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ABSTRACT

Hashimoto’s encephalopathy is one of the rare causes of encephalopathy of unknown
etiology. It manifests with neuropsychiatric symptoms. The estimated prevalence is
2/100,000". Hashimoto’s encephalopathy is characterized by elevated antithyroid antibodies
in absence of infections, tumors or stroke of central nervous system?*. The disease manifests
with wide array of clinical features which can be cognitive fluctuations, ataxia, myoclonus,
seizures>%. Psychitric manifestations like depression, mania, psychosis, and hallucinations
have also been reported**3. Anti thyroid antibodies are considered to be the biomarkers of
the disorder but the titers of the antibodies do not correlate with the severity of the disease
presentation ***°.
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INTRODUCTION

Steroids remain the mainstay and the first line treatment for this disease and rapid clinical
improvement is seen in majority of the patients'®. But a subset of patients does not improve
with steroids and need other modalities like plasma exchange. It is postulated theoretically
that plasma exchange will result in removal of the bad antibodies anti-TPO and would
eventually result in improvement of the symptoms and disease activity. In this case, we report
the practical application of plasma exchange in Hashimoto’s encephalopathy in Indian
scenario and Indian patient. In 2016, the American Society of Apheresis (ASFA) Guidelines
recognized therapeutic plasma exchange as adjunct therapy (category Il indication) in the
treatment of Hashimoto’s encephalopathy’’.

CASE REPORT:

A 60 year old female without a past medical history of any chronic medical illness presented
to us with a complaint of changes in mental status since 2 days. As per the history obtained
from the patient’s son, the patient was conscious and oriented to time, place and person
before 2 days. There was a gradual decline in the mental status of the patient over 2 days. The
patient had global aphasia and delirium at the time of presentation to the hospital. She also
had 1 episode of GTCS prior to the admission to the hospital.

The patient lived with her son and her son denied any recent history of fever, vomiting,
history of trauma to head or ingestion of any substance. On examining the patient, the patient
was vitally stable and on CNS examination, the patient was in delirium. MMSE could not be
calculated as the patient was in delirium.

Muscle tone was normal in all the group of muscles in upper and lower limb. Muscle reflexes
were +1 in all joints of 4 limbs. Muscle power could not be elicited due to the inability of
patient to follow verbal commands. There was no neck rigidity and Kernig’s and
Brudzinski’s sign were negative.

Urgent MRI Brain with contrast was done which showed Axial T2-weighted (A) and FLAIR
(B, C) images demonstrate bilateral claustral hyper intensities and asymmetric hyper intensity
of the right mesial temporal lobe suggesting a diagnosis of Hashimoto’s encephalopathy.

CSF routine and micro was sent which showed 5 cells with protein and glucose in normal
range. A diagnosis of autoimmune encephalitis was thought and CSF for autoimmune and
paraneoplastic panel were sent. The patient had one episode of GTCS after hospital
admission and was started on anti convulsants. CSF was negative for NMDA, AMPA-GIuR1,
AMPA-GIuR2, GABA-B, LGI, CASPR2 antibodies by cell based essay. CSF was negative
for antibodies of paraneoplastic panel of Amphiphysin, CV-2, PNMA2, Ri, Yo, Hu by
immunoblot method. CSF was negative for HSV-1 HSV-2 IgG and IgM. Urine for
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toxicology was also done which was negative. Thyroid function test was normal. Anti-TPO
antibodies were sent which was 297.90 IU/ml and Anti Thyroglobulin antibody was sent
which was 921.97 IU/ml. Thyroid function test was done twice at a gap of 7 days and TSH,
T3 and T4 were normal in both the results. Serology for HIV, Syphilis (VDRL), Lyme
disease was negative. ANA, RF, ACE enzyme levels (marker for Neurosarcoid), serum
Calcium levels were normal. A diagnosis of Hashimoto’s encephalitis with euthyroid state
was made and the patient was started on pulse Methyl Prednisolone at 1gm/day for 5 days.
There was subtle improvement in the patient’s sensorium. The patient was drowsy but could
be aroused easily and would follow verbal commands occasionally. The patient did not have
any more episodes of convulsion. The patient was

There was no further improvement in the patient’s sensorium after 2 days. It was decided to
start Plasma exchange. Plasma exchange was started at 250ml/day. A total of 5 cycles of
plasma exchange were done. After 3 cycles of plasma exchange, the patient’s mental status
improved and the patient became conscious to time and place but not person. After 5 cycles,
the patient was conscious and oriented to time, place and person. The patient would follow all
the verbal commands. MMSE was calculated which was 23/30. Muscle power was 5/5 in all
major muscle groups of 4 limbs. Deep tendon reflexes were +2 in upper and lower limbs.
Supportive treatment was continued and the patient was subsequently discharged. Anti-TPO
levels at the time of discharge was 269.78 1U/ml. The patient further improved and at the
time of discharge the patient’s MMSE was 28/30.

Axial T2-weighted (A) and FLAIR (B, C) images demonstrate bilateral claustral
hyperintensities and asymmetric hyperintensity of the right mesial temporal lobe.
DISCUSSION:

This case describes a patient who presented with delirium, acute seizures, aphasia and

neuropsychiatric symptoms. Absence of concurrent infections, tumors or stroke along side
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MRI findings of encephalitis and raised anti —TPO antibodies prompted a working diagnosis
of Hashimoto’s encephopathy. There was a modest improvement with steroids but the
improvement remained static after a few days. Hence, it was decided to start her on
therapeutic plasma exchange. Her clinical status improves significantly after 5 cycles of
plasma exchange.

Hashimoto’s encephalopathy is a rare disease and is considered to be a diagnosis of
exclusion. According to a publication in 2004, it is estimated that the prevalence of the
disease is 2 in 100,000(1). The syndrome was first described in 1966 when a patient
previously diagnosed with Hashimoto’s thyroiditis developed focal neurologic deficits and
went into coma®®. Hashimoto’s encephalopathy is defined as documented evidence of
encephalopathy with elevated antithyroid antibodies in absence of an alternate diagnosis **2*.
Epidemiologically, it is more common in females as compared to males (4:1) and the mean
age of onset is about 40-50 years of age *°. HE is labelled by many physicians as “steroid
responsive encephalopathy” as it is commonly responsive to the treatment with iv steroids®?.

There is a wide spectrum of the presentation of the disease but typically there are 2 distinct
presentations.
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