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Sjogren Syndrome
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Sjogren syndrome (81%31 “shurgren’s”)
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San Diego Criteria for Diagnosis of Sjogren Syndrome (SS)
1. Primary SS
A. Symptoms and objective signs of ocular dryness
1. Schirmer’s test less than 8 mm wetting per 5 minutes and
2. Positive rose bengal staining of cornea or conjunctiva to demonstrate keratocon-
junctivitis sicca
B. Symptoms and objective signs of dry mouth
1. Decreased parotid flow rate using Lashley cups or other methods and
2. Abnormal biopsy of minor salivary gland (focus score of =2 2 based on average of four evaluable
lobules)*
C. Evidence of a systemic autoimmune disorder
1. Elevated rheumatoid factor = 1:320 or
2. Elevated antinuclear antibody = 1:320 or
3. Presence of anti-SS-A (ro) or anti-SS-B (la) antibodies
Il. Secondary SS
Characteristic signs and symptoms of SS (described above) plus clinical features sufficient
to allow a diagnosis of rheumatoid arthritis, systemic lupus erythematosus, polymyositis,
scleroderma. or biliary cirrhosis
IIl. Exclusions
Sarcoidosis, preexistent lymphoma, acquired immunodeficiency disease, and other known

causes of keratitis sicca or salivary gland enlargement

* Probable SS does not require a minor salivary gland biopsy but can be diagnosed with demonstration salivary

function (criteria IA, 1B-1, and IC).



Sjogren Syndrome

P
AN 2

Y AN
E N
e

US-EEC Consensus Classification Criteria for SS (1)

A. Ocular symptoms (at leas 1 present)

1. Dally, 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. Drink liquids to aid in washing down dry foods

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

1. Schirmer | 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 scintography
2. Parotid sialography

3. Unstimulated whole sialometry (1.5 mL per 15 min)

E. Laboratory abnormlity (at least 1 present)

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

2. Antinuclear antibody (ANA)

3. IgM rheumatoid factor (anti-IgG Fc)

Primary SS should meet 4 of the 5 criteria above, or meet 3 criteria plus exhibit either an antibody directed against

SS-A or a characteristic minor salivary gland biopsy (focus score 1 or greater). Exclusions include hepatitis C, preexisting

lymphoma or medications associated with anticholinergic side effects.
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Tan 1Aia lymphoma 'lé 40 win iniilu Hodgkin’s
B cell lymphoma auAaUN&LW central nervous
system wuldunnninsesas 20 lu primary Sjogren
syndrome
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52-kDa luifaauws "ansnsuanld \anld

Extraglandular Manifestations in Patients with Sjogren Syndrome

Respiratory

with mucus plugging

Chronic bronchitis secondary to dryness of upper and

Manifestation

lower airway

Lymphocytic interstitial pneumonitis

Pseudolymphoma with nodular infiltrates

Lymphoma

Pleural effusions

Pulmonary hypertension

Gastrointestinal

Atrophic gastritis

Dysphagia associated with xerostomia

Liver disease including biliary cirrhosis and sclerosing cholangitis

Skin and mucous

Candida-oral and vaginal
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Hyperglobulinemic purpura

Raynaud’s phenomenon

Vasculitis
Endocrine, neurological, and  Thyroiditis

Muscular

Peripheral neuropathy involvement of hands and/or feet

Mononeuritis multiplex

Hematological Myositis

Neutropenia, anemia, thrombocytopenia

Pseudolymphoma

Lymphadenopathy

Renal

Lymphoma and myeloma

Tubular-interstitial nepritis (TIN)

Glomerulonephritis, in absence of antibodies to DNA

Mixed cryoglobulinemia

Amyloidosis

Obstructive nephropathy due to enlarged periaortic lymph nodes

Lymphoma

Renal artery vasculitis
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domethacin Lwamzl;dﬂmmﬂzymlum‘mau

Corticosteroid 81an#HN1TIANNLEIAE
LRSUIAN Vl,ﬁwaalu vasculitis skin, pneumonitis,
neuropathy Waz nephritis

Hydroxychloroquine PREG arthralgia,
myalgia Was lymphadenopathy 1013086 eryth-

rocyte sedimentation rate LLas polyclonal hyper-
globulinemia l#fzi9nsiAan1zunIndan
N "1awAa maculopathy

Cyclosporin 3279 interstitial nephritis
(MAITUNAUNNITN BN WAILa BN Uaqindl
A3lden topical Lﬁaa@ systemic side effect LU
cyclosporin emulsion eye drop)

5%6] L% azathioprine Waz methotrexate
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