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l e t t e r s t o t h e e d i t o r

Managing the Consequences of
Neurosurgical Intervention in a Patient
with Previously Undiagnosed Creutzfeldt-
Jakob Disease

To the Editor—We read with interest the experience of the
Centers for Disease Control and Prevention in the manage-
ment of neurosurgical instruments exposed to Creutzfeldt-
Jakob disease (CJD) and the consequences thereof.1 They de-
scribe 19 incidents and discuss matters such as the interval
from procedure to diagnosis, the tracing of instruments, and
communication with the index patient and potential contacts.
We recently experienced an incident involving a patient who
was unexpectedly found to have CJD, which raised significant
organizational and ethical issues that informed our manage-
ment of the case.

An antemortem diagnosis of CJD was made in a patient
who had undergone resective-disconnection neurosurgery 16
days earlier. The diagnosis was based on the presence of spon-
giform change in resected brain and was confirmed with im-
munohistochemical demonstration of proteinase K–resistant
prion protein. A multidisciplinary incident management team
was promptly established, which liaised with public health
and expert advisory panels in Ireland and the United King-
dom using published guidelines.2,3 However, the application
of those guidelines raised practical issues when determining
what was best for the index patient and in calculating the
number of contacts.

Belay et al1 describe a median time from the date of the
index surgical procedure to the diagnosis of 10 weeks (1 day
to 1 year), and although the interval in our case was at the
lower end of this range, it still represented a significant delay.
A number of patients were exposed to instruments used dur-
ing the surgical procedure involving the index case patient.
In our hospital, all neurosurgical packs are electronically
traced, but individual items are not, and instruments used
to treat a neurosurgical patient are washed and disinfected
and subsequently sorted with other instruments (including
nonneurosurgical instruments) before repacking and auto-
claving. Consequently, a large patient population was exposed
to a variety of instruments that posed varying risks of trans-
mission. To have quarantined all of these instruments and
limited neurosurgery in our hospital, which has ongoing
emergency and scheduled-care responsibilities, would have
resulted in risk to patients, because there was no ready source
of suitable alternative instruments. A decision was made to
include as “contacts” only those patients exposed to instru-
ments in direct contact with the brain tissue of the index case

patient. This resulted in a significant reduction in the poten-
tially exposed population. The UK guidelines suggest that
instruments that have been reused and processed 10 times
or more are unlikely to pose significant risk.3 However, that
is still likely to leave a significant number of patients who
have been exposed to instruments that have been reprocessed
less than 10 times.

Our approach to communication with the index patient,
the contacts, and the public was a challenge in terms of being
transparent while not causing undue anxiety and maintaining
confidentiality. Once the diagnosis was confirmed and the
information became available to the multidisciplinary inci-
dent team, a press statement was issued that generated con-
siderable media attention. The index patient and family were
counselled. A senior physician telephoned all potentially ex-
posed patient contacts on the day after the statement, and
all were offered the opportunity to meet a consultant neu-
rologist and a clinical psychologist at their earliest conve-
nience. Belay and colleagues suggest that there is “no over-
riding public health justification …. to mandate notification
of potentially exposed patients.”1(p1,278) That is questionable,
because these incidents raise considerable public concern, and
levels of individual anxiety may be high. Although the relative
risk to contacts may be very small, communicating that risk
to the public and to exposed patients is, we believe, always
ethically appropriate and the best approach to take, even if
challenging. Anecdotally, the feedback from patients con-
tacted was very positive, although numbers were small; the
large number of patients who contacted the helpline illus-
trated the need for information from patients who had at-
tended the hospital in the preceding weeks and months.

The best method to minimize such incidents is to identify
in advance those patients with potential CJD, so that, if pos-
sible, disposable instruments are used and reusable instru-
ments are quarantined until the diagnosis is excluded or de-
stroyed if the patient is found to be CJD positive. However,
there is no universally accepted and feasible screening tool.
It is not possible to confirm a diagnosis of CJD in less than
2 days unless the diagnosis is suspected at the time of biopsy
and arrangements made to perform Western blot for dem-
onstration of protease-resistant prion protein on fresh brain
tissue. In cases in which the possible diagnosis is suspected
before surgery, instruments should be removed from circu-
lation and quarantined while awaiting the result, and in cases
in which a result is equivocal or unavailable, risk assessment
should be undertaken. Using this approach, recirculation of
instruments, as occurred in cases B, H, and Q of the series
reported by Belay et al,1 would not have occurred. Since the
incident, we have devised a simple questionnaire for no emer-
gency neurosurgical patients with a view to reducing risk
while acknowledging that many prion disorders have pro-
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longed preclinical latency, which makes it impossible to com-
pletely eliminate potential iatrogenic transmission.

A diagnosis of CJD may emerge unexpectedly, and a multi-
disciplinary approach is essential to ensure that the welfare
of patient and contacts is managed optimally. Risk assessment,
through the use of a screening tool for nonemergency pa-
tients, and the comprehensive tracking of all instruments used
in surgical procedures is required, as is available in many
sectors of the manufacturing industry. Finally, clear, honest,
and appropriate communication with patients and contacts,
although difficult, is essential, not least because such patients
may have to undergo additional surgical or dental procedures,
in which case their instruments must be identified, with-
drawn, and incinerated and blood donation is contraindi-
cated. Disclosure is in the best interests of patients and is
more likely to minimize damage to institutional reputations.
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Reply to Smyth et al

To the Editor—We thank Smyth et al1 for their letter reporting
a recent situation consistent with the incidents described in
our article,2 wherein potential patient exposure to prion-
contaminated instruments occurred after a surgical procedure
involving an index patient who subsequently received a di-
agnosis of Creutzfeldt-Jakob disease (CJD). As indicated in
our article, we agree that the best method to limit the oc-
currence of these scenarios is the advance identification of
patients with potential CJD so that instruments may be man-
aged appropriately. Use of a presurgery questionnaire, such
as the one devised by Smyth et al,1 may be helpful in this
regard.

Our experience with evaluating these incidents has rein-
forced our belief that the determination of whether to notify
potentially exposed patients is not as straightforward as Smyth
et al1 suggest, and a decision to notify may not always be in
the best interests of the patients. In their own example, Smyth
et al1 explain that contacts and, it follows, those patients who
were notified were defined as only those patients exposed to
instruments in direct contact with brain tissue from the index
case patient. This determination was made on the basis of
an assessment of transmission risk. Examples of other factors
that may influence this risk and be informative in making
notification decisions include (1) the certainty of the CJD
diagnosis in the index patient, (2) the number of times that
a contaminated instrument was routinely sterilized before the
potential exposure event, (3) the likelihood that the same
neurological instrument set was used to treat the index patient
and potentially exposed patients, and (4) the prognosis of the
potentially exposed patients due to the underlying conditions
that necessitated their procedures. To be clear, the above com-
ments are not made to advocate either for or against noti-
fication of patients. Rather, they underscore that, because the
variables and known facts of each incident vary, experts may
differ in their opinion of whether notification is the ethically
appropriate choice.3 These decisions, given their potential ef-
fects, should not be made lightly.
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