TABLE 378-4 C linical Manifestations of SLE and Prevalence Over the Entire
Course of Diseasea
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Numbers indicate percentage of patients who have the manifestation at some time during the course of illness.

a

Abbreviations: ARDS, acute respiratory distress syndrome; TIA, transient ischemic attack.
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VASCULAR OCCLUSIONS
The prevalence of transient ischemic attacks, strokes, and myocardial
infarctions is increased in patients with SLE. These vascular events
are increased in, but not exclusive to, SLE patients with antibodies
to phospholipids (antiphospholipid antibodies), which are associated
with hypercoagulability and acute thrombotic events (Chap. 379).
Chronic SLE with or without antiphospholipid antibodies is associated
with accelerated atherosclerosis. Ischemia in the brain can be caused by
focal occlusion (either noninflammatory or associated with vasculitis)
or by embolization from carotid artery plaque or from fibrinous vegetations of Libman-Sacks endocarditis. Appropriate tests for antiphospholipid antibodies (see below) and for sources of emboli should be
ordered in such patients to estimate the need for, intensity of, and
duration of anti-inflammatory and/or anticoagulant therapies. In SLE,
myocardial infarctions are primarily manifestations of accelerated atherosclerosis. The increased risk for vascular events is three- to tenfold
overall, and is highest in women <49 years old. Characteristics associated with increased risk for atherosclerosis include older age, hypertension, dyslipidemia, dysfunctional proinflammatory high-density
lipoproteins, repeated high scores for disease activity, high cumulative
or daily doses of glucocorticoids, and high levels of homocysteine.
When it is most likely that an event results from clotting, long-term
anticoagulation is the therapy of choice. Two processes can occur at
once—vasculitis plus bland vascular occlusions—in which case it is
appropriate to treat with anticoagulation plus immunosuppression.
Statin therapies reduce levels of low-density lipoproteins (LDL) in SLE
patients; reduction of cardiac events by statins has been shown in SLE
patients with renal transplants but not in other SLE cohorts to date.

Chapter 378 Systemic Lupus Erythematosus

Manifestation
Systemic: Fatigue, malaise, fever, anorexia, weight loss
Musculoskeletal
Arthralgias/myalgias
Nonerosive polyarthritis
Hand deformities
Myopathy/myositis
Ischemic necrosis of bone
Cutaneous
Photosensitivity
Malar rash
Oral ulcers
Alopecia
Discoid rash
Vasculitis rash
Other (e.g., urticaria, subacute cutaneous lupus)
Hematologic
Anemia (chronic disease)
Leukopenia (<4000/μL)
Lymphopenia (<1500/μL)
Thrombocytopenia (<100,000/μL)
Lymphadenopathy
Splenomegaly
Hemolytic anemia
Neurologic
Cognitive disorder
Mood disorder
Headache
Seizures
Mono-, polyneuropathy
Stroke, TIA
Acute confusional state or movement disorder
Aseptic meningitis, myelopathy
Cardiopulmonary
Pleurisy, pericarditis, effusions
Myocarditis, endocarditis
Lupus pneumonitis
Coronary artery disease
Interstitial fibrosis
Pulmonary hypertension, ARDS, hemorrhage
Shrinking lung syndrome
Renal
Proteinuria ≥500 mg/24 h, cellular casts
Nephrotic syndrome
End-stage renal disease
Gastrointestinal
Nonspecific (nausea, mild pain, diarrhea)
Abnormal liver enzymes
Vasculitis
Thrombosis
Venous
Arterial
Ocular
Sicca syndrome
Conjunctivitis, episcleritis
Vasculitis

individuals or side effects of therapies). If symptoms are related to 2129
SLE, it should be determined whether they are caused by a diffuse
process (requiring immunosuppression) or vascular occlusive disease
(requiring anticoagulation). The most common manifestation of diffuse CNS lupus is cognitive dysfunction, including difficulties with
memory and reasoning. Headaches are also common. When excruciating, they often indicate SLE flare; when milder, they are difficult to
distinguish from migraine or tension headaches. Seizures of any type
may be caused by lupus; treatment often requires both antiseizure and
immunosuppressive therapies. Psychosis can be the dominant manifestation of SLE; it must be distinguished from glucocorticoid-induced
psychosis. The latter usually occurs in the first weeks of glucocorticoid
therapy, at daily doses of ≥40 mg of prednisone or equivalent; psychosis resolves over several days after glucocorticoids are decreased or
stopped. Myelopathy is not rare and is often disabling; rapid initiation
of immunosuppressive therapy starting with high-dose glucocorticoids
is standard of care.

PULMONARY MANIFESTATIONS
The most common pulmonary manifestation of SLE is pleuritis with or
without pleural effusion. This manifestation, when mild, may respond
to treatment with nonsteroidal anti-inflammatory drugs (NSAIDs);
when more severe, patients require a brief course of glucocorticoid
therapy. Pulmonary infiltrates also occur as a manifestation of active
SLE and are difficult to distinguish from infection on imaging studies.
Life-threatening pulmonary manifestations include interstitial inflammation leading to fibrosis, shrinking lung syndrome, and intraalveolar
hemorrhage; all of these probably require early aggressive immunosuppressive therapy as well as supportive care.
CARDIAC MANIFESTATIONS
Pericarditis is the most frequent cardiac manifestation; it usually
responds to anti-inflammatory therapy and infrequently leads to tamponade. More serious cardiac manifestations are myocarditis and fibrinous endocarditis of Libman-Sacks. The endocardial involvement can
lead to valvular insufficiencies, most commonly of the mitral or aortic
valves, or to embolic events. It has not been proven that glucocorticoid
or other immunosuppressive therapies lead to improvement of lupus
myocarditis or endocarditis, but it is usual practice to administer a trial
of high-dose steroids along with appropriate supportive therapy for
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