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and second and third cervical dorsal root ganglia comprised a 
chain of contiguous ganglia.[1] This could explain the associated 
tinnitus, hearing loss, nausea, vomiting, vertigo, and nystagmus 
found in some cases. A retrospective study of 102 patients 
with Ramsay Hunt Syndrome (RHS) done in 1988 showed 
that only 10% of the patients achieved complete recovery.[2] 
Varicella‑Zoster vasculopathy (VZV) is a distinct complication 
of zoster infection leading to infarction or hemorrhage 
with MR angiogram abnormalities. Pietersen had reported 
2,500 cases of peripheral facial nerve palsies, and in this study, 
a complete recovery was achieved only in 21% of the herpes 
zoster oticus cases.[3] Predisposing factors for reactivation 
include diabetes mellitus, spinal anesthesia, malignancies, 
and conditions associated with immune suppression such as 
lymphoma, steroid therapy, immunosuppressive agents, and 
acquired immunodeficiency syndrome (AIDS). However, 
none of these were evident in our patient. We describe an 
immunocompromised patient who developed brainstem 
and cerebellar involvement following RHS. Our patient 
presented with vesicular rash and left ear pain, following 
which he developed bilateral facial palsy, flaccid dysarthria, 
and dysphagia, which suggested brainstem involvement. 
He then developed gait ataxia, which suggested cerebellar 
involvement. Acute cerebellar involvement following VZV 
infection is well known in children, however, rare in adults. 
The MRI features, CSF analysis, and pure tone audiometry also 
correlated with the clinical picture. After 5 days of intravenous 
pulse methylprednisolone and intravenous acyclovir, the 
patient showed significant improvement in gait ataxia and mild 
improvement in dysphagia. Timely initiation of steroids and 
antiviral agents is the key to recovery.[4] However, dysarthria 
and bilateral facial paresis did not improve. The prognosis of 
facial palsy in RHS remains poor.[5] The recovery in this patient 
can be attributed to the pharmacological intervention or the 
natural course of the disease. The neurological illness being 
due to axonal spread of the virus, rather than a vasculopathy 
is supported by the fact that the course of the disease was 
progressive, rather than multiple transient ischemic attacks, 
with no evidence of diffusion restriction or angiogram 
abnormality on magnetic resonance imaging, and the T2 
hyperintensities were not respecting strict vascular territories. 
A similar observation was noted by Hu et al. in 2003.[6] The 
CSF VZV PCR is sensitive as well as a specific biomarker 
for zoster infection with neurological symptoms.[7] It has been 

postulated that mutations in genes participating in the toll‑like 
receptor 3 (TLR3) pathway may predispose to encephalitis 
caused by VZV.[8]
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LGI1‑Antibody Associated Autoimmune Encephalitis 
Complicated by Primary Polydipsia

Dear Editor

Leucine‑rich glioma‑inactivated 1 (LGI1) antibody encephalitis 
is one of the subtypes of the autoimmune encephalitis 
characterized by antibodies against the LGI1 region of 

the voltage‑gated potassium channels.[1] This subtype is 
characterized by behavioral abnormalities, memory deficits, 
and classical facio‑brachial dystonic seizures besides 
hyponatremia. We hereby present a typical case of LGI1 
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associated encephalitis complicated by primary polydipsia 
previously not reported in the literature.

A 28‑year‑old female was admitted to our department with 
complaints of memory impairment, irrelevant talking, 
and abnormal body movements. As reported by her 
family members, one month back just one week after her 
engagement, she started questioning about the Mehendi 
applied on her hands and feet and could not recollect much 
about her engagement ceremony. Her family members were 
also concerned about her not recognizing them properly and 
asking repeatedly for meals even though she would have eaten 
already. Over the past three weeks she developed abnormal 
movements of her right arm and face that would last for few 
seconds and come repeatedly throughout day and night. On 
examination she was confused, talking irrelevantly and there 
was no focal neurological deficit. She had multiple episodes 
of facio‑brachial seizures that would last for few seconds 
only and come repeatedly after a few minutes. Her baseline 
investigations were normal except for hyponatremia. Because 
of a subacute encephalopathy, memory deficits, characteristic 
facio‑brachial seizures, and hyponatremia, a provisional 
diagnosis of LGI1 encephalitis were made. Her spinal fluid 
analysis revealed 5 cells/µL (all neutrophils) with normal 
protein (45 mg/dl) and sugar (75 mg/dl with blood sugar of 
96 mg/dl). Her MRI brain revealed bilateral symmetrical 
T2/FLAIR hyperintensities [Figure 1] in mesial temporal 
lobes and insular cortices with no diffusion restriction or 
contrast enhancement. Her CSF autoimmune panel was 
positive for the LGI1 antibody. She was managed with 
pulse steroid therapy and antiepileptic drugs. However, she 
did not show any improvement, and instead, she developed 
polyuria (average 9L/day) and polydipsia (average 8L/day) 
without polyphagia. Her blood sugar was normal (88 mg/
dl) and the main differentials for polyuria and polydipsia 
were primary polydipsia and diabetes insipidus. However, 
her serum sodium was persistently low and the water 
deprivation test did not show a rise in serum osmolality 
ruling out diabetes insipidus [Table 1]. Hence a diagnosis 
of LGI1‑antibody autoimmune encephalitis complicated 
by primary polydipsia was made. She was treated by 
IVIG over 5 days and she showed drastic improvement 
in encephalopathy, facio‑brachial seizures, and osmotic 
symptoms. She was discharged on steroids and azathioprine 
and is currently on our follow‑up.

Limbic encephalitis associated with LGI1 antibodies 
has certain characteristic features that may make clinical 
diagnosis easy. Facio‑brachial seizures are one such feature; 
these are dystonic movements of the face and ipsilateral 
arm that may remain for a few seconds and are usually 
unilateral but can sometimes involve both sides.[2,3] Prominent 
psychiatric features like odd behavior, disinhibition, acute 
psychosis, and memory impairment are other features of this 
disease.[4] Another characteristic feature of LGI1 associated 
autoimmune encephalitis is hyponatremia that may be resistant 
to treatment.[5] Hyponatremia may be seen in 60‑80% of 

Table 1: Water Deprivation Test

Time Urine Osmolality Serum Sodium
At 0 hours 130 mOSm/Kg 127 meq/L
At 2 hours 277 mOSm/Kg 132 meq/L
At 4 hours 397 mOSm/Kg 125 meq/L

patients with LGI1 associated encephalitis and is usually 
due to SIADH.[6] Imaging may be normal in up to 50% of 
patients but may reveal T2/FLAIR hyperintensities in medial 
temporal lobes that are usually unilateral but may also be 
bilateral.[7] First‑line treatment in LGI1 encephalitis is steroids 
usually in conjunction with intravenous immunoglobulin 
and/or plasmapheresis. This therapy is usually effective 
in 80% of patients although the benefit may take time to 
appear. Our patient had all the characteristic clinical features 
of LGI1‑antibody‑associated encephalitis making diagnosis 
easier further strengthened by a positive CSF LGI1 antibody 
test. Our patient however did not respond to initial steroid 
pulse therapy and developed significant polyuria and 
polydipsia on the 8th day of admission. On the evaluation of 
these osmotic symptoms, she had persistent hyponatremia 
with low urine and serum osmolality. The water deprivation 
test did not increase serum osmolality although there was an 
increase in urine osmolality thus confirming the diagnosis of 
primary polydipsia.

Primary polydipsia is a condition characterized by 
excessive consumption of water leading to dilute urine 
and hyponatremia. Primarily found in psychiatric disease 
patients like schizophrenics, this disorder can also occur in 
patients with an organic brain disease like sarcoidosis. This 
is the first case report of primary polydipsia in a patient with 
autoimmune encephalitis published in the literature. Our 
patient was managed with IVIG after which she showed a 
dramatic response in her seizures and polyuria and polydipsia. 
As more and more cases of LGI1 encephalitis are reported 
worldwide newer features of this disease become evident. 

Figure 1: FLAIR MRI sequence showing hyperintensities in bilateral 
medial temporal lobes
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Primary polydipsia is one such feature that has not been 
previously reported.

Declaration of patient consent
The authors certify that they have obtained all  appropriate 
patient consent forms. In the form the patient(s) has/have 
given his/her/their consent for his/her/their images and other 
clinical information to be reported in the  journal. The patients 
understand that their names and initials will not be published 
and due efforts will be  made to conceal their identity, but 
anonymity cannot be guaranteed.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

Arjimand Yaqoob, Waseem Dar, Maqbool Wani, Ravouf Asimi, Adnan Raina, 
Hilal Ganie, Amit Chandra

Department of Neurology, Sheri Kashmir Institute of Medical Sciences (SKIMS), 
Soura, Jammu and Kashmir, India

Address for correspondence: Dr. Waseem Dar,  
F 16. New Married Hostel. Block B, SKIMS, Soura, 

Jammu and Kashmir ‑ 190 011, India.  
E‑mail: drwaseemneurol@gmail.com

RefeRences
1. Irani SR, Stagg CJ, Schott JM, Rosenthal CR, Schneider SA, Pettingill P, 

et al. Faciobrachial dystonic seizures: The influence of immunotherapy 
on seizure control and prevention of cognitive impairment in a 
broadening phenotype. Brain J Neurol 2013;136:3151‑62.

2. Mikami T, Amano E, Iizuka T, Machida A. Bilaterally synchronized 
faciobrachial dystonic seizures in anti‑LGI1 encephalitis: A case 
report (1724). Neurology 2020;94. Available from: https://n.neurology.
org/content/94/15_Supplement/1724. [Last accessed on 2020 Dec 08].

3. Van Sonderen A, Thijs RD, Coenders EC, Jiskoot LC, Sanchez E, 
de Bruijn MA, et al. Anti‑LGI1 encephalitis: Clinical syndrome and 
long‑term follow‑up. Neurology 2016;87:1449‑56.

4. Reyazuddin M, Shaan F, Azmi SA. A case of anti‑LGI‑1 encephalitis 
presented as acute psychosis. Egypt J Neurol Psychiatry Neurosurg 
2020;56:63.

5. Li X, Yuan J, Liu L, Hu W. Antibody‑LGI 1 autoimmune encephalitis 
manifesting as rapidly progressive dementia and hyponatremia: A case 
report and literature review. BMC Neurol 2019;19:19.

6. Wang M, Cao X, Liu Q, Ma W, Guo X, Liu X. Clinical features of 
limbic encephalitis with LGI1 antibody. Neuropsychiatr Dis Treat 
2017;13:1589‑96.

7. Lancaster E. The diagnosis and treatment of autoimmune encephalitis. 
J Clin Neurol Seoul Korea 2016;12:1‑13.

Submitted: 17‑Feb‑2021 Revised: 08‑Mar‑2021 Accepted: 18‑Mar‑2021 
Published: 05‑Aug‑2021

This is an open access journal, and articles are distributed under the terms of the Creative Commons 
Attribution‑NonCommercial‑ShareAlike 4.0 License, which allows others to remix, tweak, and build 
upon the work non‑commercially, as long as appropriate credit is given and the new creations are 
licensed under the identical terms.

DOI: 10.4103/aian.AIAN_141_21

Myelin Oligodendrocyte Glycoprotein Antibody Syndrome and 
Seizures: A Diagnostic Clue

Sir,
Myelin oligodendrocyte glycoprotein (MOG) antibodies are 
highly conserved proteins expressed on the oligodendrocytes of 
mammals, including human beings.[1] They have been detected 
in various demyelinating disorders like optic neuritis, transverse 
myelitis, and acute disseminated encephalomyelitis (ADEM) 
and the term MOG‑encephalomyelitis (MOG‑EM) has been 
proposed to unify these heterogenous presentations.[2] There is 
growing evidence of seizures as a manifestation of MOG‑EM. 
We present three teenagers who presented with seizures in 
association with focal neurological deficits and were eventually 
diagnosed as MOG‑EM, emphasizing that this initial history 
of seizures might help clinch this diagnosis, over other 
demyelinating disorders.

Case 1: A 12‑year‑old girl presented with acute onset 
unsteadiness and imbalance while walking and diminution 
of vision from both eyes, over a few days. On evaluation, 
magnetic resonance imaging (MRI) brain revealed multiple 
confluent and discrete contrast enhancing lesions in the brain 
parenchyma with bilateral optic neuritis [Figure 1]. She was 
treated empirically with intravenous methylprednisolone 

(IVMP) with complete symptomatic improvement, following 
which she came to us for detailed evaluation. Examination 
revealed no focal deficits and repeat imaging [Figure 2] revealed 
decrease in lesion size and resolution of enhancement, without 
any additional lesion. She had a history of recurrent seizures 
(right focal to bilateral tonic clonic) at 6 years of age for which 
she was evaluated and found to have normal brain imaging 
and was treated with sodium valproate. Subsequently, she was 
seizure‑free and the drug was discontinued 1 year ago. However, 
she had seizure recurrence (left focal to bilateral tonic clonic), 
1 month prior to symptom onset and was controlled with 
oxcarbazepine. Her cerebrospinal fluid (CSF) examination 
was acellular, with a protein and glucose content of 20.9 mg/dl 
and 56.9 mg/dl (corresponding random blood sugar‑91 mg/dl), 
respectively. CSF oligoclonal bands, Venereal Disease Research 
Laboratory (VDRL), gene Xpert for tuberculosis, India Ink 
staining, and Cryptococcal antigen testing were all negative. 
Serum aquaporin‑4 antibody was negative but serum MOG 
antibody by cell‑based assay was positive. She was continued 
on oral steroids and azathioprine followed by gradual taper 
with no relapses.
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