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Case Report

An unusual presentation of a retroperitoneal gastrointestinal
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ABSTRACT

Gastrointestinal stromal tumors (GIST) are soft tissue mesenchymal tumor originating from intestinal cells of Cajal
which are pace makers of the intestine. GIST commonly arises from stomach and intestine although they seem to
appear occasionally in mesentery, omentum and esophagus, but origin from retro-peritoneum is very infrequent. We
herein report case of a huge retroperitoneal GIST measuring 16x13x9 cm size, in a 52-year-old lady occupying whole
abdomen arising as pelvic mass. GIST was initially mistaken with associated large intramural fibroid uterus and a
large pedunculated sub-serosa broad ligament fibroid. Patient was taken for abdominal open hysterectomy with
complete tumor excision after all adhesions from adjoining intestine was separated. Histopathological examination of
the mass confirmed it was retroperitoneal GIST with positive immune-histochemistry. Patient responded well to
Imatinib therapy, and for last 4 years there has been no residual disease or recurrence as evidenced with regular
follow up.
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INTRODUCTION KIT proto-oncogenes or platelet-derived growth factor
receptor a polypeptide (PDGFRA).>¢
Gastro intestinal stromal tumor is a rare tumor of
mesenchymal origin. It can present at any age, being
common in elderly more than 50 years of age with

stomach commonly involved in 60-70% of cases,

CASE REPORT

We report a case of 52 years old female patient who

followed by small intestine in 20-30%, but GIST of
abdominal cavity, mesentery and omentum, and retro-
peritoneum is a very rare presentation.t

GIST is a mesenchymal tumor of unknown malignant
potential arising from interstitial cells of Cajal, which are
pace makers of intestine responsible for peristalsis and
segmentation of smooth muscles.*

GIST in mesentery arises from gastrointestinal tract.>* At
molecular level, GIST reportedly harbors mutation in the

presented in our surgery clinic with pain, and a gradually
increasing lump in the lower abdomen associated with
menorrhagia. Physical examination revealed a huge
pelvic mass measuring 16x20 cm occupying almost
whole of the lower abdomen and extending to right
hypochondrium. The lump was bimanually palpable
along with fibroid uterus and broad ligament fibroid.
Ultrasound radiography revealed a huge mass of mixed
echogenicity in the pelvis and another large multi-
lobulated mass arising from right iliac fossa to right
lumbar region reaching up to right hypochondrium.
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CECT scan revealed a well-encapsulated, enhancing
mass lesion measuring 13x13x11 cm involving the
uterine body. Another lobulated iso-dense mass lesion
16x13x9 cm was noted on the right iliac fossa and lumbar
region suggestive of a large intramural fibroid with a
large pedunculated sub serosal broad ligament fibroid.
CT-guided fine needle aspiration cytology (FNAC) was
done which revealed spindle cells with abundant
cytoplasm in a hemorrhagic background with suspicion
of Leiomyoma.

Against this background information of clinical
presentation history, examination and imaging studies,
the patient was planned for total abdominal hysterectomy
with bilateral salpingo-opherectomy. A huge mass was
seen lying adjacent to the caecum arising from retro-
peritoneum and adhering to the small intestine. The
retroperitoneal pedunculated mass was of the size of
16x13x9 cm, with a loop of intestine entangled with the
mass; approximately 3 feet away from ileocecal junction.
The mass was completely excised, taking care not to
breach the capsule along with the loops of ileum encasing
the mass. Both ureters were identified and bowel
continuity established and checked for any serosal
avulsions. Immediate  postoperative  period  was
uneventful. After hysterectomy retroperitoneal mass is
depicted in Figure 1.

Figure 1 (A and B): Left- intra-operative photograph
of tumor; right- resected specimen.

Figure 2 (A and B): Preoperative CECT of huge
tumor arising from pelvis.

Figure 3 (A and B): Tumor abutting lateral
abdominal wall (left) and anterior abdominal wall

(right).

Figure 4: Histopathological slide of abundant spindle
cells (left) and immunohistochemistry of positivity to
CD-117 (right).

Surprisingly,  histopathology ~ of  the  resected
retroperitoneal mass revealed as GIST confirmed by
immunohisto-chemistry. The tumor was CD117 positive
with immune-reactive score 4+ in the tumor cells. Post-
operative PET scan did not show any metastasis. The
patient responded to imatinib mesylate for four years, and
since then she is on a regular follow up with no evidence
of recurrence, metastasis or flare up of any residual
disease.
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Figure 5: PET scan of no abnormal FDG uptake.

DISCUSSION

GIST is an uncommon sarcoma of the gastrointestinal
tract. These tumors are thought to arise from the
interstitial cells of Cajal found in muscular layer of the
gastrointestinal tract functioning as pacemaker. Based on
appraisals from clinical observations, it has been noted
that approximately 60% of GIST occur in stomach, 35%
in small intestine and less than 5% in rectum, esophagus,
omentum and mesentery.” Three key features associated
with the disease from prognostic viewpoint include-
mitotic rate, tumor size and site. Tumors that are small,
less than or up to 2 cm in size and showing mitotic
activity not exceeding 5 mitoses per 50 high-power fields
(HPFs) reportedly have excellent prognosis, probably
independent of site, although this has not been shown
specifically for all sites.2 Understanding GIST biology at
molecular level led to evidence about gain of function
mutation identified in KIT proto-oncogene and less
frequently in PDGFRA (platelet-derived growth factor
receptor a polypeptide) which are pivotal in initiating
tumor genesis in the interstitial cells of Cajal ultimately
culminating as GIST.**? Furthermore, FDA approved
tyrosine kinase inhibitors such as- Imatinib mesylate
(Gleevac™, Novartis pharmaceuticals, Basel
Switzerland), is a specific inhibitor of the KIT, PDGFRA,
ABL and BCR-ABL proteins. Therapeutically, Imatinib
reportedly achieves restricted or stable response in 80%
of GIST patients with metastatic disease having a median
survival of 5 years.?®'* With the knowledge of acquired
resistance to chemotherapy, GIST patients also tend to
develop chemo-resistance to Imatinib after median
treatment duration of 2 years.!31°

Hence surgical resection is the first line of treatment for
GIST followed by adjuvant therapy. Furthermore, most
of these cases occur between the age 55-60 years
presenting with non-specific symptoms of anemia fatigue

or early satiety, and bloating.>** If untreated, the tumor
may rupture leading to massive bleeding or slow bleeding
may ensue from intra-luminal tumor site, may present as
acute abdomen.>

Beside surgical intervention and to overcome the
challenge, additional FDA approved drug for use in GIST
patient’s developing resistance to Imatinib is Sunitinib
Maleate (Sutent™, Pfizer, New York). Sunitinib inhibits
KIT, PDGFRA, the vascular endothelial growth factor
receptors, tyrosine kinase-3 receptor (FLT3), and the
RET receptor and has shown a median progression free
survival of 6 months.'6

CONCLUSION

Based wupon clinical presentation and current
understanding regarding diagnosis and management of
GIST, we proceeded with exploratory laparotomy. GIST
arising from retroperitoneum presenting with huge
intramural fibroid, and sub-serosal fibroid uterus is a rare
presentation. A high index of suspicion needs to be
maintained and prompt surgical intervention is vital to
prevent morbidity. Treatment of retroperitoneal GIST is
not different from the GIST arising from other parts of
the gastrointestinal tract. Surgery is the mainstay of
treatment and in advance cases an integrated approach is
mandatory.
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