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Question 1

Elderly female with headaches. Biopsy of a cranial artery given. What is the most likely clinical finding associated with this ?

a) Anterior ischemic optic neuritis

b) Posterior obe ischemia

c) Hormers syndrome

d) Scleritis

Assume giant cell arteritis/temporal arteritis
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The diagnosis of GCA should be considered in a patient over the age of 50 who complains of, or is found to have:

· Headache 

· Abrupt loss of vision 

· Symptoms of polymyalgia rheumatica, which can occur without signs of vasculitis 

· Unexplained fever or anemia 

· High erythrocyte sedimentation rate 

· High level of serum C reative protein

Although a substantially elevated erythrocyte sedimentation rate (ESR) is considered one of the hallmarks of the disease, values below 40 mm/h can occasionally occur before treatment with corticosteroids[34,35]. In one population study of 167 patients, six patients (3.6 percent) had an ESR of 30 mm/hr or less and nine (5.4 percent) had an ESR of 40 mm/hr or less [36]. In another series of 173 biopsy proven cases, 10 patients (5.8 percent) had an ESR of [image: image2.png]


45 mm/hr [37].

The manifestations of GCA, however, can vary and may be transient. As a result, patients in whom the disease is suspected should be questioned carefully about both current and recent symptoms. The arteries of the head, neck, upper torso, and arms should be palpated for tenderness, enlargement, or thrombosis; these arteries should also be auscultated for the presence of bruits.

Arterial biopsy — Temporal artery biopsy is suggested in all cases of suspected GCA (show histology 1). The necessity for biopsy is less clear in patients with polymyalgia rheumatica who do not have specific clinical findings of arteritis such as headache, temporal artery tenderness, and jaw claudication. The chances of a positive temporal artery biopsy are low (10 to 15 percent) and vascular complications such as blindness are infrequent if musculoskeletal symptoms are mild and of recent onset, or if symptoms are stable and of long duration [1]. As a result, it may be possible to closely follow such patients without biopsy. In one prospective study of 287 patients with GCA, for example, only 3 of 68 patients (4.4 percent) with a clinical diagnosis of "pure" polymyalgia rheumatica had positive findings on temporal artery biopsy [35].

A tender or swollen segment of the temporal artery should be chosen for biopsy if present, since inflammatory involvement may be focal. Although the temporal arteries are most accessibly for biopsy, the occipital or facial artery can be biopsied if it is clearly abnormal.

When biopsying an artery that is visibly abnormal on examination, only a small specimen may be needed for histopathologic review. It is important, however, to biopsy a longer segment of the temporal artery (3 to 5 cm) and to sample histologic sections at several levels when the extracranial arteries are not obviously abnormal. In addition, if the first biopsy is normal, consideration should be given to a biopsy of the contralateral artery [38].

While there is little additional risk associated with performing bilateral temporal artery biopsy, the incremental increase in diagnostic yield is modest. In two studies the likelihood of a positive result on the opposite side, after a negative initial biopsy, was 3 and 15 percent [38,39]. If the pretest probability of GCA is estimated to be low, a negative biopsy result on one side is sufficient to exclude the diagnosis in clinical practice.

However, if the clinical suspicion of GCA is moderate to high, one may consider other options, including:

· Immediate examination of frozen sections of the initial specimen and, if negative, subsequent contralateral biopsy at the same surgical session

· Routine processing of a single temporal artery specimen and subsequent contralateral biopsy during glucocorticoid therapy

· Requesting bilateral biopsies be performed at the outset

  Biopsy timing — Whenever possible, it is advisable to perform a temporal artery biopsy prior to the initiation of treatment in order to maximize the possibility of an accurate diagnosis. However, resolution of the inflammatory infiltrate occurs slowly after treatment; as a result, temporal artery biopsy specimens may show a persistent arteritis several weeks after the initiation of glucocorticoid therapy [40,41]. In a report of 535 patients from the Mayo Clinic, the incidence of a positive biopsy was similar in those who had not and who had been treated with corticosteroids (31 and 35 percent, respectively) [40]. The patients who had been treated had more clinical features suggestive of vasculitis. Thus, if the diagnosis of GCA is considered likely, and a biopsy can not be immediately performed, treatment should be initiated and the biopsy obtained as soon as is feasible. (See "Treatment of giant cell (temporal) arteritis").

As noted above, biopsy can be deferred in PMR when no symptoms or signs of GCA are present. However, close follow-up is important because a small proportion of such patients evolve to GCA within several months despite ongoing low-dose glucocorticoid therapy for PMR, or as such treatment is tapered. 

Biopsy-negative GCA — Some patients in whom the clinical presentation is strongly suggestive of GCA but have negative arterial biopsy results are considered to have biopsy-negative GCA. As an example a patient with a headache and temporal tenderness, evidence of an inflammatory disorder (such as a marked elevation of ESR or CRP level), symptomatic improvement after initiation of glucocorticosteroid therapy, and for whom no alternative diagnosis seems plausible, is generally treated in the same way as a patient with biopsy results that confirm the presence of GCA.
