Primary Large Exophyticleiomyosarcoma of the stomach: A
casereportwithreviewofliterature

Abstract

Gastric leiomyosarcoma accounts for 1% of all gastric tumors. This type of tumor typically
arisesfrom the muscularispropria and is most often found in the body, fundus, cardia, and pyloric
antrum ofthe stomach. Gastric leiomyosarcoma commonly presents as a polypoidal mass, exophytic
mass,
orulcerativemass. Theprimarysymptomsincludebleedingleadingtohematemesis,anaemia,abdominal
pain, weightloss, andthepresence ofan abdominalmass.

Effective diagnostic modalities include endoscopic ultrasonography, contrast-enhanced CT
scan,and MRI. Immunohistochemically, the tumoral cells in gastric leiomyosarcoma show
positiveimmunoreactivity to smooth muscle actin and desmin while testing negative for CD117 (C-
kit) andCD34. The most effective treatment is complete surgical resection with negative margins,
typicallyachievedthrough either openor laparoscopic partial gastrectomy.

We report the case of a 57-year-old male who presented with a large mass in the epigastric
andleft hypochondriac region. Diagnosis was confirmed via CT scan of the abdomen,
andhistopathological examinationverifiedahigh-grade gastricleiomyosarcoma.
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Introduction

Gastric leiomyosarcoma was first described by Margagni in 1762. Leiomyosarcoma of
thestomach arises from the smooth muscle cells of the muscularispropria. These tumors are
mostfrequentlyseeninadultswithmedian ageof50to70and withmoremen
thanwomenbeingaffectual2:1radio. [1,2,3]

The etiology of gastric leiomyosarcoma has been associated with high risk factors such
asionising radiation, Epstein Barr virus, various chemical exposures, trauma to the affected region
andimmunocompromised patients. There is also a potential role of helicobacter pylori in its
development.[2,38,11-12]

Leiomyosarcomaofstomachmaypresentthefollowingsignsandsymptoms.

» Smallsizetumorsmaybeasymptomatic

» Mosttumorsmassesappear aspolypoidalmassintraluminal orextraluminal onthestomachwall.
» Commonlyobservedsymptomsareabdominalpain,discomfort,weightlossandfatigue.

* Largetumorsmaydeveloppalpableabdominallumps.

* Large tumors may ulcerative and bleeds intraluminally causing hematemesis, melena and
anaemia.[1,2,3]

Diagnosisofleiomyosarcomaofstomach.

» Completephysicalexaminationwithevaluationofmedicalhistory

« Ultrasonographytodetectthestomachmass.

» Abdominal CT scan —provides more details of soft tissues, blood vessels and internal
organs. Typically,largemassisusuallyexophytic,endogastricordumbbellshapedmassescanbedefected.



The most helpful CT feature in gastric leiomyosarcoma is the presence of a large, heterogenous
masswithareasoflowattenuation,representingnecrosis. Calcificationisrareinthesetumors.

» UpperGIEndoscopy-defecttheintraluminal polypoidalmassinthestomach.

» Endoscopic ultrasonography — during this procedure, fine needle aspiration biopsy.This a
goodtechnique for tumor detection including tumor invasion parameters and whether nearby lymph
nodesareaffected.[1,2,5]

» WholebodyPET scan-detectcancerspreadtootherorgan systems.

* Tissue biopsy, such as fine needle aspiration(FNAC), core biopsy, open biopsy to assess
laboratoryorpathologicalexamination.[2,6,8]

CasePresentation

A 57-year-old male was admitted to our center on January 15, 2020, presenting with
complaintsof an abdominal lump and pain in abdomen for the past six months. Physical
examination revealednormal vital signs. There was no history of hematemesis, jaundice, or
vomiting. Abdominalexamination identified a large palpable mass in the epigastrium and left
hypochondrium, with mildtenderness.Bloodtests,includingliver
andrenalfunctiontests,werewithinnormal limits.

An abdominal CT scan revealed a solid, exophytic, nodular mass measuring 25 x 15 x 10 cm.
Themass was ill-defined, heterogeneous, and lobulated, with its main bulk in the left
hypochondrium,originating from the gastric body. It exerted pressure on the stomach, spleen, and
pancreas anddiagnosis wasgastricmass.

We performed an exploratory laparotomy via a midline abdominal incision with the aim
ofcomplete tumor removal, which is the standard treatment for gastric leiomyosarcoma. The
patientunderwent a partial gastrectomy, removing the large 25 x 15 x 10 cm multinodular mass with
a 5 cmmarginofnormal gastrictissuealongwith thegreateromentum.

Gross examination revealed a multinodular mass weighing 3.5 kg. Microscopic
examinationshowed spindle-shaped tumor cells with hyperchromatic pleomorphic nuclei and a
high mitoticindex. Immunohistochemistry was positive for smooth muscle actin and desmin, but
negative forCD117.

The patient was discharged on the tenth post-operative day and was advised to
pursuechemotherapy at a cancer hospital due to the high-grade nature of the gastric
leiomyosarcoma.Unfortunately,the patientpassedawayoneyearaftersurgery athome.(Figl-10)
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Fig-4 Intraoperative photograph showing a
huge,multinodularmass

oo 4 <
Ty L& R 2 e

Fig-3 Intraoperative photograph showing
anexophyticmassat epigastrium
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Fig-5 Intraoperative photograph showing a Fig-6 Intraoperative photograph showing a
hugemultinodularmassarisingfrombodyofthestomac wideexcisionofgastricmass

Fig-8 Intraoperative photograph showing a
Fig-7 Intraoperative photograph showing a partialgastrectomydone

large,polypoidalmasswithomentalexcision



Fig-9 Photograph showing a large multinodular Fig-10 A. Photograph showing smooth muscle cells with
massmeasuring25x15x10cmweighing 3.5kg nuclearhyperchromasiaandnumerous mitoses.
B.Welldifferentiatedleiomyosarcoma,neoplasticcellspositive
(brown)fordesmin

Discussionandreviewofliterature

Gastric leiomyosarcoma typically originates from the muscularispropria or muscularis
mucosalayerinvarious partsofthestomach,includingthebody,fundus,antrum, cardia,andpylorus.
“Common clinical signs and symptoms include abdominal pain, melena, weight loss, and the
presenceofan abdominalmass. Tumorsizescanrangefrom1to18 cm”.[1,2]

Effective diagnostic tools include endoscopic ultrasonography, contrast-enhanced CT scans,
andMRI. These imaging modalities help in detecting and assessing gastric leiomyosarcomas.
Fordefinitive diagnosis, histopathological examination is essential. Simple endoscopic biopsies might
beinadequate; therefore, endoscopic ultrasound-guided fine needle aspiration cytology
isrecommendedfor accuratediagnosis,with a successrateof upto97%. [3,4,7]

Since the early 2000s, only 19 cases of gastric leiomyosarcoma have been reported, with our
casebeing the 20th. Approximately 90% of these tumors arise from the body or fundus of the
stomach,with 10% originating from the gastric antrum. [2,7,10]. Immunotherapy with agents such
asnivolumab and pembrolizumab is also being explored. Ongoing phase | and Il trials are
investigatingnewdrugcombinationswithradiationandchemotherapy.[2,6]

“Surveillance imaging with CT or MRI of the chest, abdomen, and pelvis is recommended every
sixmonths for the first two years and then annually thereafter. The main prognostic factors
includehistopathological grading, tumor size (>5-7 cm), evidence of synchronous metastasis, and
gastric wallinfiltration. The 5-year survival rate for patients with gastric leiomyosarcoma is
approximately 22%”.[1,2,4].

“Leiomyosarcoma of the stomach is extremely rare and accounts for 1% of all gastric
tumors.Most of the cases reported in the “Pre-kit era” as leiomyosarcomas of the stomach were
actuallygastrointestinalstromaltumors(GISTs’)ofthestomach.Sincetheestablishedofkit



immunohistochemistry in the Late 1990s, we have realized that primary gastric leiomyosarcoma
isextremelyrare”. [1,2,4]

“The diagnosis of gastric leiomyosarcomas relies as pathological examination, in general
SMA,desmin and h-caldesmin are positive in the majority (70%) of leiomyosarcoma cases and
CD117. CD34 and DOG1 are negative. DOG1 is the best marker for GIST tumors. CD 117 and DOG1
are mostsensitive andspecificmarkerthatcancover99%ofGISTs.CD34and5-100also positive inGISTs.
GISTs originate from the intestinal cell of Cajal and leiomyosarcoma originates from smooth
musclesspindlecellsof stomachwall”.[2,3,5]

Leiomyosarcomatreatmentdependsonthelocationandsizeofthetumor.

1. Surgery—itis the best option for leiomyosarcoma. The goal in to remove the entire
tumor,so that thecancerdoesnotcomeback.

2. Chemotherapy — This treatment is often recommended when the tumor is large or
whencancerspread toother parts ofthe body.

3. Radiation therapy — This treatment may be used before surgery to shrink the tumor or
aftersurgerytokillanyremaincancer cells.[1,2,6]

Currently,thepreferredtreatmentmethodinsurgicaliswedge resectionwithnegativemarginof
2.5 1o 5 cm, or partial or total gastrectomy. Pauser et al, also reported submucosal
endoscopicresection of leiomyosarcoma of the stomach.Laparoscopic gastrectomy and endoscopic
submucosaldissection have been used for the removal of gastric leiomyosarcoma, called
Laparoscopic andendoscopic co-operative surgery (LECS). The margin of the tumor was marked
endoscopically andlaparoscopicpartialgastrectomy done.[3,6,8]

Gastric leiomyosarcoma is a cruel disease that does not respond to chemotherapy or
radiationmultimodality therapy involving radiotherapy and chemotherapy is benign inverted and
currentlyrecommended for cases with high local recurrence, high grade and metastasis disease.
Doxorubicinand docetaxel chemotherapy drugs are used for the first line treatment. Surveillance
imaginginvolving CT or MRI of the chest, abdomen and pelvis is recommended every 3 to 6 months
for 2 to 3years. Every 6 months for the next 2 years and then annually. The 5-year cancer survival
rate is 22 t060%.[2,3]

The prognosis depends upon stage of tumor, heath of individual and old age, individual with
bulkydisease may have poorer prognosis. The 5 years survival rate for patient with leiomyosarcoma
is 22%andmaorecareful clinicalfollowupisadvised.[1,2]

Conclusion

Gastric leiomyosarcoma are extremely rare and diagnosis is based on histological
examinationwith immunohistochemistry for marking and accurate diagnosis. The standard
treatment for gastricleiomyosarcoma is complete resection of the tumor, a wedge resection, partial
or total gastrectomywithEn-bloc resectionif adjacentorgansareinvolved.
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