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Abstract

on this condition.

Keywords: Melanocytic Nevus; Meningeal Melanocytosis

Congenital giant melanocytic nevus presenting in the neonatal period is a clinical diagnosis, but the extra dermatology
manifestations require early recognition. Meningeal melanocytosis is one such association which increases the risk of epilepsy.
We report a neonate with large congenital melanocytic nevus over the torso with satellite lesions presenting with meningeal
melanocytotic in the right parietal and cerebellar region. We discuss the clinical course, management and review the literature

Introduction

Congenital Giant melanocytic nevus presenting in the
neonatal period is a rare entity with a reported incidence
of 1 in 20000 live births [1]. Even though the clinical
diagnosis is straightforward, the timely recognition of
non-dermatological manifestations, predicting the risk of
epilepsy, multidisciplinary management and counselling of
family members is challenging. We report a case of congenital
giant melanocytic nevus with meningeal melanocytosis in a
term baby.

Case Report

A male baby born with birth weight of 1860gram via
vaginal delivery to a 24-year old primigravida mother at
35+ 2 weeks of gestation had a huge hyperpigmented skin
lesion of = 20 cm diameter covering the posterior scalp,
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neck, chest wall, shoulder and upper back. It contained
irregularly shaped macules, papules, patches, and plaques
of variegated colours (greyish, blackish and light-to-dark
brown). Other smaller pigmented nevi were scattered across
the thigh, and measured 0.5-1 cm in diameter. There were
no hairs noted over the lesions. On systemic examination,
there were no signs of neurological abnormality. In view of
the extensive involvement of the nevus, magnetic resonance
imaging of the brain and spine was done which showed flair
hyperintensities in the right parietal region and bilateral
cerebellar hemisphere. Bedside amplitude-integrated
electroencephalogram showed a normal continuous pattern
with no evidence of seizures. A paediatric dermatology and
plastic surgery consult was done and they advised follow up
visits with close monitoring of the lesion for any changes in
its pattern and if required, excision-grafting at a later stage.
Ophthalmological evaluation was normal. Neonate remained
hemodynamically stable on exclusive breastfeeding and
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continued on multidisciplinary care. Family members were
counselled by a neonatologist and is on regular follow-up.

Discussion

Congenital Melanocytic nevus (CMN) is a benign
proliferation of naevomelanocytes with larger lesions being
rarer and having higher malignant potential [1]. The size of
small CMNs is <1.5cm in diameter, medium size is of 1.5 to
19.9cm, and large or giant nevus measures >20cm in diameter
[2]. CMN if presents on the torso as in the index neonate are
predicted to grow by a factor of 2.8 by adulthood [1]. These
lesions are due to over-proliferation of melanocytes and can
start developing in utero as early as 5th week of gestation.
A common CMN mutation is the N-Ras pathway implicated
in the regulation of melanocyte migration and proliferation,
with other genes such as BRAF, KRAS, APC, and MET variants
are also being reported [3].

In the neonatal period, the giant nevus is associated
with satellite nevus in up to 80% of cases and evolves
over time and develops changes in pigmentation, dermal
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nodules and hypertrichosis [4]. Diagnosis is often clinical
as in our case, examination with dermatoscopy or biopsy is
used only in patients with diagnostic dilemmas. MRI brain
is useful in diagnosing meningeal melanocytosis, which
is reported in up to 17%-41% of such high risk infants
and distribution of the same has been predictive of risk of
subsequent epilepsy [5]. Those with bilateral amygdala
involvement have the highest frequency of seizure-free
patients on antiepileptic drugs whereas those with lesions
in multiple locations might develop drug-resistant epilepsy
[6]. The mean age of seizures is 5 months in these patients
and are asymptomatic in neonatal period [7]. The chances
for malignant transformation including both cutaneous and
extracutaneous malignant melanoma are upto10% in these
cases.

The role of excision procedures such as surgery or the
use of laser, or dermal ablation for the purpose of reducing
the malignant change and aesthetic appearance remains
controversial [8] and affection of quality of life is an additional
concern in the long term [9] Figures 1 & 2.

Figure 1A-C: Giant melanocytic nevi on posterior aspect of neck, shoulder and upper back, B: Giant Nevus extending from
right upper chest to abdomen, C: Satellite Lesions over thigh(black arrow).

Figure 2A,B: MRI Flair images showing hyperintensities in the right parietal and cerebellar region as indicated by red arrows.
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