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Introduction
Clear cell sarcoma-like tumor of the gastrointestinal tract (CCSL-GIT)
is a very rare and aggressive mesenchymal neoplasm. It occurs
predominantly in adolescents and young adults [1]. The tumor
classically is associated with tendons and aponeuroses of lower
extremities of young adults and has a distinctive histopathologic and
molecular profile. It has been rarely described in other locations other
than soft tissues, including the gastrointestinal tract [2]. To date, only a
few cases have been described in the literature on the GI tract.

Case Report
A 31-year-old healthy male presented to the emergency department with
acute left lower quadrant spastic abdominal pain for the recent 2 days.
The pain was accompanied by two episodes of vomiting. No rectal
bleeding, fever and weight loss were reported. There was no previous
family history of GI malignancies. Upon admission, he was afebrile and
hemodynamically stable. Physical examination revealed a well-

appearing patient without signs of distress. The abdominal examination
revealed a slightly distended abdomen with LLQ tenderness. Complete
blood count revealed mild microcytic anemia (Hb-10.3 g/dl, MCV75.8fl) and thrombocytosis (511*103/microliter). The white blood count
was normal. Blood chemistry was normal, including bilirubin, liver
enzymes and amylase. CRP was elevated (11.17 mg/dl). An abdominal
CT scan was performed, revealing a large jejunal enhancing endoluminal
mass measuring 4.1*2.9 cm (Figures 1 & 2). The mass caused proximal
intestinal dilatation with fecalization.
Based on these findings, we proceeded to an explorative laparoscopy,
during which we observed an intraluminal, rigid lump in the jejunum,
located 150 cm from the ligament of Treitz and 310 cm from the
ileocecal valve with enlarged lymph nodes in the root of the mesentery
(Figures 3 & 4). A 20 cm segment of jejunum containing the mass was
resected with its mesentery, and primary side to side anastomosis was
performed. The patient's post-operative recovery was uneventful, and he
was discharged three days later.
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A pathologic examination of the biopsy revealed tumor cells positive for
S100 and SOX10, and negative for pankeratin, synaptophysin,
chromogranin, CD56, DOG1 and HMB45. Based on these findings, a
diagnosis of CCSL-GIT was made. FISH break-apart probe for EWSR1
translocation was positive in 78% of cells, consistent with the diagnosis.
Surgical margins were clean. Lymph nodes were free of metastasis.

Figure 1: Contrast enhanced CT scan, axial view. Enhanced
endoluminal mass in the jejunum (arrow) causing proximal expansion of
the intestines and fecalization signs.

In order to establish a proper staging, the patient went through a PETCT examination, which revealed a few small lymph nodes (less than 0.7
cm) in the mesenterial root with a moderate absorption (SUV MAX 3.7)
seen in some of them. This absorption can be interpreted as a postoperative reactivity of the lymph node. No chemotherapy or radiation
were advised by the oncologists. Currently, it has been six months after
the operation, and the patient is regularly followed up without evidence
of disease.

Discussion
Clear cell sarcoma-like tumor of the gastrointestinal tract (CCSL-GIT)
is a very rare and aggressive tumor. Only a few case reports and small
patient series have been reported worldwide. It is a mesenchymal
neoplasm, arising within the wall of the small bowel, stomach, or large
bowel. It occurs predominantly in adolescents and young adults and is
equally distributed among genders [1]. Most patients present with
abdominal pain, with or without evidence of intestinal obstruction, or
with an incidental finding of an abdominal mass on imaging. Some
patients have nonspecific symptoms of anorexia, weight loss, lethargy or
pyrexia and occasionally present with vomiting or hematemesis [1].

Figure 2: Contrast enhanced CT scan, coronal view. Enhanced
endoluminal mass in the jejunum (arrow).

Figure 3

Figure 4

Figures 3 & 4: A large intraluminal jejunal mass. Images were taken
during exploratory laparoscopy.

Surgical Case Reports doi: 10.31487/j.SCR.2020.06.24

The etiology of CCSL-GIT is unknown. Some reported cases have
occurred as secondary malignancies following irradiation for
neuroblastoma and hepatoblastoma in infancy, suggesting radiotherapy
as a possible causative factor [3-5]. Only two cases of post-operative
radiotherapy and chemotherapy were reported: one in a patient who had
a synchronous colonic adenocarcinoma and another in a patient with
progressive disease [1, 6]. Both subsequently developed metastases from
CCSL-GIT.
Clinically, CCSL-GIT is characterized by highly aggressive clinical
behaviour, with a high risk of recurrence and metastatic disease and short
survival. A large proportion of patients with CCSLTGT have metastases
at presentation. The median survival ranges from 8-18.5 months [1, 6].
Reported metastatic sites include the liver, lymph nodes and intraabdominal sites [2].
CCSL-GIT is positive for S100 protein and SOX10, invariably negative
for melanocytic-specific markers and is often also positive for
neuroendocrine markers. Many studies have shown associations with
EWSR1-CREB1 gene fusion and less frequently, with EWSR1-ATF1
fusions [1, 6, 7].
There are currently no reliable clinical or histological parameters helpful
in predicting tumor behaviour, and optimal management is yet to be fully
established. The usual management is resection of the tumor with its
corresponding bowel segment followed by close monitoring for locally
recurrent and metastatic disease, including regular imaging [1].
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Conclusion
CCSL-GIT is a very rare and relatively recently characterized tumor. It
is extremely aggressive, with very high rates of metastatic development
and poor survival. Due to its rarity a consensus concerning treatment has
not been formulated yet. Therefore, multidisciplinary discussion
between oncologists and surgeons is crucial for individualizing the
optimal management of each case.

REFERENCES

1.

Wang J, Thway K (2015) Clear cell sarcoma-like tumor of the
gastrointestinal tract: An evolving entity. Arch Pathol Lab Med 139:
407-412. [Crossref]

2.

Yegen G, Gulluoglu M, Mete O, Onder S, Kapran Y (2015) Clear cell
sarcoma-like tumor of the gastrointestinal tract: A case report and
review of the literature. Int J Surg Pathol 23: 61-67. [Crossref]

Statement of Ethics

3.

Thway K, Judson I, Fisher C (2014) Clear cell sarcoma-like tumor of
the gastrointestinal tract, presenting as a second malignancy after

Written informed consent was obtained from the patient for publication
of this case report and accompanying images, it is available for
consultation.

childhood hepatoblastoma. Case Rep Med 2014: 984369. [Crossref]
4.

Balkaransingh P, Saad SA, Govil SC, Thind PK, Ballance CM et al.
(2012) Clear cell sarcoma of the gastrointestinal tract presenting as a
second malignant neoplasm following neuroblastoma in infancy.
Pediatr Blood Cancer 58: 481-482. [Crossref]

Competing Interests
5.

Yang JC, Chou AJ, Oeffinger KC, La Quaglia MP, Wolden SL (2012)
Clear cell sarcoma of the gastrointestinal tract after very low-dose

None.

therapeutic radiation therapy: a case report. J Pediatr Surg 47: 19431945. [Crossref]

Disclosure
6.

Libertini M, Thway K, Noujaim J, Puls F, Messiou C et al. (2018) Clear
cell sarcoma-like tumor of the gastrointestinal tract: Clinical outcome

They confirm that the manuscript has not been published elsewhere and
is not under consideration by another journal.

and pathologic features of a molecularly characterized tertiary center
case series. Anticancer Res 38: 1479-1483. [Crossref]
7.

Antonescu CR, Nafa K, Segal NH, Cin PD, Ladanyi M (2006) EWSCREB1: A recurrent variant fusion in clear cell sarcoma association
with

gastrointestinal

location

and

absence

of

melanocytic

differentiation. Clin Cancer Res 12: 5356-5362. [Crossref]

Surgical Case Reports doi: 10.31487/j.SCR.2020.06.24

Volume 3(6): 3-3

