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Purpose: To report a case of bilateral congenital stromal iris cyst in a neonate.

Observations: A one-month-old male child was brought with complaints of watering in both eyes and enlargement
of the left eye since birth. Examination under anesthesia revealed an elevated IOP in both the eyes. The left eye
had buphthalmos with hazy cornea and central corneal scarring. Ultrasound biomicroscopy revealed the pres-

ence of a stromal cyst in both the eyes and a cataractous lens in the left eye. While the right eye responded to
topical glaucoma medications, the left eye continued to have a high IOP and hence, it was managed surgically.
Conclusions and Importance: This rare case of bilateral stromal iris cyst in a neonate presented with a unique
diagnostic and management challenge.

1. Introduction

Congenital stromal iris cysts are relatively uncommon, with a higher
incidence in the pediatric age group. They are usually unilateral, with
majority being asymptomatic and stationary in course.’? Here, we
report a case of an infant with bilateral stromal cysts who presented with
secondary complications.

2. Case report

A one-month-old male infant was brought to the outpatient depart-
ment with complaints of watering in both eyes and enlargement of the
left eye since birth. The child was of a full-term normal vaginal delivery
with no significant family history of ocular disorders. Examination of his
parents and 2-year-old sibling was unremarkable. On examination under
anesthesia, his IOP was 24 mmHg and 28 mmHg (Perkins applanation
tonometer) in his right eye (RE) and left eye (LE), respectively. The RE
cornea was clear with an iris mass lesion in the lower half of anterior
chamber covering the pupillary plane. The LE cornea was hazy with a
central scar and had a horizontal corneal diameter of 13mm [Fig. 1 A
and B]. Ultrasound Biomicroscopy (UBM) with a 50MHz probe of both
the eyes revealed a single, thin-walled intrastromal iris cyst with inter-
nal lucency. The surrounding iris was thin and atrophic. The cyst
appeared to be adherent anteriorly to the corneal endothelium. The RE
lens appeared to be normal. The cyst in the LE was larger in dimensions,
and the lens was cataractous [Fig. 1 C and D].

; IOP, Intraocular pressure; UBM, Ultrasound Biomicroscopy.
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A posterior segment B/A-mode ultrasonography (USG) of both the
eyes with a 10Mhz probe showed an anechoic posterior segment with
optic nerve head cupping in both eyes. Axial length was 24.4mm and
25.6mm in the right and left eye, respectively. A diagnosis of bilateral
primary congenital stromal iris cyst with secondary glaucoma was
made, and the patient was started on topical betaxolol 0.25% twice daily
and topical dorzolamide 2% thrice daily in both eyes. On subsequent
follow-up, sleeping IOP of 10 mmHg and 26 mmHg was recorded in the
right and left eye, respectively. Due to high IOP in the LE despite
maximum medications, surgical excision of cyst was planned. Although,
the cyst was obscuring the visual axis in the RE as well, the parents
denied consent for bilateral eye surgery in view of poor prognosis and
need for multiple surgeries. Under general anesthesia, complete visco-
dissection of anterior cyst wall was done from corneal endothelium
followed by cyst excision and sectoral iridectomy. In a subsequent sur-
gery, a lens aspiration was performed combined with trabeculectomy.
The eye was left aphakic. Histopathology confirmed the diagnosis of
intrastromal iris cyst lined by non-keratinized squamous epithelial cells
[Fig. 2]. Postoperatively, aphakic glasses were prescribed, and ambly-
opia therapy was initiated. On follow-up EUA at three months, no
recurrence was noted in the LE, and IOP in both the eyes was controlled.

3. Discussion

Congenital iris cysts can be of pigment epithelial or stromal types.
Stromal cysts form 11% of all cysts, with a higher incidence in the first
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two decades. Though pigmented epithelial cysts tend to be bilateral,
stromal cysts are usually unilateral.’ ™ To the best of our knowledge, this
is the first reported case of a congenital bilateral stromal cyst. The
pathogenesis most widely accepted is the entrapment of surface ecto-
dermal cells into iris stroma during the fourth week of embryogenesis
when the lens vesicle is formed.? Due to this, the epithelial lining of
stromal cyst varies from stratified squamous to unilayered cuboidal
epithelium.?

Primary iris cysts are usually asymptomatic owing to their stationary
or slow-growing nature and are usually an incidental diagnosis. They are
more aggressive in younger children and present with secondary com-
plications like glaucoma, uveitis, strabismus, or amblyopia.>® Our pa-
tient had raised IOP in both eyes. The left eye had buphthalmos, corneal
scarring, and total cataract as well. Although these cysts are usually
visible on routine anterior segment examination, high frequency
(50-100Mhz) ultrasound biomicroscopy (UBM) remains the gold stan-
dard for diagnosis, especially when the corneal clarity is compromised.
The UBM offers a resolution of 20-50 pm with tissue penetration of
3-5mm. The size, location, extent of iris cysts can be assessed in vivo,
especially in cases with corneal opacity. UBM reveals the entire struc-
ture of the iris cyst, including the posterior extent as well as its rela-
tionship with surrounding tissues and lens status. All these help
differentiate benign iris cysts from solid tumors and other anterior
segment lesions simulating iris lesions.”®”

Stationary or slowly growing uncomplicated cysts are usually
observed. Treatment options for symptomatic cysts include fine-needle
aspiration of cyst followed by cauterization or cryotherapy of cyst
base, intracystic injection of mitomycin or absolute alcohol followed by
irrigation, laser photocoagulation of the cyst wall or surgical excision.”

Recurrence after treatment is a common complication of iris stromal
cysts. Simple aspiration of the cyst is associated with a higher chance of
cyst recurrence along with potential complications like iritis and glau-
coma due to the sudden release of cystic contents. Irrigation with ab-
solute alcohol following aspiration reduces failure rate; however, its side
effects include transient corneal edema and anterior chamber inflam-
mation requiring corticosteroid treatment.>® Incomplete or partial
resection of stromal cyst also results in recurrences.” While a complete
surgical excision is highly successful with minimal recurrences, it is also
associated with damage to other adjoining ocular structures.>'° Further,
a subsequent filtration surgery may be required in eyes with uncon-
trolled IOP.'° In our patient, a radical cyst excision was performed for LE
in view of secondary complications and was followed by an IOP
lowering surgery. However, the visual prognosis in our case remained
poor because of amblyopia and pre-existing secondary glaucoma.
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Fig. 2. Histopathological section showing iris stroma (asterisk), posterior pig-
mented epithelium of iris (arrow) and stromal cyst with a cystic lumen lined by
non-keratinized stratified squamous epithelial cells (arrowhead).

4. Conclusion

While most stromal cysts are asymptomatic, an early diagnosis and
recognition of complications like glaucoma is necessary. Treatment and
visual rehabilitation are of paramount importance, especially at a young
age, to prevent amblyopia.

Fig. 1. (A) Clinical photograph of the intrastromal
iris cyst in the lower half of right eye covering the
pupillary plane. (B) Clinical photograph of the left
eye showing corneal edema and scarring that has
obscured the details of the anterior segment. (C and
D) Ultrasound biomicroscopy (UBM) of right and left
eye respectively, showing thin-walled iris stromal
cyst (asterisk) with endothelial corneal touch (ar-
rows) anteriorly and a surrounding atrophic iris (ar-
rowheads). A thickened and scarred cornea with a
cataractous lens (L) in the left eye is seen.
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Consent to publish this case report has been obtained from the pa-
tient’s guardians in writing as the patient himself is an infant.
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