Letter to Editor

Solitary fibrous tumor of the
meninges

Sir,

A 30-year-old male presented with a history of headaches
and vomiting for 2 weeks. I1e had bilateral papilledema. There
were no focal neurological deficits. Computer tomography (CT)
scan of the brain showed a contrast enhancing dural-based
mass attached to the falx cerebri and extending on either side
of the midline. Magnetic resonance imaging (MRI) of the brain
showed the lesion to be a falx-based tumor, which was isointense
on T1 and T2 weighted images [Figure 1]. He underwent a
biparietal craniotomy, interhemispheric approach, and total
excision of the tumor. At surgery, the tumor had a poor plane
of dissection from the surrounding brain and was very vascu-
lar.

The histopathology showed a very cellular tumor that had
spindle cells arranged in long fascicles with an intervening
collagenous stroma. There was no evidence of mitosis or ana-
plasia. Immunohistochemistry showed that the cells were posi-
tive for CD34, bel-2, and vimentin and negative for epithelial
membrane antigen (EMA) and S-100 [Figure 2]. The MIB-1
labeling index averaged 2%. Based on these findings, a diag-
nosis of solitary fibrous tumor was made. The patient made
good neurological recovery and is symptom-free 1 year

. , postoperatively. The follow-up C'T scan shows no evidence of
recurrent tumor.

Solitary fibrous tumors (SE'T) are rare mesenchymal tumors
arising from the meninges, which clinically and radiologically
resemble meningiomas.!"? Histopathologically they resem-
ble fibrous meningiomas and haemangiopericytomas.** Soli-
tary fibrous tumors have distinet immunohistochemical fea-
tures, which distinguished them from meningiomas and

Figure 1: Axial T2 weighted MRI showing the falx based tumor
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Figure 2: Fight vertebral angiogram following first embolization
showing marked reduction in A-V shunting . The deposition of coils is
clearly shown.
duction in the volume of the nidus. This case indicates the
feasibility of embolization for TGN in selected patients. In
this case the angioarchitecture meant that liquid embolic
agents such as cyanoacrylate glue were contraindicated. The
aim of the procedure was to reduce flow in the AVM with coil
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Figure 2: Fight vertebral angiogram following first embolization
showing marked reduction in A-V shunting . The deposition of coils is
clearly shown.
duction in the volume of the nidus. This case indicates the
feasibility of embolization for TGN in selected patients. In
this case the angioarchitecture meant that liquid embolic
agents such as cyanoacrylate glue were contraindicated. The
aim of the procedure was to reduce flow in the AVM with coil
embolization. Large AVMs can be treated with staged embolization
and surgery (operative surgery or radiosurgery) if
needed. A multimodality approach (embolization, radiosurgery,
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radiosurgery,
surgical exploration) is the current policy for treating
AVMs and takes into account the cumulative risk of bleeding,
the location and size of the AVM and the presence of venous
anomalies.[4],[5]
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Figure 2: Immunohistochemistry showing strong positivity for CD34
and bcl2, while epithelial membrane antigen (EMA) and S-100 are
negative

hemangiopericytomas.”'* These tumors follow a relatively
benign course when compared to hemangiopericytomas.?!
These tumors present as dural-based masses and have been
reported to occur in both supra and infratentorial locations.*H?!
Spinal SF'Ts are even rarer and can occur in both intra and
extramedullary locations.H?!

In the past, SE'Ts have been included along with meningi-
omas or hemangiopericytomas.” Solitary fibrous tumors are
cellular tumors that consist of spindle cells dispersed in fasci-
cles. There is a characteristic eosinophilic collagenous stroma
in which the spindle cells are present.”*'?M5 The pathological
spectrum extends from benign to anaplastic tumors. M3 MIB-
1 labeling indices range from 1 to 18%.%116I

Immunohistochemistry of SF'Ts show positivity for CD34,
bel2, and vimentin and negativity for EMA and S-100.12-19
Strong CD34 and bel2 positivity are characteristic immuno-
histochemical features of SE'T.2H5 Tn contrast, meningiomas
show EMA positivity and hemangiopericytomas have a patchy
and weak reactivity to CD34.14

The origin of these tumors has been controversial and both
a mesothelial and mesenchymal origin have been hypoth-
esized.!"!

The natural history of SI'Ts is largely unknown due to lim-
ited follow-up data. Most of the reports suggest a favorable
outcome after complete resection and this suggests a benign
behavior:2H3HP Recurrences after subtotal excision have been
reported.”! Extracranial metastases are rare.'”! There is a re-
cent report of meningeal SE'T that progressed to malignant
transformation and CSEF dissemination over a course of re-
peated recurrences.”® The management of meningeal SE'Ts in-
volves total excision followed by regular clinical and radiologi-
cal follow up. In the rare cases of SF'Ts demonstrating ana-
plasia and mitosis, postoperative radiotherapy should be con-
sidered. Treatment options for residual and recurrent SE'Ts

include surgery, radiotherapy, or stereotactic radiosurgery.H*!
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Dropped head presentation in
myotonic dystrophy type 1
Sir,
Dropped head syndrome, alternatively known as head ptosis
or head drop, is caused by a number of neuromuscular
conditions.[1,2] The most common of these disorders include
motor neuron disease, myasthenia gravis, and isolated neck
extensor myopathy. This is the first report of a patient with
genetically confirmed myotonic dystrophy type 1 (DM1) who
presented with the dropped head syndrome.
A 61-year-old man presented with a 10-year history of slowly
progressing neck extensor weakness. There was no family history
of any neuromuscular disorder or other non-neurological
features suggestive of DM1. Neurological examination revealed
marked neck extensor weakness of Grade 1/5 (MRC scale).
He also had mild weakness, Grade 4/5, of neck flexors and of
the proximal muscles of arms and legs. Percussion myotonia


