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CLINICAL CASE

Peritoneal sarcoidosis that simulates peritoneal
carcinomatosis: a case report
Sarcoidosis peritoneal que simula carcinomatosis peritoneal: a propdsito de un caso
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Abstract

Sarcoidosis is a multisystem inflammatory disorder of unknown cause characterized by the formation of pleomorphic, non-caseating
granulomas with predominantly pulmonary involvement. Although abdominal sarcoidosis represents 30% of extrapulmonary
manifestations, peritoneal involvement is extremely rare. We will describe a rare case of peritoneal sarcoidosis simulating car-
cinomatosis in a young patient with abdominal pain who underwent laparoscopic examination.
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Resumen

La sarcoidosis es un trastomo inflamatorio multisistémico de causa desconocida que se caracteriza por la formacion de granulomas
pleomorficos, no caseificantes, con afectacion predominantemente pulmonar. Aunque la sarcoidosis abdominal representa el 30% de
las manifestaciones extrapulmonares, la afectacion peritoneal es extremadamente rara. Describiremos un caso poco frecuente de
sarcoidosis peritoneal simulando carcinomatosis en una paciente joven con dolor abdominal sometida a exploracion laparoscépica.
Palabras clave: Enfermedades peritoneales. Sarcoidosis. Laparoscopia. Abdomen agudo.

patients, with the abdomen being the most frequent
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site. However, peritoneal involvement is extremely

Sarcoidosis is a multisystem, inflammatory disorder
of unknown cause characterized by the formation of
epithelioid, non-caseating granulomas'. The presence
of granulomas in the absence of other granulomatous
diseases is characteristic of sarcoidosis?. It is usually
diagnosed in patients between 20 and 40 years of age,
with a greater incidence in female patients®. The lungs
and lymphoid system are the most commonly involved
sites, with a frequency of 90% and 30%, respectively*.
Extrapulmonary involvement is observed in 30% of
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rare®. Abdominal sarcoidosis can occur in the absence
of lymphatic or pulmonary disease®. The lesions are
uncharacteristic, mimicking more common neoplastic or
infectious diseases such as lymphoma, peritoneal car-
cinomatosis, granulomatous, or mycobacterial infec-
tions’. Although usually asymptomatic, the presence of
symptomatic abdominal involvement can affect progno-
sis and treatment options. Symptomatic abdominal sar-
coidosis requires treatment with immunosuppressant
agents'. We will describe a rare case of peritoneal
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Figure 1. Axial computed tomography scan where diffuse thickening
of the appendix can be seen (yellow arrow).

Figure 2. Intraoperative findings: small bowel with multiple punctate
lesions.

sarcoidosis mimicking carcinomatosis in a young
patient.

Case report

A 29-year-old female patient, with a history of slowly
resolving pneumonia associated with pleural effusion
3 years earlier, attended at the Emergency Room with
a moderate intensity generalized abdominal pain start-
ing 3 h ago, predominantly located in the hypogastrium,
continuous with colic exacerbations, associated with
episodes of vomiting of gastro-bilious content. On phys-
ical examination, she was clinically and hemodynami-
cally stable, with preserved vital signs and a soft lax
abdomen with mild tenderness and guarding over the
right iliac quadrant and hypogastric region without defi-
nite rigidity as in peritonitis. Laboratory tests showed
7300 white blood cells/dL, with 74% neutrophils and 0%
eosinophils, CRP 0.49 mg/dL, erythrocyte sedimenta-
tion rate 25 mm/h, negative human chorionic

Figure 3. Intraoperative findings: uterine tubes with punctate lesions
and serous free fluid at the pouch of Douglas.
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Figure 4. Intraoperative findings: hepatic adhesions with seeding of
lesions from which samples were taken.

gonadotropin, and normal urine test results. Abdominal
and transvaginal ultrasounds were requested, both nor-
mal, and because she continued with symptoms, a CT
scan of the abdomen and pelvis with intravenous con-
trast was requested, which showed diffuse thickening
of the appendix with concentric reinforcement, homo-
geneous post-contrast, and inflammatory edematous
appearance (Fig. 1). In addition, minimal thickening
was visualized with increased density of the greater
omentum on the left margin (non-specific) and a 3-mm
calcification in the lower sector of segment 8 of the right
hepatic lobe. The patient was admitted and underwent
laparoscopic exploration, where multiple punctate le-
sions were observed throughout the peritoneum, proxi-
mal, and distal small intestine and in the colon (Fig. 2).
The appendix presented the same characteristics. At
the pelvis, both fallopian tubes were found with lesions
of the same characteristics and serous free fluid was
visualized at the bottom of the pouch of Douglas
(Fig. 3). Samples were taken from the peritoneal right
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Figure 6. Axial abdominal MRI where small hypointense nodules in the right hepatic lobe and the subcapsular splenic medial border can be
seen (yellow arrows).

flank and from the hepatic adhesions, with seeding of
lesions (Fig. 4), and the decision was not to perform
appendectomy. The histopathological study revealed
granulomatous peritonitis with non-necrotizing sarcoid
granulomas, PAS, and ZN negative; and the cytological
smear of the abdominal fluid showed mesothelial cells,
lymphocytes, and neutrophils (Fig. 5). The post-opera-
tive period was uneventful without complications and
the patient was discharged from the hospital 48 h after
surgery. Evaluated by the Rheumatology Department,
an immunological laboratory test was requested show-
ing negative ANA, ENA, anti-DNA, ANCA, normal com-
plement, Beta-2 microglobulin 1.7 mg/dL (normal range:
0.8-2.2), ECA 24.2 Ul (normal range: 8-52), and normal
proteinogram by electrophoresis with 1.5 g% of gamma
globulin, normal both serum and urinary calcium levels.
In addition, IgG4 was normal, and an MRI of the abdo-
men showed small hypointense nodules in very small
numbers, visible in the right hepatic lobe and the sub-
capsular splenic medial border, associated with a small
amount of laminar perihepatic and perisplenic fluid

(Fig. 6). The patient started treatment with methotrex-
ate 20 mg/week, folic acid 10 mg/week, and colchicine
1 mg/day, with clinical improvement.

Discussion

Sarcoidosis is a granulomatous disease with predomi-
nant pulmonary involvement. Although abdominal sar-
coidosis represents 30% of extrapulmonary manifestations,
peritoneal involvement is rare, and the exclusive presence
of peritoneal sarcoidosis without pulmonary involvement is
exceptional®. Extrapulmonary involvement depends on
gender, age at diagnosis, and ethnicity®.

Most cases occur in women between the second and
fourth decades of life”®. A literature search was per-
formed in PubMed, where it was found that there are only
33 cases of peritoneal sarcoidosis reported to date, with
the first case reported by Robinson and Ernest in 1954,

The most frequent clinical presentation is abdominal
pain, but it is often asymptomatic™. It most commonly
presents as ascites or granulomatous peritoneal nodules,
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requiring pathological examination by a biopsy to rule out
peritoneal carcinomatosis or tuberculous peritonitis'.

In general, the diagnosis of peritoneal sarcoidosis is
established when clinical and imaging findings are sup-
ported by typical histopathological findings in the perito-
neum. Non-caseating granulomatous inflammation and
other causes of granulomas, such as infectious diseases
(tuberculosis, histoplasmosis, brucellosis, and toxoplas-
mosis), autoimmune disorders (granulomatosis with
polyangiitis, primary biliary cholangitis, and Crohn’s dis-
ease), occupational and environmental exposures (be-
ryllium, talc, and fungi), delayed-type hypersensitivity to
foreign agents, and neoplasms should be excluded™.

As the differential diagnoses of this granulomatous
process are extensive, diagnostic laparoscopy is often
required to reveal the involvement of granulomatous
disease in the visceral and parietal peritoneum since
imaging studies such as tomographies are often un-
able to detect them due to their small size™.

Laboratory studies are often unrevealing, and pe-
ripheral lymphopenia with CD4 depletion, hypercalce-
mia, and hypercalciuria may be found. Elevated CA
125 levels have been observed in some cases of peri-
toneal sarcoidosis, but it is still uncertain whether it
would be a reliable marker of sarcoidosis activity®'®
since it is also present in other causes of benign and
malignant peritoneal diseases'™. Although elevated
ACE levels have been repeatedly observed in patients
with sarcoidosis, increased concentrations have not
been directly correlated with peritoneal involvement™.

Most cases of peritoneal sarcoidosis have a benign
course, resolving spontaneously or with a short course
of corticosteroids", sometimes with the addition of
methotrexate'®, as in the case of our patient.

Conclusion

Sarcoidosis is a multisystem, inflammatory disorder
of unknown cause. Although peritoneal involvement is
extremely rare, it may mimic peritoneal carcinomatosis
and should be suspected as a differential diagnosis,
especially in young women. The diagnosis is estab-
lished when clinical and imaging findings are supported
by typical histopathological findings. Most cases have
a benign course.

Funding

No financial
investigation.

support was provided for this

Conflicts of interest

The authors declare that they have no conflicts of
interest.

Ethical disclosures

Protection of human and animal subjects. The
authors declare that no experiments were performed
on humans or animals for this study.

Confidentiality of data. The authors declare that
they have followed the protocols of their work center
on the publication of patient data.

Right to privacy and informed consent. The au-
thors have obtained the written informed consent of the
patients or subjects mentioned in the article. The cor-
responding author is in possession of this document.

References

1. Grunewald J, Grutters JC, Arkema EV, Saketkoo LA, Moller DR, M-
ller-Quernheim J. Sarcoidosis. Nat Rev Dis Primers. 2019;5:45. Erratum
in: Nat Rev Dis Primers. 2019;5:49.

2. Nicolini A, Vita M, Lanata S. Peritoneal sarcoidosis: an unusual presen-
tation and a brief review of the literature. Monaldi Arch Chest
Dis.2011;75:132-4.

3. Rybicki BA, Major M, Popovich J Jr., Maliarik MJ, lannuzzi MC. Racial
differences in sarcoidosis incidence: a 5-year study in a health mainte-
nance organization. Am J Epidemiol. 1997;145:234-41.

4. Baughman RP, Lower EE. Sarcoidosis. In: Loscalzo J, Fauci A, Kas-
per D, Hauser S, Longo D, Jameson J., editors. Harrison’s Principles of
Internal Medicine. 7" ed. New York, NY, USA: McGraw Hill1; 2008.

5. Gorkem U, Gungor T, Bas Y, Togrul C. Abdominal sarcoidosis may mimic
peritoneal carcinomatosis. Case Rep Obstet Gynecol. 2015;2015:263945.

6. MacArthur KL, Forouhar F, Wu GY. Intra-abdominal complications of
sarcoidosis. J Formos Med Assoc. 2010;109:484-92.

7. Gezer NS, Bagara |, Altay C, Harman M, Rocher L, Karabulut N, et al.
Abdominal sarcoidosis: cross-sectional imaging findings. Diagn Interv
Radiol. 2015;21:111-7.

8. Gomez-Lépez CE, Arroyo-Prado |, Zaragoza-Valdez D, De la Cruz-Ro-
driguez KI, Polanco-Cruz J, Gutiérrez-Urefia S, et al. Sarcoidosis peri-
toneal: reporte de un caso. Rev Méd MD. 2016;7:205-207.

9. Judson MA, Costabel U, Drent M, Wells A, Maier L, Koth L, et al. The
WASOG sarcoidosis organ assessment instrument: an update of a pre-
vious clinical tool. Sarcoidosis Vasc Diffuse Lung Dis. 2014;31:19-27.

10. Costa F, Arrobas A. Extra-thoracic sarcoidosis. Rev Port Pneumol.
2008;14:127-40.

11. Robinson EK, Ernst RW. Boeck’s sarcoid of the peritoneal cavity; a case
report. Surgery. 1954;36:986-91.

12. Panaccio P, Bellobono M, Esposito L, Ricciardiello M, Cinalli S, Cotelle-
se R. Peritoneal sarcoidosis mimicking peritoneal carcinomatosis. Ann
Ital Chir. 2019;8:52239253X19029803. PMID: 30938712.

13. Lee SW, Lee MH, Lee JE, Choi SY, Yi BH, Jung JM. Peritoneal sarcoi-
dosis: a case report. Medicine (Baltimore). 2019;98:¢16001.

14. Uthman IW, Bizri AR, Khalifeh MJ. Peritoneal sarcoidosis. Semin Arthri-
tis Rheum. 2002;31:353.

15. lyer S, Afshar K, Sharma OP. Peritoneal and pleural sarcoidosis: an
unusual association-review and clinical report. Curr Opin Pulm Med.
2008;14:481-7.

16. Topalak O, Saygili U, Soyturk M, Karaca N, Batur Y, Uslu T, et al. Serum,
pleural effusion, and ascites CA-125 levels in ovarian cancer and nono-
varian benign and malignant diseases: a comparative study. Gynecol
Oncol. 2002;85:108-13.

17. Bourdillon L, Lanier-Gachon E, Stankovic K, Bancel B, Lapras V, Brous-
solle C, et al. Lofgren syndrome and peritoneal involvement by sarcoi-
dosis: case report. Chest. 2007;132:310-2.

18. Dasilva V, Breuil V, Chevallier P, Euller-Ziegler L. Relapse of severe sarcoi-
dosis with an uncommon peritoneal location after TNFalpha blockade. Effi-
cacy of rituximab, report of a single case. Joint Bone Spine. 2010;77:82-3.



