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[bookmark: S1][bookmark: _Toc85469881][bookmark: _Toc88045020]Supplementary Data S1: Search terms for use in MEDLINE 
	Term group
	#
	Search terms
	Hits (13th May 2021)

	Disease area: Sjögren’s
	1 
	exp Sjogren's Syndrome/
	13188

	
	2 
	((sj?gren$ or sjoegren$ or sicca$) adj3 (syndrome$ or disease$)).ti,ab,kf.
	17444

	
	3 
	Or/1-2
	19318

	Epidemiology outcomes
	4 
	Epidemiology/ or ep.fs. or Natural History/
	1792004

	
	5 
	epidemiolog$.ti,ab.
	395037

	
	6 
	incidence/ or inciden*.ti,ab.
	1033138

	
	7 
	prevalence/ or prevalen*.ti,ab.
	891331

	
	8 
	*Age factors/ or *Age of onset/ or *Age distribution/
	7980

	
	9 
	(age adj2 (onset or diagno$)).ti,ab.
	69824

	
	10 
	or/4-9
	3079139

	Study design terms: epidemiological and observational studies
	11 
	exp epidemiologic studies/
	2661545

	
	12 
	exp case control studies/
	1167745

	
	13 
	exp cohort studies/
	2127772

	
	14 
	Clinical study/
	3803

	
	15 
	Longitudinal Studies/
	144831

	
	16 
	Retrospective studies/
	892568

	
	17 
	Prospective studies/ not Randomized controlled trial/
	486559

	
	18 
	Cross-sectional studies/
	363700

	
	19 
	Case control.ti,ab,kf.
	134579

	
	20 
	(cohort adj (study or studies)).ti,ab,kf.
	238593

	
	21 
	Cohort analy$.ti,ab,kf.
	9832

	
	22 
	(Follow up adj (study or studies)).ti,ab,kf.
	52774

	
	23 
	(observational adj (study or studies)).ti,ab,kf.
	122571

	
	24 
	Longitudinal.ti,ab,kf.
	269548

	
	25 
	Retrospective.ti,ab,kf.
	590798

	
	26 
	Cross sectional.ti,ab,kf.
	395855

	
	27 
	(epidemiologic$ adj (study or studies)).ti,ab,kf.
	87653

	
	28 
	(database$ adj2 (study or studies)).ti,ab,kf.
	9591

	
	29 
	exp observational study/
	98091

	
	30 
	exp Registries/
	103009

	
	31 
	(registry or registries).ti,ab,kf.
	141757

	
	32 
	(chart review$ or medical record$ or real world or population based or survey$ or questionnaire$ or medicare or medicaid or marketscan).ti,ab,kf.
	1472570

	
	33 
	Case reports/ or (case stud$ or case report$).ti.
	2261216

	
	34 
	or/11-33
	6408870

	Exclusion terms
	35 
	exp animals/ not exp humans/
	4823779

	
	36 
	(comment or editorial or note or "clinical trial, phase I" or historical articles).pt.
	1319668

	
	37 
	historical article/ or comment/ or editorial/
	1645024

	
	38 
	or/35-37
	6434669

	Combine
	39 
	3 and 10 and 34
	1618

	
	40 
	39 not 38
	1605

	
	41 
	remove duplicates from 40
	1605
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[bookmark: _Toc85469882][bookmark: _Toc88045021]Notes: Database: Ovid MEDLINE and Epub Ahead of Print, In-Process, In-Data Review & Other Non-Indexed Citations and Daily 1946 to 12th May 2021. Search terms were based on the ‘Sjӧgren's Syndrome’ nomenclature to ensure all relevant studies were retrieved; however, the results of this SLR are reported here using the ‘Sjӧgren's’ terminology as proposed by patient advocacy groups.
[bookmark: S2]Supplementary Data S2: Search terms for use in Embase 
	Term group
	#
	Search terms
	Hits (13th May 2021)

	Disease area: Sjögren’s
	1 
	exp sjoegren syndrome/
	24153

	
	2 
	 ((sj?gren$ or sjoegren$ or sicca$) adj3 (syndrome$ or disease$)).ti,ab,kw. 
	24699

	
	3 
	 or/1-2 
	31273

	Epidemiology outcomes
	4 
	 Epidemiology/ 
	218720

	
	5 
	 epidemiolog$.ti,ab. 
	505159

	
	6 
	 incidence/ or inciden*.ti,ab. 
	1453685

	
	7 
	 prevalence/ or prevalen*.ti,ab. 
	1333597

	
	8 
	 *onset age/ or *age distribution/ 
	11501

	
	9 
	 (age adj2 (onset or diagno$)).ti,ab. 
	130806

	
	10 
	 or/4-9 
	3157362

	Study design terms: epidemiological and observational studies
	11 
	 exp case control study/ 
	191275

	
	12 
	 exp cohort analysis/ 
	708022

	
	13 
	 Clinical study/ 
	156472

	
	14 
	 Family study/ 
	25620

	
	15 
	 Longitudinal study/ 
	156159

	
	16 
	 Retrospective study/ 
	1079621

	
	17 
	 Prospective study/ not Randomized controlled trials/ 
	680012

	
	18 
	 Cross-sectional study/ 
	412548

	
	19 
	 Case control.ti,ab,kw. 
	178844

	
	20 
	 (cohort adj (study or studies)).ti,ab,kw. 
	351248

	
	21 
	 Cohort analy$.ti,ab,kw. 
	14822

	
	22 
	 (Follow up adj (study or studies)).ti,ab,kw. 
	70294

	
	23 
	 (observational adj (study or studies)).ti,ab,kw. 
	192721

	
	24 
	 Longitudinal.ti,ab,kw. 
	368665

	
	25 
	 Retrospective.ti,ab,kw. 
	987725

	
	26 
	 Cross sectional.ti,ab,kw. 
	526254

	
	27 
	 (epidemiologic$ adj (study or studies)).ti,ab,kw. 
	115155

	
	28 
	 (database$ adj2 (study or studies)).ti,ab,kw. 
	14884

	
	29 
	 exp disease registry/ or observational study/ 
	248786

	
	30 
	 (registry or registries).ti,ab,kw. 
	239145

	
	31 
	 (chart review$ or medical record$ or real world or population based or survey$ or questionnaire$ or medicare or medicaid or marketscan).ti,ab,kw. 
	2088474

	
	32 
	 Case report/ or (case stud$ or case report$).ti. 
	2706688

	
	33 
	 or/11-32 
	7827148

	Exclusion
	34 
	 (conference abstract or conference review).pt. 
	4099730

	
	35 
	 limit 34 to yr="1974-2018" 
	3394604

	
	36 
	 exp animals/ not exp humans/ 
	4836904

	
	37 
	 (editorial or note or book or tombstone or chapter).pt. 
	1613033

	
	38 
	 or/35-37 
	9478839

	Combination
	39 
	 3 and 10 and 33 
	2702

	
	40 
	 39 not 38 
	1955

	
	41 
	 remove duplicates from 40 
	1905


[bookmark: _Toc88045024]Notes: Database: Embase 1974 to 12th May 2021. Search terms were based on the ‘Sjӧgren's Syndrome’ nomenclature to ensure all relevant studies were retrieved; however, the results of this SLR are reported here using the ‘Sjӧgren's’ terminology as proposed by patient advocacy groups.


[bookmark: Terminology][bookmark: TableS3]Supplementary Data S3: Terminology Table
	Term
	Definition

	Age-adjusted
	A way of accounting for differences between groups of different ages so you can make fair comparisons

	Age at diagnosis
	The age at which a person receives a diagnosis of a certain condition

	Age at symptom onset
	The age at which a person first experiences symptoms of a certain condition 

	Antibody 
	A substance in the blood that is usually made in response to infection. In the case of some diseases, our bodies can also make them against our own proteins

	Antigen
	A substance that causes the body to make antibodies. Bacteria, viruses and even our own cells have antigens on their surface

	Case-control study
	A study that includes a group of people with a condition and another group without the condition. Both groups will have similar traits (e.g., age). Both are compared to find factors that might increase risk of developing the condition

	Classification criteria
	Rules used to define a group of people with the same condition, using key features of the condition

	Cross-sectional study
	A study where information is collected from several people at one time point

	Demographics
	Information on a population of people, for example about race, sex, and age

	Diagnostic delay
	The time between when a person first has symptoms and when they receive a diagnosis

	Eligibility criteria
	Rules used to determine which papers should be included in a literature review. For example, this may include rules on when the paper was published

	Epidemiology
	A study of how often different conditions occur in different groups of people

	Heterogenous evidence
	Evidence on a topic that has a lot of differences and is not uniform

	Incidence
	The number of new cases of a condition in a certain time period

	Meta-analysis
	A method of pooling results from many different studies to understand trends

	Per 100,000 persons
	A unit of measure to describes the proportion of people in 100,000 that will have a particular condition

	Period prevalence
	The number of people with a condition in a certain population over a period of time

	Person-years
	A unit of measure that considers the number of people in the study and the amount of time each person spends in the study. For example, if a study included 100 people who were each followed for 1 year, this would be 100 person-years of data 

	Point prevalence
	The number of people with a condition in a certain population at a single time point

	Prevalence
	The number of people with a condition in a certain population at a particular time

	Primary article
	A published paper that reports on the main findings from an original study

	Prospective study
	A study where researchers follow a group of people over time and collect the information or data they need themselves

	Retrospective
study
	A study that uses information or data that has already been collected. For example, data that has been collected for reasons other than research

	Risk of bias 
	The risk of a paper reporting an error or a deviation from the truth, for example because of limitations in the study design. This risk is assessed in a quality assessment

	Secondary article
	A published paper that reports extra information to that included in the primary article. This information will be from the same study, but will not include the main findings

	Symptomatology
	The different symptoms someone with a condition may experience

	Systematic literature review
	A method of finding and analysing all research published on a particular topic based on a set of research questions and objectives


[bookmark: _Ref86227325][bookmark: _Toc88045022]
[bookmark: TableS4][bookmark: S3]Supplementary Data S4: Search strategy for congress searches
	Conference
	Link
	Search strategy
	Total hits
	Relevant hits

	ACR
	2019 and 2020 congress available at: https://acrabstracts.org/meetings-archive/ 
	The available abstract booklets for each congress were downloaded. Using the advanced search function of Adobe, abstracts containing the following terms were searched: “sjögren sjögren's sjogren sjogren's sjoegren sjoegren's sicca”.
Identified abstracts were screened for relevance.
	2019: 126
2020: 56

	2019: 1
2020: 0


	BSR Annual Conference 
	2019 congress available at: https://academic.oup.com/rheumatology/issue/58/Supplement_3 
2020 congress available at: https://academic.oup.com/rheumatology/issue/59/Supplement_2 
2021 congress available at: https://academic.oup.com/rheumatology/issue/60/Supplement_1 
	Upon selection of the correct issue from the dropdown menu in the search bar, the following search terms were searched: “sjögren OR sjogren OR sjoegren OR sicca”. 
Identified abstracts were screened for relevance.
	2019: 16
2020: 30
2021: 5
	2019: 0
2020: 0
2021: 0 

	CRA
	2019, 2020 and 2021 congress available at: https://rheum.ca/resources/abstracts-presented-at-the-cra-annual-scientific-meeting-and-the-ahpa-annual-meeting/ 
	The available abstract booklets for each congress were downloaded. Using the advanced search function of Adobe, abstracts containing the following terms were searched: “sjögren sjögren's sjogren sjogren's sjoegren sjoegren's sicca”.
Identified abstracts were screened for relevance.
	2019: 7
2020: 11
2021 (Poster Tours): 1
2021 (Posters): 6
	2019: 0
2020: 0
2021 (Poster Tours): 0
2021 (Posters): 0

	EULAR 
	2019, 2020 and 2021 congress available at: http://scientific.sparx-ip.net/archiveeular/ 
	Selected each congress and then entered the following search terms in the search bar in turn: “sjogren”, “sjoegren” and “sicca”.
Identified abstracts were screened for relevance. 
	2019: 556
2020: 217
2021: 331

	2019: 2
2020: 0
2021: 1

	ISPOR 
	2019, 2020 and 2021 congress available at: https://www.ispor.org/heor-resources/presentations-database/search 
	The correct conferences were selected in the “Conference” dropdown, following which the following keywords were entered in the search bar: “sjögren OR sjögren's OR sjogren OR sjogren's OR sjoegren OR sjoegren's OR sicca”.
Identified abstracts were screened for relevance.
	ISPOR International 2019: 3
ISPOR Europe 2019: 1
ISPOR International 2020: 3
ISPOR Europe 2020: 1
ISPOR International 2021: 0
	ISPOR International 2019: 0 
ISPOR Europe 2019: 0
ISPOR International 2020: 0
ISPOR Europe 2020: 0 
ISPOR International 2021: 0


Notes: Search terms were based on the ‘Sjӧgren's Syndrome’ nomenclature to ensure all relevant studies were retrieved; however, the results of this SLR are reported here using the ‘Sjӧgren's’ terminology as proposed by patient advocacy groups. 
[bookmark: _Ref86304722][bookmark: _Toc88045023]Abbreviations: ACR, American College of Rheumatology; BSR, British Society for Rheumatology; CRA, Canadian Rheumatology Association; EULAR, European Alliance of Associations for Rheumatology; ISPOR, International Society of Pharmacoeconomics and Outcomes Research.
[bookmark: TableS5][bookmark: S4]Supplementary Data S5: Search strategy for registry and database websites

	Registry/Database
	Link
	Search strategy
	Total hits
	Relevant hits

	UKPSSR
	http://sjogrensregistry.blogspot.com/p/publications.html 
	The publications webpage was systematically searched.
	21
	0

	OMRF
	https://omrf.org/2021-scientific-publications/ 
	The publications webpage was systematically searched.
	80
	0

	German Collaborative Arthritis Centers 
(Also known as “Kerndokumentation” from the German Rheumatism Research Centre Berlin [DRFZ])
	https://dgrh.de/Start.html 
	The publications webpage was systematically searched.
	64
	0

	Big Data Sjögren Consortium
	No website available 
	NA
	NA
	NA

	SICCA
	No website available
	NA
	NA
	NA

	ASSESS Cohort
	No website available
	NA
	NA
	NA

	SJOGREN-SER
	No website available
	NA
	NA
	NA

	GRISS
	No website available
	NA
	NA
	NA

	South Australian Sjögren's Syndrome Research Clinic and Database
	No website available
	NA
	NA
	NA

	KISS
	No website available
	NA
	NA
	NA


Abbreviations: ASSESS, Assessment of Systemic Signs and Evolution in Sjögren's syndrome; DRFZ, German Rheumatism Research Centre; GRISS, Italian Research Group on Sjögren's Syndrome; KISS, Korean Initiative of Primary Sjögren's Syndrome; NA, not applicable; OMRF, Oklahoma Medical Research Foundation; SICCA, Sjögren's International Collaborative Clinical Alliance; SJOGREN-SER, Spanish Society of Rheumatology Primary Sjögren Syndrome Registry; UKPSSR, UK Primary Sjögren's Syndrome Registry.


[bookmark: _Ref88038221][bookmark: _Ref87444933][bookmark: T1][bookmark: _Toc88045009][bookmark: TableS6]Supplementary Data S6: List of information sources searched
	Database searches

	Search platform
	Databases
	Date of search

	Medical Literature Analysis and Retrieval System Online (MEDLINE)
	Ovid MEDLINE and Epub Ahead of Print, In-Process, In-Data Review & Other Non-Indexed Citations and Daily 1946 to 12th May 2021
	13th May 2021

	Excerpta Medica Database (Embase)
	Embase 1974 to 12th May 2021
	

	Congress searches

	Conference
	Conference years searched

	American College of Rheumatology (ACR)
	2019 and 2020

	British Society for Rheumatology (BSR) Annual Conference
	2019, 2020, and 2021

	Canadian Rheumatology Association (CRA)
	2019, 2020, and 2021

	European Alliance of Associations for Rheumatology (EULAR) 
	2019, 2020, and 2021

	International Society of Pharmacoeconomics and Outcomes Research (ISPOR;International)
	2019, 2020, and 2021

	ISPOR (Europe)
	2019, 2020, and 2021

	Registry searches

	Geographical setting
	Registries and databases searched

	Multinational
	· Big Data Sjögren Consortium 
· The Sjögren's International Collaborative Clinical Alliance (SICCA)

	United States (US)
	· Oklahoma Medical Research Foundation (OMRF)

	Europe
	· United Kingdom Primary Sjögren's Syndrome Registry (UKPSSR)
· Assessment of Systemic Signs and Evolution in Sjögren's syndrome (ASSESS) Cohort 
· Spanish Society of Rheumatology Primary Sjögren Syndrome Registry (SJOGREN-SER) 
· German Collaborative Arthritis Centres (also known as “Kerndokumentation” from the German Rheumatism Research Centre Berlin [DRFZ])
· Italian Research Group on Sjögren's Syndrome (GRISS)

	Australia
	· South Australian Sjögren's Syndrome Research Clinic and Database

	Korea
	· Korean Initiative of Primary Sjögren's Syndrome (KISS)


Notes: The EMA and FDA websites were also searched to identify any population estimates used for prior applications in this field. No contact with study authors was made to identify additional studies. 
Abbreviations: ACR, American College of Rheumatology; ASSESS, Assessment of Systemic Signs and Evolution in Sjögren's syndrome; BSR, British Society for Rheumatology; CRA, Canadian Rheumatology Association; DRFZ, German Rheumatism Research Centre; EMA, European Medicines Agency; Embase, Excerpta Medica Database; EULAR, European Alliance of Associations for Rheumatology; FDA, Food and Drugs Administration; GRISS, Italian Research Group on Sjögren's Syndrome; ISPOR, International Society of Pharmacoeconomics and Outcomes Research; KISS, Korean Initiative of Primary Sjögren's Syndrome; MEDLINE, Medical Literature Analysis and Retrieval System Online; OMRF, Oklahoma Medical Research Foundation; SICCA, Sjögren's International Collaborative Clinical Alliance; SJOGREN-SER, Spanish Society of Rheumatology Primary Sjögren Syndrome Registry; UKPSSR, UK Primary Sjögren's Syndrome Registry.


Supplementary Data S7: Modified version of the Joanna Briggs Institute quality assessment checklist

	Domain
	Question
	Yes
	Unclear
	No
	NA
	Comments

	1
	Study design
	Was the study designed as an epidemiological study?*
	 
	 
	 
	 
	 

	2
	Sample frame
	Was the sample frame appropriate to address the target population?
	 
	 
	 
	 
	 

	3
	Sampling
	Were study participants sampled in an appropriate way?
	 
	 
	 
	 
	 

	4
	Sample size
	Was the sample size adequate?
	 
	 
	 
	 
	 

	5
	Study subject description
	Were the study subjects and the setting described in detail?
	 
	 
	 
	 
	 

	6
	Coverage of data analysis
	Was the data analysis conducted with sufficient coverage of the identified sample? 
	 
	 
	 
	 
	 

	7
	Condition identification
	Were valid methods used for the identification of the condition? 
	 
	 
	 
	 
	 

	8
	Condition measurement
	Was the condition measured in a standard, reliable way for all participants? 
	 
	 
	 
	 
	 

	9
	Statistical analysis
	Was there appropriate statistical analysis? 
	 
	 
	 
	 
	 

	10
	Response rate
	Was the response rate adequate, and if not, was the low response rate managed appropriately?
	 
	 
	 
	 
	 

	11
	Objective subpopulations
	Were subpopulations identified using objective criteria?*
	
	
	
	
	

	12
	Confounding
	Were all important confounding factors identified and accounted for in any subsequent analysis?*
	 
	 
	 
	 
	 


Notes: *Additional questions added to the Joanna Briggs Institute checklist to address the epidemiological aims of this SLR. Abbreviations: NA, not applicable.
[bookmark: _Toc85469880][bookmark: _Toc88045011]
[bookmark: TableS7]Supplementary Data S8: Summary of included studies
	Study
	Country
	Study period
	Study design
	Clinical setting*
	Number of people with Sjögren’s
	Registry name
	Was the study designed as an epidemiological study?

	Abbara 2019[1]
	France
	NR
	Prospectively collected database
	Hospital (Rheumatology Department of Paris-Sud University Hospital)
	NR
	French National Reference Center for primary Sjögren’s Syndrome in Paris-Sud University and the Paris-Sud cohort
	N


	Abrol 2014[2]
	UK
	January 1986–December 2011 (25 years)
	Retrospective audit reviewing case notes, computer records and primary health-care databases
	Hospital (inpatients)
	152
	NA
	Y


	Anaya 1995[3]
	US
	NR
	Cross-sectional and comparative study
	Hospital (tertiary referral centre; University Hospital Sjögren's Syndrome Clinic)
	13
	NA
	N


	Anquetil 2019[4]
	France
	2006–2009
	Multicentre prospective cohort study
	NR
	393
	ASSESS
	N


	Avina-Zubieta 2017[5]
	Canada
	January 1996–December 2010
	Cohort analyses
	General population
	1175
	Population Data British Columbia
	Y


	Bartoloni 2019[6]
	Italy
	NR
	Retrospective cohort analysis
	NR
	1707
	GRISS
	N


	Botsios 2011[7]
	Italy
	May 1990–December 2007 (17 years and 8 months)
	Retrospective cohort study
	Hospital (outpatients; Rheumatologic unit)
	336
	NA
	N


	Brito-Zerón 2009[8]
	Spain
	1984–2002
	A cohort of Spanish people with primary Sjögren’s was followed to analyze the prevalence of neutropenia and its association with clinical/immunological manifestations of disease and adverse outcomes 
	Hospital
	300
	NA
	N


	Brito-Zerón 2016[9]
	Spain
	January 2005– January 2014
	A series of Spanish people with primary Sjögren’s were followed to investigate the association between baseline disease activity at diagnosis with long-term survival
	Hospitals and Medical Centre
	1045
	GEAS-SS
	N


	Brito-Zerón 2017a[10]
	NR
	2014–January 2016
	Analysis of large international database of people with primary Sjögren’s to characterize the relationship of geolocation and ethnicity to disease phenotype 
	NR
	8310
	Big Data Sjögren Project Consortium
	N


	Brito-Zerón 2017b[11]
	Spain
	NR
	Retrospective database review
	NR
	1300
	GEAS-SS
	Y


	Brito-Zerón 2018[12]
	NR
	2014–January 2018
	Analysis of a large international database of people with primary Sjögren’s to characterize the relationship of immunological markers to disease phenotype 
	NR
	10500
	Big Data Sjögren Project Consortium
	N


	Brito-Zerón 2020[13]
	NR
	NR
	Analysis of large international, multi-ethnic database of people with primary Sjögren’s to characterize the systemic phenotype of primary Sjögren’s
	NR
	10007
	Big Data Sjögren Project Consortium
	N


	Cafaro 2020[14]
	Italy
	NR
	A cohort of people with primary Sjögren’s with both circulating anti-Ro/SSA and positive salivary gland biopsy was selected from the GRISS database and categorized according to anti-La/SSB status
	NR
	600
	GRISS
	N


	Callhoff 2019[15]
	Germany
	1996–2016
	Study to assess trends in outcomes of people with primary Sjögren’s in Germany between 1996–2016
	NR
	~300
	National Database of the German Collaborative Arthritis Centres
	N


	Carubbi 2020[16]
	Italy
	NR
	A cohort of people with primary Sjögren’s with AMs were retrospectively evaluated to assess their clinical, serological, and histological picture
	Hospital (two tertiary Rheumatology units)
	133
	NA
	N


	Castro 2019[17]
	Spain
	NR
	Retrospective review of SJOGREN-SER registry (clinical records and interviews with the patients)
	Hospital 
	437
	SJOGREN-SER
	N


	Cervera 2000[18]
	Spain
	NR
	Patients with primary Sjögren’s assessed consecutively to compare clinical and immunological disease manifestations between males and females
	Hospital
	223
	NA
	N


	Cortes 2019[19]
	Spain
	NR
	Population-based cross-sectional study to determine prevalence of Sjögren’s in Madrid, Spain and describe the sociodemographic and clinical characteristics of those people
	NR
	3116
	SIERMA
	Y


	Crowson 2011[20]
	US
	1972–1992
	Population-based study designed to estimate lifetime risk of rheumatoid arthritis and other inflammatory autoimmune rheumatic diseases (including Sjögren’s) using data about residents of Olmsted County, Minnesota, US
	NR
	53
	Rochester Epidemiology Project
	Y


	Devauchelle-Pensec 2019[21]
	France
	2005–2016
	Study aimed to develop algorithms to identify people with Sjögren’s in France
	NR
	267
	EGB of SNDS
	N


	Fan 2019[22]
	China
	2015–2018
	Retrospective chart review to explore the clinical characteristics of ITP associated with people with primary Sjögren’s 
	Hospital
	291
	NA
	N


	Fernández Castro 2016[23]

Supplementary sources: Melchor 2019,[24] Melchor 2020[25] 
	Spain
	2014–2016
	Multicentre descriptive transversal study to characterize a representative cohort of Spanish people with primary Sjögren’s 
	Hospital (tertiary care settings)
	437
	SJOGREN-SER
	N


	Gheitasi 2015[26]
	Spain
	January 2005–December 2014
	Cohort study to describe how systemic primary Sjögren’s is treated in daily practice
	Hospitals and Medical Centre
	1120
	GEAS-SS
	N


	Gondran 2008[27]
	France
	1985–2006 (21 years)
	Large bicentric cohort
	Hospital
	419
	NA
	Y


	He 2012[28]
	China
	1 June 2007–1 August 2008 (14 months)
	Retrospective cohort study
	Hospital
	224
	NA
	N


	He 2013[29]
	China
	January 2007–December 2010 (4 years)
	Retrospective medical record review
	Hospital (inpatients)
	187
	NA
	N


	Izmirly 2019[30]
	US
	1 January 2007–31 December 2009 (incident); 1 January 2007–31 December 2007 (prevalent)
	Review of retrospective population-based registry with information on autoimmune diseases, including primary Sjögren’s
	Hospital (Rheumatologist practices)
	NR
	MLSP
	Y


	Lazarus 2005[31]
	UK
	1979–2003
	Retrospective case notes review of people diagnosed with primary Sjögren’s
	Hospital (Rheumatology department)
	114
	NA
	Y


	Loustaud-Ratti 2001[32]
	France
	NR
	Prospective study of 45 consecutive patients
	Hospital (Department of Internal Medicine; outpatients)
	24
	NA
	Y


	Lyne 2020[33]
	Australia
	NR
	Prospective chart review to describe clinical characteristics of primary Sjögren’s compared to data from the Sjögren's Big Data Project
	Hospital (outpatients)
	172
	SA primary Sjögren's Syndrome Research Clinic and Database
	N


	Maciel 2017a[34]
	US
	1 January 2015
	Cases of all people with primary Sjögren’s living in Olmstead County, Minnesota were identified via a manual review of medical records
	NR
	106
	Rochester Epidemiology Project
	Y


	Maciel 2017b[35]
	US
	1976–2015
	Medical record review of all patient data in Olmstead County using the Rochester Epidemiology Project database
	NR
	172
	Rochester Epidemiology Project
	Y


	Marcos 2009[36]
	Spain
	1994–2008
	Review of 603 consecutive incident cases of Sjögren’s diagnosed in the authors' institution between 1994–2008
	Hospital
	517
	NA
	Y


	Massara 2010[37]
	Italy
	NR
	Consecutive people with Sjögren’s were retrospectively evaluated for CNS involvement
	Hospital (tertiary referral center; Rheumatology unit)
	424
	NA
	Y


	Moutsopoulos 1979[38]
	US
	NR
	Retrospective study assessing the clinical features of people with Sjögren’s alone (primary) and Sjögren’s and rheumatoid arthritis
	Hospital (National Institutes of Health)
	22
	NA
	N



	Nannini 2013[39]
	US
	1 January 1976– 31 December 2005
	Retrospective medical chart review of all people with primary Sjögren’s in Olmstead County, Minnesota
	All hospitals/centres within Olmstead County
	105
	Rochester Epidemiology Project
	Y


	Narvaez 2020[40]
	Spain
	November 2016–October 2017
	Multicentre, population-based cross-sectional study
	General population
	16
	NA
	Y


	Papageorgiou 2015[41]
	Italy
	NR
	Prospective cohort study
	Hospital (outpatients)
	63
	NA
	Y


	Perez-De-Lis 2010[42]
	Spain
	NR
	Prospective cohort study
	Hospital (outpatients)
	312
	NA
	Y


	Pillemer 2001[43] 
	US
	1976–1992
	Medical record review
	Hospital (inpatient and outpatient)
	53
	NA
	Y


	Quinlivan 2020[44]
	Australia
	1991–2019
	Chart review of Australian cohort of people with primary Sjögren’s 
	Hospital
	176
	NA
	N


	Ramirez Sepulveda 2017[45]
	Sweden; Italy
	1 January 2007–1 January 2015
	Prospective two-cohort study of people with primary Sjögren’s to compare Sjögren’s in men and women
	Hospital
	377
	NA
	N


	Ramos-Casals 2007[46]
	Spain
	1994–2000
	Prospective chart review of people with primary Sjögren’s in Barcelona, Spain with a control group
	Hospital (outpatients)
	254
	NA
	Y


	Ramos-Casals 2008[47]
	Spain
	1994–March 2007
	Characterized the clinical presentation of primary Sjögren’s in a large cohort of Spanish patients to determine whether epidemiologic, clinical, and analytical features modulate disease expression
	NR
	1010
	GEMESS
	N


	Ramos-Casals 2014[48]
	Spain
	2005–January 2012
	Evaluate and characterize systemic involvement in a cohort of Spanish people with primary Sjögren’s using the ESSDAI definitions
	NR
	921
	GEAS-SS
	N


	Retamozo 2019a[49]
	24 different countries (not named)
	2014–January 2019
	Retrospective review of the Big Data Sjögren Project Consortium to capture systemic features of primary Sjögren’s not encapsulated in the ESSDAI index
	NR
	6331
	Sjögren Big Data Consortium
	Y


	Retamozo 2019b[50]
	24 countries involved in Big Data Sjögren Project (not named)
	2014–2019
	Study using Big Data Sjögren Project to analyse how age at diagnosis modifies the phenotype of primary Sjögren’s
	NR
	NR
	Big Data Sjögren Project Consortium
	Y


	Seror 2021[51]
	France
	2011–2018
	Study to estimate prevalence, incidence and healthcare costs of Sjögren’s in France using national health insurance claims data
	NR
	23152
	SNDS
	Y


	Shi 2020[52]
	China
	January 1993–June 2018
	Retrospective cohort
	Hospital
	25
	NA
	N


	Soto-Cardenas 2010[53]
	Spain
	1984–2008
	Retrospectively assess the prevalence and clinical significance of bronchiectasis in a large series of people with primary Sjögren’s 
	NR
	NR
	NA
	Y


	Tsuboi 2014[54]
	Japan
	2011
	National multicentre study to characterize Sjögren’s epidemiology in Japan using primary and secondary surveys
	Hospital
	2195
	NA
	Y


	Valim 2013[55]
	Brazil
	NR
	Epidemiological, observational and cross-sectional study
	NR
	2
	NA
	Y


	Valor 2019a[56]

Supplementary sources: Valor 2019b,[57] Valor 2019c,[58] Valor 2019d[59]
	Germany
	December 2008–December 2018
	Cross-sectional study of people with primary Sjögren’s at a single outpatient clinic
	Hospital (outpatients)
	179
	NA
	N


	Wang 2010[60]
	China
	January 1980–August 2010
	Systemic review of medical records from hospital inpatients
	Hospital (inpatients)
	NR
	NA
	N


	Wang 2018[61]
	China
	January 2012–December 2014 (36 months)
	Cohort of people with primary Sjögren’s with and without ILD
	Hospital (inpatients)
	201
	NA
	N


	Xu 2020[62]
	China
	May 2016– April 2018
	Multicentre Sjögren’s registry study
	Hospital (Rheumatology centres)
	2986
	Chinese Rheumatism Data Center
	N


	Yan 2008a[63]
	China
	1985–2006
	Retrospective cohort study
	Hospital
	60
	NA
	N


	Yan 2008b[64]
	China
	1985–2005
	Retrospective cohort study
	Hospital
	522
	NA
	N


	Yan 2018[65]
	China
	2007– 2015
	Case-control study of hospitalized people with primary Sjögren’s and PAH
	Hospital
	NR
	NA
	N


	Zhang 1995[66] 
	China
	NR
	Study to identify cases of Sjögren’s in Beijing 
	General population
	NR
	NA
	Y


	Zhao 2015[67]
	China
	January 2009–November 2011
	Study to survey the epidemiological characteristics of people with primary Sjögren’s in China
	Hospital
	483
	NA
	N



Notes: *Where further information on the clinical setting was available, this has been included in brackets. 
Abbreviations: AM, Articular manifestations; ASSESS, Assessment of Systemic complications (Signs) and Evolution in Sjögren's Syndrome; CNS, central nervous system; EGB, Échantillon Généraliste des Bénéficiaires; ESSDAI, European Alliance of Associations for Rheumatology (EULAR) Sjögren’s Syndrome Disease Activity Index; GEAS-SS, Sjögren’s Study Group and Autoimmune Diseases Study Group; GEMESS, Spanish Sjögren's Syndrome Multicentre Study Group; GRISS, Italian Research Group on Sjögren's syndrome; ILD, interstitial lung disease; ITP, immune thrombocytopenic purpura; MLSP, Manhattan Lupus Surveillance Program; N, no; NA, not applicable; NR, not reported; PAH, pulmonary arterial hypertension; SIERMA, Information system on rare diseases in Madrid; SJOGREN-SER, Spanish Society of Rheumatology primary Sjögren syndrome registry; SA, South Australian; SNDS, Système National des Données de Santé; SSA/B, anti–Sjögren's-syndrome-related antigen A/B; UK, United Kingdom; US, United States; Y, yes.
[bookmark: _Ref89690097]
[bookmark: TableS8]Supplementary Data S9: Incidence of primary Sjögren’s clustered by reporting metric (7 studies).
[image: ]
Notes: aPillemer 2001 and Crowson 2011 both reported on data collected as part of the Rochester Epidemiology Project, during the same time frame, and therefore likely contain some patient overlap; bSeror 2021 reported a range of incidences: 0.3–4.1 per 100,000 persons; cAvina-Zubieta 2017 reported 1,175 incident cases in a Canadian population of 4,500,000 people and therefore incidence was manually calculated to allow for comparison. 
Abbreviations: NR, not reported; US, United States.
[bookmark: _Toc88045013]
[bookmark: TableS9][bookmark: _Toc88045016]Supplementary Data S10: Age at symptom onset stratified by geography (16 studies)

	Geographic location
	Country
	Author, year
	Reported age at symptom onset (years)a

	North America
	US
	Anaya 1995[3]
	Range: 19–66

	Europe
	France
	Abbara 2019[1]
	Median: 41–50

	
	
	Gondran 2008[27]
	Mean: 53–57

	
	Germany
	Callhoff 2019[15]
	NR:~44 yearsb

	
	Italy
	Botsios 2011[7]
	Mean: 29–73c

	
	
	Massara 2010[37]
	Mean: 42–48

	
	Spain
	Brito-Zerón 2009[8]
	Mean: 55

	
	
	Cervera 2000[18]
	Mean: 53–55

	
	
	Fernández Castro 2016[23, 68]
	Mean: 46–49; median: 47d

	Asia
	China
	Fan 2019[22]
	Mean: 40–47

	
	
	He 2013[29]
	Mean: 45

	
	
	He 2012[28]
	Mean: 54

	
	
	Yan 2018[65]
	Mean: 34–35

	
	
	Yan 2008a[63]
	Mean: 41–48

	
	
	Yan 2008b[63]
	Mean: 37–43

	
	
	Zhao 2015[67]
	Mean: 41–42


Notes: aValues were rounded to the nearest whole number. bCallhoff 2019 did not report the metric (mean/median, etc.) used, which is therefore recorded as ‘NR’ within this SLR. cBotsios 2011 reported mean age at symptom onset for subgroups stratified by age at symptom onset (young onset [onset at ≤40 years], adult onset ([onset between >40 and ≤65 years] and elderly onset [onset at >65 years]), explaining the wide age range for this study. dBoth median and mean age at symptom onset were reported for this study in two linked publications.
Abbreviations: NR, not reported; SLR, systematic literature review; US, United States.
[bookmark: _Toc88045018]
[bookmark: TableS10]Supplementary Data S11: Age at diagnosis stratified by geography (43 studies)
	Geographic location
	Country
	Reported age at diagnosis (years)a
	Number of studies

	
	
	Mean
	Median
	

	North America
	Canada
	57
	NR
	n=1

	
	US
	53–59
	NR
	n=5

	Oceania
	Australia
	48–60
	NR
	n=2

	Asia
	China
	40–62b
	49
	n=6 overall (mean: n=6, median: n=1)c

	Europe
	France
	56–62
	53
	n=3 overall (mean: n=2, median: n=1)

	
	Germany
	NR
	57
	n=1

	
	Italy
	45–54b
	48–52
	n=5 overall (mean: n=4, median: n=1)

	
	Spain
	47–67
	50–55
	n=12 overall (mean: n=11, median: n=2)c

	
	UK
	53–54
	NR
	n=2

	Multinational
	NA
	47–67
	NR
	n=6


Notes: aValues were rounded to the nearest whole number. bExcluding results from a study that reported on subgroups that were stratified by age at symptom onset. cOne study reported on both mean and median age at diagnosis. 
Abbreviations: NA, not applicable; NR, not reported; UK, United Kingdom; US, United States.
[bookmark: _Ref88042993][bookmark: _Toc88045005]

[bookmark: TableS11]Supplementary Data S12: Summary of quality assessments for included studies. 
[image: ]
Notes: ‘High’, or ‘Low’ were assigned depending on the degree to which the specific criteria were met. ‘Unclear’ was assigned if it was difficult to ascertain from the article whether the criterion was met. ‘Not applicable’ was assigned if the information for the specific criterion were not applicable.
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