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Perforated Duodenal Gist – A Rare Presentation 
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Abstract 

Duodenal GISTs are quite a rare phenomenon and their management is very tricky depending on the part 

of the duodenum from where it arises. We report a case of 68 year old male from West Bengal, India 

presenting with features of sealed off perforation with a retroperitoneal collection and finally diagnosed 

with High Grade GIST from duodenum (D1-D2), Spindle cell Type, T4NxM0. Patient underwent Wedge 

Resection of the tumour followed by Imatinib therapy. 
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Introduction 

Gastro Intestinal Stromal Tumours (GISTs) are 

most common tumour of mesenchymal origin in 

gastrointestinal tract. The arise from the interstitial 

cells of Cajal, pacemaker cells of the intestine. Most 

common site involved is the stomach followed by 

the small intestine. The presentation has been highly 

variable from being asymptomatic to 

intussusceptions and obscure bleeding. Clinical 

presentation as perforation of the tumour is 

extremely rare and makes it difficult for the 

diagnosis. 

 

Case Report  

A 68 year old male patient came to the hospital with 

complaints of abdominal pain and abdominal 

distension for past 15 days. Patient developed 

vomiting containing food particles, non bilious, not 

bloodstained, intermittent, associated with dull 

aching abdominal pain for the 2 days, the patient 

also had 4 episodes of malena for 2 days. The 

patient did not have any history of fever, 

constipation, loss of weight or loss of appetite. The 

patient was a known case of diabetes mellitus and 

hypertension. patient was an old case of pulmonary 

tuberculosis and treated completely . 

On examination, patient was conscious and oriented, 

moderately built and nourished, general 

examination was normal, no signs of dehydration, 

vitals stable. Abdomen was soft, there was mild 

tenderness in epigastric and right hypochondrium, 

there was no guarding or rigidity of the abdomen. 

Other systems were normal. 

Baseline investigations were done and haemoglobin 

9.3, total blood count 4600 , Renal function test and 

liver function test were normal. Upper GI 

endoscopy was done which showed grade B distal 

esophagitis and extrinsic subepithelial swelling 

noted in D1. Contrast Enhanced CT of Abdomen 

done , which showed a lesion of size 11.4 x 17.1 x 

15.3 cm noted occupying the right hypochondrial 

and lumbar regions . Irregular walls noted, nodular 

enhancing irregular anteromedial, medial and 

posteromedial, walls appearing adherent to the 

second part of the duodenum with partially deficient 

lateral wall. Findings suggested a possibility of a 

exophytic GIST arising from the second part of the 
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duodenum with central necrosis and sealed 

perforation from the lateral wall and potential 

fistulous connection with duodenum.  

The patient initially underwent pig tail 

catheterisation of the collection. Appropriate 

antibiotics was started. After getting the anaesthetic 

fitness, The patient was posted for Exploratory 

Laparotomy, intra op findings were 12x10cm 

retroperitoneal mass lesion arsing from D1-D2 

junction with solid and haemorrhagic components, 

medial wall of the duodenum was not involved, 

extensive adhesions noted between the lesion and 

liver, gall bladder, transverse colon, hepatic flexure 

and retro peritoneum noted. Duodenal GIST 

excision and Wedge Resection and Anastamosis of 

duodenum and Gastrojejunostomy was done. Final 

histopathology was reported as High Grade GIST 

pT4NxcM0, spindle cell type. By IHCs, tumour was 

positive for Vimentin, CD 117, DOG-1 and 

negative for SMA, S-100. Patient was treated with 

Adjuvant Chemotherapy with Imatinib. 

 

 
Fig. 1 Coronal Section of CT scan showing the 

collection and the lesion  

 
Fig 2. Axial Section – CECT Abdomen – GIST 

 

 
Fig 3 Perforated Site 

 

 
Fig. 4 GIST – Duodenum 

 

Discussion  

Gastrointestinal stromal tumours (GISTs) are the 

most common malignant subepithelial lesions of the 

gastrointestinal tract. They originate from the 
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interstitial cells of Cajal located within the muscle 

layer and are characterized by over-expression of 

the tyrosine kinase receptor KIT.GISTs most 

commonly occur in the stomach (51%), followed by 

the small intestine (36%), colon (7%), rectum (5%), 

and oesophagus (1%).
1
Small intestine is the second 

most common location of GIST after stomach. 

Tumour can arise from throughout the small 

intestine, i.e. duodenum, jejunum and ileum. 

Tumour extending into the bowel lumen may cause 

intestinal obstruction while those with extra-serosal 

extension rarely cause intestinal obstruction.
2 

The most common symptoms of GISTs are 

gastrointestinal bleeding, including acute melena 

and hematemesis with subsequent anaemia; 

weakness; and abdominal pain, distension, and 

discomfort due to a tumour-induced mass effect.
3 

GISTs can either be asymptomatic, found 

incidentally at the time of GI evaluation by either 

endoscopic or contrast studies, at operation, or may 

cause life-threatening symptoms. 

Symptoms are site specific and include: dysphagia 

for tumours of the oesophagus, nausea and vomiting 

caused by gastric outlet obstruction for gastric 

tumours, obstructive jaundice for periampullary 

tumours, and bowel obstruction usually caused by 

intussusceptions for tumours of the small bowel and 

colon. In up to 20% of patients, an asymptomatic 

abdominal mass is the presenting complaint. 

Duodenal GISTs account for only <5% but make up 

30% of primary duodenal tumors. They usually 

present with abdominal pain to due obstruction, 

anemia, or gastrointestinal bleeding from a central 

ulceration. Small duodenal GISTs may be incidental 

findings during gastroscopy.
4
 Grossly, GISTs 

typically present as a sharply demarcated mass 

lesion without lymphatic spread, arising in the 

submucosa
[6]

. Histologically, spindle cell (70%), 

epithelioid (20%) or mixed type differentiation can 

be observed, depending on tumor site. the results of 

mutation analysis of the KIT and PDGFRA gene and 

comparative genomic hybridization (CGH) are 

employed as additional prognostic factors with 

impact on diagnosis and therapy. The diagnosis is 

made by CECT abdomen. Newer techniques like 

endoscopic ultrasound and subsequent FNA or 

biopsy can also be done. GISTs in the duodenum do 

not differ from other GISTs in 

immunohistochemical reaction. Most of them 

express CD-117 (c-kit) and CD-34. Which has been 

found to be associated with worse prognosis. 

PDGFRA expression is less frequent, and there is 

no relation to a different prognosis.
5
 

Coming to the treatment part, surgical treatment 

remains the gold standard modality for the disease. 

a R0 resection is supposed to be associated with 

better outcome irrespective of  the histological 

grading. In duodenum, both limited and extended 

surgery yield comparable survival rates, tumour size 

and location in regard to the papilla of Vater, 

associated diseases and the patient's performing 

state should be considered when deciding between 

segmental duodenectomy and pylorus-preserving 

duodeno-pancreatectomy . 
6 

Imatinib mesylate, a tyrosine kinase inhibitor, plays 

a key role in the management of GISTs. Its use 

in neoadjuvant therapy, adjuvant therapy and in 

tumor recurrence has dramatically changed the 

natural history of metastatic and recurrent GISTs.
 

In the neoadjuvant setting for GISTs located in the 

second portion of the duodenum, Imatinib mesylate 

has been used for tumour down staging in order to 

perform a less extensive surgery with free resection 

margins.
7
 However, this requires a precise 

preoperative diagnosis of GIST which is not always 

easy to obtain. The use of Imatinib as adjuvant 

therapy, or for local or metastatic recurrence of 

duodenal GIST, should not differ from that for other 

GISTs, and the treatment should be continued 

indefinitely (usually at a dose of 400 mg/day). 

Interruption of treatment is generally followed by 

rapid tumor progression. The major limitation of 

Imatinib is the development of tumor resistance, 

which is related to the acquisition of additional c-kit 

mutations. Since the failure of imatinib, sunitinib 

malate, a multi-target TKI with powerful activity 

against KIT and PDGFRA, as well as a number of 

other kinases, has demonstrated efficacy as a 

second-line therapy and is now approved globally 

for use in metastatic GIST in patients who are 

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3639365/#CR6
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resistant or intolerant to imatinib. Regorafenib is an 

oral TKI that inhibits numerous kinases that 

participate in oncogenesis, angiogenesis, and the 

tumor microenvironment have been implicated in 

GISTs resistant to imatinib and sunitinib.
8,9 

 

Conclusion  

Duodenal GISTs are extremely rare entity. The 

variable presentation makes it hard for the diagnosis. 

The treatment would be the same for GIST from 

any other site – R0 Surgical Resection. Wedge 

resection of the tumour can be performed wherever 

possible. pancreaticoduodenectomy is done in 

lesions near to the ampulla. Imatinib as adjunct is 

mandatory. 
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