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ABSTRACT

Goldenhar Syndrome (GS) is a relatively common developmental disorder
characterized by craniofacial anomalies in association with vertebral, cardiac,
renal, and central nervous system defects. A 24-year-old female patient reported
to the Department of Obstetrics and Gynecology of with chief complaints of
amenorrhea for 9 months and pain in abdomen. A provisional diagnosis of
Goldenhar syndrome was made which was later confirmed by radiographic
investigation Despite the presence of a difficult airway, awake fiber optic
intubation was not possible as our patient refused to cooperate. We planned
for general anesthesia as patient did not give consent for subarachnoid block.
Patient was pre-oxygented with 100% oxygen for 3 min. Induction of patient
was done with injection propofol 100mg and cricoid pressure was applied after
loss of consciousness. Injection succinylcoline 100 mg was given intravenously
and McGrath™ MAC video laryngoscope was used to intubate the patient.
Anesthesia was maintained with nitrous oxide (60%), oxygen (40%). Atracurium
was used as muscle relaxant during maintenance period. After extubation,
patient was shifted to post anesthesia care unit for further observation and
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discharged later.
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INTRODUCTION

Goldenhar Syndrome (GS), also known as oculoau-
riculovertebral dysplasia or hemifacial microsomia
has a wide range of clinical manifestations, including
craniofacial, vertebral, cardiac, renal, and central nervous
system anomalies. The typical presentation of GS
includes epibulbar dermoids, microtia, mandibular
hypoplasia, and vertebral anomalies. The causes for
these developmental defects seem to be heterogeneous.
GS is a condition with a prevalence ranging from
1:3,500 to 1:7,000 live births, and a male-female ratio
of 3:24. Although most cases are sporadic, familial
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occurrences have been observed. This paper describes
Anesthetic management of a patient with goldenhar
syndrome undergoing emergency caesarean section.

CASE REPORT

A 24-year-old female patient reported to the department
of Obstetrics and Gynecology of our medical college
with the chief complaints of amenorrhea for 9 months
and pain in abdomen for 1 day. Airway examination
revealed limited mouth opening with inter-incisor gap
less than 3 ¢cm and mallampati grade III. Facial asym-
metry was present with flattening of right side of face
with loss of malar prominence along with presence of
bilateral preauricular tags. [Figure 1]

Malocclusion was present with crowding of teeth and
Macroglossia was also a prominent feature. [Figure 2]
The neck was short with restricted neck movement.
The preoperative ophthalmic examination showed
bilateral epibulbar dermoid in lateral fornix of eyes.
[Figure 3]
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Figure 1: Facial asymmetry and preauricular tags.

Figure 2: Macroglossia and malocclusion of teeth.

A provisional diagnosis of Goldenhar syndrome
was made which was later confirmed by radiographic
investigation (Computed Tomographic scan spine).
Computed Tomographic scan revealed mild scoliosis
at T5-Té6 level. [Figure 4].

Hematological and biochemical investigations were
unremarkable, along with normal 12-lead electrocar-

-

Figure 3: Epibulbar dermoid in lateral fornix.

Figure 4: CT scan spine showed mild scoliosis at T5-T6 level.

diogram. 2D echocardiography was done after caesarean
section which ruled out any cardiac anomaly.

Despite the presence of a difficult airway, awake fiber
optic intubation was not possible as our patient refused
to cooperate. We planned for general anesthesia as
patient did not give consent for subarachnoid block.
Informed written consent was taken from patient. The
patient was nursed into Operation Theater in the left
lateral position. On the operation table, multipara
monitor was attached and baseline parameters, including
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pulse-rate (90/min), blood pressure (130/80), and
peripheral oxygen saturation (100% on room air) were
recorded.

A 20 G intra venous cannula was secured in nondomi-
nating forearm. Injection ranitidine 50 mg and meto-
clopramide 10 mg was given intravenously. Patient was
preloaded with 10ml/kg ringer lactate over 10 min.
Patient was preoxygented with 100% oxygen for 3 min.
Induction of patient was done with injection propofol
100mg and cricoid pressure was applied after loss of
consciousness. Injection succinylcoline 100 mg was
given intravenously and McGrath ™ MAC video laryn-
goscope was used to intubate the patient. Endotracheal
tube (7 mm with stylet iz situ) was inserted after
visualization of vocal cords. Cricoid pressure was
released after confirmation of tube, and it was secured
in position. Anesthesia was maintained with nitrous
oxide (60%), oxygen (40%). Atracurium was used as
muscle relaxant during maintenance period. After
delivery of the baby, 5 IU of oxytocin was given slowly
and 10U/ hr infusion started. Injection fentanyl 100
microgram and ondensetron 4mg was given intrave-
nously. Intraoperative period was uneventful. At the
end of surgical procedure, neuromuscular blockade was
reversed with injection neostigmine (2.5 mg) and glyco-
pyrrolate (0.4 mg). After extubation, patient was shifted
to post anesthesia care unit for further observation and
discharged later.

DISCUSSION

Goldenhar syndrome was first described by Dr. Maurice
Goldenhar in 1952. The incidence has been reported to
be 1:35,000-1:56,000 with a male to female ratio of 3:2
and it is more often presents in paediatric age group
than adults. In this syndrome 90% of patients present
with pre-auricular skin tags (90%), 70 to 80% patients
have vertebral anomalies and hemifacial microsomia,
30-60% patients present with microtia cardiac and
central nervous system malformations, ocular anomalies
and genitourinary malformations.'

Neuroaxial anesthesia is usually difficult or contraindi-
cated due to spine malformations such as hemivertebrae,
block vertebrae and spina bifida. As the child grows,

airway management and administration of a general
anesthesia becomes increasingly difficult due to
restricted neck movements and airway anamolies.?
Various techniques such as Airtraq optical laryngoscope,
awake fiberoptic intubation, Laryngeal mask airway
have been described to manage the airway of patients
with Goldenhar syndrome.** Differential diagnosis of
this syndrome includes Treacher-Collins syndrome
and Townes Brocks syndrome, Mandibulofacial
dysostosis and Miller Syndrome (postaxial acrofacial
dysostosis). Treacher-Collins syndrome usually shows
similar features with a bilateral presentation. Townes-
Brocks syndrome shows additional thumb anomalies,
anal defects, and renal anomalies.’

CONCLUSION

The obstetric patient with Goldenhar syndrome presents
a number of anesthetic challenges due to craniofacial
deformities. A multidisciplinary approach is required
for early diagnosis and successful management of airway.
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