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Pruritus is a common feature in sheep infected with the BSE agent
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majority of BSE cases were orally challenged ARQ/ARQ Romney or Suffolk sheep. More
cases in other breeds or genotypes including orally inoculated VRQ/VRQ sheep need to
be studied. Natural infection, although only described in two cases in an experimental
flock, did present with similar clinical signs and incubation periods. No other classical
scrapie strain has yet been found in sheep with similar uniform neuropathological,
molecular and biological characteristics as BSE. Clinical cases of atypical scrapie, which
may be caused by a single strain based on the neuropathological and molecular
characteristics [40], display predominantly behavioural and locomotor abnormalities
[10,11,41] but only very limited cases have been studied so far. Well-characterised scrapie
isolates, such as SSPB/1 [42], produce a disease with variable clinical presentation in
which pruritus and ataxia are displayed inconsistently in sheep of different breeds and
genotypes inoculated subcutaneously [21]. The variation seen in the neuroanatomical
distribution of vacuolar changes and PrP¢ accumulation in the brain of sheep with scrapie
is believed to be affected not only by the scrapie strain but also by sheep breed and host
genotype [16,43,44]. Differentiation of ovine BSE from scrapie may not be possible based
on clinical signs but our findings suggest that a scrapie suspect without signs of pruritus,

such as the majority of atypical scrapie cases [10,11,41], is unlikely to have BSE.

Conclusions

Oral BSE infection of Romney and Suffolk ARQ/ARQ sheep causes a uniform disease with
early pruritus followed by behavioural changes and movement disorders as the disease
progresses. Identical findings in a limited number of additional BSE cases described here
suggest that the clinical features are independent of breed, genotype or route of

inoculation. It is hypothesised that the clinical presentation in sheep is predominantly
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