SINDROME DE KINSBOURNE

se ha descrito el uso de rituximab, ciclofosfamida, azatriopina y
micofenolato de mofetilo.*68

En general la evolucion es variable e impredecible y se
puede producir remisiones espontaneas parciales o totales o
prolongarse en el tiempo. En algunos casos se producen recai-
das con agravamiento del cuadro precipitado por infecciones
respiratorias o por la disminucién o supresion del tratamiento.
Los casos paraneoplasicos son los que tienen mayor indice de
recaidas y de secuelas (motoras, cognitivas, lenguajes y del
comportamiento).® El paciente objeto de esta publicacion, res-
pondié de manera favorable al uso de esteroides por via oral
con una mejoria notable un mes después del inicio de la terapia,
pero al intentar disminuir la dosis reaparecieron las manifesta-
ciones, por lo que continlia en tratamiento.
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Puntos de aprendizaje

El Sindrome de Kinsbourne puede manifestarse al inicio de
manera incompleta, por lo que se debe considerar como
diagndstico diferencial ante toda ataxia de inicio agudo.
Es imprescindible descartar proceso paraneoplasico aso-
ciado.

El resultado negativo de TAC abdominal y cido homovani-
lico y vanilil mandelico no descarta la existencia de neuro-
blastoma. Se debe realizar gammagrafia con MIBG o con-
troles anuales de catecolaminas en orina y TAC abdominal.
Los esteroides siguen siendo farmacos de primera linea
con buenos resultados.
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ABSTRACT. Background: Kinshourne syndrome is a rare neurological disorder characterized by irregular, involuntary and
multidirectional eye movements (opsoclonus), diffuse polymyoclonies and ataxia. Its etiology can be paraneoplastic (neuroblastoma)
in about 50% of the patients, but there are multiple causes, within them, the para and post-infectious processes. Case Report: One
year old male, with gait instability, he suffered a respiratory and gastrointestinal process (hyaline rhinorrhea, productive cough and
diarrhea) one week prior the beginning of the disease. At the physical exploration he presented ataxia while standing that didn’t allow
him to walk. In absence of any other symptoms it was considered initially as a post-infectious cerebellitis, subsequently polymioclonus
and opscolonus were added to the clinical case, with this data Kinshourne syndrome was diagnosed. The brain Magnetic Resonance
Imagen, Electroencefalogram, cerebrospinal fluid cytochemistry and culture show no abnormalities, an abdominal CT scan and urine
catecholamines were performed in search of neuroblastoma, both studies were normal. He was treated with Prednisolone 2mg/kg/
day. After one month of treatment, the patient was asymptomatic. Conclusion: Opsoclonus Myoclonus syndrome is a rare disorder
that must be considered a differential diagnosis in cases of acute ataxia.
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