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Hepatic paraganglioma hiding as a slowly growing 
lesion for 24 years: a diagnostic conundrum
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Description
A 69-year-old woman was referred because of a 
slowly enlarging, asymptomatic liver lesion for 
which she underwent surveillance imaging. This was 
originally thought to represent focal nodular hyper-
plasia. The liver lesion progressed in size from 8.2× 
5.6 cm on initial imaging to 13.2×6.6×12.7 cm 
24 years later, prompting concerns for a hepa-
tocellular carcinoma (HCC) (figure  1A,  CT, and 
figure 1B, MRI). 2‐[Fluorine‐18]fluoro-2‐deoxy‐d‐
glucose positron emission tomography (PET) 
revealed intensely increased activity associated 
with the mass and portacaval nodes (figure  1C). 
α-Fetoprotein (aFP) was 1.3 μg/L (normal <12). A 
presumptive diagnosis of HCC was made and she 
proceeded to a biopsy of the liver lesion.

Histology from the biopsy of the hepatic lesion 
revealed a hyalinised stroma and a rich thin-walled 
vascular network, which divided the cellular 
tumour up into rounded cellular groups. Immu-
nohistochemistry showed the nests were negative 
for MelanA, HMB45, MNF116 and AE1/3. The 
lesions were strongly positive for synaptophysin 
and chromogranin. S100 staining was consistent 
with a sustentacular cell network. This confirmed 

a non-epithelial neuroendocrine lesion consis-
tent with a paraganglioma (PGL). There was no 
clinical or biochemical evidence of catecholamine 
excess, and serum chromogranin A was minimally 
elevated at 176 μg/L (normal  <102). Genetic 
testing for common mutations of hereditary PGL 
was normal. Scintigraphy demonstrated lack of 
avidity for metaiodobenzylguanidine and 68Galli-
um-DOTA-Tyr(3)-Thr(8)-octreotate. Consequently, 
she was not deemed to be a good candidate for 
peptide receptor radionuclide treatment. She is 
now awaiting an extended right hepatectomy.

PGLs  are uncommon neuroendocrine tumours 
usually arising from sympathetic chains or parasym-
pathetic paraganglia.1 Hepatic PGLs are rare, with 
only 12 cases described in the literature.2 They are 
difficult to diagnose correctly as their clinical mani-
festations and radiological appearance are non-spe-
cific. Of the 12 hepatic PGLs previously reported, 
the primary presumptive diagnosis was HCC in six 
cases. HCC and PGL are difficult to distinguish 
radiologically, with similar appearances on CT, 
MRI and PET scans. aFP is elevated in 80%–90% 
of HCCs greater than 5 cm in diameter.3 The role 
of a fine needle biopsy could be considered if the 

Figure 1  (A) CT shows a large right-sided liver lesion. (B) MRI shows a large right-sided liver lesion. (C) 2‐
[Fluorine‐18]fluoro-2‐deoxy‐d‐glucose positron emission tomography showing intense avidity in a large liver lesion and 
portacaval lymph nodes.
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diagnosis is unclear after imaging studies. However, there is a 
high rate of non-diagnostic biopsies, an elevated rate of false-pos-
itive results for HCC and an associated risk of bleeding.4 5 
Furthermore, seeding needs to be taken into account with one 
meta-analysis showing an incidence as high as 2.7%.6 Due to the 
high risk of bleeding and catecholamine crisis, a lesion should 
not be biopsied if a PGL is suspected.7

In conclusion, hepatic PGL should be considered in the differ-
ential diagnosis of HCC with large hepatic tumours where aFP 
is normal.

Learning points

►► Paragangliomas (PGLs) should be considered as a differential 
diagnosis in liver lesions.

►► Hepatic PGLs should be considered with large hepatic 
tumours where α -fetoprotein is normal.

►► Fine needle biopsy of a liver lesion can be considered if the 
diagnosis/aetiology is unclear after obtaining imaging studies. 
However, this method should be used only if this is likely 
to affect or change the patient’s management and under 
consideration of possible associated risks.
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