of the temporal artery has been reported to be helpful in diagnosis. A
temporal artery biopsy should be obtained as quickly as possible in the
setting of ocular signs and symptoms, and under these circumstances,
therapy should not be delayed pending a biopsy. In this regard, it has been
reported that temporal artery biopsies may show vasculitis even after ∼14
days of glucocorticoid therapy. A dramatic clinical response to a trial of
glucocorticoid therapy can further support the diagnosis.
Large-vessel disease may be suggested by symptoms and findings
on physical examination such as diminished pulses or bruits. It is
confirmed by vascular imaging, most commonly through magnetic
resonance or computed tomography.
Isolated polymyalgia rheumatica is a clinical diagnosis made by
the presence of typical symptoms of stiffness, aching, and pain in the
muscles of the hip and shoulder girdle, an increased ESR, the absence
of clinical features suggestive of giant cell arteritis, and a prompt therapeutic response to low-dose prednisone.
TREATMENT	

Acute disease-related mortality directly from giant cell arteritis is very
uncommon, with fatalities occurring from cerebrovascular events or
myocardial infarction. However, patients are at risk of late mortality
from aortic aneurysm rupture or dissection as patients with giant cell
arteritis are 18 times more likely to develop thoracic aortic aneurysms
than the general population.
The goals of treatment in giant cell arteritis are to reduce symptoms and, most importantly, to prevent visual loss. The treatment
approach for cranial and large-vessel disease in giant cell arteritis
is currently the same. Giant cell arteritis and its associated symptoms are exquisitely sensitive to glucocorticoid therapy. Treatment
should begin with prednisone, 40–60 mg/d for ∼1 month, followed
by a gradual tapering. When ocular signs and symptoms occur,
consideration should be given for the use of methylprednisolone
1000 mg daily for 3 days to protect remaining vision. Although the
optimal duration of glucocorticoid therapy has not been established, most series have found that patients require treatment for ≥2
years. Symptom recurrence during prednisone tapering develops
in 60–85% of patients with giant cell arteritis, requiring a dosage
increase. The ESR can serve as a useful indicator of inflammatory disease activity in monitoring and tapering therapy and can be used to
judge the pace of the tapering schedule. However, minor increases
in the ESR can occur as glucocorticoids are being tapered and do
not necessarily reflect an exacerbation of arteritis, particularly if
the patient remains symptom-free. Under these circumstances,
the tapering should continue with caution. Glucocorticoid toxicity
occurs in 35–65% of patients and represents an important cause of
patient morbidity. Aspirin 81 mg daily has been found to reduce the
occurrence of cranial ischemic complications in giant cell arteritis
and should be given in addition to glucocorticoids in patients who
do not have contraindications. The use of weekly methotrexate as
a glucocorticoid-sparing agent has been examined in two randomized placebo-controlled trials that reached conflicting conclusions.
Infliximab, a monoclonal antibody to TNF, was studied in a randomized trial and was not found to provide benefit. Recent reports have
shown favorable response of giant cell arteritis to tocilizumab (antiIL-6 receptor), but this treatment requires further study before use
in clinical practice.
Patients with isolated polymyalgia rheumatica respond promptly
to prednisone, which can be started at a lower dose of 10–20 mg/d.
Similar to giant cell arteritis, the ESR can serve as a useful indicator
in monitoring and prednisone reduction. Recurrent polymyalgia
symptoms develop in the majority of patients during prednisone
tapering. One study of weekly methotrexate found that the use of
this drug reduced the prednisone dose on average by only 1 mg and
did not decrease prednisone-related side effects. A randomized trial
in polymyalgia rheumatica did not find infliximab to lessen relapse or
glucocorticoid requirements.
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DEFINITION
Takayasu arteritis is an inflammatory and stenotic disease of mediumand large-sized arteries characterized by a strong predilection for the
aortic arch and its branches.
INCIDENCE AND PREVALENCE
Takayasu arteritis is an uncommon disease with an estimated annual
incidence rate of 1.2–2.6 cases per million. It is most prevalent in
adolescent girls and young women. Although it is more common in
Asia, it is neither racially nor geographically restricted.
PATHOLOGY AND PATHOGENESIS
The disease involves medium- and large-sized arteries, with a strong
predilection for the aortic arch and its branches; the pulmonary artery
may also be involved. The most commonly affected arteries seen by
arteriography are listed in Table 385-7. The involvement of the major
branches of the aorta is much more marked at their origin than distally. The disease is a panarteritis with inflammatory mononuclear
cell infiltrates and occasionally giant cells. There are marked intimal
proliferation and fibrosis, scarring and vascularization of the media,
and disruption and degeneration of the elastic lamina. Narrowing of
the lumen occurs with or without thrombosis. The vasa vasorum are
frequently involved. Pathologic changes in various organs reflect the
compromise of blood flow through the involved vessels.
Immunopathogenic mechanisms, the precise nature of which is
uncertain, are suspected in this disease. As with several of the vasculitis
syndromes, circulating immune complexes have been demonstrated,
but their pathogenic significance is unclear.
CLINICAL AND LABORATORY MANIFESTATIONS
Takayasu arteritis is a systemic disease with generalized as well as vascular
symptoms. The generalized symptoms include malaise, fever, night sweats,
arthralgias, anorexia, and weight loss, which may occur months before vessel involvement is apparent. These symptoms may merge into those related
to vascular compromise and organ ischemia. Pulses are commonly absent
in the involved vessels, particularly the subclavian artery. The frequency
of arteriographic abnormalities and the potentially associated clinical
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Table 385-7 Frequency of Arteriographic Abnormalities and
Potential Clinical Manifestations of Arterial
Involvement in Takayasu Arteritis
Artery
Subclavian

Percentage of
Arteriographic
Abnormalities
93

Common carotid

58

Abdominal aortaa

47

Renal
Aortic arch or root

38
35

Vertebral
Coeliac axisa

35
18

Superior mesenterica

18

Iliac
Pulmonary
Coronary

17
10–40
<10

Potential Clinical
Manifestations
Arm claudication, Raynaud’s
phenomenon
Visual changes, syncope, transient ischemic attacks, stroke
Abdominal pain, nausea, vomiting
Hypertension, renal failure
Aortic insufficiency, congestive
heart failure
Visual changes, dizziness
Abdominal pain, nausea, vomiting
Abdominal pain, nausea, vomiting
Leg claudication
Atypical chest pain, dyspnea
Chest pain, myocardial infarction

Arteriographic lesions at these locations are usually asymptomatic but may potentially
cause these symptoms.

a

Source: G Kerr et al: Ann Intern Med 120:919, 1994.
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