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SUM M ARY

Goldenhar's syndrome (Goldenhar-Gorlin syndrome, 
facioauricuiovertebral sequence, oculoauriculoverteb- 
ral dysplasia) is a variant of craniofacial microsomia 
(first and second branchial arch syndrome). It is gene­
rally characterized by epibulbar dermoids and/or lipo- 
dermoids, pretragal blinded fistulas, skin tags on the 
cheek and vertebral anomalies. A 24-year-old female 
patient with Goldenhar's syndrome was presented in 
this paper.

K e y W ords: Craniofacial anomalies - Facial abnor­
malities - Goldenhar's syndrome.

IN TR O D U C T IO N

Goldenhar's syndrome which has similar features to 
craniofacial microsomia (first and second branchial 
arch syndrome) is characterized by epibulbar dermoids 
and/or lipodermoids, pretragal skin tags and blinded fis­
tulas and vertebral anomalies (1-9).

Epibulbar dermoids which are the most critical and typi­
cal features of this syndrome occur frequently at the lo­
wer temporal quadrant of the globe (1,3,6,7,9). Upper 
lid colobomas are also common in these patients (1,6).

Single or multiple skin tags may be seen on the preauri- 
cular or cheek region. They may be found unilaterally or 
bilaterally (1,3,6,7).

Vertebral anomalies are seen in 75-85 percent of the 
cases as vertebral fusion, scoliosis, hemivertebrae and 
spina bifida (1,3,6,7).

Asymmetry of the skull, mild malar hypoplasia (in about 
60 percent of the cases), receding chin, aplasia of the 
ramus and condyle of the mandible, hypertelorism,

blepharoptosis, narrow palpebral fissures, lacrimal dra­
inage system anomalies, cleft lippalate, high-arched 
palate, bifid uvula, bifid tongue, double lingual frenulum, 
digital anomalies (clinodactyly, hypoplasia, webbing, 
polydactyly), urogenital anomalies and cardio-vascular 
system anomalies have been reported as associated 
anomalies with Goldenhar's syndrome (1-3,6,7,9). Fa­
cial nerve weakness is another associated finding with 
this syndrome (2,5).

The incidence of the syndrome was estimated one in 
3500-5600 live births (6).

C A S E R EP O R T

A 27-year-old female patient was admitted with the 
complaint of a furrow on the left cheek, which was pre­
sent since birth.

There was no family history of congenital lesions.

During physical examination, an asymmetry was found 
on the face due to hemifacial hypoplasia. The patient 
had macrostomia and there was a furrow on the cheek 
extending from oral commissure to the ear on the left 
cheek. Hypoplasia of soft tissue (skin, subcutaneous 
tissue and muscle) and bone (mandible) was found aro­
und this furrow. She had no tragus on the left ear. A skin 
tag settled down the location of absent tragus. Another 
skin tag on the cheek had been excised before (Fig.1 a, 
1b). There was also facial nerve weakness on the affec­
ted half of the face (Fig 1c). Scoliosis was found during 
physical examination.

During x-ray examination, hypoplasia of body and ra­
mus of mandible on the left side and scoliosis and spina 
bifida occulta in the vertebral column was found (Fig 2a, 
2b,3).
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Fig 1. (a) Front view and b)lateral view of the face of the patient.

Fig 1. c) Weakness of facial nerve on the affected side.

D ISC U SSIO N

Craniofacial microsomia is a complex malformation 

usually associated with abnormalities of other systems. 

Because of heterogenous nature of craniofacial micro­

somia, it is difficult to classify the individual deformity. 

Some authors separate the cases according to associa­

ted malformations.

In 1952, Goldenhar considered the cases of craniofaci­
al microsomia who had epibulbar dermoids-lipodermo- 

ids, vertebral anomalies to constitude another syndro­
me. On the other hand, this entity was included in the 
classification of unilateral craniofacial microsomia as 

"Goldenhar type" (=Type IV) by some authors (7). So, it 
is very difficult to differentiate Goldenhar's syndrome 
from craniofacial microsomia. However, the deformity 

in craniofacial microsomia has three main features: Au­
ricular, maxillary and mandibular hypoplasia. It can 
widely involve external ear (various ear deformities or 
anotia), mastoid process, middle ear, temporal bone 
and base of the skull (1,7,9). Craniofacial microsomia 
does not include ocular abnormalities which are seen in
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Fig. 2 (a) X-rays of anterior and b) left lateral of the head (hypoplasia of body and ramus mandible)

Goldenhar's syndrome (7,9).

Goldenhar's syndrome is closely related with no.7 rare 

craniofacial cleft (8). Tessier had admitted that no.8 

cleft belongs to Treacher-Collins and Goldenhar's 
syndrome. He had also reported that soft tissue malfor­

mations are more severe than bony defects in Golden­

har's syndrome and dermatocele and true cleft of the la­

teral canthus are parts of this syndrome (4).

In our patient the main event is no. 7 cleft with macrosto- 
mia, a furrow on the cheek and skin tags on the soft tis­
sue and hypoplasia of mandible on the bone frame­
work. The other anomalies associate this cleft. Thus, 
these three main lesions form Goldenhar's syndrome 
and she clearly shows a distinct entity from craniofacial 

microsomia.

In conclusion, we agree with the authors who believe 

that no. 7 cleft belongs to Goldenhar's syndrome and it 
is considered as a distinct entity (1,3,6,8,9)

Fig. 3) X-ray of the vertebral column (scoliosis and 
spina bifida)
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