Sarcoidosis

Pathophysiology / Presentation: Sarcoidosis is a relatively common systemic granulomatous disease of unknown etiology.  The disease is ten times more common in blacks than whites in the United States and has an overall prevalence of 10 to 40 per 100,000.  Usual presentation is between 20 and 40 years of age.  The organs most frequently affected include the lungs, skin, liver, spleen, eyes, lymph nodes, and other glandular tissue.  The classic presentation in young adults includes respiratory symptoms, erythema nodosum, blurred vision, and bilateral hilar adenopathy.  However, the presenting symptoms may frequently be more subtle.  Histologically, the lesions present as non-caseating granulomas consisting of mononuclear phagocytes surrounded by helper-inducer T-lymphocytes and some B-lymphocytes.  Symptoms become apparent when these lesions replace enough portions of a target organ to impair function.  Pulmonary involvement occurs in 90% of these patients.  However, over 40 % of these patients will have minimal symptoms.  Patients with pulmonary lesions may present with dyspnea, fever, fatigue, dry cough, and wheezing.  Lymphadenopathy is common in the intrathoracic nodes and also in the peripheral nodes.


Cutaneous, joint, and ocular lesions occur in 25% of the patients.  The cutaneous lesions contain sarcoid granulomas and may manifest as flesh colored, red-brown, purple, or pigmented papules, plaques, nodules, and scar infiltrations.  The papules are usually on the head and neck, while the plaques may be found anywhere, including the scalp.  Joint involvement may take the form of arthralgia or arthritis.  Ocular involvement usually presents as inflammation of the anterior uveal tract and can result in blindness.


Oral lesions are rare but may occur on all mucosal surfaces along with the tongue and lips.  Most of these appear as firm, submucosal masses or nodules.  The lesions may also manifest as erosive papular lesions that resemble herpetic ulcerations.  The salivary glands are frequently involved.  Up to 93% of patients have involvement of the parotid gland.  Often, xerostomia and bilateral parotid swelling are present.  Heerfordt’s syndrome describes involvement of the parotid gland, the uveal tract of the eye, and a cranial nerve.  Usually the facial nerve is the one involved with resulting facial palsy.  


The prognosis for sarcoidosis is good with many cases resolving spontaneously after 2 years.  Only 15 to 20% of patients will experience chronic active or progressive disease.

Diagnosis:  Clinical and radiographic (primarily chest films) findings are the primary basis for the diagnosis.  Confirmation is achieved by histologic demonstration of the non-caseating epithelioid granulomas usually via biopsy of the lung.  Laboratory tests are not diagnostic and vary depending on which organ systems are involved.    The granulomas may produce 1,25-dihydroxyvitamin D and angiotensin converting enzyme (ACE).  In 1 to 2 % the production of 1,25 dihydroxyvitamin D will stimulate increased intestinal calcium absorption and result in hypercalcemia and hypercalcuria.  Two-thirds of sarcoidosis patients will have elevated blood levels of ACE as a resulting from the production of this enzyme by the granulomas.

Treatment:  Prior to treatment, the disease is usually observed for 3 to 12 months to monitor for spontaneous resolution and to determine the extent of non-resolving disease.  

Usual treatment consists of prednisone 1 mg/kg for 4 to 6 weeks followed by a slow tapering of the dose over 2 to 3 months.  Therapy is reinstituted if the disease becomes active again.  In patients with chronic disease, methotrexate may be used to avoid the complications of steroids.  

Dental Considerations: Oral lesions, if detected, should stimulate a medical referral.  Patients taking steroids may have steroid induced adrenal insufficiency and should be evaluated prior to treatment.  Prolonged steroid use may result in an increased susceptibility to infection and delayed wound healing.  Prophylactic antibiotics should be considered.  Methotrexate is a cytotoxic drug and may cause oral mucositis requiring palliative treatment.  Bone marrow suppression may also result from methotrexate use and manifest as leukopenia and thrombocytopenia.  If present, these conditions put the patient at increased risk for infection and bleeding.  Xerostomia resulting from salivary gland involvement increases the patient’s risk for candidiasis, caries, and periodontal disease.  Salivary substitutes, salivary stimulants (e.g. pilocarpine or cevimeline), topical fluoride, and antifungal agents should be considered.
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