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ABSTRACT

Apparent diffusion coefficient (ADC) is a particular quantity in MR imaging and may be associated with pathological
finding. We measured ADC in a series of MR studies in three cases of Creutzfeldt-Jakob disease. Of hyperintensity
areas on diffusion-weighted images, ADC had a tendency to decrease in early stage of the disease, while to increase in
middle and late stage. Some regions of interest (ROI) showed normal intensity on DWI but decreased ADC. This
finding could be useful to diagnosis in earlier stage of no abnormal intensity on DWI. Decreased ADC is related to
cytotoxic edema of neuronal cells. Increased ADC may associate with relatively increased water components of the
tissue,
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Psychological Support Model for Patients and Families of Prion Diseases
Chieko TAMURA
Genetic Counseling Graduate Program, Ochanomizu University

ABSTRACT

There is no doubt that psychosocial support for prion disease patients and families are critical. In this study,
previous knowledge about theories and models of psychosocial support with prion diseases was searched. However,
a specific model for prion disease psychosocial support has not been established, although there are some disease
specific models with other conditions. The idea of genetic counseling, as an integrated practice of information
provision and psychosocial support, seems to be an applicable model for prion disease support.  Also, the theory of
grief counseling to help people psychologically adjust to the situation after a loss seems to be useful for psychosocial
support related with prion diseases. In this report, the roles of a family support group as well as direction of the
future research are also discussed.
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Periodic geotrophic ocular deviation in Creutzfeldt-Jakob disease
Yoshiyuki KUROIWA, Shigeru KOYANO, Hiroyuki TODA, Yume SUZUKI
Department Neurology, Yokohama City University School of Medicine

ABSTRACT
Periodic geotrophic ocular deviation of recumbency state in Creutzfeldt-Fakob disease (CJD) may be specific symptom
for this disease. We present a characteristic and relation with CJD of this symptom. Four consecutive patients (2
male, 2 female, aged 62-80 years, mean 71 years), presenting with rapidly progressive dementia, myoclonus, periodic
synchronous discharge (PSD) in electroencephalographic finding and no familial history, confirmed sporadic probable
CJID were referred. The initial MRI scan demonstrated high signal intensities in the cortex on one side at 1 or 2
months afier onset on DWI, This symptom appeared in recumbency state after progress of disease and vanished in
akinetic mutism state. All patients have a periodic alternation in gaze and head posture. Their eyes and head were
tonically deviated to one side for a period 5 to 60 minutes and then would slowly deviate to the opposite side with the
eyes moving conjugately in a downward semicircular trajectory for 10 to 120 seconds in voluntary. During a period,
no abnormalities of EEG were founded. Some reports of this symptom were published in CID, but were rarely in
other disease, so this symptom may be a specific movement for CJD. We concluded that this symptom may be useful



for the diagnosis of CID.
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Abstract;
A family with familial Creutzfeldt-JTakob disease with five octa-repeat insert (ORI) was reported. The proband
(I11-13) was a 63 year old man with slowly progressive mental and motor deterioration, starting from 52 years of age.
Neither MRI, CSF findings nor EEG did show specific abnormality for prion disease. He was bed-ridden and

- received tube feeding, but responded to verbal stimuli and kicked caregivers. His older brother (I1-7) presented with
typical clinical presentation of CJD of one year and four-month clinical course. Neuropathologically, spongiform
encephalopathy with prominent degeneration of the white matter was conspicuous. The second older brother (II-11)
also showed typical course of CJD with one year and three-month clinical course. Neuropathologically, there were
spongiform changes in the gray matter, accompanying degeneration of the cerebral white matter. The oldest brother
(11-5) showed slowly progressive course of dementia, starting from age 64. His clinical data did not support CJD,
including the analysis of prion gene, He died vnexpectedly after six years and six months from the onset, No
autopsy was performed. Immunocytochemical studies of II-7 and 1I-11 proved characteristic globular deposition of
in the granular and molecular layers of the cerebellum. PCR analysis of genomic DNA from II5 and 7 demonstrated
with SORI, while the DNA from II-13 showed each five and seven ORI clone. This family is the first familial CJD
with SORI insert in Japan, [1-13 may show somatic instability in ORI in a single case.
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