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Abstract
Histiocytic sarcoma (HS) is a rare malignant neoplasm that originates from a histiocytic hematopoietic lineage characterized by histiocytic differentiation and its corresponding immunophenotypic features. We herein reported a case of primary HS of the stomach which was confirmed through histopathologic examination and immunohistochemical staining. A 52-year-old woman presented with progressive difficulty in feeding and dull pain in the epigastric region. Gastroscopy, endoscopic ultrasonography, double contrast examination, and computed tomography revealed a mass located on the posterior wall of fundus and lesser curvature of the stomach. Microscopically, the cytoplasm of the tumor cells was abundant and eosinophilic. Immunohistochemical staining revealed that the tumor cells were positive for CD45RO and CD68. It is difficult to differentiate HS of stomach from other gastric malignancies by radiological evaluation alone. However, HS may be considered when a protruding and ulcerated mass in stomach shows heterogeneous hypervascular features. To the best of our knowledge, this is the first report in English language literature that emphasizes the imaging findings of human gastric HS.

© 2012 Baishideng. All rights reserved.

Key words: Histiocytic sarcoma; Stomach; Primary; Endoscopic ultrasonography;  Gastroscope; Double contrast examination; Computed tomography
Shen XZ, Liu F, Ni RJ, Wang BY. Primary histiocytic sarcoma of the stomach: A case report with imaging findings

Available from:
DOI:
INTRODUCTION
Histiocytic sarcoma (HS) is an exceedingly rare lymphohematopoietic malignant neoplasm composed of tumor cells showing morphologic and immunophenotypic features of mature histiocytes[1,2]. Most patients are adults (median age 46 years). Male predilection is found in some studies. About one-third of cases present in lymph nodes, about one-third in skin, and about one-third in a variety of other extranodal sites, most commonly the intestinal tract[3].
HS of the stomach is extremely rare and it has rarely been described in the English literature[3,4]. The imaging findings of gastric HS are not well known. Thus, it is still indistinguishable from other gastric neoplasms both clinically and radiographically[5]. To the best of our knowledge, only ten cases of gastric HS have been reported in the international medical literature[3-8]. 
We report herein a case of primary HS of the stomach with an emphasis on the imaging findings of endoscopic ultrasonography (EUS), gastroscope, double contrast examination (DCE), and computed tomography (CT).

CASE REPORT
A 52-year-old woman presented with a one-month history of progressive difficulty in feeding and dull pain in the epigastric region for 3 d, without haematemesis or black dejection. At physical examination, she was slightly tender in the middle of the upper abdomen, without abdominal distension. There was no history of previous known stomach disease. 
Gastroscopic examination revealed a large irregular ulcer with apophysis and erosive hemorrhage located on the posterior wall of fundus and lesser curvature of the stomach (Figure 1).
EUS detected thickening about the semi-perimeter of the gastric fundal mucosa, and a heterogenous hypoechoic mass, and the whole layer of the local gastric wall was infiltrated (Figure 2).
The upper digestive pneumobarium double imaging demonstrated a filling defect and a shadow of soft tissue mass around the cardia and lesser curvature of the stomach, and the abdominal part of esophagus was involved. There was destruction of the mucosa, rigidity of the gastric wall, and intracavitary niches in the lesion area (Figure 3). 
Plain and contrast-enhanced CT scans of the abdomen showed a focal irregular thickened gastric wall and a poorly marginated, ulcerated soft tissue mass formation with heterogeneously obvious enhancement in the lesser gastric curvature and fundus area (Figure 4). Swelling of the adjacent regional lymph nodes was also found.
Radical total gastrectomy was performed, and a 7 cm × 6 cm irregularly protruded tumor in the gastric curvature and fundus with the distal esophagus involved was found during the operation, associated with enlargement of the 9th and 11th groups of perigastric lymph nodes. 
The surgical specimens were sent to histopathologic examination. The greater omentum did not show any tumor invasion，and tumor metastasis was not found in any of the 22 examined perigastric lymph nodes. The tumors showed infiltrative borders and areas of ulceration, with invasion into the serosa. The tumor cells were monomorphic to pleomorphic in shape. The cytoplasm was abundant and eosinophilic. The nuclei were large, and round to oval. Bizarre multinuclear giant cells were scattered. Immunohistochemical analysis indicated that the tumor cells expressed CD68, CD45RO, CD31 and Cyclin D1, and approximately 90% of the cells stained for Ki-67, but Bcl-2, Bcl-6, CD10, CD23, CD35, CD56, EMA, CK, Mum-1 and Pax-5 were negative (Figure 5). The histological and immunohistochemical diagnosis for the malignant tumor of the stomach was histiocytic sarcoma.
The patient received three cycles of chemotherapy after radical surgery. She has been free of recurrence or metastasis for 4 mo.
DISCUSSION
Histiocytic sarcoma, also known as true histiocytic lymphoma, is an exceedingly rare lymphohematopoietic malignant neoplasm composed of tumor cells showing morphologic and immunophenotypic features of mature histiocytes[2]. These malignant tumors most commonly present in lymph nodes or at extranodal sites, such as the gastrointestinal (GI) system, bone marrow and skin. The vast majority of GI HS are located in the intestinal tract; only few cases are found in the stomach. Hornick et al[3] and Copie-Bergman et al[4] once described 14 cases of extranodal HS and 13 cases of true histiocytic lymphomas, respectively; among these cases, a total of 12 lesions in 11 patients were located in the GI tract, but only one lesion arose in the stomach. Gastric HS can be located anywhere in the stomach: the cardia, the fundus, the antrum, the lesser curvature, or the greater curvature, but most arise in the lesser curvature and involve the adjacent area. There were ulcers in almost all lesions, and perigastric regional lymphadenopathies were also the common associated ﬁndings in the patients with gastric HS[5-8]. 
Sundersingh et al[7] reported a multifocal HS of the gastrointestinal tract, and a CT scan revealed multifocal, circumferential gastrointestinal wall thickening involving the stomach and jejunal loops. Gastric HS can also exist together with HS of the colon[2]. In our case, the distal esophagus had also been infiltrated. Akiba et al[9] reported a case of HS arising in the parotid gland region; the patient had recurrent lesions in the pelvis and stomach 5 mo after parotidectomy.

On CT or magnetic resonance imaging enhanced scans, extranodal HS lesions often present with notably heterogeneous contrast enhancement, because generally the neoplasm has a plentiful blood supply[10,11]. Fant et al[12] reported one case of primary gastric HS in a dog, a large, protruding and ulcerated mass was observed on tomographic and endoscopic examinations, moreover, the lesion was also apparently strengthened on enhanced CT scan. The CT manifestations in our case were exceedingly similar with those of the above case. 
The imaging features of gastric HS are nonspecific. Abdominal radiographs may show a soft tissue mass with an irregular ulcer and heterogeneous hypervascular features, mostly arising in the lesser curvature and involving the adjacent area.
In conclusion, HS of the stomach is extremely rare, and, to our knowledge, its imaging features have not been previously detailed and summarized in the English-language literature in humans[5-8]. The gastric HS can be primary or secondary, but the primary tumor seems to be more prevalent, and it can also coexist with other sites of HS. It is difficult to differentiate HS of the stomach from other gastric malignancies by radiological evaluation alone. However, HS may be considered when a protruding and ulcerated mass in the stomach shows heterogeneous hypervascular features, particularly when it arises in the lesser curvature.
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Figure 1 Gastroscopic examination revealed a large irregular ulcer with apophysis and erosive hemorrhage located on the posterior wall of fundus and lesser curvature.
[image: image2.jpg]



Figure 2 Endoscopic ultrasonography showed thickening about the semi-perimeter of the gastric fundal mucosa and a heterogenous hypoechoic mass, the whole layer of the local wall involved (arrows).
[image: image3.jpg]


 [image: image4.jpg]



                Figure 3A                          Figure 3B

Figure 3 Double contrast examination demonstrated the shadow of soft tissue masss around the cardia and lesser curvature of stomach (arrows), and filling defect, intracavitary niches, destruction of mucosa, as well as rigidity of the local wall were seen. The abdominal part of esophagus was involved.
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Figure 4C

Figure 4 Abdominal computed tomography scan showed focal irregular thickened gastric wall and a ulcerated soft tissue mass formation with heterogeneously obvious enhancemen in the lesser gastric curvature and fundus area. A: Plain scan; B: Contrast-enhanced scan; C: Coronal multiplanar reconstruction of enhancement scan.
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Figure 5 Histopathologic exam showed the tumor cells were marked inequality in the sizes, the cytoplasm was abundant and eosinophilic, the nuclei were large, round to oval, bizarre multinuclear giant cells were scattered. The tumor cells expressed CD68. A: HE × 100; B: Immunohistochemical staining for CD68 ×400.
