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Case Report

Pentafid tongue: A new entity
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ABSTRACT

Tongue plays a pivotal role in both physiological and functional life of human beings. Structural
and developmental abnormalities of the tongue in various forms have been reported in isolation
or in combination with various syndromes. Though cases of bifid tongues have been mentioned
in literature, no reports of pentafid tongue have been reported till date. Here we describe a unique
case of congenital pentafid tongue along with bilateral polydactyly and its surgical management.
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INTRODUCTION

evelopmental and structural abnormalities of

tongue are common features, and numerous cases

have been reported in literature till date as are the
incidents of hamartomas and teratomas of tongue etc. Cases
of congenital bifid tongue in association with various other
orofacial and skeletal abnormalities have been reported,
many of which have been linked to various syndromes. A
tongue with a pentafid structure has never been discussed
in isolation or with oral-facial-digital syndrome. Here we
describe a unique case of congenital pentafid tongue along
with bilateral polydactyly and its surgical management.

CASE REPORT

A 3-year-old male had presented with difficulty in speech
with abnormal tongue and extra fingers on both hand.
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On examination, there were five distinct muscular
segments on the tip and lateral surface of the tongue
[Figure 1]. His mental and motor developments, as well
as audiological evaluation, were normal. The child had
presented with bilateral polydactyly [Figure 2];which was
evaluated both clinically and radiologically [Figure 3]. No
other intraoral and skeletal deformities were evident.
There was no relevant medical and family history, and his
haematological parameters were within normal limits.

The parents were very particular about restoring back
both aesthetic and functional aspects of the child’s
tongue and hands. Surgical correction of the tongue and
hand deformity was planned under general anaesthesia.
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Surgical technique

Under general anaesthesia, the extra digits of the hands
were removed along with bone, cartilage and the underlying
growth capsule. For the tongue deformity [Figure 1], the
tongue shaping and repair was done by 30-degree angulated
V-shaped excision along both the dorsal and ventral sides of
the cleft edges ofthe tongue [Figure 4]. Submucosal dissection
was carried out until the underlying muscle projections
were adequately exposed [Figure 5]. Muscular layer from
both halves were approximated and repaired [Figure 6]
with 3.0 Monocryl. The overlying mucosa was adequately
trimmed and primary closure was done [Figure 7]. Initially,

Figure 1: Clinical picture of pentafid tongue

Figure 5: Muscle projection after mucosa undermining

the medial segment of the tongue defect was aesthetically
reconstructed, followed by the lateral segments of the
tongue, so as to get the smooth shape of the tongue.

Post-surgery healing was uneventful [Figures 8 and 9].
Patient’s speech was better with improved articulation.
Aesthetic appearance of the tongue was better and the hand
movements were intact with improved cosmesis as well.

DISCUSSION

Developmental anomalies arising from the lower half
of the first branchial arch, such as the complete or

Figure 4: V-shaped excision

Figure 6: After-muscle repair
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Figure 7: After-mucosal trimming and closure

Figure 9: Postoperative picture of repaired hand

incomplete cleft of the lower lip, mandible and tongue
are rare, as compared to cleft lip or cleft palate derived
from the upper half of the first branchial arch.!"!

Developmental malformations seen on the tongue may
be either major or minor, single or multiple. These rare
anomalies are classified as:

1. Aglossia,

2. Microglossia,

3. Hemiatrophy,

Hemihypertrophy,
Macroglossia,

Long tongue,
Ankyloglossia,

Cleft or bifid tongue and
Hamartomatous lesions.?

W eNo U

The development of the tongue begins during the fourth
week of intrauterine life, the first pharyngeal arch forms
the movable anterior body of the tongue. The second
and third arches form the posterior, immovable base of
the tongue.P! Tissues of the tongue have three parts,
the central tuberculum impar and the two lateral lingual
swellings. The lateral parts rapidly enlarge and merge,
overgrowing the central tubercle. Gradually, the three
parts of the anterior tongue merge to form a unified
structure.>?! The tongue is a good example of muscle cell
migration because it originates in the occipital myotomes
and migrates anteriorly into the floor of the mouth.F!

The failure of fusion of the first pair of branchial arches or
a failure of mesodermal penetration into the midline of
the mandibular part of the first branchial arch, have been
proposed as the etiology for complete or incomplete
cleft of the lower lip, mandible and tongue.!!

When any of the above phenomenon is disturbed, it gives
rise to isolated cleft tongue or bifid tongue. A similar
explanation may be put forth to explain the pentafid
tongue that was seen in our case, that is, any process
affecting this mesodermal penetration and mesenchymal
fusion during the tongue development accounts for this
malformation.

They may occur as an isolated entity or as a part of
clinical syndromes.! Syndromic conditions include the
Opitz G/BBB syndrome, oral-facial-digital syndrome
type I, Klippel-Feil anomaly and Larsen syndrome.! Oral-
facial-digital syndrome types I, II, IV and Vlhave been
associated with tongue clefts, median lip with or without
mandibular clefts and digital variations!>7#l,

Instances of cleft palate, mandibular cleft, midline
palatomandibular bony fusion and cervical vertebrae
have been associated with tongue clefts as well.”! Rare
cases of bifid tongue have also been reported among
infants of the diabetic mother."" In our literature search,
we never came across any such reported cases of either
a pentafid tongue or a pentafid tongue associated with
polydactyly.
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CONCLUSION

Diagnosing this clinical entity and its treatment options
frequently create a dilemma in the minds of clinicians.
Sometimes we need to broaden our mind to think beyond
syndromes that have already been illustrated in the
literature for the right diagnosis and for the appropriate
management.
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