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Introduction: Case Report 
•  73F presents with 12m history of neck mass and 

symptoms of obstructive sleep apnoea 
•  PMHx 

•  T2DM 
•  HTN 
•  Hypercholesterolemia 
•  Asthma 
•  Dry Eyes 

•  Meds 
•  Metformin 1g PO BD 
•  Perindopril/Indapamide 1.25/4mg PO mane 
•  Atorvastatin 20mg note 
•  Salbutamol 2 puffs inhaled PRN 
•  Polymaltose tears TT top q 4hourly 

Modified from Ornetti et al NEJM 2011 

Introduction: Case Report 

•  FHx: mother RA 
•  SHx:  

  retired, lives alone 
 Occasional ETOH 
  5-10 cig/day 

•  O/E: 

•  What investigations would you order? 
Ornetti et al NEJM 2011 

Introduction: Case Report 

•  CT Head and Neck 

•  Schirmers test: abnormal 
•  Anti-SSA+ 
•  What is the diagnosis? 

Ornetti et al NEJM 2011 

Introduction: Case Report 

•  Biopsy confirmed marginal zone B-cell 
lymphoma of MALT 

•  Patients with primary Sjogren’s syndrome have 
an increased risk of B-NHL 

Ornetti et al NEJM 2011 

Sjogren’s Syndrome: Introduction and Epidemiology 

•  Systemic autoimmune disease characterised but not 

limited to the destruction of salivary and lacrimal glands. 

•  Predominant symptom is of dryness of the mucosal 

surfaces 

•  Thought to be influenced by both genes and environment 

•  Prevalence 0.1-4.8% F:M 9:1 

•  Peri-menopausal women most commonly affected 

•  May be: 

 Primary ( sicca symptoms in a previously healthy host) 

 Secondary to another autoimmune disease eg SLE, 

RA, Scleroderma 
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Sjogren’s Syndrome: Pathogenesis 

•  Environmental and hormonal factors + genetic predisposition 
•  Dysregulated epithelium 
•  Aberrant homing of DC, T- and B-cells 
•  Overproduction of IFN leads to increased BAFF that stimulates 

aberrant B-cell maturation 

Signs and Symptoms: 3 common presentations 

•  Sicca symptoms: 

 Xerostomia (Mouth) & Xeropthalmia (Eyes) occur in 

95% 

  Tooth decay/periodontal disease 

 Xeropthalmia causes itch/grittiness, photosensitivity, 

ocular fatigue, reduced acuity, increased ocular 

infections 

 Nose 

 Pharynx / Larynx 

  30% presents with episodic swelling of parotid and 

submandibular salivary glands 

 Vaginal dryness 

Sjogren’s Syndrome: Signs and Symptoms 

•  Depapillated red tongue and angular cheilitis 

Ramos-Casals BMJ 2012 

Sjogren’s Syndrome: Signs and Symptoms 

•  Generalised 

  Fatigue 70-80% 

  Insomnia 15% 

 Anxiety and Depression 20-40% 

 Arthralgias and Myalgias 50% 

  Low grade fevers 

Sjogren’s Syndrome: Signs and Symptoms:  

•  Organ Specific 

System Disease 

Nervous • Demyelinating lesions 
• CN lesions 
• Pure sensory or mixed polyneuropathy 
• Pure sensory neuropathy 
• MMP 

Cardiovascular • Raynauds phenomenon 
• Pericarditis 
• Autonomic dysfunction 

Respiratory • COPD/ Bronchiectasis 
• Interstitial lung disease 

GIT • PBC 
• Autoimmune hepatitis 
• Recurrent pancreatitis 

Urological • RTA 
• Glomerulonephritis 
• Interstitial cytitis 
• Recurrent renal colic 

Skin and Joints • Papura 
• Vasculitis 
• Non-erosive symmetrical arthritis 

Thyroid • Autoimmune thyroiditis 

Heamatological • Autoimmune haemolytic anemia 
• Thrombocytopenia 
• B-NHL Ramos-Casals BMJ 2012 

Sjogren’s Syndrome: Diagnostic Criteria 

•  Must have 4 or more including one of *: 

Criteria Details 

1. Ocular Symptoms 

2. Oral Symptoms 

3. Ocular Signs Schirmers Test 
Rose bengal Score 

4. Histopathology* Periductal lymphocytic 
infiltration of minor salivary 
glands consisting of CD4+ 
T-cells 

5. Salivary gland 
involvement 

Unstimulated whole salivary 
flow 
Parotid sialography 
Salivary scintigraphy 

6. Anti Ro/SS-A La/SS-B* 
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Sjogren’s Syndrome: Ocular tests 

•  Schirmers Test 
 Normal >15mm wetting after 5min 

•  Rose-Bengal Staining 

Sjogren’s Syndrome: Histopathology 

Sjogren’s Syndrome: Complications 

•  Patients have a 10-50x increased risk of lymphoma (2-9% 

of all pts develop) 

•  Predictors of lymphomas: 

  Lymphopenia 

 Hypergammaglobulinaemia 

  Low C4 

 Paraproteins/ or cryoglobulins 

 Persistent salivary gland swelling 

Sjogren’s Syndrome: Treatment 

•  No evidence based guidelines for the treatment of 

primary disease 

•  Xeropthalmia 

 Preservative free tear substitutes 

  Lubricating ointments at night 

  0.05% cyclosporin BD for pts with mod-severe 

disease  

 Severe refractory disease may require topical steroids 

or NSAIDS which should be prescribed by an 

ophthalmologist 

Ramos-Casals et al JAMA 2010 

Sjogren’s Syndrome: Treatment 

•  Xerostomia 

 Saliva replacement products 

 ETOH and smoking avoidance 

 Oral hygiene 

 Oral pilocarpine 5mg QID and cevimeline 30mg TDS- 

efficacy of the 2 drugs has not been compared 

•  General Symptoms 

 NSAIDS can be used for arthralgias/myalgias 

 No clear benefit of hydroxychloroquine by controlled/

prospective studies but some evidence from 

retrospective studies 
Ramos-Casals et al JAMA 2010 

Sjogren’s Syndrome : Biologic treatments 

•  DMARDs used in other autoimmune diseases have had 

only modest effects in SS. 

•  This along with the high rate of B-cell lymphoma have 

made B-cell targeted therapies at the forefront of current 

research. 

•  Current management of SS-associated B-cell lymphoma 

include a “watch and wait” approach for more indolent 

disease to R/-CHOP for more high-grade MALT/DLBCL 
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Sjogren’s Syndrome: 

Bowman et al Presse Med 2012 

Sjogren’s Syndrome: Use of Rituximab 

•  Rituximab already in use for SS-B-cell lymphoma 

•  Also being investigated in SS without lymphoma 

•  A double blind RCT of 20pts treated with Rituximab 1gx2 

vs 10 with placebo has been studied over 6 months 

  Treatment group had increased salivary flow 

 Decreased oral dryness 

 Both groups had decreased fatigue 

Meijer et al Arthritis and Rheumatology 2010 

Sjogren’s Syndrome: Summary 

•  SS is a systemic autoimmune disease classically characterised by 

the destruction of salivary and lacrimal glands 

•  The pathogenesis involves triggers that disrupt the epithelium 

leading to pro-inflammatory cytokines and B-cell activation 

•  Patients present with sicca syndromes, generalised symptoms or 

organ-specific damage 

•  The diagnostic criteria must include a histological marker 

•  Treatment has focused on symptomatic relief +/- systemic 

immunosuppression 

•  Patients are at increased risk of developing B-cell lymphomas 

•  In the coming years it is likely more biologic agents will be 

available for therapeutic use 

Thank You 

It is such a secret place, the land of tears. 
 ~Antoine de Saint-Exupéry, The Little Prince 


