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Abstract

The syndrome of unilateral anotia, and ipsilateral facial palsy is one of the extremely rare manifestations of genetic abnormalities.

The occurrence of microtia/anotia syndrome in association with congenital facial palsy has been reported in association with teratogenic effect of thalidomide and
retinoic acid, well-Known syndromes such as Berry Treacher Collins and Goldenhar, and poorly characterized cardiofacial syndrome or syndromes including the
cases of Matthies, Pearl, Hall, Bretton Chappuis and Engel, and Girisha and Phadke.

There have been very few reports of the occurrence of microtia/anotia syndrome in association with congenital facial palsy without other congenital cardiac defects or
other congenital abnormalities. These reports include the reports of Parkash and colleagues, Gathwala and colleagues and Mahale, e# a/.

The aim of this paper is to describe the extremely rare occurrence of the syndrome of congenital ipsilateral facial palsy and unilateral anotia in an Iraqi infant.

'This Iraqi patient most probably represents the fourth patient with the syndrome of microtia/anotia syndrome and congenital facial palsy without other abnormalities.

Introduction

Anotia (No ear) is a rare congenital malformation of the complete
absence of the pinna of the ear, and narrowing or absence of the ear
canal. Microtia is a rare congenital malformation with the presence of
a small part of the pinna. The two conditions anotia and microtia may
occur unilaterally or bilaterally, and they result in conductive hearing
loss. Isolated anotia and microtia were thought to have a genetic basis.
Anotia/microtia occurs when tissues associated with the formation of
the auricle do not develop [1,2].

The association of ear malformation and cranial nerve palsies
was originally reported to occur in thalidomide children. Matthies
reported the occurrence of anotia and facial paralysis facial paralysis
in association with cardiac defect in non-thalidomide children [2-4].

The occurrence of microtia/anotia syndrome in association with
congenital facial palsy has also been reported in association with
teratogenic effect retinoic acid [1].

Well-Known syndromes associated with microtia/anotia and
congenital facial palsy include Berry Treacher Collins and Goldenhar [1,2].

The syndrome of complete unilateral anotia and ipsilateral facial palsy
is one of the extremely rare manifestations of genetic abnormalities.

The aim of this paper is to describe the extremely rare occurrence
of the syndrome of congenital facial palsy and ipsilateral anotia in an
Iraqi infant.

Case report

Y.S was first seen at the age of 45 days because unilateral anotia
occurring in association with ipsilateral congenital facial palsy. The
parents were relatives and had other three normal children. A cousin
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of the patient had isolated congenital unilateral facial palsy and she
was doing well at sixth grade primary school. The facial paralysis in the
cousin of the patient was not attributed to traumatic delivery or birth
asphyxia and didn’t show obvious improvement with time.

Y.S had complete absence of the right ear, while her left ear was
normal (Figure 1). She also had right facial palsy (Figure 2). When the
patient was sleeping, both eyes were closed. When she was awake and
calm, there was loss of the nasolabial fold on the right side, but when
she became more vigilant, the right eye was more widely open than the
left. When the patient cried vigorously, the was obviously paralysis of
the right side with no contraction of the right side of the face, absence of
the nasolabial fold and incomplete closure of the right eye confirming
lower motor neuron lesion of the right facial nerve (Figure 2) and
poorly characterized cardiofacial syndrome or syndromes including
the cases Girisha and Phadke.

Discussion

The occurrence of microtia/anotia syndrome in association with
congenital facial palsy has been reported in association with poorly
characterized cardiofacial syndrome or syndromes including the cases
of Matthies [4] , Pearl [5], Hall [6], Bretton Chappuis and Engel [7],
and Girisha and Phadke [8].
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There have been very few reports of the occurrence of microtia/
anotia syndrome in association with congenital facial palsy without
congenital cardiac defects or other congenital abnormalities. These
reports include the reports of Parkash and colleagues [9], Gathwala and
colleagues, [10], Mahale, et al. [11].

Therefore, this Iraqi patient represents the fourth patient with the
syndrome of microtia/anotia syndrome and congenital facial palsy
without other abnormalities.
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Figure 2. The girl also had right facial palsy
Brain CT-scan (Axial and 3D native sections showed normal findings
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