Case Report

Isolated facial cutaneous sarcoidosis
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Abstract

Isolated cutaneous sarcoidosis is a rare multisystemic granulomatous disorder of unknown etiology. Cutaneous lesions have
been classified into specific and nonspecific depending on the presence of noncaseating granulomas on histopathologic studies.
Macrophages most likely initiate the response of sarcoidosis by presenting unidentified antigens to CD4+ lymphocytes. A
persistent poorly degradable antigen-driven CMI response leads to cytokine cascade, granulomaformation, and fibrosis. In the
present study, we report a case of isolated cutaneous sarcoidosis, localized to the face, in an adolescent girl without systemic

manifestations which is a rare entity.
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INTRODUCTION

Sarcoidosisis is a rare inflammatory disorder with
multisystem presentation which can involve any organ
of the body. It is characterized by the formation of
noncaseating granulomas primarily affecting the lungs
but other organs like heart, central nervous system,
and skin may be involved. Skin lesions form tip of an
iceberg which may indicate more changes in other body
organs. Cutaneous manifestations occur in 25-30% of
the patients with sarcoidosis.! Cutaneous lesions have
been classified into specific and nonspecific depending
on the presence of noncaseating granulomas on
histologic studies. The lesions are nonspecific if they
are not characterized by granulomatous inflammation
and specific if they have granulomas histologically.?
Specific lesions include maculopapules, plaques, nodules,
lupus pernio, scar infiltration, alopecia, ulcerative lesions,
hypopigmentation, and many others. Most common
nonspecific lesion is erythema nodosum. Others include
calcifications, prurigo, erythema multiforme, nail
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clubbing, and sweet syndrome.? The potentiality of the
body to react in different ways to single disease agent is
not better illustrated than sarcoidosis. High degree of
suspicion and precision are required for the diagnosis
of cutaneous sarcoidosis as it might be overlooked for
common conditions such as tinea, psoriasis, etc. The
origin of the disease process is not fully understood.
The diagnosis is established when clinical findings are
supported by histological evidence of noncaseating
epitheloid cell granulomas. The disease is rare in pediatric
population!*”! with an estimated incidence of 0.22-0.27
per 1,00,000 children per year.[)

CASE REPORT

An 11-year-old gitl presented with two raised asymptomatic
erythematous lesions over face with the duration of
over 1 year. The lesions started as papules and gradually
progressed to the present size. There was no history of
dyspnea, prolonged fever, or other systemic complaints.
The girl was fully immunized including BCG vaccination.
There was no significant family history including that of
tuberculosis. On examination, there were two nontender
annular plaques of size 3 3 cm? each, one lesion on the
chin and the other adjacent to the mandibular region
[Figures 1 and 2]. On diascopy apple jelly color was present.
Hematological and biochemical investigations including
angiotensin converting enzyme (ACE) levels, ESR, CRP,
ANA, § Ca were within normal limits, the Montoux
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Figure 1: The lesion

Figure 2: Other view of the lesion

Figure 3: Histopathology

test was negative, histopathology was consistent with
sarcoidosis showing noncaseating epitheloid cell granuloma
[Figure 3]. X-ray chest, sonography, and CT scan were
normal. Her parents denied further invasive procedure
such as Fine needle aspiration cytology or bronchial lavage.
Ophthalmological assessment was normal. The patient was
put on potent topical corticosteroid locally and called for
regular follow-up.

DISCUSSION

Sarcoidosis is a multisystem systemic granulomatous
disease of unknown etiology that commonly affects young
adults who frequently present with hilar lymphadenopathy,
pulmonary infilteration, ocular, and cutaneous
manifestations. The disease is relatively rare in pediatric
population. There are two forms of juvenile sarcoidosis.
First early-onset present in 1-5 years of age with the triad
of arthritis, uveitis, and pulmonary disease with poor
prognosis which is often confused with juvenile rheumatoid
arthritis occurring in whites. Second occurring in older
children in adolescence which is rare and the clinical course
is similar to adult with lung and lymph node involvement.
Most reported cases are between 13 and 15 years.

Prevalence of sarcoidosis in adult population ranges from
10 to 40 per 100,000 in USA and Europe." The true
incidence and prevalence of childhood sarcoidosis are
unknown because of the rarity of the disease and small
number of reported cases in childhood. A recent review
reported in Danish children younger than 15 years was
0.22-0.27 per 1,00,000 children per year which corresponds
to three new cases per year. As in adults, many children
with sarcoidosis may be asymptomatic and the disease may
remain undiagnosed. Most reported childhood cases have
occurred in patients aged 13—15 years with no clear sex
predominance. Between 20% and 35% patients of systemic
sarcoidosis have skin lesions, but cutaneous sarcoidosis can
occur without systemic disease. Cutancous manifestations
occur in 77% of younger children and 24-40% in older
children.®” Prevalence of cutaneous sarcoidosis in India is
not exactly known because of paucity of recorded Indian/
Asian data in the literature.

Various theories and factors are suggested that appear
to be implicated in etiopathogenesis, as a cause of the
disease is unknown.!'”! Antigens which might be involved
include infectious agents Mycobacterium tuberculosis and other
atypical species, Propionibacterium acnes and Chlamydia species.
Mineral dust such as silica and titanium are also implicated.
Firefighters are at a great risk of developing sarcoidosis.
Genetic factors are also important in defining the pattern of
disease presentation, severity, and prognosis of the disease.
There is association between class I HLA B 8 antigens
and acute sarcoidosis. HLA-DRB I and DQB I have been
associated with sarcoidosis. Sarcoidosis susceptible genes
are present on chromosome 3 p and 5q 11.2 and protective
genes on region of 5p 15.2.

The development and accumulation of granulomas is
the main abnormality in sarcoidosis. Granulomas form
to confine pathogens, restrict inflammation, and protect
surrounding tissue. Granulomas are compact centrally
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organized collections of macrophages and epitheloid
cells encircled by lymphocytes. There is depression of
cutaneous delayed type hypersensitivity and heightened
helper T-cell type response at sites of disease. Circulating
immune complexes along with signs of B-cell hyperactivity
may be found. Most granuloma-associated lymphocytes
produce high levels of tumor necrosis factor (TNF),
Interleukin 12, IT.-15, I1.-18, MIP I, MCP I, GM-CSE The
CD4+ lymphocytes and immune effector cells such as
macrophages, mast cells, and natural killer cells perpetuate
inflammatory response by release of cytokines.

Skin lesions of sarcodosis can be psychologically
devastating. Most frequent presentation is soft red to
yellowish brown or violaceous flat-topped papules or
plaques most frequently on the face. Larger lesions may be
found on the trunk, extremities, and buttocks. Erythema
nodosum was noted in 31% of patients in a study. Other
cutaneous manifestations include lupus pernio which is
indurated lumpy violaceous lesions on nose, cheeks, lips,
and ears. Other cutaneous lesions include angiolupoid
form, scar sarcoidosis, scarring alopecia, lichenoid
form, nodular form, mannular form, and subcutaneous
sarcoidosis also occur.

No lab test is diagnostic of sarcoidosis. Laboratory
evaluation may reveal elevated ESR, anemia, leucopenia,
hypercalcemia, or hypercalciuria. The serum level of ACE is
elevated in over 50% of children with late-onset sarcoidosis.
Chest radiograph may reveal bilateral hilar adenopathy.
Bronchoalveolar lavage (BAL) demonstrates the increased
number of lymphocytes which are activated helper inducer
T-cells. However in children, BAL lymphocytosis does
not correlate with disease activity, treatment response, or
prognosis so it is not recommended in children."'! The
diagnosis of sarcoidosis is confirmed by demonstrating a
typical noncaseating epitheloid cell granuloma on biopsy.!"”

The therapy of choice for cutaneous sarcoidosis
with multisystem involvement is topical or systemic
corticosteroids. Oral prednisolone is usually initiated at
1-2 mg/kg/day for 4-8 weeks. Asymptomatic patients
with bilateral hilar adenopathy may not need systemic
steroid therapy. Other drugs used in cutaneous sarcoidosis
include hydroxychloroquin, methotrexate, thalidomide,
minocycline, and doxycycline but these drugs are not
preferred in children. Cutaneous sarcoidosis improves
with prolonged application of more than 8 weeks of class
1 topical steroids. Intralesional injection of triamcinolone
is more effective. Topical tacrolimus has been effective for
cutaneous sarcoidosis in several cases. Electrodessication,
pulse dye laser, carbon dioxide laser, and reconstructive

surgical procedures have been used successfully to
improve cosmetic disfigurement of cutaneous sarcoidosis,
but these interventions do not have effect on disease
progression.

The prognosis and natural history of sarcoidosis is unclear,
because of the ratity of the disease and small number of
cases reported. However, the overall prognosis is good as
it is usually self-limiting, non-life-threatening disease.

CONCLUSIONS

Isolated cutaneous sarcoidosis is a rare phenomenon
for any age group, the diagnosis of which is likely to be
missed. The case is being reported for its requirement
of precise diagnosis and its rarity as isolated cutaneous
involvement localized to the face. The diagnosis should
not be ovetrlooked because the disecase may have vicious
roots underneath.
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