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Abstract

Introduction: Ocular melanoma develops at the expense of eyes’ melanocytes
which give to the eyes their color. It is the first primitive intraocular tumor in
the White race. It is rare, as that of the skin in black people. The bilateral cases
are exceptional even in the white race, estimated at 0.2%. We present the case
of bilateral ocular melanoma with bad prognosis in a black patient. Patient
and observation: A 56-year-old black male patient, who had benefited 4 years
earlier from an enucleation of the right eye for ocular melanoma, and admit-
ted for bilateral exophthalmos which evolved for three months in a context of
bilateral blindness. The cerebral Scanning had allowed to objectify a bilateral
lateral-conical mass which evoked an inflammatory pseudo tumor. The failure
of the medical treatment led to the exeresis of a conical, juxta-orbital and
mid-muscular blackish mass, to the later apex respecting the surrounding
structures. The histological examination ends again in a melanoma. No addi-
tional therapy was undertaken. The evolution 2 years later was marked by a
local recurrence, multiple hepatic metastases and patient death. Conclusion:
Bilateral ocular melanoma is exceptional in Black people. The etiologic factors
as well as bilateralism mechanisms are still hypothetic. Its most effective
treatment is local and the prognosis, bad in case of metastases due to the ab-
sence of an effective chemotherapy.
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1. Introduction

Ocular melanoma develops at the expense of eyes’ melanocytes which give to the
eyes their color. This tumor can come from one of the four structures of the
eyes: uvea, conjunctiva, eyelid and orbit. Of all these structures, uveal melanoma
is the most frequent and represents about 5% of all the melanomas of the body
[1]. It is the first primitive intraocular tumor in the White race [2]. It is rare, as
that of the skin in Black people and does not exceed 1% of all the intraocular
melanomas all races included according to the available publications [3] [4]. The
bilateral cases are exceptional even in the white race, estimated at 0.2% and proba-
bly involve a predisposition or a genetic mutation in their pathogenesis [5].

We are reporting a case of primitive bilateral ocular melanoma in a Black
subject. From this case, we shall discuss the epidemiology, the etiopathogeny and

the prognosis of this pathology through a literature review.

2. Patient and Observation

It was a 56-year-old black male patient, admitted for a bilateral exophthalmos
which had been developing for three months in a context of bilateral blindness.
The clinical history went 4 years back, with a progressive decrease of the visual
acuity of the right eye. The ophthalmologic examination of the right eye had
shown an inflexible exophthalmos, a hypopyon with an absence of perception of
light. The left eye was clinically normal with an acuity of 10/10. An enucleation
of the right eye with the installation of ocular prosthesis had been realized. The
histological examination of the part had concluded an ocular melanoma.

After a period of 4 years of clinical stability, headaches appeared gradually, a
reduction in the visual acuity of the left eye quickly leading to blindness after 3
months in a context of painful bilateral exophthalmos. The cerebral scanning
had enabled to objectify a side mass repulsing the prosthesis at the level of the
right eye and a lateral-conical mass on the left, responsible for a left exophthal-
mos which made evoke an inflammatory pseudotumor a priori (Figure 1).

The failure of the medical treatment associated with a progress of the local
symptomatology had indicated a surgery. This surgery enabled the total exeresis
on the left altogether with a conical, juxta-orbital and mid-muscular blackish
mass, to posterior apex respecting the surrounding structures of which the im-
plantation basis was scleral (Figure 2) and on the right a blackish mass occupy-
ing the entire orbit. The histological examination ends again in a melanoma
(Figure 3). The initial results of the extension did not objectify metastases. We
proposed to the patient an evisceration on the right side and an enucleation of the
left eye to realize a cancer exeresis but this proposal was refused.

The evolution 2 years later was marked by a local recurrence and hepatic me-

tastases and patient death.

3. Discussion

Ocular melanoma comes from the degeneration of melanocytes located in the
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Figure 2. Macroscopic appearance of the surgical specimen (left eye).

Figure 3. Histological appearance of the surgical specimen (left eye), demonstrating a
round or polygonal cells with sometimes smoky cytoplasm and large nuclei (Malignant
proliferation).
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eyes. These cells are located in all the constituents of the eyes but mainly at the
level of the uvea. Situated in the deep layers of the uvea, melanocytes produce
pigmented granules rich in melanin, called melanosomes which contribute to
the constitution of the “darkroom” of the eyes and protect them against the sun’s
attacks.

Environmental, immunological, genetic risk factors were incriminated in the
degeneration of these melanocytes in uveal melanoma [6] [7]. The role of the
exposure to the sun in the development of the ocular melanoma contrary to that
of the skin was not clearly established; on the other hand it was demonstrated
that black skin was protective whatever the site [8]. One of the hypotheses would
be that the skin and the uvea of White people, exposed to the sun would produce
a factor called ‘solar circulating factor’ which would be responsible for the de-
velopment of the intra-ocular melanoma [7]. The strong pigmentation of these
structures in Black people would protect them from the production of this fac-
tor, hence the low incidence of this pathology in this race, estimated between
0.3% and 1% according to the series [8] [9]. This hypothesis seems to be streng-
thened by the difference of the target structures of the eye between both races.
Indeed, uveal melanomas are the most frequent in White people against 3% of
the conjunctival localizations [2] [3].

On the other hand, in Black people, 50% of the diagnosed ocular melanomas
are conjunctival [10]. This is explained by the low pigmentation of the eye con-
junctiva in Black people, exposing directly to ultraviolet radiations, hence this
predominance of conjunctival melanoma in Black people [7]. The strong pig-
mentation alone does not explain this rarity of melanoma in Black people be-
cause the incidence of this cancer remains high in the other pigmented races,
what enables to conclude that, the resistance of the Black with regard to mela-
noma would be genetic. The melanomas of the choroid can pass through the
sclera through the canals of the vortex vein and develop at the level of the epi-
sclera and of the orbit as in the case of the left eye.

The rarity of bilateral cases is attested by very low incidences of 0.2% in the
European and American series [5] [11]. The mechanism of the bilateralism of
the ocular melanoma is unknown. It is a genetic mutation which makes con-
junctiva vulnerable to the development of the ocular melanomas; or of a contra-
lateral metastasis? Certain predispositions as the eye melanocytosis, the muta-
tion of the p16 Cyclin-dependent kinase 4 (CDK4) gene were evoked in this bi-
lateralism [5] [11]. We did not notice a melanocytosis in our case and the genet-
ic tests couldn’t be done. Eye metastases of a skin melanoma or those of a con-
tralateral primitive ocular melanoma can be evoked, but they are extremely rare
[5]. A complete dermatological examination did not find an evolutionary skin
melanoma. The study of Singh concluded that it is rather about a lack of chance
in the bilateralism of the ocular melanoma more than anything else [11]. The
occurrence interval of the tumor between both eyes in our patient is in com-

pliance with the data of the literature [5].
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Therapeutically, the clinical researches in chemotherapy, immunotherapy or
on new molecules, dedicated to this pathology, are rare, and long ago the pa-
tients were included in the available protocols for skin melanoma. Yet it is about
a different disease on the genetic, biological and clinical plan. There is no refer-
ence treatment for this disease, except the local treatment. This local treatment
involves proton therapy, brachytherapy, thermotherapy, evisceration and enuc-
leation [12]. Eye morbidity due to associated complications seems to be higher
in Black people with regard to White people, mostly due to delayed diagnosis
because of the rarity of this affection in this race [3].

Systemic metastases of ocular melanoma, mostly hepatic, occur in 30% - 50%
of cases during development [13]. The alteration of chromosome 3 and the
presence of the Protein Tyrosine kinase 2 (PTK2) gene are associated with a high
risk of tumor dissemination [14]. The treatment of these metastases is mainly
surgical because the chemotherapy currently available has not shown a

convincing effectiveness [15].

4. Conclusion

Bilateral ocular melanoma in Black people is exceptional. The etiological factors
and the mechanisms of bilateralism are still hypothetical. The most effective
treatment is local with several methods that are not always available in Africa. Its
prognosis is poor in case of metastasis due to the absence of effective

chemotherapy. The only favorable prognostic factor is total carcinology exeresis.
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