Impact of the BSE/vVCJD Outbreak:
U.S. Concerns for TSEs




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

Transmission of the agent among cattle and to
other animals.

Transmission to humans causing vCJID
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. “DC




U.S. Concerns Related to TSEs

Concerns related to possible introduction of BSE into
the United States.

Concerns related to possible occurrence of vCJID
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.




U.S. Concerns Related to TSEs

Concerns related to possible introduction of BSE into
the United States.
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FDA: Texas Cows Not a Threat

Hy Ldmeran MNecrgoard

525 pes EST

WASHINGTOMN — About 1,200 Texes cattle a2 anumal food
containing ingredients banoed 28 & precaution against mad cow
diseass but nod encugh 1o threasn the food supply, govemaent
mvestipatars concluded Teesday'

The camle have been quarantined ot & Texas fecd bot aince st wock
as ibe Foosd and Doug Administertion invesigaisd whether & Plrios
Mills Inc. plant viclsted a federal ban on feeding beef byprocucts o
ather Sows.

Mad cow disesse, also known gs bovine spoagiform tnttp']’lllﬂplﬂ.'l}'
or BSE, has mot been found in UL5. catile, Bul cow's can carch the
{lkness by exting feed made from the pare of infocted cows or cermin
pther animals. The animal feed ban is a precaution 1o keep BSE from
gpreading shuuld & U5, cow ever become infeered

Irying 10 Keep
“Mad Cow Disease”
Out Of U.S. Herds
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FDA: Candy With Beef Gelatin Safe

The Associated Press
Tucsday, lan. 30, 2001; 9:09 pm

EST

NEW YORK — A eandy sold in New York city afier 1t was pulled

from store shelves in Poland
the 1.5, Food and Drag Ad

FDA spokesman Brad Ston
manufacrurer of the Mamb
that they did have cerrifical
U.S. food safety regulation

"There should be no proble

New York Ciry officials wi
one of i3 ingredients may |

in scare over mad cow disease is safe,

NEWS RELEASE

OMMERCE COMMITTEE DEMOCRATS
ngressman John D. Dingell, Ranking Member

Far [rmediate Ralaass Contact: Lawra Sheshan
Fabruary 1, 2001 2022283841

Dingell and Waxman Question FDA's Knowledge of Dietary Supplements
Containing BSE

Washington, D.C. — Congressmen John D. Dingall, Ranking Member of the Commities

on Enargy and Commerce, and Hanry Waxman, Ranking Member of the Committea on
Government Reform, in a recent letter to the Food and Drug Administration (FDA)
guestionad tha safety and nature of dietary supplemants currently sold and marketed in the
Unitad States which may contain bovine spongiform encephalop a1h:.- {BSE)

“Distary supplaments, unlike prescripton drugs or Vaotines, redguiie no Prﬁ-marl-:r:-i approval

and no post-market survelllance, This makas it more difficult for the FDA to adaquataly
gverses what products are being sold, wheara the products and the products” mgrediants
originate, and which products may contain potentially dangerous materials,” the
Congrassmen wrole
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MAD COW DISEASE

Improvements in the
Animal Feed Ban and
Other Regulatory
Areas Would
Strengthen U.S.

Prevention Efforts

...federal actions
do not sufficiently
ensure that all BSE-
Infected animals or
products are kept
out...




Private sector effects
Farmers
« [Docreased market prices and output
o Incraased o of slaughbaring and dispasing of animals
* Increased i of catile leed
. prices amd output stitute meal products
{e.9., poultry, pork, and f

Meat |ndu5tr|a-s

Feed manufacturers
& Lost raw materials
# Increased costs of raw matarials (may pass on fo farmears)

Renderers
Tk
raw materials

Reatailars am:l whalesalers

Other related industries

# Lost I'I'I:IrkEf" for catile auction and transpoariation |nl:'.|u=.lr|E|.-.

that contain beef extracts a r||:| broths
= Poasible gained business for guality controlinspection
sanvicas industries

Final consumption sector effects
# |ncressed costs of imported beef products
# |Increased costs of substitute meat products
o Incraased of product o industnias
« [Dacreased costs of domastc baal and basl prodwcls

Public sector effects
e [ncragsed cosls to subsidize cartain i ralated industries
; ar ade al 1 and surveillanca for BSE

; and large culbs for further




USDA'’s BSE Survelllance

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.




Total Bovine Brain Submissions for BSE Surveillance,
United States, May 10, 1990 thru Feb 28, 2002

Total = 22,912
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BSE Preventive Measures

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

his 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 .




Harvard BSE Risk Assessment

The United States iIs 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.




U.S. Concerns Related to TSEs

Concerns related to possible occurrence of vCJID
and/or Its possible secondary spread via blood and
blood products.




Possible U.S. Occurrence of vClID

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.




Blood Donor Deferral

July 6, 2001

U.S. Urges Use of Blood From Military

By RAYMOND HERNANDEZL

American Red Cross

ASHINGTON, July 5 — As it RELATED ARTICLES
moves to restrict blood donations

American Red Cross Position Statement to the Transmissible
Spongiform Encephalopthy (TSE) Committee

New York Health Commissioner
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Blood Donor Deferral Policy

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.




Blood Donor Deferral Policy

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 vClD agent.




Blood Donor Deferral Policy

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 vCJID
donors has not demonstrated infectivity.




Why the Concern About Bloodborne
Transmission?

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. ‘EEC




CJD/vCID Survelllance

In 1996, CDC enhanced surveillance to monitor
CJD and the possible occurrence of vCID.

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. ‘EEC



Age-Adjusted and Age-Specific CJD Death
Rates, United States, 1979-1999

Deaths per 1,000,000 persons
w
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Year
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CJD Deaths and Death Rates by Age-Group,
United States, 1979-1999

1200 — — 6
Bm Deaths
t
1000 L Death rates %
(@]
N
£ 800 + o
: S
= =
'S 600 3
@ S
= o
o
= 400 ®
<
(b)
200 + -
O _

Age group




Percent Distribution of U.K. vCJD and U.S. Sporadic CJD
Cases by Age Group at Death, 1995-2001
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*Data as of May 1, 2001
**Non-iatrogenic cases, 1995-1999 .




Cases Received and Diagnosed by the National
Prion Disease Pathology Surveillance Center*

Prion disease Prion
disease
Year | Referrals | Sporadic | Familial | latrogenic | vcJD | (total)
1997 104 54 6 0 0 60
1998 94 44 6 i 0 51
1999 114 65 9 0 0 74
24010]0) 169 97 12 2 0 111
2001 244 136 16 0 0 152

*Information available at www.cjdsurveillance.com




U.S. Concerns Related to TSEs

Concerns related to CJD infection control issues and
the possible zoonotic transmission of animal TSES
prevalent in the United States.




Infection Control Concerns
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Patients possibly
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WebMD.com

given brain disease

July 11, 2001 Postad: 12:31 PM EDT (1631 GMT)

CHICAGO, Illinois (AP) —
Fourteen patients at two
hospitals may have been
exposed to a rare and deadly
brain disease through tainted
surgical instruments,
according to an alert issued
Tuesday to hospitals
nationwide.

The patients at both hospitals,
Exempla St. Joseph in Denver,

@N‘N'I click e ("olorado, and Tulane
B University Hospital and Clinic

Click Here

QUICE MEWS
LOCAL

& Fres E-mail

in New Orleans, Louisiana,
underwent surgery in which
instruments were used that had
been previously used on people
later diagnosed with

Creutzteldt-Jakob disease.
Neither case involved the form
of the aillment that may be
related to mad cow disease,
according to the Joint
Commussion on Accreditation
of Healthcare Organizations.
The nonprofit group sent the
alert to the nearly 5,000
hospitals nationwide that it
monitors and accredits.
Because normal sterilization
techniques don't kill the
organism that causes the
discase, the commission said all
surgical instruments used in
neurosurgery when a diagnosis







Chronic Wasting Disease Endemic Areas, United States




Chronic Wasting Disease Endemic Areas, United States
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States Where CWD has Recently been Identified Among
Free-Ranging Deer or Elk




Clinical Characteristics of the 3 Unusually Young CJD
Patients with Venison Consumption

Case 1l Case 2 Case 3
Year of death 1997 1999 2000
Age at death 28 {0 28
Sex Female Male Male
Abnormal mental . Memory loss,
: Cognitive :
Presentation status, unsteady s : behavioral change,
: difficulties )
gait confusion
lliness duration 4 mos 10 mos 15 mos
EEG Not classic No abnormality

Not classic m




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.

Definite
Yes
Yes
Yes

Yes

Met/Met

Not definite
No
No
No

No

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 iIn 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 iliness 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

atient. ~




Summary

Continued survelillance 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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