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Introduction
Creutzfeldt-Jakob
Disease
(CJD)
and
its
variants
are a group transmissible spongioform
encephalopathies (TSE) that lead to dementia,
neurological decline and death in all infected patients.
While the exact method of transmission remains a matter
of debate, it is known that a prion plays a central role in
the spread and progression of the disease. These
infectious proteins are resistant to common disinfection
procedures, and consequently have been linked to
iatrogenic
infection
in
three
separate
circumstances: After the use of insufficiently sterilized
equipment;
after the use of extracted pituitary
hormones; and after the implantation of corneal and
dural grafts. While some studies suggest the incidence
of CJD to be as low as 1:1,000,000, a 2004 study of
tonsillar tissue from asymptomatic UK patients reported
between 4,000 and 30,000 carriers of the infectious
protein. Due to the resistant nature of the prion protein
and the devastating conseques of iatrogenic
transmission among patients and healthcare workers,
patients with suspected or confirmed CJD pose an
interesting challenge to anesthesia providers.
We present the case of a previously healthy 46
year old African-American female admitted for acute
onset of progressive neurologic decline. While her
presenting labs and CSF studies were normal, her MRI
was concerning for the possibility of prion disease. In
order to distinguish between this and other treatable
forms of encephalitis, the decision was made for brain
biopsy.

We performed a review of the literature on the
anesthetic management of patients with CJD. The
accompanying tables summarize the recommendations
on patient management based on operative staging as
well as the inherent transmission risk of the surgery
(Table 1; Table 2; Table 3).

Case Description
The patient is a 46 year old African-American female with
a PMH of bipolar disorder, HTN and DM2 who admitted for
acute onset of progressive neurologic decline. She was in her
normal state of heallth prior to that except for some intermittent
confusion in the previous 2 weeks and a resolved diarrheal
illness. Per report, she was found unresponsive and was
taken to an outside hospital.
Initial workup revealed elevated CPK, elevated WBC.
There
was
additional
concern
for
neuroleptic
malignant/serotonin syndrome as the patient had been
previously treated with anti-psychotic medications. She was
started on acyclovir, ceftriaxone and vancomycin. However,
she showed no improvement., and was transferred to our
institution for further management.
On arrival she was evaluated by the Neurology service.
Of note, the patient was only found to have elevated blood
sugars. Analysis of CSF revealed an elevated 14-3-3 levels.
MRI of the brain revealed Increased dilation of the lateral
ventricles. Hyperintensity was noted in caudate nuclei, and
posterior cortex. A cortical /subcortical lesion in the right prefrontal cortex was noted. In addition, there was Increased
signal the in pes hippocampi that was more prominent on the
right.
Despite aggressive medical management, the patient’s
neurological status did not improve. After discussion with the
family, neurology and neurosurgical services, the decision was
made for brain biopsy.
Brain biopsy was performed under general anesthesia
without significant event. All samples taken were negative for
the presence of prion disease.
Despite aggressive medical management, the patient
remains a nursing home resident, with minimal improvement in
neurological status.
Conclusion

CJD and its variants are a group of TSEs that lead to
dementia, neurological decline and death in all infected
patients. Recent reports reveal that the actual incidence may
be much higher than actually expected. Given the social
stigma associated with the disease, the ease of transmission
and the resistance of the prion to normal decontamination
procedures, it is necessary to have plan in place for
compassionately and effectively dealing with patients.

