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Surveillance of Creutzfeldt-Jakob Disease (CJD) Patients in the Republic of
Korea, 2016-2019

Lee Shin Young, Lee i Yeon, Park Sook Kyoung, Kim Miyoung
Division of Control for Zoonotic and Vector borne Disease, KCDC

Creutzfeldt-Jacob Disease (CJD) is a neurodegenerative disorder believed to be caused by an abnormal isoform of cellular
glycoprotein known as the prion protein. This report is the result of an analysis of the epidemiological and clinical
characteristics of CJD patients, which were notified to the Korea Centers for Disease Control and Prevention (KCDC) from 2016
to 2019.

From 2016 to 2019, a total of 188 C|D patients were reported. Of that total, 64.9% (n=122) were between 60 to 70 years of age
and 58% (n=109) were female. Cases were reported in each province with 25% (n=45) reported in Gyeonggi Province and
22.9% (n=43) reported in Seoul Metropolitan City. Across all province, 1.6% (n=3) were confirmed by autopsy, 95.2% (n=179)
were probable cases, and 3.2% (n=6) were possible cases. By types of (JD, sporadic CJD accounted for 87.8% (n=165) of the
cases; genetic (JD accounted for 12.2% (n=23) with O cases of both iatrogenic and variant (JD. The median age of onset for
sporadic C|D was 67 years (ages 35 to 93), and the average duration of the disease until death was approximately 4 months (2
to 11 months). About 66.5% (n=125) of those with C|D had cerebellar dysfunction.

CJD is a fatal and incurable disease. This reported concluded that CJD requires active and continuous surveillance for early
detection, and infection control to prevent its transmission through surgical equipment contaminated with prion.

Keywords: Creutzfeldt-Jakob Disease (CJD), Variant Creutzfeldt-Jakob Disease (vC|D), Prion, Transmissible Spongiform
Encephalopathy

Table 1. Reported cases of Creutzfeldt—Jacob Disease (CJD) by year, 2016—2019

Unit: N (%)
Total 2016 2017 2018 2019
188 43 38 54 53
Cases
(100.0) (22.9) (20.2) (28.7) (28.2)
Incidence per 100,000 population 0.09 0.08 0.07 0.10 0.10
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Table 2. Reported cases of Creutzfeldt—Jacob Disease (CJD) by age group and gender, 2016—2019

Unit: N (%)
Total 30-39 40-49 50-59 60—69 70-79 80-89 > 90
188 2 12 36 60 62 15 1
Total
(100.0) (1.1) (6.4) (19.1) (31.9) (33.0) (8.0) (0.5)
79 1 1 19 29 25 4 0
Male
(42.0) (0.5) (0.5) (10.1) (15.4) (13.3) (2.1) -
109 1 1 17 31 37 1 1
Female
(58.0) (0.5) (5.9) (9.0) (16.5) (19.7) (5.9) (0.5)
Table 3. Reported cases of Creutzfeldt—Jacob Disease (CJD) by province, 2016—2019
Unit: N (%)
Total Seoul Busan Daegu Incheon Gwangiju Daejeon Ulsan Gyeonggi
188 43 13 8 7 4 6 4 47
Cases
(100.0) (22.9) (6.9) (4.3) (3.7) (2.1) (3.2) (2.1) (25.0)
Deaths 28 1 7 3 0 1 0 2 1
Gangwon Chungbuk Chungnam  Jeonbuk  Jeonnam  Gyeongbuk Gyeongnam Jeju Sejong
5 5 6 10 5 11 12 0 2
Cases
(2.7) (2.7) (8.2) (5.3) (2.7) (5.9) 6.4) (0.0) (1.1)
Deaths 6 1 0 1 1 3 1 0 0
Table 4. Distribution of Creutzfeldt—Jacob Disease (CJD) by classification and type, 2016—2019
Unit: N (%)
Total Sporadic Latrogenic Genetic Variant
Total 188 (100.0) 165 (87.8) - 23 (12.2) -
Definite 3 (1.6) 3(1.8) = = =
Probable 179 (95.2) 156 (94.5) - 23 (100.0) -
Possible 6(3.2) 6 (3.6) - - -
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Figure 1. Creutzfeldt—Jacob Disease (CJD) types by age group, 2016—2019
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Figure 2. Average duration of Creutzfeldt—Jacob Disease (CJD) until death, 2016—2019
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Table 5. Prion protein gene (PRNP) mutation variation identified in cases with human prion disease, 2016—2019

Unit: N (%)
Mutation Classification N (%)
M232R 6 (26.1)
V1801 Genetic CJD 5(21.7)
E200K 4 (17.4)
D178N Fatal familial Insomnia (FFI) 4 (17.4)
P102L Gerstmann-Straussler-Scheinker Syndrome (GSS) 4 (17.4)
Table 6. Diagnostic features of Creutzfeldt—Jacob Disease (CJD) cases, 2016—2019
Features N* (%)
Presence of prion in autopsy tissue at death 3(1.6)
Periodic sharp waves complexes on electroencephalography 75 (39.9)
Positive findings of 14-3-3 protein in cerebrospinal fluid 155 (82.4)
High signal in magnetic resonance imaging brain scan 128 (68.1)
at least two cortical regions 124 (66.0)
caudate nucleus or/and putamen 29 (15.4)
caudate nucleus or/and putamen, at least two cortical regions 24 (12.8)

* Multiple diagnostic tests performed
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Table 7. Clinical features of Creutzfeldt—Jacob Disease(CJD) cases, 2016—2019

Characteristics N (%)
Myoclonus 87 (46.3)
Visual disorder 62 (33.0)
blurred vision 26 (13.8)
diplopia 19 (10.1)

visual illusion 16 (8.5)

visual defect 10 (5.3)

visual agnosia 4(2.1)
Cerebral disorder 125 (66.5)
gait imbalance 102 (54.3)
ataxia 69 (36.7)
Pyramidal sign 84 (44.7)
weakness & paralysis 56 (29.8)
hyperactive DTR 3+ 20 (10.6)

spasticity 14 (7.4)

Babinski's sign 9 (4.8)
Extrapyramidal 9 (51.1)
tremor 49 (26.1)
rigidity 36 (19.1)
bradykinesia 25 (13.3)

dystonia 13 (6.9)

dyskinesia 12 (6.4)

chorea 3(1.6)

Akinetic mutism 38 (20.2)
Psychiatric Sx 78 (41.5)
depression 38 (20.2)

anxiety 32 (17.0)

hallucination 27 (14.4)

delusion 17 (9.0)

apathy 10 (5.3)

withdrawal 1(0.5)

*multiple symptoms and signs were reported
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