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Abstract

Sarcomatous intrahepatic cholangiocarcinoma (ICC) is a rare histological variant of ICC that is
composed of both adenocarcinoma (ICC component) and sarcomatous components. Surgery
is believed to be the primary treatment, and some reports describe primary resection. However,
due to the aggressive malignancy of sarcomatous ICC, there is no report regarding resection
of a metastatic lesion. In this report, we present the case of a 75-year-old woman admitted to
our hospital with the chief complaint of weight loss. Various imaging techniques demonstrated
a single mass in the liver and cecum. A cecal gastrointestinal stromal tumor accompanied by
liver metastasis was suspected, and ileocecal resection was performed for diagnostic purposes.
However, the tumor was present in the abdominal wall rather than in the cecum. The tumor
was resected and diagnosed as undifferentiated sarcoma. We suspected the liver tumor was a
series of lesions, so we performed hepatectomy. As the tumor was composed of both adeno-
carcinoma and sarcomatous components, it was diagnosed as sarcomatous ICC. The histolog-
ical findings of the abdominal wall tumor were similar to those of sarcomatous ICC, so we
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diagnosed the abdominal wall tumor as a solitary metastasis of sarcomatous ICC. In this case,
solitary metastasis was observed, and we were able to resect both the primary and metastatic
lesions. This case illustrates that when solitary metastasis can be seen in sarcomatous ICC,

radical resection is possible. © 2019 The Author(s)
Published by S. Karger AG, Basel

Introduction

Epithelial tumors with sarcomatous components are occasionally seen in various organs,
including the liver. Most sarcomatous carcinomas in the liver are thought to be sarcomatous
hepatocellular carcinoma [1]. Recently, there have been some reports demonstrating sarco-
matous changes in cholangiocarcinoma. In the WHO classification of tumors, this type of tu-
mor is defined as sarcomatous intrahepatic cholangiocarcinoma (sarcomatous ICC). The sar-
comatous component of the tumor microscopically resembles sarcoma, but the expression of
both epithelial and mesenchymal features is characteristic [2]. The prognosis of sarcomatous
ICC is reportedly worse than that of ordinary ICC, because of its aggressive malignancy [3].
Surgery is believed to be the primary treatment for sarcomatous ICC, and some reports de-
scribe primary resection in the case of local progression. However, in cases with metastasis,
the tumor is found in an unresectable state such as in multiple metastases or peritoneal dis-
semination. Accordingly, to the best of our knowledge, there is no report regarding resection
of a metastatic lesion. We herein report the successful resection of a primary lesion and soli-
tary abdominal wall metastasis of sarcomatous ICC.

Case Report

A 75-year-old woman was admitted to our hospital with the chief complaint of weight
loss; she had lost 3 kg of body mass in the previous 2 months. There was no past history of
liver or biliary disease. A physical examination revealed the following: height, 150.0 cm; body
weight, 42.0 kg; and body mass index, 18.7 kg/m2. The main laboratory data were as follows:
hemoglobin, 11.1 g/dL; white blood cells, 5.63 x 103/uL; platelets, 271 x 103/uL; total biliru-
bin, 0.5 mg/dL; aspartate aminotransferase, 15 IU/L; alanine aminotransferase, 10 IU/L; car-
cinoembryonic antigen, 1.1 IU/mL; and carbohydrate antigen 19-9, 2.0 IU/mL.

A computed tomography scan revealed a tumor 5 cm in size with irregular enhancement
in the ileocecal region and a tumor 6.5 x 4 cm in size with ring enhancement in segment 8 of
the liver (Fig. 1a). Colonoscopy revealed a 4-cm lesion suspected of being a submucosal tumor
in the ileocecal region (Fig. 1b). An endoscopic biopsy was performed, but confirmation was
difficult due to too little tissue. A cecal gastrointestinal stromal tumor accompanied by liver
metastasis was suspected, and ileocecal resection was planned for diagnostic purposes.

Intraoperative examination revealed that the tumor was present on the abdominal wall
and pressed the cecum, but there was no invasion (Fig. 2a). The parietal peritoneum was dis-
sected to secure the stump, and the tumor was excised. The tumor measured 55 x 40 x 38 mm
(Fig. 2b). Histological examination showed diffuse growth of large spindle cells (Fig. 2c). Im-
munohistochemically, the tumor reacted positively to both cytokeratin and vimentin, but did
not react to DOG1, S100, or antibodies, suggesting a lymphoma (Fig. 2d). From these findings,
the tumor was diagnosed as undifferentiated sarcoma.

We suspected the liver tumor was a series of lesions, so we performed hepatectomy. The
tumor was present in liver segment 8, and it was present on the liver surface and invaded part
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of the diaphragm and the lower lobe of the right lung. Subsegmentectomy of liver segment 8
and partial resection of the right diaphragm and right lung were performed. Macroscopically,
the tumor specimen measured 7 x 6 x 5 cm (Fig. 3a), and the tumor invaded the diaphragm
and lung. Microscopically, the tumors were mostly composed of pleomorphic cells and spindle
cells. Moreover, a ductogenic image was observed in the tumor. Vascular invasion was not
observed (Fig. 3b). Upon immunohistochemical staining, the tumor reacted positively to cy-
tokeratin-7, EMA, and HHF35, but negatively to hepatocytes and c-Kit (Fig. 3c).

As the tumor was composed of both adenocarcinoma and sarcomatous components, it
was diagnosed as sarcomatous ICC. The histological findings of the abdominal wall tumor
were similar to those of sarcomatous ICC. From these findings, we diagnosed the abdominal
wall tumor as a solitary metastasis of sarcomatous ICC.

Results

The patient’s postoperative course was uneventful, and she was discharged on the 15th
postoperative day. Five months after surgery, a CT scan revealed no sign of recurrence.

Discussion

In this report, we demonstrated that solitary metastasis can be seen in sarcomatous ICC
and that, in this situation, radical resection is possible. The prevalence of sarcomatous ICC is
reported to be 4.5% of all ICC [4]. Furthermore, the prognosis for sarcomatous ICC is report-
edly worse than that for ordinary ICC [3]. One factor concerning the poor prognosis is the
tendency of symptoms to occur at a later stage of the disease, at which time radical resection
is often impossible when a tumor is found [5]. Another factor is the aggressive intrahepatic
spreading and frequent metastasis of sarcomatous cells [6]. Some reports demonstrate that
radical resection is a strong option for treating this type of tumor [3, 7, 8]. For instance, Kaibori
et al. [3] showed that the survival rate of patients with surgical resection was significantly
higher than that of patients without surgical resection. Moreover, Watanabe et al. [8] showed
that the prognosis for patients receiving surgery was better than that for patients with ordi-
nary ICC without surgery.

To the best of our knowledge, in the case of multiple metastases and peritoneal dissemi-
nation, there is no report of the metastasis being resected. Therefore, although it is unknown
whether metastatic lesion resection contributes to prognosis, a better prognosis is expected
compared to that for cases wherein the metastasis could not be resected. Against such a back-
ground, knowledge regarding successful resection of solitary metastasis, as in the current
case, is valuable. The reason why this tumor spread solitarily to the abdominal wall is unclear.
Hematogenous metastasis is suspected, because the metastatic lesion was solitary and there
was no disseminated lesion in the peritoneal cavity. The primary lesion was exposed outside
the serosal membrane and invaded the right diaphragm; therefore, we speculate that the tu-
mor metastasized from the vessel of the right peritoneum.

Also interesting in this case is that metastatic lesion resection preceded primary resec-
tion. In this case, we considered the abdominal wall tumor as a cecal gastrointestinal stromal
tumor, so we resected the metastatic lesion first. Sarcomatous components are reported to be
able to spread to the whole body [6]. Thus, such a case wherein the tumor with sarcomatous
component is resected and a liver tumor also coexists, solitary abdominal wall metastasis of
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sarcomatous ICC should be considered, and curative resection should be performed if possi-
ble. In the present case, it was possible to perform radical resection including metastatic le-
sion, but careful follow-up is necessary. This is because some reports showed early recur-
rence, even in patients with radical resection of the primary tumor [9, 10]. Although some
reports showed the utility of chemotherapy, there is no clear information regarding optimal
adjunctive treatment after initial surgical resection [11, 12]. In the present case, we decided
to conduct careful follow-up observation without chemotherapy.

In conclusion, solitary metastasis can be seen in sarcomatous ICC, and resection of the
metastasis may precede primary resection. Radical resection may improve prognosis. Accord-
ingly, such a case wherein the sarcomatous component is resected and a liver tumor coexists,
solitary metastasis of sarcomatous ICC should be considered, and curative resection should
be performed if possible.
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Fig. 1. a Computed tomography scans showing an irregularly enhanced mass, 5 cm in diameter, in the ile-
ocecal region (left, arrow) and a ring enhanced mass, 6.5 cm in diameter, in segment 8 of the liver (right,
arrow). b Colonoscopy showed a 4-cm lesion suspected of being a submucosal tumor in the ileocecal re-
gion.
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Fig. 2. a The tumor was present on the abdominal wall and pressed the cecum. b The tumor measured
5.5 x 4.0 x 3.8 cm. c Histological examination showed diffuse growth of large spindle cells. HE. x200.
d Immunohistochemically, the tumor reacted positively to both cytokeratin (CK7) and vimentin, but did
not react to DOG1, S100, or antibodies (CD45LCA), suggesting a lymphoma.
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Fig. 3. a The tumor measured 7 x 6 x 5 cm. b The tumor was composed of both adenocarcinoma and sarco-
matous components. A ductogenic image was observed in the tumor. HE. x200. ¢ On immunohistochemical

staining, the tumor reacted positively to cytokeratin-7 (CK7), EMA, and HHF35, but negatively to hepato-
cytes and c-Kit.
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