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Case Report

Lagophthalmos- A Rare Presenting Sign
in a Case of Childhood Pontine Glioma

N Gayathri1, G Premnath2, S Kiruthika3, Manoj Vasudevan4, Geeta Anusha Loya5

ABSTRACT
Brain stem glioma is a rare central nervous system tumour arising from glial cells which occur mostly in children. Diffuse Intrinsic
Pontine Gliomas (DIPG) and Focal glioma are the two types of pontine glioma. DIPGs are highly aggressive. The clinical features
are not the same in every child. It commonly has a grave prognosis as most children die within 18 months of diagnosis. We present
a case of 10-year-old boy complaining of watering from the left eye for four days. There was no history suggesting involvement
of any other cranial nerves and there was no episode of any seizure or similar history. On examination he was found to have left
lagophthalmos. Magnetic Resonance Imaging (MRI) of brain showed features of pontine glioma with mass effect. To prevent
exposure keratopathy, the child was started on lubricating drops/gel and lid taping and referred immediately to a cancer centre for
further management. Patients with pontine gliomas usually complain of gait disturbance, headache, limb weakness and double
vision. To authors’ knowledge no other documented case has presented with lagophthalmos. This case is presented for the rarity
of the presenting symptom and to stress the importance of picking early ophthalmic signs.
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CASE REPORT
A 10-year-old boy presented with complaints of watering from his
left eye since the past four days. He had no associated history of
double vision, headache, hearing loss, fever, facial asymmetry and
difficulty in swallowing or speech. There was no episode of any
seizure or similar complaints reported in the past.

management. Inspite of early referral the child succumbed to the
disease after three months of external beam radiation.

On examination, his visual acuity was 6/6 in both the eyes and intra
ocular pressure was within normal limits. Hirschberg’s test revealed
orthophoria and extra ocular movements were full and free and
a horizontal gaze nystagmus was noted in primary position. Left
eye demonstrated lagophthalmos with good Bell’s phenomenon
and no corneal exposure [Table/Fig-1]. Corneal sensations were
not reduced. Direct and consensual pupillary reflexes were normal.
Dilated fundus examination was normal with no evidence of
papilloedema. Right eye was normal.

[Table/Fig-1]: Left eye lagophthalmos.

Expert opinions from a pediatrician and a neurologist were obtained.
Neurologist reported a GCS of 15/15 and no demonstrable facial
nerve palsy except lagophthalmos. Also, the plantar reflexes were
extensor bilaterally. After three days the patient developed left
sided ataxic gait. He was advised an MRI of the brain [Table/Fig-2]
which showed a fairly defined, T2 hyperintense lesion measuring
39×39×33 mm centered at right paramedian aspect of pons causing
distortion and partial effacement of fourth ventricle and mass effect
over the tip of cerebellar tonsil.
As a prophylactic measure for corneal exposure keratopathy, the
patient was started on lubricating eye drops and eye gel at night
followed by lid taping and was referred to a cancer centre for further
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[Table/Fig-2]: MRI showing T2 hyperintense lesion at right paramedian aspect of pons.

DISCUSSION
Brain stem gliomas are tumours formed from glial cells which affect
the midbrain, pons and medulla. They comprise 10% of all childhood
brain tumours, the usual age of presentation being 14 years of age
[1]. Around 75-80% of the tumours are located in the pons [1,2].
As the brain stem controls vital functions such as respiration, heart
rate, blood pressure, the nerves and muscles; signs and symptoms
depend on where the tumour is located in the brain stem; its size
and its rapidity in growth. Brain stem gliomas are of two types. Most
common are DIPGs which occur in childhood and they arise from
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Pons [3]. Focal gliomas form in the other parts of the brain stem.
DIPG is considered the most severe childhood tumour with no
remarkable progress in treatment in last five decades [4].
DIPG has grave prognosis when compared with focal gliomas.
Pontine glioma patients usually report with the classic triad of cranial
nerve palsies, long tract signs and ataxia [2]. Among cranial nerves
sixth and seventh nerves are most commonly affected [2], but often
overlooked in children. Lachi PK et al., studied 48 children and
Laghari AA et al., studied 18 children but none of them presented
with lagophthalmos [5,6]. One study found that brain stem glioma
patients present with gait disturbance (61%), headache (44%),
weakness of the limbs (42%), and diplopia (10%) [5]. Das S had
reported a case with sixth nerve palsy as the presenting sign [7].
None of them had presented with lagophthalmos. PubMed search
for lagophthalmos as a presenting sign in pontine gliomas revealed
no results.
The case primarily presented at the ophthalmology clinic with
watering, on skillful examination revealed lagophthalmos. In such
cases, careful evaluation with MRI of the brain at the earliest
[8,9] can identify the tumour and early diagnosis is an important
prognostic factor. The radiologic features of DIPG vary from case
to case. They can be expansible masses with no enhancement
or necrosis and surrounding infiltrative growth or central necrosis
and peripherally enhancing masses with significant mass effect
but minimal surrounding T2/FLAIR hyperintensity [10]. Conditions
such as acute demyelinating encephalomyelitis, tuberous
sclerosis, neurofibromatosis type I, Langerhan cell histiocytosis,
hamartoma, medulloblastoma and ependymoma should be
considered as radiological differential diagnosis. Low grade
brain stem gliomas are effectively managed by external beam
radiotherapy [11], however high grade tumours result in high
fatality [12]. Surgical excision and chemotherapy have been found
to have fewer roles.
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CONCLUSION(S)
Childhood mid brain gliomas are rare brain tumours with a poor
survival rate with lagophthalmos being one of the rarest presentations.
This case is presented for the rarity of the presenting symptom and
to stress the importance of picking early ophthalmic signs. ‘Eyes are
the window of the central nervous system’ is once again proved.
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