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Neurocutaneous melanosis
Melanose neurocutânea
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Neurocutaneous melanosis (NCM) is a rare phakomatosis 
that was first observed in 1861, in a 14-year-old girl born with a 
congenital nevus and suffering from mental retardation1. The 
pathogenesis of NCM is believed to result from an error in the 
morphogenesis of the neuroectoderm during embryogenesis1,2.

In this paper, we report a case of this phakomatosis, de-
scribe, and discuss the findings from cranial computed to-
mography (CT) scan and magnetic resonance imaging (MRI).

CASE DESCRIPTION

Our patient was a 29-year-old woman with a four-month 
history of sporadic seizures and a giant congenital melano-
cytic nevus on the torso (Fig 1A).

CT scan and MRI (Fig 1B and 1C) of the central nervous sys-
tem (CNS) showed several lesions, which were later biopsied 
(Fig 1D). Histopathological analysis revealed a melanoma (Fig 1E), 
and the patient was then subjected to complementary examina-
tions in order to detect the primary lesion, but without success.

The patient suffered brain death 21 days after hospi-
tal admission.

DISCUSSION

The diagnostic criteria for NCM were described by Fox and 
later reviewed by Kadonaga and Frieden3. They include the 
following:

· giant congenital nevus (usually larger than 20 cm in adults 
and between 6 to 9 cm in children) or multiple congeni-
tal nevi (more than three) in association with meningeal 
melanosis or CNS melanoma;

· absence of cutaneous melanoma, except in cases of histo-
logically benign meningeal lesions;

Fig 1. (A) Giant melanocytic nevus on the torso, extending 
to the upper limbs and neck. (B) Axial FLAIR showing high-
signal intensity lesions, along with edema, thus reinforcing 
the hypothesis of evolvement to melanoma. (C) Post-contrast 
axial T1-weighted image showing lesions with significant 
enhancement. (D) During surgical biopsy on the NCM, large 
pigmented lesions were observed at the leptomeninges. 
(E) Photomicrograph of a leptomeningeal sample (x200 
magnification; hematoxylin-eosin staining) showing 
proliferation of pigmented melanocytic cells.
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· absence of meningeal melanoma, except in cases of be-
nign dermatological lesions.
The symptoms of NCM include seizures, neurological focal 

deficit and psychiatric disorders1,4. The CNS may be compro-
mised through parenchymatous or leptomeningeal lesions, mel-
anosis (aggregation of benign melanocytic cells) or melanomas1,4.

The lesions shown on CT scans may be isodense or hyper-
dense. Melanomas (parenchymal or leptomeningeal form) 
and leptomeningeal melanosis usually show enhancement 
after contrast administration4.

On MRI, T1-weighted sequences show hyperintense pa-
renchymal lesions, while leptomeningeal lesions may be 
isointense or hyperintense. After contrast administration, 
parenchymal melanosis does not commonly show enhance-
ment in T1, while leptomeningeal lesions (melanosis and 
melanoma) show diffuse enhancement1,4.

On T2-weighted sequences, lesions usually present a 
low or intermediate signal. It should be noted that lesions 

present high signal intensity in FLAIR ( fluid-attenuated 
inversion recovery)1,4.

It is well known that the signs that indicate melanoma in-
stead of benign melanocytic lesions are mass effect, edema, 
hemorrhage and necrosis1,4.

Leptomeningeal lesions associated with edema were ob-
served at CT scan and MRI in our patient, indicating possible 
melanoma, as later confirmed by the histopathological anal-
ysis. Even though the image characteristics may indicate be-
nign melanocytic lesions or melanoma, the prognosis is bet-
ter correlated with the onset of neurological symptoms4.

The treatment is palliative and includes systemic and in-
trathecal chemotherapy and radiotherapy, as well as ventric-
uloperitoneal shunt (with filter) in cases of hydrocephaly. In 
addition, regardless of the treatment, the prognosis is bad4.

In conclusion, although it is a rare entity, NCM should be 
investigated among patients presenting central neurological 
symptoms associated with congenital melanocytic nevus.
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