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Method



A , demographic, symptoms, physician -observed findings,
laboratory tests, diagnostic radiology, biopsy results
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A Diagnostic and Classificationstuu@r i teria in Vasct

A Inclusion criteria

18 , AAV 2

within the previous two years of GPA, MPA, EGPA, other AAV, giant cell arteritis , anti-glomerular
basement membrane disease, cryoglobulinemic vasculitis, B e h ¢ alisease, primary central nervous
system vasculitis, IgA vasculitis, isolated aortitis, other large  -vessel vasculitis, or a diagnosis within
the previous five years of polyarteritis nodosa or Takayasu's arteritis ; OR ii) Diagnosis as made by
the submitting clinician within the previous two years of a condition which mimics systemic vasculitis,
e.g., infection, tumor, other inflammatory conditions
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Table 1. Demographic and disease features of cases of GPA and comparators®

GPA Comparators
(n=724) (n=2813)t P

Age, mean £ SD years 536+ 16.2 564 £ 17.1 0.001
Sex, no. (%) fermale 340 (47.0) 424 (52.2) 0.048
Maximum serum creatinine, mean 0.077

umoles/liter 1683 1852

mg/dl 1.9 2.7
cANCA positive, no. (%) 531 (73.3) 40 (4.9) <0.001
pPAMNCA positive, no. (%) 1(9.8) 342 (42.1) <(0.001
Anti-PR3-ANCA positive, no. (%) 595 (82.2) 21 (2.6) <(0.001
ANti-MPO-ANCA positive, no. (%) 59(8.1) 399 (49.1) <(0.001

Maximum eosinophil count =1 x 10%/liter, no. (%) 196 (27) 366 (45) <0.001
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Stage5: GPA m\M X derivationp validation

Predictor Variables Odds Ratio (95% Cl) P-value
cANCA or anti-PR3 ANCA positive 142.3 (65.9, 335.0) <0.001
Nasal bloody discharge, ulcers, crusting, or sinonasal congestion/blockage 28.1(14.1, 59.4) <0.001
Eosinophil count (x10%/L) (=1 vs. <1) 0.03 (0.01, 0.09) <0.001
Granuloma or giant cells on biopsy 13.3(4.29, 44.8) <0.001
Pulmonary nodules, mass, or cavitation on chest imaging 7.65(3.59, 17.0) <0.001

Cartilaginous involvement
(cartilage inflammation of the ear or nose, hoarse voice or stridor, 9.48 (3.51, 27.9) <0.001

endobronchial involvement, or saddle nose deformity)

pANCA or anti-MPO ANCA positive 0.30 (0.15, 0.60) <0.001
Nasal polyps 0.16 (0.04, 0.53) <0.001
Abdominal pain 0.21 (0.08, 0.51) <0.001

Inflammation, consolidation, or effusion of the nasal/paranasal sinuses on
3.13(1.38,7.37) <0.001
imaging




Stage5: GPA m\M X derivationp validation

Predictor Variables Odds Ratio (95% Cl) Beta Coefficient Risk Score
cANCA or anti-PR3 ANCA positive 100.0 (53.8, 196.2) 4.61 +5
Nasal bloody discharge, ulcers, crusting, or sinonasal

X 16.9 (9.38, 31.6) 2.83 +3
congestion
Granuloma, or giant cells, extravascular granulomatous
. . . 8.94 (3.59, 22.7) 2.19 +2
inflammation on biopsy
Pulmonary nodules, mass, or cavitation on chest imaging 6.40 (3.31, 12.66) 1.86 +2
Cartilaginous involvement
(cartilage inflammation of the ear or nose, hoarse voice
or stridor, endobronchial involvement, or saddle nose 6.84(2.92,16.7) 1.92 +2
deformity)
Hearing loss (conductive or sensorineural) 3.22(1.35,7.91) 1.17 +1
Pauci-immune glomerulonephritis 2.17 (1.19, 4.01) 0.75 +1
Inflammation, consolidation, or effusion of the nasal/

. s . . 2.11(1.07,4.23) 0.75 +1

paranasal sinuses or mastoiditis on imaging
pANCA- or anti-MPO ANCA-positive 0.30(0.16, 0.53) -1.21 -1

Maximum serum eosinophil count (x10%/L) (21 vs. <1) 0.03 (0.01, 0.06) -3.58 -4
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Stage5: GPA m\M X derivationp validation

Threshold Score Sensitivity (%) Specificity (%)

5 ! 3 97.3 90.7

b 925 (95 CI86.9-96.2 ) 4 0.5 925
Yy 93.8 (95 CI188.9-97.0 ) : 925 938

6 84.2 98.1

(AUC)

0.98 (95% C1 0.98 - 0.99) Ve
0.99 (95% CI 0.98 - 1.00 il

1.00
|

0.50 0.7

Sensitivity

0.25

0.00
1

0.00 0.25 0.50 0.75 1.00
1-Specificity



Stage5: GPA m\M X derivationp validation

N

A
A DCVAS 2,511 (GPA = 483,
=2,028
A GPA ( 5) , 94.6
b ¢838 p Wouhb.
A GPA ( , )
A 1990 ACR GPA DCVAS

(69.3%) (75.8%).



Discussion

A 1990 ACR GPA
A ANCA GPA

A

A

A GPA



