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Case Report
A 7-year-old boy was referred to the radiology department for 

the evaluation of progressive developmental regression, dystonia and 
dysarthria. �e neurological examination revealed upper limb tremor, 
spastic paraparesis with rigidity, dystonic movements and dysarthria. 
His birth history was unremarkable, and developmental regression 
began at the age of 4. Laboratory tests and EEG results were normal.

�e patient underwent scanning using a 1.5T MRI system, with 
the protocol involving  3D FLAIR images, a 3D T1-weighted images, 
susceptibility-weighted imaging (SWI), and di�usion-weighted 
imaging (DWI). Both T2 and SWI images revealed bilateral and 
symmetric hyperintensity within the globus pallidus, surrounded with 
a hypointensity area. No other lesions were observed, including other 
basal ganglia and substantia nigra.

�is combination of �nding is suggestive of a typical “eye 
of the tiger”, characteristic of pantothenate kinase-associated 
neurodegeneration (PKAN), though not pathognomonic.

Discussion
PKAN, formerly called Hallervorden-Spatz syndrome, is the most 

usual type of neurodegeneration with brain iron accumulation (NBIA), 
accounting for half of the NBIA cases and has an estimated prevalence 
of 1-3/100000 [1].

It is an autosomal recessive disorder resulting from a mutation in 
the pantothenate kinase 2-gene (PANK2). PANK 2 is essential for the 
production of the “pantothenate kinase 2 enzyme”, which regulates 
coenzyme A (CoA) synthesis. Insu�ciency of this enzyme leads to 
the destruction of the phospholipid membrane, primarily in the basal 
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Informed consent

Written informed consent was obtained from a legally authorized 
representatives for anonymized patient information to be published in 
this article.

References
1. Kurian, Manju A. and Susan J. Hayflick (2013) Pantothenate kinase-associated 

neurodegeneration (PKAN) and PLA2G6-associated neurodegeneration 
(PLAN): review of two major neurodegeneration with brain iron accumulation 
(NBIA) phenotypes. Int Rev Neurobiol 110: 49-71.

2. KURIAN MA, MCNEILL A, LIN JP, MAHER ER (2011) Childhood disorders of 
neurodegeneration with brain iron accumulation (NBIA). DMCN 53: 394-404.

3. Nassif D, Santos Pereira J, Spitz M, Capitão C, Faria A (2016) Neurodegeneration 
with brain iron accumulation. A case report. Dement Neuropsychol 10: 160-164.

4. Kruer MC, Boddaert N, Schneider SA, Houlden H, Bhatia KP, et al. (2012) 
Neuroimaging Features of Neurodegeneration with Brain Iron Accumulation. 
AJNR Am J Neuroradiol 33: 407-414.

5. Lee JH, Yun JY, Gregory A, Hogarth P, Hayflick SJ (2020) Brain MRI Pattern 
Recognition in Neurodegeneration With Brain Iron Accumulation. Front Neurol 
11: 1024.

6. Kruer MC, Boddaert N, Schneider SA, Houlden H, Bhatia KP, et al. (2012) 
Neuroimaging features of neurodegeneration with brain iron accumulation. 
AJNR Am J Neuroradiol. 33: 407-414.

https://www.sciencedirect.com/science/article/abs/pii/B978012410502700003X
https://www.sciencedirect.com/science/article/abs/pii/B978012410502700003X
https://www.sciencedirect.com/science/article/abs/pii/B978012410502700003X
https://www.sciencedirect.com/science/article/abs/pii/B978012410502700003X
https://onlinelibrary.wiley.com/doi/full/10.1111/j.1469-8749.2011.03955.x
https://onlinelibrary.wiley.com/doi/full/10.1111/j.1469-8749.2011.03955.x
https://www.scielo.br/j/dn/a/ngXF546hHcrQkb5HnjtHxkx/?lang=en
https://www.scielo.br/j/dn/a/ngXF546hHcrQkb5HnjtHxkx/?lang=en
https://www.ajnr.org/content/33/3/407.short
https://www.frontiersin.org/journals/neurology/articles/10.3389/fneur.2020.01024/full
https://www.frontiersin.org/journals/neurology/articles/10.3389/fneur.2020.01024/full
https://www.ajnr.org/content/33/3/407.short

	Corresponding author
	Abstract

