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Primary Mucosal Malignant Melanoma: Two Case Reports

Primer Mukozal Malign Melanom; iki Olgu Sunumu
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ABSTRACT

0z

Primary mucosal malignant melanomas originate from
melanocytes in mucosal membranes, which are located in
the respiratory, gastrointestinal and urogenital tract. Mucosal
melanomas are extremely rare and have a more aggressive and
poor prognosis than skin melanoma. Local or distant metastasis,
recurrence probability and mortality rates are higher. Although
there are many epidemiological and etiological differences
between mucosal melanomas and skin melanomas, there is
no clear predisposing factor for mucosal melanomas. Mucosal
melanomas constitute 1.3-1.4% of all melanomas, and 25-50%
of these cases are head and neck tumors. The symptoms are
non-specific and vary according to the location of the lesion.
Knowing the typical radiological imaging characteristics of
mucosal melanomas and its consideration in the differential
diagnosis in clinical evaluation will increase the chance of early
diagnosis and will positively affect the survival of patients.

We present the radiological imaging characteristics and
clinical course of a 57-year-old male patient who presented
with a complaint of parotid mass and who died in a short
period of time with widespread metastases, and a 72-year-
old male patient who presented with epistaxis and who had
no metastasis in the postoperative follow-up, but had a local
recurrence.
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Primer mukozal malign  melanomlar  respiratuvar,
gastrointestinal ve drogenital traktta bulunan mukozal
membranlardaki melanositlerden  koken alir.  Mukozal
melanomlar oldukca nadirdir ve deri melanomuna gore daha
agresif ve kot prognozludur. Bolgesel veya uzak metastaz ve
rekiirrens olasiliklari ve mortaliteleri daha ytksektir. Mukozal
melanomlar ile deri melanomlari arasinda epidemiyolojik
ve etiyolojik pek cok fark bulunmakla birlikte mukozal
melanomlar icin net olarak tanimlanmis bir predispozan faktor
bulunmamaktadir. Mukozal melanomlar tim melanomlarin
%1,3-1,4tint olusturur ve bu olgularin %25-50'si bas-boyun
kaynakli timorlerdir. Semptomlar non-spesifik olup lezyonun
yerlesim yerine gore degismektedir. Mukozal melanomlarin
tipik radyolojik gortintiileme ozelliklerinin bilinmesi ve klinik
degerlendirmede ayirici tanida akla gelmesi, erken tani sansini
artiracak ve hasta sag kalimini olumlu etkileyecektir.

Parotis lojunda kitle sikayetiyle basvuran ve kisa zamanda
yaygin metastazlar ile hayatini kaybeden 57 yasinda erkek
hasta ve epistaksis ile basvuran ve postoperatif takibinde
metastazi bulunmayan, fakat lokal niiks saptanan 72 yasinda
erkek hastanin radyolojik gortintiileme ozelliklerini ve klinik
gidisini sunmaktayiz.
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Introduction

Primary mucosal malignant melanomas originate from melanocytes in
mucosal membranes, which are located in the respiratory, gastrointestinal
and urogenital tract. Mucosal melanomas are very rare and have a more

aggressive and poor prognosis than skin melanoma (1). Although there
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are many epidemiological and etiological differences between mucosal
melanomas and skin melanomas, there is no clear predisposing factor for
mucosal melanomas (2).

Knowing the typical imaging characteristics of mucosal melanomas,
which are very rare and have poor prognosis and its consideration in
differential diagnosis, will contribute to early diagnosis.
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The aim of this study was to present two cases of primary mucosal
malignant melanoma and to discuss its clinical and radiological features.

Case Reports

Case 1

A 52-year-old male patient presented with swelling in the parotid
gland region. Ultrasonographic examination revealed hypoechoic
solid nodular lesions in the parotid gland. After detecting malignant
melanoma infiltration with fine needle aspiration biopsy, positron
emission tomography-computed tomography (PET-CT) examination
was performed, and intense fluorodeoxyglucose uptake was observed
in the parotid gland in two foci and gallbladder. Abdominal magnetic

Figure 1. Primary malignant melanoma infiltration of the gallbladder
with isointense appearance on coronal T2-weighted images, hyperintense
appearance on axial T1-weighted images and prominent contrast
enhancement on fat-suppressed T1-weighted images

Figure 2.  Well-demarcated,
malignant melanoma metastasis
in the right cerebellar hemisphere
a) hyperintense on axial T1-
weighted images, b) heterogeneous
hyperintensity on  T2-weighted
images, ¢ diffuse homogenous
enhancement on post-contrast fat-
suppressed T1-weighted images
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resonance imaging (MRI) showed a polypoid mass lesion with contrast
enhancement in the gallbladder (Figure 1). Although primary malignant
melanomas originating from parotid and gallbladder were very rare, the
gallbladder was considered as the primary focus after histopathological
examination. After the surgeries were performed, the patient was treated
with radiotherapy and chemotherapy, and the patient was accepted in
remission and early follow-up was performed with PET-CT at 3-month
intervals. The PET-CT evaluation of the patient, who did not have
recurrence for fourteen months, revealed metastases in the rectum and
the small curvature of the stomach, and this diagnosis was confirmed
by biopsy. Three months later, PET-CT revealed disseminated metastases
in the soft tissue and cerebellum metastasis (Figures 2a,b,c), and the
patient died in a short time. Figure 2a shows the typical hyperintensity
of melanoma metastasis on T1-weighted imaging (WI). Figure 2c shows
intense, diffuse and homogenous uptake and hypervascular nature of
the melanoma metastasis. The survival of the patient from presentation
was 22 months. Written informed consent was not obtained from the
patients due to retrospective design of the study.

Case 2

A 70-year-old male patient was admitted to our otolaryngology clinic
with complaint of epistaxis. Examination revealed polypoid mass in the
right inferior concha. In the pre-operative imaging of the patient, CT
scan revealed a mass lesion extending from the inferior right concha
to the posterior of the nasopharynx. Contrast-enhanced facial MRI
showed polypoid lesion with no extramucosal extension, which was
isointense with mucosa on T1-W sequence and hypointense on T2-
weighted sequence, which had similar enhancement pattern with

Figure 3. Lesion originating
from the inferior of the right
nasal concha and extending to
the level of the nasopharynx
a) slight hypointensity on T1-
weighted images, b) slight
hyperintensity on T2-weighted
images, and ¢) prominent
contrast enhancement on post-
contrast images
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mucosa on the post-contrast images and which could not be clearly
differentiated from inflammatory polyp (Figures 3a,b,c). Frozen section
consultation was reported as “15 mm diameter tumor, 5 mm mucosal
extension with negative margins and non-specific chronic inflammation
at the posterior tumor margin and right maxillary sinus resection”. In
immunohistochemical studies, neoplastic cells were identified as S100
(+) and HMB45 (+) malignant melanoma. No distant metastasis was
detected in PET-CT. Skin melanoma was not found in the dermatological
examination of the patient. At the post-operative 2" month follow-up
examination, recurrence was considered and biopsy was performed.
The biopsy result was reported as recurrent malignant melanoma in
the posterior half of the nasal cavity. Written informed consent was not
obtained from the patients due to retrospective design of the study.

Discussion

Mucosal melanomas are more aggressive than skin melanomas. These
are more likely to have local or distant metastasis and recurrence, and
have a higher mortality. Mucosal melanomas account for 1.3-1.4% of all
melanomas, and 25-50% of these cases originate from head and neck
tumors. Nasal cavity, oral cavity and paranasal sinuses are the most
common sites of the mucosal melanomas in the head and neck region
(3). The second common site is the gastrointestinal tract, which accounts
for 25% of all mucosal melanoma cases. The most common localizations
in the gastrointestinal tract are the anorectal mucosa, the esophagus
and the small intestine. Urogenital tract melanomas have the same
incidence as the gastrointestinal tract by forming 20% of all mucosal
melanomas, but due to the fact that vulvovaginal melanomas are in this
group, the incidence of these melanomas is high in women (4). Primary
extracutaneous melanomas in the parenchymatous organs have been
reported in very few cases. Melanomas seen in the retroperitoneal
region and parenchymatous organs, such as the lung and prostate,
constitute only 5% of the extracellular malignant melanomas (4,5).

The symptoms are non-specific and vary according to the location of
the lesion. The most common symptom in the head and neck region
is bleeding and unilateral nasal obstruction. In the anorectal area, it
is commonly seen as a polypoid mass and may cause rectal bleeding,
abdominal pain and difficulty in defecation.

Vulvar melanomas are the most common type of urogenital melanoma
and share similar symptoms with other malignancies in this region.
Symptoms include pruritus, irritation, and vaginal discharge. Vulvar
melanomas are seen as an ulcerated, bleeding mass lesion in clinical
examination and are often not pigmented (1-5,6). The metastasis
pattern in mucosal melanomas varies according to the location of the
primary site. In vaginal melanomas, early peritoneal invasion occurs
due to the close anatomical relation and distant metastases may occur
without regional lymph node involvement. Sinonasal melanomas
often metastasize to the liver. Lymph node involvement is seen in
60% of anorectal melanomas and the first region of invasion of anal
melanomas is inguinal lymph nodes (3-7).

Radiological evaluation is required for diagnosis, staging, preoperative
planning and treatment follow-up in metastatic patients receiving
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systemic treatment. MRI is the primary imaging modality for the
evaluation of local disease. CT and PET-CT have limited utility in the
evaluation of local disease, and they play a primary role in the detection
of metastatic disease (2). MRI appearance of the mucosal melanoma
varies according to the histological features of the lesion and the
presence of bleeding. Melanotic melanomas are hyperintense on T1-
WI and iso-hypointense on T2-WI due to the paramagnetic effect of
melanin. Amelanotic melanomas are usually hypointense on T1-WI
and hyperintense on T2-WI. In addition to conventional MRI sequences,
dynamic contrast-enhanced MRI shows marked enhancement in the
early phase due to the hypervascularity of the lesion. Diffusion WI
shows high signal intensity and low ADC values (2-8). The only curative
treatment option for mucosal melanoma is wide surgical resection.
Chemotherapy is used for systemic treatment or in addition to surgery in
metastatic disease, and radiotherapy is used to control the local disease
and prevent local recurrence (9,10).

Conclusion

Primary mucosal malignant melanomas are very rare and have
poor prognosis. Knowing typical radiological features in respiratory,
gastrointestinal and urogenital tract lesions, and considering it for
differential diagnosis in clinical evaluation will increase the chance of
early diagnosis.
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