Dispatches

The Epidemiology of Creutzfeldt-Jakob
Disease in Canada:
A Review of Mortality Data

Creutzfeldt-Jakob disease (CJD), and particularly its transmissibility through blood and
blood products, has become a focus of concern in Canada. The recent identification of
new variant CJD led to a review of the Canadian mortality database to identify any
clustering of CJD by age, sex, or geographic location.

The study by Holman and colleagues (1),
which uses mortality data and active surveillance
methods, has provided further information on
the epidemiology of Creutzfeldt-Jacob disease
(CJD). The study concluded that the incidence of
the disease in the United States has remained
stable and is similar to crude incidence world-
wide at about one case per million annually. In
addition, the study found no evidence that new
variant CJD is present in the U.S. population.
These findings are of interest because the epi-
demiology of CJD in Canada is not well described,
and concerns have been raised there about the
transmissibility of CJD through transfusion of
blood and blood products or through tissue and
organ transplants. In addition, many Canadians
travel to and from the United Kingdom, where new
variant CJD was first identified and linked to the
bovine spongiform encephalopathy epidemic (2).

We report here our findings on the epi-
demiology of CJD in Canada, which are derived
from published mortality data (underlying cause
of death by standard 5-year age group and sex, for
all Canadian residents). The Statistics Canada
mortality reports for the years 1979 to 1993 were
reviewed for CID deaths by sex and age group for
each province and territory. Reports before 1979
were not used because CJID (ICD-9 code 46.1) was
not listed as a cause of death before this time.

Overall, 334 deaths attributed to CJD were
recorded in Canada in the 15-year period from
197910 1993, ranging from 14 to 34 deaths per year,
with a 1.1:1 male-to-female ratio (Figure 1).
Eighty-five percent of the deaths were among
persons at least 60 years of age and 50% among
the 60- to 69-year-old age group, which corre-
sponds to the peak age of onset of sporadic-type
CJD (3-5). Eleven deaths (3%) were reported
among persons 30 to 44 years of age. Of these, one
death was reported in the 30- to 34-year-old age
group, four in the 35- to 39-year-old group, and
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the remaining six in the 40- to 44-year old age
group. No more than one CJD-attributed death
was reported per year in the 30- to 44-year-old
age groups, with the exception of two deaths
reported in 1993. No CJD deaths have been
reported among persons under 30 years of age.
Figure 2 shows the mortality rate for CJD in
Canada, standardized to the 1979 population. The
age-adjusted mortality rate increases from a low
of 1.1 deaths per million population in 1979 to a
high of 2.1 per million in 1992, dropping to 1.8 per
million in 1993. The increase is most marked from
1986 onward. This may be related to increased
case recognition following publication of the dis-
covery that CJID was linked to human growth
hormone of pituitary origin. A real increase in
incidence may also be present, but this graph must
be interpreted with caution as the absolute num-
bers are small and the validity of CJD on death
certificates has not been determined in Canada.
Familial-type CJD has been documented in
Canada (6,7). As in other countries, most cases of
CJD in Canada are of the sporadic type (3-5). One
case of iatrogenic CJD was reported in Canada, in
a dura mater recipient (8). A review of the
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Figure 1. Ageand sex distribution for Creutzfel dt-Jakob disease
in Canada, 1979-1993.
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Figure 2. Age-adjusted mortality rate for Creutzfeldt-Jakob
diseasein Canada, 1979-1993.
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Canadian growth hormone recipient database,
containing information on the 800 patients who
received human growth hormone shows no cases
of CJID (Dr. Heather Dean, pers. comm., 1996).
Human growth hormone was used in Canada
from 1965 until April 1985 (9).

There is one report of a possible cluster of CIJD
cases in Canada; between April 1989 and October
1990, six cases were reported in the province of
Ontario, from a population of 9.5 million (1986
census figure). Two of the patients had come from
areas of Czechoslovakia with a high incidence of
familial-type disease, but no other risk factors
were associated with these cases (7).

In conclusion, the epidemiology of CJD in
Canada is not well defined, as current data sources
are limited to aggregated mortality data and the
annual total case numbers are small. However,
several projects have been initiated to provide fur-
ther information on the transmission of the
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disease, including an examination of death cer-
tificates to identify space/time clustering, active
surveillance for CID and new variant CJD, and a
case control study of CJID and blood transfusion.
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