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Iris cyst and myelinated retinal nerve fibers about a case: Real 
or accidental association?
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Introduction

Iris cysts are rare conditions whose differentiation between 
primary and secondary involvement depends essentially on 
clinical presentation. According to the classification, primary 
cysts are those developed at the expense of the pigment iris 
epithelium, stroma or free-floating cyst. Secondary cysts are 
usually due to trauma, surgery of the anterior segment or more 
rarely to a melanocytic tumor of the anterior segment [1]. 

Myelinated Retinal Nerve Fibers (MRNF) are congenital or 
acquired abnormalities of myelination [2,3]. They were de-
scribed for the first time by Virchow in 1856, in the form of 
whitish plates finely striated at the blurred edge and located at 
the layer of the optical fibers, at a distance or contiguous to the 
papilla [2]. 

The association between iris cyst and MRNF is a rare entity 
and only one case has been reported in the literature by Shields 
[4].

Faced with the rarity of this entity and the question to know 
would it be a fortuitous or real association? We share this case 
of primary iris cyst associated with MRNF.

Observation

He was a 41-year-old man, with no pathological medical his-
tory, no notion of trauma or eye surgery, referred for iris neofor-
mation in the left eye.

The ophthalmological examination showed a corrected visu-
al acuity at 8/10e P2 to the right eye and a left eye at 10/10e P2.

Examination of the anterior segment of the right eye was 
normal. In the left eye, we found a single, rounded, pigmented, 
inferior-temporal iridescent mass, about 2 millimeters (mm) in 
diameter, cystic in appearance, developing at the expense of 
the iris epithelium and not covering the pupil (Figure 1). Intra-
ocular pressure was normal in both eyes.

At the bottom of the eye, we find a whitish closet, plane, 
located in inferior-temporal of the optic papilla, with scalloped 
edges to both eyes but more marked to the left eye.

Retinography confirmed the fundus results and suggested 
myelinated fibers to both eyes (Figures 2a and 2b).

Fluorescein angiography showed a “mask effect” in the infe-
rior-temporal zone of both eyes corresponding to the localiza-
tion of myelinated fibers (Figures 3a and 3b).
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Figure 1: Left eye cyst photograph.

Optical Coherence Tomography (OCT) showed no particular 
abnormalities apart from a thickening of the myelin fiber area.

Ultrabiomicroscopy (UBM) confirmed the cystic nature of 
the iris mass with a thick, hyperechoic wall and anechoic con-
tent. The posterior limits of the cystic pocket were not visible 
(Figure 4).

Before this clinical picture, the diagnosis of primary cyst of 
the left pupillary pigment epithelium associated with bilateral 
MRNF was retained. The recommended treatment in our pa-
tient was a therapeutic abstention and a progressive monitor-
ing of objectified lesions.

After regular follow-up at first semi-annual and then annual 
until now, the patient had not presented any progression of le-
sions or complications related to these disorders. 

Discussion

The iris cyst is a rare benign condition with a central form 
representing only 3% of primary attacks [5,6]. In their retro-
spective studies of about twelve years for Shields [5] and twen-
ty years for Lois [6], they found respectively 62 and 234 cases 

Figure 2: Retinography of the patient’s eyes: (a) right eye/ (b) left 
eye.

Figure 3: Fluorescence angiographic image of both eyes: (a) right 
eye/ (b) left eye.

Figure 4: Ultrabiomicroscopy images of the iris cyst with a thick 
wall and anechoic content.

of iris cysts. In our practice, this is the first known iris cyst case.

The morphology of iris cysts is essentially marked by a wall of 
varying thickness and echogenicity, always continuing with the 
pigment epithelium. This extension with the iris pigment epi-
thelium is the reason for its frequent confusion with the mela-
nomas of the ciliary body [6-8]. This is also believed to be the 
cause of several reported cases of enucleation on eyes with an 
iris cyst [6]. The advent of UBM revolutionized diagnostic and 
therapeutic management and allowed a better individualization 
of the structures of the anterior segment (iris, angle or ciliary 
body) [8].

Some authors consider iris cysts as serious according to their 
position (stroma and pigment epithelium) or complications 
caused such as angle closure glaucoma, plateau iris syndrome, 
pigment deposits in the trabeculum, cataracts, subluxation or 
inflammation of the corneal endothelium [6-8]. It has also been 
described a pathological combination of iris cysts and aortic dis-
section. It is imperative to look for a cardiopathy (aortic dissec-
tion) associated with multiple iris cysts [9,10].

MRNF, unlike iris cysts are often associated with other ocu-
lar pathologies. In the majority of their association, they are in-
volutive and disappear later after optical atrophy secondary to 
treatment [11,12]. Numerous studies report the association of 
MRNF with retinal vascular abnormalities, myopia, amblyopia, 
strabismus, vitreoreretinopathy or more rarely skeletal malfor-
mations [13-15].

In the literature, only one case of association between an 
iris cyst and MRNF has been reported [5]. It is a rare and es-
sentially unknown pathological entity. Among the physiopatho-
logical explanations, embryological theory seemed to be the 
most plausible. Indeed, she argues that in the image of the pig-
ment iris epithelium, the retinal also has an ectoblast origin and 
therefore an embryological malformation of one of the epithe-
lia would probably be found in the other justifying the associa-
tion between these two disorders. However, the mechanism of 
the genesis of MRNF, which would be related to the screened 
blade, excludes any involvement of the ectoblast and refutes 
this theory [16]. The presence of bilateral MRNF suggests a 
probable genetic origin [17]. Of two reported family cases of 
bilateral MRNF, Funnel suggested the probable existence of a 
genetic factor [17]. In our patient the genetic investigation had 
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noted an absence of inbreeding or similar cases in the family. 
However, given the bilateral involvement of MRNF and their as-
sociation with a unilateral central iris cyst, a genetic assessment 
(genomic sequencing) would be more appropriate to eliminate 
or confirm this theory.

Iris cysts and my MRNF are often asymptomatic patholo-
gies and accidental discovery [2,7]. In the various studies on iris 
cysts, only one case associating the two attacks, had been re-
corded [5,6]. This rarity of the association could be linked on the 
one hand by the absence of large-scale study and on the other 
hand to the fact that it is likely to be under-diagnosed with the 
almost total absence of functional signs related to one or the 
other pathology. 

Therapeutically, the management of these two pathologies 
is different. For cysts, their treatment would depend on the au-
thors of their location and their symptomatology. Thus cases 
of symptomatic iris cysts were treated by argon laser or surgi-
cal excision without recurrence and with simple postoperative 
follow-ups [6,7]. In contrast, Shields considered the iris cysts as 
an ophthalmological curiosity, advocated for their management 
a therapeutic abstention [5]. Moreover, regarding MRNF, the 
authors agree that simple surveillance would be sufficient with-
out any complications [2]. In our patient, the surveillance and 
the therapeutic abstention were preferred before the absence 
of symptomatology. The evolution in our case, was marked by a 
stationary state of the lesions after several years of clinical and 
iconographic surveillance. 

Given the lack of significant correlation between these two 
disorders and a precise pathophysiology and according to the 
data of the literature, this association of iris cyst and MRNF is a 
fortuitous association and would be of pure coincidence.

Conclusion

Iris cyst and myelinated retinal nerve fibers layers are rare 
and essentially asymptomatic. The discovery of multiple iris 
cysts must systematically seek cardiac involvement such as 
aortic dissection, which is an emergency that can affect the 
patient’s vital prognosis. The diagnosis of bilateral myelinated 
retinal nerve fibers layers should look for similar cases in the 
family and suggest a genetic investigation. Despite their com-
mon embryological origin between the two epithelia, the asso-
ciation of iris cyst and myelinated retinal nerve fibers layers is a 
pathological coincidence of chance discovery and stable evolu-
tion. However, genetic theory could be an avenue to explore in 
order to allow a pathophysiological determination.
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