Spinal melanotic schwannomas

Schwanomas melanociticos intra-raquidianos
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Schwannomas are solitary, benign, slow-growing, en-
capsulated neoplasms composed of differentiated neo-
plastic Schwann cells. The melanocytic schwannoma, a
schwannian tumor variant, is rarely encountered and its
ocurrences have been described as single case reports’.
The most common site of these tumors is the posterior
spinal nerve root"?. However, they can occur in other lo-
cations, such as the sympathetic chain, acoustic nerve,
cerebellum, orbit, choroid, soft tissues, heart, oral cav-
ity, esophageal wall, stomach, bronchus, retroperito-
neum, uterine cervix and parotid gland*®. The melanot-
ic schwannomas can be related as a part of a syndrome
named Carney complex (described in 1990), characterized
by the association of cutaneous pigmentation, fibromyx-
oid tumors of the skin, myxoma of the heart, endocrine
overactivity and autosomal dominant inheritance®. The
largest series in spinal melanotic schwanommas is com-
posed by 5 cases. In these series, we report our experience
with three cases.

CASES

Three cases of spinal melanotic schwannoma were stud-
ied between 2006 and 2010 in authors™ institution. None
of the patients had a familial history or any component of
Carney complex (spotty pigmentation, endocrine overactiv-
ity or myxomas).

The patients were two male and one female. The mean
age was 50 years (range 42-59 years). The most frequent
symptom was pain followed by motor deficit. The mean
duration of symptoms was 15 months. Magnetic reso-
nance images showed intradural, extramedullary lesions
iso/hyperintense in T1- (Fig A) and hypointense in T2-
weighted sequences.

156

The histological examination revealed fusiform and
epithelioid cells, with highly pigmented cytoplasm (Fig
B). Immunohistochemical studies revealed intense cy-
toplasm and nuclear expression of S100 protein (Fig C),
HMB-45 and Melan-A (Fig D).

DISCUSSION

Generally, melanotic schwannomas affect spinal
nerves, the central nervous and the autonomous ner-
vous system, but extra-nervous locations also occur'. The
dorsal location represents 30.5% of the spinal melanotic
schwannomas and clinical presentation is similar to other
extramedullary spinal tumors®. Psammomatous melanotic
schwannoma is a distinct clinicopathologic entity and may
be considered as a part of the Carney complex, which is
characterized by myxomas (heart, skin and breast), muco-
cutaneous spotty pigmentations and endocrine overactiv-
ity (due to thyroid dysfunction or hypophysial adenoma,
or Cushing’s syndrome secondary to primary pigmented
nodular adrenocortical hyperplasia)’. About 50% of pa-
tients with melanotic psammomatous schwannomas are
affected by the syndrome of Carney and one-fifth of them
present multiple lesions'. None of our patients exhibits
these manifestations.

The preoperative diagnosis is based on magnet-
ic resonance imaging. While conventional schwanno-
mas are hypointense on T1-weighted and hyperintense
on T2-weighted sequences, the melanotic variant is hy-
perintense on TI1- and hypointense on T2-weighted
sequences’.

Zhang et al.® demonstrated that melanotic schwannomas
recurred after resection in 18.2% of patients and metastasis
was seen in 9.1% of the cases®.
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Our experience suggests a wide local excision to pre- management. More studies are necessary to understand
vent additional growth and possible metastasis of the the natural history, prognosis and best management
recurrent tumor. The value of radiotherapy is uncertain  strategies.
and the differential diagnosis is important for correct

Fig. Magnetic resonance images showed intradural, extramedular lesions isointense/hyperintense in T1 (A). The histological
examination revealed fusiform and epithelioid cells, with highly pigmented cytoplasm (B). Immunohistochemical studies revealed
intense cytoplasm and nuclear expression of S100 protein (C), HMB-45 and Melan-A (D).
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