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gradually improving[11]. In the 5 patients reported by Shields[4], 
no notable vascular structures were detected via FFA due to 
pigment occlusion, and there was no significant fluorescein 
leakage at late stages. In contrast, the patient in our case had 
visible clumped vascular structures on FFA. A slight leakage 
may be related to the location of the lesion in a more superficial 
layer of the retina. In addition, changes in the permeability of 
the vascular wall accompanying the prolonged course of the 
disease cannot be excluded. On structural OCT, it is a highly 
reflective structure in the superficial retinal layer with an 
irregular surface accompanied by steep edges that obscure all 
the structures below, sometimesthe Humpty Dumpty sign is 

presented[12]. FFA signals are prone to blockage by pigmented 
tissue or fibrosis in the mass. OCTA can overcome these 
limitations and clearly reveal the vascular system of the tumor. 
Its signal is unmasked by the pigmentation of the lesion. 
Vascular structures are present among the layers[13-14] and can 
be further distinguished from other retinal pigment epithelial 
tumors[15].
Due to the low prevalence of the disease, only case reports are 
currently available in the literature. However, the CSHRPE 
usually remains stable. Ito and Ohji[16] reported a patient with 
10y of follow-up with a lesion located in the central macula. 
The patient suffered a mild decrease in visual acuity during 
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the first 3y, which remained stable throughout the following 
7y. However, rare complications can inevitably occur. Van 
de Moere and Ben Clark[17] reported a case of CSHRPE 
with a full-thickness macular hole in a 10-year-old boy. 
He hypothesized that fluid from the lesion could leak into 
the vitreous body. This further led to vitreous changes with 
premature liquefaction and degenerative changes. Tangential 
traction along the posterior vitreous was induced, subsequently 
leading to the development of a full-thickness macular hole.
However, whether the absence of a fascicular retinal nerve 
fibre layer is due to compression by the tumor is uncertain. 
Kita et al[2] reported a case of optic disc melanocytoma with 
concomitant fascicular retinal nerve fibre layer loss. The 
tumor was located on and above the surface of the optic disc. 
However, both the supratemporal and infratemporal retina 
demonstrated an absence of fascicular nerve fibre bundles. 
A dense vascular system was shown by OCTA in both the 
superficial and deep layers of the melanocytoma, which was 
clearly separated from the capillaries of the peripapillary retina. 
OCTA also showed reduced peripapillary perfusion in the area 
of the glaucomatous nerve fibre bundle defect. This finding 
suggested that structural damage is associated with glaucoma 
but not with optic disc melanocytic tumor compression. 
Most of the disease occurs in the fovea and adjacent to the 
foveola. However, in this patient, the lesion was located near 
the upper vascular arch and was accompanied by a loss of the 
bundled nerve fibre layer. Is the absence of fascicular nerve 
fibre bundles caused by the development of CSHRPE, or is 
it a concomitant combination of normal intraocular pressure 
glaucoma. There is a lack of relevant evidence to support this 
phenomenon, as no visual field examination was performed, 
and a longer period of observation is still needed to determine 
whether this increase has occurred.
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