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A rare case of unilateral diffuse 
melanocytic proliferation
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Shrinivas Joshi, Sameera V Vasudevan

A 67‑year‑old woman presented with metamorphopsia in the 
right eye. Leopard mottling was seen temporal to the fovea oculus 
dexter with corresponding hyper‑ and hypo‑autofluorescent 
lesions on fundus autofluorescence. Spectral domain‑optical 
coherence tomography revealed hyperreflective dots in the 
retinal pigment epithelium and choroid with subretinal fluid 
(SRF). Intravitreal bevacizumab was administered with which 
SRF resolved, albeit with increase in the areas of mottling. The 
patient was diagnosed to have metastatic ductal carcinoma of the 
right breast. It is important to bear in mind that the well‑known 
entity of bilateral diffuse uveal melanocytic proliferation can 
rarely present unilaterally.
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Bilateral diffuse uveal melanocytic proliferation (BDUMP) 
is a rare paraneoplastic syndrome causing choroidal 
melanocytic proliferation with damage of the overlying 
retinal pigment epithelium (RPE) and retina. The primary 
malignancy is said to produce trophic factors promoting 
uveal melanocytic proliferation. There are a sizeable number 
of case reports in literature describing BDUMP and its 
clinical and imaging characteristics. It has been reported 
secondary to gynecological malignancies in women and 
gastrointestinal (GI) tract or respiratory tract in men.[1] We 
present a rare case of unilateral DUMP and multimodal 
imaging of this entity.

Case Report
A 67‑year‑old woman presented to us with a history of 
rapidly progressive vision loss and metamorphopsia in 
the right eye since 3 months. Best‑corrected visual acuity 
(BCVA) was 20/60, N18 oculus dexter (OD) and 20/20 N6 
oculus sinister. Anterior segment was unremarkable oculus 
uterque. There were alternating dark reddish‑brown red oval 
patches of hyperpigmentation (leopard mottling) extending 
from superior to inferior arcade temporal to the macula OD 
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Conclusion
This report highlights multicolor scanning laser imaging as 
the potential alternative to NIR imaging for the detection 
of choroidal neurofibromatosis. OCTA is useful tool for the 
characterization of these lesions.
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[Fig. 1 top]. Fundus autofluorescence (FAF) showed areas 
of alternating hypo‑ and hyper‑autofluorescence [giraffe 
pattern ‑ Fig. 2 bottom left]. Fundus fluorescein angiography 
(FFA) was done which showed reversal of the pattern of 

fluorescence. Pinpoint hyperfluorescent dots were seen 
during the mid‑arteriovenous phase beyond the arcades 
[Fig. 3 top right].

Spectral domain‑optical coherence tomography (SD‑OCT) 
(enhanced depth imaging) showed an undulant RPE‑choroid 
complex with RPE proliferation corresponding to the pigmented 
patches. There were localized areas of RPE losses corresponding 

Figure 2: (Top) ‑ Alternate areas of hyper‑ and hypo‑autofluorescence ‑ 
Giraffe pattern of autofluorescence corresponding clinically to the 
area of leopard mottling. (Bottom) - Increase in area of giraffe pattern, 
extending beyond the arcades after intravitreal bevacizumab

Figure 1: (Top) Reddish brown lesions seen temporal to the macula 
in the right eye (leopard mottling). (Bottom left) - Typical giraffe 
pattern seen in fundus autofluorescence. (Bottom right) ‑ Normal 
autofluorescence of the left eye

Figure 4: (Top) Areas of subretinal fluid, hyperreflective spots in the 
outer retina (white arrows), retinal pigment epithelium hyperplasia 
(yellow arrows) and atrophy. Hyperreflective spots in the choroid. (Blue 
arrows) - Elevation of the choroid seen in the subfoveal area and area 
temporal to leopard mottling. (Bottom) ‑ Resolution of subretinal fluid 
and flattening of the contour of the choroid

Figure 3: (Top left) ‑ Fundus fluorescein angiography mid‑arteriovenous 
phase showing reversal of pattern seen in fundus autofluorescence 
[Figure 2 top]. (Top right) ‑ Pinpoint hyperfluorescence seen above 
the superotemporal arcade (yellow arrows). (Bottom) - Indocyanine 
green angiography showing alternating hyper and hypocyancescence 
corresponding to giraffe pattern and multiple hypercyanescent spots 
throughout the fundus (yellow arrows)
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to the hypopigmented areas. There were scattered areas of 
subretinal fluid (SRF) in the area of leopard mottling. In addition, 
there was marked elevation of the choroid with compression 
of the adjacent choriocapillaris [Fig. 4 top]. Diffusely scattered 
hyperreflective spots in the RPE and choroid were present. 
Indocyanine green (ICG) angiography showed pinpoint 
hypercyanescent spots throughout the fundus [Fig. 3 bottom]. 
B‑scan ultrasonography did not show a definitive mass but 
showed a localized exudative detachment of the retina. The 
choroid was minimally thickened. The left eye showed a 
completely normal retina, RPE, and choroid clinically as well as 
on all imaging modalities. With the tentative diagnosis of DUMP, 
the patient was advised to undergo evaluation for a primary 
malignancy. The right breast had a small mass about 3 cm × 4 cm 
in the upper inner quadrant. The patient underwent an excision 
biopsy that characterized the mass as a grade III, infiltrating duct 
carcinoma of the breast with local lymphovascular and perineural 
invasion. Positron emission tomography–computerized 
tomography scan showed increased uptake in the right breast, 
deep pectoral lymph nodes, mediastinal lymph nodes, neck of 
the left femur, sacrum, and L3, L1, D9, D8, D5, and C4 vertebral 
bodies. Breast lesion showed estrogen and progesterone receptor 
positivity and oral tamoxifen was instituted as treatment. 
She received 1.25 mg/0.05 ml of intravitreal bevacizumab in 
the right eye. At 2‑month follow‑up, the SRF had completely 
resolved and the hitherto undulant and elevated choroid had 
flattened [Fig. 4 bottom]. However, the areas of pigmentation 
had increased considerably, seen prominently on FAF as an 
increase in the size of the giraffe pattern [Fig. 2 bottom]. The 
patient’s vision improved to 20/20 p, N6.

Discussion
Gass described the cardinal signs of BDUMP, namely – oval red 
patches at the RPE, early hyperfluorescence on FFA, progressive 
vision loss, rapidly progressing cataracts, and multiple 
melanocytic tumors in the uvea.[2] There are about 50 case 
reports of BDUMP in the setting of gynecological, lung, and 
GI cancers. Patients with BDUMP have a high risk of mortality 
in one to 3 years of diagnosis. A circulating antibody in the 
immunoglobulin G fraction termed the cultured melanocytic 
elongation and proliferation factor has been identified as the 
trophic factor causing uveal melanocytic proliferation.[3]

Reddy and Finger et al. first reported a case of unilateral 
DUMP in a case of metastatic lung cancer. They hypothesized 
that local factors produced by an anterior uveal metastasis in 
the affected eye caused an ipsilateral DUMP.[4] Spaide reported 
a case of unilateral DUMP in a treated case of carcinoma 
breast. The author hypothesized that there may be variable 
susceptibility among the eyes, causing one eye to have more 
prominent RPE changes.[5]

Corticosteroids, ocular radiation, and plasmapheresis 
have been described in the treatment of BDUMP. Jansen et al. 
demonstrated the benefit of plasmapheresis in 2 cases of BDUMP 
and reported resolution of SRF and improvement in vision in both 
cases.[6] Plasmapheresis needs numerous sessions and cessation 
of treatment leads to recurrence of signs and symptoms. Joseph 
et al. used periocular corticosteroid in a case of BDUMP and 
described short‑term resolution of symptoms. They had to repeat 
the periocular injection after 5 months.[7] Intravitreal bevacizumab 
use has been well documented as a treatment for metastasis 
and benign choroidal tumors for amelioration of SRF and 

symptomatic relief.[8] Our patient also demonstrated a favorable 
response to intravitreal bevacizumab in terms of SRF reduction 
and visual improvement. The increase in the pigmented lesions 
despite SRF resolution in our patient, however, is suggestive of 
a relentless underlying melanocytic proliferation.

Conclusion
Our case highlights the importance of having a high index 
of suspicion for systemic malignancy in patients presenting 
with unilateral leopard mottling. SD‑OCT, FAF, FFA, and ICG 
are invaluable tools for diagnosis and management of DUMP 
lesions due to their characteristic choroidal, RPE, and retinal 
changes. To the best of our knowledge, this is the third report 
of unilateral DUMP and the first report of unilateral DUMP as 
the presenting feature of metastatic malignancy. We suggest 
renaming BDUMP as DUMP to be inclusive of this rare, 
unilateral variant.
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