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Case Series Sri Lankan patients with mucopolysaccharidosis type IVA

Rare Clinico-radiological Syndrome Mimicking Transient Ischemic 
Attack - A Case Report

Mild encephalitis / encephalopathy with reversible splenial syndrome (MERS) is 
a rare clinico-radiological entity characterisedcharacterized by mild to moderate 
neurological symptoms following a prodrome. Numerous infectious causes 
have been documented, most common being viruses and few bacteria (E. coli, 
Salmonella, Streptococcus & Legionella). MRI typically shows an isolated lesion 
in the splenium of corpus callosum, rarely in other white matter regions. Here, 
we discuss a 13 years old boy  presenting to us like transient ischemic attack but 
turning out to be MERS on neuroimaging. The boy improved symptomatically in 
72 hrs with spontaneous resolution within four weeks.
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Introduction
Mild encephalopathy / encephalitis with reversible splenial lesion (MERS) is 
characterized by neuropsychiatric manifestations. MRI findings of the reversible lesions 
in the splenium of corpus callosum, and excellent clinical outcomes. It was initially 
described by Tada et al in 2004.1 Exact incidence is not known but cases reported 
mostly in children than adults. Its prevalence in a radiological series is 3%.2

Case Report
Thirteen years old developmentally normal boy, with no significant past history, 
presented with a prodrome of fever and myalgia for two days followed by two 
episodes of unresponsiveness and altered consciousness spanning over six to eight 
hours. During the episode, child was unresponsive with vacant stare but not associated 
with tonic - clonic movements. Child complained of bifrontal headache after the period 
of unresponsiveness. Parents also reported subtle changes in behaviour like lethargy, 
slow response to oral commands and excessive sleepiness.

On examination, he was conscious, oriented and afebrile. CNS examination revealed 
a decrease in the power of distal muscle groups (wrists and ankles) with power of 3 / 5 
along with weak finger grip. He also had high stepping gait while walking. There was 
no alteration in tone. His deep tendon jerks were normal. His higher mental functions, 
cranial nerves, cerebellum, sensory examination were all within normal limits. We did 
fundoscopy which was normal. There was no bowel, bladder involvement. There were 
no signs of meningeal irritation.

Initial investigations (Complete blood picture, urea, creatinine, liver function test, 
electrolytes, lipid profile, peripheral smear, INR) were unremarkable. MRI Brain 
contrast with spectroscopy revealed a moderately defined T1 hypointense, T2 / FLAIR 
intermediate signal intensity lesion involving the splenium of corpus callosum, along the 
midline. MR spectroscopy showed NAA peak with Cho / NAA ratio of 0.4; no lipid, 
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lactate peak. Rest of the brain parenchyma and angiography was 
normal. The findings were suggestive of a transient splenial lesion.

Figure 1: a) T2 weighted axial MRI shows an ill defined, 
hyperintense lesion in the splenium of corpus callosum b) The 
lesion appears partly suppressed on FLAIR sequence.

Figure 2: a) T1 weighted axial MRI shows an ill defined, 
hypointense lesion in the splenium of corpus callosum b) The 
lesion shows non enhancement on post contrast image 

In view of the clinical features and CNS involvement, we did CSF 
analysis, which was reported to be normal. Rapid assays for viral, 
bacterial agents were not done due to unavailability of the facility 
at our centre. There were no further episodes and patient started 
improving symptomatically with supportive management over 72 
hours. Follow-up CNS examination after four weeks was normal.

Discussion
Mild encephalitis / encephalopathy with reversible splenial lesions 
or MERS can present with a wide range of signs and symptoms. It 
is usually preceded by a prodrome of fever, vomiting, diarrhoea 
and cough, one to three days before the onset of symptoms.3,4 

The most common neurological symptom is delirious behaviour, 
followed by disturbance of consciousness, and seizures. The 
associated infectious agents include influenza, Escherechia coli, 
Streptococcus pneumonia, Legionella, Mycoplasmapneumoniae, 
mumps, rotavirus, measles, varicella and CMV.5-9 Sometimes, 
it may be seen in children who have been rapidly withdrawn 
from AED or who have received toxic levels of AED.1 There has 
been one case report with Kawasaki disease being the cause of 

MERS.10

MERS is classified into type 1 and type 2 based on MRI. Type 
1 is with only corpus callosal changes and type 2 involving 
other areas of white matter along with corpus callosum.8 The 
exact pathophysiological mechanism of MERS is not yet known. 
Two main mechanisms were proposed – intramyelinic oedema 
and inflammatory infiltrates. However, both these mechanisms 
fail to explain why splenium of corpus callosum is the site of 
involvement.1,7 Repeat MRI typically at four weeks shows complete 
resolution of the lesion. This resolution of the lesion is the hallmark 
of this phenomenon.

This child showed typical prodromal symptoms with altered 
consciousness and distal muscle weakness. MRI brain contrast 
showed Focal T2 / FLAIR hyperintense lesion with restricted 
diffusion along the midline in splenium of corpus callosum and the 
child recovered with symptomatic management. Hence, our case 
fulfils the diagnostic criteria proposed by Hoshino et al.3 This child 
fits into Type 1 MERS. The patient did not have any recurrence of 
symptoms on follow-up four weeks later. Repeat MRI was hence 
not done due to financial constraint. Most cases of children with 
MERS improve with minimal or no intervention at all. In severe 
cases, injection methyl prednisolone, intravenous immunoglobulin 
and anti-epileptic drugs have been given along with empirical 
antibiotics and antivirals as treatment of cause.4

Conclusions
Although uncommon, any child presenting with delirium, MERS 
should also be considered as a possible etiology. A delirious 
child with MRI brain showing an isolated lesion in the splenium 
of corpus callosum, along with a prodromal infection and typical 
neurological features clinches the diagnosis of MERS. Outcome 
is excellent with majority of patients having a full recovery within 
four weeks with no major intervention. Hence, early recognition of 
this rare entity can avoid unnecessary investigations / treatment 
and provides reassurance about good outcome.

References
1.	 Tada H, Takanashi J, Barkovich AJ, Oba H, Maeda 

M, Tsukahara H, et al. Clinically mild encephalitis/
encephalopathy with a reversible splenial lesion. Neurology. 
2004 Nov 23;63(10):1854. 			 
DOI :10 .1212/01.wn l .0000144274.12174.cb . 
PMID:15557501.

2.	 J Yuan, S Yang, S Wang, W Qin, L Yang, W Hu. Mild 
encephalitis/encephalopathy with reversible splenial lesion 
(MERS) in adults—a case report and literature review. 
BMC Neurol, 17 (2017), pp. 103. 			 
DOI:10.1186/s12883-017-0875-5

3.	 Hoshino A, Saitoh M, Oka A, Okumura A, Kubota M, 
Saito Y, et al. Epidemiology of acute encephalopathy in 
Japan, with emphasis on the association of viruses and 
syndromes. Brain Dev. 2012 May;34(5):337–43. 		
DOI: 10.1016/j.braindev.2011.07.012. PMID: 21924570.

4.	 Fang Q, Chen L, Chen Q, Lin Z, Yang F. Clinically mild 
encephalitis/encephalopathy with a reversible splenial 
lesion of corpus callosum in Chinese children. Brain Dev. 
2017 Apr;39(4):321–6. 				  

 a b

 a b

https://doi.org/10.1212/01.wnl.0000144274.12174.cb
http://dx.doi.org/10.1186/s12883-017-0875-5
https://doi.org/10.1016/j.braindev.2011.07.012


J Nepal Paediatr Soc | VOL 42 | ISSUE 02 |MAY-AUG,  202288

Case Report Clinico-radiological Syndrome Mimicking Transient Ischemic Attack

DOI: 10.1016/j.braindev.2016.10.009. PMID: 27823946.

5.	 Yıldız AE, Genç HM, Gürka E, Ünlü HA, Öncel H, Güven 
A. Mild encephalitis/encephalopathy with a reversible 
splenial lesion in children. Diagn Interv Radiol. 2018 
Mar;24(2):108–12. 				  
DOI: 10.5152/dir.2018.17319. PMID: 29757148.

6.	 Feraco P, Porretti G, Marchiò G, Bellizzi M, Recla M. Mild 
Encephalitis/Encephalopathy with Reversible Splenial Lesion 
(MERS) due to Cytomegalovirus: Case Report and Review 
of the Literature. Neuropediatrics. 2018;49(1):68–71. 
DOI: 10.1055/s-0037-1608779. PMID: 29179234.

7.	 Karampatsas K, Spyridou C, Morrison IR, Tong CY, 
Prendergast AJ. Rotavirus-associated mild encephalopathy 
with a reversible splenial lesion (MERS)-case report and review 
of the literature. BMC Infect Dis. 2015 Oct 24;15:446. 	
DOI: 10.1186/s12879-015-1192-5.	

8.	 Ueda N, Minami S, Akimoto M. Mycoplasma pneumoniae-
associated mild encephalitis/encephalopathy with a 
reversible splenial lesion: report of two pediatric cases 
and a comprehensive literature review. BMC Infect Dis 
[Internet]. 2016 Nov 11 				  
DOI: 10.1186/s12879-016-1985-1  

9.	 Avcu G, Kilinc MA, Eraslan C, Karapinar B, Vardar F. 
Mild encephalitis/encephalopathy with reversible splenial 
lesion (MERS) associated with Streptococcus pneumoniae 
Bacteraemia. J Infect Public Health. 2017 Aug;10(4):479–
82. 						   
DOI: 10.1016/j.jiph.2016.08.019. PMID: 27641480.

https://doi.org/10.1016/j.braindev.2016.10.009
https://doi.org/10.5152/dir.2018.17319
https://doi.org/10.1055/s-0037-1608779
https://doi.org/10.1186/s12879-016-1985-1
https://doi.org/10.1016/j.jiph.2016.08.019

