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ABSTRACT
Introduction: Sturge-Weber syndrome (SWS), angiomatosis, is an uncommon congenital disorder affecting nervous system 

and skin. Sturge-Weber syndrome is usually associated and manifests along with port-wine stains over the facial skin, glaucoma, 
seizures, mental retardation, and ipsilateral leptomeningeal angioma. 

Material and methods: Here, we report a rare case of SWS with classical features of skin and oral cavity of 34-year-old male 
Results: The patient is reported with various unique features of SWS affecting the skin of the trunk, upper limb, neck and 

face. Intraorally the lesions are seen affecting the labial mucosa, palate and ventral surface of the tongue
Conclusion: The main objective of this report is to make the clinician aware of the orofacial manifestations that are observed 

in the individuals.
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INTRODUCTION

Sturge-Weber Syndrome (SWS) is a rare neurocutaneous disorder, 
thus far mostly considered sporadic occurrence1). The Sturge-Weber 
Syndrome was initially described by Schirmer, in 1860, and was then 
specified by Sturge, who associated the dermatological and ophthalmic 
changes to the disease's neurological manifestations. In 1992, Weber 
complemented it through the documentation of these patients cerebral 
radiologic alterations2). Males are affected more and no racial predilec-
tion has been observed and the prevalence is approximately one out of 
50,000 live births3).

Although its etiology is unknown, we believe the SWS's clinical 
manifestations derive from a common embryologic base. Some authors 
say it's from a congenital malformation resulting from changes in the 
ectoderm, mesoderm and neural crest derivates, in which we observe the 
persistence of a vascular plexus around the cephalic neural tube portion 
that characterizes the leptomeninge and face angiomatosis, between the 
fourth and the eighth intra-uterine life4,5).

The predominant clinical manifestations of SWS include cutaneous 
manifestations like un-ilateral cutaneous vascular nevus (following the 
V1 and V2 division of the 5th cranial nerve) and neurological manifes-
tations including progressive seizures, ipsilateral glaucoma, hemia- tro-
phy, contralateral hemiparesis, hemianopia and mental retardation6). 

Oral changes are noted in 40% of cases in the form of angiomatosis of 
lips causing macrochelia, resulting in hemiatropohy of buccal mucosa, 
floor of mouth and palatal mucosa. Other abnormalities reported are 
severe gingival enlargement, pyogenic granulomas, unilateral alveolar 
hyper-trophy, ipsilateral premature or delayed eruption and malocclu-
sion7).

The radiographic hallmark of SWS is the involvement of the occipi-
tal and parietal lobes by calcifications in the "tram-line" or gyriform 
pattern, the classical description of which was given by Dimtri5,8).

In this paper, it reported a case of a patient affected by SWS pre-
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Figure 1. a: Hypervascular change in the palate, b: Unilateral 
vascular involvement of ventral surface of tongue
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senting its characteristic inherent clinical features and it emphasizes the 
importance of an accurate diagnosis and management in the clinical oral 
practice.

CASE  HISTORY

A 34-year-old male reported to the Department of Oral medicine, 
Jodhpur Dental College and General Hospital, with chief complaint of 
swelling in the lower lip and pigmentation over the face. During the 
anamnesis, the patient was able to inform that the lesions were present 
since his childhood with progressive growth and caused discomfort 
when the lesion was ex- posed to the sunlight. Family history did not 
reveal any similar complaint from his immediate or distant relatives.

Extraoral examination revealed diffuse swelling of the lower lip 
along with rosy, purple port wine stain or nevus flammeus lesions, 
which were flat and sharply demarcated on the side face extending on to 
the neck and chest. Intraoral examination revealed purplish red discolor-
ation involving the labial mucosa, palate and ventral surface of the 
tongue on the right side (Figure 1).

Tomographic examination was carried out and showed the presence 
of thin meningeal gyral calcifications. After taking into consideration 
the aforementioned findings, it established the diagnosis of SWS and 
the treatment adopted consisted of close follow-ups, oral hygiene orien-
tation and specialized periodontal approach. Furthermore, ocular and 
neurological examinations were realized and they did not indicate any 
alteration.

DISCUSSION

SWS is a congenital condition of unknown etiology which is non 
familial in tendency. The peculiar primary features of SWS, which aid 
in reaching a definitive diagnosis are, a unilateral facial port-wine stain 
situated cutaneously along the 1st sensory division of the trigeminal 
nerve, parieto-occipital ipsilateral leptomeningeal angiomatosis and 
congenital glaucoma9). The clinical diagnosis of SWS can in most cases 
be definitively achieved by distinct features but the identification of this 
disease may become complicated in cases with incomplete radiological 
and clinical manifestations. SWS has been classified into four categories 
based on the clinical appearance: type I, both facial and leptomeningeal 
angiomas, glaucoma possible (classic SWS); type II, facial angioma 
without evidence of intracranial involvement; type III, isolated leptome-
ningeal angioma; and type IV, SWS associated with other disorders, 
such as tuberous sclerosis2).

In the present case, facial angiomas and discrete meningeal calcifi-
cations could be detected but the patient did not exhibit neurological 
involvement such as seizure or mental retardation. Furthermore, ocular 
alterations were not found. Thus, the patient can be classified as the type 
II SWS10). In general, the skin findings play an extremely important role 
in the early diagnosis of neurocutaneous disorders. Nevertheless, it must 
be pointed out that the absence of facial angiomas does not exclude the 
diagnosis of SWS. Differential diagnosis of this condition includes 
angio-osteodystrophy syndrome, Rendu-Osler-Weber syndrome and 
other angiomatous syndromes such as Maffuci syndrome and Von 
Hippel Lindan disease. Angio-osteodystrophy11-13).

Syndrome shows facial port wine stains, varices and bone hypertro-
phy, usually involving long bones. Rendu-Oslar- Weber syndrome is an 
uncommon condition characterized by abnormal dilatation of terminal 
cutaneous, mucosal and visceral vessels. Clinically it predominantly 
presents with epistaxis and oral bleeding is also common. Multiple cuta-
neous angiomas and chondromas of bone are the characteristic features 
of Maffuci syndrome and hemangioblastoma in the retina and cerebel-
lum, and renal cysts indicate Von Hippel Lindan disease4).

The chief morbidity produced by the port wine stain will be psycho-
logical. Personality development is affected in these patients due to neg-
ative reaction of people, hence psychological counseling is one of the 
mainstay in the management of these patients. Facial cutaneous vascular 
malformations causing esthetic disharmony may be improved by laser 
therapy, which should begin at the earliest after the diagnosis for achiev-

ing best results7). The location of port wine stains predicts the response 
to the laser therapy. Response to laser therapy varies depending upon 
the location of the facial stains. The best response is seen in central fore-
head lesions whereas central facial lesions do not respond as well. If 
magnetic resonance imaging (MRI) shows a well defined lesion with a 
distinct border which is accessible, surgery should be considered12,14). 
Symptomatic relief is given for incurable lesions. For inoperable 
lesions, patient is advised to sleep with the head elevated at a 45° for the 
rest of their lives to avoid venous distention that may occur as a result 
of supine positioning15). Dermabrasion, tattooing, lash lamp tunable dye 
laser therapy can be used as other treatment modalities16). For correcting 
lip and other oral soft tissue deformity cryosurgery may be helpful17,18). 
The prognosis of Sturge-Weber syndrome varies widely, the presence of 
seizure disorder is associated with poorer clinical outcome19).

CONCLUSION

To reach an early diagnosis is difficult due to the varied clinical pre-
sentations and multifactorial tendency of Sturge-Weber syndrome. This 
disease is important to the dental practitioners because of its associated 
oral manifestations and other possible complications in severe cases. 
The patients with oral changes must be subjected to oral cavity exam-
inations periodically to look for and prevent any complications from the 
cranial and intraoral lesions.
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