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Fig. 1 Goldmann visual field inspection results.
Goldmann visual field inspection results revealed an almost normal visual field.

A B

C

Fig. 2 Writings and drawings of the patient.
A: If a letter was presented one at a time to the patient, his writing was legible. However, when the shape of each letter was distorted in
the sentence, he could not arrange the letters in a straight position. Although he was taught to write downwards, the position and size of
the letters changed in the process of writing. Additionally, his writing extended outside the paper. B: Instead of a diamond, the patient
drew a square; however, the start and end points could not be matched. C: The cancellation of the line segments revealed: (1) that he
overlooked many lines, (2) hemispatial neglect was not evident, (3) he cancelled lines sometimes using large circles and using multiple

lines, instead of using crosses, which needs to be used by the patient in this test.
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1.basic functions of visual perception

#1) changes in the visual experience

3) visual estimation of number of shapes
4) discrimination of shapes
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2. object and the image recognition

8) identification of images
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3. face recognition
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Fig. 3 Visual perception test for agnosia (VPTA).

On admission, he could not complete whole domains of this examination. His functions were

disturbed in the following domains: almost all tasks of basic functions of visual perception and

unknown face recognition. # means non-standardized task (for reference only).
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Fig. 4 Imaging findings.

MRI revealed atrophy of the mesencephalic tegmentum on T,WI sagittal view (A), and atrophy of the frontal lobe, mild atrophy of the bilateral

hippocampus, chronic ischemic changes in bilateral basal ganglia, and cerebral deep white matter were observed (B, C). N-isopropyl-p-

(iodine-123)-iodoamphetamine single photon emission computed tomography showed a reduction in blood flow in the bilateral frontal lobe,

lateral temporal lobe, and basal ganglia (D, E)
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Abstract

Progressive supranuclear palsy-Richardson syndrome with visual attention disturbance (Holmes and
Horrax) and ataxie optique (Garcin): a case report

Ryo Morishima, M.D.”, Mitsuaki Bandoh, M.D., Ph.D.”, Yoko Sunami, M.D." and Eiji Isozaki, M.D., Ph.D.”

PDepartment of Neurology, Tokyo Metropolitan Neurological Hospital

[Background] Supranuclear extraorbital muscle palsy is the core feature of progressive supranuclear palsy (PSP),
and ordinarily presents as spontaneous vertical gaze constriction. However, higher visual function associated with
visuospatial cognition in PSP patients was not previously considered. [Case presentation] We present a 72-year old right-
handed man with PSP- Richardson syndrome (PSP-RS) and abnormal higher visual function. His symptoms began 2 years
previously and included the use of small steps while walking, forgetfulness, and postural instability. Neurological
examination revealed supranuclear vertical gaze limitation, akinesia, and lead-pipe rigidity without laterality. Neuro-
ophthalmological examination showed abnormal ocular movement consistent with PSP, and no visual abnormality was
observed. General cognitive functions, including attention and prominent visuospatial orientation and visual attention
disturbances, were assessed using neuropsychological tests and concomitant spatial agraphia and impaired configuration
using figure copying. Although he presented with mildly decreased and monotonous speech with palilalia, he showed no
apparent aphasia, apraxia, visual object agnosia, or Balint’s ‘optische Ataxie’ i.e. visual ataxia under fixation. Brain MRI
revealed atrophy of the mesencephalic tegmentum, bilateral frontal lobe, and bilateral hippocampus. N-isopropyl-p-
(iodine-123)-iodoamphetamine single photon emission computed tomography revealed decreased cerebral blood flow in
the bilateral frontal lobe, lateral temporal lobe, and basal ganglia. Dopamine transporter single photon emission CT
revealed uptake attenuation in the bilateral striatum. *I-metaiodobenzyl-guanidine myocardium scintigraphy results were
normal. [Discussion] The patient’s symptoms indicated classical PSP-RS accompanied with a combination of disturbances
in spatial orientation and visual attention as noted by Holmes and Horrax and ‘ataxie optique’ by Garcin. Thus, as
observed in this patient, many clinically diagnosed PSP patients with undiagnosed higher visual dysfunction, masked by
limited eye movement may exist. These symptoms may further our understanding about posterior cortical atrophy and
tauopathy including not only PSP but also corticobasal syndrome and Alzheimer disease.

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:730-735)
Key words: progressive supranuclear palsy, posterior cortical atrophy, Balint syndrome, disturbance of visual attention,
ataxie optique




