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Polymorphic cutaneous sarcoidosis: A case report
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Sarcoidosis (Besnier-Boeck-Schaumann disease) is a multisystem
disease of unknown etiology with various cutaneous presentations.
It is characterized by the presence of non-caseating ‘naked’
granulomas in the affected tissue. We report a case of polymorphic
cutaneous sarcoid in a 39-year-old immunocompetent male.
He was visited at our outpatient department with multiple
asymptomatic red colored raised lesions on different parts of
the body. His history was significant for smoking and diabetes
mellitus of varying duration. Cutaneous examination revealed
multiple well-defined erythematous plaques of various shapes
and sizes with minimal scaling. His blood investigations were
normal except for raised serum angiotensin converting enzyme
levels. Radiological investigations showed reticulonodular, fibrotic
changes and hilar adenopathy on the chest film. We report this
case to apprise clinicians of the fact that cutaneous sarcoid is
a great mimicker due to lesional polymorphism and could be
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INTRODUCTION

Sarcoidosis (from sarc meaning flesh, -oid,
like, and -osis, process) is a chronic noninfectious
granulomatous disease that can present with
cutaneous involvement alone or affect many organs
such as the lungs, eyes, lymph nodes, kidney,
central nervous system, parotid glands and bones. !
Cutaneous involvement occurs in about 20-30% of
the patients with systemic sarcoidosis and skin
lesions have been classified into specific and non-
specific. Specific cutaneous lesions of systemic
sarcoidosis are seen in 9-37% of the cases, and can
be further classified as maculopapular, plaque, lupus
pernio (LP), scar sarcoidosis, and subcutaneous
sarcoidosis. ** The nonspecific cutaneous lesion of
sarcoidosis, Erythema Nodosum (EN), is usually
seen in acute forms of the disease and is associated
with bilateral hilar lymphadenopathy (Lofgren
syndrome). ** We present a case of a patient who
had multiple specific lesions of sarcoidosis with

mistaken for a common dermatosis like psoriasis in our case.
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underlying systemic involvement.

CASE REPORT

A 39-year-old immunocompetent male was
visited at our outpatient department with multiple
non-itchy red raised lesions on various parts of the
body, which were present since seven years ago.
Due to the non-troublesome nature of the lesions,
the patient did not seek any medical advice and was
not currently on any treatment. On detailed inquiry,
the patient gave history of intermittent low grade
fever, breathlessness on climbing a normal flight
of stairs and dry coughs for ten years duration. He
also reported development of new lesions at the
site of trauma. His past medical history showed
that he was diabetic and hypertensive. Personal
history was remarkable for cigarette smoking (one
pack per day) and occasional alcohol intake for the
past 20 years. Family and occupational history were
non-contributory in our case. He gave no history
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of any ocular or salivary gland involvement in the
form of dry eyes or mouth.

Detailed cutaneous examination showed
multiple normo-esthetic erythematous papules
and plaques of varying sizes ranging from 2-8 cm
in diameter. At places, papules were coalescing
to form plaques. The extensor aspect of the knees
and elbows showed multiple psoriasiform plaques
with scaling; however, the borders of the plaques
showed infiltration in contrast to plaques of psoriasis
vulgaris (Figure 1). The Auspitz sign was negative.
Dorsa of both hands showed dusky to brownish
annular plaques with central clearing and atrophic
wrinkling of the skin. Dorsa of both feet showed
brownish plaques extending onto the side of the
feet and some of the toes. There were multiple
plaques on the forehead which showed a central
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Figure 1. Well-defined erythematous plaques with minimal
scaling on knees and elbows resembling plaques of psoriasis.

Polymorphic cutaneous sarcoidosis

hypopigmented atrophic zone. Lesions on the
lower back showed a granulomatous morphology
with a peau d” orange appearance. (Figure 2) The
rest of the examination of the oral cavity and
genitalia did not show any abnormalities. There
was no evidence of any peripheral nerve trunk
enlargement or lesional loss of sensation. Deep
dermal tenderness (Buschke Ollendorff sign) was
not present. We considered a differential diagnosis
of psoriasis vulgaris, psoriasiform sarcoidosis, and
borderline lepromatous Hansen’s disease.

His complete hemogram was normal (hemoglobin-
13.7g/dl; total white blood cell count- 4.2x10%/
pl; platelet-133x10¢/pul). Blood biochemistry
showed fasting (178mg/dl) and post-prandial
hyperglycemia (168mg/dl) and raised delta fraction
of serum bilirubin- 3.59umol/L (normal range:
0.00-3.42), while the rest of the renal and hepatic
parameters were within normal limits. Serum
calcium was 8.9gm/dl. Serum levels of angiotensin
converting enzyme (ACE) were elevated on two
occasions: 96.00 U/L (February 2009) and 103.00
U/L (June 2011) with the normal reference valve
being 8.00-52.00 U/L. Stool and routine urinalysis
did not show any abnormalities. Serology for HIV,
syphilis, hepatitis A, hepatitis B and hepatitis C
was negative. Abdominal ultrasound showed
grade II fatty infiltration of the liver and moderate
splenomegaly of 13.3 centimeters. Electrocardiogram
(ECG) showed a normal sinus rhythm. Chest
roentgenogram showed multiple reticulo-nodular
opacities and fibrotic changes in the right middle
zone and left upper zone (Figure 3). High Resolution

Figure 2. Well defined brown colored infiltrated plaques with
peau d’ orange appearance.
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Figure 3. Chest X ray showing reticulonodular opacities in the
both the lung fields with fibrosing alveolitis.
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Figure 4. Computed tomography of the chest showing interstitial
fibrotic changes in both the lungs fields.

Computed Tomography (HRCT) of the chest showed
pretracheal, subcarinal and hilar lymphadenopathy,
cystic spaces, reticulonodular opacities and
interstitial fibrosis (Figure 4). Pulmonary function
test showed a restrictive pattern with reduced
Forced Vital Capacity (FVC) and normal FEV
1.0Ocular examination did not reveal any signs
of uveitis. The patient did not give consent for
broncho-alveolar lavage.

A punch biopsy from the lesion stained with
haematoxylin and eosin showed multiple non-
caseating granulomas in the upper dermis with
foci of multinucleated giant cells without any
peripheral rim of lymphocytes (Figure 5). Fite-
Faraco stain and Gomori-methenamine silver
stain was negative for acid-fast bacilli and fungal
elements, respectively.

The patient was started on oral steroids (50 mg
of prednisolone) and hydroxychloroquine 200 mg
twice daily with resolution of the lesions, followed
by gradual tapering of steroid. The patient is still
on tapering doses of steroid and is in remission.

DISCUSSION

Sarcoidosis may be acute or chronic. Acute
sarcoidosis has an abrupt onset, is more frequent in
Caucasians, and may present as Lofgren’s syndrome
which is characterized by bilateral hilar adenopathy,
ankle arthritis, erythema nodosum, and frequently
constitutional symptoms including fever, myalgia,
malaise and weight loss. The prognosis is good and
spontaneous remission usually occurs within two

Figure 5. Haematoxylin & Eosin stained section of skin biopsy
showing chronic granulomatous infiltrate with multiple non-
caseating epitheloid cell granulomas without peripheral rim of
lymphocytes in the papillary dermis. (x100)

to three years. Chronic sarcoidosis has an insidious
onset. Organ-related symptoms - often related to
pulmonary infiltration such as coughs and dyspnea
- predominate whereas constitutional symptoms
are much rarer as compared to the acute form.
Our patient presented with chronic sarcoidosis
with a seven-year history of multiple specific
lesions of cutaneous sarcoidosis with underlying
pulmonary involvement in the form of mediastinal
lymphadenopathy and fibrotic changes in the lung
parenchyma. Depending upon the moprphologic
presentations, cutaneous sarcoidosis can be divided
in the following types (Table 1).

Our patient had a long-standing history
of breathlessness on exertion; however, his
breathlessness did not improve on bronchodilator

Table 1. Classification of cutaneous sarcoidosis lesions

Specific lesions

Papular sarcoidosis (miliary sarcoid)
Annular sarcoidosis

Hypopigmented sarcoidosis
Icthyosiform sarcoidosis
Psoriasiform sarcoidosis
Morpheaform sarcoidosis®

Subcutaneous sarcoidosis
(DarierRoussy sarcoid)

Scar sarcoid’
Erythrodermic sarcoidosis®
Lupus pernio

Ulcerative sarcoidosis®
Lichenoid

Non specific
Erythema nodosum
Prurigo
Calcifications
Erythema multiforme
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therapy. After the appearance of skin lesions and
appropriate laboratory work-up (ACE levels, skin
biopsy and pulmonary function tests), we made
the diagnosis of sarcoidosis. Surprisingly, our
patient had not sought any medical advice for his
dermatological problem due to its non-troublesome
nature. Consistent with other case series, ' the
predominant lesions in our patient were of plaque
type. Psoriasiform sarcoidosis occurs when the
granulomatous pathology affects the epidermis and
clinically resembles psoriatic plaques with scaling.
Psoriasiform eruptions are found in 0.9% of cases
of sarcoidosis. 1 Specific lesions are reported to
be associated with multisystem involvement and
disease that is more progressive. ! The diagnosis
of sarcoid depends on: (i) clinical evidence of a
multisystem disease or a radiological picture or
both, (ii) histologic evidence of non-caseating
granulomas, and (iii) negative cultures of sputum
and tissues. 1

Sarcoidosis of the lung has been classified
radiologically into four stages:

Stage 0: 5-10% of the patients with sarcoidosis
have a normal chest X ray.

Stage 1: Bilateral hilar lymphadenopathy in 35-
45% of the cases.

Stage 2: Bilateral hilar lymphadenopathy with
parenchymal lung involvement of the fluffy and
coarse type.

Stage 3: Late stage of pulmonary infiltration
with fibrosis and pulmonary insufficiency.

The pathogenesis of sarcoidosis is believed to be
a host immune response to an unknown antigenic
stimulus. Antigen-capturing by immature dendritic
cells (DCs) takes place initially in the epidermis,
followed by maturation of DCs. These mature
DCs may present the processed environmental
antigen to cortical T-lymphocytes that cause
dermal granulomas either in the interstitium of
the upper dermis, or in or around lymphatic
vessels of the lower dermis. ' Various microbial

Polymorphic cutaneous sarcoidosis

and environmental antigens have been postulated
as mentioned in Table 2.

Granulomatous inflammation of sarcoidosis
is suggestive of heightened immunity but
paradoxically, sarcoidosis patients exhibit cutaneous
anergy to tuberculin and other intradermal skin
tests except for the Kveim-Siltzbach test. This
cutaneous anergy could be because of peripheral
lymphopenia and decreased activation of T-cells. '

At present, corticosteroids remain the ‘gold
standard’ therapy for sarcoidosis and are indicated
for progressive pulmonary disease, distressing
cutaneous involvement and threatening organ
involvement such as the eye, central nervous system
and cardiac involvement. However, corticosteroid
therapy does not provide long-term remission and
is associated with many side effects precluding its
long term administration. ' Other drugs which
have been tried in sarcoidosis are cyclosporine
A, ?® methotrexate, *! cyclophosphamide,
thalidomide, ?>?* mycophenolate mofetil, > TNF
alpha antagonist * and allopurinol. ?° Recently,
Mizoribine, a purine synthesis inhibitor, was
used in a single patient at a dose of 150 mg/
day; however, the drug is associated with severe
adverse effects like nephrotoxicity, gonadal failure
and bone marrow suppression. %

To summarize, one should always look for this
great mimicker and keep the differential diagnosis
of sarcoid in mind even when dealing with common
dermatoses showing unusual features.
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