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Creutzfeldt-Jakob disease (CJD) is a rapidly progressive neurode-
generative disorder that encompasses symptoms such as dementia,
myoclonus, visual or cerebellar impairment, pyramidal and extrapy-
ramidal motor deficits, akinetic mutism and ataxia.1 The term “alien
limb phenomenon” (ALP) describes involuntary motor activity in
one limb while simultaneously experiencing a sense of estrangement
from that same limb.2 ALP is a typical sign of corticobasal syndrome
and has also been described in CJD.3 This clinical vignette presents
the rapid clinical progression of a patient with left ALP and ideo-
motor apraxia as early symptoms of CJD.

Three weeks prior to admission, an independent, 83-year-old,
right-handed patient with no relevant medical history had a feeling
of estrangement of his left hand, accompanied by a progressive loss
of voluntary motor function. Within two weeks, he was unable to
ride his bicycle and needed help with activities such as buttoning his
shirt. Over time, he reported uncontrolled movements of his left
hand that caused repeated dropping of objects. An outpatient mag-
netic resonance imaging (MRI) of the brain did not reveal any sig-
nificant findings, specifically no stroke and focal brain atrophy.

On admission on December 20, 2021, the patient presented with
dystonic posturing, occasional myoclonus and ataxia mainly affect-
ing the left arm (Video 1, Segment 1). Other neurological signs like
paresis, rigidity, tremor or aphasia were not present.

Segment 2 of Video 1 shows a brief bedside test (“Paper-Toss
Test”) we use in our clinical routine to test for asymmetric apraxia.
The patient is instructed to throw a piece of paper in a high arc with
each hand separately. The patient shows mirror movements of both
hands while attempting to grasp and release the paper. However, the
movement is incomplete with the left hand. The left-sided involun-
tary levitation and apraxia are consistent with a posterior variant of
ALP, which commonly affects the non-dominant side in CJD.3,4

No typical early clinical signs of other ALP phenotypes were

Video 1. Segment 1 shows dystonic posturing and myoclonus of
the left hand and gait ataxia. Segment 2: “Paper-Toss Test” for
examination of unilateral ideomotor apraxia. Segment 3 shows loss
of ambulation and rapid progression of dystonia and myoclonus.
Video content can be viewed at https://onlinelibrary.wiley.com/doi/
10.1002/mdc3.70070
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observed in this patient, suggesting the corpus callosum variant
(manifestation of intermanual conflict behavior) or the frontal vari-
ant of ALP (involuntary grasping movements).5

Analysis of cerebrospinal fluid (CSF) revealed positive detection
of protein 14–3-3 without any other abnormalities such as lym-
phocytic pleocytosis. A new cerebral MRI showed typical cortical
diffusion abnormalities, mainly involving the right parietal cortex,
consistent with the ALP on the left side (Fig. 1). Electroencepha-
lography (EEG) revealed episodic right hemispheric triphasic
waves, and detection of pathologic prion protein (PrPCJD) using
real-time quaking-induced conversion assay (RT-QuIC) in the
CSF confirmed the diagnosis.

On January 21, 2022, (Segment 3, Video 1), the patient’s con-
dition worsened, requiring use of a wheelchair due to severe gait
ataxia and dystonia on the left side of the body. The myoclonus
now spread to the right arm. The patient died four weeks later
during an emergency readmission from the nursing home.

This case illustrates that the occurrence of ALP and unilateral
ideomotor apraxia should be considered as early symptoms of
sCJD and should be a reason for early diagnostic testing.
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Figure 1. Diffusion-weighted MRI (DWI) with right hemispheric and parietal accentuated diffusion restriction of the cortex (“cortical
ribboning”). Specific anomalies are highlighted by red arrows.
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