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ABSTRACT

Childhood cancer is not amenable to preventive or screening strategies. The most effective strategy to reduce the
cancer burden and improve outcomes, is to focus on early, correct diagnosis followed by evidence-based therapy.
When diagnosed early, they are responsive to appropriate therapy and increases survival rates, thereby reducing the
need for intensive treatment and reduces the expenditure per child. Retinoblastoma is the most common intra ocular
malignancy and is one of the most curable cancers in children. If diagnosed early and treated optimally, not only they
are completely cured but a vast majority can have ocular salvage and retain vision. Lack of awareness among general
population, diagnostic delays, delays in referral to proper treatment centre, compounded by socio economic factors
attributes to the poor outcome in such children. We report a case of 2 years 10 months old girl child whose initial
presentation of leukocoria was missed and later presented with advanced retinoblastoma with CNS metastasis.
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INTRODUCTION

India is currently in a state of transition, economically
and epidemiologically in terms of health. We have made
enormous strides over past few decades. Still
communicable diseases continue to remain a major health
problem. Non communicable diseases contribute to 62%
of total deaths in India, but with limited resources and
infrastructure, focus of health care policy is still onwards
communicable diseases, reproductive health and
malnutrition.

Low middle income countries including India account for
80% of childhood cancer burden.! In India, non-
communicable diseases accounts for half of all deaths in
age group of 5-14 years.? Childhood cancer in India
accounts for 0.7-4.4% of total cancer diagnosis.® In spite
of significant improvement made in childhood cancer

services in last few decades, outcome when compared to
global standards still remains modest in India. Significant
barriers are delays in recognition, diagnosis and cure.

Among all the childhood cancers retinoblastoma provides
a unique opportunity of identifying it at an earlier stage
when the disease is curable. Retinoblastoma is the most
common intraocular malignancy of infancy and
childhood. The overall survival rate of retinoblastoma is
reported to be more than 95% when diagnosed in
intraocular phase.* But delayed diagnosis and treatment
leads to extraocular metastasis, visual loss and death. The
mortality rate in advanced cases, is reported to be as high
as 50-90%, in developing countries.®

We report a case of CNS metastatic retinoblastoma who
had facial disfigurement and fungating bleeding ulcer of
left eye. Palliative chemotherapy caused significant
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reduction in size of the lesion and improved the quality of
life of child. The case highlights the need for increasing
the awareness among public and primary health care
providers for early recognition of retinoblastoma.

CASE REPORT

A 2 year 10 months old girl child, was noticed to have
white reflex in left eye when she was 1 year old. She was
taken to a nearby primary health centre and advice
nutritional supplements for the same. But with no clinical
improvement, she was taken to nearby higher
ophthalmology centre, 8 months later and was managed
as traumatic cataract and was on regular follow up. Six
months later, she developed progressive swelling of left
eye and was taken to back to same centre and advised CT
scan, which could not be done due to covid lock down.
The child was later taken to an ophthalmology centre
elsewhere in October 2020. Imaging study done revealed
metastatic retinoblastoma of left eye. Child was advised
high dose chemotherapy. The family has been struggling
to organize funds to initiate chemotherapy when the
swelling involved entire left face causing disfigurement
and foul smell emanating from the ulcerated lesion.
From first week of December, she became lethargic, had
poor oral intake and was bed ridden. The parents were
withdrawn due to the social stigma of having a child with
foul smelling and pus discharging ulcerated lesion
(Figure 1). With the help of local community service
organization, who arranged some funds, she brought to
tertiary care ophthalmology centre in Chennai. MRI brain
done showed left eye orbital retinoblastoma with
metastatic deposits in mandible, maxilla, zygoma, frontal,
temporal and parietal epidural spaces. CSF analysis
showed positive malignant cells. Family was counselled
about the poor prognosis. In view of physical suffering of
child, case was discussed in a multi-disciplinary meet and
after approval from tumor board planned for palliative
chemotherapy with family’s consent. Chemotherapy and
supportive care were provided with fund support from the
hospital. After the first cycle of chemotherapy, there was
significant reduction in swelling of eye (Figure 2).
Child’s general condition and appetite improved and she
became active once again. After 3 cycle, proliferative
growth was restricted to eye (Figure 3).

Figure 1: Ulcerated, pus discharging lesion of left eye.

Figure 3: After 3" cycle of chemotherapy.

DISCUSSION

Around 43% of global burden of retinoblastoma children
live in 6 countries of Asia-pacific region-India, China,
Indonesia, Pakistan, Bangladesh and Philippines. Around
1500 new retinoblastoma cases are diagnosed in India,
every year. But the awareness about retinoblastoma is
very low in developing countries. The poor survival rates
in underdeveloped nations are being attributed to
inadequately trained primary health care workers, lack of
diagnostic facilities at regional centres, delays in
referrals, families’ belief in indigenous medicines,
availability of specialized treatment facilities only in
cities and financial constraints.® In developing countries,
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orbital extension is a major cause of death in children
with retinoblastoma.

Leukocoria remains the most common presentation of
retinoblastoma followed by strabismus, proptosis, visual
loss and red eye.” Lack of awareness among parents and
primary health care providers about leukocoria results in
seeking medical management, when the child has already
lost vision or has an advanced stage of disease.

As early diagnosis and timely treatment are vital for
better prognosis retinoblastoma, increasing public
awareness, organizing education programmes for
pediatricians and ophthalmologists and improving health
care accessibility are the need of the hour. The level of
awareness of first contact health provider in identifying
and making appropriate referral is critical. Hence the
need to conduct awareness programmes among general
physicians about early signs of retinoblastoma. Posters
depicting various symptoms of retinoblastoma can be
displayed at all primary health care centres and private
clinics to increase the awareness among general public.
Red eye reflex examination should be made compulsory
in all newborns and all children up to 5 years of age,
when they are brought for immunization or for any minor
illness.

In some of the developing nations, when the educational
programme was linked with vaccination programmes, the
results were encouraging, as the rate of orbital
retinoblastoma cases reduced to half in the post campaign
period. 8

CONCLUSION

As orbital retinoblastoma is more common in developing
countries, implementation of cost-effective measures like
increasing awareness among public and health care
physicians will help in reducing the mortality of this
highly curable pediatric malignancy.
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