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a  b  s  t  r  a  c  t

INTRODUCTION:  Gastroblastoma  is a rare gastric  biphasic  tumor  with  both  epithelial  and  mesenchymal
components.  To the  best  of  our knowledge  only  eight  cases  have  been  reported  in  the English  literature
till  date.
PRESENTATION  OF  CASE:  We  report  a case  of  a 29-year-old  female,  hospitalized  for  epigastric  pain  with
poor  general  condition.  An  upper  gastrointestinal  endoscopy  showed  a polypoid  mass  in the  stomach
near  the  gastric  cardia  suspicious  of gastrointestinal  stromal  tumor.  The  patient  underwent  atypical
proximal  gastrectomy  with  splenectomy.  Detailed  histopathological  examination  of  the  resected  spec-
imen revealed  the  diagnosis  of  gastroblastoma.  After  six  months,  the patient  developed  loco-regional
recurrence  for  which  surgical  debulking  was  performed.
DISCUSSION: Gastroblastoma  is predominantly  seen  in  young  adults  with  non-specific  complaints.  They

appear  as submucosal  lesion  in  the  stomach  mimicking  gastrointestinal  stromal  tumor.  Preoperative
diagnosis  is often  difficult.  Surgical  resection  remains  the  mainstay  of treatment.  On  histology,  they  con-
sist  of  mesenchymal  component  which  stain  positively  for  vimentin  and  CD10  and  epithelial  component
which  is  positive  for cytokeratin  on  immunohistochemistry.
CONCLUSION:  Gastroblastoma  is  a malignant  tumor  with  risk  of  local  recurrence  after  curative  resection.

©  2017  The  Authors.  Published  by Elsevier  Ltd  on  behalf  of IJS  Publishing  Group  Ltd.  This  is an  open
he CC
access  article  under  t

. Introduction

Gastroblastoma is a recently described gastric tumor character-
zed by presence of both epithelial and mesenchymal components.
his biphasic tumor was first reported to be a distinct entity by
iettinen et al. in 2009 [1]. Till date, only eight cases have been

eported in English literature. Due to the rarity of this disease, the
tiopathogenesis, malignant potential and appropriate treatment
or this disease remains unknown.
We report a case of gastroblastoma with aggressive behavior in
 young lady who developed local recurrence within six months of
urative treatment. Additionally, we performed a literature review
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so as to provide better understanding of the clinico-pathological
characteristics, therapeutic approaches and prognosis of this rare
type of gastric tumor. This case has been reported in line with the
SCARE criteria [2].

2. Case description

A 29-year-old lady presented with complaints of epigastric pain
for eight months. The pain was dull aching in nature, paroxysmal,
unrelated to food and without radiation. Patient also had a single
episode of hematemesis two  days prior to the admission.

Upper gastrointestinal endoscopy revealed the presence of a
7-cm polypoid submucosal lesion near the gastric cardia on the pos-
terior wall of the stomach towards the greater curvature. The lesion
was located about 30 cm from the incisors. Endoscopic biopsy

was inconclusive. Laboratory tests showed hypochromic micro-
cytic anemia (Hb − 6 g/dl, MCV  − 66,7 fL, MCHC − 27 g/dl). Liver
and renal function tests were normal. Serum CEA level was  normal
and serum CA 19-9 level was 12 U/ml.
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Fig. 1. Abdominal CT scan showing the presence of a cystic tumor of 7 cm with a
component tissue developing at the expense of the stomach, with enhancement
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Fig. 2. Tumor consisted of mesenchymal component made of oval cells arranged in
cords, tubules and epithelial component arranged in glands (hematoxylin eosin X
200).

Fig. 3. Mesenchymal component consisted of oval cells with scant cytoplasm and
monomorphic nuclei (HE X 400).
fter contrast injection.

Abdominal CT scan showed the presence of a solid-cystic tumor
f 7 cm arising from the posterior wall of the stomach close to the
astric cardia (Fig. 1).

Intra operatively, the tumor was located on the posterior gastric
all occupying the proximal stomach with encroachment of the

plenic hilum. Atypical partial gastrectomy with splenectomy was
erformed due to the extension to the splenic hilum. Postoperative
ecovery was uneventful.

On macroscopic examination, the tumor was 7 × 4 ×4 cm in size.
n cut section, there were focal areas of necrosis and hemorrhage.
he tumor showed infiltration of all the layers of the gastric wall
ith invasion of the splenic hilum. Six enlarged lymph nodes were

ound at the splenic hilum and two enlarged lymph nodes were
ocated at the gastric fundus.

On microscopic examination, the tumor was  predominantly
ocated in the submucosa with focal invasion of the mucosa, muscu-
ar layer, serosa and splenic hilar fat at places. The tumor consisted
f two components − mesenchymal and epithelial (Fig. 2). The pre-
ominant component was mesenchymal, consisting of ovoid cells
rranged in layers, with regular nuclei and scanty cytoplasm (Fig. 3).
here were 21 mitoses per 10 high power fields. The epithelial
omponent was focally distributed, consisting of lightly-reduced
lands, lined by cuboidal to columnar cells with atypical hyper-
hromatic nuclei and infrequent mitosis (Fig. 4). Both components
ere of blastematic immature type. Peri-tumoral vascular emboli
ere present. Two of the six nodes of the splenic hilum were
etastatic while both of the lymph nodes at the fundus were free

f tumor.
On immunohistochemistry, the tumor was uniformly positive

or vimentin, CD 99 (Mic 2) and focally positive for CD 10 (Fig. 5).

taining with anti-cytokeratin antibodies, anti-chromogranin, anti-
ynaptophysin and anti-C-kit was negative. Based on the above

Fig. 4. Epithelial component showed glands lined by cubo-cylindrical cells (HE X
400).

Fig. 5. Immunohistochemistry: positivity of neoplastic cells with vimentin (A), CD99 (B) and focal positivity with CD10 (C) (X 200).
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istopathological findings, final diagnosis of gastroblastoma was
ade.

At six months of follow up, patient developed loco-regional
ecurrence in the retro-gastric area for which surgical debulking
as performed. However, the patient died one month after debulk-

ng due to massive pulmonary embolism.

. Discussion

Gastroblastoma is a very rare epithelio-mesenchymal biphasic
astric tumor. The etiopathogenesis of this tumor is not very clear,
owever, it is believed to develop from a totipotent stem cell [3].

t predominantly occurs in young adults with a mean age of 22
ears [1]. Among the eight previously reported cases, there were
ix males and two females. Similar to these cases, our patient was

 young girl in her third decade of life. Clinically, the symptoms are
onspecific and dominated by atypical epigastric pain, impaired
eneral condition, and abdominal mass if the tumor is of large size
4]. In two previously reported cases, gastroblastoma manifested as
astrointestinal bleed similar to that reported in the present case
Table 1).

On upper gastrointestinal endoscopy, it appears as a bulging
ass lifting the gastric mucosa [5]. The overlying gastric mucosa
ay  be normal or ulcerated. If the tumor is developing exolu-
inally, the tumor may  not be visible on endoscopy and even

eep-seated biopsies do not allow the diagnosis [5]. Endoscopic
ltrasound is recommended in such cases to visualize the tumor
nd perform deep biopsies safely [5]. This aspect was  noted in our
bservation. Out of the eight reported cases, gastroblastoma was

ocated in the antrum in five patients, along the greater curvature
n two cases and in one patient the location was not specified. In
ur case the tumor was present along the greater curvature in the
roximal stomach.

Surgical resection with clear margins has been the preferred
reatment of choice. Like gastrointestinal stromal tumors, laparo-
copic approach may  be useful for small tumors less than 5 cm
ocated in the anterior surface of the stomach away from the gas-
roesophageal junction. Gastroblastoms are lymphophilic tumors
ndicating the importance of a lymph node dissection [1]. In
ur case, this dissection was not performed because of the pre-
perative diagnosis of a stromal tumor.

Diagnostic confirmation is possible only by the histopathologi-
al examination. Macroscopically, they can have varied size ranging
rom 3.8 to 15 cm.  The tumor consistency is variable. The cut sur-
ace often shows areas of hemorrhage or necrosis as seen in the
resent case [1]. It can appear as ulcerated, polypoidal, intramural
r exophytic lesion [1].

In our case, the tumor was predominantly located in the submu-
osa with focal areas of infiltration in to the gastric mucosa leading
o ulcerations. The tumor also seeped through the muscular and
erosal layer to involve the splenic hilum.

Histologically, gastroblastoma shows biphasic cell prolifera-
ion involving mesenchymal and epithelial cells. The epithelial
omponent is organized mainly in nests, cords and tubules com-
osed of glands with reduced light, carpeted in places by the
ubo-cylindrical cells, the hyper-chromatic nuclei and the slightly
osinophilic cytoplasm, and discrete nucleoli. In some cells, the
ucleus and cytoplasm were condensed and clearly bordered by
eparate cells. The nuclei of glandular structures were dark and
longated [1]. The mesenchymal cells were arranged in short fas-

icles or layers formed by oval cells with scant cytoplasm with
nconspicuous nucleoli and regular nuclei. No signs of structural
ifferentiation such as fences or nuclear vacuolation were noted.
oth components showed blastemal immature appearance. Ta
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Gastroblastoma variably combines both cell components, in fact,
the mesenchymal component is often predominantly observed in
4 cases in the literature [4].

The mitotic index varied from 0 to 30.
Immunohistochemically, as per the original description by Miet-

tinen M et al. [1], mesenchymal cells express vimentin and CD10
while epithelial cells express cytokeratins. However, subsequent
case studies on gastroblastoma have reported positivity for addi-
tional markers as summarized in Table 2. In the present case,
the mesenchymal cells showed positivity for vimentin but neg-
ative reaction for CD 10. and epithelial cells express some CD
vimentin with CD10 positive response of mesenchymal and epithe-
lial cells for CD 99. The tumor showed negative reaction for
markers of gastrointestinal stromal tumors (CD117), neuroen-
docrine tumors (synaptophysin, chromogranin), synovial sarcoma,
and leiomyosarcoma.

The differential diagnosis includes inflammatory myofibrob-
lastic tumors, teratoma, gastrointestinal stromal tumor (GIST),
synovial sarcoma, and carcinosarcoma. The literature review shows
that lymph node metastases have been reported in one case,
as in our patient who developed local and distant lymph node
metastases [4]. Furthermore, Wey  et al. [6] have reported a
case of gastroblastome with lymph node metastasis and at dis-
tance. No standard therapy has been established for this tumor.
The intra-peritoneal chemotherapy could reduce the loco-regional
recurrence and peritoneal dissemination [7]. One reported case had
received neo-adjuvant chemotherapy but without response [6].
Another one had received post-operative radiotherapy [1].

Gastroblastoma appears to have low malignant potential as
recurrence after curative resection has not been reported in the lit-
erature. Our case is the first report of local recurrence after curative
resection. The follow-up periods were from 3 months to 14 years.
No cases of recurrence were reported during the reported monitor-
ing period. The prognosis depends on several parameters including
the size of the tumor, the degree of parietal invasion, mitotic index,
and lymph node invasion [7].

Gastroblastoma seem to have a low malignant potential. The
average survival was  48.3 months [4], with a range from 3 months
to 14 years. In our case, the survival was 7 months.

4. Conclusion

Gastroblastomas is a distinct clinico-pathological entity due
to its clinical, radiological, histopathological and immunohisto-
chemical profile. Our case is the first reported case in Tunisia and
the ninth observation described in the literature. More data are
needed to understand the biological and clinical behavior of the
tumor. Despite the development of the diagnostic, morphological,
immune-histochemical and anatomo-pathological techniques, the
diagnosis is often difficult.
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