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Abstract

Gastrointestinal stromal tumors (GISTs) are rare, accounting for less than 3% of all gastrointestinal neoplasms and less than 6%

of all sarcomas.

We present the case of a female patient who presented for non-specific symptoms. She was investigated and the CT examination
showed an extensive anorectal stenotic tumor mass, invading the uterus and surrounding muscles. Also, there were found regional

adenopathies and a single liver metastasis.

After the biopsy a histopathological examination was performed, and then the immunohistochemistry examination concluded
that was the case of GIST.
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Introduction

Gastrointestinal stromal tumors (GISTs) are rare, accounting for less than 3% of all gastrointestinal neoplasms and less than 6% of all

sarcomas [1-3].

The mean age at presentation is greater than 50 years, according to studies [3-6]. Although some reports in the literature show that

GIST has a male predominance [7,8], others show no gender predilection [9-11].

In the past, mesenchymal tumors of the gastrointestinal tract were usually classified as leiomyomas or leiomyosarcomas [12-14], but

growing evidence over the last two decades suggests that GISTs are a unique and separate entity.

GISTs are now defined as spindle cell, epithelioid, and occasionally pleomorphic mesenchymal tumors [15-17] of the gastrointestinal
tract that express the KIT(CD117, stem cell factor receptor) tyrosine kinase and showing the presence of activating mutations in KIT or

PDGFRa (platelet-derived growth factor alpha) detected at immunohistochemistry [17-20].

This specific tests allowed GISTs to be distinguished from true leiomyomas, leiomyosarcomas, neurofibromas or schwannomas in 95%
of patients [13,15-17,21].
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GISTs can originate in the gastrointestinal tract, mesentery, or omentum [2,13,21].

Case Report

We present the case of a female patient, aged 71 years, who presented in 2014 abdominal-pelvic pain, weight loss in the last year,
transit and urination disorders, and metrorrhagia, symptomatology that progressively worsened. In October 2014 she was admitted for

investigation and specialized treatment.

The gynecological consultation identified a vaginal stenosis that couldn’t allow the examination with speculum. It was observed that
the vagina expresses a purulent greenish secretion. At the internal palpation of the vagina, uterine cervix and uterus could not be palpated

due to a tumoral process occupying the pelvis; also, the vaginal posterior wall was infiltrated by a possible abscess.

After the gynecological examination a CT was performed and identified a single hepatic metastasis at the fifth segment, of 4.5/3 cm
in axial diameters, a few small bladder polyps of 3 - 4 mm diameter each, left adrenal adenoma of 1.5/2 cm, and a coraliform calculus at
the left renal pelvis and lower calyx, measuring 3/1cm in diameter. Also, an anorectal stenotic tumor, unobtrusive, without superjacent
intestinal dilation, which measures 10/12 cm in axial diameters and 14 cm in craniocaudal diameter, inseparable from the levatorani
muscles, with invasion of the posterior uterine wall; the tumor mass is heterogeneously vascularized, with no necrosis zones. The blad-
der was not invaded by the tumor, but was compressed to anterior. It was found also that the uterus has an irregular interstitium with a
maximum thickness of 1.8 cm, and shows a 7 /4 cm intracavitary fluid accumulation in axial diameters. There were founda few para-aortic

and perirectal lymph nodes below 1 cm.

The rectosigmoidoscopy, which was subsequently done, revealed a circumferential tumor mass approximately 7 - 15 mm from the

anus.

In November 2014, at another hospital, is performed a transanal biopsy, sigmoid colostoma and evacuation of the pelvic abscess. The
histopathological examination of the biopsy piece identified tumoral malignant proliferation of the sarcomatous type (fusiform tumoral

infiltration and storiform pattern).

In December 2014 the immunohistochemistry examination showed VIM+ diffuse, CL 34 beta E12 negative, P63 negative, ki 67+ 30%,
CD 117+, HMB 45 negative, CD 34+ diffuse, ACT negative in tumor cells, positive in vessels, S100 negative, MITF negative, with the conclu-

sion of Gastrointestinal stromal tumor.

In March 2015, the patient started the chemotherapy treatment with Imatinib, and in July 2015, has undergone a MRI examination of
the abdomen and pelvis that highlighted a 27 /24 /20 mm septate cystic metastasis in the sixth segment of the liver, a left adrenal nodule of
about 21/18 mm, with the lipomatous component suggestive of adenoma. Also there was found an asymmetrical circumferential parietal
thickening in the middle and lower rectum (more expressed in the right lateral wall), with polynodular aspect (maximum axial diameters
of 60/34 mm), associating the pararectal fascia breach and extension to the pelvic fat. The lesion hadlow signal intensity on T1 weighted
sequence, hypersignal intensity on T2 weighted and STIR sequences, showed diffusion restriction, gadolinophila, and was indistinguish-
able from the vagina and cervix. As well, there were found perirectal adenopathies (max 5 mm) and bilateral obturators adenopathies
(max 17/10 mm).

As aresult of the imaging aspect, it was decided that the patient would continue chemotherapy treatment and performed a CT exam at
6 months, which revealed slightly dimensional regression of liver cystic metastasis compared to the previous MRI exam (current dimen-

sions being 2/2/2.2 cm), as well as a stationary aspect of the rectal tumor.

In June 2016 an abdomino-pelvic CT scan was performed that revealed a stationary appearance of the liver metastasis, but a dimen-
sional regression of the rectal tumor, which at that time was visualized as an asymmetric parietal thickening with a nodular aspect, with
dimensions of 2.7 /1.8 cm, with predominantly peripheral contrast enhancement, who infiltrated the posterolateral area of the cervix, but

did not extend beyond the pararectal fascia. Also, the size and location of adenopathies remained unchanged.
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After another 6 months, and then in September 2017, two other CT examinations were performed, which noted that the asymmetric

rectal parietal thickening had unmodified characteristics and dimensions from the previous examination. Also, at the examination in
September 2017, the liver metastasis had smaller dimensions, of 1.4 cm.

The last CT was performed in February 2018, which concluded that the imaging aspect of oncological lesions is stationary.

Figure 1: Abdominal and pelvic CT (February 2018) - A. native examination, B. arterial
phase, C. venous phase, D. delayed phase: asymmetric rectal parietal thickening, with a
nodular aspect, with predominantly peripheral contrast enhancement, with no necrosis
zones, who infiltrated the posterolateral area of the cervix, but did not extend beyond the
pararectal fascia.

Figure 2: Abdominal and pelvic CT (February 2018) - A. native phase, B. arterial phase, C.
venous phase, D. parenchymal phase: single hepatic cystic metastasis.
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Discussion

Gastrointestinal stromal tumours (GISTs) are fairly rare neoplasms, constituting less than 3% of all gastrointestinal malignancies [22].

GIST is currently thought to originate from interstitial cells of Cajal [19]. The presence of interstitial Cajal-like cells has been reported in
several extraintestinal organs including urinary bladder, prostate, gallbladder, omentum, uterus, fallopian tube, and atrial and ventricular

myocardium [23,24]. This may explain the development of extraintestinal GIST [25,26].

According to several studies [3-7,18] the stomach and small bowel account for the majority of cases of GIST. In our case the tumor
location was anorectal. GIST of anal canal and rectum are often grouped together and account for nearly 5% of all GIST [27]. Six (9%) of
the 64 GISTs in the series of Levy,, et al. [28] were located in the anorectal region. Anorectal GISTs are most commonly mural masses that

expand the rectal wall.

In the study done by Yang,, et al. [14], the primary tumor location was in the colorectum in 10% of patients. Their results were similar
to those of previous studies [21,29].

Tumors found incidentally are smaller and have a better prognosis than those that cause symptoms [18]. In one report [4], asymptom-

atic tumors found incidentally had a mean diameter of only 1.5 cm.

The most common clinical manifestation of a symptomatic GIST in the series of Yang,, et al. [14] was gastrointestinal bleeding. Patients

may present with hematemesis, melena, or signs and symptoms of anemia caused by occult bleeding. This is compatible with previous

In the case we describe, the tumor size at presentation was 10/12/14 cm. These dimensions fit into those presented by Burkill,, et al.

[7] which present a mean primary tumor size of 13 cm * 6. On the other hand, in Mochizuki’s study [31] most tumors reached just 5 cm.

Most GISTs present cystic areas or necrosis according to studies conducted by Mochizuki,, et al. [31] and Burkill,, et al. [7] the percent-
age reaching up to 67%, or in some cases in over 80% [18]. In the study by Tateishi., et al. [10] statistically significant CT findings of high-

grade tumors included heterogeneous enhancement pattern. The series by Yang [14] and Chun [9] also demonstrated the same result.

In the case presented by us, the tumor mass is heterogeneous in native and post contrast images, but without areas of necrosis, and
had infiltrative margins. In the paper presented by Mochizuki., et al. [31] only two huge malignant tumors had unclear margins, and in
the study conducted by Hersh., et al. [18] the tumors had invasive margins in 4 cases from a total of 49 patients analyzed. Consistent with
them, Burkill [7] assert that the tumors showed well defined contours in most cases analyzed, namely 86%. Also, he stated that visceral
obstruction rarely occur in GIST, even in the presence of extensive peritoneal metastatic disease, as indicated by Hersh., et al. also in their
study [18].

The incidence of metastases at presentation in the largest clinical series of malignant GISTs approached 50% [3]. The distribution of
metastases in some study is similar, with the liver and peritoneum dominating [5,7]. The liver is the most common metastatic site at both

presentation and disease relapse [3,7].

In one study [7] metastases were seen in 61% of patients at presentation and in 87% of patients during follow-up. On the other hand
other authors [18,19] present in their studies a different frequency of occurrence of metastases, and stated that about 20% of patients will
present with or develop distant metastases. Metastatic spread to regional lymph nodes is rare [18] or non-existent [4,7] in GIST according
to some studies. In our case, perirectal and bilateral obturators adenopathies were found, but those have remained stationary due to the

treatment that the patient received.

Complete surgical excision of the primary tumor offers the best chance of cure [3,4,19], but controversy exists whether abdominoperi-
neal resection (APR) or conservative surgery is the best alternative [32]. However, the high rates of local and distant recurrence indicate

the need for effective nonsurgical treatment [18]. Until recently, chemotherapy response rates have been disappointing [3,33,34].
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Imatinib mesylate, a tyrosine kinase inhibitor (STI-571, imatinib [Gleevec]; Novartis, Basel, Switzerland), has shown promising results
in its management [19,22,35], and altered the clinical approach to GISTs because it has been proven to be effective in the medical treat-
ment of unresectable or metastatic GISTs [35]. Tumor responses to imatinib are seen in 80% of patients [19]. However, kinase inhibition
by imatinib is not uniformly successful [19]. It has been suggested that low risk GIST with size < 2 cm and mitosis < 5 per 50 HPF may be
considered for local excision if sphincter saving surgery is technically feasible, and more aggressive GIST should be treated with radical

excision [32].

In the case presented, the patient was treated with chemotherapy alone, although the lesion had high aggressiveness. The post-treat-
ment imaging results were appreciable, namely the size diminishing of both liver metastasis and tumor, as well as regression of regional

tumor invasion.

Conflict of Interest

There is no conflict of interest.

Bibliography

1. Licht]D,, et al. “Gastrointestinal sarcomas”. Seminars in Oncology 15.2 (1988): 181-188.
2. Lewis]], etal. “Soft tissue sarcomas”. Current Problems in Surgery 33 (1996): 817-872.

3. Dematteo RP, et al. “Two hundred gastrointestinal tumors: recurrence patterns and prognostic factors for survival”. Annals of Surgery
231.1 (2000): 51-58.

4. Ludwig D], et al. “Gut stromal tumors and their clinical behavior”. Annals of Surgery 173.5 (1997): 390-394.

5. Crosby JA, et al. “Malignant gastrointestinal stromal tumors of the small intestine: a review of 50 cases from a prospective database”.
Annals of Surgical Oncology 8.1 (2001): 50-59.

6. Pidhorecky I, et al. “Gastrointestinal stromal tumors: current diagnosis, biologic behavior, and management”. Annals of Surgical On-
cology 7.9 (2000): 705-712.

7. Burkill G], et al. “Malignant gastrointestinal stromal tumor: distribution, imaging features, and pattern of metastatic spread”. Radiol-
ogy 226.2 (2003): 527-532.

8. Ghanem N, et al. “Computed tomography in gastrointestinal stromal tumors”. European Radiology 13.7 (2003): 1669-1678.

9. Chun HJ, et al. “Gastrointestinal leiomyoma and leiomyosarcoma: CT differentiation”. Journal of Computer Assisted Tomography 22.1
(1998): 69-74.

10. Tateishi U,, et al. “Gastrointestinal stromal tumor. Correlation of computed tomography findings with tumor grade and mortality”.
Journal of Computer Assisted Tomography 27.5 (2003): 792-798.

11. Kim HC,, et al. “Gastrointestinal stromal tumors of the stomach: CT findings and prediction of malignancy”. American Journal of Roent-
genology 183.4 (2004): 893-898.

12. Clark RA, et al. “Computed tomography of gastrointestinal leilomyosarcoma”. Gastrointestinal Radiology 7.2 (1982): 127-129.
13. Pannu HK,, et al. “CT of gastric leiomyosarcoma: patterns of involvement”. American Journal of Roentgenology 173 (1999): 369-373.

14. Yang TH, et al. “Gastrointestinal stromal tumors: computed tomographic features and prediction of malignant risk from computed
tomographic imaging”. Journal of the Chinese Medical Association 70.9 (2007): 367-373.

Citation: lulia Alecsandra Salcianu., et al. “Unusual Localization of a Gastrointestinal Stromal Tumor: A Case Report”. EC Gastroenterology
and Digestive System 5.6 (2018): 408-414.


https://www.ncbi.nlm.nih.gov/pubmed/3285480
https://www.ncbi.nlm.nih.gov/m/pubmed/8885853/
https://www.ncbi.nlm.nih.gov/pubmed/10636102
https://www.ncbi.nlm.nih.gov/pubmed/10636102
https://www.ncbi.nlm.nih.gov/pubmed/9168073
https://www.ncbi.nlm.nih.gov/pubmed/11206225
https://www.ncbi.nlm.nih.gov/pubmed/11206225
https://www.ncbi.nlm.nih.gov/pubmed/11034250
https://www.ncbi.nlm.nih.gov/pubmed/11034250
https://www.ncbi.nlm.nih.gov/pubmed/12563150
https://www.ncbi.nlm.nih.gov/pubmed/12563150
https://www.ncbi.nlm.nih.gov/pubmed/12835984
https://www.ncbi.nlm.nih.gov/pubmed/9448764
https://www.ncbi.nlm.nih.gov/pubmed/9448764
https://www.ncbi.nlm.nih.gov/pubmed/14501372
https://www.ncbi.nlm.nih.gov/pubmed/14501372
https://www.ncbi.nlm.nih.gov/pubmed/15385278
https://www.ncbi.nlm.nih.gov/pubmed/15385278
https://www.ncbi.nlm.nih.gov/pubmed/7084594
https://www.ajronline.org/doi/pdf/10.2214/ajr.173.2.10430139
https://www.ncbi.nlm.nih.gov/pubmed/17908650
https://www.ncbi.nlm.nih.gov/pubmed/17908650

Unusual Localization of a Gastrointestinal Stromal Tumor: A Case Report

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

33.

413

Miettinen M,, et al. Gastrointestinal stromal tumors: definition, clinical, histological, immunohistochemical, and molecular genetic
features and differential diagnosis”. Virchows Archiv 438.1 (2001): 1-12.

Kindblom LG, et al. “Gastrointestinal pacemaker cell tumour (GIPACT): gastrointestinal stromal tumors show phenotypic character-
istics of the interstitial cells of Cajal”. American Journal of Pathology 152.5 (1998): 1259-1269.

Fletcher CD,, et al. “Diagnosis of gastrointestinal stromal tumors: a consensus approach”. Human Pathology 33.5 (2002): 459-465.
Hersh MR, et al. “Imaging gastrointestinal stromal tumors”. Cancer Control 12.2 (2005): 111-115.

Singhal S., et al. “Anorectal Gastrointestinal Stromal Tumor: A Case Report and Literature Review”. Case Reports in Gastrointestinal
Medicine (2013): 934875.

Hirota S., et al. “Gain-of-function mutations of c-kit in human gastrointestinal stromal tumors”. Science 279.5350 (1998): 577-580.

Miettinen M., et al. “Gastrointestinal stromal tumors/smooth muscle tumors (GISTs) primary to the omentum and mesentery: clini-
copathologic and immunohistochemical study of 26 cases”. American Journal of Surgical Pathology 23.9 (1999): 1109-1118.

Malle P. “FDG PET and FDG PET/CT in patients with gastrointestinal stromal tumours”. Wiener Medizinische Wochenschrift 162.19-20
(2012): 423-429.

van der Aa F, et al. “Interstitial cells in the human prostate: a new therapeutic target?” Prostate 56.4 (2003): 250-255.

Min KW, et al. “Interstitial cells of Cajal (ICC) and gastrointestinal stromal tumor (GIST): facts, speculations, and myths”. Journal of
Cellular and Molecular Medicine 10.4 (2006): 995-1013.

Gun BD,, et al. “Primary stromal tumor of the omentum: report of a case”. Surgery Today 36.11 (2006): 994-996.

Lee CH,, et al. “Gastrointestinal stromal tumor of the prostate: a case report and literature review”. Human Pathology 37.10 (2006):
1361-1365.

Miettinen M., et al. “Gastrointestinal stromal tumours”. Annales Chirurgiae et Gynaecologiae 87.4 (1998): 278-281.

Levy AD,, et al. “Gastrointestinal stromal tumors: radiologic features with pathologic correlation”. Radiographics 23.2 (2003): 283-
304.

Miettinen M., et al. “Gastrointestinal stromal tumors: recent advances in understanding of their biology”. Human Pathology 30.10
(1999): 1213-1220.

Miettinen M,, et al. “Gastrointestinal stromal tumors, intramural leiomyomas, and leiomyosarcomas in the rectum and anus: a clini-
copathologic, immunohistochemical, and molecular genetic study of 144 cases”. American Journal of Surgical Pathology 25.9 (2001):
1121-1133.

Mochizuki K, et al. “Imaging of gastrointestinal stromal tumor (GIST): relation between CT findings and grade of malignancy”. Nihon
Igaku Hoshasen Gakkai Zasshi 63.5 (2003): 210-213.

Li]JCM,, et al. “Outcome of radical excision of anorectal gastrointestinal stromal tumors in Hong Kong Chinese patients”. Indian Journal
of Gastroenterology 26.1 (2007): 33-35.

Edmonson J.,, et al. “Contrast of response to dacarbazine, mitomycin, doxorubicin, and cisplatin (DMAP) plus GM-CSF between pa-
tients with advanced malignant gastrointestinal stromal tumors and patients with other advanced leiomyosarcomas”. Cancer Inves-
tigation 20.5-6 (1999): 605-612.

Citation: lulia Alecsandra Salcianu,, et al. “Unusual Localization of a Gastrointestinal Stromal Tumor: A Case Report”. EC Gastroenterology
and Digestive System 5.6 (2018): 408-414.


https://www.ncbi.nlm.nih.gov/pubmed/11213830
https://www.ncbi.nlm.nih.gov/pubmed/11213830
https://www.ncbi.nlm.nih.gov/pubmed/9588894
https://www.ncbi.nlm.nih.gov/pubmed/9588894
https://www.ncbi.nlm.nih.gov/pubmed/12094370
https://www.ncbi.nlm.nih.gov/pubmed/15855894
https://www.ncbi.nlm.nih.gov/pubmed/23585972
https://www.ncbi.nlm.nih.gov/pubmed/23585972
https://www.ncbi.nlm.nih.gov/pubmed/9438854
https://www.ncbi.nlm.nih.gov/pubmed/10478672
https://www.ncbi.nlm.nih.gov/pubmed/10478672
https://www.ncbi.nlm.nih.gov/pubmed/22890522
https://www.ncbi.nlm.nih.gov/pubmed/22890522
https://www.ncbi.nlm.nih.gov/pubmed/12858352
https://www.ncbi.nlm.nih.gov/pubmed/17125601
https://www.ncbi.nlm.nih.gov/pubmed/17125601
https://www.ncbi.nlm.nih.gov/pubmed/17072722
https://www.ncbi.nlm.nih.gov/pubmed/16996377
https://www.ncbi.nlm.nih.gov/pubmed/16996377
https://www.ncbi.nlm.nih.gov/pubmed/9891765
https://www.ncbi.nlm.nih.gov/pubmed/12640147
https://www.ncbi.nlm.nih.gov/pubmed/12640147
file:///E:/Mamatha/Next%20Issue/ECGDS/ECGDS-18-CR-257/.%20https:/www.ncbi.nlm.nih.gov/pubmed/10534170
file:///E:/Mamatha/Next%20Issue/ECGDS/ECGDS-18-CR-257/.%20https:/www.ncbi.nlm.nih.gov/pubmed/10534170
https://www.ncbi.nlm.nih.gov/pubmed/11688571
https://www.ncbi.nlm.nih.gov/pubmed/11688571
https://www.ncbi.nlm.nih.gov/pubmed/11688571
https://www.ncbi.nlm.nih.gov/pubmed/12822445
https://www.ncbi.nlm.nih.gov/pubmed/12822445
https://www.ncbi.nlm.nih.gov/pubmed/17401234
https://www.ncbi.nlm.nih.gov/pubmed/17401234
https://www.ncbi.nlm.nih.gov/pubmed/12197215
https://www.ncbi.nlm.nih.gov/pubmed/12197215
https://www.ncbi.nlm.nih.gov/pubmed/12197215

Unusual Localization of a Gastrointestinal Stromal Tumor: A Case Report
414

34. Plaat BE,, et al. “Soft tissue leiomyosarcomas and malignant gastrointestinal stromal tumors: differences in clinical outcome and
expression of multidrug resistance proteins”. Journal of Clinical Oncology 18.18 (2000): 3211-3220.

35. Demetri GD.,, et al. “Efficacy and safety of imatinib mesylate in advanced gastrointestinal stromal tumors”. New England Journal of
Medicine 347.7 (2002): 472-480.

Volume 5 Issue 6 June 2018
©All rights reserved by Iulia Alecsandra Salcianu,, et al.

Citation: lulia Alecsandra Salcianu., et al. “Unusual Localization of a Gastrointestinal Stromal Tumor: A Case Report”. EC Gastroenterology

and Digestive System 5.6 (2018): 408-414.


https://www.ncbi.nlm.nih.gov/pubmed/10986053
https://www.ncbi.nlm.nih.gov/pubmed/10986053
https://www.ncbi.nlm.nih.gov/pubmed/12181401
https://www.ncbi.nlm.nih.gov/pubmed/12181401

	_GoBack

