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1.0 PURPOSE:
To provide the appropriate and safe handling of specimens received in the laboratory from specimens labeled as “CJD RISK” OR ordered for 14-3-3 PROTEIN as part of the differential diagnosis (possible CJD).
2.0 CLINICAL RELEVANCE:
2.1 Transmissible spongiform encephalopathies, also known as prion diseases, are fatal degenerative brain diseases.  The agents are hardy, remain infectious for years even in a dried state and are resistant to most routine sterilization and disinfection procedures.  Although the incidence of these diseases are rare, Creutzfeldt-Jakob Disease (CJD) and other human TSEs, require protocols that address infection prevention safety concerns in health care workers.  

2.2 Acquired Prion disease occurs when the disease is transmitted between members of the same or different species. There have been a few cases of CJD in Canada resulting from accidental infections during medical procedures (iatrogenic CJD), and by exposure to BSE contaminated food (Variant CJD), although rare.

2.3 The event of a specimen becoming suspect for CJD after routine testing has been performed may occasionally occur. The likelihood of any transmissible disease is decreased when Standard Safety Precautions that prevent skin, mucous membrane and inhalation contact with potentially infectious agents are observed at all times. 
2.4 Advances in CJD diagnostics have occurred in the past 2 years, in particular the assay for 14-3-3 protein in cerebrospinal fluid (CSF), which appears to have a high sensitivity and specificity for sporadic CJD diagnosis.  Although this protein can be positive in other neuropathies, this test is used in conjunction with other diagnostic tests in the diagnosis of the patient for CJD.
3.0
RECEIPT OF SPECIMENS IN LABORATORY
Any specimen suspected of “CJD RISK” must be submitted to the Laboratory in sealed transport bags CLEARLY LABELLED as a risk for CJD. The specimen must be accompanied by a requisition (either requestor copy or downtime) containing all patient information including the ordering physician.
Any order for 14-3-3 protein is considered possible “CJD RISK”, and must follow the same protocol below.
3.1 Notify the Pathologist assigned to Gross or if after hours, the Pathologist on-call.
3.2 Place specimens in the Biological Safety Cabinet.

· Do not open any of the specimen containers, whether formalin fixed or fresh
· Do not distribute any containers to other departments 
· Hold the specimens until the appropriate handling pathway has been determined by the Pathologist
4.0 RISK ASSESSMENT FOR CJD BY PATHOLOGIST
Anticipation of patients at risk for CJD is essential to appropriate management of specimens.
4.1
The “Risk Assessment for CJD by Pathologist Form” (attached to procedure in Medworxx) is to be completed once the Pathologist has determined the Risk of the Specimen. 
4.2.
The Pathologist will contact the ordering Surgeon/Physician to discuss the clinical history and status of the patient.  
4.3

The Pathologist will determine if the patient is “HIGH RISK” or “AT RISK”



(APPENDIX A) or “NO RISK”
4.4

The Pathologist will also determine the LEVEL OF INFECTIVITY of the specimen (APPENDIX B)

4.5

If a Pathologist is not available, HOLD the specimen until this step can be accomplished. Bring the situation to the Technical Coordinator or Laboratory Manager.

APPENDIX A

Assessment of Patient Risk

	High Risk Patient
	At Risk Patient

	1. Clinically diagnosed CJD (all forms)

2. Clinically suspected for CJD: – undiagnosed, unusual progressive neurological disease consistent with CJD (dementia, myoclonus, ataxia, etc.)


	1. Recipients of human dura mater grafts, corneal grafts, and human pituitary hormones

2. Members of families with familial CJD, Gerstmann-Straussler-Scheinker Syndrome (GSS) and fatal, familial insomnia (FFI).


APPENDIX  B

Assessment of Tissue Infectivity Risk
	Level of Infectivity
	Tissue, Secretion and Exudate

	High Infectivity
	Brain, spinal cord, dura mater, pituitary, eye (including optic nerve and retina)

Possibly dental neurovascular tissue (dental pulp)

	Low Infectivity
	CSF, kidney, liver, lung, lymph nodes, spleen, placenta, 

	No Detectable Infectivity
	Adipose tissue, skin, adrenal gland, gingival tissue, heart muscle, intestine, peripheral nerve, prostate, skeletal muscle, testis, thyroid gland, faeces, milk, nasal mucous, saliva, sputum, semen, vaginal secretions, serous exudate, sweat, tears, urine, blood, bone marrow


PATHOLOGIST RECOMMENDATION FOR TESTING
NO RISK:

All testing ordered may proceed following current procedures outlined in Technical Manuals of each department.

Specimens may be sent-out to Reference Laboratories as needed.
AT RISK OR HIGH RISK:
No testing is to be done at the Integrated Hospital Laboratories.

Tissue- send to University of Ottawa for Pathology- CJD Surveillance System.

CSF, Blood- send to National Microbiology Laboratory for testing. 

5.0  SEND OUT TO NATIONAL MICROBIOLOGY LABORATORY for 14-3-3/Prion/Viral
Refer to link for shipping instructions for CSF and requisition :
https://www.nml-lnm.gc.ca/guide2/pathogen_engview.php?refdiagID=14
5.1 You must notify the receiving lab (NML), by phone or fax, that a sample is being shipped, provide the Courier Name and waybill number for tracking purposes.

5.2 CSF specimens requesting 14-3-3 Protein testing, Protein Assay. Ship to: National Microbiology Laboratory in Winnipeg.  

5.3  Blood 
 i.e. Human Prion Protein Gene sequencing, Send to National Microbiology Laboratory in Winnipeg.  A consent form is available from the NML when needed.

5.4  Viral Studies

Send to National Microbiology Laboratory in Winnipeg (check test availability as per test menu on NML website. Contact Technical Coordinator for further information). 


Fill out Hospital miscellaneous form with all patient information and tests to be ordered for NML.


Package according to TDG guidelines (1A or B) Clearly label as CJD RISK
5.4 High and Low Infectivity Tissue:
5.4.1 For those tissue specimens received in formalin that are deemed to be of High or      Low Infectivity potential from either High Risk or At Risk patients, the specimens must be packaged according to TDG guidelines.
5.4.3 Formalin does not destroy the infectious agent.  

5.4.4Neuropathology samples (brain tissue) are to be shipped to University of Ottawa Neuropathology Department (confirm with Technical Coordinator logistics prior to shipping)


University of Ottawa



Department of Pathology



451 Smyth Rd., rm. 4155


Ottawa, ON



K1H 8M5

Phone: 613-562-5800 ext. 5422 (Manager ext. 8338)
   5.4.5 Using gloves, ensure that the specimen container lids are secure to prevent any  

possibility of leaking during transportation.


5.4.6 Phone the referral Laboratory to ensure that the facility is aware that the    


specimens are on route. 

        Do not open the specimen containers prior to packaging and transport.  

6.0 SPILL PROCEDURES FOR HIGH OR LOW INFECTIVITY TISSUES:

6.1 Should CSF or a fresh specimen be spilled in the Laboratory, don mask, gloves and goggles.  Attempt to carefully salvage the fresh specimen if it is safe to do so.  Cover the spill area with paper towels, and gently pour fresh, undiluted bleach over the towels.  Allow to soak for 60 minutes before carefully gathering the towels and contents and placing in the laboratory biohazard container.

6.2 Should there be a formalin container spill, don mask, gloves and goggles. Attempt to carefully salvage the specimen, if any, if it is safe to do so.  Cover the area with formalin neutralizing agent, (follow directions for use), gently push the neutralizing agent onto stiff cardboard and dispose all into the laboratory biohazard container.  Place paper towels over the area and soak with bleach, for 60 minutes, as per the above procedure.   

7.0 AUTOPSY REQUESTS:

Autopsies on patients deemed High Risk or At Risk for CJD will be referred as directed by the Pathologist to an appropriate Level III containment facility.  




        Call 1-888-489-2999



After Hours Page 1-613-593-3752

Arrangements for transport of the remains and ensuing costs are the responsibility of the 

CJD Surveillance System.

The Physician or Pathologist may contact the Surveillance System to report a possible CJD. Otherwise when a specimen is sent to either Winnipeg for 14-3-3 or Ottawa for Neuropathology, these facilities will make the report.




Creutzfeldt-Jakob Disease Surveillance System




Blood Safety Surveillance & Health-Care Acquired Infections Division




Centre for Infectious Disease Prevention & Control




Public Health Agency of Canada




100 Eglantine Driveway
AL:0601B2




Ottawa, Ontario K1A 0K9



Tel (toll free): 1-888-489-2999


  
Fax: 1-613-952-6668



After Hours (1800-2400) page 1-613-593-3752
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