CASE REPORT

Systemic Sarcoidosis With a Pseudo-Tumoral Phenotype

Donia Chebbi!, Raida Ben Salah?, Faten Frikha!, Héla Fourati?, Mariam Ghribi®, Zeineb Mnif?, Zouhir Bahloul*

! Department of Internal Medicine, Hedi Chaker University Hospital, Medical School of Sfax, University of Sfax, Sfax, Tunisia

2 Department of Radiology, Hedi Chaker University Hospital, Medical School of Sfax, University of Sfax, Sfax, Tunisia

Received: 02 Mar. 2022; Accepted: 16 Feb. 2023

Abstract- Sarcoidosis is a systemic disease histologically characterized by the presence of non-caseating
granulomas. Granulomas can affect all structures of the body, giving heterogeneous manifestations and making
the diagnosis of this disease a real challenge. We report the case of a 72-year-old woman who presented with
two rare manifestations of sarcoidosis: an orbital and a pulmonary pseudotumor. The orbital tumor revealed the
disease. Clinically, the patient had palpebral swelling. Orbital MRI showed an orbital pseudotumor hypointense
on T1, and hyperintense on T2, heterogeneous and enhanced after gadolinium injection. The thoracic
localization was asymptomatic, revealed by the chest Computed Tomography (CT) scan. Histological evidence
of granuloma was obtained at both locations. The level of angiotensin-converting enzyme was high. All the
other systemic granulomatous diseases were eliminated. We started a systemic corticotherapy with good

clinical results.
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Introduction

Sarcoidosis is a systemic granulomatosis of unknown
etiology. Bilateral hilar lymphadenopathy, skin and
ocular involvement are the most common symptoms (1).

We present an unusual form of systemic sarcoidosis
with a pseudotumoral phenotype, associating an orbital
and a pulmonary pseudotumor.

Case Report

We report the case of a 72-year-old woman who
presented with a hard, adherent, and painless mass of the
upper eyelid progressively evolving for 3 months,
without any decrease in visual acuity. She had no history
of tuberculosis. She was a non-smoker woman, and she
had no occupational exposures to molds, gases, or fumes.
No other clinical manifestations were objectified apart
from a xeropthalmia with a short break-up time. This
mass was initially explored by a CT scan of the head and
face, which revealed a soft tissue mass in the upper-
internal angle of the right orbit closely related to the

medial rectus muscle with no detectable bone invasion
(Figure 1A). Magnetic Resonance Imaging (MRI) of the
orbit revealed an intra and extra-conical expansive
process of the inner wall of the right orbit hypointense in
T1, hyperintense in T2, and heterogeneously enhanced
after gadolinium injection. The process infiltrates the
medial rectus muscle as well as the retroconical fat
(Figure 1B). This orbital pseudotumor was biopsied,
revealing confluent tuberculoid granulomas without
Caseous necrosis.

Laboratory tests showed no inflammatory syndrome,
normal blood count, calcium level, and liver function.
The tuberculin intradermal reaction (IDR) and the BK test
in sputum and urine were negative. The level of
angiotensin-converting enzyme (ACE) was high. The
anti-nuclear antibodies (ANA) and anti-neutrophil
cytoplasmic antibodies (ANCAS) were also negative.

Looking for systemic granulomatosis, a chest CT scan
was performed revealing a right hilar parenchymal
process, associated with two right postero-basal spicular
condensations (Figure 2).

A lung tumor (primary or secondary) or a lymphoma

Corresponding Author: D. Chebbi

Department of Internal Medicine, Hedi Chaker University Hospital, Medical School of Sfax, University of Sfax, Sfax, Tunisia

Tel: +21622308574, E-mail address: doniachebba@gmail.com

Copyright © 2023 Tehran University of Medical Sciences. Published by Tehran University of Medical Sciences
This work is licensed under a Creative Commons Attribution-NonCommercial 4.0 International license (https://creativecommons.org/licenses/by-
nc/4.0/). Non-commercial uses of the work are permitted, provided the original work is properly cited



Orbital pseudotumor

with intra-orbital infiltration were first suspected. A
computed tomography-guided biopsy of the hilar mass
revealed a granulomatous inflammation without caseous
necrosis. Respiratory function tests and blood gases were
normal. Biopsy of accessory salivary glands was also
performed, showing no granulomatous lesions.

The diagnosis of systemic sarcoidosis with orbital and
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pulmonary pseudotumor was made. Oral corticosteroid
therapy was prescribed starting at 1 mg/kg/d of
prednisone equivalent. The initial evolution was good
with the disappearance of the palpebral mass. An orbital
MRI and a chest CT scan were considered to control the
lesions, but the patient was lost to follow-up.

Figure 1. A: Facial scan: tissular mass in the supero-internal orbital angle (red arrow); Figure 1 B: Orbital MRI: expansive process of the inner

wall of the intra and extra-conical right orbit (blue arrow) hypointense on T1, enhanced after gadolinium injection

Figure 2. Chest CT scan: a right hilar mediastino-parenchymal process, associated with peri-bronchovascular thickening and two right posterior-

basal spiculated condensations

Discussion

We describe an unusual presentation of sarcoidosis
revealed by an orbital tumor. Ocular damage is noted in
25%-60% of patients with uveitis being the most
prevalent manifestation (2). However, orbital sarcoidosis
is rare. Only few cases of orbital tumor revealing
sarcoidosis are reported in the literature (3,4). The
lachrymal glands are the most affected orbital site (42 to
63%) (5). Orbital involvement during sarcoidosis mainly
affects old women with a mean age of 55,9 years (range:
27-85 years) and a sex ratio 4:3 (2). In concordance with
literature, our case concerns a 72-year-old woman.
Orbital pseudotumor may manifest clinically by
periocular mass, ptosis, xerophthalmia, diplopia and even
decreased vision. Our patient presented xerophthalmia
and a palpable palpebral mass. Biopsy with histological
analysis  confirms  the  orbital  non-caseating
granulomatosis, which was the case of our patient. It is
necessary to look for other systemic damages in order to
define systemic sarcoidosis. In fact, isolated orbital
granulomatous disease is often confused with the
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sarcoidosis in ophthalmic literature (2). A chest X-ray
must be performed and ideally completed by a high-
resolution CT of the chest. In our case, the chest CT
scanner revealed a pulmonary pseudotumor.

Nodular lung disease is a rare manifestation of
sarcoidosis (2,4 to 4%), with limited data in the literature.
McCord and Hyman reported in 1952 the first case of
nodular sarcoidosis with multiple bilateral nodules
mimicking pulmonary metastasis. Nodular sarcoidosis
mostly affects African American women aged between
20 and 40 years (6).

It can be manifested by a single or multiple lesions
(7). Histological evidence is necessary because of the
variability in radiological presentation and in order to
eliminate other etiologies, particularly malignant tumors
(8). Pulmonary lesions were multiple in our case (one
hilar parenchymal mass and two postero-basal spicular
condensations). Histological confirmation of a non-
caseating granuloma was obtained from a biopsy of the
hilar mass. Malignant etiologies were thus eliminated.
Besides, the mismatch between the absence of clinical
symptoms and the extent of radiological lesions was



another argument for the benignity of the process.
Tuberculosis was also ruled out by the absence of general
signs and the negativity of the IDR and the BK tests. The
diagnosis of systemic sarcoidosis was made, supported by
the high level of ACE.

The management of orbital sarcoidosis depends on the
site of the mass, its functional impact, the activity of the
disease, and the presence of other systemic damage.
General corticotherapy remains the cornerstone of the
treatment, with good response. Methotrexate may be used
as second-line treatment in cases of corticoresistance or
intolerance to corticoids. In the case of localized orbital
disease, local injections of steroids are proposed.
Chirurgical excision is also a good alternative in this case
(4). The evolution of pseudotumoral pulmonary
sarcoidosis may be spontaneously favorable. General
corticotherapy is indicated in cases of progressive and
symptomatic pulmonary disease or the presence of other
severe damages (8). Our patient was treated with oral
corticosteroids with a good clinical outcome. She was
unfortunately lost to follow-up, and radiologic images
have not been checked.

In conclusion, we reported an atypical presentation of
systemic sarcoidosis revealed by an orbital pseudotumor,
with a particular and extremely rare pulmonary
manifestation consisting of multiple unilateral pulmonary
nodules. Histological proof of non-caseating granuloma
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was mandatory to confirm sarcoidosis and to exclude
other diagnoses, especially malignant tumors.

References

1. Bargagli E, Prasse A. Sarcoidosis: a review for the
internist. Intern Emerg Med 2018;13:325-31.

2. Pasadhika S, Rosenbaum JT. Orbital and Adnexal
Sarcoidosis. Arch Ophtalmol 2007;125:1657-62.

3. Kobak S, Topaloglu K, Oncel G, Karaarslan A. Sarcoidosis
presenting as orbital pseudotumor. Reumatismo
2015;67:78-81.

4.  Sassi SH, Dhouib R, Khanchel F, Doghri R. Orbital Tumor
Revealing a Systemic Sarcoidosis. Acta Med Iran vol
2015;53:195-7.

5. Pasadhika S, Rosenbaum JT. Ocular sarcoidosis. Clin
Chest Med 2015;36:669-83.

6. Sweidan AJ, Singh NK, Stein A, Tanios M. Nodular
Sarcoidosis Masquerading as Cancer. Clin Med Insights
Circ Respir Pulm Med 2017;11:1179548417703123.

7. Marques M, Renaud J, Belleguic C, Meunier C, Delaval P.
Les formes pseudo-tumorales de la sarcoidose. Rev Mal
Respir 2001;18:185-8.

8. Atig A, Guiga A, Bouker A, Ghannouchi N, Bahri F.
Atypical sarcoidosis. Rev Pneumol Clin 2017;73:113-4.

Acta Medica Iranica, Vol. 61, No. 3 (2023) 193



