CLINICAL RESEARCH

Case Reports

Steroid-Sensitive Encephalopathy Associated With
Autoimmune Thyroiditis (SREAT): Case Report

Diego Nicolas Guacaneme®*, Claudio Alejando Jiménez Monsalve?, Orlando Oliveros Pasion?,
Julieth Milena Rodriguez Lopez®, Neiry Maria Zapa Pérez', Hellen Kreinter3, Nelly Daniela

Gonzalez Galvis?

Neurology Department, Hospital Simén Bolivar, Bogota, Colombia

’Emergency Department, Hospital Simén Bolivar, Bogotd, Colombia

*Neurology Resident, Universidad El Bosque, Bogota Colombia

“Corresponding author:

Diego Nicolas Guacaneme Poveda

Hospital Simon Bolivar Bogotd, Departamento de Neurologia,
Bogotd, Colombia

E-mail: diego2993@hotmail.com

Received : June 08, 2023
Published : August 05, 2023

ABSTRACT

Background: Steroid-responsive Encephalopathy Associated
with Autoimmune Thyroiditis (SREAT) is a rare, controversial
and underdiagnosed entity characterized by an acute
or subacute onset of encephalopathy. It is a diagnosis of
exclusion with supporting criteria that include high titers of
anti-thyroid antibodies, a history of Hashimoto's thyroiditis,
and a good response to steroids. Case report: An 18-year-old
female patient with hypothyroidism and episode of change
in behavior, hallucinations and episodes of generalized tonic-
clonic movements, normal skull tomography, cerebrospinal
fluid with pleocytosis without signs of infection and
positive anti-thyroid antibodies with adequate response to
management with steroids Conclusion: We considered SERAT
as an entity that needs to be rediscovered as it has conflicting
results that question if it is a syndrome or a myth. The literature
is especially lacking in Colombia where there are not many
published cases.
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INTRODUCTION

Steroid-responsive encephalitis associated with autoimmune
thyroiditis (SREAT) is a rare and controversial entity due to
its clinical course and symptoms [1]. It was first described
in 1966 as Hashimoto’s Encephalitis (HE) but the name was
changed because not all patients had hypothyroidism,
there was a lack of knowledge of the pathophysiology and
the response to steroids was remarkable [2]. Clinically it is
characterized by neuropsychiatric symptoms with behavioral
changes, cognitive impairment, tremors, myoclonus, gait
disturbances, sleep disorder, stroke-like episodes and seizures
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[3,4]. This entity is associated with the presence of anti-TPO
(anti-thyroid peroxidase) and anti-TG (anti-thyroglobulin
antibodies) antibodies in serum or CSF. For the diagnosis there
must not be any other clear etiology including absence of
immune mediated disorders with well-characterized neuronal
antibodies in serum and CSF [1-2,4].

To our knowledge there are only two reported cases of patients
with this entity in Colombia [5,6]. We describe the case of a
young patient with hypothyroidism and encephalopathy with
positive anti-thyroid antibodies and a favorable response to
immunotherapy.

CASE

An 18-year-old female was brought to the emergency
department by her family because of concerns about
behavioral changes. She had been in his usual until 20 days
before this presentation when insomnia developed followed
by delusions of religious content, visual and auditory
hallucinations and a suicide attempt. She was admitted initially
in another hospital with a psychiatric unit where a diagnosis
of a first acute psychotic episode was made. After having
three generalized tonic-clonic seizures she was referred for
neurologic evaluation. Her past medical history was positive
for a diagnosis of hypothyroidism associated with Hashimoto’s
thyroiditis at eleven years of age. She was on treatment with
levothyroxine 150 mcg per day.

On admission, the patient was disoriented, with non-fluent
aphasia and disorganized speech. Stiffness and fragmented
movements were seen predominantly in the upper limbs.
Stretch reflexes were hyperactive and symmetric with bilateral
Aquilian clonus. Subsequently, the patient had progressive
deterioration with stupor requiring orotracheal intubation
and management in the intensive care unit.

A cerebral MRI showed no alterations in the brain parenchyma
nor abnormal enhancements. Lymphocytic pleocytosis of 57
cells/ mm? was observed in the cerebrospinal fluid (CSF), with
a negative result of the Polymerase Chain Reaction (PCR) assay
for herpes simplex virus.

After excluding an infectious etiology and while awaiting
the results of anti-NMDA and anti-thyroid antibodies it was
decided to start therapy with methylprednisolone rapidly
followed by immunoglobulin, achieving neurological and
clinical improvement.

Anti-TG and anti TPO antibodies were both positive in 2886 1U/
ml and > 20,000 respectively. Other complementary studies
were: antinuclear antibodies (ANAS) with a granular pattern
and a value of 1:160 and normal thoracic and abdominal
CT scans with gadolinium. The follow-up laboratories of
antithyroid antibodies showed a progressive decrease until a

complete normalization.

Figure: (A) Axial T2-weighted sequence brain MRI with attenuated fluid inversion recovery (FLAIR) without alterations in

cerebral parenchyma (B) Coronal T2-weighted sequence without alterations (C) Axial T1-weighted sequence with contrast

rules out abnormal enhancements.
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DISCUSSION

Our patient is a young woman with a subacute onset of
behavioral changes, epilepsy and altered consciousness and
a history of Hashimoto thyroid disease. She had positive anti-
thyroid antibodies, and exhibited a great improvement with
steroids.

SREAT is not a frequently described entity which makes the
diagnosis a challenge with some reported cases having even a
delay of decades from the onset of symptoms to treatment [7].

SREAT has an estimated prevalence of 2.1 per population of
100,000. There is a female preponderance with cases being
reported in patients aged 14 to 70 years (average age of onset
40 to 55 years) [8]. Laboratory findings are not specific, with
some patients exhibiting an increase in inflammatory markers
such as elevated transaminases in approximately 38% to 50%
of the cases [8]. Usually, neuroimaging studies are normal or
have non-significant changes [1,2,8].

Although anti-TG and anti-TPO antibodies are part of the
diagnostic criteria, they do not explain the pathogenesis of
the disease and they can be elevated in 13% of healthy people
[1]. Matozzi, et al found a similar rate of TPO antibodies in both
cases (patients with HE) and controls showing poor specificity
of the test. There is also no clinical correlation between their
values and the severity of the symptoms and the majority of
the patients are euthyroid. [1,2,9,]

Treatment of Hashimoto’s encephalopathy has two goals.
The first is to control the autoimmune process with the
administration of immune modulators or plasma exchange.
The second thing is to control the complications of the disease:
in the case of seizures, add anti-epileptics [10]. The delay in
starting treatment is associated with worse prognosis [11].

Classically first-line treatment consists of high doses of
steroids that can be administered intravenously or orally
followed sometimes by a maintenance dose (intravenous
methylprednisolone, 500-1,000 mg/day, for 5 days and
continue with oral prednisone 1-2 mg/kg/day) [2,9,12]. The
maintenance dose can last from months to one or two years
[10].

Most patients improve completely after the onset of
corticotherapy, but the possibility of relapse may be as high
as 12.5%-40% [13].

Intravenous immunoglobulin is useful when patients have an
incomplete response to steroids, or when relapses occur at the
time of de-escalation. In the case of monoclonal antibodies, the
suggested dose of rituximab is 1000 milligrams intravenously
on days one and 14; and then once every six to nine months,
depending on the leukocyte count [10].

Second line treatment includes immunosuppressive drugs
such as azathioprine, cyclophosphamide and methotrexate.
[1,2,9,14].

Plasma exchange has been shown to remove anti-thyroid
peroxidase (anti-TPO) antibodies. However, no improvementin
clinical or neurophysiological parameters has been observed,
despite significant reductions in anti-TPO antibodies [10].

Sequelae include cognitive impairment, and recurrent

refractory seizures are more common in children [10].

The writing of the case is very objective and direct, however,
the study is limited.

CONCLUSION

We considered SERAT as an entity that needs to be rediscovered
as it has conflicting results that question if it is a syndrome
or a myth [12]. The literature is especially lacking there are
not many published cases. Efforts should be done to better
characterize a group of patients with a subacute onset of
encephalopathy, possibly immune mediated that may benefit
from early therapy with steroids.
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