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Abstract: 

Purpose: The purpose of this work was to describe retinitis 

pigmentosa involving the maculain a child with a follow-up 

of6 years. 

Methods: Case report. 

Results: Over 6 years, the child exhibited an expansion of the 

lesion area of the central retina. On optical coherence 

tomography (OCT), there is a sharp thinning of the central 

region of the retina with pathology of the photoreceptor and 

pigment layers. 

Conclusion: In some cases of retinitis pigmentosa, there are 

changes in the macula, characteristic of the dry form of 

maculardegeneration; in other cases, there are cysts associated 

with cystoid macular oedema; and in other cases, there is a 

macularhole. 

In our case, there was an atrophic lesion of the macula, 

characteristic of the dry form of age- related macular 

degeneration. Apparently, such involvement of the macula in 

the process is typical for children with early progression of the 

disease. 
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Introduction 

 
Retinitis pigmentosa (RP) is the most common form of 

hereditary retinal degeneration.1,2 RP comprises a heterogeneous 

group of inheritable disorders affecting photoreceptors and 

retinal pigment epithelium (RPE), which gradually leads to 

nyctalopia and visual field constriction. Typical features of RP 

include pigmentation (bony spicules), waxy optic disc pallor 

and arteriolar attenuation.3 

The affected photoreceptors undergo apoptosis4, which is 

indicated by reduced outer nuclear layer thickness within the 

retina as well as in lesions and/or retinal pigment deposits in the 

fundus. 

Macular changes have been shown to be associated with retinitis 

pigmentosa, although the incidence and possible origins of 

various lesions have not been fully described. The authors 

examined 31 patients with retinitis pigmentosa whohad macular 

lesions and identified three categories of macular changes5. 

The purpose of this work was to describe retinitis pigmentosa 

involving the macula in a childwith a follow-up of 6 years. 

 
 

Case Reports 

 
A 5-year-old girl was referred to our clinic with complaints of 

poor vision and impaired night vision. The patient is the 

product of a second gestation with a birth weight of 2600 g. The 

parents of the patient are first cousins. 

Her best corrected visual acuity (BCVA) was 0.3 in the right eye 

(RE) and 0.1 in the left eye (LE), with normal ocular motility. We 

used tropicamide 1% to achieve cycloplegic refraction.RE: 

+6.00/+1.00×96 LE: +5.00/+1.00×88 

Slit lamp examination of the anterior segment and tonometry 

were normal. Indirect ophthalmoscopy revealed bilateral waxy 

pallor of the optic disc, narrowing of the arteriolesand small 

accumulations of pigment in the periphery of the retina in the 

form of bony spicules, as well as loss of the foveal reflex with a 

small deposition of pigment, areas of depigmentation and 

atrophy of the retinal pigment epithelium (RPE). 

[Figure. 1]. 

Thus, fundoscopic analysis of the right (A) and left (B) eyes 

shows abnormalities specific toretinitis pigmentosa. 

 

 

 

 

 

 
 

1 Journal of Ophthalmology Cases & Hypotheses 

Volume 2, Number 1, 2021. 1-4 

 

Quick Response Code: Website: 

https://ophthalmolcases.com/index.php/hat  

 

DOI: 

10.30546/2788-516X.2021.2.1.1 
 

 

 



2  

Figure. 1. Right eye and left eye of 5 eye-old-girl. 

 

 

 

 
Figure. 2. ERG showed a severe loss of both rod and 

cone signals 
 

 
The examination of patient was carried out annually. 

 
Examination of the patient after 6 years. 

There was deterioration in visual acuity in both eyes, more 

on the left. 

 

In the fundus, there was an increase in pigment deposits in 

the macular region in both eyes (Figure. 3) and in the left eye 

(Figure. 4). The fundus periphery of the left eye is shown in 

Figure 5. These changes are especially pronouncedly in the 

left eye. There is an extensive, rounded pigmented lesion. As 

a result, vision in both eyes has decreased. 

 

 
Figure. 4. The fundus of the right and left eyes 6 years after the first examination. 
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Figure. 5. The periphery of the fundus of the left eye. 

On optical coherence tomography (OCT), there was a 

decrease in the thickness of the retinain the central zone, 

which was more substantial in the left eye (Figure 5). 

A decrease in the thickness of the central retinal zone is the 

main predictor of weak central vision. 

 

 

 

 

 

 

 

  
 
 

Figure. 4. Optical coherence tomography (OCT). Right eye (A) and left (B) eye with a decrease in the photoreceptors 

andmacular atrophy of both eyes. 

(Macular thickness is reduced, the photoreceptor line is undetectable, and the choroidalsignal is enhanced. 

Hyperreflective punctate materials are visible) 
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Discussion 

 
Ten to twenty percent of patients with retinitis pigmentosa 

(RP) have been reported to have cystoid macular oedema 

(CME).6 This is important because CME can significantly 

reduce visual acuity in patients with RP whose vision is 

usually well preserved until the late stages of the disease. 

More recently, it was reported that the prevalence of CME 

detected by OCT in patients with RP was 38%.7 

Other macular diseases, such as macular holes (MHs), 

epiretinal membranes (ERMs), and vitreomacular traction 

(VMT) syndrome, are less frequently detected in patients 

with RP. Giusti et al. (2002) examined 236 patients with RP 

ophthalmoscopically and found a macular hole in 25 

patients.8 

Our patient was diagnosed with retinitis pigmentosa with 

atrophic damage to the macula. Apparently, such 

involvement of the macula in the process is typical for 

children with early progression of the disease. Among 

patients with infantile or juvenile onset of retinal 

degeneration, the distinguishing features were the severity 

of visual loss and the age at onset of symptoms. 
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