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ABSTRACT

Angiosarcoma, leiomyosarcoma, and fibrosarcorna are malignant
mesenchymal tumors of the liver that are extremely rare. Some
sarcomas are difficult to classify because they show no signs of
differentiation. Embryonal rhabdomyosarcoma, malignant mesenchy
moma, embryonal sarfibromyxosarcoma, and simply sarcoma are some

of the words used to describe them. A review of the literature showed

several cases of "undifferentiated sarcoma" of the liver, the majority of

which were diagnosed as solitary. The clinical, roentgenologic, and

pathologic features of 31 individuals with primary undifferentiated
sarcoma of the liver were studied retrospectively. From 1955 to 1975,
these cases were collected at the Armed Forces Institute of Pathology
(AFIP). Clinical histories, radiograph and liver scan reports, surgical or
autopsy protocols, and gross and microscopic liver sections were among

the materials accessible for examination.
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INTRODUCTION

asson's trichrome, periodic Acid-Schiff with and without

diastase digestion, Manuel's reticulum stain, Mallory's stain for
iron, oil red O stain of frozen sections, Rinehart-Abulhaj stain for acid
mucopolysaccharide, alcian blue, mucicarmine, Phosphotungstic
Acid-Hematoxylin (PTAH), the Fontana, and Danielli stains were
among [1]. The identification of alphafetoprotein Z3 and alpha-1
antitrypsin was done using an indirect immune-enzyme histochemical
reaction. (Undifferentiated sarcoma is primarily a juvenile
malignancy, with 27 instances of the 31 instances occurring in
children under the age of 15 years). The four patients who were not
in the pediatric age group were 19 years, 20 years, 22 years, and 28
years old.) There was no gender preference (16 females, 15 males),
racial preference (24 Caucasians, 3 Negro, 1 Bantu, 1 Malayan, 1
Japanese, and 1 Iranian patient), or geographic location (18 states, 6
foreign nations) among the patients [2-5]. The patients' background
or family history had no bearing on the outcome. An abdominal mass
and/or abdominal pain were the primary complaints of 28 of the
patients. The remaining three patients largely complained of fever. At
the time of initial presentation, there were other symptoms. While
the majority of the patients had been experiencing abdominal
discomfort or pain for 3 days to 1 month, one 7-year-old girl was
presented with an acute abdominal crisis when the tumor
spontaneously ruptured. Following minimal injuries, another
youngster complained of stomach aches and fullness. An intact
hemorrhagic cyst of the right lobe of the liver (considered to be a
hematoma) was evacuated via laparotomy; two months later, a

painless mass recurred at the same location.

Prior to excision, arteriograms revealed an avascular mass in one
patient, but the recurring tumour was discovered to be extremely
vascular six months later [6, 7]. The stomach, duodenum, ascending
and transverse colon, right kidney, and right diaphragm were all
displaced by the hepatic tumor, resulting in abnormal upper and
lower gastrointestinal radiography series, intravenous pyelograms, and
chest roentgenograms. Ultrasonography conducted on two patients
revealed that one had a non-cystic lesion and the other had a cystic
lesion. Abdominal exploration was performed on all of the patients.
In 23 individuals, partial or total resection was tried. Only a biopsy
specimen was taken in the remaining eight cases because the tumor
was deemed incurable. At the time of the initial surgery, two of the
patients' tumors had ruptured.

The tumor had spread beyond the boundaries of the liver, including
the right adrenal gland and the abdominal wall in another patient.
Round, elongated, or typically very irregular nuclei with finely
stippled chromatin granules and inconspicuous nucleoli were found
in sarcomatous cells. All tumors had multinucleated cells, as well as
strange cells with big hyperchromatic nuclei and typical mitotic
patterns. Mitotic figures may be found throughout the tumors [4].
The cytoplasm of the sarcomatous cells was coarsely granular to
vesicular and faintly eosinophilic. Frozen sections of some cancers
revealed cells with a variety of cytoplasmic globule sizes that stained
positively with the oil red O stain. Despite studying many sections
from each tumor stained with H&E, Masson's trichrome, or PTAH,
no cross-striations could be found in any of the sarcomatous cells.
Sharply defined globules ranging in size from 2 microns to 40
microns in diameter were found in the cytoplasm of some of the

bigger sarcomatous cells in 26 cases of the 31 cases. The previously
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stated epithelial components were typically observed in sections of the
tumors close to the pseudo capsule. Aside from appearing normal or
degenerating. Between the tumors (right) and the pseudo capsule
(left) is a cluster of hepatocytes (left centre) (extreme left).
Undifferentiated tumor cells (lower right) and bundles of hyalinized
collagen (top left) surround entrapped ducts of various diameters.
Hepatocytes, there were cystic structures of diverse sizes that
resembled bile ducts. A border of eosinophilic material resembling a
basement membrane that stained positively with the PAS technique
frequently separated the cuboidal lining cells from the surrounding
sarcomatous cells [5]. Sarcomatous cells occasionally penetrated the
epithelial lining, invading and destroying the epithelial lining. The
epithelial cells appeared to be isolated from one another in some
locations and merged in with the sarcoma cells in others. The
epithelial cells, on the other hand, showed no signs of malignancy.
The Lumina of the cysts were frequently filled with amorphous pink-
staining material, but specific stains such as alcian blue or
mucicarmine failed to show mucin synthesis by the lining cells. The
cysts' Lumina were frequently filled with amorphous pink-staining
material, but specific stains such as alcian blue or mucicarmine failed
to show mucin synthesis by the lining cells.

Six patients out of the 18 patients who died had autopsy material
available. The tumors was only found in the liver in two of these
individuals. (A patient died 20 months later of a recurring tumor in
the liver, but there was no autopsy). Sarcomatous cells were seen in all
extrahepatic tumors, some of which possessed PAS-positive globules.
Undifferentiated sarcoma is the fourth most commonly reported
hepatic tumors in the pediatric age group in the AFIP files while
being a rather uncommon tumor [6]. These data should not be
interpreted as absolute frequency estimates. While the histologic
pattern in many parts of this tumor strongly supports a mesenchymal
origin, the lack of differentiated components (e.g., rhabdomyoblasts,
fibroblasts, lipoblasts, etc.) hinders cell type classification. Of course,
this does not rule out the presence of differentiated sarcomas in the
liver, such as leiomyosarcoma, fibrosarcoma, or mixed mesenchymal
sarcomas. Although such tumors are uncommon, they do exist, and
their discussion is not relevant to this talk. The epithelium-lined
structures, together with clusters of hepatocytes, are primarily found
towards the tumor's perimeter, suggesting that they are entrapped
vestiges of the non-neoplastic liver, as suggested by others.

Hepatocyte cords and clusters within the tumors frequently appear to
be undergoing. A bile ductlike structure is being destroyed by
sarcomatous cells (AFIP 76-504; H & E, X300). At the point where
they meet the sarcomatous elements, they undergo degenerative
alterations. The bile ductlike structures, on the other hand, can be
hyperplastic or reactive at times, and can also display degenerative
alterations. The entrapped bile ducts carried along with the tumors
mass as it enlarged and extended beyond the borders of the liver are
thought to be represented by the epithelium-lined structures
discovered in the tumors close to the stomach, while still in
continuity with the main liver tumors. Metastatic growths on the
small and large bowel's peritoneal surface.

The infiltrating margin of the lung metastatic lesion partially
surrounds a bronchiole (to the right of Centre) (right) [8]. The
pulmonary parenchyma that is not implicated (Centre and left) is
squeezed  (AFIP 76-6227; H&E, X195). Only sarcomatous

components were found in 345 in the same case. The epithelial
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structures in a metastatic lung development seemed to be bronchioles
imprisoned in the same way that the bile ducts in the liver are
entrapped. Only sarcomata’s components were found in a metastatic
growth on the pleura in the same instance. Some researchers feel they
represent a degenerative alteration in the neoplastic cells, which we
agree with. It's worth mentioning at this point that acidophilic
globular entities are frequently detected in the cytoplasm of
hepatocellular carcinoma cells, as well as in the cytoplasm of other
malignant epithelial cells. The globules in hepatocellular carcinoma
may or may not be PAS-positive. Histochemical studies have shown
that the bodies in hepatocellular carcinoma are made up of a basic
protein, while electron microscopy studies have revealed either a
fibrilla or granular structure. Recently, alpha antitrypsin was discovered
in the globules of hepatocellular carcinoma31 and alpha antitrypsin
and alphafetoprotein were discovered in the globules of endodermal
sinus tumors [8].

Undifferentiated sarcoma has no distinguishing clinical signs from
other malignant liver tumors. In hepatoblastoma and hepatocellular
carcinoma, an abdominal lump, with or without pain, is a common
observation. Acute abdominal crisis can be caused by any of the three
malignancies. The fever that was observed in nine of the patients with
undifferentiated sarcoma (and also in other malignant hepatic
growths) was most likely caused by the bleeding and necrosis that was
found in the majority of these tumor. The results of the laboratory
tests are likewise of limited use in making a differential diagnosis.
Although jaundice can occur in patients with hepatoblastoma or
hepatocellular carcinoma, embryonal rhabdomyosarcoma of the bile
ducts and infantile hemangioendothelioma, the absence of jaundice
in patients with undifferentiated sarcoma could be significant.
Undifferentiated sarcoma cannot be distinguished by a filling
deficiency on a liver scan. Hepatoblastoma and hepatocellular
carcinoma are examples of primary tumors.

The tumor’s in this series have a variety of arteriography appearances,
making this technique challenging to interpret. In all three of their
instances, the arteriograms were hypovascular, and they believed that
this could be a useful distinguishing indicator when compared to the
expected hypervascularity of hepatocellular carcinoma. “While
distinguishing undifferentiated sarcoma of the liver from
hepatocellular carcinoma or hepatoblastoma is rarely difficult based
on histology, the distinction between undifferentiated sarcoma of the
liver and embryonal rhabdomyosarcoma of the biliary tree may not be
as obvious unless clinical features are also taken into account. The
latter is frequently found in a child under the age of five who has
malaise, fever, and jaundice, which can indicate viral hepatitis or
obstructive jaundice.,' The tumors usually involve the bile ducts' wall
and have grapelike extensions into the lumen. The polypoid
projections are covered by biliary epithelium, which lies on top of a
compact ("cambium") layer of neoplastic cells, which is followed by
the more loosely distributed rhabdomyoblasts; cells with cross-
striations can usually be seen, though occasionally. Patients with
undifferentiated sarcoma have a dismal prognosis.
While a 10-year-old girl is alive and well 52 months after her tumors
was removed with no evidence of recurrence, the next longest survival
time is only 19 months. Two other patients who had undergone
resection and received chemotherapy and radiotherapy survived for
36 months before dying to a recurrence tumor. Despite the use of

radiotherapy and chemotherapy, the majority of patients died within
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12 months of their tumors being diagnosed and resected. There is a
similarly bad prognosis. One of her three patients had a 6-year
survival rate, but the next longest survival rate was only 13 months
following resection. Twenty-four patients of the thirty-one patients
died, with the longest survival time of 36 months following rejection.
At 10 months, 12 months, and 24 months following resection, three
patients were still alive with indications of recurrence. 'Follow-up of
patients with surgically excised mesenchymal hamartomas revealed no
evidence of recurrence or malignant transformation.' Tumors that
aren't clinically diagnosed, on the other hand, could become
malignant later on. Both of these tumors have benign epithelial
features (bile ducts that are occasionally cystically dilated and
hepatocytes), as well as benign and malignant mesenchymal tissue in

the hamartoma and sarcoma.
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