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Introduction

In pregnant women, hepatocellular carcinoma is the most

frequent primitive malignant liver tumor, followed by bil-

iary duct epithelial cell tumor or cholangiocarcinoma. In

the literature, cholangiocarcinoma has been reported

exceptionally in pregnant women and its intrahepatic

variety in only 4 occasions.

Because of its peculiarity, we present a unique case of

intrahepatic cholangiocarcinoma in a 33-week pregnant

Filipino woman, with a chronic infection with Hepatitis B

virus (HBV), who developed a normotensive HELLP

syndrome, covering up and delaying the diagnosis, thus

contributing to a fatal outcome.

Case Description

A 36-year-old Filipino woman, 33 weeks pregnant, with a

history of chronic uncontrolled HBV, came to the emer-

gency room for abdominal pain in the right hypochon-

drium. The complementary tests showed anemia with signs

of hemolysis, low platelets of 60,300 mm3, and hyper-

transaminasemia (Glutamic Pyruvic Transaminase (GPT)

117, Glutamic Oxaloacetic Transaminase (GOT) 156:

Gamma–Glutamyl Transferase (GGT) 557: Lactate Dehy-

drogenase (LDH) 811). Abdominal ultrasound revealed a

large liver mass occupying almost the entire liver sugges-

tive of hepatocarcinoma. Abdominal Computed Tomogra-

phy Scanning (CT) (Figs. 1, 2) showed a large

heterogeneous hepatic mass. The mass engulfed the entire

right hepatic lobe extending medially to segment IV (lies
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lateral to the falciform ligament and is subdivided into IVa

(superior) and IVb (inferior)), measuring

197 9 156 9 202 mm, with necrotic parenchyma; the

mass amputated the right hepatic vein, the middle and right

suprahepatic arteries and compressed the left.

Twenty-four hours later, she presented with premature

rupture of membranes that evolved to eutocic labor without

immediate complications. In the immediate and interme-

diate puerperium, the patient maintained an arterial pres-

sure of below 130/80 mmHg. The diagnosis of HELLP was

based on the progressive elevation of transaminases, ane-

mia with signs of hemolysis, proteinuria and progressive

fall of the platelet count. A fine-needle biopsy of the

hepatic mass was performed under ultrasound vision. The

anatomopathological result was intrahepatic

cholangiocarcinoma.

The clinical condition of the patient worsened, and there

was impairment of renal and hepatic parameters. No cri-

teria were met for the hepatic mass resectability or curative

oncological treatment, so the palliative care for symp-

tomatic management of the disease was initiated. As a

consequence of the progression, the patient suffered from

progressive multi-organ failure until she died 2 weeks

later.

Discussion

Cholangiocarcinoma is a less common cancer than hepa-

tocarcinoma, but is more aggressive. Historically, its

evaluation and treatment required the arbitrary division of

the bile duct in thirds, depending on the location of the

obstruction [1, 2]. The incidence of malignant liver tumors

in pregnant women is exceptional, and its origin in intra-

hepatic bile ducts is even rarer, with 80–90% of hepatic

tumors diagnosed during pregnancy representing hepato-

cellular carcinoma [3, 4].

There are well-established and, at the same time, con-

troversial risk factors. The presence of stones in the

intrahepatic bile duct (hepatolithiasis) is a common disease

in Asia. It has been associated with a significant risk of

cholangiocarcinoma. An increased risk of cholangiocarci-

noma has been described in people with parasitic infections

of the bile duct (Clonorquis and Opistorquis, in Asia),

exposure to toxins such as the Thorotrast radiological

agent, genetic factors such as the syndrome of Lynch,

chronic liver diseases (hepatitis B and hepatitis C), diabetes

mellitus and HIV infection (AIDS) [1].

In our case, the patient had a chronic HBV infection.

Several recent studies suggest that HBV may play an

important role in the etiology. The mechanism by which

infection with HBV can lead to the development of intra-

hepatic cholangiocarcinoma is unknown [5, 6]. Her recent

pregnancy history has clinical relevance in this case,

although its role remains uncertain. Very few cases of

worsening of cholangiocarcinoma in pregnancy have been

reported in the literature. In fact, the high concentration of

estrogen and the suppression of the immune system derived

from pregnancy can aggravate the preexisting liver injury

[2–5].

The preoperative diagnosis is difficult, because the signs

and symptoms of intrahepatic cholangiocarcinoma in

Fig. 1 CT Scan C: large heterogeneous hypovascular mass with

irregular edges that presents a peripheral enhancement

Fig. 2 CT Scan Axial C reveals a large liver mass occupying the

entire right hepatic lobe extending medially to segment IV
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pregnancy are not specific and overlap with those of other

conditions attributed to the state of pregnancy, as in the

case of our patient, who developed a HELLP syndrome

that, undoubtedly, masked and delayed the diagnosis and

further darkened the prognosis.

The imaging test chosen for liver evaluation in preg-

nancy is ultrasound; however, sometimes it must be com-

plemented with MRI, CT or angiography [6].

In all cases published so far, only 2 certain diagnoses

before exitus were obtained. The other cases were diag-

nosed after the necropsy study of the patients. Diagnosis is

usually made in advanced stages of the disease in which

more than 50% of neoplasms are unresectable [7].

Surgery, through liver transplantation and hepatic

resection, is considered the only curative treatment and can

be performed safely during pregnancy. Studies of hepatic

volume are very useful to calculate residual volume,

although the long-term results fall still below the expec-

tations [1–6].

For those patients suffering from unresectable cholan-

giocarcinomas, the treatment consists of performing a bil-

iodigestive bypass or palliative therapies such as placement

of prostheses or biliary drains. Locoregional and systemic

chemotherapies are the main treatment options in those

cases of unresectability [1–6].

We report a single case of intrahepatic cholangiocarci-

noma in a pregnant woman, who developed a normotensive

HELLP syndrome, masking and delaying the diagnosis,

thus contributing to a fatal outcome. For these reasons,

early clinical diagnosis and intensive surveillance must be

the fundamental steps that the surgeon must follow to avoid

fatal complications.
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