SKIN
Skin involvement is eventually identified in over a third of patients
with sarcoidosis. The classic cutaneous lesions include erythema
nodosum, maculopapular lesions, hyper- and hypopigmentation,
keloid formation, and subcutaneous nodules. A specific complex of
involvement of the bridge of the nose, the area beneath the eyes, and
the cheeks is referred to as lupus pernio (Fig. 390-4) and is diagnostic
for a chronic form of sarcoidosis.

Figure 390-4 Chronic inflammatory lesions around nose, eyes, and
cheeks, referred to as lupus pernio.
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Figure 390-5
patient.

Maculopapular lesions on the trunk of a sarcoidosis

In contrast, erythema nodosum is a transient rash that can be seen
in association with hilar adenopathy and uveitis (Löfgren’s syndrome).
Erythema nodosum is more common in women and in certain selfdescribed demographic groups including whites and Puerto Ricans.
In the United States, the other manifestations of skin sarcoidosis,
especially lupus pernio, are more common in African Americans than
whites.
The maculopapular lesions from sarcoidosis are the most common
chronic form of the disease (Fig. 390-5). These are often overlooked
by the patient and physician, because they are chronic and not painful. Initially, these lesions are usually purplish papules and are often
indurated. They can become confluent and infiltrate large areas of
the skin. With treatment, the color and induration may fade. Because
these lesions are caused by noncaseating granulomas, the diagnosis of
sarcoidosis can be readily made by a skin biopsy.
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predominance noted. In addition to sarcoidosis, the differential diagnosis of upper lobe disease includes hypersensitivity pneumonitis,
silicosis, and Langerhans cell histiocytosis. For infectious diseases,
tuberculosis and Pneumocystis pneumonia can often present as upper
lobe diseases.
Lung volumes, mechanics, and diffusion are all useful in evaluating
interstitial lung diseases such as sarcoidosis. The diffusion of carbon
monoxide (DLCO) is the most sensitive test for an interstitial lung
disease. Reduced lung volumes are a reflection of the restrictive lung
disease seen in sarcoidosis. However, a third of the patients presenting with sarcoidosis still have lung volumes within the normal range,
despite abnormal chest roentgenograms and dyspnea.
Approximately one-half of sarcoidosis patients present with
obstructive disease, reflected by a reduced ratio of forced vital capacity
expired in 1 second (FEV1/FVC). Cough is a very common symptom.
Airway involvement causing varying degrees of obstruction underlies
the cough in most sarcoidosis patients. Airway hyperreactivity, as
determined by methacholine challenge, will be positive in some of
these patients. A few patients with cough will respond to traditional
bronchodilators as the only form of treatment. In some cases, highdose inhaled glucocorticoids alone are useful. Airway obstruction can
be due to large airway stenosis, which can become fibrotic and unresponsive to anti-inflammatory therapy.
Pulmonary arterial hypertension is reported in at least 5% of
sarcoidosis patients. Either direct vascular involvement or the consequence of fibrotic changes in the lung can lead to pulmonary arterial
hypertension. In sarcoidosis patients with end-stage fibrosis awaiting
lung transplant, 70% will have pulmonary arterial hypertension. This
is a much higher incidence than that reported for other fibrotic lung
diseases. In less advanced, but still symptomatic, patients, pulmonary
arterial hypertension has been noted in up to 50% of the cases. Because
sarcoidosis-associated pulmonary arterial hypertension may respond
to therapy, evaluation for this should be considered in persistently
dyspneic patients.

EYE
The frequency of ocular manifestations for sarcoidosis varies depending on race. In Japan, >70% of sarcoidosis patients develop ocular
disease, whereas in the United States only 30% have eye disease, with
problems more common in African Americans than whites. Although
the most common manifestation is an anterior uveitis, over a quarter
of patients will have inflammation at the posterior of the eye, including
retinitis and pars planitis. Although symptoms such as photophobia,
blurred vision, and increased tearing can occur, some asymptomatic
patients still have active inflammation. Initially asymptomatic patients
with ocular sarcoidosis can eventually develop blindness. Therefore,
it is recommended that all patients with sarcoidosis receive a dedicated ophthalmologic examination. Sicca is seen in over one-half of
the chronic sarcoidosis patients. Dry eyes appear to be a reflection of
prior lacrimal gland disease. Although the patient may no longer have
active inflammation, the dry eyes may require natural tears or other
lubricants.
LIVER
Using biopsies to detect granulomatous disease, liver involvement can
be identified in over one-half of sarcoidosis patients. However, using
liver function studies, only 20–30% of patients will have evidence of
liver involvement. The most common abnormality of liver function
is an elevation of the alkaline phosphatase level, consistent with an
obstructive pattern. In addition, elevated transaminase levels can
occur. An elevated bilirubin level is a marker for more advanced liver
disease. Overall, only 5% of sarcoidosis patients have sufficient symptoms from their liver disease to require specific therapy. Although
symptoms can be due to hepatomegaly, more frequently symptoms

2/9/15 5:15 PM

