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ABSTRACT
Patients with giant congenital melanocytic nevus are at higher risk of developing melanoma. 
After the first diagnosis of melanoma, there is also a higher incidence of subsequent melanomas 
in the same patient. However, the ideal therapy for this type of nevus is still controversial. We 
report the case of a patient with giant congenital nevus associated with multiple synchronous 
melanomas and the proposed treatment. 
Keywords: Melanoma; Nevi and melanomas; Neoplasms

RESU MO
Pacientes com nevo melanocítico congênito gigante possuem maior risco de desenvolver melanoma. Após o 
primeiro diagnóstico de melanoma, há também uma maior incidência de melanomas subsequentes em um 
mesmo paciente. No entanto, a terapêutica ideal para esta forma de nevo ainda é controversa. É relatado o 
caso de um paciente com nevo congênito gigante associado a melanoma múltiplo sincrônico e o tratamento 
proposto.   
Palavras-chave: Melanoma; Neoplasias; Nevos e melanomas 

INTRODUCTION
Melanocytic nevi are benign proliferations of melano-

cytic cells with distribution in nests in the epidermis, inside the 
dermis, or other tissues.1,2 The melanocytic nevus present at bir-
th is defined as congenital. Some authors also include melano-
cytic nevi that appear up to six months of life, during the first 
year, or up to two years of age in this classification.1,3 Congenital 
nevi also differ from acquired ones by histology. In general, they 
have more varied architecture and morphology, and their nevus 
cells spread to the deeper layers of the skin, including the subcu-
taneous tissue.4,5,6,7 The occurrence of nevus cells within nerves, 
blood vessels, and sebaceous glands is the most specific finding 
for this distinction.5,8
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The giant congenital melanocytic nevus (GCMN) is de-
fined as a congenital melanocytic lesion that reaches at least 20 
cm in diameter in adulthood.9,10 One of the biggest concerns 
involving patients with GCMN is the possibility of the appea-
rance of melanoma. Currently, the literature has already proven 
the increased risk of these individuals developing the tumor.4,10,11

The malignant melanoma incidence has been growing 
significantly in recent years.12,13 The reasons for this increase are 
not proven, but it is known that exposure to sunlight, ultravio-
let irradiation, genetic factors, and early detection are essential 
elements.13 It is also known that patients with melanoma have a 
higher risk of developing another one, which is called multiple 
primary melanoma.14

CASE REPORT
A 48-year-old man, white, presented giant congenital 

nevus in the right upper limb (RUL). He complained of asymp-
tomatic blackened lesions on the nevus two years ago. Derma-
tological examination revealed a brown stain affecting the entire 
RUL, with increased local body hair, overlaid with blackish pa-
pules with irregular borders (Figures 1 and 2).

The patient had a history of excision of two lesions on 
the RUL two years earlier, with an anatomopathology of super-
ficial extensive (Breslow thickness of 1 mm) and nodular (Bres-
low thickness of 0.2 mm) melanoma. At the time, no margin 
enlargement or sentinel lymph node research was performed. 
The patient denied other personal or family background rele-
vant to the case.

Due to the presence of two suspected melanocytic le-
sions in the RUL (Figures 3 and 4) at the first consultation, the 
diagnostic hypothesis of melanoma with in-transit metastases 
was suggested. Thus we opted for an excisional biopsy, with a  

2 mm margin, of the two lesions. Then, we conducted the mar-
gins enlargement of previously removed lesions lesion in an ex-
ternal service, requesting the staging exams (chest CT, abdominal 
US, and sentinel lymph node biopsy). The anatomopathological 
features of the two lesions showed malignant melanoma with an 
in situ pattern (Figures 5 and 6), and the staging exams showed 
no signs of neoplastic involvement.

Six months later, three new suspicious melanocytic le-
sions were identified in the RUL. The anatomopathology revea-
led malignant melanoma in situ without ulceration. After three 
more months, due to many new suspicious lesions, photogra-
phic mapping and excisional biopsy of all lesions on the nevus 
were indicated (Figure 7). In total, we performed 30 excisional 
biopsies: two of them revealed melanoma in situ, Clark's level I, 
without ulceration. Enlargement of the margins and rigorous 
clinical follow-up in conjunction with the Oncology and Plastic 
Surgery teams were conducted.

Figure 1: Giant congenital nevus in the right upper limb with blackened 
papules overlapping

Figure 2: Giant congenital 
nevus in the right upper 
limb with blackened papules 
overlapping
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DISCUSSION
There is a growth in multiple melanoma frequency asso-

ciated with the increasing number of primary melanoma cases. 
Currently, the more prolonged survival of patients with mela-
noma contributes to this fact. In addition, the risk of a second 
melanoma is higher than the occurrence of secondary metastases 
from the first in patients with thin melanoma, a fact consistent 
with the case reported.15 Authors calculate that melanoma pa-
tients have a 900-fold higher risk of developing another mela-

noma than the general population of developing a first mela-
noma.14 

There is also a higher prevalence of multiple melanoma 
in men, as in the case described.14

It is necessary to establish criteria to differentiate be-
tween a possible second melanoma, epidermotropic metastasis 
(cutaneous metastasis with epidermis involvement), or residual 
tumor to characterize multiple melanoma.13,16 Several clinical 
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B

Figure 3: A - Blackish papule with rough surface and well-defined edges on 
the right forearm. B - Dermoscopy (10x) of melanocytic lesion with globules 

and pseudopods on the periphery, homogeneous blackened center, and 
whitish areas without structures

Figure 4: A - Brownish plate topped by black asymmetric papule on the 
right arm. B - Dermoscopy (10x) of lesion with asymmetric homogeneous 

blackened area with whitish areas without structures and atypical brownish 
pigment network

Figure 5: Histopathology (Hematoxylin & eosin 400x) showing
melanocytic proliferation with nest areas with more than three cells in the 
junctional region, without atypia (on the left) and melanocytic malignant 

neoplasm in a large nest on the right; between both lesions, there is a 
variable melanocytic hyperplasia

Figure 6: Immunohistochemistry Melan A/Mart1 (400x): markings in 
melanocytes are noted reinforcing the diagnosis of conventional benign 

melanocytic lesion on the left, malignant melanoma on the right, and areas 
of melanocytic hyperplasia between both
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and anatomopathological elements are used for this diagnostic 
distinction: macro and microscopical different aspect among 
tumors; clinical and histological evidence of normal skin be-
tween synchronous lesions; presence of junctional alteration; and 
intraepidermal nests of malignant cytology cells demonstrating 
epidermal rise and spread.16

Despite the significant evidence showing that individuals 
with GCMN have an increased risk of developing melanoma, 
the exact incidence is still controversial. The low prevalence of 
GCMN and the scarcity of prospective comparative studies con-
tribute to this fact.17

 Some studies estimate that the malignancy rate is be-
tween 5% and 10%.4 It is believed that this higher incidence is 
related both to the high number of melanocytic cells and to the 
biological behavior different from the melanocytes present in 
the GCMN, citing as an example the structural chromosomal 
changes in the malignant process of these lesions.5,10

The development of melanoma in a patient with GCMN 
has a particularly poor prognosis. There are some justifications 
for this unfavorable evolution. The often rough or nodular sur-
face of the GCMN can make early detection difficult.18 Also, 
the malignant transformations of small or medium congenital 
melanocytic nevi (CMN) begin more superficially at the der-
mal-epidermal junction, thus quickly showing the appearance of 
the lesion. However, in GCMN, melanoma usually develops in 
the deep dermis, making its detection harder and later.10,19 The 
large extent of GCMN is another factor that may contribute to 
this severity due to the greater likelihood that multiple channels 
will conduct its lymphatic drainage.18

The therapeutic approach of the GCMN is controversial 
and still represents a challenge. The therapy must consider several 
factors such as patient’s age, the size and location of the lesion, 
the possible functional impairments resulting from invasive pro-
cedures, and the presence of lesions suspicions on the nevus. The 
prophylactic surgical nevus excision has limitations regarding 
the uncertainties on its effectiveness as prevention for the neo-
plasia development since up to 50% of melanomas in patients 
with GCMN do not necessarily occur on the nevus. Also, there 
are technical difficulties in the execution and psychological im-
pact associated with scars.20

Some authors defend the prophylactic excision of lesions 
that are more heterogeneous, thick, rough, or, for some other 
reason, challenging to follow clinically.19 This was the option in 
the case described due to the high risk of the patient because of 
the GCMN presence and previous evidence of melanoma.

In contrast to most of the cases described in the litera-
ture, the evolution was favorable in the case reported, possibly 
due to regular monitoring in a specialized service, easy visuali-
zation of clinical changes in the congenital nevus described due 
to the brownish color, and orientation to the patient regarding 
the risks and severity of the condition. The patient was encou-
raged to periodically self-examine the skin, observing changes 
in the nevus’ color, shape, or surface. These facts made the early 
detection and treatment possible, leading to the excision of the 
suspicious lesions and preventing neoplasia from having greater 
involvement. l

 

Figure 7: Photographic mapping showing melanocytic lesions overlapping 
the congenital nevus on the right upper limb
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