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Granular Cell Tumor of the Cecum: A Rare Neoplasm
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Background A 59-year-old male was incidentally found to have a granular cell tumor of the cecum.

Summary  Granular cell tumors (GCTs) are uncommon soft tissue neoplasms that may present in various
organs throughout the body. The most common locations are the subcutaneous tissue and the oral
cavity; however, they have been reported in the submucosa of the gastrointestinal tract (GIT) from
the esophagus to the rectum. GCTs are often found incidentally on routine endoscopy, and unlike
most submucosal lesions, they possess malignant potential. We report a case of a GCT found in
the cecum on a routine endoscopy of a 59-year-old asymptomatic male.

Conclusion ~ GCTs of the GIT are rare but require attention due to their malignant potential. We present a case
of a GCT in the cecum that required surgical resection. This case report highlights the incidence
of GCTs involving the GIT, the necessity of resection, and the different options for treatment.
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Case Description

The authors present a case of a rare colonic lesion requiring
surgical resection for a granular cell tumor. The patient is
a 59-year-old, asymptomatic male who was found to have
a submucosal cecal mass on routine colonoscopy, which
the endoscopist felt uncomfortable removing. There was
no remarkable past medical or surgical history, but he was
a 30 pack-year smoker. He had a significant family history
of breast cancer in his mother and sister.

On colonoscopy, a solitary nodular lesion was found in the
cecum with yellow discoloration, suggestive of a lipoma on
gross examination (Figure 1). Gross appearance was lipo-
matous with a positive “pillow” sign. Biopsies were per-
formed, and histology of the lesion revealed a granular cell
tumor with IHC stains positive for S100, Calretinin, PAS,
and CD68 and negative for AE1/3, CK7, CK20, Vimen-
tin, and Desmin.

Figure 1. Solitary Submucosal Lesion in Cecum Seen on Colonoscopy.
Published with Permission

The endoscopist felt the lesion was not amenable to endo-
scopic resection given the location and multiple failed
attempts and referred the patient for surgical resection.
The patient underwent a laparoscopic right hemicolecto-
my with an uneventful postoperative course.
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Final anatomic pathology revealed the following: 5 x 3
mm granular cell tumor of the submucosa at the cecum
without invasion of the muscularis propria (Figure 2),
IHC staining positive for S100 (Figure 3A) and CDG68
(Figure 3B), 28 reactive lymph nodes without evidence of
metastasis. Small bowel, colonic, and soft tissue margins
were tumor-free.

Figure 2. Two H&E Stains. Published with Permission

B 7 & - “ -\4-

T 9 o | % 8
e (3 P 8

¥ P

400x magnification: granular cytoplasm
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Figure 3. Immunohistochemical Staining of Tumor Showing Positive
Immunoreaction for S100 Protein and CD68

Discussion

Abrikossoff first described GCT's in 1926 as a form of mus-
cle tumor.>* GCTs likely result from the proliferation of
Schwann-like cells and histologically have a coarse, eosino-
philic appearance with positive periodic acid—Schiff (PAS)
staining.>* The granular nature of the tumor cells is due
to the accumulation of secondary lysosomes in the cyto-
plasm.*  Typically, the overwhelming majority are
solitary nodules."** GCTs most commonly (45 to 65%)
manifest in the head and neck region, specifically in the
oral cavity, skin, and subcutaneous tissue.>*’
Involvement of the GIT is rare and has only been seen
in about 1 to 11% of reported cases, with one-third of
these occurring in the esophagus.*>%?
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GCTs are generally benign; however, 1 to 3% of iden-
tified lesions have been reported as malignant.> When
malignant, they are often larger than 5 cm, margins are
unclear with surrounding tissue, invade the fat and/or
muscle tissue, and are strongly positive for S100 and neu-
ron-specific enolase on immunohistochemistry (IHC).
Neither biopsies nor EUS can reliably distinguish benign
GCT from malignant.” Taking the malignant potential into
consideration, the management of GCTs requires prompt
excision via endoscopy or surgical resection if endoscopic
resection is not feasible. Limited data is available regarding
the rate of lymph node metastasis of GCT's of the colon
owed to its rarity. A case series of 98 cases revealed a 1%
chance of lymph node metastasis.'” Laparoscopic cecec-
tomy was considered; however, the surgeon felt a formal
oncological laparoscopic right hemicolectomy was the pre-
ferred operation due to the lack of data available regarding
these rare tumors in the colon.

This patient’s GCT is unusual, given its location. As stat-
ed, GCTs usually occur in the tongue and the skin, while
1 to 11% of GCTs occur in the GI tract.*>* Of those
occurring in the GIT, the majority are found in the esoph-
agus, duodenum, anus, or stomach.*>*’ Rarely are GCT's
found in the colon or rectum.*>*° Since the discovery of
GCTs, 130 cases of colonic GCTs have been identified
in English-language journals.” Colonic GCTs are most
commonly found incidentally on screening colonoscopy,
such as in this case, or when investigating other suspected
lesions.>”

The diagnosis of GCT depends on histopathology with a
variable architecture ranging from small and well-circum-
cised nodules to larger and poorly circumscribed lesions.*?
They may sometimes display an infiltrative property with
satellite nodules as well.>> GCT cells are typically rounded
epithelioid with a diffusely granular eosinophilic cytoplasm
(Figure 3). The cytoplasm of the tumor cells accumulates
secondary lysosomes responsible for the granular appear-
ance.” The lysosomes stain with PAS and are diastase resis-
tant.* IHC positivity for CD68 and neural marker S100
supports the diagnosis of GCT.**? Despite a large amount
of IHC studies, the histogenesis of GCTs has not yet been
fully elucidated. However, IHC reactivity with S100,
myelin, vimentin, neuron-specific enolase, calretinin, and
CD-68 suggests derivation from Schwann cells.>*
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Given the rare nature of these neoplasms, a consensus on
the algorithm of management has yet to be established.
Unlike most submucosal lesions, GCTs have malignant
potential, and thus, prompt resection is necessary.*” Malig-
nancy is more likely with lesions greater than 5 cm in size
and those that exhibit infiltrative growth.>®? After identi-
fication, endoscopic ultrasound (EUS) should be utilized
to determine the depth of invasion.” Chen et al. and Take
et al. report that lesions smaller than 2 ¢cm can successful-
ly be managed by endoscopic mucosal resection (EMR)
or endoscopic submucosal dissection (ESD).>? Chen et
al. further state that lesions measuring 3-5 cm may be
completely removed by endoscopic submucosal excava-
tion (ESE) but that tumors greater than 5 cm or those not
amenable to endoscopic resection for any reason should be

managed with traditional surgery, as in our case.’”

Conclusion

This case report demonstrates a rare tumor found in the
GIT with the intent to report the incidence and discuss
treatment options. There is a consensus that these lesions
should be excised due to the malignancy potential, even
though no established algorithm exists. The majority can
be removed endoscopically, but those not amenable to
endoscopic resection should be referred to a surgeon for
formal resection, as in our case.

Lessons Learned

Granular cell tumors of the gastrointestinal tract are rare-
ly reported in the literature, but we should be vigilant in
diagnosing and intervening in these lesions due to their
malignant potential.
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