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Abstract
Background: Sturge-Weber syndrome is a rare neurocutaneous condition, also known as 
angiomatosis of the encephalotrigeminals. It has varied systemic and oral manifestations, 
and the challenge for a dental practitioner is to manage oral condition in such a case.  
Case Report: We hereby report Sturger-Weber syndrome with dermatological and 
intraoral manifestations. The lesion had an uneventful healing following gingivectomy 
and flap surgery. Conclusion: Gingivectomy and flap surgery is an option to manage 
gingival overgrowth.
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Introduction

Congenital deformation, while uncommon, is a 
big concern for both the patient and their families. 
Sturge-Weber angiomatosis is a rare, non-hereditary 
developmental condition that is characterized by a 
hamartomatous vascular proliferation involving 
the tissues of the eye, brain and face at different 
times [1]. Ipsilateral angiomatous lesion of face 
is sometimes accompanied by angiomatous 
lesions of skin, jaw and oral cavity. Sturge-Weber 
syndrome (SWS) is a neuro-cutaneous disorder 
characterized by the presence of a facial port-
wine stain, a leptomeningeal angioma, and occular 
abnormalities, most commonly glaucoma [2]. This 
syndrome basically belongs to group of disorders 
collectively known as phakomatoses (mother-spot 
diseases). Angiomatosis and skin changes follow 
the maxillary and ophthalmic trigeminal nerve 
distribution [5].  

	 Oral manifestations observed in about 38% 
of the cases can include hemangiomatous lesion 
[6]. Gingival overgrowth is the most common oral 
manifestation restricted to the ipsilateral maxilla 
or mandible [7]. This paper presents a case report 

of a Sturge-Weber syndrome patient distinguished 
by port-wine stains and ipsilateral gingival 
enlargement manifestation. 

Case Report

A 45 year-old woman reported to the Department 
of Periodontics with a complaint of swelling in the 
lower front gum region since 3 months. Clinically 
there were multilobed gingival swellings in 
the lower right anterior region between central 
incisor and canine (41 and 43) and mobile anterior 
teeth [Fig.1]. The swellings were red and shiny 

Fig.1: Multilobed gingival swellings on pre-operative view.
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in appearance measuring about 8 mm in width 
extending from mesial surface of central incisor to 
the mesial half of canine on the labial side and were 
extending on the lingual side of incisors [Fig.2,3]. 
These swellings were connected at the interdental 
area of central incisor and canine. On palpation 
the swelling was a pedunculated mass, soft and 
easily movable from the base. Lesion showed 
considerable amount of bleeding on probing.

	 Extra-oral bluish red discoloration (port 
wine stain) was present on right side of face which 
was asymmetrical [Fig.4]. History revealed that 
the stain was present since childhood. Intraoral 
RadioVisioGraphy (RVG) was taken to assess 
the bone involvement. Radiograph revealed bone 
loss till the apical portions of roots of 41,42 
[Fig.5]. Local anesthesia was given to patient 
and as the lesion had a pedunculated base with 
bone loss w.r.t 41,42; excisional biopsy was 
carried out carefully followed by bony curettage 
along with extraction of 41,42. Histopathological 
examination revealed numerous endothelium lined 
spaces, abundant fibroblasts, collagen fibers, and 
polymorphonuclear leucocytes revealing features 
of pyogenic granuloma. At the end of 1 month, 
the lesion had uneventful healing [Fig.6]. Three 
months follow-up was quite satisfactory and there 
was no evidence of any recurrence [Fig.7]. 

Discussion

In the present time, the number of anomalies is 
decreasing, but even the few cases found become 
disturbing. It has been seen that majority of 
hemangiomas subside at 10-15 years of age but 
in few cases they have been found to affect the 
esthetic of patient for longer durations as seen in 
the above case. The port-wine nevus is located in 
the face, particularly on the right side of the face, 
according to Inan and Marcus [8], and detected in 
90% of cases.

	 Sturge Weber syndrome or 
encephalotrigeminal angiomatosis is a disease with 
hemangiomatosis, therefore, such granulomatous 

Fig.2: Pre-operative view showing lingual extension of the 
lesion.

Fig.3: Pre-operative view showing width of the lesion.

Fig.4: Extra-oral view showing port wine stains.

Fig.5: RVG showing bone loss till the apical portions of roots 
of 41,42.
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lesions in oral cavity are not unusual. Case has 
been found in accordance with Bioxeda et al. [4], 
distribution of port wine stains is found mainly in 
2nd division of trigeminal nerve i.e. maxillary nerve. 
It can also be referred to as incomplete SWS, and 
this patient was classified as Type II SWS only 
facial angiomas based on Roach scale. The gingival 
swelling correlated with Sturge-Weber syndrome 
may result from angiomatous proliferation of the 
gingival tissue involved, antiepileptic medication 
or a combination. This patient had no neurological 
involvement or background of anti-epileptic 
medication, the observed gingival overgrowth may 
be attributed solely to angiomatous proliferation.

Conclusion

Management of such syndromes is usually a 
multidisciplinary approach which involves many 
specialities i.e. plastic surgeon, hematologist, oral 
surgeon etc. Periodontal treatment includes proper 
manual debridement and motivating the patient 
to follow a strict regimen of plaque protection 
and surgical management. For the present case, a 
combination of gingivectomy and flap surgery was 
used to manage gingival overgrowth. 
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Fig.6: Post-operative view.

Fig.7: 3 months post-operative view.
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