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SUMMARY

Obijective: report a case of neurocutaneousmelanosis in Belém, Pard. Case report: a 13-years-
old boy, with history 8 months later presented paroxistic absence recurrent seizures controlled
with carbamazepine. At three years old, the seizures became generalized type, associated to
nistagmus and incipient apendicular ataxia. Until 11 years old, he had neurologic exam stable,
without diagnostic, when presented persistent holocranial headache, nausea, morning vomit,
oftalmoparesis type Il pair lesion on the right and somnolence. At general exam, it was found
uncountable melanocytic nevi in his dorsum, buttocks, left arm, thorax and right shoulder. MRI
study was performed and suggested CNS melanicytic infiltration. The patient underwent
ventriculoperitoneal derivation and presented good evaluation, asymptomatic.Conclusion: the
early diagnostic is very important, considering the possibility to precocious neurosurgical
intervention, allowing the increase of survival in these patients.
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INTRODUCTION more than 20 cm in diameter). Giant
congenital melanocytic nevi occur in
approximately 1 per 20.000 live births,

corresponding to two-thirds of NCM,

Neurocutaneousmelanosis (NCM)
is a very rare neurocutaneous syndrome. It

is a phakomatosisnoninherited that was
named by Van Bogaert in 1948. The entity
occurs in both men and women at an even
1:1 ratio. In NCM, melanomas of the
central nervous system are seen in
association with congenital melanocytic
nevi.The nevi are common on dermatomes
distribution and often increase their size
together the patient growing. However, they
are classified into 3 types based on their
final size: small (less than 1.5 cm in
diameter), intermediate (1.5-20 cm in
diameter), and giant or large (also called
garment or bathing trunk nevi, measuring

however the incidence of central nervous
system involvement in giant nevi cases is
unknown.

The syndrome  represent a
congenital error in differentiation of neural
crest cells, which are the origin of
melanocytes and of the basal leptomeninx
among other tissues.Congenital
abnormalities, such as Dandy-Walker
malformation, Sturge-Weber syndrome and
inferior vermian hypoplasia has been
described in association with
NCM.Histopathologic examination of the
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lesion shows accumulation of melanotic
cells in the arachnoid and pia mater of the
ventral surface of the mesencephalon, pons,
medulla, cerebellum, upper cervical or
lumbosacral spinal cord, resulting in
leptomeningealmelanosis.Patients with
CNS involvement may show lethargy,
seizures, vomiting, or signs of raised
intracranial pressure from hydrocephalus.
Cranial nerve palsies frequently are
associated. Once apparent, the symptoms
are progressive and usually rapidly fatal,
often with development of ataxia and loss
of bowel and bladder control.

Hydrocephalus occurs in  most
patients secondary to meningeal thickening,
which causes CSF outflow obstruction, or
decreased CSF resorption.lthas  been
calculated to occur in 64% of the patients.
Most  neurologic  manifestations  of
increased intracranial pressure, mMass
lesions, and spinal cord compression appear
in the first 2 years of life, with a second
smaller late peak in the second and third
decades of life.

According to Fox et al, diagnosis of
neurocutaneousmelanosis is established in
patients with (1) extensive pigment nevus
of the skin larger than 20 cm in diameter,
and/or multiple congenital nevi; (2) no
malignant transformation of the cutaneous
nevus; (3) no primary malignant melanoma;
and (4) proven histological central nervous
system lesion. Therefore, the criteria were
slightly extended, including those cases
with cutaneous melanoma but without signs
of malignancy in the leptomeninges and
those with primary melanoma of the
meninges but  without  cutaneous
malignancies.

The color of the nevi is brown-
black in raised plaques with small nodules,
and an increased hair growth may be
present.Neuroimaging with CT or rather
with MRI must be performed. MRI findings
most commonly described are thickened
leptomeninges surrounding the brain and
spinal  cord, ventricular  dilatation,
involvement of the cerebral parenchyma
and inferior vermian hypoplasia..

CASE REPORT

A 13-years-old boy, student, right
hand prefer, with history 8 months later
presented  paroxisticabsence  recurrent
seizures controlled with carbamazepine. At
three years old, the seizures became
generalized type, associated to
nistagmusand incipient apendicular ataxia.
He underwent to MRI study that showed
Dandy-Walker ~ complex and  brief
ventricular increase. Until 11 years old,
hehad neurologic exam stable, without
diagnostic, when presented persistent
holocranial headache, nausea, morning
vomit, oftalmoparesis type 11 pair lesion on
the right and somnolence.In that occasion
was performed cranial CT (neuroimage 1),
that showedventricular dilatation and
similar MRI study findings. At general
exam, it was found uncountable
melanocytic nevi in his dorsum, buttocks,
left arm, thorax and right shoulder, the
biggest nevi, with 8 cm.He underwent
spinal manometry that showed beginning
pressure 55cmH20. It was removed 30 ml
cerebrospinal fluid and the patient kept
asymptomatic for 10 days. Thinking in
NCM diagnostic hypothesis, a new
encephalic MRI study was performed and
showed the lesions already described, this
time, associated to focus hipersinal in T2-
weighted image in both temporal lobes and
diffuse leptomenigealenhancement, that
suggested CNS melanicytic infiltration. The
patient  underwent  ventriculoperitoneal
derivation, with medium pressure catheter
and presented good evaluation,
asymptomatic.

DISCUSSION

From the point of etiopathogenic
view, it is supposed that occur a congenital
error in formation and differentiation of
neural crest cells during the beginning of
embryologic period, when the cutaneous
melanocytes precursor cells and
leptomeninx precursor cells, the
malanoblasts, are formed. The NCM can be
associated with Dandy-Walker complex,
like in the case reported, and Sturge-Weber
syndrome.

The syndrome generally becomes
symptomatic when the CNS lesions affect
the CSF flow, presenting signs and



symptoms associated to raisedintracranial
pressure, like headache, irritability, lethargy
and recurrent vomits. The MNC also can
show seizures, often before the 2 years old,
but can be observed in second decade of
life, like in the case reported.

Patients with melanocytic nevi
situated in posterior axial region, mainly in
lumbosacral place are considered of risk to
NCM. It is recommended the CNS lesion
screening with encephalic and spinal MRI
study.

LCMN have been reported to
possess a propensity for malignant
degeneration. Clinicians generally concur
that LCMN should be prophylactically
excised to prevent malignant
transformation. One early study reported
that roughly 50%of the malignancies that
occur in LCMN present within the first 5
years of life.

In relation to prognosis, 70 % of
patients die before 10 years old, because of
hydrocephalus and intracranial
hypertension, or because of the lesions
malignant  transformation.  After  the
beginning of symptoms, the prognosis
becomes bad, with 3 years of medium time
survival. Some patients present untreatable
hydrocephalus, evolving to death early.

Although the prognosis is poor,
early neurosurgical involvement in these

patients may provide tissue diagnosis and
the potential for decompression if the
process is caught early in its course.

Because of the importance of NCM
early diagnostic, it is very important that
clinicians make the CNS lesions screening
with encephalic and spinal MRI study,
when observe the melanocytic nevi during
the physical examination. It is also
important remember the large variety of
neurocutaneous syndromes that affect
people, however stay without diagnostic
during big period, worsening the
prognosisand chance of appropriated
treatment.

CONCLUSION

The NCM is an extremely rare
entity, with little studies published in
literature, around 150 cases reported. The
early diagnostic is very important,
considering the possibility to precocious
neurosurgical intervention, specially in
CNS malignant melanoma and
hydrocephalus, allowing the increase of
survival in these patients. Periodic
following is indispensable to identification
of malignant lesions.

Neuroimage 1 — Cranial CT showing ventricular dilatation compatible with hydrocephalus.



RESUMO

Objetivo: relatar um caso de melanoseneurocutanea em Belém, Para. Relato de caso:
adolescente, 13 anos de idade, género masculino, com histéria de crises convulsivas
paroxisticas, tipo auséncia, recorrentes, controladas com uso de carbamazepina. Aos trés anos
de idade, as crises tornaram-se do tipo generalizada, associada com nistagmo e ataxia
apendicular incipiente. Até 11 anos de idade, o paciente teve quadro neuroldgico estavel, sem
diagnostico, quando apresentou cefaléia persistente holocraniana, nausea, vomitos pela manha,
sonoléncia e oftalmoparesia por lesdo do Il par craniano a direita. No exame geral, foram
encontrados incontaveis nevos melanociticos no dorso, nadegas, braco esquerdo, térax e ombro
direito. A RNM sugeriu infiltracdo melanocitica do SNC. O paciente foi submetido a derivacao
ventriculo-peritoneal e apresentou boa evolucdo, ficando assintomético apds o procedimento.
Conclusdo: o diagndstico precoce é muito importante, considerando a possibilidade de
intervencao neurocirdrgica precoce, permitindo o aumento da sobrevida nesses pacientes.

DESCRITORES: melanoseneurocutanea, nevo melanocitico e hidrocefalia
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