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Confirmed BSE Cases by Month and Year of 
Restriction, Great Britain, June 1988-June 2001
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BSE ImpactsBSE Impacts

• Transmission of the agent among cattle and to 
other animals.

• Transmission to humans causing vCJD
predominantly among young patients.

• Invariably fatal nature of the diseases with no 
effective therapy.

• Economic impacts of BSE
• During September 2001-January 2002, the farming and 

food industries in Japan reportedly lost $1.5 billion 
because of BSE.
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• Concerns related to possible introduction of BSE into 
the United States. 

• Concerns related to possible occurrence of vCJD 
and/or its possible secondary spread via blood and 
blood products. 

• Concerns related to CJD infection control issues and 
the possible zoonotic transmission of animal TSEs 
prevalent in the United States.
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USDA’s BSE SurveillanceUSDA’s BSE Surveillance

• The BSE surveillance consists of testing:

• Adult cattle displaying evidence of neurological disease 
presenting:

• On-farm (field CNS cases), veterinary hospitals, veterinary 
diagnostic laboratory, public health laboratories, at slaughter 
(CNS condemns).

• “Downer cows”  (nonambulatory adult cattle). 

• Adult cattle which die on-farm. 
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Total Bovine Brain Submissions for BSE Surveillance, 
United States, May 10, 1990 thru Feb 28, 2002

Source:  USDA, APHIS,NVSL 

Total = 22,912
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BSE Preventive MeasuresBSE Preventive Measures

• Since 1989, the USDA has restricted the 
importation of live cattle and certain cattle 
products from the United Kingdom. 

• This restriction was later expanded to prohibit 
importation from all European countries and 
recently from Japan.

• In 1997, the Food and Drug Administration 
prohibited the use of most mammalian protein 
in the manufacture of ruminant feed .
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• The United States is highly resistant to 
introduction of BSE. 

• Most effective preventive measures included ban on 
importation of live cattle and ruminant meat and bone 
meal from the United Kingdom since 1989 and all of 
Europe since 1997, and the ruminant feed ban.  

• BSE is extremely unlikely to become 
established in the United States even if it were 
inadvertently introduced.
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Possible U.S. Occurrence of vCJDPossible U.S. Occurrence of vCJD

• Primary source of exposure of the U.S. 
population to the BSE/vCJD agent: 
• During visits to BSE-endemic areas. 

• Consumption or use of imported products 
containing BSE-contaminated cattle parts.

• Possible secondary person-to-person spread 
of the vCJD agent.
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• In 1999, FDA instituted a policy to defer blood donors who 
spent a cumulative ≥6 months period in the United 
Kingdom during 1980-1996.

• Because of the emergence of BSE and vCJD in other 
European countries, FDA recently expanded the blood 
donor deferral policy.

• UK policy tightened from cumulative ≥6 months to ≥3 months. 

• Excludes donors who spent ≥5 years in other European countries, and 
persons who lived on US military bases in Europe.
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• The donor deferral policy is intended to minimize 
the risk of vCJD transmission, not totally eliminate 
the risk.

• The length of time spent in Europe was selected to 
maximize the benefit of the deferral policy with 
minimum adverse impact on blood availability. 

• The donor deferral criteria were estimated to 
result in a 90% reduction in total person-days of 
risk-weighted exposure to the vCJD agent.
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• The risk of vCJD transmission via blood and 
blood products is considered theoretical 
because:

• No transmission of the vCJD agent by human 
blood or plasma has been reported.

• Study of recipients of blood products from vCJD 
donors has not demonstrated infectivity.
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• The vCJD agent is readily detectable in 
lymphoreticular tissues.

• Presumed route of BSE transmission through 
ingestion implies possible blood phase – prionemia.

• Transmission of the BSE agent via transfusion 
during the incubation period in an experimental 
sheep model has been reported.

• Variant CJD is a new fatal disease with very long 
incubation period.
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• In 1996, CDC enhanced surveillance to monitor 
CJD and the possible occurrence of vCJD.

• Periodic review of the national multiple cause-of-death 
data. 

• Follow up investigation of CJD decedents <55 years of 
age in collaboration with state and local health 
departments.

• Supporting the establishment of the National Prion 
Disease Pathology Surveillance Center in collaboration 
with the American Association of Neuropathologists.  
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Age-Adjusted and Age-Specific CJD Death 
Rates, United States, 1979-1999
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CJD Deaths and Death Rates by Age-Group, 
United States, 1979-1999
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Percent Distribution of U.K. vCJD and U.S. Sporadic CJD 
Cases by Age Group at Death, 1995-2001
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Cases Received and Diagnosed by the National 
Prion Disease Pathology Surveillance Center*
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Infection Control Concerns





Chronic Wasting Disease Endemic Areas, United States

WYOMING

COLORADO



North Platte
River

Laramie
River

Denver

Fort Morgan

Cheyenne

South Platte
River

Fort Collins

10050

km

Laramie

Estes Park

Wheatland

NEBRASKA

Chronic Wasting Disease Endemic Areas, United States

WYOMING

COLORADO



States Where CWD has Recently been Identified Among 
Free-Ranging Deer or Elk

SOUTH
DAKOTA

NEBRASKA

WISCONSIN



Clinical Characteristics of the 3 Unusually Young CJD 
Patients with Venison Consumption
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Comparison of Key Evidence Supporting a Causal Link 
Between BSE and vCJD to that of CWD and 3 Unusually 
Young CJD Cases in the United States.

 BSE/vCJD CWD/CJD in  
the 3 Patients 

Increasing incidence of young cases Definite Not definite 

Distinctive neuropathology Yes No 

Phenotypic homogeneity Yes No 

PrP-res different from classic forms Yes No 

Definite food consumption from 
endemic/epidemic areas 
 

Yes No 

Polymorphism at codon 129 Met/Met Heterogeneous 
 

 



Case Investigation Summary

• The occurrence of three unusually young CJD 
patients suggested a possible relationship with 
CWD. 

• Our investigation found no conclusive evidence for 
a causal link between CWD and CJD  in the 
patients. 

• Continued surveillance remains critical to monitor 
the possible transmission of CWD to humans.



Additional Case Investigations
• Investigated a 25-year-old patient who consumed 

venison originating from Southeastern Wyoming.
• He was later shown to have GSS 102 mutation with valine at 

codon 129 in the mutant allele of the prion protein gene.

• Investigated two patients (26 and 28 years of age) 
who lived in adjacent counties and had illness onset 
within several months of each other.

• Although venison consumption was reported for the 28-year-old 
patient at ~1.5 years of age, this history was questionable; the
immunohistochemical analysis was consistent with GSS.

• No venison consumption history was reported for the 26-year-old 
patient.



Summary

Continued surveillance is critical to 
monitor the possible occurrence of 
BSE and vCJD in the United States as 
well as monitor the risk, if any, of 
CWD transmission to humans.
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