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CASE  REPORT

INTRODUCTION

H -

acquired forms. Sporadic Creutzfeldt–Jakob 

worldwide incidence of 1-2 cases per 1 million people 

-

SPORADIC CREUTZFELDT–JAKOB DISEASE
S. Zhelyazkova1,2, S. Nachev3, O. Kalev4, I. Tournev1,2,5

1  
2  

3

 
4  

 
5

Abstract: 
characterized by a rapidly progressive dementia, myoclonus, cerebellar, pyramidal, extra

extrapyramidal signs, myoclonus and dysphagia. 
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at codon 129 of the prion protein gene and the mo-

-

The sCJD-patients usually present with a rapidly 

-
-
-

is characterized by akinetic mutism and eventually 
death. Atypical manifestations have been reported 

-
-

on the presence of typical clinical symptoms and evi-
dence from additional investigations including char-

-

-
tion of PrPsc in CSF using real-time quaking-induced 

-

-

-

diagnosis of probable Creutzfeldt–Jakob disease is 
made if the patients have clinical signs required to di-
agnose probable sCJD plus positive protein 14-3-3 in 

-
markers according to the biomarkers and diagnostic 
guidelines for sporadic Creutzfeldt-Jakob disease. A 

therapy has been shown to stop the progression 

of the disease. The disease usually lasts for a few 

We present a patient with sCJD whose initial mani-
festation were confusion and alternation of mental 
status and the electroencephalographic features re-
sembled nonconvulsive status epilepticus.

CASE PRESENTATION

-
ferred to our clinic with a one-month history of gait 

changes. She was both physically and mentally well 
prior to the onset of the symptoms. She had a 5-year 
medical history of well-controlled arterial hyperten-

-

evening she felt dizzy and disorientated. In the morn-
ing she was confused. She managed to come back 

a brain CT was performed – no brain abnormalities 

continued to progress and she was not able to walk 
without support. She had increased somnolence and 
problems with short memory and daily care activities. 

confused and was not able to perform more com-

muscle tone in the left limbs. She was unable to walk 

also had dysmetria and intentional tremor of both 
-

INVESTIGATIONS 

Routine laboratory investigations including full blood 
-

-

normal. The autoimmune screen (antinuclear anti-

-
vic ultrasound were otherwise unremarkable. Para-

-
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We performed two lumbar punctures for cerebrospi-
-

-
-

-

-
-

be negative. CSF 14-3-3 protein was not detected. 

day 1 and day 10 of the hospital admission revealed 

reports suggested encephalitis.

Fig. 1.

EEG performed on day 1 of admission showed slow 
sharp waves over the right hemisphere at a frequen-

Fig. 2. Slow sharp waves over the right hemisphere at a 
frequency of 2 Hz

EEG at day 30 revealed a severe slowing of the back-

Fig. 3. The EEG performed at day 30 of the admission 
showed severe slowing of the background activity and pe-

DIFFERENTIAL DIAGNOSIS

-
-
-

Treatment
We started empirically treatment with intravenous 

in any improvement. An empirical trial of 3 days of 
high dosage intravenous methylprednisolone and 5 
days of intravenous immunoglobulin  for autoimmune 
encephalitis showed no clinical improvement either. 
Intravenous valproate and levetiracetam for the non-

Outcome

-

stimulus sensitive myoclonic jerks were noted in all 
-

sion due to bilateral bronchopneumonia. Postmortem 

Immunohistochemistry demonstrated granular and 
-
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Fig. 4. 

Fig. 5. Granular and synaptic-like accumulation of abnor-

Fig. 6.

mutations were detected. Analysis of the codon 129 
-

radic Creutzfeldt-Jakob disease was neuropathologi-

DISCUSSION

-
-

-
-

-
venous immunoglobulin to treat possible encephali-

-
dal signs developed. The evolution of the disease and 
the negative results of the laboratory tests eventually 
led us to the diagnosis of sporadic Creutzfeldt–Jakob 

-

-

of the right hemisphere and were misinterpreted as 
encephalitis. The CSF 14-3-3 protein was negative 

Status epilepticus is reported in less than 15% of pa-

Jakob disease presenting with a rapidly progressive 
dementia with confusion and seizure activity on the 

diazepam attenuated the epileptiform activity but no 
clinical improvement had been observed. Fernandez-

an elderly patient with Creutzfeldt-Jakob disease and 

suppressed the epileptiform activity without apparent 
clinical improvement. The authors conclude that dis-
sociation between resolution of epileptiform activity 
on EEG and persistence of mental alteration should 
point toward other diagnostic possibilities including 

initial EEG recordings in our patient were suggestive 

the EEG changes disappeared after intravenous di-
azepam nor any clinical change has been observed. 
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-
py was initiated but the clinical state of the patient 

day 30 after the hospital admission was more char-

diagnosis of sCJD was established with postmortem 

The brain tissue samples revealed the typical spon-

of the codon 129 demonstrated methionine homozy-
-

were present in our patient. 

CONCLUSION

-
-
-

in such cases also might be a presentation of sCJD 

-

Disclosure summary: The authors have nothing to dis
close. 
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