2192 aimed toward ruling out features to suggest an underlying disease or
a systemic vasculitis.

DIAGNOSIS
The diagnosis of cutaneous vasculitis is made by the demonstration of
vasculitis on biopsy. An important diagnostic principle in patients with
cutaneous vasculitis is to search for an etiology of the vasculitis—be it
an exogenous agent, such as a drug or an infection, or an endogenous
condition, such as an underlying disease (Fig. 385-1). In addition, a
careful physical and laboratory examination should be performed to
rule out the possibility of systemic vasculitis. This should start with the
least invasive diagnostic approach and proceed to the more invasive
only if clinically indicated.
TREATMENT	
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When an antigenic stimulus is recognized as the precipitating factor
in the cutaneous vasculitis, it should be removed; if this is a microbe,
appropriate antimicrobial therapy should be instituted. If the vasculitis is associated with another underlying disease, treatment of the
latter often results in resolution of the former. In situations where
disease is apparently self-limited, no therapy, except possibly symptomatic therapy, is indicated. When cutaneous vasculitis persists
and when there is no evidence of an inciting agent, an associated
disease, or an underlying systemic vasculitis, the decision to treat
should be based on weighing the balance between the degree of
symptoms and the risk of treatment. Some cases of idiopathic cutaneous vasculitis resolve spontaneously, whereas others remit and
relapse. In patients with persistent vasculitis, a variety of therapeutic
regimens have been tried with variable results. In general, the treatment of idiopathic cutaneous vasculitis has not been satisfactory.
Fortunately, since the disease is generally limited to the skin, this
lack of consistent response to therapy usually does not lead to a
life-threatening situation. Agents with which there have been anecdotal reports of success include dapsone, colchicine, hydroxychloroquine, and nonsteroidal anti-inflammatory agents. Glucocorticoids
are often used in the treatment of idiopathic cutaneous vasculitis.
Therapy is usually instituted as prednisone, 1 mg/kg per day, with
rapid tapering where possible, either directly to discontinuation
or by conversion to an alternate-day regimen followed by ultimate
discontinuation. In cases that prove refractory to glucocorticoids,
a trial of a cytotoxic agent may be indicated. Patients with chronic
vasculitis isolated to cutaneous venules rarely respond dramatically
to any therapeutic regimen, and cytotoxic agents should be used
only as a last resort in these patients. Methotrexate and azathioprine
have been used in such situations in anecdotal reports. Although
cyclophosphamide is the most effective therapy for the systemic
vasculitides, it should almost never be used for idiopathic cutaneous
vasculitis because of the potential toxicity.

PRIMARY CENTRAL NERVOUS SYSTEM (CNS) VASCULITIS
Primary CNS vasculitis is an uncommon clinicopathologic entity
characterized by vasculitis restricted to the vessels of the CNS without
other apparent systemic vasculitis. The inflammatory process is usually
composed of mononuclear cell infiltrates with or without granuloma
formation.
Patients may present with headaches, altered mental function, and
focal neurologic defects. Systemic symptoms are generally absent.
Devastating neurologic abnormalities may occur depending on the
extent of vessel involvement. The diagnosis can be suggested by abnormal magnetic resonance imaging of the brain, an abnormal lumbar
puncture, and/or demonstration of characteristic vessel abnormalities
on arteriography (Fig. 385-4), but it is confirmed by biopsy of the
brain parenchyma and leptomeninges. In the absence of a brain biopsy,
care should be taken not to misinterpret as true primary vasculitis
arteriographic abnormalities that might actually be related to another
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Figure 385-4 Cerebral arteriogram from a 32-year-old male
with primary central nervous system vasculitis. Dramatic beading
(arrow) typical of vasculitis is seen.
cause. An important entity in the differential diagnosis is reversible
cerebral vasoconstrictive syndrome, which typically presents with
“thunderclap” headache and is associated with arteriographic abnormalities that mimic primary CNS vasculitis that are reversible. Other
diagnostic considerations include infection, atherosclerosis, emboli,
connective tissue disease, sarcoidosis, malignancy, and drug-associated
causes. The prognosis of granulomatous primary CNS vasculitis is
poor; however, some reports indicate that glucocorticoid therapy,
alone or together with cyclophosphamide administered as described
above, has induced clinical remissions.

BEHÇET’S DISEASE
Behçet’s disease is a clinicopathologic entity characterized by recurrent
episodes of oral and genital ulcers, iritis, and cutaneous lesions. The
underlying pathologic process is a leukocytoclastic venulitis, although
vessels of any size and in any organ can be involved. This disorder is
described in detail in Chap. 387.

COGAN’S SYNDROME
Cogan’s syndrome is characterized by interstitial keratitis together with
vestibuloauditory symptoms. It may be associated with a systemic
vasculitis, particularly aortitis with involvement of the aortic valve.
Glucocorticoids are the mainstay of treatment. Initiation of treatment
as early as possible after the onset of hearing loss improves the likelihood of a favorable outcome.

KAWASAKI DISEASE
Kawasaki disease is an acute, febrile, multisystem disease of children.
Some 80% of cases occur prior to the age of 5, with the peak incidence
occurring at ≤2 years. It is characterized by nonsuppurative cervical adenitis and changes in the skin and mucous membranes such as
edema; congested conjunctivae; erythema of the oral cavity, lips, and
palms; and desquamation of the skin of the fingertips. Although the
disease is generally benign and self-limited, it is associated with coronary artery aneurysms in ∼25% of cases, with an overall case fatality
rate of 0.5–2.8%. These complications usually occur between the third
and fourth weeks of illness during the convalescent stage. Vasculitis of
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