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INTRODUCTION
Melanocytic nevus of the face is a unique form of congenital nevus, fortunately
rare and typically hair bearing. These lesions have a relatively high risk of
becoming malignant. They develop probably between 40 days of gestation
and six months in utero.  It develops from neuro ectodermal cells between the
8th to 24th weeks of pregnancy. Body protein HGE/SF (hepatocyte growth
factors/scatters factors) seems to be responsible for encouraging these
neuroectodermal cells to develop, migrate and scatter. In those of us with
nevus, it seems that we have too much of the wrong type body protein. HGE/
SF in some cells, so we develop extra pigment and abnormal skin cells called
nevus cells. Congenital nevi are generally seen in 1 in every 20,000 children.
Whereas the giant variety involving much of the body surface area are less
common, possibly around one in every 200,000.They are often round or oval,
clearly demarcated and sometimes slightly intact. Pigmentation is usual,
although some congenital nevi have a speckled appearance. Coarse dark hair
may be present. The congenital nevi occur in 1-1.25% of neonates and with
passage of time, may change from flat, pale, tan macule to elevated verrucous
hairy lesions. The head and neck area involve approximately 15% of all nevus.
Intraoral occurrence is extremely rare. Congenital nevi are significant because
of their much higher incidence of melanoma transformation. These lesions
suggests may be genetically inherited. They may be associated with put birth
defects. Lifetime risk for malignant degeneration in a large congenital nevus is
approximately 6%. People with nevus presenting neurological symptoms, like
worsening headache and vomiting, need to have an MRI of the brain. Those
with seizures also need to have repeated MRI performed periodically. Staged
surgical excision remains the mainstay of treatment for large congenital
melanocytic nevi resurfacing with skin graft or tissue expanders and flaps.
Histologically, nevi are transformed melanocytes, which are normally highly
dendritic cells interspersed among basal keratinocytes. Finding of a culture of
melanocytes from such lesion showed chromosome rearrangement involving
1p, 12q and 19p.The giant nevi might be associated with several diseases;
neurocutaneous melanosis , diffuse lipomatosis, structural brain malformation
,hypertrophy of skull bones, limb atrophy, skeletal asymmetry involving both
hyper and hypoplasia, von  Recklinghausen disease and vitiligo.

CASE REPORT
Four years old male child presented in pediatric OPD department with complain
of pain abdomen for the last 15 days. On examination patient was anemic, had
black colored patch on the left side of forehead adjoining the left eye brow
measuring about 5cm× 6cm.This black patch was hairy, no itching, no discharge,
painless and with normal temperature. Heart rate was 110/min; respiratory rate
was 26/min, blood pressure 100/70mmHg, no hepatosplenmegaly or
lymphadenopathy.
Laboratory investigation shows Hemoglobin-9gm% ; TLC-10500/cumm;
DLC-Neutrophils 55, lymphocytes 38, eosinophil 07; Stool examination and
urine culture was normal, PBF was microcytic hypochromic. Patient was
treated with deworming drugs and hematinic in pediatric OPD. Skin opinion
was taken from dermatological department and confirmed, it was a case of
congenital big black hairy nevus.

DISCUSSION
Congenital hairy nevus is a hyper pigmented lesion that has its color from the
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melanin pigment of nevomelanocytes Nevomelanocytes, derivatives of
melanoblasts, compose the cellular format of the neoplasm1. Multiple
definitions have been used to classify nevi into small, medium, or giant. These
include diameter size, total body surface area (TBSA), and ability to excise in
one surgical setting2. Based on diameter, CNN are characterized as small (<1.5
cm), medium (1.5-19.5 cm), and large or giant (>20 cm in adolescents and
adults or predicted to reach 20cm by adulthood). Giant hairy nevi on the scalp
and neck may beassociated with leptomeningealmelanocytosis and neurologic
disorders that include neurofibromatosis, epilepsy or focal neurologic
abnormalities. Lesions over the vertebral column may be associated with spina
bifida or meningomyelocele. Infants with lesions on the scalp or posterior
midline should undergo neuroimaging studies to detect associated conditions
that may affect treatment and prognosis3. CNN are present at birth or soon
thereafter Delay in appearance of surface pigmentation may occur from age 1
month to 2 years in the rare “tardive” type The incidence for small nevi is 1 in
100 births; for A CNN larger than 9.9 cm in diameter medium nevi, 6 in 1000
births; and for large nevi, 1 in 20,000 births4 in 1 per 20,000 newborns; a
CNN larger than20 cm in diameter occur in 1 per 500,000 newborns5.
Prophylactic excision of all giant and large hairy nevi is indicated6. In 60% of
these cases malignancies can develop in early childhood7. In one series, 10%
to 20% malignant melanomas arising in congenital nevi were diagnosed before
three years of age8. In addition, concerns about lack of parameters to predict as
to which nevi are susceptible to malignant transformation, compounded with
the fact that the diagnosis gets delayed and the course in case of a malignant
change is invariably fatal are reasonable6. A recent review has concluded that
an early aggressive approach to these lesions is responsible for the low risk of
malignant melanoma reported in various series9,10. Surgical excision results in
the debulking of tissue at risk for the development of malignant melanoma.
Tissue expansion forms the most widely used modality of treatment11,12. Timely
use of these modalities can minimize the risks of malignancy and reducing the
psychological stress on the parents and the child.
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