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Learning Objectives

I'M GLAD | LEARNED
ABOUT PARALLELOGRAMS IN
HIGH SCHOOL MATH INSTEAD

OF HOW TO DO MY TAXES.
IT COMES IN SO HANDY DURING
PARALLELOGRAM SEASON.

. Discuss the diagnostic value of

cerebrospinal fluid biomarkers
for prion diseases, including why
most patients with cerebrospinal
fluid 143-3 protein do not have
prion disease.

. Describe anatomic variability in

the histopathological hallmarks
of prion disease.

. Find reliable information

regarding proper handling of
potentially prion positive

biomaterials @




Accomplishing our learning objectives

1. Helping the Doctors

2. Prions under glass
1. Horses
2. Zebras (or, plagues | have known)
3. Unicorns (knowing our limitations)

3. When Prions escape




CLINICAL HISTORY: Other Comments; Concern for CJF (no history
anoxic brain injury)

COMPARISON: MR brain November 09, 2021

TECHNIQUE:
Sagittal T1 weighted, axial T2 weighted, axial diffusion weighted and
axial T2-weighted FLAIR images of the brain were obtained.

IMPRESSION:
Supratentorial cortical and deep nuclei restricted diffusion with T2

FLAIR hyperintense signal suggestive of status epilepticus though
differentials include but not limited to Creutzfeldt-Jakob disease,
encephalitis or hypoglycemic encephalopathy.
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GIVEN THESE PREVALENCES,
IS 1T LIKELY THAT THE TEST
RESULT S A FALSE POSITIVE?

WELL, THIS CHAPTER 15 ON
BAYES' THEOREM, SO YES.




Helping the Doctors I: Our Man in Milar

JAMA Neurology | Original Investigation

Evaluation of a New Criterion for Detecting Prion Disease
With Diffusion Magnetic Resonance Imaging
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Marco E. M. Moscatelll, MD; Ganmarco Castelll, MSc; Mark L. Cohen, MD; Lawrence B. Schonberger, MD;
Aaron Foutz, MSC; Jirl G. Safar, MD; Brian S. Appleby, MD; Plerluigl Gambetts, MD

Subtype Diagnosis of Sporadic
Creutzfeldt-Jakob Disease with Diffusion
Magnetic Resonance Imaging
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Fabio M. Doniselli, MD," Gianmarco Castelli, MSc," Mark L. Cohen, MD,%>¢
Aymeric Stamm, F’thr Lawrence B. Schonberger, MD,B
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Helping the Doctors |I: CSF testing for prion disease

Prior probability at NPDPSC has
¢ doubled over the last decade (good)--:--.

Population Population
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0.0 0.2 0.4 0.6 0.8 1.0 0.0 0.2 0.4 0.6 0.8 1.0
RT-QuICis nearly/ 143-3 still sucks, and
may be 100% specific (good) clinicians still love it (bad)
('. ." N
Negative ““.“I;os.i;i:f; — Negative = Pos.i;ive. —

https://seeingtheory.brown.edu/bayesiannference/index.html
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/6-year-old man with progressive behavioral,
cognitive, and visual dysfunction.

VM CASE (HORSES)
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Classic (MM/V1) CJD shows fine vacuolation involving
cortical Iayers with relatlve sparing of the hippocampt
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