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ABSTRACT 

A16-year-old male was admitted in hospital because of frontal and temporal melanoma. There were congenital giant nevi on 

his back and head. Positron emission computed tomography revealed no extra-cranial primary lesion. He underwent sur-

gery, whole-brain radiotherapy (WBRT), and chemotherapy; but he could not be saved and died 6 months after establishing 

diagnosis.        
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INTRODUCTION 

Congenital melanocytic nevi (CMN) are benign pro-

liferation of cutaneous melanocytes and often be-

come apparent within the first few weeks of birth. 

The incidence of CMN in infants is 0.2-2.1% with a 

slight preponderance in female (M:F 1:1.17).[1-4] 

CMN is commonly regarded as a risk factor for ma-

lignant melanoma. Additionally, lesions on the trunk 

have higher risk of developing cutaneous melano-

mas.[5] The major medical concern with giant CMN 

is high risk of developing cutaneous melanoma, 

leptomeningeal melanoma, and neurocutaneous 

melanocytosis. But such a primary intracranial de-

velopment is exceedingly rare. We report a case of 

primary intracranial melanoma with CMN. 

CASE REPORT 

A 16-years-old male presented with impaired vision 

for 10 days and headache for 5 days prior to admis-

sion. He also suffered occasional mild abdominal 

pain and vomiting. No neurological symptoms or un-

usual behavior were observed. He was born with 

congenital giant nevi on trunk and head. Physical 

examination revealed many brownish-black nevi on 

the trunk, including a giant one covering nearly the 

entire back (35cm x 22cm). Another cephalic patch 

(5cm x 4cm) was situated on the right temporal re-

gion. The CMN was smooth, elevated and hairless. 

A computed tomography (CT) scan of the head 

showed a hyperdense mass surrounded by edema 

and obvious bleeding visualized in the right insular 

lobe. The size of the lesion was approximately 5.1cm 

x 4.3cm. Right cerebral ventricle became narrow 

because of compression. Magnetic Resonance Im-

aging (MRI) revealed a lesion which was 

hypointense on T2-weighted imaging and 

hyperintense on T1-weighted imaging in the right 

insular lobe. The MRI imaging showed obviously 

inhomogeneous enhancement and edema after 

gadolinium contrast (Fig. 1a, 1b). 

At surgery, the cortical surface of the brain was nor-

mal. Pigmentation and hematoma were found on the 

frontotemporal sulcus during the operation. They 

were totally resected. The other pigmented mass 

was found to surround the frontal-side branch of the 

middle cerebral artery, which was 1.0 cm in diame-

ter. As they were connected with the artery closely, a 

partial excision was done. Post-surgically pathologi-

cal diagnosis of melanoma was made (Fig. 2). 

Immunohistochemical examination showed S-

100(+), HMB 45(+),EMA(-),GFAP(-). In order to find 

possible origin of the lesion at other sites, abdominal 

ultrasound, radiographic examination including chest 

X-ray and whole body Positron Emission Computed 

Tomography (PET-CT) were done, but no pathology 

could be detected.  
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He received WBRT and then chemotherapy contain-

ing cisplatin and dacarbazine after operation. The 

radiation dose was 59.4 Gy given in 27 fractions of 

2.2 Gy each, with 5 fractions administered per week, 

starting after the diagnosis but before the first chem-

otherapy cycle. Unfortunately, the disease continued 

to progress in the follow up period. The patient died 

of multi organ failure 6 months after diagnosis of 

melanoma. 

 
Figure 1: (a) Post-contrast T1-weighted image demonstrating 

heterogeneous enhancement of the lesion. (b) T2-weighted im-
age demonstrating hypointense lesion in the right insular lobe 

with surrounding edema and hematoma. 

 
Figure 2: Photomicrographs of the tumor showing polygon, 

round type, spindle, singular cells. Tumor cells have large nu-
clei with inconstant big nucleoli. Mitotic figures are visible 

(x400). 

DISCUSSION 

Malignant melanoma is the third most common tumor 

that metastasize to brain.[6] The primary malignant 

melanoma found in central nervous system accounts 

for approximately 1% of all the cases of melano-

mas.[7] They are usually found as leptomeningeal 

melanoma, and primary cerebellopontine angle and 

sellar melanocytic tumors are also reported.[8-10] As 

primary intraparenchymal melanoma are rare, a met-

astatic one was first to be considered. In order to find 

the “possible” extracranial site of origin, systemic 

evaluation was done in our patient with CT scan, MRI 

and PET-CT; however, no extracranial primary was 

demonstrated. Thus, based on the medical history of 

CMN, as well as a series of imaging investigations, 

we tend to conclude that the patient had a primitive 

melanocytic tumor.  

Literature search showed 95% mortality in case of 

metastasis of melanoma to brain. Despite treatment, 

the median survival is less than a year[6] .The clinical 

outcome of patients with primary CNS melanoma is 

reported to be better than that of patients with meta-

static disease.[11] Our patient had a poor prognosis. 

It has let us ponder if a complete excision would have 

been possible, followed by WBRT and chemothera-

py, the outcome could be different. But in this case, 

the mass was surrounding the major vessels, thus 

limiting us to a partial excision.   

REFERENCES 

1. Bittencourt FV, Marghoob AA, Kopf AW, Koenig KL, Bart 

RS.Large congenital melanocytic nevi and the risk for devel-

opment of malignant  melanoma and neurocutaneous 

melanocytosis. Pediatrics. 2000;106:736-41. 

2. Bett BJ. Large or multiple congenital melanocytic nevi: oc-

currence of cutaneous melanoma in 1008 persons. J Am 

Acad Dermatol. 2005;52:793-7. 

3. Ka VS, Dusza SW, Halpern AC, Marghoob AA. The associa-

tion between large congenital melanocytic naevi and cuta-

neous melanoma: preliminary findings from an internet-

based registry of 379 patients. Melanoma Res. 2005;15:61-

7. 

4. Hale EK, Stein J, Ben-Porat L, Panageas KS, Eichenbaum 

MS, Marghoob AA, et al. Association of melanoma and 

neurocutaneous melanocytosis with large congenital mela-

nocytic naevi—results from the NYU–LCMN registry. Br J 

Dermatol. 2005; 152:512-7. 

5. Slutsky JB, Barr JM, Femia AN, Marghoob AA.Large con-

genital melanocytic nevi: associated risks and management 

considerations.Semin Cutan Med Surg.2010;29:79-84. 

6. Sloan AE, Nock CJ, Einstein DB. Diagnosis and treatment of 

melanoma brain metastasis: a literature review. Cancer Con-

trol. 2009;16:248-55. 

7. Greco Crasto S, Soffietti R, Bradac GB, Boldorini R. Primi-

tive cerebral melanoma: case report and review of the litera-

ture. Surg Neurol. 2001;55:163-8.  

8. Bhandari L, Alapatt J, Govindan A, Sreekumar T. Primary 

cerebellopontine angle melanoma: a case report and review. 

Turk Neurosurg. 2012;22:469-74. 



                                                                   Chen et al, Primary cerebral melanoma 

 

APSP J Case Rep 2013; 4(3): 43 

9. Piedra MP, Scheithauer BW, Driscoll CL, Link MJ.Primary 

melanocytic tumor of the cerebellopontine angle mimicking a 

vestibular schwannoma: case report.Neurosurgery. 

2006;59:206. 

10. Vezzosi D, Capuani C, Loubes-Lacroix F, Lagarrigue J, 

Bennet A, Delisle MB, et al. Primary sellar melanocytic tu-

mor: report of new case and literature review. Pituitary. 

2009; 12:51-6. 

11. Freudenstein D,Wagner A, Bornemann A, Ernemann U, 

Bauer T, Duffner F. Primary  melanocytic lesions of the 

CNS: report of five cases. Zentralbl Neurochir.2004;65:146–

53.

 

 

 

AFFILIATION: 
Department of Medical Oncology, Cancer Center, State Key Laboratory of  Biotherapy,  

West China Hospital, West China Medical School, Sichuan University, No. 37, GuoXue Xiang,  

Chengdu 610041, Sichuan Province, China. 

CORRESPONDENCE:* 

Feng Wang, MD. Department of Medical Oncology, Cancer Center,  

State Key Laboratory Of  Biotherapy ,West China Hospital, West China Medical School,  

Sichuan University, No. 37, GuoXue Xiang, Chengdu 610041, Sichuan Province, China. 

                               Email: 389906324@qq.com 

           Received on:  28-07-2013                                   Accepted on: 06-08-2013                                           
     Competing Interests: None declared                      Source of Support: Nil

 


