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Abstract: Histiocytic sarcoma (HS) is a very rare lympho hematopoietic malignant neoplasm. Up to date, only a small
number of gastric histiocytic sarcoma has been reported. In the present study, we reported a case of a primary huge
histiocytic sarcoma of stomach in a youth man of 20 years old. Imaging examinations showed a large mass in the
lesser curvature and antrum of the stomach. Then a distal subtotal gastrectomy was perfumed and a huge tumor of
15 cm x 13 cm was resected and diagnosed as histiocytic sarcoma by histopathologic examination and immunohis-
tochemical analyses. To investigate the clinical characteristics of the rare histiocytic sarcoma of stomach, we also
performed a systematic review by searching relevant literature up to Aug 2015 in the databases of PubMed, ISI web
of science, CNKI, and Wangfang. Finally, a total of 14 cases including ours were included. The average age of these
patients was 57.9 years. They usually presented a long time abdominal pain before diagnosis. Only rare patients

survived for a relative long time and the postoperative chemotherapy might be favorable.
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Introduction

Histiocytic sarcoma (HS), also known as “true
histiocytic lymphoma”, is a very rare lympho
hematopoietic malignant neoplasm occurring
mostly in the adult people and the tumor cells
present with the morphologic and immunophe-
notypic features of mature histiocytes [1, 2].
The tumor cells of histiocytic sarcomas are pos-
itive for a histiocytic marker (CD68, CD163, or
lysozyme), and negative for a Langerhans cell
marker (CD1a or langerin). And they are typi-
cally negative for specific B-cell (PAX5 or CD19),
T-cell (cytoplasmic CD3), and myeloid (myelo-
peroxidase) markers. HS usually presents in
lymph nodes, skin, and a number of other
extranodal sites, of which the intestinal tract
sites are common [3]. Up to date, only a small
number of gastric histiocytic sarcoma has been
reported. In the present study, we reported a
case of a primary huge histiocytic sarcoma in a
youth man and performed an updated system-
atic review to summary the clinical characteris-
tics of gastric histiocytic sarcoma.

Case report

A 20 years old man presented with intermittent
melena for 3 months, weakness and dizziness
for 2 months, and intermittent fever for 1 mouth
before admittance to hospital. The patient
reduced weight from 135 kg to 90 kg by exer-
cise and diet for a half year before disease
occurrence. And a shock occurred after a work-
out. Laboratory examination showed that his
white cell count was 32.8 x 10° g/L, hemoglo-
bin was 60 g/L, albumin was 25.3 g/L, and
occult blood for stool was positive. Bone mar-
row biopsy revealed an iron-deficiency anemia.

Gastroscopic examination suggested a large
mass located in the front wall of the middle part
and the lesser curvature of the stomach with-
out obvious ulcer. And the stomach angle was
involved partly (Figure 1A). Gastric biopsy sug-
gested it might be a mesenchymal tumor. Pain
CT scan of the chest showed a slight thickened
side wall of the lesser curvature of the stomach
and a shadow of low density in gastric antrum.
PET/CT scans suggested an irregular increased
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Figure 1. A. Gastroscopic examination revealed a large mass located in the front wall of the middle part and the
lesser curvature of the bottom part of the stomach. B. The upper digestive pneumobarium double imaging demon-
strated an irregular lesion around the antrum and lesser curvature of the stomach. C. Surgical specimen.
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Figure 2. A. Histopathologic examination (x 600). B. Immunohistochemical staining analysis by antibody CD68 (x

600).

metabolism mass near the antrum of stomach
with a metabolism increase in the bone marrow
of the whole body. The peripheral bone marrow
of the patient was accreted. The spleen became
bigger and its metabolism increased. Several
lymph nodes on the bilateral sides of the neck
were enlarged slightly. The upper digestive
pneumobarium double imaging demonstrated
an irregular lesion around the antrum and less-
er curvature of the stomach (Figure 1B).

The patient finally received a distal subtotal
gastrectomy and a 15 cm x 13 cm irregularly
protruded tumor in the gastric curvature and
antrum was found during the operation (Figure
1C).

The histopathologic examination of the surgi-
cal specimens indicated that there was no tu-
mor metastasis in the perigastric lymph nodes.
The tumor cells were monomorphic to pleomor-
phic with a spindle shape. The cytoplasm of
the tumor cells was abundant and eosinophi-
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lic (Figure 2A). The immunohistochemical anal-
ysis demonstrated that the tumor cells were
positive for CD68, CD163, D2-40, CD3, and
leukocyte common antigen (LCA), and nega-
tive for epithelial cell markercytokeratin AE1/
AE3, langerhans cell marker CD1«, dendritic
cell marker CD35, and other markers including
CD20, follicular, smooth muscle actin (SMA),
ALK, and S100 (Figure 2B). Based on the histo-
logical and immunohistochemical examina-
tions, the malignant tumor of the stomach was
diagnosed as histocytic sarcoma.

After surgery, no additional therapy was per-
formed and he suffered from local recurr-
ence and liver metastasis at 6 months posto-
peration.

Discussion
Histiocytic sarcoma (HS) is a very rare lympho

hematopoietic malignant neoplasm [1, 2]. The
term “histiocytic sarcoma” was firstly induced
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Table 1. Clinical characteristics of previously reported cases of primary gastric histiocytic sarcoma

Presentin Thera Tumor Accom-  Regional . Local Distant
Refer- Coun- Lan- Age g Y Tumor . ) g Surgical Therapy af- Treat- Treat- .
No. Sex symptoms/ before . size  panying LN Recur- metas- Survival
ence try guage (yr) : location . . treatment  ter surgery ment . ment
signs surgery (cm) lesion involvement rence tasis
1 Alvaro  Spain English 52 Female Epigastric pain N Stomach 12 MALT N Total gas- CHOP, 6 cycles N NA N NA Alive with-
etal, and bloody stools lym- trectomy out disease
1996 phoma (18 mo)
2 Homick USA  English 89 Male  Abdominal pain N Stomach 12 N Y Gastrec- N N NA Ster- Resec- Died (5 mo)
etal, and tomy num, 4 tion
2004 colon mo
3 Wang  China Chinese 64 Female dull paininthe N Stomach 6 N N Subtotal Chemotherapy N NA N NA NA
etal, upper abdomen, (L&B) gastrectomy
2009 nausea, sour
regurgitation, and
melena for 4 mo
4 Yooet Korea HKorean 71 Male  Epigastric pain N Stomach 3,1 (2 N N Total gas- N N NA Spleen NA Alive with
al, 2010 (F&B) distinct trectomy and disease (9
mass- intra-ab- mo)
es) dominal
LNs
5 Tanget China Chinese 57 Male abdominal disten- PF+CF  Stomach 4,5 (2 N Y Distal gas-  PF+CF pre and N N N NA  Alive remis-
al, 2010 sion and sour distinct trectomy post sion (8 mo)
regurgitation for mass)
one year
6 Cong- China English 62 Female 5-month pain and N Stomach 20 DLBCL Y Total gas- N N NA N NA Died (7 mo)
yang et discomfort in the (B&A) trectomy
al, 2011 epigastric region
7 Sunder- India English 28 Female abdomen pain for N Stomach 9 N Y Distal CHOP, 4 cycles N NA N NA Alive with-
singh et 6 mo and melena (A&P) gastrectomy out disease
al, 2012 for 3 mo and and jejunal (3yn)
jejunum resection
8 Fenget China Chinese 75 Male 6 mo abdominal N Stomach 5 N N Subtotal N Y NA N NA Died
al, 2012 pain, stomach up- (L) gastrectomy because of
set, and obvious recurrence
weight loss (13 mo)
9 Guanet China Chinese 74 Male repeated dry N Stomach 1.5 N Y Total gas- N Y sur- N NA Died
al, 2012 mouth and (G) and trectomy portive because of
polydipsia for ten pancre- ther- recurrence
years atic tail apy (13 mo)
10 Shenet China English 52 Female 1-month progres- N Stomach 7 N N Total gas- Chemothera- N NA N NA Alive with-
al, 2013 sive difficulty in (F) trectomy py, 3 cycle out disease
feeding; 3-day dull (4 mo)
pain in perigastric
region
11 Leeet Korea English 45 Female 40-day epigastric N Stomach 75 N Y Distal gas- N N NA N NA Alive with
al, 2014 pain (A&P) trectomy residual
disease (1
mo)
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12 Pakra- USA  English 46 Male 6 mo progressive Gastro- NA NA NA NA NA NA NA  NA
van et abdominal pain, esopha-
al, 2014 nausea, vomiting, geal
and dysphagia; junction
night sweats,
palpitations,
myalgias, and
weight loss
13 Hanao- Japan English 75 Male NA Stom- NA Total NA N NA N NA Alive with-
ka et al, ach, gastrectomy out disease
2015 liver, and and resec- (4 yr)
pancre- tion of liver,
atic tail pancreas
and spleen
14  Current China English 20 Male intermittent Stomach 15 Distal N N NA N NA Alive with-
case melena for 3 (A&G) subtotal out disease
months, weak gastrectomy (6 mo)
and dizziness for
2 months, and
intermittent fever
for 1 month
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by Mathe in 1970 and now the WHO defines HS
as a collection of malignant proliferation of
cells that shows the morphologic and immuno-
phenotypic features of mature tissue histio-
cytes [4]. So far, only a small number of histio-
cytic sarcoma in stomach has been reported. In
the present study, we reported a case of a pri-
mary huge histiocytic sarcoma in a youth man.
It was a 20 years old man presented with inter-
mittent melena, weak, dizziness, and intermit-
tent fever for a long time. Imaging examinations
showed a large mass in the lesser curvature
and antrum of the stomach. Then a distal sub-
total gastrectomy was perfumed and a huge
tumor of 15 cm x 13 cm was resected and the
tumor was diagnosed as histiocytic sarcoma by
histological and immunohistochemical analy-
ses. And the patient suffered from local recur-
rence and liver metastasis at 6 months
postoperation.

To investigate the clinical characteristics of the
rare histiocytic sarcoma of stomach, we per-
formed a systematic search and review up to
Aug 2015 in the databases of PubMed, ISI web
of science, CNKI, and Wangfang. The search
terms were “stomach OR gastric” and “histio-
cytic sarcoma OR true histiocytic lymphoma”.
Finally, 13 related articles containing 13 cases
were included and the articles were published
from 1996 to 2015 [3, 5-16]. Of which, one
article published in Korean language was also
included because its critical data could be
obtained from Lee et al’s report and its abstract
[7, 14]. The clinical characteristics of a total of
14 histiocytic sarcoma cases occurred in stom-
ach including ours were summarized in the
Table 1. Out of the 14 patients, two were
American [3, 15], seven were Chinese [6, 8, 9,
11-13], two were Korean [7, 14], one was Spain
[5], one was Indian [10], and one was Japanese
[16]. Eight patients were male and six were
female. Their age ranged from 20 to 89 years
with a mean value of 57.9. Twelve patients were
over 45 years indicating gastric histiocytic sar-
coma mostly occurred in middle age or elder.
Nine patients presented a long time abdominal
pain for 40 days to one year. The other main
symptoms were melena (3 cases), nausea (2
cases), sour regurgitation (2 cases), and weight
loss (2 cases). Only one patient received PF+CF
chemotherapy before surgery [8]. And one
patient died rapidly after diagnosis [15]. The
tumors were involved in multiple sites (colon,
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jejunum, esophageal, pancreas, and liver) for
five cases [3, 10, 12, 15, 16] and the rest cases
presented with only gastric mass. Two distinct
mass were found in two patients, respectively
[7, 8]. The tumor size ranged from 1.5 to 20 cm
and the tumor size of 9 out of 12 cases was
over 5 cm. 13 of 14 patient underwent gastrec-
tomy except one who died after diagnosis rap-
idly. Regional lymph node metastases were
found in 10 of 13 patients during the operation.
4 of 13 patients were treated with chemothera-
py after surgery. 5 of 13 patients had local
recurrence or distant metastasis during the fol-
low up, indicating local recurrence/distant
metastasis should be drew more attention at
the same time. 4 of 12 patients died due to the
disease during the follow up with a survival
time from 7 to 13 months. 8 of 12 patients
remained alive at the last follow-up time where-
as the follow up periods were relative short and
only two cases showed a relative long survival
(3 years and 4 years, respectively) [10, 16].
Histiocytic sarcoma is aggressive and usually
shows poor response to chemotherapy [3].
However, after reviewing the previously reports,
we found that two patients survived for a rela-
tive long time (18 months and 3 years) after
surgery and postoperative chemotherapy [5,
10]. It suggested that postoperative chemo-
therapy might be helpful to prolong the patient
survival.

Conclusions

In summary, we reported a primary huge gas-
tric histiocytic sarcoma in a Chinese young man
and performed a systematic review of the previ-
ously reported cases of histiocytic sarcoma of
stomach. The average age of these patients
was 57.9 years. They usually presented a long
time abdominal pain before diagnosis. Only
rare patients survived for a relative long time
and the postoperative chemotherapy might be
favorable.
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