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Prion diseases, or transmissible spongiform encephalopathies (TSEs), are a group of fatal
and transmissible neurodegenerative disorders characterized by long incubation periods,
misfolded prion protein (PrP) deposition, and usually spongiform vacuolation. These
devastating diseases affect many mammals, with the best known examples being
Creutzfeldt–Jakob disease (CJD), fatal familial insomnia (FFI), or Kuru in humans; and
scrapie in sheep, bovine spongiform encephalopathy (BSE) in cattle, and chronic wasting
disease (CWD) in cervids. Despite major achievements in research of TSEs, there are still
many unresolved key issues that hamper the development of effective therapies. However,
the last decade has been particularly prolific in advances in the prion field. Among others,
prion propagation in vitro has been achieved, leading to new diagnostic methods; the basic
architecture of infectious prions has been deciphered; new prion disease types have been
described in humans and other animals; and prion disorders have emerged in places that
had not previously reported the disorders, as is the case for CWD in Europe.
This Special Issue will focus on the state of the art of our knowledge of PrPSc: on what we
know about its structure and propagation, the basis of strains and transmission barriers, the
mechanisms of PrPSc toxicity, the possible function of PrPSc’s properly folded precursor,
PrPC and its evolutionary history, and recent technical breakthroughs in diagnostics and
therapy development among other key aspects of PrPSc prion biology.
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MDPI Books offers quality open access book publishing to promote the exchange of ideas and
knowledge in a globalized world. MDPI Books encompasses all the benefits of open access – high
availability and visibility, as well as wide and rapid dissemination. With MDPI Books, you can
complement the digital version of your work with a high quality printed counterpart.

Open Access
Your scholarly work is accessible worldwide without any restrictions. All
authors retain the copyright for their work distributed under the terms of the
Creative Commons Attribution License.

Author Focus
Authors and editors profit from MDPI’s over two decades of experience in open
access publishing, our customized personal support throughout the entire
publication process, and competitive processing charges as well as unique
contributor discounts on book purchases.

High Quality & Rapid Publication
MDPI ensures a thorough review for all published items and provides a fast
publication procedure. State-of-the-art research and time-sensitive topics are
released with a minimum amount of delay.

High Visibility
Due to our global network and well-known channel partners, we ensure
maximum visibility and broad dissemination. Title information of books is sent
to international indexing databases and archives, such as the Directory of Open
Access Books (DOAB), and the Verzeichnis Lieferbarer Bücher (VLB).
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