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Abstract

Calcifying fibrous tumour (CFT) is a rare benign tumour with non-specific anatomical distribution. We describe a case of a
patient who presented with chronic generalised fatigue secondary to anaemia. Her symptoms did not improve while being on
oral iron replacement therapy. Further endoscopic investigations were unremarkable. She had a computed tomography scan
showing masses in the right pleural base and in the spleen. She then underwent splenic biopsy that only showed inflammatory
changes. As her symptoms persisted, she was worked up for elective laparoscopic splenectomy during which she was found to
have multiple peritoneal deposits. Biopsies were taken and the splenectomy was abandoned. The biopsies eventually showed

changes consistent with CFT. This was conclusive for diagnosis of multifocal CFT.

INTRODUCTION

Calcifying fibrous tumour (CFT) was initially described in child-
hood cases. Its aetiology remains unclear, and few postulations
have been made. The symptoms are often non-specific. Owing
to its potential to be multifocal, the diagnosis can be clinically
challenging. However, CFT has a specific histological finding that
becomes the gold standard to confirm the diagnosis. Further
studies are needed be to clarify the pathophysiology of this rare
disease.

CASE REPORT

A 57-year-old female was referred from primary care with a
3-year history of generalised fatigue. She has background of
ichthyosis, lichen sclerosis, asthma, depression and chronic her-
pes simplex virus infection. She had hysterectomy due to abnor-
mal smear cells, which was then proven benign on histology. She

was initially found to have microcytic anaemia with low ferritin
level which did not improve despite oral iron replacement. Both
oesophago-gastro-duodenoscopy and colonoscopy were unre-
markable. A subsequent computed tomography (CT) scan of the
abdomen and pelvis showed a splenic mass with a central area
of calcification and a calcified 35 mm pleural-based nodule at
the right costophrenic angle.

The latter was discussed in the lung multi-disciplinary team
(MDT) meeting. They concluded that the pleural mass was
most likely due to post-inflammatory changes. In absence of
concerning features, further monitoring or intervention was
deemed unnecessary. The splenic mass was then discussed in
the hepatobiliary MDT meeting. They recommended obtaining
tissue biopsy to aid diagnosis. However, it only showed fibrotic
tissue with possible granulomas. The indeterminate histology
prompted a repeat CT scan and further magnetic resonance
imaging (MRI) to assess the mass further and exclude the
possibility of lymphoma. These scans showed stable appearance
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Figure 1: CT image of a splenic mass

Figure 2: MRIimage of a splenic mass

of the splenic lesion at 6 cm (Figs 1 and 2). The CT scan also
picked up numerous small calcifications scattered throughout
the peritoneal cavity.

She then had a diagnostic laparoscopy with a view of
performing a splenectomy. However, widespread nodules were
found in the peritoneum and throughout the abdomen as
shown in Fig. 3. There was no evidence of malignancy found
on laparoscopy. Given these findings, further biopsies of the
nodules were obtained and splenectomy was abandoned.

As the investigations thus far were non-conclusive, positron
emission tomography (PET) scan was performed while awaiting
for the result of the peritoneal biopsies. This was performed to
look for possible primary malignancy. The splenic lesion demon-
strated low-grade activity, below that typically seen in high-
grade haematological malignancy as seen on Fig. 4. Combined
with calcifications throughout the peritoneal cavity, an inflam-
matory or infective cause would be more likely.

The peritoneal nodules biopsies were reported as well-
marginated with prominent areas of hyalinization and numer-
ous foci of psammomatous calcifications. This is consistent with
the diagnosis of CFT. With widespread CFT lesions, the patient
would not benefit from splenectomy. She is being followed up

with yearly CT scan to monitor the lesions and to continue with
iron supplementation.

DISCUSSION

CFT was initially reported by Rosenthal and Abdul-Karim in 1988
as ‘childhood tumour with psammoma bodies’ in two childhood
cases [1]. Fetsch et al. [2] then described 10 similar cases in
individuals with age range of 1-33 years, and the term ‘calcifying
fibrous pseudotumour’ was introduced. The term ‘pseudotu-
mour’ was used at that time as the underlying process was most
likely inflammatory [2]. World Health Organisation recognized
its potential for local recurrence [3] and renamed it as ‘calcifying
fibrous tumour’ [4].

CFT can occur as solitary or multiple lesions. A review by
Chorti et al. [S] looked into 161 cases reported based on the
anatomical location. The most common ones include the stom-
ach, small intestine, pleura, oesophagus, neck, mesentery, medi-
astinum and peritoneum. Due to this wide distribution, patients
present with non-specific symptoms such as anorexia, weight
loss, generalised fatigue, dyspnoea and progressive weakness.
However, individuals can also present with specific symptoms
related to organs involved [5]. In our case, the patient initial
presenting complaint was generalised fatigue and she was found
to have anaemia. Subsequent imaging revealed pleural mass
and splenic mass. Interestingly she did not complaint of any
breathing problem or abdominal discomfort despite the above
findings.

The cause and pathogenesis of CFT is unclear but some
hypotheses have been suggested in the past. Chen reported a
case of two sisters with multifocal peritoneal CFT suggesting
that there might be genetic susceptibility for CFT, although com-
mon environmental factors cannot be discounted [6]. In 1999,
Van Dorpe et al. [7] reported that CFT can represent a late stage
of inflammatory myofibroblastic tumour (IMT) as the histology
showing features of both. Histology of IMT lesions is commonly
more cellular, less hyalinised and lack in calcification [8].

CFT has also been reported to be associated with sclerosing
angiomatoid nodular transformation (SANT) of the spleen [9, 10].
This is a rare benign lesion of the spleen with unknown aetiology.
The nodules of SANT are thought to show abnormal reactionary
transformation of red pulp triggered by an exaggeration of stro-
mal response, making it more likely to be reactive rather than
neoplastic [9]. A splenectomy would be required for the definitive
diagnosis of SANT as a core biopsy will be inadequate.

Ideally, local CFT can be resected when diagnosed [5, 8] but
in cases of multifocal CFT this might prove a challenge. Some
argued that further resection of other masses will not be ben-
eficial if the patients are asymptomatic [8]. Generally, CFT has
good prognosis due to its benign nature. However, there has been
documentation of a few cases of patients with recurrence during
the follow-up period [2, 5]. There has been no mortality reported
due to CFT [5].

CONCLUSION

CFT is a rare benign tumour with non-specific anatomical dis-
tribution. Due to this, patients tend to present with non-specific
symptoms and the tumour is usually picked up on radiological
imaging. Histology is the gold standard to diagnose CFT and this
can be confirmed by experienced pathologists. The aetiology of
CFT is still unknown and further studies should be implemented
to identify the pathophysiology of the disease.
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Figure 4: PET scan showing low-grade activity in the spleen
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