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ACR Churg-StraussfiEfx®f 2 EEE (1990) [Arthritis Rheum. 1990; 33(8): 1094-1100.]
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Lanham Churg-StraussiEf&®t 9FEE%E (1984) [Medicine (Baltimore). 1984; 63(2): 65-81.]
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Revised International Chapel Hill Consensus Conference (CHCC) (2012)

EGPA E&

[Arthritis Rheum. 2013; 65(1): 1-11.]
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Table 1 Demographic and disease features of cases of EGPA and
comparators*

Comparators
EGPA (n=226) (n=B&7)* P value
Age (years), mean+5D 52.9+14.4 56.2+£17.6 0.009
Sex: female n (%) 113 (50.0) 445 (50.2) 1.000
Maximum serum creatinine, <0.001
mean+5D
pmol/L 85.0+53.6 205.90£237.0
mg/dL 0.96+0.6 2.33+2.7
cANCA positive, n (%) 17 (7.5) 251 (28.3) <0.001
pANCA positive, n (%) 83 (36.7) 289 (32.6) 0.271
Anti-PR3-ANCA positive, n (%)  7(3.1) 264 (29.8) <0.001
Anti-MPO-ANCA positive, n (%) 98 (43.4) 323 (36.4) 0.065
Maximum eosinophil 208 (92.0) 53 (6.0) <0.001

count =1x10°/L, n (%)

*Diagnoses of comparators for the dassification criteria for EGPA included
granulomatosis with polyangiitis (n=300), microscopic polyangiitis (n=291),
polyarteritis nodosa (n=51), non-ANCA-assodated small-vessel vasculitis that
could not be subtyped (n=51), Behget's disease (n=50), IgA vasculitis (n=30),
cryoglobulinemic vasculitis (n=34), ANCA-associated vasculitis that could not
be subtyped (n=25), primary central nervous system vasculitis (n=19) and
antiglomerular basement membrane disease (n=16).

CANCA, oytoplasmic antineutrophil cytoplasmic antibody; EGPA, eosinophilic
granulomatosis with polyangiitis; MPO-ANCA, myeloperoxidase—antineutrophil
cytoplasmic antibody; pANCA, perinudear antineutrophil cytoplasmic antibody;
PR3-ANCA, proteinase 3—antineutrophil cytoplasmic antibody.
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Odds Ratio (95% Cl) P-value
@ Serum eosinophil count >1x103%/L 122.88 (34, 596) =0.001
@ Nasal polyps (E&E) 21.56 (3.84, 156.37) <0.001
@ Evidence of obstructive airway disease (BFIZEUTERZE) 17.3 (4.15, 83.65) =0.001
® cANCA or anti-PR3-ANCA 0.03 (0, 0.15) <0.001
Pauci-immune glomerulonephritis (pauci-immune RERIEE %) 0.02 (0, 0.27) 0.01
@ Extravascular eosinophil inflammation (L& A D FERER 4 X iE) 15.72 (1.71, 172.54) 0.02
Non-productive cough (&7 4 1) 6.07 (1.46, 28.97) 0.02
@® Mononeuritis multiplex or motor neuropathy (% F B IR 2%) 3.75 (1.05, 13.73) 0.04
® Hematuria 0.26 (0.06, 0.94) 0.05
Dyspnea (IR0 FR &) 2.98 (10.77, 12.48) 0.12
Maximum value of serum creatinine (IECrS1{B) 1.00 (1.00, 1.00) 0.97
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Predictor Variables Odds Ratio (95% CI) Beta Coefficient Risk Score
Eosinophil count >1x10°/L 109.57 (36.05, 410.43) 4.70 +5
Nasal polyps 14.44 (3.64, 66.45) 2.89 +3
Evidence of obstructive airway disease 19.75 (5.91, 60.31) -3.27 +3
cANCA or anti-PR3-ANCA 0.04 (0.01, 0.15) 2.67 -3
Extravascular eosinophil inflammation 10.68 (1.59,97.24) 2.37 +2
Mononeuritis multiplex or motor neuropathy 3.19 (1.07, 9.62) 1.16 +1
Hematuria 0.23 (0.07, 0.67) -1.48 -1

ANCA: anti-neutrophil cytoplasmic antibody; cANCA: cytoplasmic anti-neutrophil cytoplasmic antibody; PR3: proteinase 3
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2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR EOSINOPHILIC GRANULOMATOSIS WITH POLYANGIITIS

CONSIDERATIONS WHEN APPLYING THESE CRITERIA

* These classification criteria should be applied to classify a patient as having eosinophilic granulomatosis
with polyangiitis when a diagnosis of small- or medium-vessel vasculitis has been made

e Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria

CLINICAL CRITERIA

Obstructive airway disease +3
Nasal polyps +3
Mononeuritis multiplex +1

LABORATORY AND BIOPSY CRITERIA

Blood eosinophil count > 1 x10%/liter +5
Extravascular eosinophilic-predominant inflammation on biopsy +2
Positive test for cytoplasmic antineutrophil cytoplasmic antibodies (CANCA)

or antiproteinase 3 (anti-PR3) antibodies -3
Hematuria -1

Sum the scores for 7 items, if present. A score of > 6 is needed for classification of EOSINOPHILIC GRANULOMATOSIS WITH POLYANGIITIS.
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