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Purpose: The aim of our study was to report a rare case of persistent hyperplastic primary vitreous.

Case Report: A 4-year-old girl was brought by her parents for impaired visual acuity. The examination of the lens found a tiny opaci-

fication. Fundoscopy revealed a membranous proliferation extending from the papilla to the posterior surface of the lens.

Discussion: The persistent primary vitreous is a congenital abnormality. It is due to a failure of regression of the embryonic vitreous

to which is added the persistence of the hyoid artery. It occurs around the 6th week of embryo development.

Conclusion: Persistent hyperplastic primary vitreous (PHPV) is a rare congenital anomaly. It has many forms. The Posterior form

and the isolated bilateral one is rare.
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Introduction

The persistent primary vitreous is a congenital anomaly caused
by non-regression of fetal hyaloid vascularization [1]. It is a rare
ocular malformation of unknown origin, classically unilateral and
occurring during embryogenesis [2]. It is classified in three forms:
anterior, posterior and mixed. Mixed forms are the most common
and reach a frequency of 77% in some series [3]. The posterior
form is rare representing 22.1% of all forms in French series [4].
We report the case of a four-year-old girl admitted in our office for
PHPV.

Case Report

This is a 4-year-old girl was brought by her parents for impaired
visual acuity. She is the second child of 4 siblings. She has no par-
ticular history and was born a full-term pregnancy. The child had
no particular history, his vaccination schedule was up to date. The
mother did regular prenatal follow-up and showed no significant
pathology. The father was also in good health. The child’s general

physical examination was normal.
There is no inbreeding between her parents.

On examination, the uncorrected visual acuity was of 6/60 in

both eyes. There was also a bilateral horizontal nystagmus. The ex-

amination of the lens revealed a tiny opacification. The fundoscopy
showed a membranous proliferation extending from the papilla
to the posterior surface of the lens (Figure 1). Ocular ultrasound
coupled to Doppler showed a slight microphthalmia (axial length
= 19.7 mm in the right eye and 19.8 mm in the left) and an echo-
genic vascularized band from the papilla to the posterior surface
of the lens (Figure 2). The retina was well attached. We have thus
confirmed the diagnosis of PHPV. A refraction was performed; the
visual acuity with optical correction was 6/36 in both eyes. No sur-
gical option was undertaken; the patient was scheduled for a rou-

tine follow up.

Figure 1: Photograph of the fundus showing persistence

as a band from the papilla to the posterior surface of the lens.
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Figure 2: Doppler-coupled with ocular ultrasound showing a vas-
cular flow band extending from the papilla to the posterior surface
of the lens. (OD = right eye, OG = left eye).

Discussion

The persistent primary vitreous is a significant disorder, ac-
counting for 4.8% of the causes of blindness and visual impairment
in children in the United States [5]. During embryological devel-
opment, the avascular secondary vitreous replaces the primary
vascular vitreous. Hyperplasia and persistence of primary vitre-
ous result from the failure of normal regression of the main vit-
reous and hyaloid vascular system with concomitant hyperplasia
of embryonic connective tissue [6]. This developmental anomaly
can be classified into 3 forms: anterior, posterior and mixed. The
anterior form is inconstantly characterized by microphthalmia, mi-
crocornea, leukocoria due to fibrovascular membrane or cataract.
The posterior form is a rare (22.1%) whereas the anterior and the
mixed forms account 35.7% and 42% respectively [4]. It may be
responsible for retinal detachment by traction of the vitreous on
the retina; oftentimes, it takes on a mixed appearance by the con-
stitution of lens opacification. The mixed form is the most common.
It accounted for 77% in Alexandrakis’s series. This form is a direct

consequence of the bipolar resorption of hyaloid tissue [3].

The bilateral forms are rare in the literature; they accounted for
2.4% in the study carried out by Pollard ZF [7].

Bilateral forms are usually associated with general anomalies
[8]. In our case, it was exclusively isolated without association with

any organ abnormalities.

Whatever may be the form, leukocoria seems to be the first sign
of presumption. Thus, the differential diagnosis is made with the
other causes of leukocoria in children. These pathologies include
retinoblastoma, which is an ocular malignancy characterized by
intraocular calcifications (ultrasound, CT scan), retinopathy of pre-

maturity, where the history of prematurity is an important argu-
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ment for positive diagnosis. We have also the congenital cataract
characterized by leukocoria which is exclusively due to lens opaci-
fication. In our clinical case, leukocoria was not the cause of admis-

sion but the blurring of vision.

Imaging is of crucial importance for the positive and differen-
tial diagnosis of hyperplasia and the persistence of primary vitre-
ous. Ultrasound shows an echogenic band extending from the optic
disc to the posterior portion of the lens. Doppler shows a vascular
flow inside the band representing the persistence of the hyaloid
artery [9]. CT-Scan is one of the important tools for the differential
diagnosis with retinoblastoma if it is manifested by leukocoria. It
provides equivalent information to ocular ultrasound [10]. MR],
requested as part of the general assessment for the posterior form,
can show at the ocular level a hypersignal of the posterior segment
in T1 and T2 linked to both the fibrovascular residue and the sub-
retinal fluid [10].

These two exams are less accessible in our context, especially
because of their cost. The diagnosis is commonly made early. Two

cases of prenatal diagnosis have been reported by Esmer, et al [12].

In the current case, the diagnosis was late. In our country, pa-
tients do not attend health centers systematically. Also, there is no

ocular exam after delivery even for babies born in health facilities.

The management of PHPV depends on the clinical form. The
anterior forms are most often operated. On the other hand, in the
mixed or posterior forms, the surgical indication varies accord-
ing to the schools [13]. We opted for surgical abstention because
the lens opacification was not total and amblyopia was already in-
stalled.

Conclusion

The persistent primary vitreous is a rare eye condition particu-
larly the posterior and bilateral form. Ultrasound examination cou-
pled with Doppler is very contributive for the diagnosis. Its surgical

management remains controversial.
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