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Supplementary Table 1. Incidence of giant cell arteritis.

males 9.9)

review

Region Study period Incidence (cases per Case definition Study type Reference
100,000 population
aged > 50 year unless
specified)
Europe
Denmark 1996-2018 22.2 ICD-10 codes DM31.5 Administrative !
and DM 31.6) database analysis
Savo, Finland 2010 7.4 (female 10.6, male ACR 1990 criteria Population Survey 2
4.9)
France 2007-2015 10.0 ICD-10 codes (DM31.5 Administrative 3
and DM 31.6) insurance database
analysis, retrospective
Germany 1998-2002 3.2 CHCC 1994 Prospective population | *
survey
Reykjavik, Iceland 1967-2008 43.6 Biopsy positive Population based 5
cohort study
Jerusalem, Israel 1990-2009 8.1 (Jewish population) | ACR 1990 criteria /CHCC | Hospital based 6
2012 retrospective, ACR or
CHCC
Reggio Emilia, Italy 1986-2012 5.8 (females 7.8, males | Biopsy positive Analysis pathology 7
3.3) database
Southern Norway 2000-2013 16.8 (females 24.5, ACR 1990 Hospital data base 8
males 10.2) criteria/Biopsy/imaging | analysis using ICD
DM31.5 and DM 31.6
Slovenia 2012-2017 8.7 (females 120.6, ACR 1990 criteria & Prospective population | °
males 6.4) biopsy positive based
Spain 1981-2005 10.1 (females 10.2, Biopsy positive Retrospective case note | 1°




database

Sweden 1997-2019 13.3 (females 17.8, Biopsy positive Analysis pathology 1
males 8.2) database
Turkey 2003-2009 1.1 (females 1.14, males | ACR 1990 criteria Hospital based 12
1.1)
United Kingdom 2000-2011 10.0 (females 15, males | Read codes (G75500, Analysis clinical 3
6.0) G755.00, G755z00, population database
N200.00, G755100), age | (UKCPRD)
>50 years, steroids
within 6 months of
registry entry
North America
Olmsted county, USA 2000-2009 19.8 (females 27.0, ACR 1990 criteria Population based 14
males 10.1) cohort
Saskatoon, Canada 1998-2003 9.4 (including Biopsy positive Analysis neuro- 15
Europeans and ophthalmology
Indigenous) database
7.7 Europeans
16 Indigenous
Australasia
South Australia 1992-2011 3.2 (females 4.3, males | Biopsy positive Analysis pathology 16
1.9) database
Otago, New Zealand 1996-2005 12.7 Biopsy positive Analysis pathology 17

ACR — American College Rheumatology, CHCC — Chapel Hill Consensus Conference, ICD — International Classification of Diseases

ACR 1990 criteria for GCA8; CHCC 1994%°




Supplementary Table 2. Incidence of Kawasaki disease.

discharge database
analysis

Region Study period Incidence (cases per Case definition Study type Reference
100,000 population
aged > 5 year unless
specified)
Europe
Czech Republic 1997-1999 1.6 AHA Hospital surveillance 20
Denmark 1981-2004 4.9 Clinical Analysis hospital =
discharge records
Finland 1999-2009 11.4 ICD 9 code 446B or Analysis hospital 22
446.98 or ICD 10 code | discharge database
M30.3
Northern France 2005-2006 9.0 AHA Cohort study 23
Germany 2011-2012 7.2 AHA Nationwide 24
surveillance
Georgia 1997-1998 9.8 CDC National hospital 25
discharge database
Greece 2001-2010 3.2 AHA Hospital discharge 2
database analysis
Ireland 1996-2000 15.2 Clinical National hospital 27
discharge analysis
Israel 1996-2009 6.4 ICD9 446.1 Analysis national 28
hospital discharge
register
Italy 2008-2013 17.6 ICD9 446.1 Regional hospital 2




Norway 1999-2009 5.4 ICD 9 code 446B or Analysis hospital 22
446.98 or ICD 10 code | discharge database
M30.3
Spain 2005-2015 11.7 ICD -9 446.1 Analysis of hospital 3
morbidity survey
Sweden 1999-2009 7.4 ICD 9 code 446B or Analysis hospital 22
446.98 or ICD 10 code | discharge database
M30.3
The Netherlands 2008-2012 5.8 Clinical Prospective 31
surveillance
United Kingdom 2014-2015 4.5 AHA Population 32
surveillance
Americas
Ontario, Canada 2000-2014 19.6 Discharge diagnosis Analysis National 3
hospital discharge
database
USA 2018 19.8 ICD-CM Analysis 34
administrative
database
Panama 2009-2013 2.1 AHA 2004 Retrospective review | %
national
Australasia
Australia 2000-2009 9.3 AHA Analysis discharge 36
database
New Zealand 2001-2002 8.0 AHA National surveillance | %
Asia
China 2000-2004 55 Clinical Hospital based survey | 3
Hong Kong 2000-2011 74 AHA 3
India 1994-2008 5.35 AHA Hospital database 40
analysis
Japan 2017-2018 359 Japanese guidelines Nationwide survey 4




South Korea 2015-2017 197 Clinical Population survey 42
Taiwan 1996-2011 45.2 ICD-9-CM 4461 Nationwide 4
retrospective. Analysis
insurance database
Thailand 1998-2002 34 AHA National registry a4
Malaysia 2006-2009 14.8 AHA Population 4

AHA = American Heart Association*®




Supplementary Table 3. Incidence of ANCA-associated vasculitis (AAV).

Region Study Incidence (cases per million Case Study type Reference
Period | population) Definition
GPA | MPA | EGPA
Europe
Nottingham, UK 2007- | 8.2 13.4 1.5 EMA Population 47
2013 register
Tromso, Norway 1999- 15.6 10.4 2.7 EMA Population a8
2013 register
Lund, South Sweden 1997- 9.8 10.1 0.9 EMA Population 49
2006 register
Finland 1996- | 9.3 NA NA GPA ACR Analysis 50
2000 1990 national
discharge data
Germany 2013- 34.0 13.0 NA GPAICD-10 | Analysis 51
2016 M31.3 insurance
MPA ICD-10 | claims
M31.7 database
Vilnius, Lithuania 1990- 2.1 3 1.3 GPA ACR Analysis 52
1999 1990 hospital
MPA ACR database
1990 for PAN
EGPA ACR
1990
Crete, Greece 1995- 6.6 10.2 NA GPA ACR Analysis 3
2003 1990 hospital
MPA CHCC records
1994
Malaga, Spain 1994— 2.1 34 0.64 GPA ACR Retrospective >4
2010 1990 population




MPA CHCC

1994
EGPA ACR
1990
Reggio Emilia, Italy 2004- 3.4 NA NA ACR Analysis 7
2009 hospital
discharge
database
Faroes (Danes) 1992— | 6.4 (Danes) | NA NA GPA ACR Analysis =
2011 1.0 (Inuit) 1990 national
hospital
register
Burgundy, France 1998 NA NA 1.2 EGPA ACR Analysis 56
2008 1990 hospita
discharge
database
Edirne, Turkey 2004—- | 4.8 2.4 0.8 GPA ACR Retrospective | %7
2014 1990 analysis
MPA CHCC hospital
1994 database
EGPA ACR
1990
Jerusalem (Jewish population— | 1990— 4.1 2.3 1.2 GPA ACR Analysis of 6
hospital inpatients only) 2009 1990 hospita
MPA CHCC records. Jewish
1994 population
EGPA ACR only
1990
Poland 2008- NA NA 1.5 ICD-10 Analysis 8
2013 national
hospital
discharge

database




Poland 2011- 7.7 NA NA ICD-10 Analysis 58
2015 national
hospital
discharge
database
Americas
Olmsted County, USA 1996- 13.0 16.0 4.0 GPA ACR Population >
2015 1990- register
MPA CHCC
2012
EGPA ACR
1990
Saskatchewan, Canada® 2007- | 4.6 7.1 NA GPA ACR Analysis 60
2011 1990 hospital
MPA CHCC database
1994
Lima, Peru 1990- | 0.5 4 0.14 CHCC Hospital based | ©
2004 population
Argentina 2000- 9 14 NA GPA ACR Analysis 62
2015 1990 insurance
MPA CHCC database
2012
Australasia
Capital Territory, + SE NSW, 2000- | 8.4 5.0 2.2 GPA ACR Analysis &3
Australia 2004 1990 hospital
MPA CHCC inpatient
1994 database
ACR 1990
New Zealand 1999- | 10.4 NA NA ICD National 64
2003 10 M301, hospital
M313 database

Asia




Japan 2005—- 2.1 18.2 NA GPA ACR Population &5
2009 1990 register
MPA CHCC
1994
Taiwan 1997- | 0.37 NA NA GPA ICD-9 Analysis 66
2008 446.4 national health
insurance
database
Middle East
Kuwait 1993- NA 24.0 NA MPA CHCC 67
1996 1994

"Renal involvement only; reported annual incidence of granulomatosis with polyangiitis (Wegener's) and microscopic polyangiitis.

ACR, American College of Rheumatology criteria (1990); CHCC, Chapel Hill Consensus Conference definition (1994); EGPA, eosinophilic granulomatosis with
polyangiitis; EMA, European Medicines Agency Algorithm; GN, glomerulonephritis; GPA, granulomatosis with polyangiitis; ICD, International Classification of
Diseases; MPA, microscopic polyangiitis; NA, not available; UKGPRD, United Kingdom General Practice Research Database.

ACR 1990 criteria for GPA®®, ACR 1990 criteria for EGPA®®, CHCC 1994 definitions*?, CHCC 2012 definitions™



Supplementary Table 4. Prevalence of Behcet syndrome.

Region Study period Prevalence (cases per | Case definition Study type Reference
100,000 population)
Europe
Paris, France 2003 7.1 ISG 1990 Population 7t
Germany 2012 1.5 ISG 2014 Analysis national 7
registry
Mid-west, Ireland 2017 6.2 ISG 2014 Cohort study &
Italy 2010 15.9 ISG 1990 Cross sectional 74
Rotterdam, 2012 7.6 ISG 1990 Analysis hospital s
Netherlands database
Poland 2014 0.34 ICD-10 Analysis national 76
administrative
database
Portugal 1997 2.4 NA Cohort study ”
Spain 1988-1997 0.66 ISG 1990 Cohort study 8
Southern Sweden 2011 4.9 ISG 1990 Population ”
Switzerland Not stated 4.0 ISGBD 2014 Cohort study 8
United Kingdom 1995-2017 14.6 Read codes National clinical 81
database primary
care
Middle East
Egypt 2017 3.6 ISGBD 2014 Cross sectional 82
Iraq 1999-2000 17 ISG 1990 Cross sectional survey |
Kurdistan, Iran 2011-2012 100 ISG 1990 Cross sectional 84
population survey
Israel Not stated 120 ISG 1990 Population 8
Jordan Not stated 660 ISG Cross sectional 8
hospital workers
Kuwait N/A 2.1 N/A Cohort study 87




Lebanon 2007 100 ISG 1990 Cross sectional 88
population survey

Saudi Arabia 1979-1992 20 ISG 1990 Cohort study 8

Istanbul, Turkey Not stated 421 ISG 1990 Cross sectional %0
population

Americas

Brazil 2006-2007 0.3 ISG 1990 Cross sectional o1
hospital

Colombia 2012-2016 1.1 ICD-10 code: M352 Analysis %2
administrative
database

South western, USA Not stated 10.6 ISG 1990 Cross sectional %3
hospital database

Asia

China Not stated 10 ISG 1990 Cross sectional 94
population survey

Japan Not stated 13.5 Not stated Not stated %

Mongolia 2015-2019 2.4 ISG 1990 Cross sectional %

Korea 2011-2017 15.1 Korean Disease Analysis insurance 97

Classification database
Taiwan 2000 1.4 ICD-9-CM 136.1 Analysis national %

insurance database

ISG = International study group 1990
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