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CASE REPORT
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ABSTRACT

Context Fibrolamellar hepatocellular carcinoma is a rare liver tumor with the propensity to metastasize to the lymph nodes months
or years after initial surgery. However, its metastatic spread to the pancreas was previously reported only Ceasectaart We

present an unusual case of a young female patient who was repeatedly treated by surgical excision of abdominal and mediastinal
lymph node recurrences between 2 and 6 years after left hepatic lobectomy for fibrolamellar hepatocellular carcinoma. At 8 years
following her initial surgery, the patient was diagnosed with pancreatic head metastasis and a pancreaticoduodenectomy was
performed. Postoperative course was uneventful and the patient did not experience recurrence within the last C8®mlrstba.

The metastasis of fibrolamellar hepatocellular carcinoma to the pancreas is highly exceptional but possible and its excision appears

warranted as well.

INTRODUCTION

Fibrolamellar  hepatocellular carcinoma is an
uncommon variant of hepatocellular carcinoma which
was first described by Edmondsenal. in 1956 [1].
Unlike conventional hepatocellular carcinoma, which
is mostly diagnosed after the age of 40 in viral hepatitis
or cirrhosis, fibrolamellar hepatocellular carcinoma
usually occurs in young individuals between tHé 2
and 3 decade of life with no liver disease [2, 3]. It is
also diagnosed with equal frequency in men and
women, as opposed to conventional hepatocellular
carcinoma being found around 4 times more often in
men. In addition, elevations of alpha-fetoprotein levels
are uncommon with fibrolamellar hepatocellular
carcinoma [2, 3, 4].

Fibrolamellar hepatocellular carcinoma is detected at a
localized and resectable stage more often than
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conventional hepatocellular carcinoma [4] and longer
disease-free intervals and prolonged survival after
recurrence in patients with fibrolamellar hepatocellular
carcinoma, as compared to those with non-
fibrolamellar hepatocellular carcinoma, have been
demonstrated [2, 3, 4]. The prognosis is also better
with prolonged survival but a high relapse rate with
metachronous metastasis, including lymph node
recurrence observed in around 50% of cases [5, 6, 7].
We report a unique case of the young female patient
who was repeatedly treated by surgical excision of
abdominal and thoracic lymph node recurrences
between 2 and 6 years following left hepatic lobectomy
for fibrolamellar hepatocellular carcinoma. She was
finally diagnosed with pancreatic head metastasis at 8
years of follow-up, for which pancreatico-
duodenectomy was successfully performed. To our best
knowledge, the metastatic spread of fibrolamellar
hepatocellular carcinoma to the pancreas was
previously reported only once in a child [8]. Herein we
report the second case of an adult patient with
fibrolamellar hepatocellular carcinoma metastasis to
the head of the pancreas.

CASE REPORT

A 28-year-old woman underwent a
lobectomy for a

left hepatic
large (15x9 cm) fibrolamellar
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Figure 1. Abdominal CT scan performed at 41 months of follgw-
showing lymph node recurrence within the hepatoduodenal lig
(arrow) which is compressing the portal vein.

hepatocellular carcinoma at the Department of General,
Transplant and Liver Surgery, Medical University of
Warsaw in April 2002. Prior to surgery, the patient’s
biochemical liver function tests were all normal and
hepatitis serology was negative including HBsAg,
HBeAg, anti-HBc and anti-HCV. Alpha-fetoprotein
was 3.2 IU/mL (reference range: 0-12 1U/mL). During
surgery, the lymph nodes of the liver hilum, hepatic
artery, celiac trunk, as well as the periaortic and
pericaval nodes, were all removed. The pathological
examination showed the metastases of fibrolamellar
hepatocellular carcinoma in one of the six lymph nodes
of the liver hilum and in a block of pericaval nodes
(5x2.5 cm) as well. After surgery the patient was
followed with routine check-up CT scans performed
every 6 months at the Department of Radiology, Marie
Curie Hospital in Szczecin, Poland.

Based on this, 23 months after initial operation of the
patient two recurrent metastatic fibrolamellar
hepatocellular tumors were for the first time found and
excised at the Department of Hepatobiliary Surgery
and Liver Transplantation, Marie Curie Hospital in
Szczecin, Poland where the surgical treatment was
continued. The recurrences were located in the lymph
nodes adjacent to the pancreatic head (6x5 cm) and in
the left retroperitoneal space (7x6 cm). Eighteen

~_ _
Figure 2. Abdominal CT san showing a tumor located between
lesser curvature of the stomach and the left diaphragm whic
diagnosed 57 months following initial surgery.
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Figure 3. CT scan demonstrating an isolated intrathoracic n
(arrow) located directly above the dimpgm and close to the ca
vein at 72 months of follow-up.

months later, a tumor (3x3.5 cm) located within the
hepatoduodenal ligament and compressing the portal
vein was detected (Figure 1). The treatment consisted
of a local tumor excision combined with a Roux-en-Y
hepaticojejunostomy, as the transection of the common
bile duct was necessary for complete tumor removal.
The pathologic examination confirmed the diagnosis of
metastatic fibrolamellar hepatocellular carcinoma.
Sixteen months after the third operation, another
metastatic fibrolamellar hepatocellular tumor (5x4 cm)
was found (Figure 2) and excised from the space
located between the lesser curvature of the stomach
and the left diaphragm. This was followed by a CT
scan detecting an isolated left intrathoracic nodule 13
months after the fourth operation. The tumor measured
about 4 cm in diameter and was located directly above
the diaphragm and very close to the caval vein (Figure
3). Resection of this nodule was done at 72 months of
follow-up using a left posterior thoracotomy and the

Figure 4. Enlargement of the head of the pancreas (arrow) re\
by abdominal CT scan at 95 months of follow-up.
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Figure 5. Endoscopic ultrasound of the pancreatic head t
(arrow).

pathologic diagnosis of metastatic fibrolamellar
hepatocellular carcinoma was confirmed.

On the following abdominal CT scans performed
between 90 and 95 months of follow-up, gradual
enlargement of the pancreatic head with the suspicion
of a tumor was noted (Figure 4). This was confirmed
by both endoscopic ultrasound (Figure 5) &ana@-
acetate PET/CT scan (Figure 6). Moreover,
microscopic examination of the fine-needle aspirate of
the pancreatic head tumor obtained during endoscopic
ultrasound showed the presence of atypical hepatocytes
within the tumor. In view of this, the patient was
accepted for surgical treatment again and
pancreaticoduodenectomy with the “uncut Roux”
reconstruction was successfully performed at 97
months since the initial surgery. The pathologic
examination revealed the diagnosis of a metastatic
fibrolamellar hepatocellular carcinoma of the head of
the pancreas. The postoperative course was uneventful
and the patient did not experience recurrence within the
last 18 months after pancreaticoduodenectomy.
Following five laparotomies and one thoracotomy for
fibrolamellar hepatocellular carcinoma and its
recurrences, the patients remains well at the overall
follow-up of 114 months at present.

DISCUSSION

Fibrolamellar hepatocellular carcinoma is a slow-
growing and rare tumor for which only surgical
treatment, whenever possible, proves to be effective.
This results in a 5-year survival rate of 37-76%
depending mainly on the TNM staging components and
its negative predictive factors, i.e. multiple tumors,
vascular invasion, and positive lymph node status at the
time of initial surgery [2, 9, 10]. Despite a relatively
indolent tumor biology, fibrolamellar hepatocellular
carcinoma commonly recurs after complete surgical
resection and the sites of recurrence include the liver,
regional lymph nodes, peritoneum, bones and lungs
[11]. Lymph nodes remain the most frequent site of
metachronous metastatic spread, which is observed in
24-57% of patients [6, 9, 10]. This is in favor of routine
lymph node excision during the first procedure in order
to minimize the risk of recurrence later on. Such a
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relapse took place in our patient repeatedly within the
nodes of abdominal cavity (Figures 1 and 2) and the
mediastinum as well (Figure 3). This occurred despite
systematic dissection and excision of regional lymph
nodes at the time of initial surgery, when the presence
of synchronous metastases within the hilar and
pericaval lymph nodes was also confirmed. The patient
was each time accepted for surgery and the recurrent
nodal tumors were repeatedly excised between the 2
and &' year of follow-up. The reason for high rate of
lymph node metastasis in case of fibrolamellar
hepatocellular carcinoma compared with the
conventional hepatocellular carcinoma is unknown.
Usually, it may be due to a larger tumor size of
fibrolamellar hepatocellular carcinoma at presentation.
The cirrhotic process itself may also inhibit lymphatic
outflow and subsequent formation of lymph node
metastases in case of the conventional hepatocellular
carcinoma [11].

The presented case confirms that fibrolamellar
hepatocellular carcinoma has a propensity to
metastasize not only to abdominal but to thoracic
lymph nodes as well. However, the lymph node
metastases to the mediastinum in this type of hepatic
malignancy are rarely reported [5, 12, 13, 14]. They
result from an upward lymphatic drainage of the liver
along the aorta and inferior cava vein as well. Close
surveillance for recurrent abdominal and also thoracic
fibrolamellar hepatocellular tumors is indicated, as
recurrence may be found months or years after initial
surgery in an asymptomatic patient. Once it is found,
an aggressive surgical approach with resection of
isolated metastases appears justified as long as radical
resection of recurrence is possible.

The metastatic pattern of fibrolamellar hepatocellular
carcinoma is similar to conventional hepatocellular
carcinoma with spread to regional lymph nodes,
peritoneum, bones, lung and spleen [2, 11, 12, 15].
However, to the best of our knowledge metastatic
spread of fibrolamellar hepatocellular carcinoma to the
pancreas was previously reported in one case only, as a

Figure 6. "'C-acetate PET/CT scan showing a decreased upti
the tracer within the pancreatic head (arrow) as compared
remaining pancreatic tissue suggesting the presence of a pa
head tumor.
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synchronous metastasis found in a child [8]. In view of
this, the presented case is the first report of
fibrolamellar hepatocellular carcinoma metastasis to
the pancreas in an adult patient.

CONCLUSION

The presented case confirms that fibrolamellar
hepatocellular carcinoma has the propensity to
metastasize to the abdominal and mediastinal lymph
nodes months or years after initial surgery. Therefore,
close surveillance with imaging of abdominal and
thoracic cavity is indicated. Resection of recurrences
should always be considered given the relatively
indolent tumor biology and lack of alternative

treatment options. The metastasis of fibrolamellar
hepatocellular carcinoma to the pancreas is highly
exceptional but possible and its excision appears
warranted as well.
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