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Intestinal Intussusception by Monophasic Synovial Sarcoma: Case Report

and Literature Review
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Rezumat

Invaginatie intestinald cauzatd de un sarcom sinovial
monaofazic: prezentare de caz si revizuire a literaturii

Introducere: Sarcoamele sinoviale sunt tumori maligne rare de
tesut moale, dezvoltate in principal de la nivelul structurilor
periarticulare. Localizérile gastrointestinale sunt neobisnuite
in randul acestor sarcoame rare.

Metode: Prezentdm cazul unui pacient in varsta de 56 de ani cu
sarcom sinovial monofazic, cu originea la nivelul ileonului, ce
a cauzat invaginatie.S-a efectuat o revizuire a literaturii in
vederea colectdrii de informatii referitoare la acest tip rar de
sarcom.

Rezultate: Am descoperit ca setul de criterii utilizate in mod
normal in determinarea prognosticului pacientilor cu sarcom
sinovial monofazic de tesut moale are aplicabilitate slaba in
cazul localizirilor gastrointestinale.

Concluzii: O caracterizare mai amanuntiti a acestor tumori le-
ar putea evalua ca entitati distincte comparativ cu sarcoamele
sinoviale monofazice de tesut moale.

Cuvinte cheie: sarcom sinovial monofazic, invaginatie intesti-
nald, tumord mezenchimald, sarcom bifazic
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Abstract

Introduction: Synovial sarcomas are rare malignant tumors of
soft tissues, arising mainly from periarticular structures.
Gastrointestinal localizations are unusual presentation of
these rare sarcomas. Methods: We present the case of a 56-
years old man with monophasic synovial sarcoma, arising
primarily from the ileum, and causing intussusception. A
review of the literature was conducted to gather information
about this rare sarcoma. Results: We found that the criteria
normally used to determine the prognosis in patients with
monophasic synovial sarcoma of soft tissue are poorly
applicable for gastrointestinal localizations. Conclusions: A
better characterization of these tumors could identify them
as a distinct entity, compared with monophasic synovial
sarcomas of soft tissues.

Key words: monophasic synovial sarcoma, intestinal intus-
susceptions, mesenchymal tumor, biphasic sarcoma

Case report

A 56-years old man was admitted to our Unit of General
Surgery because of symptoms and signes of intestinal
occlusion without hematemesis and melena. The patient had
a history of left atrial leiomyosarcoma, treated 5 years
earlier with surgery and chemotherapy, and he was under
oncologic follow-up.

At admission, laboratory findings showed chronic
anemia (Hb 8,7 g/dL and Hct 33,4%), without leukocytosis.
Abdominal tomography (CAT) showed an ileo-ileal intussus-
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ceptions by intestinal mass, hypervascular, measuring roughly
75x82 mm, with multiple areas of necrosis. No metastatic
repetitions was detected and an initial ischemia of the ileum
upstream with intra-abdominal effusion was showed.

At explorative laparoscopy an intussusception at 30cm
from the ileocecal valve was found without intestinal
ischemia. The bowel tract involved was resected, and
intestinal continuity was restored with a mechanic latero-
lateral anastomosis. Service laparotomy was needed for the
extraction of the surgical specimen. The postoperative
course was uneventful, and the patient was discharged on the
seventh postoperative day.

The pathological findings showed an exophytic mass of 7,9
cm in diameter. Microscopically, the mass was characterized by
the presence of spindle and epithelioid cells, with marked
nuclear pleomorphism and high mitotic index. Immunohisto-
chemical study showed negativity for CKAEI/AE3, EMA, S100,
HMB-45, actin, desmin, CD34, CD99, CD117, CD21, DOG-1,
BER-EP4. Molecular analysis by FISH showed translocation
(X;18) of the SYT gene, compatible with a diagnosis of
monophasic synovial sarcoma.

Any histological correlation with cardiac leiomyosarcoma
have not found. Chemotherapy was begun after oncological
advice

Discussion

Gastrointestinal sarcomas account for 10% of total sarcomas,
and up to 3% of gastrointestinal tract tumors. They are rare
tumors, with an incidence of 1 case over 1000000 people (1-
2). With regard to synovial sarcomas, we distinguish biphasic
synovial sarcomas, which are characterized by the presence of
spindle and epithelioid cells, and monophasic synovial
sarcomas, which consist of only one cell type (2). 15 cases of
primitive intestinal monophasic synovial sarcomas, including
our, are described in the literature (3-8) (Table 1) and 10
studies on biphasic synovial sarcomas (10-19).

Almost all of synovial sarcomas present a translocation
(X;18). This mutation results in the fusion of gene SYT, located
on chromosome 18, with gene SSX1 or SSX2 or more rarely
SSX4, located on chromosome X. This mutation is highly
specific for synovial sarcomas, so its counterpart makes the
correct diagnosis of this neoplasm (4, 20). Translocation (X;18)
has been identified in 100% of gastrointestinal monophasic
synovial sarcomas (3-8) and 33% of biphasics (10-12).

The average age of the patients reported in the case
studies is 52 years (range 28-69). The incidence is double in
women, unlike what happens for articular synovial sarcomas,
which are more frequent in male (1-19). Gastric localizations
account for most of the incidence of gastrointestinal synovial

Sex Sede
n. Pazienti M/F  esopha  stomach duodenu jejunu ileum Colon-
gus m m rectum
Chan 1 28 M 6 6 6 1 6 6
et al. 2004
Parfitt 1 32 M 6 6 6 6 6 1
et al. 2007
Schreiber- 1 39 F 6 6 1 6 6 6
Fracklan et al.
2008
67 F 6 1 6 6 6 6
49 M 6 1 6 6 6 6
68 F 6 1 6 6 6 6
Makhlouf 29 M 6 1 6 6 6 6
et al. 2008 9
54 F 6 1 6 6 6 6
58 F 6 1 6 6 6 6
37 F 6 1 6 6 6 6
50 F 6 1 6 6 6 6
66 F 6 1 6 6 6 6
Company 1 69 F 6 6 1 6 6 6
et al. 2009
Alsharief 1 29 F 6 6 6 6 1 6
et al. 2012
Sista 1 56 M 6 6 6 6 1 6
Table 1.  Patient characteristics etal. 2014
and Tumor locations Tot 15 52 510 6 9 2 1 2 -
(28-69) (60%) (13%) (7%)  (13%) (7%)




sarcomas (60%) (7), while less frequent are jejuno-ileal (13%) (3-
6), duodenal and colorectal (7%) localizations (5,6,7) (Table 1).
Monophasic synovial sarcomas have not been reported in
esophagus, while esophagus localizations represent 75% of
biphasic synovial sarcomas of gastrointestinal tract (10-16).
The symptoms are nonspecific: abdominal pain, bloated
sensation and dyspepsia (93%) configure represent the most
frequent symptoms (3, 7-9)(Table 2). Bowel obstruction (30%),
however, is more typical of jejuna and ileal localizations (3, 8,
9), like in our case, probably due to dimensions of the neoplasm
and volume of visceral lumen. Bleeding is a rare (7%) and exclu-
sively colic event (5). In literature, it has not been described
cases of intussusceptions nor intestinal occlusion, except our.
Furthermore, the polypoid conformation of sarcoma is not
described in any of the 25 cases in the literature (3-8, 10-19).
Acute abdomen due to perforation has not been described, and
this is likely to be referred to an exophytic growth pattern: in
fact the neoplasm is polypoid in 100% of cases (5-9). Bowel
obstruction also depends on the size of the mass, which appear
to be always more than 8 cm in jejuno-ileal localizations (3, 6,
8), compared to gastric and colic localizations, where its are
smaller, respectively 0,8-6 cm and 3,2 cm (5, 7). These data
could be correlated with the fact that genes involved in tras-
location (X;18) may interact with cellular growth in gastric and
intestinal connective tissue. There are no studies in the
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literature that can confirm or refute this hypothesis that can, in
our view, provide a starting point for further research.

No study in the literature shows cases of intestinal
monophasic synovial sarcoma in patients with previous
extraintestinal sarcoma. We exclude the possibility that it is a
metastatic lesion because of the long disease-free survival of
our patient.

Surgical treatment and subsequent chemotherapy is the
strategy of choice for the treatment of this rare disease (1-19).
The median survival reported in the literature is 13 months,
and it is significantly higher in gastric localizations (3-9). In our
case we found a disease-free survival of 6 months (Table 3).
There are only one case of recurrence at 8 months (6) and one
post-operative death due to complications related to surgery (8).
In a study it is reported a case of synchronous metastases (5).

The prognosis of these soft tissues tumors is not only
related to the presence of metastases, but also to the age of the
patient and to the dimensions and differentiation of the
sarcoma (20). Patients younger than 25 years, with tumor size <
5 cm and well differentiated, are considered low-risk; while
patients older than 25 years, with tumor size > 5 cm and
poorly differentiated are considered high-risk. Some authors
showed a 10 years survival rate of 24-68% (20). However, these
data are poorly applicable to gastrointestinal localizations, being
scarce the case studies in the literature.

Symtoms
Dimentions  Abd.  dispep occlusion  bleeding intussusce perforat  Traslocation
{mm} pain s1a ptlan mnon {ls:x}

Chan 150 i il 1 6 6 6 1
et al. 2004

Parfitt 20 6 6 6 1 6 6 1
et al. 2007

Schreiber- 50 1 1 6 6 6 6 1

Fracklan et al.
2008

8 1 1 6 6 6 6 1

20 il 1 6 6 6 6 1

6 1 1 6 6 6 6 1

Makhlouf 28 1 1 6 6 6 6 1
et al. 2008

30 1 1 6 6 6 6 1

30 il 1 6 6 6 6 1

40 1 1 6 6 6 6 1

60 il 1 6 6 6 6 1

150 1 1 6 6 6 6 1

Company 80 1 1 1 6 6 6 1
et al. 2009

Alsharief 80 1 1 1 6 6 6 1
et al. 2012

Sista 82 il 1 1 6 1 6 1
Table 2.  Dimentions, Symtoms, etal. 2014

Traslocation (18;X) Yor B2 = o4 . L : 6 A=

(93%) (93%) (30%) (7%) (7%) (1008%)
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disease free Recidive Deaths for Deaths for Lost in
Table 3.  Follow up survival (month) Post- ss follow up
Follow up operative (month)
(month) complications

Chan 1 - - - it -
et al. 2004

Parfitt 1 1 - - - -
et al. 2007

Schreiber- 1 - 8 . - -

Fracklan et al.
2008

12 - - - -

- = = 29 =

22 . . . i

Makhlouf 9 24 . = 5 .
et al. 2008

: = - - 1

21 - - - -

o & = 48 -

6 = = = N

- - - i

Company 1 - - 1 - =
et al. 2009

Alsharief 1 6 - - - -
et al. 2012

Sista 1 6 - - - -
etal. 2014

Tot 15 13 8 1 26 2

Conclusions Leardi S.. have made analysis and interpretation of literature

Synovial sarcomas of gastrointestinal tract are a very rare
occurrence. The size of the tumor masses are significantly
higher in jejuno-ileal tract compared to gastric localizations,
and the incidence is higher in female unlike the biphasic
forms. The criteria normally used to determine the prognosis
of patients with synovial sarcoma of the soft tissues are poorly
applicable to the localization of the gastrointestinal tract in
the monophasic type. This, in our view, could provide a
starting point for further studies, in order to better
characterize these tumors, that may identify themselves as a
distinct entity compared with synovial sarcoma of the soft
tissues.
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