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Our case highlights a rare but serious complication of commonly 
used antibiotics as chloramphenicol and ciprofloxacin. It 
emphasizes the importance of baseline evaluation of visual 
functions before initiating these antibiotics especially when 
planning to continue at higher doses and for a prolonged period. 
In addition to the periodic evaluation of visual functions every 
3 months, such patients should be educated to immediately 
report any visual symptom. Prompt cessation of the offending 
drugs is the key in managing such cases.
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Ataxia as Forme Fruste of Opsoclonus Myoclonus Ataxia 
Syndrome

Dear Sir,

Opsoclonus, myoclonus and ataxia syndrome is characterized 
by opsoclonus, myoclonus, irritability, behavioral changes, and 
sleep disturbances. Diagnosis is easy when 2 or more of these 
symptoms are present. Most of these children have underlying 
neuroblastoma. We describe a 3-year-old girl who presented 
with subacute ataxia with posterior mediastinum mass, which 
was histologically diagnosed as neuroganglioma.

case PResentatIon

A 3-year-old girl presented with unsteadiness of gait of 
one-month duration. She had tremulousness of hands on 
attempting to feed. The fluency and volume of her speech 
had reduced, and her sleep was disturbed. On further 
questioning, she had recurrent early morning wheezing for 

which she was treated with prednisolone (10 mg/day) for 
5 days by a local practitioner, following which the symptoms 
markedly improved. On examination, her anthropometry 
was age-appropriate. Neurological examination revealed 
low pitched slow staccato speech, wide-based unsteady gate, 
tremulousness and impaired finger-nose test, suggestive 
of cerebellar ataxia. She was evaluated for subacute and 
fluctuating ataxic symptoms. Her Magnetic Resonance 
Imaging (MRI) of the brain was normal. Since the child had 
a response to oral corticosteroids, immune-mediated ataxia 
was considered. MRI of the chest showed 2.8 × 2 cm mass in 
posterior mediastinum at D3-D6 level in the right paravertebral 
location region abutting the right main bronchus [Figure 1]. 
A possibility of an incomplete form of Opsoclonus myoclonus 
ataxia syndrome (OAMS) was considered, and she was treated 
with methylprednisolone for 5 days and oral corticosteroids 
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Neuroganglioma is a well circumscribed tumor consisting 
of mature ganglion cells and Schwann cells, commonly 
located in the posterior mediastinum. Immature forms of 
neuroblastic tumours like neuroblastoma are more common 
in younger children, while neuroganglioma predominantly 
are seen in older children. Neuroganglioma is symptomatic 
in only half of children; with the common symptoms being 
pain and respiratory distress due to pressure symptoms 
on adjacent structures. In a series of 146 patients with 
ganglioneuroma, none of the patients had neurological 
symptoms.[5] It is hypothesized that neuroblastoma may evolve 
into neuroganglioma during chemotherapy or neuroganglioma 
may arise de novo. Majority of children with OAMS have 
underlying neuroblastoma, though neurogangliomas have 
been described in isolated reports. Anti-cerebellar antibodies 
and GluR epsilon too have been described in children with 
ataxia and neuroganglioma.[6,7] Neurological symptoms in 
neuroglioma can persist despite of tumor removal due to the 
presence of anti-neuronal antibodies. Symptoms may improve 
with decrease in titre of anti-tumour antibody.[8]

To conclude, the presence of isolated ataxia can be forme fruste 
of OMAS, and the diagnosis of OAMS should be considered 
in any child presenting with ataxia, with or without behavioral 
changes and sleep disturbance.
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Figure 1: MRI Chest (Axial TRUFI image) showing a hyperintense mass 
of size 2.8 × 2 cm in posterior mediastinum in right paravertebral region 
abutting the right main bronchus.

for 3 months. Surgical excision of the mass was done, and the 
histopathology suggestive of neuroganglioma [Figure 2]. The 
child was continued on 0.5 mg/kg prednisolone for 3 months, 
followed by tapering. Recurrence of ataxia was noted, 1 month 
after tapering of steroids. A repeat MRI scan of the chest and 
abdomen didn’t show any residual tumour activity. Steroids 
were reinitiated and given at 1 mg/kg dose for 2 weeks (total 
steroid duration of 3 months). Her symptoms of irritability, 
sleep disturbances, and ataxia subsided gradually. Currently, 
she is in follow-up for the last 2 years (not on any 
medications), and asymptomatic [Videos 1-3].

DIscussIon

The case is interesting as the child at presentation had only 
ataxia leading to a diagnosis of OAMS. The cardinal symptoms 
of OAMS are opsoclonus, myoclonus, and ataxia. Irritability, 
behavioral changes, and sleep disturbances are other commonly 
associated symptoms.[1] Diagnosis of OAMS is challenging 
in the absence of opsoclonus and myoclonus. Opsoclonus, 
though absent in the index case, is frequently misdiagnosed 
as nystagmus.[2]

Similarly, sleep disturbances and irritability can be so subtle, 
that they are often missed. Diagnosis of OAMS is frequently 
delayed in children presenting with only ataxia. In a series of 
26 pediatric OMAS, only 2 children with isolate ataxia were 
diagnosed with OMAS, after a delay of 18 months after diagnosis 
of ataxia.[3] The response to oral corticosteroids also suggested 
immune-mediated ataxia, which led to a suspicion of OAMS and 
its early diagnosis. A diagnostic criteria has been described, and 
3 out of 4 criteria should be present for the diagnosis of OMAS: 
a) opsoclonus; b) myoclonus or ataxia; c) behavioral change or 
sleep disturbances; d) neuroblastoma. A possibility of OAMS 
should be considered when acute onset ataxia is present along 
with irritability and sleep disturbances. Viral trigger preceding 
OAMS, as in the index case has been described.[1,4]

Neuroganglioma, ganglioneuroblastomas and neuroblastomas 
are neural crest tumors’ with varying level of cell differentiation. 

Figure 2: Hematoxylin and eosin stain (H and E) from resected mass 
showing cytodifferentiated ganglion cells in a background of fibrillary 
schwannian stroma arranged in fascicles and storiform pattern (A; 
H and E; 100X) (B; H and E; 400X).

ba



Letters to the Editor

 Annals of Indian Academy of Neurology ¦ Volume 23 ¦ Issue 3 ¦ May-June 2020 417

Sumeet R. Dhawan, Indar Kumar Sharawat, Renu Suthar, Deepak Bansal1, 
Prema Menon2, Bishan D. Radotra3, Anmol Bhatia4

Departments of Pediatrics, Pediatric Neurology Unit, 1Pediatrics, Pediatric 
Hemato‑Onchology Unit, 2Pediatric Surgery, 3Histopathology, and 4Radiodiagnosis, 

Postgraduate Institute of Medical Education and Research, Chandigarh, India

Address for correspondence: Dr. Renu Suthar, 
Pediatric Neurology Unit, Department of Pediatrics, Postgraduate Institute 

of Medical Education and Research, Chandigarh ‑ 160 012, India. 
E‑mail: drrenusuthar@gmail.com

RefeRences
1. Gorman MP. Update on diagnosis, treatment, and prognosis in opsoclonus- 

myoclonus-ataxia syndrome. Curr Opin Pediatr 2010;22:745-50.
2. Matthay KK, Blaes F, Hero B, Plantaz D, De Alarcon P, Mitchell WG, 

et al. Opsoclonus myoclonus syndrome in neuroblastoma a report 
from a workshop on the dancing eyes syndrome at the advances 
in neuroblastoma meeting in Genoa, Italy, 2004. Cancer Lett 
2005;228:275-82.

3. Pang KK, de Sousa C, Lang B, Pike MG. A prospective study 
of the presentation and management of dancing eye syndrome/
opsoclonus-myoclonus syndrome in the United Kingdom. Eur J Paediatr 
Neurol 2010;14:156-61.

4. Tate ED, Allison TJ, Pranzatelli MR, Verhulst SJ. Neuroepidemiologic 

trends in 105 US cases of pediatric opsoclonus–myoclonus syndrome. 
J Pediatr Oncol Nurs 2005;22:8-19.

5. De Bernardi B, Gambini C, Haupt R, Granata C, Rizzo A, Conte M, 
et al. Retrospective study of childhood ganglioneuroma. J Clin Oncol 
2008;26:1710-6.

6. Sheela SR, Mani PJ. Opsoclonus myoclonus syndrome: Response to 
plasmapheresis. Indian Pediatr 2004;41:499-502.

7. Noguchi S, Kaga Y, Takahashi Y, Aoyagi K, Nakamura K, Kamiya Y, 
et al. [A case of recurrent paraneoplastic cerebellar ataxia with 
antibodies to GluR epsilon 2 causally related to ganglioneuroma]. No to 
hattatsu. 2010;42:297-301.

8. Fancellu R, Corsini E, Bernardi G, Buzzo P, Ferrari ML, Lamantea E, 
et al. Paraneoplastic cerebellar ataxia associated with anti-Hu antibodies 
and benign ganglioneuroma. Funct Neurol 2014;29:277-80.

This is an open access journal, and articles are distributed under the terms of the Creative Commons 
Attribution‑NonCommercial‑ShareAlike 4.0 License, which allows others to remix, tweak, and build 
upon the work non‑commercially, as long as appropriate credit is given and the new creations are 
licensed under the identical terms.

DOI: 10.4103/aian.AIAN_111_19

Videos available on: www.annalsofian.org

Opercular Syndrome Presenting as Trismus: An Interesting 
Finding

Sir,
Opercular syndrome (OPS) presents with bilateral paresis of 
facial, lingual, pharyngeal, and masticatory muscles innervated 
by 5th, 7th, 9th, 11th, and 12th cranial nerves leading to loss of 
voluntary control however the autonomic, involuntary and 
reflexive functions are intact. It occurs due to involvement 
of bilateral opercular area and vascular aetiology remains 
the most common leading to this syndrome. Herein, we are 
reporting a case presenting as trismus and later on diagnosed 
as opercular syndrome.

A 66-year-lady presented to emergency with acute onset 
inability to open mouth and speak. She was attended by 
emergency resident and evaluated for trismus. Neurology 
consultation was also sought as she had acute symptoms. She 
had acute onset trismus with tight closure of jaw, was unable 
to speak although she was conscious, alert, and obeying other 
commands. On examination she had subtle weakness of right 
upper limb. All cranial nerves could not be examined properly 
as she was not opening her mouth; however, later on after some 
improvement of trismus, she was found to have inability to 
move her tongue or swallow. However, it was noted that though 
she did not open her mouth on commands, but she was able 
to do so during smiling and yawning. She had blood pressure 
of 130/84 mm Hg and pulse of 84/min. MRI (Magnetic 
resonance imaging) brain showed acute infarct in left frontal 
opercular region [Figure 1]. CT angiography Brain was also 

unremarkable except paucity of the cortical branches of both 
middle cerebral arteries. Her routine investigations were 
normal except mild anemia with hemoglobin of 11.6 gm/dl. 
Electrocardiogram (ECG), echocardiogram and 24-hour Holter 
examination were normal. Lipid profile was normal. Serum 
CRP (C reactive protein) was 5.9 mg/dl. Vasculitis markers 
including ANA (antinuclear antibody), ANCA (antineutrophil 
cytoplasmic antibodies) were normal. She had history of type 2 
diabetes and hypertension for 10 years. She was admitted in our 
hospital for ischemic stroke (infarction right frontal opercular 
region) 7 months back for which she was thrombolyzed with 
recombinant tissue plasminogen activator after which her 
weakness significantly improved and was regularly taking 
aspirin 150 mg since then. She was also diagnosed with 
adenocarcinoma right lung (on biopsy) 8 month back for which 
she was on regular chemotherapy (6 cycles of carboplatin and 
pemetrexed). After 2-month follow up, she was able to open 
her mouth to some extent but was not able to speak and was 
on Ryle’s tube for feeding.

Our patient presented with acute onset trismus, dysphagia 
and anarthria with subtle right upper limb weakness. She 
was able to open her mouth while yawning and laughing 
but was not able to do so on commands. This is the typical 
presentation of anterior opercular syndrome. Opercular 
syndrome is a rare type of cortical pseudobulbar palsy 
in which there is loss of voluntary innervation of the 
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