
Discu ssio n
• Most common human transmissible 

spongiform encephalopathy (prion disease)
• Accumulated prionic protein causes brain 

matter degeneration 
• First described in 1921
• Mean survival 6 - 12 months
• No treatment or cure
• 100% fatal

Conclusion
• High index of suspicion for CJD in patients with 

rapid neurocognitive decline associated with 
myoclonus 

• MRI is the most helpful imaging study to rule 
out other diagnoses and to rule in CJD

•  CSF studies can be diagnostic 
⚬ + 14- 3- 3 protein in clinica lly a ppropria t e  

pa t ient  highly sensit ive & specific for sCJD
⚬ Ma teria ls used  for LP should  be d isposa ble

• Send CSF sa m ples to  the Na t iona l Prion Disea se 
pa thology center for specific t est ing a nd  to  
prevent  ia t rogenic t ra nsm ission 

Tim e  Lin e

Septem ber 29th Birthda y Celebra t ion! Feeling grea t . A&O x 4, 
wa lking norm a lly, a nd  m enta t ing fine. 

October 1st  Develops visua l ha llucina t ions while  d riving. 
Ha llucina t ions persist . Followed by, visua l d isturba nces like 
d ip lop ia  a nd  color a bnorm a lit ies. 

Two weeks la t er, confused , off ba la nce a nd  ha s t rouble  
wa lking. 

On presenta t ion, incont inent , una ble  to  a m bula te  or ca re  for 
herself. Very confused  a nd  no longer recognizes fa m ily 
m em bers. 

Adm ission to  hosp it a l, declines da ily a nd  6 weeks a ft er 
sym ptom  onset , she d ies. 
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In t r o d u ct io n
Creutzfeld t - Ja kob d isea se (CJD) 

• Neurodegenera t ive d isea se
• Ra re
• Ra pid ly progressive
• Fa ta l
• Incidence: 1  ca se/ m illion/ yea r worldwide
• Spora d ic CJD: m ost  com m on 

⚬ Onset  a round  a ge 60
⚬ Prim a rily a ffect s CNS 

• Dia gnosis cha llenging
• Clinica l p resenta t ion nonspecific

Re fe r e n ce s

Ca se
• 68 yea r old  fem a le 
• PMH of HTN, DM, HL, CKD & CAD 
• C/ O a lt ered  m enta l st a tus
• Husba nd  & da ughter p rovide history; she 

ca nnot
• Associa ted  with genera lized  wea kness a nd  

speech a bnorm a lit ies

Ph y sica l Ex a m
BP 147/ 64 HR 80 Tem p 97.3 °F RR 16 SpO2 97% 

Gen: Appea rs ill; no a cute  d ist ress
Eyes: Grossly norm a l, not  m a king eye conta ct
Neuro : Alert  but  confused , una ble  to  re lia bly 
a nswer sim ple quest ions, m oves a ll ext rem it ies, 
severe  rigid ity
Psych: gra bs a t  t he a ir, st a rt ls ea sily, 
int erm it t ent ly follows com m a nds a nd  
sponta neously la ughs 
Remainder:  norm a l

ED Co u r se
• CBC w/  d iff, BMP, m a g, phos, t roponins, coa gs 

& influenza  A & B, RSV a nd  COVID: WNL
⚬ Except  for chloride 112 (98- 108 m m ol/ L)
⚬ BUN 47 (7- 22 MG/ DL)
⚬ crea t inine 1.59 (0.6- 1.4 MG/ DL)
⚬ glucose 142 (70- 100 MG/ DL)

• CXR: nothing a cute
• IVF bolus
• Adm it  to  Neuro for ra p id ly progressive 

dem ent ia  with concern for CJD
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