Table I.
 International Consensus Criteria for Sjögren’s Syndrome

I.  Primary SS 

A.  Ocular symptoms (at least 1 present)


1.  Daily, persistent, troublesome dry eyes for more than 3 months


2.  Recurrent sensation of sand or gravel in the eyes 

3. Use of a tear substitute more than 3 times a day

B.  Oral symptoms (at least 1 present)


1.  Daily feeling of dry mouth for at least 3 months


2.  Recurrent feeling of swollen salivary glands as an adult


3.  Need to drink liquids to aid in washing down dry foods

C.  Objective evidence of dry eyes (at least 1 present)


1. Schirmer I test


2.  Rose Bengal


3.  Lacrimal gland biopsy with focus score ≥ 1

D.  Objective evidence of salivary gland involvement (at least 1 present)


1.  Salivary gland scintigraphy


2.  Parotid sialography


3.  Unstimulated whole sialometry (≤ 1.5 ml per 15 minutes)

E.   Laboratory Abnormality (at least 1 present)


1. Anti-SS A or anti-SS B antibody


2.  Antinuclear antibody (ANA)

3. IgM rheumatoid factor (anti-IgG Fc)

Diagnosis of primary Sjögren’s syndrome requires 4 of 6 criteria, including a positive minor salivary gland biopsy or antibody to SS-A/SS-B.

Exclusions include previous radiation to the head and neck lymphoma, Sarcoidosis, hepatitis C infection, AIDS, graft-versus-host disease, and medications that can cause dryness. 

Diagnosis of secondary SS requires an established connective tissue disease and one sicca symptom plus 2 objective tests for dry mouth and dry eyes at the time of their clinical entry into study cohort.  

Diagnosis of SS can be made in patients who have no sicca symptoms if objective tests of ocular and oral dryness are fulfilled including either a minor salivary gland biopsy or anti-SS A/SS-B antibody.

Table 2. Preliminary Ocular and Oral Damage Index
Data from Barry et al.” The Sjögren's Syndrome Damage Index—a damage index for use in clinical trials and observational studies in primary Sjögren's syndrome”(1)
 Illustrating Response Frequencies at T=0 and T=12 Months (n=78)

	Damage item
	Patients with damage item at T=0 months n (%)
	Patients with damage item at T=12 months n (%)
	No. of patients with resolution of damage item over 12 months
	No. of patients with new occurrence of damage item over 12 months

	Ocular Domain

	Corneal scarring
	7 (8.97)
	9 (11.54)
	0
	2

	Schirmer-I result 0 mm/5 min in both eyes
	27 (34.62)
	32 (41.03)
	1
	6

	Tear duct surgerya (punctal plugs or cautery)
	19 (24.36)
	24 (30.77)
	0
	5

	Cataract b
	6 (7.69)
	6 (7.69)
	0
	0

	Retinal change b
	4 (5.13)
	4 (5.13)
	0
	0

	Chronic blepharitis
	6 (7.69)
	7 (8.97)
	1
	2

	Oral Domain

	Caries
	27 (34.62)
	27 (34.62)
	4
	4

	Teeth loss
	28 (35.90)
	31 (39.74)
	0
	3

	Salivary gland swelling
	11 (14.10)
	13 (16.67)
	0
	2

	Unstimulated salivary flow 0 ml/15 min
	45 (57.69)
	50 (64.10)
	2
	7

	Oral infection
	9 (11.54)
	8 (10.26)
	1
	0

	Parotid surgery
	8 (10.26)
	8 (10.26)
	0
	0

	Gum disease
	10 (12.82)
	8 (10.26)
	2
	0

	Oral ulceration
	16 (20.51)
	18 (23.08)
	8
	10

	Dysphonia
	11 (14.10)
	12 (15.38)
	2
	3


aWhilst recorded as a single item in our data, a distinction should be made between punctal plugs and punctal cautery in future indices. bItem to be recorded but not scored. Items in bold removed from preliminary damage index after process of expert validation.

Table 2. Preliminary Systemic Damage Index Illustrating Response Frequencies at T=0 and T=12 Months (n=94)
Data from Barry et al.” The Sjögren's Syndrome Damage Index—a damage index for use in clinical trials and observational studies in primary Sjögren's syndrome”(1) 

	Damage item
	Patients with damage item at T=0 months n (%)
	Patients with damage item at T=12 months n (%)
	No. of patients with resolution of damage item over 12 months
	No. of patients with new occurrence of damage item over 12 months

	Neurological

	Cranial neuropathy
	3 (3.19)
	4 (4.26)
	0
	1

	Peripheral neuropathy
	2 (2.13)
	5 (5.32)
	0
	3

	Other CNS pathology
	1 (1.06)
	1 (1.06)
	0
	0

	Mononeuritis multiplex
	-
	-
	-
	-

	Cognitive impairment
	-
	-
	-
	-

	Renal

	Nephrocalcinosis
	2 (2.13)
	3 (3.19)
	0
	1

	Renal tubular acidosis
	2 (2.13)
	2 (2.13)
	0
	0

	Glomerular filtration rate <50% predicted
	-
	-
	-
	-

	Proteinuria >3.5 g/24 h
	-
	-
	-
	-

	End stage renal disease
	-
	-
	-
	-

	Chronic cystitis
	4 (4.26)
	5 (5.32)
	0
	1

	Pulmonary

	Pleural fibrosis
	1 (1.06)
	1 (1.06)
	0
	0

	Pulmonary fibrosis
	2 (2.13)
	2 (2.13)
	0
	0

	Pulmonary hypertension
	-
	-
	-
	-

	Pulmonary infarction
	-
	-
	-
	-

	Cardiovascular

	Cardiomyopathy
	-
	-
	-
	-

	Hypertension
	12 (12.77)
	13 (13.83)
	0
	1

	Ischaemic heart disease
	1 (1.06)
	1 (1.06)
	0
	0

	Heart valve disease
	2 (2.13)
	2 (2.13)
	0
	0

	Pericarditis
	-
	-
	-
	-

	Myocardial infarction
	-
	-
	-
	-

	Gastrointestinal

	Chronic pancreatitis
	-
	-
	-
	-

	Coeliac disease a
	1 (1.06)
	1 (1.06)
	0
	0

	Primary biliary cirrhosis a
	0 (0.00)
	1 (1.06)
	0
	1

	Chronic sclerosing cholangitis
	-
	-
	-
	-

	Chronic autoimmune hepatitis
	-
	-
	-
	-

	Upper GI surgery
	-
	-
	-
	-

	Musculoskeletal

	Erosive arthropathy
	-
	-
	-
	-

	OA a
	58 (61.70)
	58 (61.70)
	0
	0

	Osteoporosis a
	4 (4.26)
	4 (4.26)
	0
	0

	Avascular necrosis a
	-
	-
	-
	-

	Skin ulcers
	-
	-
	-
	-

	Endocrine

	Hypothyroidism a
	6 (6.38)
	7 (7.45)
	0
	1

	Pernicious anaemia
	1 (1.06)
	1 (1.06)
	0
	0

	Hyperthyroidism
	1 (1.06)
	1 (1.06)
	0
	0

	Diabetes
	1 (1.06)
	1 (1.06)
	0
	0

	Malignancy

	Paraproteinaemia
	1 (1.06)
	1 (1.06)
	0
	0

	Other malignancy
	2 (2.13)
	2 (2.13)
	0
	0

	Macroglobulinaemia
	-
	-
	-
	-

	Cryoglobulinaemia
	-
	-
	-
	-

	Lymphoma
	-
	-
	-
	-
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