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SUMMARY

Facial clefts and facial duplications are very rare
congenital anomalies. We present two cases. The
first is a case of maxilla and upper lip duplication with
lateral cleft lip. The second case is a maxilla
duplication with a Tessier No: 30 mandibular cleft.
We compared and discussed our cases with rare
similar anomalies found in the literature.
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INTRODUCTION

Facial clefts and facial duplications are rare occurren-
ces. These anomalies may occur together or singly.
Isolated facial clefts are seen more frequently than
facial duplications and facial duplications with facial
clefts (1-3).

In the literature, a small number of facial duplications
and a larger number of facial clefts have been
reported (2-10).

Etiology of both facial clefts and facial duplications
are unknown and also morphopathogenesis is
unclear (1,2).

CASE REPORTS

CASE 1: A male newborn baby was admitted as an
emergency case to the plastic surgery unit. He was
the first baby of normal and healthy parents. The
mother was 20 and the father was 22 years old. Preg-
nancy and delivery were normal at full term. There
was no family history of craniofacial anomalies.

Physical examination showed an intraoral mass of
3.5 x 3 x 2 cm which separated the maxilla and
mandible from each other and prevented closure of
the mouth (Figs 1la, 1b). The mass caused airway
obstruction so emergency surgery was required. In
addition to the mass the baby had a left lateral cleft
lip, a 1.5 x 2 cm capillary hemangioma on the scalp, a
left choanal atresia and a pectus excavatus
deformity. The mass originated from the left side of
the palate and left buccal mucosa and was supplied
by a branch of left greater palatine artery. The mass
was totally excised (Fig 2), leaving a large raw area in

40

the left side of the hard palate (Fig 3). After the
excision of the mass the raw surface on the palate
was left open for secondary mucosal epithelization.

Macroscopically the mass was composed of two
parts. Posterior aspect had a hard core covered with
mucosa and anterior aspect had a soft core which
was covered with skin. Histopathological examination
showed that hard core contained bony tissue and
was covered by pseudostratyphied columnar
epithelium (Fig 4). The superior side of the soft part of
the mass was covered by a strip of mucosa similiar to
Vermillion containing sebaceus glands.

The postoperative progress was uneventful (Fig 5).
The lateral cleft lip (Fig 5) was repaired by the Skoog
technique (Fig 6). The left choanal atresia was cor-
rected at the age of 6 months. A cleft palate repair is
planned at the age of 18 months.

CASE 2: A male newborn baby with normal, healthy
parents (the mother and father were both 20 years
old) was admitted to plastic surgery department at the
sixth hour after the delivery. Physical examination
showed a mongoloid baby with hypertelorism, a bifid
nose with a short columella and a mass covered with
mucosa on the hard palate (Figs 7a, 7b). There was
no family history of craniofacial anomalies.
Pregnancy and delivery were normal. An X - ray
showed a median cleft of the mandible (Tessier No:
30 cleft) (Fig 8) and a spina bifida occulta in the
lumbar region (Fig 9).

Operation was planned but cardiopulmonary arrest
caused death of the baby two hours after the
admisson. Parents did not give permission for
autopsy.

DISCUSSION

Reports of facial duplication with facial clefts are very
rare. Isolated facial cleft cases are more frequent
than facial duplications. Facial duplication cases
without facial clefts are very rare and usually maxilla
and mandible duplication are seen together, which
are reported as ‘accessory mouth' (11). Early reports
include the cases of Me Laughlin (10), Beatty (7) and
Borgbakan (11). Maxilla and mandible duplications
are also very rare and almost all of these cases are
seen with rare facial clefts.
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In Fearon and Mulliken's study a child with dublicate
maxilla was presented along with the review of the li-
terature of similar cases (2). Fearon and Mulliken's
case had similarities and differences with ours. The
intraoral mass of our first case resembled Fearon and
Mulliken's case. The intraoral masses in Fearon and
Mulliken's study and masses in our cases were
similar in size and composition.

Additionally, both Fearon and Mulliken's case and our
two cases had palate defects (cleft palate). But
Fearon and Mulliken's case was different in having a
left unilateral cleft lip and left hypoplastic eye and
orbit, whereas our first case was accompanied with
lateral cleft lip (Fig 5).

The maxillary duplication of our second case
resembled Bhattacharya et al. 's and Chowdhury and
Roy's cases (4,5). Since, our second case died
before surgery, we could not discuss the detailed
characteristics of the mass. Bhattacharya's case had
a Tessier No: 3 + 4 + 7 cleft, our case had Tessier
No: 30 cleft. Our case additionally had orbital hyper-
telorism and spina bifida occulta (Figs 8,9), which we-
re not present in the before mentioned reports.
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Bhattacharya et al. reported his case of alveolar arch
duplication with a Tessier No: 3 + 4 + 7 cleft and clai-
med his case as the first case of duplication in the
literature. However, similar cases have been reported
by Fearon and Mulliken (2), Goulian and Conway (6),
Borgbakan (11). But these authors did not name the
pathology as maxillary or mandible duplication
perhaps because it was difficult to classify these
cases in groups as the etiology was unknown and the
morphogenesis was unclear.

Terminology such as "parasitic fetus", "teratoma" or
"accessory mouth" were used in the past for these
cases. Today these terms are not used. In the
differential diagnosis the widely accepted theory
claims that multipotential early embryonal cells cause
duplication (2).

The main problem with the rare cases is classificati-
on. We believe that this problem will be solved with
the reports of further cases and with further studies
regarding the etiology and morphogenesis.

Fig 1 a- Maxillary duplication (black arrow). Preoperative appearance of the 1st case
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Fig 1 b- Maxillary duplication (black arrow) on preoperative lateral skull roentgenogram of the 1st case.

Fig 2- (a) Preoperative lateral skull roentgenogram of the 1st case,
(b)Postoperative lateral skull roentgenogram of the 1st case.
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Fig 3- Cleft palate (black arrow) of the 1st case.

Fig 4- Pseudostratyphied columnar epithelium (X100)
The section is of mucosal lining from the posterior segment of the mass.
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Fig 5- Early postoperative appearance of the 1st case. Black arrow-lateral cleft lip.

Fig 6- Late postoperative
appearance of the
1st case following
lateral cleft lip repair
(10 days later)
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Fig 7 a- Preoperative appearance of the 2nd case

Fig 7 b- Maxillary duplication (black arrow). Open mouth view of the 2nd case.

45



Marmara Medical Journal

Fig 8- Maxillary duplication (black arrow).
Skull roentgenogram of the 2nd case.
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Fig 9- Lumbar spina bifida occulta
(black arrow). Total body
roentgenogram of the 2nd case.
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