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A Caucasian baby girl presented at birth with a dark, irregular, raised skin lesion measuring 

approximately 2 cm in diameter on the medial aspect of her right leg (Fig 1). There was no 

history of melanoma in her family and no evidence of melanoma in her mother. At two 

weeks of age, she underwent an incisional biopsy of the lesion at a community hospital. 

Histologic review showed a superficial spreading invasive malignant melanoma with 

Breslow thickness greater than 2.5 mm, with a positive deep margin. There was 

angiolymphatic invasion but no definite ulceration. She was referred to our institution, where 

clinical exam revealed an otherwise healthy newborn girl, a black lesion on the right leg with 

a central scar measuring 1.5 cm in diameter. There were small palpable inguinal nodes in 

each groin, possibly more prominent on the right but not clinically suspicious. One week 

later, a wide local excision was performed with a 1 cm margin (Fig 1) and a full thickness 

skin graft. Lymphoscintigraphy revealed a sentinel node in the right groin, and a sentinel 

lymph node biopsy was performed. Her final pathology revealed an atypical malignant 

melanoma arising in a nevus with congenital features with Breslow thickness of 2.58 mm 

and Clark’s level V (Fig 2A). Margins were widely clear. The lesion was consistent with a 

primary melanoma, rather than metastatic disease from maternal origin. The sentinel node 

was positive for metastatic melanoma, with mitotic figures (Fig 2B) and S100 staining (Fig 

2C). She underwent staging studies including CT scans of her head, chest, abdomen and 

pelvis as well as a bone scan. These were negative for metastatic disease. One month later, 

completion right inguinal lymph node dissection was performed, yielding five lymph nodes 

without metastatic disease. Her postoperative course was complicated by a wound abscess in 

the right groin that was drained operatively and healed well. Her final staging, at the age of 9 

weeks, was therefore Stage IIIA (T3aN1aM0). No additional treatment was performed. She 

has been followed to her current age of 32 months without evidence of recurrence by clinical 

exam, serial chest radiographs, and annual CT scans of the abdomen and pelvis. She has had 

an excisional biopsy of a suspicious skin lesion from her lower abdomen at age 22 months 

that was an atypical nevus. She has normal function of her right lower extremity without 

lymphedema and is healthy and developmentally appropriate (Fig 3).

Congenital melanoma is a rare entity, with only a few cases reported in the literature. We are 

unaware of prior reports of congenital melanoma metastatic to the inguinal lymph node 

basin treated with subsequent inguinal lymph node dissection in the neonatal period. 

Because of the rarity of the disease entity, there was little published guidance for the 

treatment of this child once her sentinel lymph node was reported positive.
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The first reported case of congenital melanoma involved a newborn with a scalp lesion 

which grew rapidly and metastasized to regional lymph nodes, resulting in the baby’s death 

at 4 months.1 Since then, we could find only sixteen other reports of congenital melanoma 

reported in the literature.2–3 The most recent report described a case of melanoma in situ in a 

giant congenital nevus in a neonate with Down’s Syndrome. This was treated with resection 

and SLNB.4 The incidence of congenital melanoma at this time is unknown. However, the 

SEER database, which captures data on cancer in areas representing approximately 14% of 

the U.S. population, recorded only 5 cases of melanoma diagnosed in the first year of life 

over a period of 12 years between 1992 and 2004.5 Mortality rates are likewise unknown. 

Over a broader expanse of time, a study of pediatric deaths from mortality based upon death 

certificates showed only 12 deaths in children under the age of one from melanoma over 37 

years between 1968 and 2004 in the U.S6. Presumably, the incidence and mortality from 

congenital melanoma is even smaller, though under-reporting may result from failure to 

recognize small or slow-growing lesions at birth or misdiagnosis of biopsy specimens as 

Spitz nevi.

Evaluation of a neonate for melanoma can be very difficult. From 1 to 3% of neonates may 

have congenital pigmented nevi. The size of the lesion is important in determining the risk 

of malignancy. The lifetime risk of melanoma in patients with giant melanocytic nevi, 

defined as measuring larger than 10 cm in diameter, is reported to range from 5% to 40%,7–8 

with short-term prospective studies indicating risks closer to 5%9. Transformation occurs 

during the first decade 60% of the time, frequently before age 3 years. As such, current 

recommendations are to excise fully before the age of 10 years if feasible. However, all 

concerning lesions should be biopsied as early as possible. Our patient’s lesion was 

approximately 2 cm in size and had malignant transformation. Generally, medium-sized 

congenital nevi have slightly lower rates of transformation which usually do not occur until 

adulthood.10 Even with a high level of suspicion and early evaluation, the diagnosis may still 

not be easily made. Even skilled dermatopathologists may have difficulty distinguishing 

between melanoma and melanocytic nevi or Spitz nevi, with concordance rates ranging from 

54% to 66%.11 Importantly, when this diagnosis is made, metastatic disease from the mother 

should be considered. We could find only three cases of malignant melanoma metastatic 

from the mother to the fetus, though other cancers have also metastasized in this 

fashion.12–13 In our case, the mother was examined thoroughly to ensure that this did not 

represent placental transmittal of metastatic melanoma.

Prognosis for congenital melanoma must be extrapolated to some degree from reports on 

childhood melanoma. Earlier beliefs that childhood melanoma was more benign probably 

resulted from overdiagnosis of Spitz nevi as melanoma. Recent reports suggest that, like 

adult melanoma, the prognosis of childhood melanoma is related to tumor thickness and 

clinical stage at the time of diagnosis.11 There have been too few cases of congenital 

melanoma to make any valid predictions regarding survival.

Three treatment dilemmas related to her neonatal status were addressed in her management. 

The first related to the margin of resection. The standard recommendation for an adult with a 

lesion of this depth is a 2 cm margin. Given the small circumference of this patient’s lower 

leg, a 2 cm margin would have been more than hemi-circumferential. A 1 cm margin was 
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chosen to minimize morbidity and deformity, and to scale proportionately to the patient’s 

body size. The second was whether to perform inguinal node dissection after identification 

of metastatic melanoma in the sentinel node. Inguinal lymph node dissection in the 

developing and growing leg of a two month old baby carried unknown risk. However, 

without other treatment options, an aggressive surgical approach was chosen. 

Postoperatively, she did not develop any long-term morbidity from the procedure and 

continued to develop appropriately. The third question was whether to treat with adjuvant 

high-dose interferon, as the only approved adjuvant treatment for stage III melanoma. Our 

institutional experience with interferon in neonates has been that there can be particularly 

severe morbidity. In consultation with our pediatric medical oncologists, we felt that the 

toxicity would likely outweigh the potential benefit. There were no available clinical trials 

for neonatal melanoma at that time.

Our patient had successful surgical management of metastatic congenital melanoma with 

wide local excision and inguinal lymph node dissection. There has been no detectable long-

term morbidity of inguinal dissection. This experience supports application of standard 

surgical management for melanoma, even in a neonate.
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Figure 1. 
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Figure 2. 
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Figure 3. 
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