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ABSTRACT 
A case of Sturge-Weber syndrome in a 27-year-old man involved only the skin and left eye, without any features suggestive of central nervous system involvement. Additionally, this patient had ciliary body angioma and orbital angioma in the affected eye, a finding not known to have been previously reported in the literature.

Phacomatoses are a group of hereditary disorders characterized by formation of hamartomas in the eye, skin, nervous system, and viscera. The disorder occurs due to interference in migration and differentiation of embryonic cells resulting in proliferation.1 Various disorders described under this entity are neurofibromatosis, angiomatosis retinae, encephalotrigeminal angiomatosis, tuberous sclerosis, oculodermal melanosis, basal nevus syndrome, and ataxia telangiectasia. Glaucoma is a common occurrence in phacomatoses. Hence, its early detection and treatment is of utmost importance.2

We herein report a case of Sturge-Weber syndrome having involvement of skin and eye only without involvement of central nerve system,only of the skin and 1 eye, without any features suggestive of central nervous system involvement. Additionally, this patient had ciliary body angioma and orbital angioma in the affected eye, which has not been previously reported in the literature, to the best of our knowledge.3
								
Case Report
We herein describe a 27-year-old man, who presented with painless, progressive, and gradual decrease of vision in his left eye for 3 years. On examination, the patient had a left-sided port wineport-wine stain involving the forehead, upper eyelid, and part of the nose (Fig 1), which he reported had been present since birth. Visual acuity was 6/6 in the right eye whileand counting fingers close to the face in the left eye. There was fullness in both the lids with 2mmeyelids with 2-mm ptosis on the affected side. The eyeball was proptosed on the left side by 2 mm (Fig 2), with 10 prism diopters of exotropia. Conjunctival and episcleral vessels were dilated, tortuous, and engorged all around the limbus. CorneaThe cornea and anterior chamber were normal, but the iris was hyperchromic. There was an afferent pupillary defect in the left eye. Gonioscopy revealed an open angle with a localized area of indentation at the 2-o’clock position. On fundus examination, the cup and disccup-to-disc ratio was 0.9:1 with deep cupping and bayoneting of retinal vessels, with positive laminar dot sign. There was no evidence of choroidal hemangioma on indirect ophthalmoscopy and Fundus Fluoresceinfundus fluorescein angiography. Intraocular pressure was 30 mm Hg in the left eye. The visualVisual field examination was not possible in the left eye due to poor vision. The right eye was normal.
Visual field findings in the right eye were normal.

Ultrasonography of the left eye detected a soft tissue density mass of sizesoft-tissue-density mass measuring 8  6  6.5 mm in the ciliary body region at the 2-o’clock position, which showed a small calcification posteriorly. Color dopplerposteriorly (Fig 3). Color Doppler ultrasonography revealed increased vascularity of the lesion (Fig 4). These findings were suggestive of a ciliary body hemangioma. Color Doppler ultrasonography showed a hemangioma in the left orbit just lateral to the medial rectus muscle, with increased venous flow (Fig 5). The CTcomputed tomographic (CT) scan of the orbit showed a 12  6-mm lesion of irregular and variegated densitylesion of 12  6 mm size in the left orbit between the medial rectus muscle and optic nerve showingnerve; the contrast enhancement was suggestive of orbital hemangioma (Fig 2). The CT scan of the brain was essentially normal. The chest X-ray, USG of abdominal organs and ENTx-ray; the ultrasonograms of the abdominal organs; and results of the ear, nose, and throat examination did not show any evidence of hemangioma.
hemangioma. 
Based on the above findings, the patient was labeledthought to have a rare case of Sturge-Weber syndrome with no involvement of the central nervous systemfeatures despitethe involvement of the upper eyelid. Intraocular pressure was controlled with topical timolol maleate 0.5% BD and oralmaleate, 0.5% twice a day, and oral acetazolamide, 250 mg 3 times a day.  acetazolamide 250 mg tds. Subsequently, oral acetazolamide was replaced by dipivefrin hydrochloride eyedrops 0.5% BDeyedrops, 0.5% twice daily for 2 weeks. Four months after follow-up, the intraocular pressure was normal.
										
Discussion
Schirmer, in 1960, was the first to describe the association of facial angioma and buphthalmos, but Sturge and Weber firmly established it as a distinct clinical entity. The syndrome classically occurs in trisymptomatic form, affecting the skin, eye, and central nervous system. Butbisymptomatic and monosymptomatic forms are also known, although rare. Skeletal malformations and visceral angiomas are also occasionally associated with the disorder occasionally. The diseaseequally affects both sexes equally and does not have any racial predilection. The port wineport-wine stain, which on histological examination shows large dilated capillaries in the dermis and subcutaneous tissue, typically affects areas of trigeminal nerve distribution (V1 and V2). Among the ocular findings, glaucoma is by far the most important affliction and injurious to the eye whichsevere,[AU: OK?] and it occurs in 30% of patients with Sturge-Weber syndrome.4 It can present as Buphthalmos or adult onsetbuphthalmos or adult-onset glaucoma. The proposed mechanisms for development of congenital glaucoma are either associated with anterior chamber angle anomalies or episcleral vascular malformations. While in adult onsetIn adult-onset glaucoma, it[AU: Editing OK?] raised intraocular pressure is probably secondary to choroidal hemangioma, causing either hypersecretion or raised episcleral venous pressure.

Treatment of glaucoma inthese patients with Sturge-Weber syndrome is very unpredictable. Initially, medical treatment should be triattempted forto controlling intraocular pressure. If medical treatment fails, one couldan try Trabeculectomytrabeculectomy, but in the presence of ciliary body hemangioma, it mightay cause havoc to the eye. Henceeye; hence, it should be contraindicated. In thesepatients one can go forpatients, treatment options can include cyclocryotherapy away from the area of ciliary body hemangioma. Iris hyperchromia occurs in 7% to 8% of patients. Central nervous system involvement occurs in as many as 80% of patients, with symptoms varying from seizures, mental retardation, and corallike retardation and coral like cerebral calcification5.cerebral calcification.5 Leptomeningeal angiomas are usually ipsilateral to port wine stain. The un-involvement ofa port-wine stain. In our case, the lack of involvement of the central nervous system despite involvement of the upper lid,eyelid, the presence of ciliary body angioma rather than choroidal angioma along with port wine staina port-wine stain, and advanced glaucoma in the ipsilateral eye were the unique features of this bisymptomatic form of Sturge-Weber syndrome.
syndrome. 

To our knowledge, both ciliary body angioma and orbital angioma occurring simultaneously in the same eye with port wine stain and un-involvement ofa port-wine stain and the lack of involvement of the central nervous system hashave not been reported in the literature. Since theangle of anterior chamber angle was normal in this case;case, the cause of glaucoma could be hypersecretion from ciliary body angioma or raised episcleral venous pressure due to episcleral vascular malformation. However, we could not measure hypersecretion and episcleral venous pressure to substantiate our beliefview. According to the Morgan theory, the development of primordial vascular system of brain splits into 2 two,layers: an inner layer for retina and brain and an outer layer for meninges, choroid, and skin. It is the outer layer that is affected in Sturge-Weber syndrome.6 However, theThe presence of orbital angioma cannot be explained by this theory. Hence, this entitytheory, however. Hence, the entity described in our case may be calledas a variant of Sturge-Weber syndrome or Sturge-Weber syndrome plus.syndrome-plus.
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Figure Legends

Fig 1.—Clinical photograph showing left-sided port wine1.—Photograph shows left-sided port-wine stain involving forehead, upper eyelid, lower eyelid, and part of the lateral side of the nose.

Fig. 2 CECT of left orbit showingFig 2.—Contrast-enhanced computed tomography of the left orbit shows mild proptosis with orbital hemangioma.

Fig. 3 and 4 showing aFig 3.—Color Doppler ultrasonography shows presence of ciliary body hemangioma ofin the left eye.

eyeFig 4.— Color Doppler ultrasonography showing ciliary body hemangioma in the left eye, with increased venous blood flow.

Fig 5.— Color Doppler ultrasonography showing hemangioma in the left orbit just lateral to the medial rectus muscle, with increased venous flow.
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