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Abstract cervical, thoracic and lumbar vertebrae were evident

The rationale: Stickler syndrome is a rare autosomal from the routine radiographs.

dominant disorder comprising of loss of vision,
degenerative changes of joints along with cleft palate,
hypoplastic midface, and other craniofacial anomalies.
Patient concerns: Patient had kypho-scoliosis which
was major concern for airway management during
surgery.

Diagnosis: Already diagnosed as type 1 Stickler
syndrome at childhood, Cone beam computed
Tomography (CBCT) used for obtaining accurate
dimension of the alveolar cleft defect by means of
volume Prominent

rendering. kypho-scoliosis  of

Treatment: Secondary alveolar bone grafting was
performed with closure of concomitant oro-nasal fistula.
Outcomes: Patient was post-operatively followed up at
6 months and 1 year interval up to 4 years with sufficient
amount of alveolar bone formation.

Take — away lessons: Anticipation of difficult airway
due limited neck mobility and kyphoscoliosis imparted
well-planned intubation and extubation, which prevented

intraoperative as well as post-op complications.
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Introduction

Stickler syndrome was first described in 1967 as
hereditary progressive arthro-ophthalmopathy *. Since
then, several case reports have been published in various
specialties. But there are not many case reports regarding
surgical management of secondary cleft deformities in
Stickler syndrome patients. Operating on such patients is
challenging due to anticipated difficult intubation. A
patient of type 1 Stickler syndrome having alveolar cleft
defect with concomitant oro nasal fistula was treated
successfully by alveolar bone grafting and followed up
for 4 years.

Case report

A 12 years old male patient of type 1 Stickler Syndrome
with alveolar cleft defect was referred to the Department
of Oral and Maxillofacial Surgery for alveolar bone
grafting from Department of Orthodontics and
Dentofacial Orthopaedics. In spite of primary cleft lip
and palate repair in early childhood, nasal regurgitation
of oral fluids from oro-nasal fistula was chief complaint
from the patient. Patient had alveolar cleft defect with
small oro-nasal fistula on labial side in between
maxillary right lateral and canine teeth. Other than the
cleft defect he had hypoplastic midface with severe
skeletal crossbite, congenital blindness due to vitreo-
retinal degeneration of left eye, severe cervical scoliosis
with prominent kypho-scoliosis of other vertebrae. He
was undergoing palatal expansion treatment for past 2
years before presenting to the Dept. of oral and
Maxillofacial Surgery. The alveolar cleft defect had
volume of 2.56 mm® as rendered from pre-operative
cone beam computed Tomography (CBCT). Mouth

opening of the patient was adequate with U-shaped
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palatal vault. Postero-anterior thoracic radiograph
showed marked double scoliotic curve of thoracic
vertebrae, whereas Antero -posterior pelvis radiograph
showed increased space in Sacro-iliac joints. Marked
kyphosis was determined from the lateral thoracic view
also. Other routine investigations were within their
normal ranges.

From anaesthetic point of view, difficult airway devices
were made available as a part of our anaesthetic
preparation. The endotracheal intubation was managed
with external manipulation via cricoid pressure and
posterior  displacement  of

larynx.  Gingival

mucoperioseteal flaps were raised as per Abyholm’s 2
technique. Conventional turnover flap derived from the
lining of the fistula was utilised to make nasal layer.
Bone trephine was used during the bone graft harvesting
from anterior iliac crest. The bone grafts were mixed
with PRF membrane (Platelet Rich Fibrin) and placed in
the alveolar process with tension closures. Extubation
and recovery was uneventful and the patient was
discharged at 5" post-operative day.

Post-operative soft tissue healing was uneventful without
any wound dehiscence and recurrence of fistula.
Orthodontic treatment was resumed after 6 weeks. Good
amount of alveolar bone formation was evident from
occlusal as well as periapical radiographs on periodic
follow-up at 6 months and 1 year interval up to 4 years.
Discussion

Stickler syndrome has estimated incidence of 1 in
10,000, where around 20% of the patients have cleft
palate®. It has been reported as most common syndrome
Robin (PRS).

Individuals usually present physical abnormalities on

associated with  Pierre Sequence
airway examination and cardiac manifestations related to
Stickler syndrome could be an issue of concern’. A

retrospective study was conducted between 1997-2004
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by Lee and Haywards® to evaluate the group of cleft
palate children with Stickler syndrome in a children’s
hospital. In their findings, all patients had cleft palate
and most common non-craniofacial abnormalities were
hearing impairment, musculoskeletal abnormalities and
refractive error. Later on in 2005, Rose et al® published
clinical characteristics and diagnostic criteria of Stickler
syndrome based on their study upon 90 patients of 38
families. Their set of diagnostic criteria made the process
of identification of the syndrome simpler amidst the
involvement of multiple complex genes. Patients with
micrognathia in Stickler syndrome often present with
considerable problems regarding airway management
during anaesthesia. Most of the cases even have
incidences of failed intubations.” The incidences of
airway complications during anaesthesia as well as
obstructive sleep apnoea (OSA)® attributed to skeletal
abnormalities® as well as the malformations in head and
neck region'. Regarding the secondary cleft surgeries in
syndromic patient literary support is still scanty. Case
reports of alveolar cleft bone grafting in patients of
Stickler syndrome is no such exception.

Conclusion

In the case report we tried to enlighten the Gray areas of
conducting major maxillofacial surgeries in syndromic
patients. We were fortunate enough that major untoward
situations of airway embarrassment during anaesthesia
were prevented by well-executed planning.
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Figure Legends

Fig 1: A. External view showing severe degree of scoliosis, degenerated left eye. B. Intra oral view showing oro nasal
fistula and alveolar cleft. C. 3-D simulation image of the cleft defect. D. 3-D reconstructed image of face in CBCT
showing the cleft defect. E. Occlusal radiograph showing palatal expander in place. F. Postero-anterior view of chest
showing double curvature of thoracic vertebrae. G. Lateral cephalogram showing midface hypoplasia. H. Lateral view of
thorax showing severe form of kyphosis. G. Antero-posterior and lateral view of pelvis showing increased space between
Sacro- iliac joint.

Fig 2: A. Marking of the incision of gingival mucoperiosteal flap. B. Exposure of the alveolar cleft defect with closure of
the nasal layer. C. Exposure of the anterior iliac crest. D. Cancellous bone graft. E. Filling of the defect with cancellous
bone graft mixed with PRF. G. Closure of the oral layer.
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Fig 3: A. Post- operative intraoral view after 1 year. B. Post -operative CBCT image showing bone formation in the

defect.
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