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Tripeptidyl peptidase I is a lysosomal protease, crucial for the brain function. Its genetically determined 
deficiency causes the late infantile form of classical neuronal ceroid lipofuscinosis – a serious neuro-
degenerative disorder, connected with severe symptoms and early death at puberty. Since most of the 
brain diseases are now studied using animal models, it is important to identify the enzyme locations and 
activity levels in healthy laboratory animals’ brain regions. However, TPPI locations and activity levels 
in mesencephalon, thalamus and pons are still largely unknown. In the present paper we determine the 
enzyme activity levels and localization pattern in the above three brain regions of healthy adult rats and 
mice. The results show species differences in TPPI activity levels. All the studied types of neurons show 
high enzyme activity in both species. Those results would be important in view of the use of animal 
models for studying neurodegenerative disorders.
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Introduction

Tripeptidyl peptidase I (TPPI, E.C. 3.4.14.9) is a lysosomal enzyme – a protein product 
of the cln2 gene, mutations in which are known to cause the recessive neurodegenerative 
disease late infantile neuronal ceroid lipofuscinosis (LINCL) or Jansky-Bielschowsky 
disease [9]. LINCL is connected with pathological accumulation of autofluorescent li-
popigment in the neurons and photoreceptor cells leading to their degeneration and 
progressive loss [11]. Recently, a mouse model of LINCL has been established [10] and 
used for testing different therapeutic strategies [8]. On the other hand, changes in TPPI 
activity levels in human brain have been found in many diseases like Alzheimer disease, 
Down syndrome, other forms of neuronal ceroid lipofuscinosis, sclerosing panencepha-
litis and brain infarctions [5]. Some of the above disorders are also studied using animal 
models, particularly mice and rats. Therefore, it is important to identify the enzyme 
activity levels and localization pattern in normal rats and mice brains for comparative 
purposes. TPPI activity studies have been performed in cerebral cortex, cerebellar cor-
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