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A woman in her 40s presented with a 2-month history of 
oedematous erythema, exudation, crusting, and scales distri-
buted symmetrically on her superciliary arch with evidence 
of pruritus. She reported that these lesions initially presented 
2 months previously as small erythematous papules on her 
eyelid bilaterally (Fig. 1). She had visited a local clinic where 
she received a diagnosis of allergic dermatitis. She was given 
antihistamines and topical steroids, but this treatment failed 
to help. Her lesions rapidly progressed to the oedematous 
erythema, exudation, crusts, and scales observed on presen-
tation, with exudation being evident 1 month previously.

Approximately 3 years before presentation, the patient 
began to experience mild shortness of breath when fatigued, 
but she did not receive any associated diagnosis.

Physical examination revealed oedematous, exudative 
erythema with thin yellowish crusts and scales bilaterally 
on the eyebrow arches, eyelids, and temples. Palpebral 
fissure narrowing was evident, together with enlargement 
of the bilateral cervical and inguinal lymph nodes that was 
painless on palpation.

Laboratory testing revealed elevated angiotensin-conver-
ting enzyme (ACE) levels of 222.0 U/L (Reference range: 
5–52 U/L), while her liver enzymes were within normal 
ranges, as were both antinuclear antibody and TSPOT. TB 
test results were negative. Serology results were negative for 
both treponemal and non-treponemal tests. Chest computed 
tomography (CT) revealed nodular interstitial lung disease 
and hilar lymphadenopathy.

Histopathologic examination revealed nodular aggre-
gations of epithelioid histiocytes with a mild surrounding 
lymphocytic infiltrate, extending from the deep dermis 
into the subcutis (Fig. 2). Periodic acid-Schiff stains were 
negative. The culture from skin biopsy specimen with 
microbial stains for bacteria, fungal culture, and acid-fast 
bacilli was negative. A biopsy of the right cervical lymph 
node reveals granulomatous nodules with epithelioid cells 
and multinucleated giant cells. Acid-fast staining was ne-

gative. Findings from sputum acid-fast bacilli stains were 
also negative.

What is your diagnosis? 

Differential diagnosis 1: Cutaneous sarcoidosis
Differential diagnosis 2: Cutaneous lymphoma
Differential diagnosis 3: Atypical mycobacterial infection
Differential diagnosis 4: Discoid lupus erythematosus 
(DLE)
See next page for answer.

Fig. 1. Oedematous, exudative erythema with thin yellowish crusts 
and scales bilaterally on the eyebrow arches, eyelids, and temples.

A B

Fig. 2. Nodular aggregations of 
epithelioid histiocytes with a 
mild surrounding lymphocytic 
infiltrate, extending from the deep 
dermis into the subcutis.
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Diagnosis: Cutaneous sarcoidosis

Sarcoidosis is a multisystemic granulomatous disease of 
unknown origin that results in the development of non-
caseating granulomatous lesions within impacted tissues 
and organs. The most commonly affected sites include the 
spleen, liver, skin, lymph nodes, and eyes. Sarcoidosis is 
more common among women and its onset peaks in indivi-
duals 25–40 years of age as well as in individuals over 50 
years of age (1). Approximately 30% of patients initially 
present with cutaneous lesions that ultimately affect an es-
timated 20–35% of individuals with sarcoidosis (2). There 
are several important reasons why sarcoidosis should be 
taken into consideration for the differential diagnosis of 
patients with consistent symptoms. For one thing, cutaneous 
sarcoidosis is often an early symptom of this disease and its 
presence underscores the need for further testing to assess 
the potential for systemic involvement irrespective of the 
extent of cutaneous involvement. The skin can also readily 
be sampled to enable histologic diagnosis, allowing affected 
patients to be more efficiently and reliably diagnosed than 
patients with other subtypes of sarcoidosis. Second, the 
presentation of cutaneous sarcoidosis may have implica-
tions for patient treatment and prognosis, as certain forms 
of this disease are related to subsequent systemic disease 
progression, particularly in cases of erythema nodosum. 
Lastly, sarcoidosis has the potential to be associated with 
certain forms of malignancies such that a detailed diagnostic 
workup is warranted (3).

The presentation of cutaneous sarcoidosis can be highly 
variable, such that it can imitate a wide array of other skin 
diseases. As a result, diagnosing atypical cases can be a 
clinical challenge. The presence or absence of classic gra-
nulomas is used to classify cutaneous sarcoidosis lesions 
histopathologically into those that are specific and non-
specific. Non-specific lesions lack classic granulomas and 
most commonly present in the form of reactive erythema 
nodosum, although other presentations can include eryt-
hema multiforme, nail clubbing, prurigo, or calcifications. 
Specific lesions can include plaques, papules, maculopapu-
les, nodules, alopecia, ulcerative lesions, infiltrative scars, 
subcutaneous nodules, lupus pernio, or hypopigmentation.

Histopathological evaluation remains the gold standard 
means of diagnosing cutaneous sarcoidosis, with affected 
patients generally exhibiting classic non-caseating gra-
nulomatous inflammation of the dermal or subcutaneous 
tissue together with limited lymphocytic infiltration (3). 

As sarcoidosis is ultimately an exclusionary diagnosis, 
other granulomatous diseases must be excluded. In one 
study, tuberculosis patients were found to exhibit an 8.08-
fold increased risk of sarcoidosis development relative to 
the general populace, such that the potential for comorbid 
sarcoidosis and tuberculosis cannot be excluded (4). Ap-
proximately 26% of biopsies exhibit foreign bodies such that 
these foreign bodies cannot be used to exclude cutaneous 

sarcoidosis as a potential diagnosis (5). Ultimately, clinical, 
imaging, and histologic findings are necessary to support a 
sarcoidosis diagnosis, together with the exclusion of other 
potential diseases, with affected patients exhibiting non-
caseating granulomatous inflammation affecting at least 1 
organ system.

Patients who present with only cutaneous symptoms 
of sarcoidosis are relatively rare, with 1 report estimating 
that at least 70% of patients with cutaneous sarcoidosis 
also exhibited systemic sarcoidosis without even taking 
into account those patients who subsequently exhibited 
systemic involvement at later time points (6). When pa-
tients exhibit suspicious lesions or receive a diagnosis of 
cutaneous sarcoidosis, chest CT, pulmonary, lymph node, 
and eye exams are warranted, as is the testing of serum 
ACE levels as a means of assessing potential systemic 
disease. When patients with cutaneous symptoms do not 
exhibit any systemic symptoms, the long-term monitoring 
of these patients is appropriate. While elevated ACE levels 
are insufficient to support the diagnosis of sarcoidosis, they 
are nonetheless correlated with systemic involvement as 
evident in the present case and prior reports. Combining 
these ACE levels and other factors can provide more robust 
support to diagnose sarcoidosis (7). In prior reports, CD163 
immunostaining has also been shown to offer value as a 
predictor of systemic sarcoidosis in individuals exhibiting 
epithelioid granuloma lesions (8).

In our case, the patient exhibited an atypical presenta-
tion consisting of oedematous exudative erythema with 
thin yellowish crusts and scales that resembled those as-
sociated with many other cutaneous conditions including 
facial  eczema and discoid lupus erythematosus. Tertiary 
syphilis should also be considered when dealing with gra-
nulomatous lesions. Syphilitic nodules may mimic granu-
lomatous disease. Syphilis should also be considered when 
approaching granulomatous lesions of unclear nature. In 
our case, serologic tests for syphilis were negative, thus we 
ruled out syphilis (9). The patient was diagnosed based on 
histopathological results, and her lesions responded well 
to oral corticosteroid treatment that was gradually tapered 
and discontinued after 18 months. 
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