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Tab.1 Survival status of sCJD cases

Interval Number Number Number of Cumulative proportion Std. error of cumulative
Proportion Proportion

start time entering withdra wing terminal o o surviving end proportion surviving
terminating surviving

(months) interval during interval events of interval end of interval

0 300 0 74 0.25 0.75 0.75 0.02

3 226 0 78 0.35 0.65 0.49 0.03

6 148 0 43 0.29 0.71 0.35 0.03

9 105 0 24 0.23 0.77 0.27 0.03

12 81 1 20 0.25 0.75 0.20 0.02

15 60 2 16 0.27 0.73 0.15 0.02

18 42 2 17 0.41 0.59 0.09 0.02

21 23 1 6 0.27 0.73 0.06 0.01

24 16 2 4 0.27 0.73 0.05 0.01

27 10 3 0 0 1 0.05 0.01

30 7 0 2 0.29 0.71 0.03 0.01

33 5 1 1 0.22 0.78 0.03 0.01

36 3 0 0 0 1 0.03 0.01

39 3 1 0 0 1 0.03 0.01

42 2 0 0 0 1 0.03 0.01

45 2 0 0 0 1 0.03 0.01

48 2 2 0 0 1 0.03 0.01
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Tab.2 Univariate analysis of the factors associated with survival time of sCJD cases

Factor n(% ) Median ( month ) HR(95% CI) Wald/x* value P value
Demography
Gender
Male 140(46.7) 5 1
Female 160(53.3) 6 0.961(0.760 —1.214) 0.113 0.737
Onset-age (year)
<65 166(55.3) 6 1
>65 134(44.7) 5 1.267(1.002 -1.603) 3.913 0.048
Geographic area
Eastern 117(39.0) 6 1
Middle 85(28.3) 6 0.977(0.730 -1.307) 0.007 0.935
Western 76(25.5) 4 1.374(1.023 -1.845) 4.114 0.043
Northeastern 22(7.3) 6 0.825(0.520 -1.307) 0.670 0.412
Residence
Urban 121(40.3) 6 1
Rural 179(59.7) 5 1.109(0.874 - 1.407) 0.726 0.394

Initial symptom

Rapid dementia

Yes 236(78.7) 5 1

No 64(21.3) 6 0.995(0.749 -1.322) 0.001 0.973
Slow dementia

Yes 17(5.7) 10 1

No 283(94.3) 5 1.401(0.832 -2.358) 1.611 0.204
Mental problem

Yes 109(36.3) 6 1

No 191(63.7) 5 0.974(0.863 —1.099) 0.185 0.667
Cortical blindness

Yes 31(10.3) 4 1

No 269(89.7) 6 0.900(0.743 -1.092) 1.414 0.285
Cerebellar disturbance

Yes 105(35.0) 4 1

No 195(65.0) 6 0.907(0.803 —1.024) 2.487 0.115
Pyramidal or extrapyramidal dysfunction

Yes 100(33.3) 5 1

No 200(66.7) 6 0.898(0.794 -1.016) 2.923 0.087
Number of initialt symptoms

1 125(41.7) 6 1

2 80(26.7) 6 0.970(0.725 -1.299) 0.041 0.839

3 62(20.7) 5 1.162(0.851 —1.588) 0.897 0.344

4 27(9.0) 5 1.271(0.836 —1.934) 1.261 0.261

5 6(2.0) 2 2.028(0.890 —4.622) 2.829 0.094

Clinical manifestation

Myoclonus

Yes 200(66.7) 5 1

No 100(33.3) 6 0.940(0.831 —1.064) 0.950 0.330
Visual or cerebellar disturbance

Yes 222(74.0) 5 1

No 78(26.0) 7 0.910(0.795 -1.040) 1.910 0.167
Pyramidal or extrapyramidal dysfunction

Yes 248(82.7) 5 1

No 52(17.3) 7 0.795(0.677 —0.933) 7.904 0.005
Akinetic mutism

Yes 238(79.3) 6 1

No 62(20.7) 1.111(0.962 —1.284) 2.039 0.153
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Factor n(% ) Median ( month ) HR(95% CI) Wald/x* value P value
Number of clinical manifestations
2 17(5.7) 7 1
3 53(17.7) 6 1.802(0.958 —3.390) 3.335 0. 068
4 134(44.7) 6 1.849(1.021 -3.349) 4.118 0.042
5 96(32.0) 4 1.985(1.085 —-3.633) 4.943 0.026
Clinical examination
EEG (PSWC)
Yes 82(27.3) 4 1
No 77(25.7) 6 0.782(0.569 —1.075) 2.166 0.130
Unclassfied 141(47.0) 6 0.757(0.572 -1.001) 3.608 0.051
Abnormalities on MRI
Yes 255(85.0) 5 1
No 45(15.0) 5 1.014(0.861 —1.195) 0.029 0.865
Laboratory test
CSF 14 -3 -3
pos 213(71.0) 5 1
neg 87(29.0) 6 0.841(0.648 —1.092) 1.682 0.195
Codon 129
MM 295(98.3) 5 1
MV 4(1.3) 2 0.654(0.209 —2.044) 0.534 0.654
Vv 1(0.3) 9 0.950(0.133 -6.779) 0.003 0.959
Nutrition support
Nasal feeding
Yes 146(48.7) 8 1
No 154(51.3) 4 1.699(1.371 -2.114) 18.027 <0.001
Nutrition injection i. v.
Yes 114(38.0) 5 1
No 186(62.0) 5 0.929(0.827 —1.048) 1.431 0.232
Nutrition oral
Yes 29(9.7) 7 1
No 271(90.3) 5 1.020(0.839 —1.240) 0.039 0.843
Respiratory support
Yes 95(31.7) 5 1
No 205(68.3) 6 1.020(0.900 —1.156) 0.093 0.760
Symptomatic treatment
Symptomatic care
Yes 280(93.3) 1
No 20(6.7) 1.104(0.869 —1.402) 0.655 0.418
Allopathic medicine
Yes 88(29.3) 6 1
No 212(70.7) 5 1.089(0.959 -1.238) 1.725 0.189
Antibiotic therapy
Yes 35(11.7) 7 1
No 265(88.3) 5 1.180(0.820 -1.697) 0.792 0.374
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Tab.3 Multivariate analysis of the factors associated with survival time of sCJD cases

HR/95.0% CI

Factor B SE Wald/x* value P value HR
Lower Upper
Demography
Onset-age (year)
<65 1
>65 0.300 0.130 5.323 0.021 1.350 1.046 1.742
Geographic area
Eastern 1
Middle -0.050 0.153 0.107 0.743 0.951 0.705 1.284
Western 0.294 0.157 3.512 0.061 1.342 0.987 1.827
Northeastern -0.124 0.245 0.258 0.611 0.883 0.547 1.426
Initial symptom
Pyramidal or extrapyramidal dysfunction
Yes 1
No 0.180 0.178 1.016 0.313 1.197 0.844 1.697
Number of initialt symptoms
1 1
2 -0.186 0.166 1.251 0.263 0.831 0. 600 1.150
3 -0.134 0.200 0.445 0.505 0.875 0.591 1.295
4 -0.129 0.285 0.206 0.650 0.879 0.503 1.536
5 0.681 0.471 2.090 0.148 1.975 0.785 4.969
Clinical manifestation
Pyramidal or extrapyramidal dysfunction
Yes
No -0.395 0.170 5.419 0.020 0.674 0.483 0.939
Number of clinical manifestations
2 1
3 0.486 0.351 1.924 0.165 1.626 0.818 3.234
4 0.514 0.343 2.240 0.134 1.672 0.853 3.276
5 0.593 0.372 2.537 0.111 1.809 0.872 3.754
EEG (PSWC)
Yes
No -0.096 0.173 0.308 0.579 0.908 0.647 1.276
Unclassfied -0.172 0.155 1.232 0.267 0.842 0.621 1.141
Nutrition support
Nasal feeding
Yes 1
No 0.597 0.131 20.795 <0.001 1.817 1.406 2.349
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Survival time and influencing factors analysis of clinically diagnosed

sporadic Creutzfeldt-Jakob disease patients in China from 2020 to 2022
Zhang Weiwei'” | Liang Donglin®, Zhou Donghua® , Wang Yuan® , Xiao Kang®,Zhou Wei’ , Dong Xiaoping”,Shi Qi’
(' School of Public Health, North China University of Science and Technology ,Tangshan 063210
*National Key Laboratory of Intelligent Tracking and Forecasting for Infectious Diseases, National
Institute of Viral Diseases, Chinese Center for Disease Conirol and Prevention, Beijing 102206 )

Abstract Objective To investigate the survival time of patients diagnosed with sporadic Creutzfeldt-Jakob disease
in China between 2020 and 2022 and explore the associated factors influencing survival. Methods A retrospective
analysis was conducted on clinically diagnosed cases with complete information on sporadic Creutzfeldt-Jakob dis-
ease diagnosed by the China Creutzfeldt-Jakob disease surveillance network from 2020 to 2022, baseline information
of patients was obtained from the case files, telephone follow-up was used to obtain the treatment and survival status
of the patients after the diagnosis, life-table method was used for estimating the survival rate, Kaplan-Meier method
was used for calculating the median survival time and the 95% CI, Cox regression model was used for univariate and
multivariate analyses were used to screen for factors influencing survival time. Results The median survival time of
the 300 patients was 5 months (95% CI; 4. 165 —5.835). Univariate analysis revealed that factors such as age at
onset, regional distribution, presence of corticobasal or extrapyramidal symptoms as initial manifestations, number
of initial symptoms, presence of corticobasal or extrapyramidal functional abnormalities, number of major clinical
manifestations, presence of typical electroencephalogram findings, and use of nasal feeding during the course of the
disease were potential factors influencing survival time (P <0.1). Multivariate analysis showed that the risk of
death in patients with onset age >65 years was 1. 350 times higher than in patients with onset age <65 years (P =
0.021, 95.0% CI; 1.046 —1.742). Patients without pyramidal or extrapyramidal dysfunction had a 0. 674-fold
lower risk of death compared to those with these symptoms (P =0.020, 95.0% CI . 0.483 -0.939). Patients who
did not receive nasal feeding had a 1. 817 — fold higher risk of death compared to those who did (P <0.001,
95.0%CI. 1.406 -2.349). Conclusion Age at onset, the presence of pyramidal or extrapyramidal functional
abnormalities, and the use of nasal feeding during the disease course are factors influencing the survival time of pa-
tients clinically diagnosed with sCJD.
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