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Opsoclonus is defined as hyperkinetic, omnidirectional, spontaneous, and involuntary
chaotic eye movements. Opsoclonus-myoclonus-ataxia syndrome is addressed by
many names including “dancing eyes-dancing feet syndrome,” “Kinsbourne syn-
drome,” and “infantile polymyoclonia.” The early accounts of the clinical syndrome
date back to 1962 when Marcel Kinsbourne described six cases of this phenotype.
However, it was not until 1968 the association with occult neuroblastoma was first
reported. We report the video of a 1-year-old boy who presented with this syndrome for
a duration of 3 months. He was diagnosed to have an abdominal neuroblastoma and
was treated with resection of the tumor and administration of intramuscular adreno-
corticotropic hormone. He showed complete resolution of symptoms. The syndrome is
difficult to recognize and might be confused with seizures, tremors, or chorea; hence, it
isimportant that residents learnt to recognize this syndrome and look for an underlying

syndrome tumor actively.

Case Description

A 1-year-old boy presented with complaints of regression of
milestones and tremulousness of neck for a duration of
3 months. He was born out of nonconsanguineous marriage
at term with an uneventful perinatal period. The neuro-
development was normal (sitting without support, speaking
bisyllables and having stranger anxiety) till 8 months of age.
After this age, he gradually lost milestones and now he was
unable to speak any words or sit even with support. As per
parents, the child was excessively irritable and slept for very
short durations. On examination, vitals were stable, no
significant pallor, icterus, neurocutaneous markers, appar-
ent congenital malformation, abnormal odor, or organome-
galy were noted. There were opsoclonus movements of eyes
in all directions of gaze; these movements also persisted
during sleep. The truncal instability was there along with
intermittent jerky movements of neck and limbs. No cranial
nerve palsy, tone abnormality or focal neurological deficit

DOI https:/[doi.org/
10.1055/5-0043-1761264.
ISSN 0971-5851.

was noted (=~ Video 1). Rest of the systemic examination was
normal.

Video 1

Video of the child showing opsoclonus movement of
eyes in all direction with tremulousness of head.
Online content including video sequences viewable at:
https://www.thieme-connect.com/products/
ejournals/html/10.1055/s-0043-1761264.

In view of the clinical picture, the possibility of opsoclo-
nus-myoclonus-ataxia syndrome (OMAS) was considered.
The electroencephalography revealed no evidence of seizure
activity. Magnetic resonance imaging of brain was grossly
normal. Chest X-ray and ultrasound abdomen showed no
mass. Cerebrospinal fluid analysis revealed acellular fluid
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Fig. 1

CEC

(A) Axial and (B) sagittal image of contrast-enhanced computed tomogram of abdomen showing well-defined heterogeneously

enhancing mass lesion (black arrows) in the retroperitoneum, in the midline and on the right side, extending cranially from the level of aortic
bifurcation and caudally into the rectovesical pouch in the pelvis till S2-S3 vertebral level displacing the right iliac vessels anterolaterally.

with sugar and protein of 70 and 20 mg/dL, respectively.
Contrast-enhanced computed tomography (CECT) of abdo-
men revealed a large heterogeneously enhancing lesion
measuring 2.5 x 3.1 x 4.5 cm in the retroperitoneum involv-
ing organ of Zuckerkandl (~Fig. 1A and B). This was followed
by a fluorine 18 fluorodeoxyglucose single-photon emission
computerized tomography that showed increased tracer
uptake (maximum standardized uptake value: 6.9, 4.6 x 2.6
x 4.8 cm) in the retroperitoneal soft tissue mass implicating
somatostatin receptor expressing retroperitoneal soft tissue
mass. Due to financial constraints, urine catecholamine
metabolites were not assessed.

The patient was referred to higher center for further
management. The mass was surgically excised. The histopa-
thology of excised mass was suggestive of ganglioneuroblas-
toma, intermixed subtype. Child was started on pulsed
dexamethasone (20 mg/m?/day in two divided doses for 3
consecutive days every month), intramuscular adrenocortico-
tropic hormone (ACTH), and monthly intravenous immuno-
globulin (IVIG) (1-2g/kg every 4 weeks for 12 months). IV
cyclophosphamide (25 mg/kg) was given at 4 weekly intervals
for three doses. In view of partial response at 3 months,
therapy was escalated to rituximab (375 mg/m?/dose once a
week for 4 doses). Child is currently asymptomatic and has
regained regressed milestones. At 18 months follow-up, child
has neither experienced recurrence of symptoms nor shown
any evidence of tumor on repeat imaging.

Discussion

The early accounts of clinical syndrome of OMAS date back to
1962 when Marcel Kinsbourne described six cases of this
phenotype. However, it was not until 1968 the association
with occult neuroblastoma was first reported. Studies in
India have demonstrated that this entity contributes to 7%

children presenting with movement disorders." The syn-
drome might be confused with seizures, tremors, or chorea.
In most of the cases, the etiology is paraneoplastic. However,
parainfectious etiology has also been seen. Around 50% of
pediatric cases of OMAS are accounted for by an underlying
neuroblastoma, whereas only 2 to 3% of neuroblastomas
present with this paraneoplastic syr1d1‘0me.3'4 The patho-
physiology of this disorder remains an enigma. There have
been speculations about damage to omnipause cells in the
nucleus raphe interpositus of pons and disinhibition of
fastigial nucleus in cerebellum.” The diagnosis is primarily
clinical, but the search for the underlying cause needs to be
extensive and thorough with CECT chest, abdomen, and
pelvis actively looking for a tumor. Neuroblastoma is the
most common underlying tumor (73%) that is followed by
ganglioneuroblastoma (22%) and ganglioneuroma (4%) in
that order.’® The management strategy is two pronged:
management of underlying tumor and immunotherapy for
OMAS. The tumor is treated with resection and/or chemo-
therapy depending upon risk stratification. As for the para-
neoplastic manifestation, either an aggressive upfront
approach or gradual escalation approach may be followed.
All regimens involve the use of steroids (prednisolone, ACTH,
or dexamethasone pulses), IVIG, cyclophosphamide, and
rituximab. Resistant cases might require plasmapheresis.’
OMAS-associated neuroblastic tumors have shown favorable
outcomes when compared with those without OMAS.> It has
been seen that with an increase in the pre-treatment dura-
tion, the prognosis worsens and the risk of long-term neu-
rological sequelae increases.* Thus, early diagnosis and
management are important to improve prognosis. Also, it
is noteworthy that patients in OMAS in whom no tumor is
localized after adequate investigation, the search for tumor
must be repeated at 6 months as small sized tumors might be
missed in the initial screening.
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