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A 63-year-old African-American female presented
to the Emergency Department with an extensive
itchy facial lesion. The lesion had started 3 years
ago as a small nodule and continued to gradually
worsen over time. She had tried multiple
antibiotics and over the counter treatments without
any benefit. The lesions were nonpainful, without
any drainage or bleeding. She also had scaly and
dry lesions on the left elbow, left leg, and bilateral
knees which began around the same time as the
facial lesion. These lesions in her extremities were
thought to be psoriasis.

Physical exam was remarkable for dry,
erythematous, indurated plaques on the right
eyelid, nose and right side of the face along with
scarring and pigment change (Images 1&2). A
coin-shaped rash was also present on the right
cheek (Image 1, arrow). Pruritic, raised plaques
were noted on the upper and lower extremities.

Initial presenting labs were significant for
hemoglobin 11.7%, calcium 11.9 mg/dl, creatinine
1.90 mg/dl, alkaline phosphatase 178 IU/L.
Erythrocyte Sedimentation Rate and C-Reactive
Protein were elevated at 75 mm per hour & 1.78
mg/dl, respectively. Her ANA and RF workup were
negative. HIV, Hepatitis panel and RPR were
negative as well.

Given the possibility of skin malignancy which had
invaded the nasal septum, a maxillofacial CT was
obtained which showed thickening of the nasal
soft tissues and left nasal passageway with
erosion into the left middle and inferior turbinate
(Image 6). Due to the nasal septal perforation, the
patient was given a referral to ENT and a plan was
formulated to perform a biopsy of the lesion. Nasal
endoscopy with debridement and biopsy of the
nasal septum was performed and histopathology
showed chronic noncaseating granulomatous
inflammation. Subsequently, an ACE level was
sent which was elevated at 172 U/L.

Given the above findings, we decided to perform
punch biopsies of chronic lesions on her elbow
and knees which were previously diagnosed as
psoriasis before she started coming to us. The
biopsies from these sites revealed chronic
noncaseating granulomatous inflammation with
epithelioid histiocytes and Langhans giant cells in
the dermis (Images 3&4). The patient's results
were consistent with Lupus Pernio (Image 2),
characterized by chronic, raised, indurated, bluish-
red or violaceous nodules and plaques over the
nose, cheeks, which is thought to be pathognomic
for Sarcoidosis. Chest-X-ray showed small
calcified hilar lymph nodes with very prominent
interstitial lung markings bilaterally, was consistent
with stage 3 Sarcoidosis(Image 5).
Management

The patient was started on systemic oral steroids
for the first 4-6 weeks and observed for
improvement. Ambulatory referral to
Ophthalmology was made for evaluation.
Electrocardiography and echocardiography were
ordered. The patient continues to follow us in our
clinic. Her treatment has led to significant
improvement in her symptoms.
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DISCUSSION
Sarcoidosis is a multi-system disease that can
involve nearly any organ system, resulting in
different clinical manifestations. In up to one-third
of patients with systemic sarcoidosis, cutaneous
sarcoidosis occurs. The lung and the lymphatic
system are predominantly affected but virtually
every organ may be involved. Other severe
manifestations result from cardiac, neurological,
ocular, kidney or laryngeal localizations. Diagnosis
relies on compatible clinical and radiographic
manifestations, evidence of non-caseating
granulomas obtained by biopsy through
tracheobronchial endoscopy or at other manifested
sites, and exclusion of all other granulomatous
diseases. It is important to recognize cutaneous
lesions because they provide a significant clue to
the diagnosis and are an easily accessible site for
histological analysis. Cutaneous sarcoidosis is
known as one of the “Great Imitators” in
dermatology because it can present in many
distinct morphologies.

Types:
Papules, plaques, lupus pernio, scar sarcoidosis,
and rare morphologies such as alopecia, ulcers,
hypopigmented patches, and ichthyosis.

Diagnosis:
Approximately 20-35% of patients can have skin
involvement without any systemic involvement.
Diagnosis can be made when a compatible clinical
or radiologic picture is present, along with
histopathological evidence of noncaseating
granulomas.

Recognition of the skin manifestations:
Punch or incisional biopsy is usually used for a
sample site of the skin that includes dermis. If
noncaseating granulomas are found, tissue
cultures may be necessary to exclude infectious
causes.

Differential Diagnosis of Cutaneous
Sarcoidosis (not a complete list):
 Papules - Granulomatous rosacea, Acne,
 Plaques – Psoriasis, Lichen Planus, Discoid

lupus erythematosus, Granuloma annulare,
Nummular eczema, Kaposi’s sarcoma,
Secondary syphilis.

 Lupus Pernio
 Erythema nodosum

Lupus Pernio:
Lupus pernio is one of the few cutaneous
manifestations that are characteristic of
sarcoidosis. Lesions are chronic, indurated papules
or plaques that affect the mid-face, particularly the
alar rim of the nose (Image 2).

TREATMENT:
The appropriate therapy for sarcoidosis has not yet
been well defined for all patients. Between 30 and
70% of patients never require therapy. Cardiac,
neurological, renal, ocular sarcoidosis not
responding to topical therapy and malignant
hypercalcemia always necessitate systemic
therapy. For pulmonary sarcoidosis, protocols
suggest the initial dose of 20 to 40 mg daily of
prednisone or its equivalent on alternate days.
After 4 weeks to 3 months of steroids, therapy
needs to be tapered. Therapy must be maintained
for at least 12 months. Systemic corticosteroids are
the mainstay of the treatment of sarcoidosis.
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