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Abstract: Sturge-Weber Syndrome (SWS) is a rare and complex neurocutaneous disorder characterized
by the presence of facial port-wine stain (nevus flammeus) and leptomeningeal angiomas. We present
a unique and challenging case of Sturge-Weber Syndrome in a 6-year-old male with the hallmark facial
port-wine stain and ocular manifestations. The patient presented with recurrent seizures and visual
disturbances, prompting a thorough clinical evaluation. Magnetic resonance imaging (MRI) revealed
leptomeningeal angiomas, confirming the diagnosis of SWS. This case highlights the importance of
early recognition and multidisciplinary management to optimize patient outcomes and quality of life
in individuals with Sturge-Weber Syndrome.
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INTRODUCTION

Sturge-Weber Syndrome (SWS), also known as encephalotrigeminal angiomatosis, is a rare and complex
neurocutaneous disorder characterized by the presence of a facial port-wine stain (nevus flammeus) and
leptomeningeal angiomas. This disorder is of great clinical significance as it can lead to various
neurological and ophthalmological complications, including recurrent seizures, intellectual disabilities,
and visual disturbances. The hallmark facial port-wine stain often presents in the distribution of the
trigeminal nerve and is typically seen on one side of the face.

We present a unique and challenging case of Sturge-Weber Syndrome in a 6-year-old male with a
distinctive facial port-wine stain and ocular manifestations. The patient's clinical presentation included
recurrent seizures and visual disturbances, warranting a comprehensive evaluation to identify the
underlying cause and manage the condition effectively. Magnetic resonance imaging (MRI) was crucial in
confirming the diagnosis of Sturge-Weber Syndrome by revealing leptomeningeal angiomas.

In this report, we discuss the clinical presentation, diagnostic approach, and multidisciplinary
management of this rare case of Sturge-Weber Syndrome. The case emphasizes the importance of early
recognition, accurate diagnosis, and prompt multidisciplinary intervention to optimize patient outcomes
and enhance the quality of life in individuals with this challenging neurocutaneous disorder.
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METHOD

This case report involves a 6-year-old male patient who presented to our pediatric neurology clinic with a
history of recurrent seizures and visual disturbances. A detailed medical history, including prenatal and
perinatal events, family history, and developmental milestones, was obtained from the patient's
caregivers. A thorough physical examination was performed, with particular attention to the presence
and characteristics of the facial port-wine stain.

Diagnostic imaging was conducted to evaluate the neurological and ophthalmological aspects of the
patient's condition. Magnetic resonance imaging (MRI) of the brain was performed with contrast to
visualize the presence of leptomeningeal angiomas, a characteristic feature of Sturge-Weber Syndrome.

In addition to the neuroimaging, the patient underwent ophthalmological evaluation, including visual
acuity testing, fundoscopy, and assessment for any ocular abnormalities related to Sturge-Weber
Syndrome.

Following the diagnosis of Sturge-Weber Syndrome, a multidisciplinary team, including pediatric
neurologists, ophthalmologists, and dermatologists, collaborated to develop an individualized
management plan for the patient. The management plan focused on seizure control, visual rehabilitation,
and addressing the cosmetic concerns associated with the facial port-wine stain.

Through this case report, we aim to highlight the importance of a comprehensive and collaborative
approach to managing Sturge-Weber Syndrome, enabling improved patient outcomes and enhanced
quality of life for individuals affected by this rare and complex neurocutaneous disorder.

RESULTS

The case involves a 6-year-old male presenting with a facial port-wine stain and recurrent seizures,
prompting a comprehensive evaluation. Clinical examination revealed a characteristic port-wine stain
involving the distribution of the trigeminal nerve on one side of the face. Diagnostic imaging with contrast-
enhanced MRI confirmed the presence of leptomeningeal angiomas, leading to the diagnosis of Sturge-
Weber Syndrome.

DISCUSSION

Sturge-Weber Syndrome is a rare neurocutaneous disorder with a wide spectrum of clinical
manifestations. The hallmark facial port-wine stain is often the first clue to the diagnosis. In this case, the
presence of the port-wine stain prompted further evaluation, leading to the identification of
leptomeningeal angiomas on MRI.

The neurological complications of Sturge-Weber Syndrome can be debilitating, with recurrent seizures
being a common and challenging feature. Prompt seizure control is essential to minimize the impact on
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the patient's cognitive and developmental outcomes. In this case, the multidisciplinary team collaborated
to develop an individualized management plan, including antiepileptic medications tailored to the
patient's needs.

Ophthalmological manifestations in Sturge-Weber Syndrome can also be significant and range from
refractive errors to more severe complications such as glaucoma and visual field defects. Early ophthalmic
assessment and appropriate intervention are vital to address potential visual impairments and prevent
irreversible visual loss. The patient in this case underwent thorough ophthalmological evaluation and
received visual rehabilitation to optimize visual outcomes.

Multidisciplinary management is essential in Sturge-Weber Syndrome, given its diverse clinical
manifestations affecting the skin, eyes, and brain. Collaboration among pediatric neurologists,
ophthalmologists, and dermatologists is crucial to develop comprehensive and individualized treatment
plans for affected patients.

CONCLUSION

This case report highlights a rare and challenging presentation of Sturge-Weber Syndrome in a 6-year-old
male with a characteristic facial port-wine stain and ocular manifestations. The diagnosis was confirmed
by MRI, revealing leptomeningeal angiomas, which are diagnostic of the condition.

Early recognition and prompt multidisciplinary intervention are key in managing Sturge-Weber Syndrome
to optimize patient outcomes and enhance the quality of life for affected individuals. Seizure control and
visual rehabilitation play critical roles in minimizing neurological and ophthalmological complications.

The report underscores the importance of awareness and understanding of Sturge-Weber Syndrome
among healthcare professionals to facilitate early diagnosis and timely management. Collaboration
between specialists ensures a comprehensive approach, addressing the multi-systemic aspects of this
complex neurocutaneous disorder.

As this condition is rare, further research and case reports are essential to expand our knowledge and
improve the management of Sturge-Weber Syndrome. Continued efforts to explore therapeutic options
and advances in personalized medicine may lead to more effective treatments and better long-term
outcomes for individuals with this challenging syndrome.
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