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Introduction

Gastrointestinal stromal tumors (GIST) constitute 1% of all
gastrointestinal tumors ™', and are found mainly in the stomach and
intestine. Rectal localization, on the other hand, is very rare,
accounting for 0.1% of all rectal tumors “*). GIST usually
expresses the CD-117 receptor (Kit), and less frequently the CD-34
receptor “°. The interest of evoking this entity is to improve the
prognosis of patients with this rare form of rectal tumor.

We report a particular observation of rectal GIST in a 38-
year-old patient, revealed by chronic rectal bleeding.

Observation

Patient Information

A 38-year-old patient, with a history of chronic active smoking for
20 years and occasional alcoholism for 2 years, has complained for
a year of rectal bleeding associated with frequent mucous
evacuations, rectal tenesmus and abdominal pain with painful
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contractions. Evolving in a context of marked alteration of the
general state (weight loss of 6 kg, asthenia and anorexia).

Clinical Findings

Clinical examination on admission showed mucocutaneous pallor.
The abdominal examination was normal. The digital rectal
examination found a fixed posterior hemi-circumferential mass 2.5
c¢m from the anal margin, the glove came back stained with blood.
The rest of the somatic examination, notably the examination of
the lymph nodes and the examination of the respiratory system,
was without anomalies.

Diagnostic Assessment

A rectoscopy had revealed a process at 2.5 cm from the anal
margin that bled easily on contact with the deep plane, measuring
about 6 cm (Figure 1).
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Figure 1: Rectoscopy: a posterior mass at 2.5 cm from the anal
margin

The biopsy of this process showed a mesenchymal proliferation
made of long intertwined bundles, with spindle-shaped tumor cells
with elongated nuclei with fine nucleated chromatin in some
places, the cytoplasm is eosinophilic, the stroma is fibro-
inflammatory and rich in eosinophilic polynuclei, and a
hemangiopericytic vascularization. A complementary immuno-
histochemical study showed a diffuse and intense cytoplasmic
expression of tumor cells of the anti-CD 117 antibody, a moderate
nuclear expression of 30% of tumor cells of the anti-Ki 67
antibody with absence of expression of tumor cells of the anti
AML antibody, making an aspect compatible with a
gastrointestinal stromal tumor (GIST). The extension assessment
included a total colonoscopy which revealed a friable ulcerating
tumor process bleeding easily on contact in the lower rectum, the
rest of the colonic mucosa was without macroscopic abnormalities.
Pelvic magnetic resonance imaging (MRI) showed a posterior
parietal hemicircumferential lesional process of the lower and
middle rectum stenosing in places measuring 6.7 x 7.6 x 7.3 ¢cm
with fairly well limited contours at 2. 4 cm from the anal margin,
with extra-mural and meso rectal extension with infiltration of
meso recti fascia (circumferential resection margin at 0), coming in
intimate contact with the ileo-coccygeal muscles and the right
internal iliac vessels with respect to the fatty separation line, and
infiltrating the internal sphincter over 8 mm in length and intimate
contact with the external sphincter, without signs of extra-mural
venous invasion (Figure 2).
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Figure 2: Pelvic MRI of the tumor
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A thoraco-abdomino-pelvic computed tomography (CT) scan was
performed and did not reveal any secondary localization.

Therapeutic Intervention

After discussion of the patient's file in a multidisciplinary
consultation meeting (RCP), neoadjuvant treatment with Imatinib
was indicated because of the mutilating nature of the surgical
treatment (abdominoperineal resection (ARP)). However, less
invasive secondary surgery can be considered if there is a good
response to Imatinib by reducing the tumor volume.

Discussion

Gastrointestinal stromal tumors (GIST) are uncommon digestive
mesenchymal tumors that develop from Cajal-like interstitial cells
expressing the CD-117 proto-oncogene in 80% of cases °*. They
are preferentially located in the gastric (in about 70% of cases) and
intestinal (in about 30% of cases) regions “/. Rectal localization is
exceptional; with an incidence of approximately 0.1% of all rectal
tumors and accounting for approximately 5% of all GIST *,
Rectal GIST occur in the majority of cases sporadically, although
predisposing and familial forms have been described ',

The clinical signs do not differ from other histological
types of rectal tumors. Rectal GIST may present with
gastrointestinal hemorrhage (rectal bleeding), abnormal discharge
(mucus, pus, etc.), transit disorders (including constipation), or
altered general condition. These tumors can be diagnosed
incidentally in asymptomatic patients (during a digital rectal
examination, rectoscopy or discovered on radiological
examination) "¢,

Rectoscopy plays an important role in the identification of
rectal GIST, particularly in the endophytic forms, which are
manifested by a rounded swelling that pushes back a normal or
ulcerated mucosa. In contrast to exophytic forms of rectal GIST,
which may appear on rectoscopy as a stiffening of the rectal wall
9]

Echo-endoscopy allows the detection of rectal GIST, which
is most often a round or oval formation, which is located in the
muscularis or submucosa. It allows a prognostic orientation of the
tumor mass; by evaluating its size, its contours, a loco-regional
infiltration. The presence of a tumor mass greater than 10 cm,
locoregional invasion, intra-tumoral cystic areas or central necrosis
are signs suggestive of malignancy ‘.. Echo-endoscopy also
allows biopsies to be taken.

Immunohistochemistry of rectal GIST biopsy fragments
obtained during endoscopy or echo-endoscopy is of major interest
in making a positive diagnosis: they characteristically express CD-
117 or C-KIT (KIT receptor tyrosine kinase marker) receptors, and
often CD-34 receptors. The positivity of these two receptors varies
depending on the location of the tumor. GIST located along the
gastrointestinal tract express CD-117, which also plays a
therapeutic role; it is the target of Imatinib, which is a receptor
tyrosine kinase inhibitor °!,

CT with contrast injection is often the initial imaging
technique of choice, both for detection of the tumor mass (GIST
typically appear as large, well-circumscribed eccentric masses that
enhance with intravenous contrast.) and for staging by looking for
organ or lymphatic invasion, or liver metastases [*/.

On MRI, the tumor is usually hyposignal in T1 with well-
limited borders and iso-signal in T2 [ it is likewise useful,
especially in patients with contraindications to CT, to study loco-
regional and distant (hepatic) invasion %],
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Given their potential for malignancy, surgical resection
remains the only curative treatment for localized forms of rectal
GIST ™. The major goal of all surgical resections (trans-
abdominal, trans-anal and endoscopic) is to obtain margins of
healthy tissue without tumor invasion 2. It is essential to avoid
intraoperative perforation, which leads to peritoneal dissemination
and a survival similar to that of patients with incomplete resection
[ The choice of surgical approach must be made in
multidisciplinary consultation and must be adapted to each patient
and to the characteristics of each tumor (size, invasion, anal
sphincter status, etc.) ™. Lymph node dissection is not
systematically performed because lymph node involvement is rare
]

In addition to its unfavorable prognosis and the high risk of
local recurrence equivalent to other GIST locations, the rectal
location is characterized by its anatomical constraints (location in
the pelvis), complicating certain surgical resections ™. This is why
Imatinib, which is a tyrosine kinase inhibitor, is of interest in the
treatment protocol for rectal GIST. It should be considered in all
cases requiring a reduction in tumor volume in order to reduce the
morbidity of the surgical procedure and improve the patient's
quality of life ">, For metastatic forms, the treatment of choice
remains Imatinib %,

In randomized trials, a 70% response rate for Imatinib has
been noted in unresectable and metastatic GIST. Another study in
161 patients with locally advanced GIST showed a good response
to neoadjuvant Imatinib therapy with an 80% response rate [*°/.

Survival for patients with rectal GIST at 5 years is between
22% and 66% for high-grade and low-grade tumors, respectively.
Tumors with a mitotic index greater than 5 per 10 fields and size
greater than 10 cm are at high risk for recurrence ©°!.

Conclusion

Rectal GIST are very rare. Diagnostic confirmation is based on
anatomopathological and immunohistochemical studies. The
standard treatment for localized forms is surgical resection. In
cases of large tumor volume, obvious local invasion, and major
morbidity associated with surgical treatment, neoadjuvant
treatment with Imatinib may be indicated, followed by less
invasive resection if there is a good response.
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Open Access This article is licensed under a
E Creative Commons Attribution 4.0 International
License, which permits use, sharing, adaptation, distribution and
reproduction in any medium or format, as long as you give
appropriate credit to the original author(s) and the source, provide
a link to the Creative Commons license, and indicate if changes
were made. The images or other third party material in this article
are included in the article’s Creative Commons license, unless
indicated otherwise in a credit line to the material. If material is not
included in the article’s Creative Commons license and your
intended use is not permitted by statutory regulation or exceeds the
permitted use, you will need to obtain permission directly from the
copyright holder. To view a copy of this license, visit
https://creativecommons.org/licenses/by/4.0/.
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