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	Summary

These guidelines provide concise guidance for all staff to minimize the potential risks of infection and to ensure prompt recognition of those patients who are at risk of infection.
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1
Introduction & Scope

These guidelines are aimed at all Health Care Workers involved in the care of patients who have or are at risk of Transmissible Spongiform Encephalopathies (TSEs) including Creutzfeldt - Jakob disease (CJD)

Transmissible spongiform encephalopathies (TSEs), otherwise known as prion diseases, are rare, fatal, degenerative diseases affecting the central nervous system (CNS), that occur in humans and certain other mammals.

There are several recognised TSEs, including Creutzfeldt - Jakob disease (CJD) in humans, bovine spongiform encephalopathy (BSE) in cattle and scrapie in sheep. These and other TSEs are summarised in Box 1.
2
 Definitions

Prions - an infectious particle of protein that, unlike a virus, contains no nucleic acid.
Encephalopathy - disease in which the functioning of the brain is affected by some agent or condition (such as viral infection or toxins in the blood).
3
Overview
TSEs are caused by unconventional infectious agents currently thought to be infectious proteins (apparently without nucleic acid) known as prions, which do not share the normal properties of viruses or bacteria. The CNS contains the highest levels of infectivity which is associated with accumulation of a modified host encoded protein; prion protein. Although TSEs are not contagious, they are experimentally transmissible by inoculation. The human TSEs occur in 3 groups;

· Idiopathic diseases: Sporadic CJD and sporadic fatal insomnia

· Familial diseases: Familial CJD, Gerstmann-Sträussler-Scheinker disease (GSS) and fatal familial insomnia

· Acquired diseases: Human agents: Kuru and iatrogenic CJD Bovine agent: Variant CJD

· All human TSEs are very rare; the world-wide incidence of CJD is about 1 per million people each year. 

· Sporadic, or classical, CJD: is currently the most common form (85% of all cases). There are around 50 cases of classical CJD in the UK each year. It is very unusual in people aged less than 40 years the usual age of onset is late middle age (average age 65 years). The cause of classical CJD is unknown. Most patients present with rapidly progressive dementia with focal neurological signs including ataxia, myoclonus, visual disturbances and rigidity. Death usually occurs within 4-6 months of clinical onset.

· Variant CJD: This form has recently been recognised, and affects younger people than classical CJD. The duration of illness is longer, lasting a median of 14 months. In the early stages, patients often present with personality change and psychiatric symptoms such as depression or withdrawal. It is thought to be causally related to exposure to the agent causing Bovine Spongiform Encephalopathy in cattle.

· Iatrogenic CJD: Cases of CJD have been associated with treatments administered in the 1970s using human pituitary derived growth hormone, and with human dura mater grafts. A few cases have been reported associated with corneal grafts, and a few with contaminated instruments used in brain surgery.

Familial prion disease: About two dozen families in the UK are known to be affected. The condition follows an autosomal dominant pattern of inheritance. Familial TSEs account for around 10-15% of cases and the remaining smaller numbers include the acquired human TSEs. The clinical features of familial TSEs are much more variable, even within affected families. Some patients exhibit clinical features which resemble sporadic CJD, while in GSS most patients present with ataxia and other movement disorders before the onset of dementia. In sporadic and fatal familial insomnia, patients usually suffer from prominent sleep disturbances before the onset of other neurological abnormalities
CJD is invariably fatal. The illness usually has a short duration after the onset of progressive symptoms but varies according to the type of CJD. 
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For full guidelines on management of TSE in a health care setting please follow the following link
https://www.gov.uk/government/publications/guidance-from-the-acdp-tse-risk-management-subgroup-formerly-tse-working-group 
.   

4
Trust Associated Documentation
YHFT Policy for the Development and Management of Policies CORP.RL.10
YHFT [version 8] Infection Prevention Hand Hygiene Policy CLIN.IC.12
YHFT [version 4] Infection Prevention Standard Precautions Policy CLIN.IC.6
5 
External References

https://www.gov.uk/government/publications/guidance-from-the-acdp-tse-risk-management-subgroup-formerly-tse-working-group 
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