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SAZETAK

Uvod: Melanocitom glave optickog nerva predstavlja retku, benignu pigmento-
vanu leziju koja nastaje od melanocita u podrugju glave optickog nerva. lako je
benigne prirode, melanocitom moze predstavljati dijagnosticki izazov zbog mo-
guce slicnosti sa melanomom, kao i zbog potencijalnih komplikacija, ukljucujuci
defekte vidnog polja i, u retkim sluajevima, malignu transformaciju. Tacna dija-
gnoza se postavlja primenom pomocnih dijagnostickih metoda, poput fluoresce-
inske angiografije, opticke koherentne tomografije (OCT) i 0CT-a sa povecanom
dubinskom rezolucijom (EDI-OCT).

Prikaz slucaja: Cetrdesetogodisnja pacijentkinja dolazi zbog pigmentovane
promene na glavi levog optickog nerva, koja je unazad 10 godina pracena u dru-
goj ustanovi. Oftalmolo3kim pregledom uocena je jasno ogranicena, uzdignuta,
sivo-crna lezija tipicnih klinickih karakteristika melanocitoma. Uz melanocitom je
primecen i jukstapapilarni horoidalni nevus. Dijagnosticka obrada, koja je uklju-
¢ivala fluoresceinsku angiografiju i B-scan ultrasonografiju, potvrdila je benignu
prirodu lezije. Pacijentkinji je preporuceno redovno pracenje kako bi se na vreme
uocila eventualna progresija ili maligna transformacija.

Zakljucak: Ovaj slucaj istice vaznost primene pomocnih dijagnostickih metoda
i dugorocnog pracenja melanocitoma glave optickog nerva. Koegzistencija juk-
stapapilarnog horoidalnog nevusa dodatno otezava dijagnosticki proces, ¢ime
se naglasava potreba za redovnim kontrolama radi pravovremenog uocavanja
mogucih komplikacija.
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ABSTRACT

Introduction: Melanocytoma of the optic nerve head (melanocytoma papillae)
is a rare, benign pigmented lesion originating from melanocytes within the op-
tic nerve head. Despite its benign nature, melanocytoma can present diagnostic
challenges due to its potential mimicry of melanomas and associated complica-
tions, including visual field defects and, in rare cases, malignant transformation.
Accurate diagnosis relies on multimodal imaging, including fluorescein angiog-
raphy, optical coherence tomography (0CT), and enhanced depth imaging-0CT
(EDI-OCT).

Case report: A 40-year-old female presented with a pigmented lesion on the
left optic nerve head, which had been monitored at another institution for the
past 10 years. Ophthalmologic examination revealed a sharply demarcated, ele-
vated, gray-black lesion with clinical features typical of melanocytoma. Adjacent
to the melanocytoma, a juxtapapillary choroidal nevus was observed. The diag-
nostic workup, including fluorescein angiography and B-scan ultrasonography,
confirmed the benign nature of the lesion. The patient was advised to undergo
reqular follow-up to monitor for potential progression or malignant transforma-
tion.

Conclusion: This case underscores the importance of auxiliary diagnostic meth-
ods and long-term surveillance in managing melanocytoma of the optic nerve
head. The coexistence of a juxtapapillary choroidal nevus further complicates
the diagnostic process, emphasizing the need for regular follow-up to enable the
timely detection of potential complications.
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uvoD

Melanocitom glave opti¢ckog nerva (melanocytoma
papillae) je retka, benigna melanocitna lezija koja po-
tice od melanocita unutar glave opti¢kog nerva. Prvi
su je opisali Limas i Ulrich 1962. godine. Melanocitom
je histoloski razli¢it od melanoma, ali deli sli¢cnu tamnu
pigmentaciju zbog prisustva jako pigmentisanih, okru-
glih ili poligonalnih ¢elija koje sadrze obilne granule
melanina. lako je obi¢no asimptomatski, njegov klinic-
ki znacaj ogleda se u mogucénosti izazivanja defekata
vidnog polja, otoka opti¢kog diska i, u retkim slucajevi-
ma, maligne transformacije [1].

Ova lezija cesto koegzistira sa jukstapapilarnim
horoidalnim nevusima, koji su pigmentisane, ravne
lezije locirane u blizini opti¢kog diska. Studije suge-
risu da je do 50% slucajeva melanocitoma povezano
sa takvim nevusima, sto dodatno komplikuje klinicku
diferencijaciju od agresivnijih patologija, poput mela-
noma [2,3].

Napredak u tehnikama snimanja, kao $to su fluo-
resceinska angiografija, opticka koherentna tomogra-
fija (OCT), OCT sa poboljsanim prikazom dubine (EDI-
OCT) i B-sken ultrasonografija, znacajno je poboljsao
sposobnost razlikovanja melanocitoma od lezija [4].

lako su obi¢no benigni, melanocitomi mogu
pokazivati lokalno agresivho ponasanje, sto moze
dovesti do kompresije optickog nerva ili zahvatanja
susednih struktura, poput retine i horioideje. Naj-
cesce se dijagnostikuju kod osoba srednjih godina,
bez znacajne polne predispozicije [5,6]. Dugoro¢no
pracenje je klju¢no kako bi se pratile mogucée kom-
plikacije, poput ostecenja vida, opti¢cke neuropatije
ili retkog, ali ozbiljnog rizika od maligne transforma-
cije [7].

Ovaj prikaz slucaja predstavlja redak sluc¢aj mela-
nocitoma glave optickog nerva sa koegzistiraju¢im
jukstapapilarnim horoidalnim nevusom, naglasava-
juci dijagnosticke i terapijske izazove povezane sa
ovom bolesc¢u. Sveobuhvatan pregled literature pru-
Za dodatni uvid u njegove klinic¢ke, radioloske i histo-
patoloske karakteristike, isticuci znacaj redovnog pra-
¢enja [8-10].

PRIKAZ SLUCAJA

Pacijentkinja, stara 40 godina, javila se nasoj klinici sa
poznatom anamnezom pigmentovane lezije na levom
o¢nom dnu, koja je prvi put primecéena pre vise od 10
godina tokom rutinskog oftalmoloskog pregleda. Pa-
cijentkinja nije prijavila nikakve vizuelne simptome;
njena medicinska anamneza bila je uredna, bez sistem-
skih oboljenja ili porodi¢ne istorije o¢nih bolesti. OStri-
na vida bila je 1,0 na oba oka bez korekcije.

INTRODUCTION

Melanocytoma of the optic nerve head (melanocyto-
ma papillae) is a rare, benign melanocytic lesion origi-
nating from melanocytes within the optic nerve head.
Initially described by Limas and Ulrich in 1962, mela-
nocytoma is histologically distinct from melanomas
but shares a similar dark pigmentation due to heavily
pigmented, round, or polygonal cells containing abun-
dant melanin granules. While typically asymptomatic,
its clinical significance lies in its potential to cause vi-
sual field defects, optic disc swelling, and, in rare cases,
malignant transformation [1].

This lesion frequently coexists with juxtapapillary
choroidal nevi, which are pigmented, flat lesions locat-
ed near the optic disc. Studies suggest that up to 50%
of melanocytoma cases are associated with such nevi,
further complicating clinical differentiation from more
aggressive pathologies such as melanoma [2,3].

Advancements in imaging techniques, such as flu-
orescein angiography, optical coherence tomography
(OCT), enhanced depth imaging-OCT (EDI-OCT), and
B-scan ultrasonography have significantly improved
the ability to distinguish melanocytoma from malig-
nant lesions [4].

Although typically benign, melanocytomas can
exhibit locally aggressive behavior, potentially lead-
ing to optic nerve compression or involvement of ad-
jacent structures, such as the retina and choroid. They
are most commonly diagnosed in middle-aged indi-
viduals with no significant gender predilection [5,6].
Long-term follow-up is crucial to monitor for compli-
cations, such as visual impairment, optic neuropathy,
or the rare but serious risk of malignant transforma-
tion [7].

This report presents a rare case of melanocytoma
of the optic nerve head with a coexisting juxtapapillary
choroidal nevus, emphasizing the diagnostic and man-
agement challenges associated with this condition. A
comprehensive literature review provides additional
insights into its clinical, imaging, and histopathologi-
cal features, highlighting the importance of multidisci-
plinary care in ensuring optimal outcomes for affected
patients [8-10].

CASE REPORT

A 40-year-old female patient presented to our clinic
with a known history of a pigmented lesion on the left
optic nerve, first identified over 10 years ago during a
routine ophthalmologic examination. The patient re-
ported no visual symptoms; her medical history was
unremarkable, with no systemic illnesses or family his-
tory of ocular diseases. Visual acuity was 20/20 bilater-
ally without correction.
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Slika 1. Ovasslika prikazuje fundus fotografiju melanocitoma lociranog na glavi
optickog nerva, pracenog jukstapapilarnim horoidalnim nevusom. Melanoci-
tom je vidljiv kao jasno ogranicena, uzdignuta, sivo-crna lezija na optickom
disku, Sto je u skladu sa njegovom karakteristicnom pigmentacijom. Pored
melanocitoma, horoidalni nevus izgleda kao ravno zelenkasto-braon polje sa
jasnim granicama

Oftalmoskopski pregled otkrio je o3tro ogranicenu,
prominentnu, sivo-crnu leziju na glavi opti¢kog nerva
levog oka. Pored melanocitoma, uocen je jukstapapi-
larni horoidalni nevus, koji se prezentovao kao ravna,
zelenkasto-smeda lezija sa jasnim granicama. Nije bilo
znakova edema opti¢kog diska, a retinalni sudovi su
izgledali normalno (Slika 1). Automatska perimetrija
pokazala je prisustvo malog, neprogresivnog central-
nog skotoma.

Fluoresceinska angiografija pokazala je potpunu
blokadu fluorescencije koja odgovara melanocito-
mu, bez dokaza o curenju ili neovaskularizaciji (Slika
2). Jukstapapilarni nevus je tokom svih angiografskih
faza ispoljavao postojanu hipofluorescenciju. Opticka
koherentna tomografija potvrdila je prisustvo izdi-
gnute lezije bez disrupcije slojeva retine. B-sken ultra-
sonografija otkrila je solidnu leziju srednje reflektiv-
nosti.

S obzirom na benignu prirodu lezije i odsustvo
vizuelnih simptoma ili komplikacija, pacijentkinji je
savetovano redovno pracenje svakih Sest meseci radi
nadzora moguceg napredovanja, ukljucujuci pove-
¢anje lezije, gubitak vidnog polja ili znakove maligne
transformacije. Pacijentkinja je edukovana o simpto-
mima mogucih komplikacija, uklju¢ujuci iznenadne
promene vida, koje bi zahtevale hitnu medicinsku
pomod. Hirurska intervencija u ovoj fazi nije bila ne-
ophodna.

Figure 1. The image presents a fundus photograph of a melanocytoma located
on the optic nerve head, accompanied by a juxtapapillary choroidal nevus. The
melanocytoma is visible as a sharply demarcated, elevated, dark gray-black le-
sion on the optic disc, consistent with its characteristic pigmentation. Adjacent
to the melanocytoma, the choroidal nevus appears as a flat, greenish-brown area
with distinct borders

The ophthalmoscopic evaluation revealed a sharp-
ly demarcated, elevated, gray-black lesion on the optic
nerve head of the left eye. Adjacent to the melanocyto-
ma, a juxtapapillary choroidal nevus was noted, present-
ing as a flat, greenish-brown lesion with distinct borders.
There were no signs of optic disc edema, and retinal ves-
sels appeared normal (Figure 1). Automated perimetry
revealed a small, non-progressive central scotoma.

Fluorescein angiography demonstrated a com-
plete blockage of fluorescence corresponding to the
melanocytoma, with no evidence of leakage or neo-
vascularization (Figure 2). The juxtapapillary nevus
exhibited persistent hypofluorescence throughout all
angiographic phases. Optical coherence tomography
confirmed the presence of an elevated lesion with
shadowing effects but without disruption of the retinal
layers. B-scan ultrasonography revealed a solid lesion
with moderate internal reflectivity.

Given the benign nature of the lesion and the
absence of visual symptoms or complications, the
patient was advised to undergo regular follow-up ex-
aminations every six months to monitor for potential
progression, such as enlargement, visual field loss, or
signs of malignant transformation. The patient was ed-
ucated about the symptoms of possible complications,
including sudden vision changes, which would neces-
sitate immediate medical attention. Surgical interven-
tion was deemed unnecessary at this stage.
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Slika 2. Ova slika prikazuje seriju snimaka fluoresceinske angiografije (FA) me- Figure 2. Thisimage depicts a series of frames from fluorescein angiography (FA) of
lanocitoma glave optickog nerva, pracenog jukstapapilarnim horoidalnim ne- amelanocytoma of the optic nerve head, accompanied by a juxtapapillary choroidal
vusom. Angiografski niz ilustruje odsustvo curenja ili prebojavanja melanocito- nevus. The angiographic sequence illustrates the absence of leakage or staining over

ma, $to je u skladu sa njegovom benignom prirodom. Lezija se vidi kao tamna, the melanocytoma, consistent with its benign nature. The lesion appears as a dark,
jasno ogranicena oblast na optickom disku, koja blokira fluorescenciju. Pored sharply demarcated area on the optic disc, causing blockage of fluorescence. Adja-
melanocitoma, horoidalni nevus se prikazuje kao hipofluorescentna oblast cent to the melanocytoma, the choroidal nevus is visible as a hypofluorescent area
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DISKUSIJA

Melanocitom glave opti¢kog nerva je retka, benigna
lezija koja moze oponasati agresivnija stanja, poput
melanoma, $to naglasava vaznost tacne dijagnoze.
Shields i saradnici su pokazali da se melanocitom javlja
kod priblizno 1% opste populacije, sa ve¢om prevalen-
cijom kod osoba tamnije pigmentacije [1,4]. Ove lezije
obi¢no ostaju stabilne, iako su u retkim slu¢ajevima
dokumentovani rast i maligna transformacija, sa pro-
cenjenom stopom transformacije od 1% [7].

Nekoliko prikaza slucajeva u literaturi istice klinic-
ku varijabilnost i dijagnosticke izazove melanocitoma.
Burgos-Blasco i saradnici su predstavili slu¢aj pacijenta
sa melanocitomom opti¢kog nerva, naglasavajuci upo-
trebu multimodalnog snimanja, ukljucujuci OCT i OCT
angiografiju, za potvrdu dijagnoze i pracenje stabilno-
sti lezije tokom vremena [5]. U drugom slucaju, Kita i sa-
radnici su opisali 38-godisnjeg pacijenta sa defektima
vidnog polja uzrokovanim kompresijom optickog ner-
va; pracenjem u periodu od pet godina utvrdeno je da
lezija ostaje stabilna bez potrebe za intervencijom [9].

Mannat i saradnici su opisali redak slu¢aj melanoci-
toma koji se Sirio u peripapilarnu retinu, uzrokujudi na-
kupljanje subretinalne te¢nosti i blage vizuelne smet-
nje. Lezija je ostala stabilna bez znakova maligne tran-
sformacije tokom trogodisnjeg pracenja [6]. Takode,
Garza-Garza i saradnici su izvestili o seriji slu¢ajeva u
kojima su napredne tehnike snimanja, poput EDI-OCT,
pruzile neprocenjiv uvid u morfologiju i dubinu lezije,
pomazucdi u diferencijaciji benignih od malignih pro-
mena [8]. Kao $to se vidi u ovom slucaju, koegzisten-
cija jukstapapilarnog horoidalnog nevusa komplikuje
klinicku sliku.

Prema Gassu [2], prisustvo ovih nevusa povecava
dijagnosticki izazov, zahtevajudi upotrebu multimodal-
nog snimanja za diferencijaciju. Fluoresceinska angio-
grafija i OCT su klju¢ni u prikazivanju karakteristi¢ne
blokade fluorescencije i potvrdivanju benigne prirode
lezije [3,5]. EDI-OCT dodatno poboljsava dijagnosticku
preciznost pruzajuci slike visoke rezolucije glave optic-
kog nerva i okolnih struktura [6].

Histopatoloske studije otkrivaju gusto rasporedene
melanocite sa obilnim granulama melanina i niskom
mitotskom aktivnoscu, $to je u skladu sa benignim to-
kom bolesti [10]. Medutim, faktori poput rasta lezije,
kompresije optickog nerva ili defekata vidnog polja za-
htevaju pazljivije pracenje i potencijalnu intervenciju.
Nedavne studije naglasavaju znacaj genetskog i mole-
kularnog profilisanja u diferencijaciji melanocitoma od
melanoma u dvosmislenim slucajevima [8].

Lecenje melanocitoma se prvenstveno zasniva na
redovnom pracenju radi otkrivanja promena u mor-
fologiji ili funkciji lezije. Shields i saradnici preporucuju

DISCUSSION

Melanocytoma of the optic nerve head is an uncom-
mon, benign lesion that can mimic more aggressive
conditions such as melanoma, highlighting the im-
portance of accurate diagnosis. Shields et al. reported
that melanocytoma occurs in approximately 1% of the
general population, with a higher prevalence among
individuals of darker pigmentation [1,4]. These lesions
typically remain stable, although growth and malignant
transformation have been documented in rare cases,
with an estimated transformation rate of 1% [7].

Several case reports in the literature emphasize the
clinical variability and diagnostic challenges of melano-
cytoma. Burgos-Blasco et al. presented a case of a patient
with optic nerve melanocytoma, highlighting the use of
multimodal imaging, including OCT and OCT angiogra-
phy, to confirm the diagnosis and monitor lesion stabil-
ity over time [5]. Another case by Kita et al. detailed a
38-year-old patient who experienced visual field defects
due to optic nerve compression; follow-up revealed le-
sion stability over five years without intervention [9].

Mannat et al. described a rare instance of melano-
cytoma extending into the peripapillary retina, caus-
ing subretinal fluid accumulation and mild visual dis-
turbances. The lesion remained stable with no signs
of malignant transformation during a three-year fol-
low-up [6]. Additionally, Garza-Garza et al. reported a
series of cases where advanced imaging techniques,
such as EDI-OCT, provided invaluable insights into le-
sion morphology and depth, aiding in differentiating
benign from malignant lesions [8]. As seen in this case,
the coexistence of juxtapapillary choroidal nevi com-
plicates the clinical picture.

According to Gass [2], the presence of such nevi in-
creases the diagnostic challenge, necessitating the use
of multimodal imaging for differentiation. Fluorescein
angiography and OCT are pivotal in demonstrating char-
acteristic blockage of fluorescence and confirming the
lesion’s benign nature [3,5]. EDI-OCT further enhances
diagnostic accuracy by providing high-resolution images
of the optic nerve head and surrounding structures [6].

Histopathological studies reveal densely packed
melanocytes with abundant melanin granules and low
mitotic activity, consistent with a benign course [10].
However, factors such as lesion growth, optic nerve
compression, or visual field defects warrant closer sur-
veillance and potential intervention. Recent studies
have emphasized the importance of genetic and mo-
lecular profiling to differentiate melanocytoma from
melanoma in ambiguous cases [8].

Management of melanocytoma primarily involves
regular monitoring to detect changes in lesion mor-
phology or function. Shields et al. recommend fol-
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kontrolne preglede od Sest meseci tokom prve godine, a
zatim godisnje ako lezija ostane stabilna [10]. Edukacija
pacijenata o simptomima opticke neuropatije ili maligne
transformacije klju¢na je za pravovremenu intervenciju.
U slucajevima znacajnog rasta, progresivnog gubitka
vidnog polja ili dijagnosticke neizvesnosti, moze biti ne-
ophodna hirurska ekscizija i histopatoloski pregled.

ZAKLJUCAK

Melanocitom glave opti¢kog nerva je retka i obi¢no
benigna lezija, ali njegova moguénost lokalne agresiv-
nosti i retke maligne transformacije zahteva pazljivo i
kontinuirano pracenje. Ovaj slucaj naglasava znacaj
multidisciplinarnog pristupa, koji uklju¢uje napredne
tehnike snimanja i redovne kontrole, kako bi se optimi-
zovali ishodi leenja i sprecile komplikacije. Temeljno
razumevanje klini¢kih i histopatoloskih karakteristika
lezije, potkrepljeno pregledom literature, klju¢no je za
efikasno upravljanje ovim stanjem.

Sukob interesa: Nije prijavljen.
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low-up intervals of six months for the first year and
annual evaluations thereafter if the lesion remains
stable [10]. Patient education regarding optic neurop-
athy or malignant transformation symptoms is crucial
for timely intervention. In cases of significant growth,
progressive visual field loss, or diagnostic uncertainty,
surgical excision, and histopathological examination
may be necessary.

CONCLUSION

Melanocytoma of the optic nerve head is a rare and
typically benign lesion, yet its potential for local ag-
gressiveness and rare malignant transformation neces-
sitates careful and continuous monitoring. This case
underscores the importance of a multidisciplinary ap-
proach, incorporating advanced imaging techniques
and regular follow-up, to optimize patient outcomes
and prevent complications. A thorough understanding
of the lesion’s clinical and histopathological features,
supported by a literature review, is essential for effec-
tive management.
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