
Prions
These infectious agents which (almost certainly) do not have a nucleic 
acid genome



It seems that a protein alone is the infectious agent and has been called a

prion



A prion has been defined as "small proteinaceous infectious particles 
which resist inactivation by procedures that modify nucleic acids”



The discovery that proteins alone ca
come as a considerable surprise to the scientific community.

n transmit an infectious disease has 



Prion diseases are often called spongiform encephalopathies because of 
the post mortem appearance of the brain with large vacuoles in the 
cortex and cerebellum. 

Probably most mammalian species develop these diseases. Specific
examples include 

Scrapie: sheep

TME (transmissible mink encephalopathy): mink

CWD (chronic wasting disease): muledeer, elk

BSE (bovine spongiform encephalopathy): cows

Humans are also susceptible to several prion diseases:

CJD: Creutzfeld-Jacob Disease

GSS: Gerstmann-Straussler-Scheinker syndrome

FFI: Fatal familial Insomnia

Kuru

Alpers Syndrome





The incidence of sporadic CJD is about 1 per million per year GSS 
occurs at about 2% of the rate of CJD. It is estimated that 1 in 10,000 
people are infected with CJD at the time of death. These figures are 
likely to be underestimates since prion diseases may be misdiagnosed as 
other neurological disorders.





The diseases are characterised by loss of motor control, dementia, 
paralysis wasting and eventually death, typically following pneumonia

Fatal Familial Insomnia presents with an untreatable insomnia and 
dysautonomia (dysfunction of the autonomic nervous system). Details of 
pathogenesis are largely unknown.

Visible end results at post-mortem are non-inflammatory lesions, 
vacuoles, amyloid protein deposits and astrogliosis (scarring of 
astrocytes).

GSS is distinct from CJD, it occurs typically in the 4th-5th decade, 
characterized by cerebellar ataxia and concomitant motor problems, 
dementia less common and disease course lasts several years to death. 
(Originally thought to be familial, but now known to occur sporadically 
as well).

CJD typically occurs a decade later has cerebral involvement so 
dementia is more common and patient seldom survives a year (originally 
thought to be sporadic, but now known to be familial as well)



SCRAPIE










