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Supplementary Table S1. Positivity of 2022 ACR/EULAR criteria items for MPA.

MPA, n=355 GPA, n=99 EGPA, n=104
Nasal involvement, n (%) 6 (1.7) 26 (26.3) 7 (6.7)
MPO-ANCA positive, n (%) 342 (96.3) 57 (57.6) 36 (34.6)
Interstitial pneumonia, n (%) 191 (53.8) 19 (19.2) 15 (14.4)
Pauci-immune glomerulonephritis, n (%) 136 (38.3) 24 (24.2) 2 (1.9)
PR3-ANCA positive, n (%) 10 (2.8) 39 (394) 3.9
Blood eosinophil count = 1x1079/litre, n (%) 9 (2.5) 2 (2.0) 92 (88.5)

Positivity was analysed for each of the items in the 2022 ACR/EULAR criteria for patients diagnosed
as MPA in the J-CANVAS registry.

ANCA: anti-neutrophil cytoplasmatic antibody; EGPA: eosinophilic granulomatosis with polyangiitis;
GPA: granulomatosis with polyangiitis; J-CANVAS: Japan Collaborative registry of ANca-associated
VASculitis; MPA: microscopic polyangiitis; MPO: myeloperoxidase; PR3: proteinase 3.

Supplementary Table S2. Positivity of 2022 ACR/EULAR criteria items for GPA.

MPA, n=355 GPA, n=99 EGPA, n=104

Nasal involvement, n (%) 6 (1.7) 26 (26.3) 7 (6.7)
Cartilaginous involvement, n (%) 0 (0.0) 1 (1.0) 1 (0.96)
Hearing loss, n (%) 30 (8.5) 33 (33.3) 1 (0.96)
PR3-ANCA positive, n (%) 10 (2.8) 39 (394) 3(29)
Granulomatous lesion, n (%) 163 (46.0) 62 (62.6) 34 (32.7)
Rhinosinusitis, n (%) 25 (7.0) 36 (36.4) 37 (35.6)
Pauci-immune glomerulonephritis, n (%) 136 (38.3) 24 (242) 2 (1.9)
Pulmonary nodule, n (%) 21 (5.9) 40 (404) 8 (7.7)
MPO-ANCA positive, n (%) 342 (96.3) 57 (57.6) 36 (34.6)
Blood eosinophil count = 1x1079/litre, n (%) 9 (2.5) 2 (20) 92 (88.5)

Positivity was analysed for each of the items in the 2022 ACR/EULAR criteria for patients diagnosed
as GPA in the J-CANVAS registry.

ANCA: anti-neutrophil cytoplasmatic antibody; EGPA: eosinophilic granulomatosis with polyangiitis;
GPA: granulomatosis with polyangiitis; J-CANVAS: Japan Collaborative registry of ANca-associated
VASculitis; MPA: microscopic polyangiitis; MPO: myeloperoxidase; PR3: proteinase 3.

Supplementary Table S3. Positivity of 2022 ACR/EULAR criteria items for EGPA.

MPA, n=355 GPA, n=99 EGPA, n=104

Obstructive airway disease, n (%) 21 (5.9) 8 (8.1) 92 (88.5)
Nasal polyps, n (%) 6 (1.7) 26 (26.3) 7 (6.7)
Mononeuritis multiplex, n (%) 34 (9.6) 4 (4.0) 55 (52.9)
Blood eosinophil count = 1x1079/litre, n (%) 9 (2.5) 2 (2.0) 92 (88.5)
Extravascular Eosinophilic-predominant 163 (45.9) 62 (62.6) 34 (32.7)
inflammation on biopsy, n (%)
PR3-ANCA positive, n (%) 10 (2.8) 39 (394) 329
Haematuria, n (%) 249 (70.1) 51 (51.5) 24 ( 23.1)

Positivity was analysed for each of the items in the 2022 ACR/EULAR criteria for patients diagnosed
as EGPA in the J-CANVAS registry.

ANCA: anti-neutrophil cytoplasmatic antibody; EGPA: eosinophilic granulomatosis with polyangiitis;
GPA: granulomatosis with polyangiitis; J-CANVAS: Japan Collaborative registry of ANca-associated
VASculitis; MPA: microscopic polyangiitis; PR3: proteinase 3.
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J-CANVAS Diagnosis — 2022 ACR/EULAR criteria

MPA : 355 (67.6%)

GPA =99 (17.7%)

EGPA : 104 (18.6%)

Supplementary Fig. S1. Reclassification
from J-CANVAS Diagnosis to 2022 ACR/EU-
LAR Ceriteria.

J-CANVAS diagnosis: ANCA associated vas-

N 7 7 culitis diagnosis was based on the 2012 CHCC
AN . iy definition and European Medicines Agency al-
5 “\ S 4 gorithm. The diagnosis was ultimately made by
\ Ay ’ . .
‘\‘ \\ /’ > experF rheumatologists, nephrologists, or pulmo-
w6 ) N\ . s 0 , o nologists. . N o
\ ™ s o EGPA: eosinophilic granulomatosis with poly-
5 \‘\ p ) angiitis; GPA: granulomatosis with polyangiitis;
‘\\‘ ) < > % A MPA: microscopic polyangiitis.
\ by Fe %
42 ) \ \\\\ // ;'/
g \ ,/\\ Vd 9 1 1
, 5] 7 15 -
MPA : 373 \ GPA : 51 EGPA : 84
(66.8%) * - 9 (15.0%)
o MPA+GPA | [ MPA+EGPA (9.1%) s Unclassified :
16 (2.8%) 113 (2.3%) 21 (3.8%)

J-CANVAS Diagnosis — modified criteria Supplementary Fig. S2. Reclassification
from J-CANVAS diagnosis to modified criteria.
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definition and European Medicines Agency al-
gorithm. The diagnosis was ultimately made by
expert rheumatologists, nephrologists, or pulmo-
nologists.

EGPA: eosinophilic granulomatosis with poly-
angiitis; GPA: granulomatosis with polyangiitis;
MPA: microscopic polyangiitis.

Supplementary Fig. S3. The modified clas-
sification criteria for microscopic polyangiitis.
Each item score was derived from the regression
coefficients identified in the multivariable analy-
sis, and a cut-off value of 1.23or higher was used
to classify patients as microscopic polyangiitis.

Modified classification criteria for Japanese AAV patients

MICROSCOPIC POLYANGIITIS

CONSIDERATIONS PRIOR TO APPLICATION
« This criteria should be applied to patients diagnosed with ANCA-associated vasculitis.

Nasal involvement -2.3
Hearing loss -1.5
Rhinosinusitis -1.3
Obstructive airway disease -1.8
MPO-ANCA positive +2.7
Blood eosinophil count 2 1xX10A9/liter -3.0
Hematuria +0.8
Fibrosis or interstitial lung disease on chestimaging +1.6

2.3

Pulmonary nodules on chestimaging

If the sum of the scores for 9 items are = 1.23, the patientis classified as MICROSCOPIC POLYANGIITIS.
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Supplementary Fig. S4. The modified clas-
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angiitis.
Each item score was derived from the regression
CONSIDERATIONS PRIOR TO APPLICATION coefficients identified in the multivariable anal-
« This criteria should be applied to patients diagnosed with ANCA-associated vasculitis. ysis, and a cut-off value of 1.22 or higher was
used to classify patients as granulomatosis with
Nasal involvement +2.5 aegs
polyangiitis.
Hearing Loss +1.9
Rhinosinusitis +0.9
Mononeuritis multiplex -1.8
PR3-ANCA positive +3.0
Blood eosinophil count 2 1x10A9/liter -3.0
Pulmonary nodules on chestimaging +2.5
Fibrosis or interstitial lung disease on chestimaging -1.4

If the sum of the scores for 8items are 2 1.22, the patientis classified as GRANULOMATOSIS WITH POLYANGIITIS.

Supplementary Fig. S5. The modified classi-
fication criteria for eosinophilic granulomatosis

Modified classification criteria for Japanese AAV patients

EOSINOPHILIC GRANULOMATOSIS WITH POLYANGIITIS with polyangiitis.
Each item score was derived from the regression
CONSIDERATIONS PRIOR TO APPLICATION coefficients identified in the multivariable analy-
« This criteria should be applied to patients diagnosed with ANCA-associated vasculitis. sis, and a cut-off value of 1.85 or higher was used

to classify patients as eosinophilic granulomato-

Mononeuritis multiplex +2.0 Sis W]th pOlyanglltlS
Obstructive airway disease +4.0
PauciHmmune glomerulone phritis -2.5
MPO-ANCA positive -1.4
Blood eosinophil count 2 1x10A9/liter +5.0
Fibrosis or interstitial lung disease on chestimaging -1.9

If the sum of the scores for éitems are = 1.85, the patientis classified as EOSINOPHILIC GRANULOMATOSIS WITH POLYANGIITIS.
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