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eral facial horizontal cleft and was thereby diagnosed 
as bilateral Tessier 7 cleft together with recessive cleft 
palate. At 8 months old the bilateral facial horizontal 
cleft was repaired, but there was no operation on her cleft 
palate. At the age of 1 her enunciation appeared unclear. 
She had no mental problems and any other diagnosed 
medical conditions or family history of similar deformi-
ties, while her mother had developed a cold in the third 
month of her pregnancy and had taken medicine.

Clinical examination showed excessive exposure 
of the upper anterior teeth, the asymmetric angulus 
oris and scars at the bilateral commissure (Fig 1). In 
profile, the patient exhibited severe prominent maxilla 
and relative retrogenia, as well as micrognathia (Fig 1). 
Intraoral examination showed that she was in the mixed 
dentition stage, with poor oral hygiene. It was notable 
that there were three maxillae in her mouth, with one 
basic normal maxilla in the middle and two accessory 
maxillae with double teeth on each side. As the teeth in 
the accessory maxillae made contact with the mandibu-
lar posterior teeth before the normal teeth, there was 
anterior open bite. Meanwhile, she had a high-arched 
palate with basic normal soft palate (Fig 2). When she 
said the “i” note, the soft palate’s elevation movement 
was poor (Fig 3). Furthermore, she had hypernasality, 
nasal emission and compensatory articulation in her 
pronunciation. There were no other anomalies in her 
general check-up.
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A 10-year-old Chinese girl with two accessory maxillae and bilateral Tessier no. 7 clefts is 
presented. Radiographic examination showed two accessory maxillae, each containing 5 or 6 
supernumerary permanent teeth. The two accessory maxillae extended from the inside of the 
zygomatic arch to the maxillary tuberosity symmetrically. Duplication of the maxilla is always 
associated with Amniotic Band Syndrome (ABS), but this case may be a distinct syndrome 
representing an under-recognised phenotype with bilateral maxillae duplication and Tessier 
no. 7 clefts.
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Bilateral duplication of the maxilla associated with 
facial clefts is very rare, and presents some of the 

most challenging diagnostic problems1-5. Although most 
of the cases of maxillary duplication are associated with 
Amniotic Band Syndrome (ABS), some special cases 
may show as an unbeknown distinct syndrome. 

In this report we present a girl with two accessory 
maxillae and bilateral Tessier 7 clefts.

Case report

A 10-year-old Chinese girl with the chief complaint of 
speaking with unclear enunciation presented to Peking 
University School and Hospital of Stomatology. The 
patient was born with a recessive cleft palate and bilat-
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Panoramic radiograph showed two dysplastic bony 
prominences locating posterior to the maxillary tuber-
osity bilaterally, which are called accessory maxillae. 
The denture is in mixed dentition, and one of the inci-
sors in the mandible is missing. Meanwhile, in the two 
accessory maxillae, there are 5 or 6 supernumerary 
permanent teeth at different stages of development 
(Fig 4). Three-dimensional reconstructed computed 
tomography (CT) showed that the two dysplastic bony 
prominences extended from the inside of the zygo-
matic arch to the maxillary tuberosity. There was a gap 
between the maxillary tuberosity and the accessory 
maxilla at each side. No sign of other bone pathology 
was observed (Fig 5).

The possible diagnosis was 1) maxillary duplication 
along with the Tessier’s 7 Cleft and 2) dubious ABS. 
An operation was done to remove all the supernumerary 
teeth and part of the bone in the two accessory maxillae 
(Fig 6).

Discussion

Maxillary duplication is a very rare phenomenon, and a 
review of the literature disclosed only a few cases1-13. It 
is even more rare that bilateral duplication of the maxilla 
is associated with facial clefts1-5.

This patient showed a set of craniofacial anoma-
lies. The following important features were observed: 
Firstly, dysplastic bony prominences arising from the 
inferior border of each zygoma and she had a gap to the 
tuberosity on each side. Secondly, the morphology of 
the middle maxilla was normal and there was no loss of 
any teeth or tooth buds. Thirdly, the morphology of the 
permanent teeth in both sides of the accessory maxilla 
was normal. Otherwise, no any other developmental 
anomaly was observed.

The diagnosis of maxillary duplication is always 
associated with ABS, which is a sporadic condition and 
occurs in approximately 1 in 15,000 births14. Multiple 
anomalies are presented in 77% of cases15. ABS is an 
uncommon congenital disorder without any genetic or 
hereditary disposition. Many theories concerning the 
pathogenesis of ABS have been proposed, but none 
is definite. It has been widely accepted that anoma-
lies are caused by the rupture of amnion. The foetus 
subsequently becomes adherent to, intertwined in, and 
tethered by fibrous mesodermic bands16. These varia-
tions may appear at different stages during pregnancy, 
so there are various anomaly appearances and no two 
cases are completely alike. The most common congeni-
tal anomalies are syndactyly, clubfoot, and/or present 
with severe craniofacial and visceral deformities17. 

Fig 1  (a) Frontal and (b) profile view of the patient. The frontal 
view showed excessive exposure of the upper anterior teeth, 
the asymmetric angulus oris and scars at the bilateral com-
missure. The profile view showed severe prominent maxilla, 
relative retrogenia and micrognathia.
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Fig 2  Oral view of the patient. (a) The right part of dental arch. 
(b) The left part of dental arch. (c) High-arched palate.

a b

c

Fig 3  (a) Lateral projection of 
the cranium. (b) Lateral projec-
tion of the cranium when she 
said the “i” note. The soft pal-
ate’s elevation movement was 
poor. a b
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Fig 4  Panoramic radiograph 
of the patient. There were two 
dysplastic bony prominences 
locating posterior to the maxil-
lary tuberosity bilaterally.

Fig 5  3D image of the patient. Note the dysplastic bony 
prominences extending from the inside of the zygomatic arch 
to the maxillary tuberosity.
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Swallowing of amniotic bands may also produce bizarre 
orofacial clefts, distortions and disruptions of craniofa-
cial structures18. The craniofacial lesions are frequently 
asymmetrical and do not conform to the anatomy of the 
normal facial clefts. They can include cleft lip, cleft pal-
ate, microphthalmia, and abnormal skull calcification, 
as well as asymmetric anencephaly, encephalocele, and 
decapitation19. 

For a postpartum diagnosis of ABS, the patient 
should have no history of virus or toxoplasma infec-
tion during pregnancy, no medication or intrauterine 
surgery history during pregnancy, and the chromosome 
of the foetus is normal. There should be no familial 
history of foetus malformation. The autopsy or clinical 
examination of the newborn should confirm the main 
characteristics of ultrasound diagnosis, and amniotic 
membrane can be seen attached to different parts of a 
baby20. Also, the craniofacial lesions are rarely sym-
metrical.

In this case, however, there are two accessory maxil-
lae behind the normal maxilla symmetrically. This phe-
nomenon rules out the diagnosis of ABS. Meanwhile, 
the prenatal ultrasound examination did not reveal any 
abnormalities, and her mother took some medicine at 
the third month of pregnancy, both of which oppose the 
diagnosis of ABS.

Duplications of the maxilla are frequently accom-
panied by the cleft lip and palate, multiple uvulae, or 
other craniofacial anomalies9,21,22. Tessier 7 cleft is the 
most common. Although Cheung et al presented a case 
which was not associated with any other anomalies, the 
authors still suggested that bilateral accessory maxilla 
along with other anomalies, such as facial cleft, may be 
a distinct syndrome12. 

Maxilla and mandible develop from the first branchi-
al arch. It is well known that radiation, viruses and 
parasitic infections, metabolic imbalance and some 
drugs or chemicals are the exogenous factors of the 
development of cranial and maxillofacial deformities. 
This may be one of the causes for the present case since 
her mother had taken some medicine in her third month 
of pregnancy. 
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