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Abstract

management.

Purpose: To report a rare case of Sturge—Weber syndrome (SWS) presenting with bilateral facial and ocular
involvement, associated megalocornea, and extension of port-wine stain to the body.

Observation: A 21-year-old female presented with redness and pain in the right eye and a history of extensive
cutaneous discoloration since birth. Ocular examination revealed bilateral raised episcleral venous pressure,
megalocornea in the right eye, and glaucomatous optic neuropathy in both eyes. The port-wine stain extended
beyond the face to involve the right upper and lower limbs and trunk.

Conclusion: Bilateral ocular and systemic involvement in SWS is uncommon. This case underscores the wide
phenotypic spectrum of the disease and highlights the importance of early detection and multidisciplinary
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Introduction

Sturge—Weber syndrome (SWS) is a rare neurocutaneous disor-
der characterized by congenital hamartomatous malformations
involving the skin, eyes, and central nervous system. The classic
triad includes a facial port-wine stain (naevus flammeus), lep-
tomeningeal angioma, and glaucoma. The incidence is approxi-
mately 1 in 50,000 live births.

Bilateral involvement is unusual, reported in only 15-20% of
cases. We report a unique case of bilateral SWS with extension
of the port-wine stain to the trunk and limbs, accompanied by
megalocornea and bilateral glaucoma — features that make this
case exceptionally rare.
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Case Report

A 21-year-old female presented to the ophthalmology outpatient
department with complaints of redness and pain in the right eye
for 3 days. She reported cutaneous discoloration since birth,
progressively darkening over time. There was no history of sei-
zures, developmental delay, or hemiparesis [1].

General Examination: Facial asymmetry was noted. Port-wine
stain involved the right side of the face up to the angle of the
mouth and extended to the right upper and lower limbs and
trunk. The left side of the face also showed a port-wine stain
involving both eyelids. Gingival hypertrophy was present [2].
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* Facial asymmetry

N

* Gum hypertrophy present

GENERAL EXAMINATION

* Port-wine stain on right side of face up to angle of mouth

» Stain involving right side of body including right upper
and lower limbs with right trunk

. = Port-wine stain on left side of face involving eyelids

Ophthalmic Examination

Right Eye (RE): BCVA: Perception of light positive; projection
of rays defective. Conjunctival and circumcorneal congestion,
dilated episcleral vessels, bluish scleral hue suggestive of thin-
ning, and corneal edema were noted. Horizontal and vertical di-
ameters measured 13.4 mm x 13.0 mm, consistent with megalo-
cornea. Anterior chamber deep and quiet; peripheral iridectomy
noted at 1 o’clock. Lens cataractous with iris pigment deposits.
RAPD present. IOP: 41 mmHg. Gonioscopy: Poor visualiza-
tion due to corneal edema; hyperpigmentation noted over angle
structures. Fundus: Disc appeared pale suggestive of glaucoma-
tous optic atrophy. B-scan: Increased peripapillary choroidal

thickness, indicative of choroidal hemangioma [3].

Left Eye (LE): BCVA: 6/18. Dilated episcleral vessels and a
functioning filtering bleb at the superior limbus were seen. An-
terior chamber shallow and quiet. IOP: 8.5 mmHg. Goniosco-
py: Narrow angle with multiple peripheral anterior synechiae.
Fundus: Cup—disc ratio 0.8-0.9 with nasal vessel shift—features
consistent with advanced glaucoma. Perimetry: Revealed glau-
comatous visual field defect. OCT (optic nerve head): Demon-
strated RNFL thinning. B-scan: Increased peripapillary choroi-
dal thickness, consistent with choroidal hemangioma.

Management
The patient was started on acetazolamide 250 mg three times
daily for 5 days and topical timolol 0.5% twice daily in the right
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eye. Filtering surgery was advised for the right eye due to un-
controlled intraocular pressure and advanced glaucomatous op-
tic atrophy [4].
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Discussion

Sturge—Weber syndrome is diagnosed clinically based on the
presence of a port-wine stain, ocular abnormalities (typically
glaucoma), and leptomeningeal angioma. The port-wine stain is
usually unilateral and involves the upper face and eyelids. How-
ever, bilateral or systemic extension is rare.

In our case, the port-wine stain extended bilaterally on the face
and over the right side of the body, including the limbs and trunk,
making it an atypical presentation. Cases without facial nevus or
with bilateral cutaneous involvement have been described, but
extensive body involvement is exceedingly rare [5].

Bilateral choroidal angiomas have been reported in 15% of cases
(Bebin et al.) and 25% (Vilela et al.), similar to our findings.
Megalocornea, as seen in this case, is an infrequent manifesta-
tion of SWS, reported only sporadically in the literature. Glau-
coma occurs due to raised episcleral venous pressure and an-
gle malformations, typically affecting the side of the port-wine
stain. In our patient, bilateral glaucoma was associated with bi-
lateral raised episcleral venous pressure, which is uncommon.
Interestingly, no neurological abnormalities such as seizures or
hemiparesis were found, suggesting isolated ocular and cutane-
ous involvement [6].

Conclusion

This case represents a rare variant of Sturge—Weber syndrome
with bilateral facial port-wine stains, extension of stain to the
trunk and limbs, megalocornea in one eye, bilateral early-onset
glaucoma, and bilateral choroidal hemangioma. Such extensive
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systemic and ocular involvement is exceptional. Early recogni-
tion and comprehensive management involving ophthalmolo-
gists, dermatologists, and neurologists are essential for optimal
care [7, 8].
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