHE R SPSS 19.0 ik 174811 5
Bro tHaE R T £sFas, 4 IR AR ] Mann-
whitney U a5 o FHECFORH n(0) %R, 4110] H A
K YRR . P<<0.05 hER AR L.
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8 i) (24.2%, & A R 8 1 | ifi R 2 451 | ifi LB T+
265 (F 1), 5 EGPA F WL R 2 B0 A L

SKIGERE 33 ] B 0B R R KL A M A
S M (3.43+3.52) X10°/L[ (0.03~11.43) X
10°/L7, L3 (30.06 + 25.20)mm/h, &4 C [ 4 1
(35.82+53.70)mg/L, M LI (73.58 £ 34.27) umol/L
(HWLEF =124 pmol/L & 261 ) ,24 h JR & 1 (0.45 +
0.71)g/24 h(24 hJRFE 1 >>0.3 g/24 h & 8§ ) , IfiL K
2 (R 1) o 33161 58 25 1) g TR 1 s 40 L L 9 48 A 1
TR R E B E Rz BRI WLEF T 24 hIRE E
FE = AR

330 B A 8 (24.2%) & ANCA BHE,
o6 461 >4 1% 1 B ANCA (p-ANCA) Fil i i %k 4
fitg # ANCA (MPO-ANCA) FH ¥ , 1 6] >4 ffd 5t %
ANCA (c-ANCA) 1 # H B 3 &1 ANCA (PR3-
ANCA) FH 1 514 M B B ANCA (c-ANCA) Fil
it A AL W R ANCA (MPO-ANCA) B . ANCA
FHPEZE 5 ANCA BHPE AL AR LG, v R PR RE 240 it K 11 4
JL % 2 R B A2 R E L (P<<0.05) . B
L2,

TR iES EIRfE A B E V2 BVAS I
B (E R (14.09+5.76) 43 o ANCA FHIE4 5
ANCA B 2048 1, BVAS PE 43 i 3 FF i (18.25 +
6.30 vs. 12.76 £ 5.01,P<0.05,% 2) .

RIEBZWE 2408 H AT TR A
rh 14 {5 L g TR R A 4 T TR T (0 5] Ry B TR A 21, 3 4]
R 1 6k E I A2 1 B IR 2) 52 4]
UL PR ZE B O 1 (1 461 Sk il 4 20,1 9 o RE £ 20 40) 510
191 3 B Ay 1 A8 98 (8 491 Ay g JER 2 20, 1 5] S I e 4R 21
LB AR ZHEY) . 2B EGPA 35k B T o0 s
L

BT R 3368 E A 324 (97%0) H %
W B B Z 69T IR JE AR 00 IR 7 1 JH iy (88.25 +
119.71)mg/d ], H 29 ] 8 3 B U5 2 418 Je b1 3
ZiF 4 (5 762.59 + 3 385.76) mg; 141 (42.4%)
BB S AR R T, b 12 9 BB B U 2 A
I B HE M (3.65+2.19) g;6 0 (18.2%) i & 1%
FoEB e IRIT 55 01 (15.2%0) BB 2 M 2 8 Piif
7 5 41 (12.1 %0 ) B 35 52 32 W % 2 2% B R VR 7 5 3 1)
(9.100) HB 35 42 52 B e LI YR 9T 5 34011 (9.1 %0 ) /3 4
Z W MEWIGYT o 33 B3 i A 20 BBl 17 2 45 (OF
ks k) 30 A LSS 6~71 4 H ), 27 611(93.1%)

F1 336) EGPA B& MG RHHE
Tab 1 Clinical characteristics of 33 EGPA patients

(T +5,n=33)
_ Chmeenie Ve
Age (y) 47.42+15.83
Male/Female 22/11
Test result
Eosinophil (X 10”/L) 3.43+3.52
Leukocyte ( X 10°/1) 12.31+6.43
Neutrophil ( X10°/1.) 6.82+ 4.66
Lymphocyte ( X 10°/1) 1.78 1 0.76
CRP (mg/L) 35.82+53.70
ESR (mm/h) 30.06 + 25.20
24-hour proteinuria (g/24h) 0.45+0.71
Serum creatinine (pmol/L) 73.58 + 34.27

CTnT (ng/mL) 0.03 % 0.04

Clinical feature

Skin involvement 23
Asthma 17
Pulmonary infiltrates 14
Peripheral nervous system involvement 9
Thrombosis 9
Renal involvement 8
Proteiuria 8
Increased creatinine 2
Blood urine 2
Arthralgia/ Arthritis 8
ANCA positivity patients 8
Nasal or sinus involvement 7
Coronary heart disease 4
Ocular involvement 1
BVAS 14.09+£5.76
Trement
GC 32
Intravenous cyclophosphamide 14
Tofacitinib 6
Rituximab 5
Mycophenolate mofetil 4
Azathioprine 3
Methotrexate 3

Follow-up Remission 27 (27/29)

CRP: C-reactive protein; ESR: Erythrocyte sedimentation rate;
CTnT: Cardiac troponin T; ANCA: Antineutrophil cytoplasmic
antibody; BVAS: Birmingham vasculitis activity score-version 3;

GC: Glucocorticoid.
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Tab 2 Comparison of clinical features between ANCA- iTJ‘ T\«/l:}

positive and ANCA-negative EGPA patients (7 +sorn)

Case (n) 8 25
Age (y) 50.00 £ 12.98  46.60£16.79  0.556
Male 3 19 0.082
Test result
Eosinophils ( X 10”/L) 6.03 £ 4.15 2.60+£2.92  0.026
Leukocyte ( X 10°/1) 17.57+8.44  10.63£4.72  0.029
Neutrophil ( X 10”/L) 9.75 % 7.57 5.88+2.92  0.068
Lymphocyte ( X10°/L)  1.46+ 0.47 1.88+0.82  0.192
CRP(mg/L) 73.81+£84.11 23.15%£32.62 0.078
ESR(mm/h) 34.57+22.85 28.75+26.15 0.265
24;2(’/1122‘)1:;”61“”“3 1134115 0.20£0.12  0.020
Setﬁslrjit;nme 79.88+55.10 71.56%25.75 0.737
CTnT (ng/mL) 0.04 £ 0.06 0.03+0.04  0.312
Clinical feature
Skin involvement 6 17 1
Asthma 5 12 0.688
Pulmonary infiltrates 4 10 0.695
Peripheral'nervous 3 ¢ 0.651
system involvement
Thrombosis 1 8 0.394
Renal involvement 5 3 0.010
Proteiuria 5 3 0.010
Increased creatinine 1 1 0.432
Blood urine 1 1 0.432
Arthralgia/ Arthritis 4 4 0.074
sal or sinus
Nai:le\l/o(ivem:nt 3 + 0.320
Coronary heart disease 1 3 1
Ocular involvement 1 0 0.242
BVAS 18.25+6.30  12.76+5.01  0.027

CRP: C-reactive protein; ESR: Erythrocyte sedimentation rate;
CTnT: Cardiac troponin T; ANCA: Antineutrophil cytoplasmic

antibody; BVAS:Birmingham vasculitis activity score-version 3.

S, 2490 (6.9% ) KRG, 1 1] (3.4 %0) FER YT i B
LR LB (3.4 00) B TSR TR Bl . 16T IS Y
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A': Gallbladder histopathology showed a large number of inflammatory cells, mainly eosinophils, infiltrated in and around the blood vessel wall

(arrow heads), and granuloma formation was observed. Perivascular tissue cells were arranged in a palisades, and multinuclear giant cells (arrow)

were observed, accompanied by vascular destruction (HE, X200). B:Skin histopathology showing extensive eosinophilic infiltration around small

vessels in the dermis (arrow) (HE, X200).

Ell EGPARBEZZ(A)MEGPA KT R (B)HHRERN
Fig 1 Pathological findings of gallbladder involvement (A) and skin involvement (B) in EGPA patients
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