propagate in situ immunologic processes within the blood vessel. In
addition, IL-1 and TNF-α are potent inducers of endothelial-leukocyte
adhesion molecule 1 (ELAM-1) and vascular cell adhesion molecule 1
(VCAM-1), which may enhance the adhesion of leukocytes to endothelial cells in the blood vessel wall.

APPROACH TO THE PATIENT:
General Principles of Diagnosis

Table 385-3 Conditions That Can Mimic Vasculitis
Infectious diseases
Bacterial endocarditis
Disseminated gonococcal infection
Pulmonary histoplasmosis
Coccidioidomycosis
Syphilis
Lyme disease
Rocky Mountain spotted fever
Whipple’s disease
Coagulopathies/thrombotic microangiopathies
Antiphospholipid syndrome
Thrombotic thrombocytopenic purpura
Neoplasms
Atrial myxoma
Lymphoma
Carcinomatosis
Drug toxicity
Cocaine
Levamisole
Amphetamines
Ergot alkaloids
Methysergide
Arsenic
Sarcoidosis
Atheroembolic disease
Antiglomerular basement membrane disease (Goodpasture’s syndrome)
Amyloidosis
Migraine
Reversible cerebral vasoconstrictive syndrome
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Figure 385-1 Algorithm for the approach to a patient with suspected diagnosis of vasculitis. PAN, polyarteritis nodosa.
diagnosis of vasculitis is usually made based on biopsy of involved
tissue. The yield of “blind” biopsies of organs with no subjective
or objective evidence of involvement is very low and should be
avoided. When syndromes such as polyarteritis nodosa, Takayasu
arteritis, or primary central nervous system (CNS) vasculitis are
suspected, arteriogram of organs with suspected involvement
should be performed.

Chapter 385 The Vasculitis Syndromes

The diagnosis of vasculitis is often considered in any patient with
an unexplained systemic illness. However, there are certain clinical
abnormalities that when present alone or in combination should
suggest a diagnosis of vasculitis. These include palpable purpura,
pulmonary infiltrates and microscopic hematuria, chronic inflammatory sinusitis, mononeuritis multiplex, unexplained ischemic
events, and glomerulonephritis with evidence of multisystem disease.
A number of nonvasculitic diseases may also produce some or all of
these abnormalities. Thus, the first step in the workup of a patient
with suspected vasculitis is to exclude other diseases that produce
clinical manifestations that can mimic vasculitis (Table 385-3). It is
particularly important to exclude infectious diseases with features
that overlap those of vasculitis, especially if the patient’s clinical
condition is deteriorating rapidly and empirical immunosuppressive
treatment is being contemplated.
Once diseases that mimic vasculitis have been excluded, the
workup should follow a series of progressive steps that establish
the diagnosis of vasculitis and determine, where possible, the category of the vasculitis syndrome (Fig. 385-1). This approach is of
considerable importance since several of the vasculitis syndromes
require aggressive therapy with glucocorticoids and other immunosuppressive agents, whereas other syndromes usually resolve spontaneously and require symptomatic treatment only. The definitive
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GENERAL PRINCIPLES OF TREATMENT Once a diagnosis of vasculitis
has been established, a decision regarding therapeutic strategy
must be made (Fig. 385-1). If an offending antigen that precipitates
the vasculitis is recognized, the antigen should be removed where
possible. If the vasculitis is associated with an underlying disease
such as an infection, neoplasm, or connective tissue disease, the
underlying disease should be treated. If the syndrome represents
a primary vasculitic disease, treatment should be initiated according to the category of the vasculitis syndrome. Specific therapeutic
regimens are discussed below for the individual vasculitis syndromes; however, certain general principles regarding therapy
should be considered. Decisions regarding treatment should be
based on the use of regimens for which there has been published
literature supporting efficacy for that particular vasculitic disease.
Since the potential toxic side effects of certain therapeutic regimens
may be substantial, the risk-versus-benefit ratio of any therapeutic
approach should be weighed carefully. On the one hand, glucocorticoids and/or other immunosuppressive agents should be
instituted immediately in diseases where irreversible organ system
dysfunction and high morbidity and mortality rates have been
clearly established. Granulomatosis with polyangiitis (Wegener’s)
is the prototype of a severe systemic vasculitis requiring such a
therapeutic approach (see below). On the other hand, when feasible, aggressive therapy should be avoided for vasculitic manifestations that rarely result in irreversible organ system dysfunction and
that usually do not respond to such therapy. For example, isolated
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