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Transmissible Spongiform
Encephalopathies (TSEs)

Bovine spongiform encephalopathy (BSE)
Scrapie (sheep)

Chronic wasting disease (deer, elk)
Creutzfeldt-Jacob disease (CJD) (humans)



CJD Classitication

* Variant (vCJD)

e (Classic
— Sporadic
— Familial

— latrogenic



TABLE. Clinical and pathologic charactaristics distinguishing variant Creutzfeldt-Jakob disease (vCJD) from classic CJD —Unitad
Kingdom (UK) and United States, 1379-2001

Charactanstic UKvCID 11,5, classic CJ0

Median age at death (yrs) 28 (range: 14-74) B3 (range: 2307}
Madian lliness duration (mos) 13-14 4-5
Clinical presantation Prominent psychiatricbahavioral symptoms; Dementia; early
painful sensory symptoms; dalayed naurologic signs nedrologic signs
Pariodic shiarp waves on EEG Absant Often prezant
“Pulvinar sign” on MR Presant in »75% of cases ot reparted
Prasenca of forid plagues” on neuropathalogy Presant in graat numbers Rara or absent
Immunohistochemical analysis of brain tissta Marked accumulation of PrReed \Variable acclmulation
Prasenca of agant in lymphoid tissUe Raadily datectad ot readily detected
Incraased qlycofom ratio on immuncblot analysis of PrRre Presant ot presant
Genatype at codon 129 of pron protein MethicninaMlethionine Folymarphic
;Surwillanca data 1970-20101,
; High signal in the pesteriar thalamus.

Protease-rasistant prion protein.

From: CDC. MMWR 2004; 54: 1280-1285.



FIGURE. Percantage distribution of deaths causad by variant

Crautzfeldt-Jakob dissase (vCJD) inthe United Kingdom (LY E)
and deaths caused by CJD in the United States, by age at

death, 19952003
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* Excludes blood transfusion—associated vCJ1D and pituitary homonea- or
,rclur:al graft—associated CJ0.

Moniatroganic UK viCJD deaths, including LIK -related nonresident cases,
19952003,
ﬁN-:-niatn:ugeni-: 1.5, deaths, 1995-2001.

From: CDC. MMWR 2004; 54: 1280-1285.
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From: Donnelly, NEJM 2004; 350: 539-542.
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re. Creutzfeldt-Jakob Disease Age-Adjusted and Age-Specific
h Rates, and Deaths by Age United States, 1979-1998
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From: Gibbons et al: JAMA 2000; 284:2322-2323.
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FIGURE 1. Crautzfeldt-Jakob disease death rates®, by year —
MNew Jersey and United States, 1995-20021
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F'er“l million persons.
" From COC's mu tiple cause-of-death file; 2002 data are preliminary.

From: CDC. MMWR 2004; 53: 392-396



Reported Suspected Sporadic CJD
Garden State Racetrack, 1995 — 2004

Status Number NJ Non-NJ
Definite 5 4 1
Probable 6 2 4
Possible 2 0 2
Excluded 4 1 3

Non-NJ: PA, VA, MD, CT, DE



CJD Cases at Garden State Racetrack
Observed vs. Expected (>55 years of age)
1993 - 2004
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CJD Cases at Garden State Racetrack

Observed vs. Expected (>55 years of age)
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