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Abstract

Sinonasal sarcoidosis can be associated with cutaneous sarcoid of the facial skin (lupus pernio). On this occasion we are
reporting a case of lupus pernio with sinonasal involvement. A literature review is included, regarding the nature of sarcoidosis,
(with special focus on the sinonasal involvement and lupus pernio), the clinical presentations, histological appearance and
treatment modalities.

CASE REPORT

A 40 year old caucasian female presented to the ear nose and
throat department with sensation of nasal blockage, anosmia
and recurrent sinusitis. The patient had a previous history of
septoplasty four years ago and a further revision septoplasty,
(in a different unit), one year later for continuing nasal
blockage.

On examination of the patient, anterior rhinoscopy showed
congested and swollen turbinates and an adhesion band
between the right inferior turbinate and the septum. We
observed a purplish nodule on the tip of her nose, (Figure 1).

Figure 1

Figure 1: “Lupus pernio” purplish nodule to the tip of the
nose

The patient stated that she had developed this lesion in the
last six months. She was referred to the dermatology

department and following an incisional biopsy of the nodule,
(Figure 2), the diagnosis of coetaneous sarcidosis “lupus
pernio” was made.

Figure 2

Figure 2: Histological section of sarcoid tissue showing
Langhans’ multi-nucleated giant cells and Epithelioid cells
with rounded and oval nuclei. (H&E;200)

Chest x-ray showed bilateral hilar lymphadenopathy. The
patient was treated with Dermovate cream and
Hydroxychloroquine 200mg twice daily for ten months. A
follow up chest x-ray after completion of the course of
treatment was normal as was the ACE level.

The lady was reviewed in the ENT clinic, and she reported
worsening of her nasal symptoms. A CT of the para-nasal
sinuses was done, and revealed mucosal thickening over the
maxillary & ethmoidal sinuses and obstruction of both
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osteo-meatal complexes, (Figure 3).

Figure 3

Figure 3: CT scan nasal sinuses showing blockage of the
osteo-meatal complexes and mucosal thickening over the
maxillary and ethmoidal sinuses

The patient was listed for functional endoscopic sinus
surgery and had bilateral middle meatal antrostomies and
antral washouts. Biopsies were taken from the hypertrophied
inferior turbinates and these confirmed the diagnosis of
sinonasal sarcoidosis.

DISCUSSION

Sarcoidosis is a chronic non caseating granulomatous
disease, which has a slowly progressive nature and tends to
involve multiple organs. About 90% of patients have chest
involvement, most commonly in the lung parenchyma and
hilar lymph nodes.1213 Involvement of other sites such as

liver, spleen, lymph nodes, larynx, salivary glands, bones,
eyes, skin and central nervous system have also been
reported.41518

The overall incidence of systemic sarcoidosis is 6-10
patients per 100,000 of the population; females are more
affected than males.

The highest incidence of sarcoidosis has been reported in
Sweden, where 64 persons per 100,000 of the population are
affected.11

The aetiology of sarcoidosis is unknown. It may represent a
specific immunological disorder, as well as a non-specific
response to bacterial, fungal or viral infections. Depression
of T-Lymphocyte function and increase in the B-

Lymphocyte activity (high levels of IGA & IGG) is found in
50% to 75% of patients with sarcoidosis.3

Elevated titres of Epestein-Barr virus have been
demonstrated in 79% of patients with sarcoidosis.8

Sarcoidosis of the nasal mucosa was first described by Boek
in 1905.2 Involvement of the sinonasal mucosa could be

isolated or part of multi system involvement.10

Histopathology of sarcoidosis shows a non-caseating
granuloma, consisting of epithelioid cells with pale, round or
oval nuclei, macrophages and Langhans’ giant cells. These
giant cells appear larger than those seen in tuberculosis and
contain more nuclei. Intracytoplasmic inclusion bodies such
as asteroid and schaumann bodies may also be present in the
giant cells.21

Diagnosis of sarcoidosis relies on the physical examination,
chest x-ray; the Kveim-Siltzbach skin test being 80-85%
accurate with 2% false negative rate.19 Serological testing in

the form of raised angiotensin converting enzyme is evident
in approximately 60% of the patients with active
sarcoidosis[[[.7, 11, 14]]] Biopsy of the clinically suspicious
lesions is the most accurate diagnostic tool.14

Krespi introduced a new staging sytem for sinonasal
sarcoidosis, which divided the disease into three categories
according to the extent and the reversibility of the disease.
Patients with stage I sinonasal sarcoidosis have limited,
reversible involvement and often suffer from partial nasal
obstruction as a result of hypertrophic turbinates and
mucosal oedema. Stage II sinonasal sarcoidosis represent
moderate but reversible disease with crustations, epistaxis,
adhesions, limited single sinus involvement or
mucoperiosteal thickening. Stage III sinonasal sarcoidosis is
characterized with irreversible disease in the form of septal
perforation, intranasal synechiae, nasal stenosis, saddle
shape deformity or extensive sinus involvement.10

Lupus pernio is a cutaneous manifestation of chronic multi
system sarcoidosis.9

Lupus pernio lesions are flat or minimally raised, violaceous
in colour, and can affect nose, cheeks and ears. Around 50%
of patients with upper respiratory sarcoidosis will develop
lupus pernio of the skin.16

Sarcoidosis of the upper respiratory tract occurs in 6% of
patients with generalized sarcoidosis. Sarcoid granuloma
should be differentiated from tuberculosis, wegner
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granulomatosis and leprosy.1 Lupus pernio of the nose may

also be so extensive that it could be mistaken for
rhinophyma.5

Treatment of sarcoidosis depends on the extent of the
presenting disease. Systemic manifestations such as lung
involvement or arthritis require the use of corticosteroids or
low dose of methotrexate. Sinonasal sarcoidosis requires
prolonged use of steroid nasal sprays, nasal humidification,
mucolytics and irrigation. Sinus drainage procedures may be
necessary to manage acute or chronic sinusitis, not
responding to medical treatment.5

Treatment of lupus pernio has been successful with
hydroxychloroquine (antimalarial drug) and high potency
topical steroid, (0.05% halobetasol propionate.) 9 Intra lesion

steroid injections have been reported with some success.20

Treatment of lupus pernio with excision and split thickness
grafting has been described but not recommended because of
the possibility of graft loss, hyperpigmentation and cosmetic
appearance.6 Carbon dioxide laser remolding of lupus pernio

has been reported in four patients with reasonable success.17

In this article, we are highlighting the strong correlation
between lupus pernio of the facial skin and sinonasal
sarcoidosis, as 50% of patients with upper respiratory
sarcoidosis can develop lupus pernio. In this case report, our
patient had two septal surgical procedures prior to attention
being drawn to the lupus pernio on the dorsum of the nose.

We therefore recommend a thorough ENT examination in all
patients with suspicious facial lesions, in order to prevent the
potential for overlooking sarcoidosis of the upper respiratory
tract.
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