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Introduction

Hashimoto’s encepha lopathy is an immune medi-
at ed d isorde r, wh ich prese nts w i th a broad range  o f
neurologica l symptoms. It is characterized by associated
elevated anti thyroid antibody levels and responsiveness
to steroids. Only a few cases have been published in the
l it e r atur e o f p a t i e n ts w i th poor r esponse  to st e roid
therapy. We report a case of a young girl who presented
w i th a  re l apse  o f Hash imoto’s ence ph a lop athy w hi le
be ing on a steroids maintenance dose, responding to IV
immunoglobul in.

Case report
A 19-year-old previously hea lthy girl was brought

to hospita l in D ecember 2015 w ith ag itated beh avior,
irr i t a b i l i t y a n d insomn i a . P a t i e n t  h as in i t i a l l y co m-
pla ined that she w as unable to concentrate on studies
b ecause of  some  su ic id a l id ea t ions and v isua l h a l lu-
cinations. She had no fever or history of drug intoxication.

She was afebrile and pulse rate was 104 beats per
minute. Neurologica l examinat ion revea led occasiona l
myoclonic jerks of right upper limb. There w as norma l
muscle pow er and tone of limbs w ith general ized brisk
ref lexes. But plantar response was f lexor. Cranial nerve
examinat ion w as norma l including funda l examinat ion.
There were no signs of meningism. Cognitive status could
no t  b e  ass esse d s i nce  sh e  w as ag i t a t e d a n d no n-
corpor at ive.

B as ic inves t iga t ions inc lud ing fu l l  b lood coun t,
in f l a mm a tor y m a rk e rs, r e n a l  fun ct io n t e s ts,  l iv e r
function tests and electrolytes were normal. EEG revealed
genera lized slow ing w ith right foca l spikes. General ized
cerebral atrophy was noted on MRI (F igure 1).

Dur ing hospi t a l  s t ay, sh e  d eve loped gen era l ized
tonic clon ic se izures proceed ing to status e pi le pt icus
requiring intubation and vent i lat ion. Her cerebra l f luid
a n a lys is w a s no rm a l . J a p a n e se  e nce p h a l i t is Ig M
ant ibodies, HSV 1 & 2 IgM ant ibodies, measles IgM and
IgG antibodies were negative in CSF. Thick and thin blood
smears did not show malaria l parasites. Serum N MDA

Case report

1Senior Reg istrar in Neuro logy, 2Consultant in Neuro logy, 3Senior Registrar in Endocrinology,
Na tiona l Hospita l of Sri Lanka.
Correspondence: RADR Lasika   E-mai l: rukshanilasika @yahoo.com

Intra venous immunoglobulin responsive relapsing
Hashimoto’s encephalopathy
R A D R Lasika1, S Senanayake2, W K M G Amarawardena3

Sri Lanka Journa l of Neurology, 2018, 5, 22-23

a n t ibod i es,  a n t i-nu c l e a r a n t ib od i e s, a n t i  ds-D NA
a n t ibod ies w e r e  nega t ive. Se rum ce rulop l asm in a nd
serum copper w ere norma l. The thyroid funct ion tests
revealed normal T3/T4 and thyroid stimulation hormone
leve ls. Ant i-thyroid peroxidase ant ibody (TPO-Ab) leve l
w as 465 IU /ml  (< 30) and ant i-thyroglobul in ant ibody
(TGAb) was 69 IU/ml (< 40). Further evaluation was done
w i th FNAC o f  thyro id g l a nd, w h ich r eve a l e d d i f fuse
lympho cyt ic in f i l tr a t ion sugges t ive  o f  chron ic  a u to-
immune thyroidit is (F igure 2). Depending on the clinical
presenta t ion a nd invest igat ion f ind ings, the d iagnosis
of Hashimoto’s encepha lopathy w as made. Pat ient was
treated with intravenous methyl prednisolone 1g dai ly
fo l low ed by or a l predniso lone  1mg / kg /day w ith com-
bina t ion o f ant i epi lep t ic drugs for se izures. After two
mon ths o f  tr e a tm e n t, w i th  th e  c l in ica l  ev id e nce  o f
complete recovery, tapering off of steroids was started to
a ma intenance dose. Ant i-thyroid antibody leve ls w ere
found to be normal when starting tailing off steroids.

Figure 1. MRI brain showing diffuse cerebral atrophy.
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While being on maintenance dose, in May 2016, the
p a t ie n t  w as r e a dm i t t e d w i th r ecurre nce  of  se izur es
associated w ith a ltered behaviour manifested as visua l
ha l luc in at ion and aggress iven ess. Exam in at ion didn ’t
reveal any foca l neurologica l signs or features of men-
ingism, but there was genera lized hyperreflexia. Repeat
ant i thyroid ant ibody leve ls were found to be elevated
suggest ing relapse of Hashimoto’s encephalopathy. Rest
of the invest igations were norma l. The treatment w ith
methy l prednisolone 1 g /d w as started. Although she
responded to steroids in her first presentation, this time
she remained encephalopathic despite treatment. A week
la ter, sh e w as give n IVIG 0.4 g / kg for 5 d ays. Pa t ie nt
showed a dramatic improvement with IVIG with return of
norma l menta l status w ithin 72 hours. She returned to
her cognitive base line and was discharged home.

Discussion
Hashimoto’s encephalopathy is an immune mediated

disorder, associated w ith Hashimoto thyroidits. Patho-
physiology of the disease is unknown. Goitre and hypo-
thyroidism can be associated w ith the disorder, but the
m a jor ity o f  p a t ie n ts a re  eu thyro id 1. Pa t i en ts usu a l ly
pr e se n t  w i t h su b acu t e  o nse t  o f  con f us io n, a l t e r e d
conscious level and focal or generalized seizures2. Other
c l in ica l prese n ta t ions inc lud e  myoc lonus, s tro k e-l ik e
episodes, psychosis, visua l ha l lucinat ions, genera l ized
hyperreflexia and pyramida l tract signs3. The long-term
course of illness may be self-limited, relapsing-remitting,
or progr essive4,5. Because of i ts dramat ic response to
treatment with cort icosteroids, it is also described as a
cort icos te ro id-r espons ive ence ph a lop athy assoc ia te d
with thyroiditis6. Our patient showed a prompt response
to steroids in her first presentation. But she developed a
re lapse whi le  be ing ma inta ined on low dose steroids.

The re lapse w as resistant to steroids. Interest ingly, she
recovered rapidly with IV immunoglobulin. Relapsing and
remitt ing Hashimoto’s encepha lopathy has been docu-
mented. According to one of the large systematic reviews
o f  th e  l i t e r a tur e, ou t  o f  82 f o l lo w  up p a t i e n ts w i th
Hashimoto encepha lopathy, in 48 cases (58.5%), there
w as no recurrence of disease during fol low-up, and in
22 cases (26.8%), re lapse was associated w ith the with-
draw a l of cort icosteroid; 12 patients (14.7%) relapsed,
requiring further treatment, and 4 patients (4.8%) died7.
There are few cases reported in the literature of patients
w ith steroid resistant Hashimoto’s encephalopathy but
responsive to IVIG1,8. This is the first case reported from
Sri Lanka of this rare disease ent ity.

In conclusion, a lthough by def init ion Hashimoto's
e n ce ph a lop a thy  w as d escr ib e d a s a  cor t icos t e ro id
responsive disease, cases with poor response to steroids
exist. IV immunoglobul in can be conside red as a con-
venient and effective a lternat ive in treatment for such
cases.
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Figure 2. FNAC of the thyroid showing diffuse
lymphocytic infiltration




