2003 Immuno Question 5

A 54 year old woman presents with  sudden hearing loss in her left ear, consistent with nerve deafness. On examination she is obese, has small jt osteoarthritis and blood coming from her nose. What is the next best diagnostic test ?

a. ANA

b. MRI brain

c. Urine drug screen

d. ANCA

The above description is of a systemic illness which includes mononeuritis, arthropathy and epistaxis. Vasculitis should always be considered in this setting.

Wegeners Granulomatosis is a vasculitis involving the small and medium sized vessels.

Involvement classically includes respiratory – including upper and lower resp tract, renal – nephritis.

From UTD:

Other organ systems that may become involved include [1,9]:

· Joints (myalgias, arthralgias, arthritis) 

· Eyes (conjunctivitis, corneal ulceration, episcleritis, optic neuropathy, nasolacrimal duct obstruction, proptosis, diplopia, retinal vasculitis, and uveitis) [10,11] 

· Skin (vesicular, palpable purpuric, ulcerative, and hemorrhagic lesions) [12] 

· Nervous system (mononeuritis multiplex, cranial nerve abnormalities, central nervous system mass lesions, external ophthalmoplegia, hearing loss) 

· Heart (pericarditis, myocarditis, conduction system abnormalities) 

· Less commonly, the gastrointestinal tract, subglottis or trachea, lower genitourinary tract (including the prostate), parotid glands, thyroid, liver, or breast

The most common presenting symptoms include persistent rhinorrhea, purulent/bloody nasal discharge, oral and/or nasal ulcers, polyarthralgias, myalgias, or sinus pain. Less common symptoms of upper airway involvement are hoarseness, stridor, earache, hearing loss, or otorrhea.

CLINICAL CRITERIA — The American College of Rheumatology proposed clinical criteria to facilitate standardization of patients enrolled in studies of Wegener's granulomatosis and to help distinguish these patients from those with other forms of vasculitis. These criteria were not intended to be applied in routine clinical practice and were formulated in 1990, prior to the availability of ANCA testing. Studies have subsequently demonstrated the utility of ANCA as a diagnostic aid for Wegener's granulomatosis and microscopic polyangiitis [16-18]. The four clinical criteria are:

· Nasal or oral inflammation (painful or painless oral ulcers or purulent or bloody nasal discharge) 

· Abnormal chest radiograph showing nodules, fixed infiltrates, or cavities 

· Abnormal urinary sediment (microscopic hematuria with or without red cell casts) 

· Granulomatous inflammation on biopsy of an artery or perivascular area

The presence of two or more of these four criteria yielded a sensitivity of 88 percent and a specificity of 92 percent. Thus, an abnormal chest radiograph or the findings of granulomatous inflammation on biopsy are not absolute requirements to distinguish patients with Wegener's granulomatosis from those with other forms of vasculitis. In addition, these criteria were not derived to help discriminate Wegener's granulomatosis from either microscopic polyangiitis or non-vasculitic diseases that may mimic the disorder. Unfortunately, the American College of Rheumatology criteria have been inappropriately applied to clinical practice.

Antineutrophil cytoplasmic antibodies — The diagnosis of Wegener's granulomatosis is suggested from the clinical and laboratory findings and from the presence of circulating antineutrophil cytoplasmic antibodies (ANCA) that are usually directed against proteinase 3 (C-ANCA). Nearly all patients with active systemic Wegener's granulomatosis have a positive ANCA (range of 65 to over 90 percent). However, ANCA alone, including C-ANCA which is more specific for Wegener's granulomatosis, does not appear to be sufficiently accurate to make or exclude the diagnosis.
