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Giant cellular neurilemmoma, a rare mesenchymal tumorof the oesophagus: A case report
Mitali Singhal, Vatsala Misra, Vishal Dhingra, Sri Prakash Misra

ABSTRACT
Introduction: Gastrointestinal schwannomasare classified as mesenchymal orneuroectodermal neoplasms. Most common siteis stomach followed by rectum. Schwannoma ofoesophagus is very rare. It can present withdysphagia and odynophagia. Case Report: A30yearold female was presented withprogressive dysphagia, mild odynophagia,retrosternal heartburn and vomiting for last sixmonths. On radiological investigations arounded radio opaque shadow in rightparatracheal region was seen. Endoscopyshowed ulcerated mucosa that bled on touch.Lumen was narrowed. Endoscopic biopsyshowed only mild dysplasia in squamousepithelial lining. Segmental oesophagectomywas done to remove the mass. On grossexamination an already cut open segment ofoesophagus of about 6 cm in length wasreceived. An irregular, lobulated, firm, greywhite growth, of 7x5x8.5 cm, having smoothexternal surface was observed towards serosalsurface. Cut surface was homogenous white.Histology showed monomorphic spindle shapedcells arranged in fascicular and whorled patternwith nuclear palisading at places. Peri tumorallymphoid aggregates were also seen.

Conclusion: Oesophageal schwannomas arebenign tumors having excellent prognosisfollowing surgical resection. A case ofoesophageal schwannoma is documented here.
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INTRODUCTION
Schwannoma or neurilemmoma is a benign tumor ofthe peripheral nerves. Most common sites are flexoraspects of extremities, neck, mediastinum,retroperitoneum, posterior spinal roots andcerebellopontine angle. Schwannomas of thegastrointestinal tract are rare and distinctively differentneoplasms from conventional schwannomas that arisein soft tissue or the central nervous system [1].Gastrointestinal schwannomas occur most commonly inthe stomach (60–70% of cases), followed by the colonand rectum [2–5]. Esophageal and smallintestinalschwannomas have been rarely reported [2–4]. Themost common mesenchymal tumor occurring inoesophagus is leiomyoma [6]. Oesophagealschwannoma is a rare and different neoplasm fromconventional schwannomas arising in soft tissue or thecentral nervous system. Peak incidence is in the thirdand fourth decade of life. These are more common infemales as compared to males. Oesophagealschwannoma like other gastrointestinal schwannomas
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show distinctive histological features that separate themfrom conventional schwannomas. On microscopicexamination, Oesophageal schwannomas show spindlecells with a microtrabecular pattern, peripherallymphoid cuffing with occasional germinal centers.Cells show S100 positivity [1–3]. They do not shownuclear palisading that is usually present inconventional schwannomas. Gastrointestinalschwannomas lack neurofibromatosis2 geneticalterations supporting the theory that gastrointestinalschwannomas are unique tumors that are distinct fromconventional schwannomas [7]. To date about 30 casesof oesophageal schwannoma have been documented inliterature [8–15]. A case of oesophageal schwannoma isdocumented here due to its rarity and unusual presentation.

CASE REPORT
A 30yearold female was presented with progressivedysphagia, mild odynophagia, retrosternal heartburnand vomiting for last six months. On radiologicalinvestigations, a round radio opaque shadow in theright paratracheal region was seen. CT scan revealed alarge (7x5x8.5 cm) lobulated homogenous mildlyenhancing soft tissue mass in tracheoesophageal grooveextending in right paratracheal and subcarinal region.Endoscopy showed ulcerated mucosa which bled ontouch. Lumen was narrowed. Endoscopic biopsyshowed only mild dysplasia in squamous epitheliallining. Segmental oesophagectomy was done to removethe mass.On gross examination an already cut open segmentof oesophagus of about 6 cm in length was received(Figure 1A). An irregular, lobulated, firm, grey whitegrowth, of 7x5x8.5 cm, having smooth external surfacewas observed towards serosal surface. Cut surface washomogenous white (Figure 1B).Multiple sections were processed and showedvariable picture on histopathological examination.Sections processed from mucosal surface showedhyperplastic stratified squamous epithelial liningunderneath which areas of hemorrhage andfibrocollagenous tissue were seen (Figure 1C).Fibrocollagenous tissue was compressed andsurrounded by lymphocytes and plasma cells extendinginto the underlying mass (Figure 1D). Sections fromtumor area showed monomorphic spindle shaped cellssurrounded by fibrocollagenous tissue. Cells werearranged in fascicular and whorled pattern. Cells hadpoorly defined eosinophilic cytoplasm and pointedbasophilic nuclei with nuclear palisading at places(Figure 2A–C). Some of them showed large wavynuclei. Occasional mitotic figures were seen. Thickenedblood vessels and perivascular hyalinization waspresent along with moderate amount of inflammatoryinfiltrate mainly (lymphocytes and plasma cells).Peritumoral lymphoid aggregates were also seen.Immunohistochemistry for S100, Desmin andCD 117 was done. Tumor was strongly positive for S100(Figure 2D) and negative for CD 117 and desmin.

DISCUSSION
Oesophageal schwannomas are benign tumorshaving excellent prognosis following surgical resection.Benign tumors of oesophagus are more common in menthan women in the oesophagus most common soft tissuetumors are leiomyomas [6, 16]. Others areleiomyosarcomas and GIST. It is difficult to distinguishschwannoma from leiomyoma, and GIST. Sopreoperative diagnosis is difficult and can be confirmed

Figure 1: (A) Lobulated oesophageal mass with attachedmucosa, (B) Cut surface is homogenous white with overlyingulcerated and degenereated mucosa, (C) Hyperplasticstratified squamous epithelial lining with areas of hemorrhageand a submucosal growth, and (D) Peritumoral lymphoidaggregates are seen.

Figure 2: (A) Section showing spindle shaped cells arranged inwhorled pattern, (B) Area showing spindle shaped cellsarranged in palisading pattern, (C) Higher magnification ofFig2B showing palisading arrangement of spindle shaped cellswith ovoid to spindle nuclei and mild lymphocytic infiltrate,and (D) Immunohistochemistry for s100 showing strongpositivity.
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only by histopathological and immunohistologicalexamination. Oesophageal schwannomas like othergastrointestinal schwannomas are not encapsulated, afeature that distinguishes them from schwannomas inperipheral nervous system. On histopathologicalexamination, these schwannomas have a lymphoid cuffwith germinal centre. They are composed of interlacingbundles of spindle cells which show only loosepalisading. They may resemble GISTs but the presenceof lymphoid cuff helped in diagnosing it asschwannomas in this case. The tumor cells ofoesophageal schwannoma are positive for S100 proteinand negative for smooth muscle markers, such as actinand desmin, which are positive in myogenic tumors.Oesophageal schwannoma tumor cells are also negativefor CD34 and CD117, which are positive in GIST [1, 4].In present case, mass showed spindle shaped cellshaving wavy nuclei, arranged in fascicular and whorledpattern with evidence of nuclear palisading at places.Peritumoral lymphoid aggregates were also seensuggesting a diagnosis of Schwannomas. No significantdifference in oesophageal schwannoma and othergastrointestinal schwannomas has been documented inliterature. Leiomyomas are benign tumour showingperpendicularly oriented fascicles of brightlyeosinophilic spindle cells with blunt ended cigar shapednuclei and sometimes Para nuclear vacuole [16]. Theyare positive for desmin, smooth muscle actin, calponinand caldesmon. Gastrointestinal stromal tumors showdifferentiation along interstitial cells of Cajal andCD117/ ckit positivity on immunohistochemistry. Theymay behave in benign and malignant fashion. Onmicroscopic examination, they are spindle cell orepithelioid type, sometimes with skeinoid fibers instroma [17]. Though oesophageal schwannomas can betreated by enucleation [18], Partial oesophagectomy hasbeen used to treat Large benign schwannomas [19].

CONCLUSION
Oesophgeal schwannomas are benign tumors havingexcellent prognosis following surgical resection. A caseis documented here due to its rarity and unusualpresentation.

*********
Author ContributionsMitali Singhal – Acquisition of data, Analysis andinterpretation of data, Drafting the article, Finalapproval of the version to be publishedVatsala Misra – Analysis and interpretation of data,Revising it critically, Final approval of the version to bepublishedVishal Dhingra – Acquisition of data, Analysis andinterpretation of data, Drafting the article, Finalapproval of the version to be publishedSri Prakash Misra – Acquisition of data, Revising itcritically for important intellectual content, Finalapproval of the version to be published

GuarantorThe corresponding author is the guarantor ofsubmission.
Conflict of InterestAuthors declare no conflict of interest.
Copyright© Mitali Singhal et al. 2012; This article is distributedunder the terms of Creative Commons Attribution 3.0License which permits unrestricted use, distribution andreproduction in any means provided the original authorsand original publisher are properly credited. (Please seewww.ijcasereportsandimages.com/copyrightpolicy.phpfor more information.)

REFERENCES
1. Levy AD, Quiles AM, Miettinen M, Leslie HS.Gastrointestinal Schwnnomas: CT features withclinicopathological correlation American Journal ofRoentgenology 2005;184:797–804.2. SarlomoRikala M, Miettinen M. Gastricschwannoma: a clinicopathological analysis of sixcases. Histopathology 1995;27:355–60.3. Daimaru Y, Kido H, Hashimoto H, Enjoji M. Benignschwannoma of the gastrointestinal tract: aclinicopathologic and immunohistochemical study.Hum Pathol 1988;19:257–64.4. Prevot S, Bienvenu L, Vaillant JC, de SaintMaur PP.Benign schwannoma of the digestive tract: aclinicopathologic and immunohistochemical study offive cases, including a case of esophageal tumor. AmJ Surg Pathol 1999;23:431–6.5. Miettinem M, Furlong M, SarlomoRikala M, et al.Gastrointestinal stromal tumours, intramuralleiomyomas, and leiomyosarcoma in the rectum andanus. A clinicopathologic, immunohistochemical,and molecular genetic study of 144 cases. Am J SurgPathol 2001;24:211–2.6. Solomon MP, Rosenblum H, Rosato FE. Leiomyomaof the esophagus. Ann Surg 1984;199:2468.7. Lasota J, Wasag B, DansonkaMieszkowska A, et al.Evaluation of NF2 and NF1 tumor suppressor genesin distinctive gastrointestinal nerve sheath tumorstraditionally diagnosed as benign schwannomas:study of 20 cases. Lab Invest 2003;83:1361–71.8. Saito R, Kitamura M, Suzuki H, et al. Esophagealschwannnoma. Ann Thorac Surg 2000;69:1947–9.9. Murase K, Hino A, Ozeki Y, et al. Malignantschwannoma of the esophagus with lymph nodemetastasis: literature review of schwannoma of theesophagus. J Gastroenterol 2001;36:772–7.10. Chen HC, Huang HJ, Wu CY, et al. Esophagealschwannoma with tracheal compression. ThoracCardiovasc Surg 2006;54:555–8.11. Tokunaga T, Takeda S, Sumimura J, et al.Esophageal schwannoma: reoort of a case. SurgToday 2007;37:500–2.12. Samarasam I, Chandran S, Kurian S, Mathew G.Giant oesophageal schwannoma. Surgical Practice2009;13:26–9.13. R.Dutta, A. Kumar, T. Jindal, and N. Tanveer,“Concurrent benign schwannoma of oesophagus and



IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 1 0, October 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(1 0):35–38.
www.ijcasereportsandimages.com Singhal et al. 38

posterior mediastinum,” Interactive Cardiovascularand Thoracic Surgery 2009;9:1032–4.14. Zhang, Weiguo MD; Xue, Xingyang MD; Zhou,Qinghua MD Benign Esophageal SchwannomaSouthern Medical Journal 2008;101:450–1.15. Choo SS, Smith M, CiminoMathews A and Yang SC.An Early Presenting Esophageal SchwannomaGastroenterology Research and Practice 2011Volume 2011, Article ID 165120, 3 pagesdoi:10.1155/2011/165120.16. Fletcher C.D.M. Diagnostic Histopathology oftumours,2nd Edition, Vol.I, Tumours of theoesophagus/stomach:325.17. Berman J, O’Leary TJ. Gastrointestinal stromaltumour workshop. Hum Pathol 2001;32:577–82.18. M. Ohno, J. Sugihara, K. Miyamura et al., “Benignschwannoma of the esophagus removed byenucleation: report of a case,” Surgery Today2000;30(1):59–62.19. Park BJ, Carrasquillo J, Bains MS, Flores RMGiantbenign esophageal schwannoma requiringesophagectomy. Ann Thorac Surg 2006;82:340–2.




