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Background: There are no reports in the literature so far, showing the coexisting presence of a lymphoma and a
cholesteatoma in the skull base. Our sim was to  point up the clinical features of a primary malignant left petro-clival lymphoma
presenting with a concomitant petrous cholesteatoma. The patient presented a progressive history of  dysartrhia and multiple
cranial nerve palsies. Both the lesions were documented radiologically and histologically.  

Discussion and Conclusion: Primary lymphoma of the clivus are rare. The clinical and the radiological features of the lesion

have been described as well as the pathologic findings.
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Introduction

Primary lymphomas of the skull base are relatively
uncommon neoplasms that can be morphologically
difficult to distinguish from other malignant neoplasms
in this site. However, increasing incidence of lymphoma
manifestations has been recently reported [1-4]. 

Moreover, there are no reports in the literature so far,
showing the coexisting presence of a lymphoma and a
cholesteatoma in the skull base. The Authors are
presenting the clinical radiological and histological
features of a case.

Case Report

B.F. was a 76 years old male patient, referred to the
ENT Department for more then one month lasting
dysartrhia and dysphagia, which worsened within the
last ten days. He also noticed the onset of hearing loss
and left ear othorrea since the last three months. The
heavy smoker patient (two packs a day, since his
adolescence) suffered from of a generalized
atherosclerotic vasculopathy with ischaemic
encephalopathy. 

Clinical examination revealed an orientated patient
with a left IXth, Xth and XIIth nerve palsy; no signs of
facial nerve weakness were present. The
nasopharyngeal endoscopy disclosed the presence of a
left hemi-nasopharyngeal mass, and a transnasal
biopsy was promptly assessed. At the same time, the
otomicroscopic examination disclosed a postero-
superior left marginal perforation, and the presence of
mesotympanic cholesteatoma.

Further neurological as well as laboratory
examinations were normal. 

The high resolution skull base CT scans confirmed the
presence of inflammatory tissue involving the left
middle ear and the ossicular chain, with initial signs of
tegmen erosion; no signs of extra-petrous extension of
the cholesteatoma were noticed (Figure 1). A small
osteolithic area of the left petrous apex, also involving
the left occipital condyl, was noticed. 

The MRI disclosed a mass involving the left petro-
clival space. The lesion was occupying the clivus
extending towards the left temporal bone, also
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involving the left portion of nasopharynx, the left
pharapharyngeal space and surrounding the left carotid
canal (Figure 2). 

Histologically, the tumour was a  B large cell CD20

positive non Hodgkin lymphoma  (Figure 3).

There was no evidence of systemic lymphoma as

histologically confirmed by a bone marrow sampling.

The patient was initially treated with dexamethasone

(1fl [8 mg] x 2/day) with initial reversing of dysartrhia

and dysphagia; Due to the low performance status

(ischaemic encephalopathy),  the patient was

subsequently treated with palliative chemotherapy

including cyclophosphamide (700 mg/mEq day 1),

vincristine (1.4 mg/mEq day 1) and dexamethasone

(20 mg/mEq day 1-5).

Unfortunately the patient died just after the first two

weeks of chemotherapy, but due to the complications

of an intervention of carotid endarterectomy, that was

tempted for reversing the ischaemic encephalopathy.

Figure 1. Coronal high resolution CT scan showing the presence
of inflammatory tissue involving the left middle ear as well as the
ossicular chain, with initial signs of tegmen erosion (white arrow).

A

Figure 2. Axial (A) and coronal (B) cranial MRI T1 and T2 weighted images demonstrating a soft tissue tumour (red arrows) involving
the left nasopharinx, including the clivus and the parapharingeal space.
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Discussion

Lymphoma is the malignant monoclonal proliferation

of lymphoid cells in discrete tissue masses of the

immune system, such as lymph nodes, spleen and bone

marrow. Primary skull base lymphoma arising from

the petro-clival space is quite rare entity, accounting

for 3% of all intracranial tumors [1]. Risk factors

associated with the occurrence of this disease include

AIDS, immunosuppression for organ transplantation,

autoimmune diseases, and congenital

immunodeficiencies. Nonetheless it has been reported

that over the past two decades the incidence of both

intracranial and extracranial tumours is increasing

equally in immunocompetent and immunocompromised

patients and involving up to 6% of patients with HIV-

infection [5]. 

Indeed, there are no reports in the literature so far,

showing the onset and the concomitant presence of two

different skull base pathologies (lymphoma and

cholesteatoma) at the same time: to our knowledge this

is the first report in which both skull base diseases

have been described together.

Both CT and MRI are essential for the complete

assessment of skull base lesions. These imaging

modalities give complementary information since CT

depicts bony details clearly delineating bony

involvement and destruction (and it is essential for the

cholesteatoma assessment), whereas MRI best

demonstrates the intracranial and extracranial soft

tissue anatomy. MRI with gadolinium is in fact

considered as the imaging method of choice for the

intracranial lymphoma diagnosis, which usually shows

either space occupying lesions or diffusely infiltrating

masses with intense contrast enhancement in T1-

weighted images. In cases with diffuse leptomeningeal

involvement, generalized post-contrast enhancement

of the meninges would be present [6]. Nonetheless, the

definitive diagnosis should be made with the help of a

surgical biopsy, as in the presented case.

Large cell lymphoma of B-cell origin is the most
common subtype of malignant non-Hodgkin’s primary
lymphoma that primarily involves the CNS (same type
of the presented case). It is reported that this
malignancy can mimic several neurological diseases.
The clinical picture is sometimes similar to
cerebrovascular disease or encephalitis with multiple
cranial nerve palsies. Symptoms usually include focal
neurological deficits (73%), neuropsychiatric
symptoms (28%), seizures (9%), and increased
intracranial pressure (3%). The most common sites of
involvement are the frontal lobe, temporo-parietal
lobe, and basal ganglia. Multiple intracranial lesions
can be present in 25 to 44% of the patients [6].

A B

Figure 3. A. Hematoxylin and eosin stain showing a diffuse infiltration of lymphoid cells. (200x). B The tumour cells resulted positive for
the CD20 (200x).
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Differential diagnosis of skull base lesions includes

nasopharyngeal carcinoma, meningioma, chordoma,

metastasis, esthesioneuroblastoma, tuberculosis and

fungal infections, miscellaneous granulomatous

diseases such as  Wegener’s granulomatosis, melanotic

melanoma, amyloidoma Schwannoma and, although

exceedingly rare, pituitary adenocarcinoma [7- 9]. 

Conclusions

To conclude, while the petrous cholesteatoma is a
relatively frequent skull base lesion, primary skull base
malignant lymphomas are quite rare. Indeed, this is the
first report showing the onset and the concomitant
presence of these two different skull base pathologies. It
is of practical importance to recognize lymphoma as a
possible cause of nasopharyngeal lesion and of cranial
nerve dysfunction; even if uncommon, it should always
be included in the differential diagnosis of skull base
aggressive neoplasm. Moreover, since neoplasm such as
lymphoma can be successfully treated with
chemotherapy, it is strongly recommended that a
histological diagnosis is made before instituting
definitive therapy for extra-CNS tumours. Other
tumours such as meningiomas, are primarily treated with
surgical resection rather than chemotherapy [9].
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