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A rare tumor located in the anorectal junction:

Sarcomatoid carcinoma

Anorektal bileske yerlesimli nadir bir timor: Sarkomatoid karsinoma
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Sarcomatoid carcinoma is a very rare tumor. Though it has be-
en more than a century since sarcomatoid carcinoma was first
described by Wirchow, many unresolved points remain. Histo-
genesis and nomenclature are controversial. A proper manage-
ment has not been defined. Patients suffering from this aggres-
sive tumor have a very poor prognosis. However, in this paper a
case with a disease-free survival of more than five years is
reported.
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INTRODUCTION

Sarcomatoid carcinoma (SC) or carcinosarcoma is
a rare tumor with a poor prognosis. SC has a
complex histogenesis that has been a matter of de-
bate for over 100 years, and is now classified wit-
hin spindle cell lesions (1, 2). Gastrointestinal,
particularly distal, location is very rarely seen (2-
5). Despite its century-long history, only two cases
of SCs located in the anal canal have been repor-
ted (3). Surgical management is no different from
any other malignancy surgeries. Adjuvant therapy
plays no role in treatment (4). Neither treatment
methods nor any other factors affect survival for
alimentary tract SCs (4, 5). In this case, a patient
with SC of the anorectal junction, with a disease-
free survival period of more than five years, is re-
ported, and related literature is reviewed.

CASE REPORT

A 65-year-old white female was admitted to Ulu-
dag University School of Medicine, General Sur-
gery Department, because of rectal bleeding occur-
ring for the last three months. There was no

Sarkomaotid karsinom ¢ok nadir bir tiimordiir. Wirchow tara-
findan tariflendiginden beri bir yiizyildan fazla olmasina rag-
men halen daha ¢éziilmemis bir¢ok noktasi vardir. Histiyogene-
zi ve dolayisiyla isimlendirilmesi tartismalidir. Bu agresif tii-
morii olan hastalar kotii bir prognoza sahiptirler. Ancak bu ya-
zida 5 yildan daha fazla hastaliksiz yasami olan bir olgu
sunulmustur.

Anahtar kelimeler:
karsinosarkoma

Sarkomatoid karsinoma, anorektal,

history of abdominal pain, constipation or weight
loss. Digital examination revealed a mass in finger
distance and a puncture biopsy was performed.
Pathological examination confirmed a malignant
tumor. There was no family history of any malig-
nancy or any other predisposing factor for malig-
nancy. Abdominal computed tomography (CT)
scan showed a polypoid mass originating from the
posterior wall of the distal rectum and a hypoden-
se lesion in the liver, which was later found to be
a benign lesion by perioperative biopsy. Other int-
ra-abdominal organ systems, including genitouri-
nary system, were all normal. The patient under-
went an abdominoperineal resection for distal rec-
tum carcinoma as the lesion was just above the
dentate line. Postoperative course was normal and
the patient was discharged from the hospital on
the fifth day of operation.

Macroscopic pathological examination revealed a
2 x 1.5 cm polypoid gray-brown tumorous mass,
2.2 cm distant from anal verge, in a 30 cm distal
colon portion.
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Figure 1. Chondrosarcomatous areas (Cs) and spindle cells (Sp)
A) H+E x200, B) H+E x400

Microscopically, the tumor infiltrated the mucosa
and submucosa of the anorectal junction. It consis-
ted of cells that were spindle-shaped in most are-
as and oval- shaped in the remainder. They were
large and hyperchromatic and had eosinophilic
cytoplasm and some had nuclei and cells, were so-
lid and showed diffuse distribution. Immunohis-
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Figure 2. A) Colonic mucosa on top and spindle cells at submu-
cosal region (H+E x100), B) Spindle cells (H+E x400)

tochemically, cells were stained by S-100 diffusely
and by vimentin and cytokeratin focally and by
HMB-45, SMA, Desmin, EMA, LCA, and CEA ne-
gatively. Tumor tissue contained wide chondro-
and osteosarcomatoid areas (Figures 1-3).

There was no tumorous invasion in lymph nodes
and the patient was accepted as having a stage 1
tumor. A curative surgery was performed with no
adjuvant therapy.

On follow-up physical examination in June 2004,
laboratory and imaging methods showed no sign of
a recurrence. The patient has survived five post-
operative years disease-free and is healthy.
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Figure 3. Cytokeratin staining

DISCUSSION

Sarcomatoid carcinomas are biphasic malignant
tumors that consist of epithelial and mesenchymal
tissues. It was first described by Wirchow in 1864
(6). In the literature, carcinosarcoma, pseudosar-
comatoid carcinoma, and spindle cell carcinoma
have been used to define this lesion as well (3). It
is a very aggressive tumor, which is rarely seen in
the gastrointestinal system, particularly distal to
the gastroesophageal junction (2-5). The more dis-
tal its localization in the distal alimentary tract
the less frequently it occurs. Clinical signs are re-
lated to obstruction and/or bleeding depending on
the localization (2, 4).

Sarcomatoid carcinoma accounts for up to 2% of
all esophageal malignancies, whereas its inciden-
ce decreases with localization nearer to the anus
(2-5). In the literature, just 10 cases of colonic (5,
7) and two anal (3) SCs have been reported. To the
best of our knowledge, just one case of SC in the
anorectal junction other than ours was reported,
by Roncorali et al. (8). Liver, gallbladder, stomach,
and small intestine are other sites of localization
within the alimentary tract (1-3). Pancreatic SC
has four well-defined subgroups: 1- spindle cell
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carcinoma, 2- pleomorphic giant cell carcinoma, 3-
round cell anaplastic carcinoma, and 4- malignant
giant cell tumor (2, 3). Intraperitoneal localization
is also reported, and the most frequent intra-abdo-
minal site of SC is the female genital system; ova-
rian SC is also known as mixed Miillerian malig-
nant tumor (1, 5, 7, 8).

Sarcomatoid carcinomas are more frequently seen
in body regions other than the abdomen (1, 5, 9).
Skin, lung, breast, eye, head and neck are other si-
tes of the tumor.

There are no well-defined etiological factors that
set these lesions apart from other more common
malignancies that occur in the same organ sys-
tems (1).

Intestinal SCs show clinical signs in the late peri-
od and in more than 50% of the cases, symptoms
of obstruction occur (4). However, our patient did
not have any symptoms related to obstruction.

To date, no well-defined prognostic factors for
gastrointestinal SCs have been reported (4, 5).
Degree of invasion is the prognostic factor in skin
and lung SCs (5). This can also be valid for abdo-
minal SCs. In our case, the tumor was within the
mucosa and submucosa. When the disease-free
survival of our patient is considered, this sugges-
tion seems to be correct.

Histogenesis of SCs is controversial (1-10). Some
authors suggest that sarcomatoid and carcinoma-
toid components originate from different stem
cells (1, 3, 5, 9). This opinion is based on the obser-
vation that these two cell clusters are clearly sepa-
rate from each other and there is no transitional
zone between them (3, 9). Others have found tran-
sitional cells and common features between these
cell groups and indicated that those common parts
were mostly of epithelial origin. They concluded
that the sarcomatoid component was also derived
from epithelium (3, 5). The latter opinion has been
accepted by many recently (1, 3).

Nomenclature of these malignancies has also been
a matter of debate. Previously, to describe the con-
dition in which the epithelial component was ma-
lignant and spindle cells were benign, the term
"pseudosarcoma"” had been used (1, 3, 9). Later,
Matsusaka (10) showed that pseudosarcoma and
SC were clinically and histologically the same con-
ditions. The presence of spindle cells in the tumo-
rous tissue is based on three basic points: it can be
1- a mesenchymal reaction to carcinoma, 2- a
mixture of carcinoma and sarcoma, or 3- a
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metaplastic spindle cell carcinoma. Supporters of
the last opinion suggest that spindle cells are me-
taplastic epithelial cells, which show mesenchy-
mal properties (10). This is supported, against so-
me authors’ claim, by the transitional zone betwe-
en sarcomatoid and epithelial components (1, 3, 6,
10). Additionally, some cells expressing both carci-
nomatoid and sarcomatoid properties have been
determined (10).

Immunohistochemical staining also affects the no-
menclature. If stromal and epithelial cells express
the epithelial marker cytokeratin and are stained
by associated immunohistochemical stains, then
the tumor is termed "sarcomatoid carcinoma", but
if stromal cells do not express epithelial markers,
the term "carcinosarcoma" is preferred (3, 7). Ho-
wever, some technical problems in staining may
cause misdiagnosis. Negative staining for keratin
excludes neither the presence of epithelial compo-
nent nor epithelial marker expression of stromal
cells (10). Multiple staining from various sites
may prevent misdiagnosis (10). In addition, vari-
ant forms of cytokeratin should be examined, e.g.
both low and high molecular weight cytokeratin,
etc. (10). In our case, as cytokeratin was positive
in both epithelial and stromal cells, the case was
accepted as sarcomatoid carcinoma.

Presence of keratin in spindle cells within SCs of
various body parts in immunohistochemical sta-
ining supports the epithelial origin of these cells
(2, 3,9, 10). Vimentin was previously thought to
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be specific for mesenchymal cells, but today it is
known that many epithelial tumors express vi-
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ter the first operation. When our case was admit-
ted to our department because of rectal bleeding,
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alive without any sign of the disease. To the best
of our knowledge, our case is unique because of the
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and wide margin surgery for the survival of pati-
ents having SC.
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