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Introduction

Sarcoidosis is a multi-organ system autoimmune disorder 
characterized by the presence of non-caseating granuloma 
formation within one or more organ systems [1]. The majority 
of cases present with lung involvement, however 30-50% of 
cases have extra-pulmonary involvement at the time of clini-
cal presentation [2]. These extra-pulmonary manifestations 
typically involve the skin, lymph nodes and eyes. Rarely sar-
coid can manifest in the abdomen; however, this is typically 
noted in the liver and spleen [3]. Peritoneal sarcoidosis is a 
rare manifestation of the disease with less than 50 reported 
cases and it can rarely mimic ovarian or primary peritoneal 
carcinoma with elevated CA125 levels. There are 5 reported 
cases reported in the literature. 

Case Report

A 54-year-old peri-menopausal woman presented with recur-
ring fevers and chills for 3 days. Prior to this hospital admis-
sion, the patient reported abdominal discomfort and consti-
pation for 1 week. She also described increasing abdominal 
girth, however she was unsure of the duration. She also re-
ported that she had persistent lower back pain and knee pain 
for approximately 2 years. She had been told in the past that 
she had uterine fibroids, but these had never been symp-

tomatic. Upon examination she was noted to have significant 
abdominal distension with ascites and a 16-week size uterus 
with mild tenderness to palpation. She was noted to be febrile 
to 39C on admission and she continued to spike fevers >38C 
approximately every 12 hours throughout the majority of her 
hospitalization. A source of fever could not be identified and 
the WBC count was 5.7 without any shift. A Computed Tomog-
raphy (CT) scan demonstrated moderate abdomino-pelvic as-
cites with enhancement of the peritoneal reflection and ill-de-
fined areas of peritoneal nodularity. Omental thickening, likely 
representing omental caking was also noted. Retroperitoneal 
adenopathy with para-aortic, aorto-caval and cardio-phrenic 
lymph nodes noted to be enlarged. The uterus contained mul-
tiple heterogeneous enhancing lesions (Figure 1).
The initial CA125 was 568U/ml and the Erythrocyte Sedimen-
tation Rate (ESR) and C-Reactive Protein (CRP) were noted to 
be slightly elevated at 28 and 5.9 respectively. Of note, the 
Quantiferon Tuberculosis (TB)-gold was performed and was 
noted to be positive which raised suspicion for disseminated 
TB. However, no suspicious lung findings were noted on Chest 
X-Ray and 3 separate sputum cultures were negative. Subse-
quently a CT guided core biopsy and a FNA of the left retroper-
itoneal lymph node revealed lymphoid tissue with granulomas 
and no Acid Fast Bacilli (AFB) were identified. After discharge, 
an ultrasound guided core biopsy and Fine Needle Aspiration 
(FNA) of a peritoneal nodule in the right upper quadrant was 

Figure 1: The uterus contained multiple heterogeneous enhancing lesions.
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negative for malignant cells and consistent with lymphoid tis-
sue with granulomatous inflammation. AFB and GMS stains 
were again negative for organisms. 
The patient was subsequently lost to follow up and was re-ad-
mitted to the hospital 4 months later. She was noted to have 
persistence of the constitutional symptoms and there was 
progression of disease noted on the repeat CT scan (Figure 
2). There was an interval increase in the peritoneal disease 
with omental caking as well as increased retroperitoneal ad-
enopathy and thickening of diaphragm. Her ESR and CRP were 
increasing to 77 and 27.9 respectively. The patient was also 
noted to have a serum ACE level of 99 (normal range 14-82). 
A repeat omental biopsy was performed with findings consis-
tent with the prior histology. 

Discussion

Although the lung is the most common site of occurrence of 
sarcoidosis, it can present in numerous extra-pulmonary loca-
tions. The typical clinical presentation of fever, bilateral hilar 
lymphadenopathy, erythema nodosum and arthralgia may 
not be present in extra-pulmonary disease, which makes the 
diagnosis more difficult to ascertain. Peritoneal sarcoid may 
mimic neoplastic, infectious and other inflammatory diseases 
on imaging. Lymphoma, primary peritoneal cancer, metastatic 
ovarian cancer, tuberculosis, Whipple’s disease, actinomyco-
sis, amyloidosis, fibromatosis or inflammatory pseudo-tumors 
and even endometriosis can be included in the differential di-
agnosis [4].
The diagnosis of sarcoidosis should be suspected based on 
clinical suspicion and laboratory tests, however, the definitive 
diagnosis can only be confirmed histologically. The presence 
of non-caseating granulomas is characteristic of sarcoidosis, 
although before making the diagnosis, other granulomatous 
diseases, especially TB, must be ruled-out [5]. 
It is exceedingly rare for sarcoidosis to present with peritoneal 
disease. Under these circumstances, the presence of ascites 
is noted in a majority of these cases. The ascites is typically 
an exudate supported by a SAAG <1.1 which indicates a peri-
toneal process, as noted in this case. This is unlike the ascites 
seen with more common presentations of sarcoid which are 

typically transudative processes caused by granulomatous ob-
struction of pulmonary or hepatic vasculature [6].
Elevated CA125 correlates with disease involving the perito-
neum as peritoneal mesothelial cells are potent producers of 
CA125. This is postulated to be due to increased expression 
of pro-inflammatory cytokines, namely Interleukin-1b, Inter-
feron-gamma and Vascular Endothelial Growth Factor in re-
sponse to local insult [7]. While a significantly elevated CA125 
often increases our suspicion for malignancy, other conditions 
should also be considered. An elevated CA125 can also be 
seen in many benign conditions including endometriosis, pel-
vic inflammatory disease, during menstruation and pregnancy 
and in numerous other inflammatory conditions such as SLE. 
In our review of the reported cases of peritoneal sarcoid, 5 of 
the cases had elevated CA125 at time of diagnosis [8].
Elevated serum ACE can point toward a diagnosis of sarcoid. 
ACE being produced by sarcoid granulomas can produce el-
evated serum Angiotensin Converting Enzyme (ACE) in ap-
proximately 60% of patients with sarcoidosis [6]. The elevated 
ACE levels in our patient in combination with the imaging and 
histological findings in the absence of tuberculosis lead to a 
final diagnosis of peritoneal sarcoidosis. 

Interestingly there were no other cases reported where re-
peat imaging had been done in a short interval where such 
marked disease progression was noted. This again fostered 
the possibility of malignancy. The disease was appearing to 
spread rapidly and mimicking metastatic ovarian or primary 
peritoneal cancer. However, no evidence of malignancy could 
be found on histology. 

Conclusion

The distinctiveness of this case is in the unusual and rare pre-
sentation of extra-pulmonary sarcoidosis and the rapid clinical 
progression of the disease which was a convincing imitation 
of a metastatic malignancy. In clinical practice it is important 
to address the diagnostic alternatives, like sarcoidosis, as im-
aging and laboratory tests may suggest malignancy; however, 
these can often be non-specific and definitive histology is im-
perative to the diagnosis and the optimal clinical management 
of these patients. 

Figure 2: Progression of disease noted on the repeat CT scan.
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