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Abstract

We describe the case of an 80-year-old woman with probable Creutzfeldt-Jakob disease (CJD)
presenting dementia and urinary retention. Although the number of patients previously
examined, including ours, is small for conclusion, provided that other etiologies of urinary
retention are carefully excluded, urinary retention seems to become a feature in CID,
presumably reflecting spinal cord pathology in CJD. Physicians are advised to evaluate pelvic
floor function in CJD particularly by checking post-void residuals.
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Introduction

Urinary retention has not been a feature in Creutzfeldt-Jakob disease (C]JD) thus far. In
contrast, recent reports [1, 2] have suggested that urinary retention can be a feature in CJD,
presumably reflecting spinal cord pathology in CJD [3]. Here, we add such a case.
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Case Report

An 80-year-old active woman, without family history, was referred to our clinic because
of a 3-month history of mild cognitive impairment and gait problem. For the past 2 years, she
experienced mild nocturnal urinary frequency (none to twice a night) but no difficulty in
urination. She had regular bowel movement (7 times a week) without difficulty. She
underwent a Mini-Mental State Examination (MMSE) at a local clinic and scored 20/30
(normal >24). While she had no rigidity or tremor, she had mild gait festination on walking
but without wide base. She had no ataxia, myoclonus, apraxia, visual hallucination, or other
neurological abnormalities. She had no autonomic symptoms such as overactive bladder,
postural dizziness, constipation, or sleep apnea/ stridor. Laboratory examinations were
normal. T1- and 2-weighted images of a brain magnetic resonance imaging (MRI) scan showed
mild hippocampal atrophy with moderate white matter lesions. At this moment, she was
suspected of having Alzheimer’s disease (AD) with a vascular component.

However, soon after that, she developed urinary retention with a large post-void residual
of 300 mL. Urine infection, pelvic organ prolapse, hematuria, or pain were not observed. An
indwelling Foley catheter was inserted. Since urinary retention in AD is extremely rare, and
urinary retention in women is also rare, we performed a workup in order to explore the
etiology of her urinary retention [4]. Neurological examination of the lower half of the body,
including the perineal area, was normal. She had no pelvic organ prolapse. Spinal/pelvic MRI
and a nerve conduction study were normal. While she did not undergo urodynamic study,
considering two previous reports [1, 2], C]D has been listed as a cause of urinary retention.
Parallel with this, her MMSE score declined to 13/30 and slight myoclonus in posture was
observed. Electroencephalography showed frontal-dominant periodic synchronized
discharges. Diffusion-weighted MRI images showed diffuse cortical ribbon-like lesions (Fig. 1)
[5], while the cerebrospinal fluid (CSF) 14-3-3 protein was negative (CSF tau and gene test
was not performed). The above clinical features led to the diagnosis of possible CJD in this
case. At that time, she became constipated and needed occasional enema. She was able to
communicate to some extent and to maintain self-possession, until she was referred to
another hospital.

Discussion

Our case raises two clinical issues. The first issue is that the clinical features of older-age
onset CJD mimic those of AD. Most C]JD occurs at the age of 60-80 years. However, C]D at age
>80 years may lack myoclonus and ataxia that are frequently observed in those aged 60-80
years [5, 6]. Of 6,000 clinically diagnosed AD patients, 7 (0.12%) proved to be clinically
unsuspected, pathology-verified CJD [7]. Therefore, we should not miss such a case in memory
clinics.

The second issue is that urinary retention can be a feature in CJD. Previous reports of a
typical form [1] and spinal predominant form [2] of C]D reported that urinary retention did
occur. These findings are in clear contrast with the evidence that urinary retention in AD is
extremely rare, provided that other etiologies of urinary retention are carefully excluded.
Other common etiologies of urinary retention in the elderly include prostate hypertrophy in
men, pelvic organ prolapse in women, and diabetic neuropathy and lumbar spondylosis in
both men and women. Our case did not have any of these etiologies. After excluding these
etiologies, Yano et al. [1] further urodynamically examined two C]D cases. Case 1 (a 67-year-
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old man) had typical acute cognitive deterioration with urinary retention that needed a Foley
catheter, while case 2 (a 62-year-old woman) had subacute cognitive deterioration (that
started after admission) and nocturia. Urodynamic features of these cases are detrusor
overactivity during bladder filling, detrusor underactivity during voiding (inconclusive),
decreased bladder sensation, and neurogenic change in the motor unit potentials of external
sphincter electromyogram (EMG). These urodynamic findings are in accordance with the
reported pathology in CJD, e.g, an involvement of the anterior horn, Clarke’s column,
intermediolateral column, and posterior column [3].

Although the number of patients examined is too small for conclusion, provided that other
etiologies of urinary retention are carefully excluded, urinary retention seems to become a
feature in CJD. Therefore, physicians are advised to evaluate pelvic floor function in CJD
particularly by checking post-void residuals.
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Fig. 1. Diffusion-weighted image of a brain MRI scan of the patient. Diffuse cortical ribbon-like lesions that
are typical of C]D were seen. She also lacked occipital lobe involvement.
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