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MANAGEMENT OF CREUTZFELDT-JAKOB DISEASE (CJD)

CJD was first identified in the 1920s. It is one of a group of diseases known as transmissible
spongiform encephalopathies (TSE). TSEs can occur in humans or animals and cause
deterioration of the central nervous system. CJD is a form of TSE that occurs only in humans.

CJD occurs at a worldwide rate of between 0.5 and 1 case per million population per year. The
distribution of cases is evenly divided between men and women and the age of onset is between
50 and 75 years of age.

CJD differs from variant CJD (vCJD) which has been linked to Mad Cow Disease in the United
Kingdom and Europe. Variant CJD has only_been seen twice in Canada (one case each in 2002,
and 2011.)

The agent that causes CJD is thought to be an unconventional agent known as a prion protein.
The prion contains only protein that replicates by converting normal cellular protein to abnormal
protein.

CJD leads to deterioration of the central nervous system. The initial stages of the disease are
subtle and may involve symptoms of insomnia, depression, confusion, personality and
behavioural changes, strange physical sensations, and problems with memory, co-ordination and
sight. As the disease advances, the individual experiences a rapidly progressive dementia and in
most cases, involuntary and irregular jerking movements known as myoclonus. Problems with
language, sight, muscular weakness, and co-ordination worsen. In the final stage of the disease,
the individual loses all mental and physical functions and may lapse into a coma. The duration of
the illness is generally short but may vary from several weeks to several years. CJD is always
fatal.

Diagnosis of CJD is extremely difficult. Atthe present time, the only accurate way to make a
diagnosis of CJD is by autopsy. An experimental testis available, but the low sensitivity and
specificity of the test make it unreliable. Other brain disorders may result in a positive test.
Diagnosis is made principally by clinical and neuropathological examination.
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Three forms of CJD are recognized: sporadic, familial and infectious/iatrogenic. Transmission of

CJD varies depending on the type of illness.

Sporadic CJD
Sporadic CJD accounts for 85-90% of all cases in the general population. It occurs at random
and there is no known infectious source. There is no evidence of the disease being
transmitted in the patient’s family.

1. Familial CJD
The familial form accounts for 5-10% of all cases and is inherited. These cases exhibit a
mutation in the gene coding for the prion protein.

2. Infectious CJD
This form is very rare, occurring in less than 1% of cases. Disease is the result of
transmission during an invasive medical procedure (e.g. brain surgery, corneal transplants).
There are three circumstances in which transmission of CJD between humans has been
demonstrated: by transplantation of central nervous system tissue (dura mater grafts), by
contaminated instruments used during invasive neurological or neurosurgical procedures, and
by administration of human pituitary extracts. Person-to- person transmission by any other
route has not been demonstrated.
Family members who live with infectious CJD patients have no greater risk of getting CJD
than the general population.

CJD is not known to be transmitted through contact with blood or body fluids other than brain
tissue and possibly cerebrospinal fluid (CSF). No special precautions are required in the long-
term care setting. Routine Practices for infection prevention should be used with all residents.

Long-term care staff and residents are not at any increased risk from a patient with CJD.
Residents with CIJD may participate in all activities within the facility.

Staff education should be done whenever a case of CJD is identified in the facility.
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