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Human Prionoses .Eiii?nrai Frinn-uses-
« Creutzfeldt-Jacob Disease (CJD)
- Fatal Familial Insomnia (FFI)

Gerstmann-Straussler-Scheinker
Syndrome (GSS)

Kuru
Variant CJD (vCD)




of Prionoses

Classification

- Familial/Hereditary
- Sporadic

- Infectious




Prions: Definituton

Small PROteinaceous INfectious particles that are

resistant fo inactivation by procedures that usually

modify/denature profeins




Prions: Characteristics

- Made of protein

- Resistant to inactivation
nverting normail protein to abnormal prot

- Reproduce by CO ein
Do not induce the immune system

giform appearance

Cause vacuolation of neurons == Sporn



Normal & Abnormal Prion
protein
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Protein stucture. Examples
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(a) Insulin (b) Ribonuclease



Cellular vs Scrapie Protein

Cellular (Pree) Characteristic Scrapie (PrP=<)

Predominantly : Predominantly beta-
Alpha-helical sheets

Insoluble

NOon-infectous Infectious

Susceptible : : Resistant




Transmission

= Sporadic

- latrogenic: Blood transfusion, organ transplant
- Hereditary

= [ngestion

« Beef

- Carmmibalisrmn




KEY FEAT‘LIRE: Al:r.'umulaﬁl:m of abmormg) prion

Protein Prps

Mormaj cellular protein (Priec

PrpPsc dissociates from the ce|l

Prp== =Huses more Pripe

e brain cells
Aggregated Prips is then IMemalized intg cefls =Pongrionm appearance
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Describe the pathogenesis of prion diseases

2  \What are the differences between PrPc and PrPsc

3. Outline 5 strategies for prevention of Pnonoses




