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Non epileptic paroxysmal disorder of infancy:

Sandifer syndrome

To the Editor,

Non-epileptic paroxysmal disorders (NEPD) are
repetitive conditions which share similar characteristics
with epileptic seizures including change in consciousness,
cyanosis and tonic and clonic convulsions. NEPD is
found in 20-25% of the patients who are planned to
be evaluated further with a suspicion of seizure (1).
Age, history and assistive examinations including
video electroencephalography (EEG) are helpful in
differentiation from epilepsy (2). Patients who can not be
diagnosed accurately may be exposed to unnecessary
tests and treatment. Sandifer syndrome is a NEPD which
is classicaly characterized with extension in the neck,
bending of the head to one side and accompanying
opistotonus. A 9-month-old male patient who was
diagnosed with Sandifer syndrome was presented to
draw attention to the differential diagnosis of epilepsy and
emphasize the clinical properties of the disease.

A 9-month-old male patient presented to our outpatient
clinic with a complaint of contraction of the head and neck
to the left side. The contractions occured when the patient
was awake, each contraction lasted for 1-2 seconds and
in clusters which lasted 10-15 seconds. During this time,
his looks became dull and his facial expression changed.
It was learned that his contractions started when he was
4,5 months old for the first time and increased in the
last 15 days. He was internalized with a prediagnosis of
benign infantile myoclonic epilepsy. He had been using
syrups containing the active ingredient including sodium
alginate, magnesium alginate and domperidone for
four months with a diagnosis of gastroesophageal reflu
disease (GER). No other significant finding was present in
his personal history. He had no familial history of epilepsy
and her parents had no consanguineous marriage.

On physical examination, his body weight was between
the 75th and 90th percentiles and his height and head
circumference were between the 25t and 50th percentile.
His neurological examination and examination of the other
systems were found to be normal. His complete blood
count, hepatic and renal function tests, serum electrolytes
and complete urinalysis were found to be normal.
Acylcarnitine analysis by TANDEM mass spectrometry,
amino acid profile and screening of metabolic diseases in
the urine were found to be normal. Sleep and wake EEG
recordings and brain magnetic resonance imaging were
found to be normal.

For differential diagnosis of epilepsy 24-hour video
EEG was performed. On video recording, contractions
of the head and neck to the left side were observed as
described and epileptic finding could not be found on
simultaneous EGG. When the patient’s history was
deepened further, it was learned that the contractions
mostly occured during feeding or just after feeding. When
the patient was consulted to the division of Pediatric
Gastroenterology-Hepatolohy, it was observed from the
records that feeding was done rapidly and the amounts of
meals were excessive. Upper gastrointestinal endoscopy
was performed for the diagnosis of gastroesophageal
reflu. It was observed that the gastric cardia sphincter
was open throughtout the procedure. Histopathological
examination of the esophageal biopsy was compatible
with reflu esophagitis. A diagnosis of Sandifer syndrome
was made with the present history and clinical and
laboratory findings. The findings disappeared in one week
in the patient who was started on proton pump inhibitor
treatment. The patient who is being followed up for 6
months has no contractions.

Sandifer synsdrome was described by Kinsbourne in
1964 for the first time in five children in whom different

Address for Correspondence: Tugge Aksu Uzunhan MD., istanbul University, istanbul Medical Faculty, Department of Pediatrics, Division of Pediatric Neurology, istanbul, Turkey
E-mail: druzunhan@ttmail.com Received: 12.212012 Accepted: 02.26.2013
Turkish Archives of Pediatrics, published by Galenos Publishing



Uzunhan ve ark.
180 non epileptic paroxysmal disorder of infancy: Sandifer syndrome

Turk Arch Ped 2013;179-160

head and neck movements related with hiatus hernia were
observed. The disease was named after the neurologist
Paul Sandifer who was responsible of supervision of two
of these patients (3). Although Sandifer syndrome was
described in association with hiatus hernia initially, it is more
frequently related with GER. During the episodes, tonic
extension in the neck, spastic torticollis and accompanying
truncal dystonia are observed. Torticollis may be observed
without truncal dystonia (4). Our patient also had intermittent
spasmodic torticollis without truncal dystonia.

The onset usually occurs during the infancy or early
childhood, but adult cases have also been reported (5).
Although the prevelance is not known, it has been reported
to occur in 1-8% of GER cases (6,7). In a study in which
134 NEPD cases were evaluated, Sandifer syndrome was
found in the etiology in four of a total of 26 infants (8).

Initially, the disturbance caused by the transfer of the
gastric acid into the esophagus was blamed, but studies
could not find a relation between the grade of reflu and
the severity of Sandifer syndrome (9). According to an
assumption, it is thought that a vagal reflex which is named
vagocervical or esophagocervical reflex and the center of
which is the nucleus tractus solitarii is responsible of the
clinical findings (10).

In the neonatal period and early infancy, apnea, tonic
contraction of the trunk and circular movements in the
extremities may be observed (9). Sandifer syndrome
is frequently associated with normal neurological
examination especially in infants. Reflu of the ingested
food or vomiting may not alway be present. Absence
of change in consciousness, occurence of the episode
during feeding or just after feeding, torticollis being
intermittent and absence of epileptic findings on EEG are
helpful in the differential diagnosis (4). No improvement
in the findings of the patients who are started on epilepsy
treatment despite all these is one of the significant points.
Rapid feeding, excessive amount of feeding, relation of
the contractions with feeding, intermittent occurence of
the contractions and normal video EEG were helpful in
the diagnosis in our patient. On upper gastrointestinal
endoscopy, findings including an open cardia sphincter
and an esophageal biopsy result compatible with reflu
esophagitis supported the diagnosis.

Sandifer syndrome may also be observed in individuals
with metabolic disease or central nervous system disease.
Here, GER is responsible of the picture, but not the brain
damage in the child. Since the symptoms are associated
with the underlying central nervous system disease, the
diagnosis may be delayed (11,12).

Medical or surgical treatment of GER which is the
actual cause of the syndrome is sufficient to eliminate

the symptoms. Especially in presence of hiatus hernia,
Nissen funduplication may be needed (7). In our patient,
domperidone and anti-acid treatments which prevent reflu
from the gastroesophageal junction could not provide
clinical improvement and the findings were eliminated with
proton pump inhibitor treatment.

Conclusively, Sandifer syndrome in which detailed
history is helpful in the diagnosis is a NEPD with go od
prognosis (13). Early diagnosis in this syndrome increases
the quality of life in children and allows efficient response
by preventing unnecessary tests and treatment.
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