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diaphragmatic paralysis, the diagnostic criteria for which are a 
DTF below 20% in B-mode(5) and paradoxical breathing, char-
acterized by a curve below the baseline in M-mode(6). At this 
writing, the patient is being monitored and is under conservative 
treatment, showing gradual clinical improvement.
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Malignant peripheral nerve sheath tumor of the vagus nerve:  
an uncommon cause of progressive dyspnea

Dear Editor,

A healthy, nonsmoking, 27-year-old male patient was re-
ferred to our institution for investigation of a three-month 
history of progressive dyspnea. He reported that his dyspnea 
worsened on physical exertion and significantly limited his daily 
activities. He reported no cough, fever, night sweats, or weight 
loss; nor did he report any new lumps or masses during the last 
three months. Upon skin examination, multiple subcutaneous 
nodules and café-au-lait spots were noted, together with bi-
lateral axillary freckles (Figure 1a). Collectively, those clinical 
findings met the criteria for a diagnosis of neurofibromatosis, 
which was so far undiagnosed. Pulmonary auscultation revealed 
diffuse wheezing in the right upper hemithorax. His biochemi-
cal profile was unremarkable. The patient then underwent a 

computed tomography (CT) scan of the chest with intravenous 
contrast administration, which revealed a 20-cm right cervico-
thoracic mass presumably arising from the right vagus nerve 
(Figures 1b–d). Because of the background of neurofibroma-
tosis, a hypothesis of malignant peripheral nerve sheath tumor 
(MPNST) was raised and further confirmed by incisional biopsy 
and histological analysis. Given the proximity to vital structures, 
the patient was treated with a chemotherapy protocol for soft 
tissue sarcomas in an attempt to reduce the tumor bulk preop-
eratively. Because of a poor cellular response and recrudescence 
of the respiratory symptoms, the patient was deemed ineligible 
for any aggressive interventions.

MPNSTs are exceedingly rare sarcomas in the general pop-
ulation, with a lifetime risk of less than 0.01%. Conversely, in 
association with neurofibromatosis, these tumors arise in higher 
frequency because of malignant transformation from preexisting 
plexiform neurofibromas(1). Overall, these tumors are associated 

Figure 1. Findings on physical exam-
ination and CT. a: Café-au-lait spots 
(curved arrows) and axillary freckles 
(arrowhead) upon skin inspection. 
b–d: Axial CT scans of the neck (b,d) 
and chest (c,d) showing the MPNST. 
Note the heterogeneous enhance-
ment after contrast administration 
(b) and the stenosis of the right 
main bronchus lumen (c), which ac-
counts for the auscultation findings.
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with high local invasion, rapid growth, and early distant metasta-
sis unless they are excised in a timely manner(2). The most com-
mon locations for MPNST in neurofibromatosis patients are the 
extremities, head, and neck. Thoracic involvement, however, is 
remarkably rare, few cases having been reported(3). According 
to the size and location of the intrathoracic tumor, compressive 
manifestations such as pain, dyspnea, dysphagia, and superior 
vena cava syndrome may be the presenting manifestations, as 
seen in our patient, who reported dyspnea as the sole symptom 
related to his MPNST(3,4).

The identification of MPNST in neurofibromatosis patients 
may be troublesome for several reasons. First, the existence of 
multiple benign neurofibromas may delay the identification of 
changes in plexiform neurofibromas. In addition, because su-
perficial cutaneous neurofibromas do not undergo malignant 
transformation, MPNSTs often remain undetected until they 
reach a moderate size or cause compressive symptoms. Further-
more, CT and magnetic resonance imaging might not be ac-
curate enough to differentiate benign from malignant lesions 
with any degree of reliability in the very early stages, although 
advances have been made in the area of positron emission to-
mography(4–6). Therefore, any suspicious lesions should gener-
ally prompt histological sampling(7).

Although the mainstay of successful treatment of an 
MPNST is surgical excision after disease staging, neoadjuvant 
chemotherapy may be employed in order to reduce its dimen-
sions beforehand, especially in patients with lesions surrounding 
vital organs. Radiotherapy might also delay recurrence, although 
it has not been shown to improve survival in MPNST patients(8).
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Burkitt-like lymphoma of the brain mimicking an intraventricular  
colloid cyst

Dear Editor,

A 32-year-old male sought treatment, complaining of head-
ache. Computed tomography (CT) of the brain revealed hyper-
dense intraventricular nodule to the right of the foramen of Monro,  
highly suggestive of a colloid cyst (Figure 1A). The patient was 
using dexamethasone as pain therapy. In a CT scan of the brain 
obtained one month later, no nodules were observed (Figure 1B). 
Cervical and thoracoabdominal CT scans also showed no abnor-
malities. At two months, the patient presented with convulsions. 
Magnetic resonance imaging (MRI) of the brain showed a cere-
bral mass (Figures 1C and 1D). Histopathological and immuno-
histochemical analysis of a biopsy sample revealed Burkitt-like 
lymphoma, which is one of the non-Hodgkin lymphomas. Ancil-
lary examinations ruled out systemic disease and viral infection.

Lymphomas are designated primary when they originate at 
and are confined to a given site(1–3). Primary central nervous sys-
tem (CNS) lymphomas account for up to 6% of brain neoplasms 
and 1–6% of extranodal lymphomas; approximately 90% of pri-
mary CNS lymphomas are non-Hodgkin lymphomas of the dif-
fuse large B-cell subtype(1–6). The incidence of CNS lymphoma is 
higher in the presence of certain immunodeficiencies, especially 
human immunodeficiency virus (HIV) infection(2). Among im-
munocompetent individuals, the prevalence of CNS lymphoma is 
highest (60–67%) in men 45–75 years of age. In that group, CNS 
lymphomas present as a single homogeneous mass (in 62%), often  
in the supratentorial compartment (in 83%) and notably in the 
deep white matter (in 57%). The corpus callosum and regions 
surrounding the ventricles are typically affected. Perilesional 

Figure 1. A: Non-contrast-enhanced CT scan of the brain, showing well-
delineated, discretely hyperdense intraventricular nodule to the right of the 
foramen of Monro (arrow), promoting slight dilation of the lateral ventricles 
(obstructive hydrocephalus). B: Follow-up CT of the brain, obtained one month 
later, showing no such nodule. C,D: MRI of the brain after episodes of seizures, 
T2-weighted sequence (C) and paramagnetic contrast-enhanced T1-weighted 
sequence (D), showing an intra-axial frontoparietal mass in the left cerebral 
hemisphere, with intense perilesional vasogenic edema and heterogeneous 
enhancement.
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