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Abstract
Introduction: Creutzfeldt-Jakob disease (CJD) is a rare neurodegenerative disease worldwide, with approximately 1–1.5 cases 
per million people per year. It is caused by a type of abnormal protein known as a prion or scrapie PrP. Infectious prions are 
misfolded proteins that can induce misfolding in normally folded proteins, leading to clinical symptoms. Clinical symptoms vary, 
with early symptoms including memory problems, behavioral changes, poor coordination, and visual and auditory disturbances. 
Later symptoms include dementia, involuntary movements, blindness, deafness, weakness, and coma. The varied clinical 
presentations pose diagnostic challenges for clinicians, requiring multiple diagnostic modalities and a high index of suspicion.

Case Presentation: We present a case of a 54-year-old man with a history of complex partial seizures, diabetes mellitus type 
2, left temporal lobe surgery secondary to seizures, deep vein thrombosis and pulmonary embolism, left common to external 
iliac vein wall stent,  hypertension, and hyperlipidemia, who was admitted to the Neuro ICU after a motor vehicle accident and 
was found to have seizures at the time of extrication. He was intubated at the site due to the inability to protect the airway with 
concern for status epilepticus.  The patient had a protracted ICU course due to a lack of improvement despite being treated 
with multiple antiseizure medications and a negative workup.  Furthermore, a rapidly progressive neurological decline marked 
by refractory encephalopathy, abnormal involuntary movements, and evolving focal-to-diffuse neuroimaging abnormalities 
developed. Ultimately, the patient tested positive for 14-3-3 in the CSF and was diagnosed with Creutzfeldt- Jakob Disease 
(CJD) as a delayed diagnosis.

Conclusion: Creutzfeldt-Jakob disease (CJD) is a rare disease with varied presentations, posing diagnostic challenges for 
clinicians. We highlight an interesting case of Creutzfeldt- Jakob Disease (CJD), which was misdiagnosed as status epilepticus 
due to an unusual presentation causing a diagnostic dilemma. The case highlights features of the clinical examination and 
imaging findings that are atypical of CJD.  Clinicians should be vigilant in the management of patients with status epilepticus 
who do not respond to conventional antiepileptic medications and may have an alternative diagnosis.
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1. Background
Creutzfeldt-Jakob Disease (CJD) is a sporadic neurodegenerative 
disease worldwide caused by prions—proteinaceous infectious 
particles composed of misfolded, β-sheet–rich, protease-
resistant isoforms of the normal cellular prion protein (PrPC), 
termed PrPSC, which lack nucleic acids and propagate by 
inducing conformational conversion of native proteins [1-3]. The 

name "Creutzfeldt–Jakob disease" was introduced by Walther 
Spielmeyer in 1922, after the German neurologists Hans Gerhard 
Creutzfeldt and Alfons Maria Jakob [4]. Creutzfeldt-Jakob disease 
(CJD) is a rare, rapidly progressing, invariably fatal disease that 
belongs to a family of diseases known as prion diseases, also 
called transmissible spongiform encephalopathies (TSE). In 
addition to abnormal prion protein accumulation in the brain, CJD 
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is characterized by spongiform changes, neuronal loss, and gliosis 
[5]. Clinical symptoms vary, with early symptoms including 
memory problems, behavioral changes, poor coordination, visual 
disturbances, and auditory disturbances. Later symptoms include 
dementia, involuntary movements, blindness, deafness, weakness, 
and coma [6].

The incidence of CJD worldwide is one to two cases per million 
individuals per year. In the United States, these statistics translate 
to nearly 500 new cases per year, with one CJD death per every 
6000–10000 deaths in the U.S. each year [7]. The mean age of 
onset is 62 years, although it has also been reported in younger 
and older age groups [8,9] . Sporadic CJD has a 1:1 male-to-
female ratio. Death occurs in nearly 70% of patients within a year 
of onset. The mean survival of sporadic CJD is 4–8 months, with 
90% of patients dying within a year.

There are various subtypes of CJD, but sporadic Creutzfeldt-
Jakob disease (sCJD) is the most common in humans (85-90%), 
while the rest are iatrogenic, familial, and variant forms [10]. 
The main symptoms of CJD are cognitive decline, leading to 
encephalopathy, dementia, myoclonus, and lack of coordination of 
movement. Diagnosing CJD is challenging for physicians because 
it is a rare disease with diverse symptoms. Key diagnostic tools 
for CJD include electroencephalography (EEG), MRI, and CSF 
studies. CSF with Real-Time Quaking-Induced Conversion (RT-
QuIC) or olfactory mucosa samples have high sensitivity (96%) 
and almost 100% specificity, and tests for 14-3-3 and Tau proteins 
provide excellent diagnostic value [11]. We present a case of a 
male who presented to the University Hospital with seizures but 
was later found to have unusual clinical features and changes in 
brain imaging, which prompted us to consider further diagnostic 
testing, which revealed CJD.

2. Case Presentation
A 54-year-old man with a history of complex partial seizures, 
diabetes mellitus type 2, left temporal lobe surgery secondary 
to seizures, deep vein thrombosis, pulmonary embolism, left 
common to external iliac vein wall stent, hypertension, and 
hyperlipidemia, was witnessed to have a generalized tonic-clonic 
seizure after a motor vehicle accident. He was intubated at the 
site because he was unable to protect his airway. Upon arrival at 
the Emergency Department, the patient continued to have tonic-
clonic seizure activity and was loaded with Levitricetam 4000 mg 
IV, Fosphenytoin 1600 mg phenytoin equivalent (PE) IV, and 8 
mg of Midazolam, but continued to have generalized tonic-clonic 
seizures for which he was given Lacosamide 200 mg IV. Admission 
to the Neurosciences Intensive Care Unit (NSICU) was considered 
for further management.

The patient remained critically ill in the Neurosciences Intensive 
Care Unit (NSICU) and was placed on mechanical ventilation 
with propofol as a sedative agent. Subsequently, initiated on 
levetiracetam 1500 mg IV twice daily and carbamazepine 400 
mg IV twice daily as maintenance doses. Due to concerns of 

aspiration, piperacillin-tazobactam 4.5 grams IV every 8 hours 
was commenced empirically. The initial investigations included 
blood analysis, with an elevated white blood cell count of 18.80 × 
10 (9)/L, hemoglobin of 13.9 g/dL, and platelets of 317 × 10 (9)/L. 
He also had elevated lactic acid levels (4.0 mg/dl), which later 
improved during the ICU stay. Chest radiography revealed no acute 
cardiopulmonary findings. Trauma workup, including a computed 
tomography (CT) scan of the head, showed no acute parenchymal 
or extra-axial hemorrhage but revealed left anterior temporal lobe 
chronic encephalomalacia and advanced hippocampal atrophy, 
which was consistent with a history of prior left temporal lobe 
surgery (due to seizures). Abdominal CT showed minimal air 
in the soft tissues of the right anterior lower abdomen, possibly 
representing a laceration or injection site. No acute posttraumatic 
intrathoracic, abdominal, or pelvic findings were observed, except 
for bilateral iliac vein stents with probable thrombus, similar 
to the previous CT venogram. A CT angiogram of the chest 
was positive for a probable right lower lobe chronic pulmonary 
embolus. Continuous video electroencephalography (cEEG) was 
initiated on the day of admission. Electroencephalography (EEG) 
on day 1 showed diffuse slowing of the background, with 2-5 Hz 
theta and delta activity, high-amplitude focal slowing, and almost 
continuous focal periodic epileptiform abnormalities in the right 
temporoparietal region.

Remained intubated on day 3, but on weaning the sedation, he 
was found to have left facial twitching. EEG correlated with focal 
electrographic seizures and was associated with focal twitching 
in the face concerning focal motor seizures.  MRI of the brain 
(Day 4) was performed because of the inability to move the left 
side of the body during sedation reduction and showed cytotoxic 
edema in the right temporal and parietal cortex, ipsilateral limbic 
system, and right thalamus. Left anterior temporal lobe chronic 
encephalomalacia with advanced hippocampal atrophy. Due to the 
history of pulmonary embolism, MR Venogram was performed 
to rule out cerebral venous thrombosis, which was found to be 
negative. Even though the patient’s clinical condition remained 
the same, the EEG showed mild diffuse encephalopathy and 
a superimposed right hemispheric cortical and subcortical 
dysfunction over the left temporal region, with no discharges or 
seizures on day 5. At this time, we discontinued the EEG. Propofol 
was changed to dexmedetomidine as the patient became agitated 
during weaning sedation.  

On day 7, the patient again had abnormal involuntary movements 
involving the jaw and tongue, which were exacerbated after 
adding quetiapine because of his persistent agitation. A presumed 
diagnosis of Tardive Dyskinesia (TD) was made due to worsening 
abnormal involuntary movements after quetiapine administration. 
We discontinued quetiapine, added hydroxyzine for agitation, and 
restarted continuous EEG monitoring. Again, dexmedetomidine 
was administered due to persistent agitation despite the 
administration of clonazepam and hydroxyzine. EEG on day 10 
showed mild to moderate diffuse encephalopathy and superimposed 
right hemispheric cortical and subcortical dysfunction, in addition 
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to evidence of a skull defect over the left temporal region and 
potential epileptogenicity from the left temporal head region. 
Although bilateral facial twitching events, more on the left than 
on the right, were not associated with epileptiform or rhythmic 
abnormalities. The patient continued to experience facial twitching 
despite being on multiple antiepileptic medications.

Unfortunately, on day 12, the patient deteriorated with hypoxic 
respiratory failure and was unable to manage oral secretions, 
resulting in reintubation and placement on mechanical ventilation. 
Antibiotics were restarted due to concerns of hospital-acquired 
pneumonia due to worsening leukocytosis and new opacities on 
chest x-ray. Physical examination revealed neck stiffness with 
positive Kernig’s and Brudzinski’s signs, in addition to leukocytosis 
and worsening mentation. The decision to perform a lumbar 
puncture was delayed because the patient was on Clopidogrel and 
Apixaban, which were held. Vancomycin, Ceftriaxone, Acyclovir, 
and Ampicillin were started as empiric treatment for meningitis-
encephalitis.

On day 12,  MRI brain showed interval worsening of cytotoxic 
edema of the right temporal lobe, parietal lobe, thalamus, and 
limbic system. Lumbar puncture was performed on day 14, with 
preliminary results showing proteins of 39 mg/dL, glucose of 
113 mg/dL, and white cell count of 1 /mcL. Quantitative tracheal 
culture (QTL) grew staphylococcus aureus, which was later 
identified as methicillin-sensitive staphylococcus aureus (MSSA). 
As CSF studies did not indicate bacterial meningitis, antibiotics 
were discontinued, and no accurate diagnosis was made at that 
time. The patient remained intubated and failed the breathing 
trials. The family was informed about the potential tracheostomy 
and percutaneous endoscopic gastrostomy (PEG). At this time, a 

presumed diagnosis of autoimmune encephalitis was made, and 
CSF studies were sent and started on five days of intravenous 
high-dose steroids (1 gram of methylprednisolone). No significant 
improvement was noted after 5 days of intravenous steroids, as the 
patient still had dyskinesias involving the tongue and jaw.

On day 19, he was on three anti-epileptic medications, including 
Lacosamide, Carbamazepine, and Brivaracetam. CSF studies 
revealed a negative antibody panel for autoimmune encephalitis 
(AE). Repeat MRI of the brain on day 20, remarkable for increased 
bilateral cerebral hemispheric diffuse cortical and deep nuclei 
cytotoxic edema. Due to the high suspicion of autoimmune 
encephalitis as a differential diagnosis, a workup was performed 
to rule out underlying cancer with a negative CT chest, abdomen, 
and pelvis. On day 21, a repeat lumbar puncture showed a white 
cell count of 0 and a protein level of 42 mg/dl. CSF was also sent 
for prion marker analysis. Owing to the lack of improvement, a 
decision was made to start plasmapheresis (PLEX) on day 22 and 
continue for a total of five sessions. To date, we have exhausted 
all treatment modalities, including anti-epileptics, steroids, and 
plasmapheresis, with no significant improvement. After a family 
discussion, the surgical team was consulted, and the patient 
underwent tracheostomy and percutaneous gastrostomy (PEG) 
placement on day 30. Eventually, he was discharged to a long-term 
acute care facility (LTAC) on day 40 of his stay in the Neuro ICU. 
Four days after discharge, CSF results were finalized with negative 
prion markers (RT-QuIC), but elevated total Tau proteins of more 
than 20000pg/ml (Reference Interval: 0- 1149 pg/mL) and 14-3-3 
gamma level of 137669 AU/ml (Reference Interval: 173-1999 AU/
ml). The patient's family was informed of the CSF findings and 
advised to follow up with the neurology clinic.

Hospital day Key clinicalevents EEG findings MRI Brain findings Diagnostic implication
0–1 Post-motor vehicle 

collision, convulsive 
seizures; intubated; 
loaded  with multiple 
anti-seizure medications 
(ASMs)

Diffuse slowing;  focal 
periodic epileptiform 
abnormalities (right 
temporoparietal)

— Strongly supports  
status epilepticus in an 
epileptic  patient

4 Left facial  twitching on  
sedation wean

Focal electrographic  
seizures correlating 
with  twitching

DWI: right temporo-
parietal  cortical 
+ thalamic/limbic  
cytotoxic edema

Can be peri-ictal;  prion 
still possible but less  
suspected

5 Extubated;  seizures less 
evident 

Encephalopathy,  no 
ongoing seizures/ 
discharges

— If persistent decline 
continues, broaden 
differential

7–10 Jaw/tongue  movements; 
agitation; suspected TD 
after quetiapine

Facial twitching  events 
later without ictal 
correlate

— Movement disorder 
not fully  explained by 
epilepsy

12–14 Respiratory  decline; 
re-intubated; meningeal 
signs; empiric 
antimicrobials; Spinal 
tap  delayed due to being 
on antithrombotics

— DWI: persistent 
right hemispheric  
diffusion Restriction 
with no ADC 
correlate

Progressive DWI  
argues against  pure 
peri-ictal injury
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Table 1: Patient's Timeline in ICU
DWI: Diffusion-weighted imaging, PLEX: Plasmapheresis, LTAC: Long Term Acute Care, ADC: Apparent Diffusion Coefficient

Feature Peri-ictal injury Findings in our patient Interpretation
MRI diffusion  restriction Typically transient; improves 

with seizure  control
Progressive worsening and 
bilateral spread  on serial MRI 
of the brain

Favour prion-associated 
neurodegeneration

EEG correlation Clinical movements usually 
have ictal  correlate

Persistent movements without 
an EEG correlate  later in the 
course

Suggests non epileptic 
movement disorder

CSF profile Usually non-specific Non-inflammatory  CSF with 
extreme tau  and positive 
14-3-3

Supports rapid  neuronal 
injury

Response to therapy Improvement with  seizure 
control

Continued  deterioration 
despite  seizure control and  
immunotherapy

Inconsistent with peri-ictal 
process

Table 2: Key Features Distinguishing Peri-Ictal Injury from Prion Disease in our Patient  
EEG: Electroencephalography

CSF test Patient result What it means in context
  WBC 0–1 cells/µL Non-inflammatory CSF  supports 

noninfectious, noninflammatory 
encephalopathy

14-3-3 Protein >137669 AU/ml Very high level, supports extensive 
neuronal damage; helpful when paired 
with MRI progression

Total Tau proteins >20,000 pg/mL Extreme elevation strongly supports rapid 
neuronal injury;  very high tau (>10,000) 
has  strong diagnostic weight in sCJD 
cohorts

RT-QuIC Negative Highly specific when positive; sensitivity 
<100% → false  negatives occur; interpret 
with  phenotype + MRI + tau/14-3-3

14 Spinal tap obtained — — CSF non inflammatory  
reduces  
infectious  
likelihood

19–22 No improvement;  
autoimmune  
encephalitis  
suspected;  
steroids then  
Plasmapheresis
(PLEX )

Encephalopathy;  no 
ictal correlate  for 
movements

MRI day 20: diffuse 
bilateral  cortical/deep 
nuclei restriction

The pattern strongly  
favors prion-like  
destructive process

30–40 Tracheostomy 
and Percutaneous 
Gastrostomy;  discharge 
to  LTAC

— — Advanced neurological 
decline

Post- discharge RT-QuIC  negative; tau 
>20,000 pg/mL; 14-3-3 
strongly positive 

— — Biomarkers strongly 
support prion-associated 
Rapidly progressive 
type (RPD) phenotype

Table 3: Interpreting Prion Biomarkers in our Patient
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3. Discussion
CJD is generally characterized by rapid progression and a typical 
survival of 4-6 months from the diagnosis to death [12]. Prions, also 
known as proteinaceous infectious particles, are self-propagating 
proteins that primarily consist of proteinase K-resistant β-pleated 
sheet aggregates and lack nucleic acids.  These prion particles 
are responsible for CJD and other transmissible spongiform 
encephalopathies, including bovine spongiform encephalopathy, 

also called mad cow disease, kuru, and scrapie [13]. It has a varied 
clinical presentation with early symptoms of poor coordination, 
confusion, disorientation, delusions, behavioral changes, such as 
depression, mood swings, and anxiety, speech difficulty, insomnia, 
or changes in sleeping patterns, hallucinations, and dizziness. 
Late symptoms may include blindness, involuntary movements, 
weakness of extremities, and ultimately coma [10].

Table 4: Symptoms of Creutzfeldt-Jakob Disease

CJD is classified as sporadic in a person with no known cause, 
accounting for up to 85% of cases, and is due to misfolding of 
normal PrP isoforms with no apparent triggers [14-17]. The 
subtypes of sporadic CJD include sporadic fatal insomnia and 
variably protease-sensitive prionopathy. Symptoms of the sporadic 
form usually appear between 60 and 70 years of age. The second 
most common type of CJD is the genetic type, which accounts 
for approximately 10-15%, and is due to a heritable genetic 
mutation. The subtypes of this condition include familial CJD, 
fatal familial insomnia, and Gerstmann-Sträussler-Scheinker 
syndrome. Hereditary CJD typically affects people at a younger 
age than sporadic CJD, generally under the age of 55 years. In 
rare cases, this can happen in the early 20s [13]. The third form of 
CJD is the acquired type (1%), which is transmitted by airborne or 
contact routes. Certain medical procedures include handling the 
dura mater, corneal transplantation, and implanting electrodes.

Diagnosing CJD is very challenging. Due to advanced diagnostics 
and reduced autopsy rates, most diagnoses are made antemortem 
[19,20]. The diagnostic criteria used by the International 
CJD Surveillance Network have evolved with advances in 
investigation, first adding electroencephalography (EEG) and later 
including cerebrospinal fluid (CSF) 14-3-3 protein measurements. 
Subsequently, basal ganglia hyperintensities on MRI were 
incorporated. The criteria were revised in 2017 and comprise 
multifocal cortical signal changes (i.e., ribboning) on brain 
MRI and the real-time quaking-induced conversion (RT-QuIC) 

assay, which has increased sensitivity to 97% and specificity to 
99% [21]. MRI, EEG, and cerebrospinal fluid (CSF) evaluation 
are cornerstone for the diagnosis of patients suspected of CJD. 
MRI is most helpful in diagnosing CJD among neuroimaging 
studies [18]. The most common findings on MRI are hyperintense 
signals on DWI, FLAIR, and T2-weighted images involving 
the cerebral cortex, corpus striatum, caudate head, and putamen 
[30,31]. Among all sequences, DWI is the most sensitive for 
diagnosing CJD, especially for cortical and striatal changes [21]. 
Different phenotypic variants of sporadic CJD have characteristic 
radiographic features, including Brownell-Oppenheimer, which 
initially involves the cerebellum and, in some cases, the basal 
ganglia. The Heidenhain variant has a predilection for the parieto-
occipital cortex, and the Stern-Garcin variant involves the basal 
ganglia and thalamus [22,23].

In our case, MRI of the brain showed changes in the right 
frontotemporal area on DWI sequences, which subsequently 
worsened, with involvement of the right caudate nucleus on the 
final MRI. The subsequent progression with involvement of the 
right caudate nucleus and worsening diffusion abnormalities 
on serial imaging strongly favored a neurodegenerative prion 
process. Importantly, peri-ictal MRI changes typically resolve or 
stabilize over time, whereas progressive and spreading diffusion 
restriction is a hallmark of sCJD  [41,42]. MRI changes can be 
non-specific and can be found in conditions such as stroke, 
vasculitis, reversible posterior leukoencephalopathy, autoimmune 
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encephalitis, hypoxic/anoxic brain injury, osmotic demyelination, 
hepatic encephalopathy, and mitochondrial diseases [24-26].
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Distribution Can be unilateral,  cortical/
hippocampal;  may involve the 
basal ganglia rarely

Cortex + thalamus/ limbic 
early; later bilateral cortex + 
deep  nuclei

Deep nuclei + progressive 
bilateral  cortical ribboning 
favors the CJD pattern

Clinical recovery Neuro status typically  
improves as seizures  resolve

Persistent decline  despite 
an antiseizure  regimen and 
periods  without ictal EEG

Suggests non epileptic 
neurodegeneration

Movement  phenomena Usually resolves with  seizure 
control

Persistent jaw/tongue  
dyskinesias and twitching 
without ictal  EEG 

Supports encephalopathy 
related movement  disorder

Table 5: Why “Post-Ictal MRI” Became Less Likely in this Patient

Early-stage EEG findings range from diffuse slowing and frontal 
rhythmic delta activity (FIRDA) to periodic synchronous bi- or 
triphasic periodic sharp wave complexes (PSWC), which are 
highly characteristic and observed in 67-95% of patients with 
sporadic CJD [27]. A typical PSWC pattern involves generalized 
and/or lateralized complexes, periodic cerebral potentials with 
a duration of 100-600 milliseconds, an intercomplex interval of 
500-2000 milliseconds, and at least five repetitive intervals with a 
duration difference of < 500 ms. These findings are suggestive but 
not definitive, limiting the role of the EEG as a diagnostic tool for 
CJD. False-positive EEG results have been reported in Alzheimer's 
disease and vascular dementia. In our patient, the EEG did not 
show any features of CJD, as described above. The EEG pattern 
showed diffuse slowing of background consisting of 2-5 Hz theta 
and delta activity, high-amplitude focal slowing along with almost 
continuous focal periodic epileptiform abnormalities in the right 
temporoparietal region on day 3, which did not change on day 
10th, mild to moderate diffuse encephalopathy, and a superimposed 
right hemispheric cortical and subcortical dysfunction in addition 
to evidence of a skull defect over the left temporal region and 
potential epileptogenicity from the left temporal head region. 
Continuous monitoring of serial EEG changes can increase the 
diagnostic yield in CJD, as progression from non-specific changes 
to definitive patterns such as PSWCs [28].

CSF evaluation is necessary for the diagnosis of CJD, which 
includes real-time quaking-induced conversion (RT-QuIC) assay, 

14-3-3 protein, and tau proteins as main markers.  Disease (PrPSc)-
associated prion proteins trigger a conformational change in 
recombinant prion protein (recPrP), leading to amyloid formation, 
which can be monitored in real time using the real-time quaking-
induced conversion (RT-QuIC) assay [29]. 14-3-3 is a normal 
protein that is released into the CSF after acute neuronal injury 
[33]. It is an adjunctive test that has reported mixed results about 
the overall sensitivity of 92% and a specificity of 80% [34,35]. 
The importance of 14-3-3 as a biomarker for CJD has been 
emphasised and proposed as a diagnostic marker [36]. Few studies 
have suggested that 14-3-3γ could serve as a specific marker 
of neuronal damage in CJD, thereby enhancing its reliability in 
elucidating CJD pathogenesis [37,38]. Increased tau protein levels 
(>1150 picogram/mL) have superior accuracy and specificity for 
diagnosing CJD compared with 14-3-3 protein [39,40]. In one 
study, patients with CJD were found to have elevated CSF tau 
levels but not phosphorylated tau; an elevated ratio of total tau to 
phosphorylated tau levels had a very high specificity for CJD. CSF 
total tau is also a prognostic marker of survival time in sporadic 
CJD, whether used alone or in combination with other variables.

Our patient has a very high level of tau proteins, which increases 
the likelihood of CJD when combined with elevated 14-3-3, MRI 
changes, and clinical symptoms based on CJD diagnostic criteria 
suggested by Centers for Disease Control and Prevention (CDC) 
as probable category with myoclonus, extrapyramidal signs, a 
positive 14-3-3 CSF assay,  high signal in caudate/putamen on 
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magnetic resonance imaging (MRI) brain scan or at least two 
cortical regions (temporal, parietal, occipital) either on diffusion-
weighted imaging (DWI) or fluid attenuated inversion recovery 
(FLAIR) and with ruling out alternative diagnosis which includes 
vascular causes including ischemic stroke, cerebral venous 
thrombosis, vasculitis, reversible posterior leukoencephalopathy, 
autoimmune encephalitis, hypoxic/ anoxic brain injury, osmotic 
demyelination, metabolic encephalopathy, and mitochondrial 
diseases.

4. Conclusion
Our case highlights the clinical dilemma in diagnosing Creutzfeldt–
Jakob disease (CJD), as the patient was initially misdiagnosed 
with status epilepticus due to an unusual presentation. The 
case demonstrated atypical clinical examination findings and 
imaging features not typically associated with CJD. This case is 
particularly distinctive due to the presence of pre-existing epilepsy 
and prior temporal lobe surgery, which significantly increased 
the risk of diagnostic anchoring on seizure-related pathology. 
Several reports describe sCJD presenting as refractory seizures 
or status epilepticus, often delaying recognition of an underlying 
prion disease [43-45]. This case underscores the importance of 
reconsidering the diagnosis when neurological decline persists 
despite adequate seizure control. This highlights the need for 
a high level of clinical vigilance for clinicians when managing 
patients with status epilepticus who fail to respond to conventional 
antiepileptic therapy, as an alternative diagnosis should be 
considered.
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