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Treatmet of Gerstmann-Striussler-Scheinker disease (P102L) with Quinacrine and chlormromazine

Kazuhiro Kurohara, Kanake Yamaguchi, Yasuo Kuroda

Department of Internal Medicine, Faculty of Medicine, Saga University, Saga, Japan

Abstract
Quinacrine and chlorpromazine inhibit the accumulation of PrP*® in cultured cultured neuroblastoma cells chronically
infected with prions. We treated a patient with Gerstmann-Striussler-Scheinker disease with quinacrine and
chlorpromazine. Patient was a 65-year-old woman who had progressive dementia and ataxia. We administered
quinacrine 100 mg per day and chlorpromazine 75 mg per day for 3 months. Neurological findings, Mini-Mental State,
GBS dementia rating scale, EEG, brain MRI, SPECT, blood analysis, and cerebrospinal fluid were monitored. No
symptoms improved but deterioration appeared to be inhibited. Liver dysfunction developed one week after
administration but improved scon. Combination of quinacrine and chlorpromazine is still worth trying for the treatment

of human prion disease.
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Effects and Safety of Treatment with Quinacrine for Creutzfeldt - Jakob disease

Tatsuo YAMADA, Katsumi DOH-URA Yoshioc TSUBOI, Masashi NAKAJIMA,
Fujio FUJIKI, Atsushi YAMAUCHI, Yasufumi KATAOKA

ABSTRACT

Objects: To assess effects and safety of quinacrine treatment for Creutzfeldt-Jakob disease (CJD). Background:

Thete have been no effective treatments for CJD, Several chemicals inhibit an accumulation or a conformational change
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of prion protein in vitro. An antimalatial agent quinacrine is one of these chemicals, which have anti-prion effects.
Materials and Methods: We surveyed 31 cases treated with quinacrine in Japan including 22 with sporadic CJD, 3
cases with tatrogenic CJD, and 4 cases with familial CJD. Quinacrine 300 mg/day was administered enterally for three
months, and motor and cognitive function was monitored. The study was approved by the institutional ethics committee,

and patients’ relatives gave consent for the procedure. Results: Quinacrine was well tolerated except for abnormal liver
function tests and yellowish skin pigmentation. Increased arousal levels and responses to visual and auditory
stimulation were seen in 12 patients. Qut of 22 sporadic CJD, only one case improved from akinetic mutism. The other
8 patients, who had positive responses as eye contact to verbal and/or visual stimuli before treatment, showed clinical
improvement. Clinical improvement was transient and lasted for one to two months during treatment. Cenclusion: This
is the first observation of reversibility of cognitive function in CJD. It is also suggested that quinacrine could be the
treatment of choice for patients with CID. Liver dysfunction is the major complication and sometimes requires

discontinuing this medication. Optimal treatment regimen and further clinical trial will be required.
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iR, (MFFZ UK ARMEME, 2) OD ELTOHAER. H250IQ) RILLD22ROWEETH>
7=
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D BARHEIC RIS AEED SN 2REN S OBRRHBTIRERIT 75 % BEIHEFTREICL>THST
IIERFIL 8 BTHolz. HEMTHEMBIIHRFMMGEREORABED L~)VICHBL TWi-, SEOSHE
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Case report of variant CJD treated with intraventricular pentosan polysulfate

Katsumi DCH-URA
Division of Prion Protein Biology, Department of Prion Research,
Center for translational and advanced animal research on human diseases,

Tohoku University Graduate School of Medicine

Abstract
Based on the tesults of animal experimenis on the intraventricular pentosan polysulfate treatment, a
young patient with variant CJI) has been given this experimental treatment. The treatment started in a
very late stage of his disease course, but some definite improvements, especially in his brain stem
functions, have been observed. No adverse effects by this treatment have appeared so far. The most

effective and safe dosage in the patients with prion diseases yet remains to be determined.
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