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ABSTRACT 
 

Creutzfeldt-Jakob Disease (CJD) is the most common form of human prion diseases, which cause neurodegeneration and 
result in death in a short time. The mortality rate reaches 85% per annum. The prevalence of CJD is very low at 1-1.6 per 
million. Clinical findings are in the form of rapidly progressing dementia, myoclonus, and cerebellar, pyramidal and extra-
pyramidal symptoms. Typically, CJD is characterised by electroencephalography (EEG) and magnetic resonance imaging 
(MRI) findings and 14-3-3 protein analysis positivity in the cerebrospinal fluid (CSF). Definitive diagnosis is made from 
histopathological examination. The purpose of this report is to emphasize the fact that CJH can be manifested with 
different psychiatric symptoms and can be misdiagnosed initially. 
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PSİKİYATRİK SEMPTOMLARLA BAŞLAYAN BİR CREUTZFELDT-JAKOB HASTALIĞI OLGUSU 

 
ÖZET 
 

Creutzfeldt-Jakob hastalığı (CJH), nörodejenerasyona neden olan ve sonuçta çok kısa sürede ölümle sonuçlanan insan 
prion hastalıklarının en yaygın şeklidir. Ölüm oranı bir yılda % 85'e ulaşmaktadır. CJH’nın prevelansı çok düşük olup 
milyonda 1-1.6’dır. Klinik bulgular hızla ilerleyen demans, miyoklonus, serebellar, piramidal ve ekstrapiramidal 
semptomlar şeklindedir. CJH tipik elektroensefalografi (EEG) ve manyetik rezonans görüntüleme (MRI) bulguları ve 
BOS’ta 14-3-3 protein analizinin pozitif olması ile karakterizedir. Kesin tanı histopatolojik inceleme ile konur. Bu olguda, 
farklı psikiyatrik semptomlarla başvuran sporadik CJH ’nın nadir bir klinik prezentasyonunu sunduk. Bu raporun amacı, 
CJH'nın farklı psikiyatrik belirtilerle ortaya çıkabileceği ve başlangıçta yanlış teşhis edilebileceği gerçeğini vurgulamaktır. 
Anahtar Sözcükler: Creutzfeldt-Jakob hastalığı, psikiyatrik semptomlar, elektroensefalografi, manyetik rezonans 
görüntüleme. 
 

INTRODUCTION 

  Creutzfeldt-Jakob disease (CJD) is the most 
frequently seen type of human prion diseases with 
an annual incidence of 1 per million. Clinically the 
disease emerges with a rapidly progressing 
dementia table and is seen mostly in the fifth and 
sixth decades of life and more rarely in young 
adults. Males and females are affected at equal 
rates. There are 4 types of CJD; sporadic, genetic, 
iatrogenic and variant. In 85% of cases, the disease 
occurs in the sporadic form.  

 
Following the onset of symptoms, mean life 
expectancy is up to 1 year. In the early stages of 
CJD, depressive symptoms such as fatigue, apathy, 
withdrawal, sleep and eating disorders and 
personality changes may be seen in approximately 
1 in 3 patients (1-4).   
 The aim of this paper was to present a case of 
sporadic CJD who presented with behavioural and 
mood changes and paranoid thoughts in the initial 
period. 
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CASE  

 A 57-year old female patient presented with 
complaints that had started a month previously of 
aggressive behaviour, swearing, unexplained 
crying and laughing and loss of appetite. The 
patient had started to say things which had not 
happened, to see ghosts and had developed a fear 
that she would be killed. The patient’s family had 
taken her to another centre, where she had been 
given a prescription for anti-depressants. With the 
addition of complaints of lack of balance, inability 
to walk and sudden twitching of the hands, the 
family brought the patient to our hospital as an 
emergency. In the neurological examination, the 
patient was conscious, had impaired person-
space-time orientation and was partially co-
operative. The motor and cranial system 
examination was normal, deep tendon reflexes 
were normoactive and the Babinski sign was 
evaluated as bilateral positive and neck stiffness 
was negative.  
 The patient had a history of diabetes and 
myocardial infarct. In the laboratoryy examination, 
blood glucose was determined as 210 mg/dl. Other 
biochemical values, thyroid function tests, 
brucella, salmonella and syphilis tests, vasculitis 
markers, tumour markers, serum ammoniac level, 
hemogram, blood gas values, pulmonary 
radiograph and ECG findings were normal. The 
biochemical, serological (brucella, acid-resistant 
bacteria staining, herpes simplex virus polymerase 
chain reaction) and cytological evaluations of CSF 
were found to be normal. No bacteria were 
observed in the gram staining of CSF. The CSF 14-
3-3 protein examination was determined to be 
positive.  
 Widespread theta wave activity and 
periodically recurring sharp slow wave activity 
was determined on EEG. On MRI examination, foci 
were determined as isointense on T1A sequences 
and hyperintense on T2 and FLAIR sequences in 
various localisationsin the bilateral corona radiata 
and centrum semi-ovale. On brain diffusion MRI, 
bilateral symmetrical diffusion restriction at the 
level of basal ganglions bilaterally and 
hyperintense areas in the cerebral cortex were 
observed (Figure I). On EEG, generalised or 
lateralised periodic sharp wave activity was 
determined and suppression with intravenous 
diazem (Figure II). The patient was admitted to 
our  clinic   with  a   pre-diagnosis   of   encephalitis     
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and  empirical  treatment  was  started  of aciclovir 
(30mg/kg), ceftriaxon (2 x 2mg) and levatiracetam 
(3000 mg/day). Following other tests, a diagnosis 
was made of sporadic type CJD. In follow-up in the 
Intensive Care Unit, clinical deterioration was 
observed to continue and the patient was exitus on 
the 45th day after admission. 
 

 
Figure I. Bilateral symmetrical diffusion restriction at the level 
of basal ganglia on both sides and hyperintense areas in the 
cerebral cortex. 

 
 

 
Figure II. Periodic sharp wave activity on generalized or 
lateralized EEG. 
 



130 
 

 

 
DISCUSSION 

 Creutzfeldt-Jakob disease, which is a 
neurodegenerative disease with a fatal course,  is 
the most frequently seen type of spongiform 
encephalopathies. There are 4 types of CJD, as 
sporadic, familial, iatrogenic and variant. Familial 
prion diseases develop associated with autosomal 
dominant transmission pathogenic mutations in 
the PrP gene (PRNP) which is encoded in the 20th 
chromosome and constitutes approximately 10% 
of human prion diseases. Familial CJD generally 
has early age onset and the course is longer. While 
typical EEG findings are not usually seen, 
approximately 20 gene mutations have been 
shown in genetic examinations (5,6,7).   
 Iatrogenic causes include dura mater graft 
implantation, corneal transplantation, 
contaminated EEG electrode implantation, surgical 
operations performed with contaminated 
instruments and growth hormone treatments of 
hypophysis gland origin. The disease course, 
duration and neuropathologyof iatrogenic type 
CJD are similar to the sporadic type (8). Dry and 
variant CJD are acquired prion diseases of dietary 
origin transmission. This disease progresses more 
slowly than the sporadic form with dementia and 
EEG findings forming within mean 14 months. In 
the variant form, typical EEG findings and 
myoclonus are seen at a lower rate than in the 
sporadic form.  
 Life expectancy in these patients may extend 
up to 10 years (9,10). In classic sporadic CJD, the 
clinical table is highly variable and many cases 
start as subacute. Generally, a rapidly progressing 
dementia table is accompanied by widespread 
myoclonus and pyramidal, extra-pyramidal, 
cerebellar, psychiatric or visual findings. Clinical 
findings progress within weeks and akinetic 
mutism develops. 70% of patients are lost before 6 
months. In a third of patients, there are prodromal 
symptoms including pain sensations that cannot 
be well-defined, weight loss, depression, insomnia, 
headache, listlessness and fatigue. EEG is one of 
the most important examinations and has been 
reported to have up to 95% diagnostic value. In 
addition to a slowing of the base rhythm, the 
presence of widespread, morphological triphasic 
periodic sharp wave discharges is a significant 
finding. Protein 14-3-3 in CSF has been reported to 
have 94%-95 sensitivity and 84%-93% specificity. 
Cerebral atrophy, and an increase in signal  density 
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in the putamen, caudate nucleus and cerebral 
cortex are MRI findings that can be determined in 
CJD. While the sensitivity of T2-weighted and 
proton density MRI examinations is lower (67%-
79%), FLAIR and diffusion-weighted examinations 
have been reported to have high sensitivity. 
Although definitive diagnosis is made from brain 
biopsy, this is not always an easy method to apply 
(1, 11,12).  
 In the current case, the age of the patient, and 
the progression within a month of behavioural 
changes, cognitive deterioration and cerebellar 
symptoms, together with the typical findings on 
EEG and cranial MRI directed the diagnosis to CJD. 
The positivity of 14-3-3 in CSF supported the 
diagnosis of CJD in this patient. As there was no 
family history, no risk factors for variant CJD, and 
because of the clinical course characteristics, the 
MRI findings and elevated 14-3-3, the diagnosis of 
sporadic CJD was made. 
 As in the current case, CJD may start with 
neuropsychiatric symptoms. It has been reported 
that 10% of cases first present with psychiatric 
symptoms such as depression and personality 
changes, which are determined in the early stage 
of one in three cases (13,14). This case is 
interesting as it is a case of sporadic CJD that 
started with psychiatric symptoms. As complaints 
of unease and behavioural changes were initially 
predominant, the patient was started on anti-
depressant treatment at another centre. With the 
subsequent progression of the disease and 
increase in neurological symptoms, investigations 
were made in more detail and a diagnosis of 
sporadic CJD was made.  
 In conclusion, in patients with personality 
changes and psychiatric symptoms with the 
addition of neurological symptoms during follow-
up and when rapidly progressing dementia 
findings are determined, CJD must be considered 
in the differential diagnosis. 
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