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Atypical Aggregation of Cancer
Emeline Tabouret

From the Department of Neuro-Oncology, AP-HM, Timone Hospital, Marseille, France

 Case Report

A previously well 36-year-old man presented with moderately
severe headache and a progressive, painful, subcutaneous
right pectoral swelling. Clinical examination confirmed a pec-
toral mass, 6 cm of diameter. There were no other general or
neurological symptoms or signs. An MRI scan was performed
to evaluate the headache (Figure 1) and a CT scan of chest,
abdomen, and pelvis to evaluate the chest mass. Brain MRI
scan revealed an intrinsic, left frontal neoplasm. Surgical re-
section of the pectoral mass was performed and histological
analysis concluded that the mass was a liposarcoma. A gross
total resection of brain tumour demonstrated a WHO grade-II
oligo-astrocytoma without 1p19q co-deletion. Methylguanine
methyl-transferase (MGMT) promoter methylation status and
IDH1 mutation analysis were both negative. The patient re-
ceived no other treatment for the brain tumour. Two months
after brain surgery, the patient was hospitalized unwell and with
a fever. Blood count, electrolytes, renal and hepatic functions
were all normal. C-reactive protein was elevated at 102 mg/l.
Blood cultures were sterile. Viral serology was negative.

Analyses of cerebrospinal fluid (CSF) showed an elevated
protein at 0.98 g/l. CSF white-cell count was normal and there
was no growth of organisms. The CT scan of chest, abdomen,
and pelvis also demonstrated a heterogeneous right lung mass
and a mass lesion in both adrenal glands (Figure 2).

 Complete Diagnosis

Pectoral liposarcoma, left frontal low-grade glioma, lung car-
cinoma with bilateral adrenal metastases in the context of a Li-
Fraumeni syndrome.

 Discussion

Lung biopsy showed a poorly differentiated lung adenocarci-
noma. First-line chemotherapy was initiated with cisplatin and
vinorelbine. After 3 cycles, the CT-scan showed a progressive
disease. Palliative care was initiated. The patient died 2 months
later.

The Li-Fraumeni syndrome (LFS) is an autosomal dominant
cancer predisposition syndrome associated with soft tissue
sarcoma, osteosarcoma, pre-menopausal breast cancer, brain
tumours, adrenocortical carcinoma (ACC), and a variety of
other neoplasms. More than 70 % of individuals diagnosed
clinically have an identifiable disease-causing mutation in tu-
mour suppressor gene p53 (TP53), the only gene known to be
associated with LFS. Treatment of clinical manifestations in-
volves routine management of cancers, except for those with
breast cancer, where mastectomy is recommended rather than
lumpectomy, in order to reduce the risks of a second primary
tumour and to avoid radiation therapy. Prevention may in-
clude prophylactic mastectomy to reduce the risk of breast
cancer in women with a germline TP53 mutation. Prevention
of secondary complications includes the avoidance of radia-
tion therapy in order to reduce the risk of radiation-inducedFigure 1. Brain MRI of patient: Flair, T1 with gadolinium and spectrometry analysis.

Figure 2. Brain, thoracic, and abdominal CT of the patient.
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malignancies. Genetic counselling of relatives who are at risk
is appropriate as well as to offer screening to all relatives who
are at risk of having a familial TP53 mutation.
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