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[ Abstract] Background At present, there is a lack of research on prognostic influencing factors of chronic
thromboembolic pulmonary hypertension ( CTEPH ) patients without thrombophilia at home and abroad.Objective To analyze
the prognostic influencing factors of CTEPH patients without thrombophilia.Methods A total of 279 CTEPH patients without
thrombophilia admitted to Thrombosis Center, Fuwai Hospital, CAMS & PUMC from June 2013 to June 2019 were selected
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as the research objects.General information, clinical laboratory indexes, right heart catheterization results and treatment were
collected.All patients were followed up by telephone or outpatient, and ccording to the prognosis, the patients were divided
into survival group and death group.Multivariate Cox regression analysis was used to analyze the prognostic influencing factors of
CTEPH patients without thrombophilia.Results A total of 279 CTEPH patients without thrombophilia were included.During the
median follow—up of 24 months ( 1-84 months ) , 7 cases (2.5% ) were lost to follow—up and 272 patients were finally included.
At the end of follow—up, the overall survival rate of the cohort was 91.2% ( 248/272 ) .The time from symptom to diagnosis of the
death group was longer than that of the survival group, and the 6 min walking distance was shorter than that of the survival group
(P < 0.05) .N-terminal pro—brain natriuretic peptide ( NT-proBNP ) , right atrial pressure ( RAP) and pulmonary vascular
resistance ( PVR ) in the death group were higher than those in the survival group, however, arterial oxygen saturation ( Sa0, ) ,
mixed venous oxygen saturation ( SVO,) and cardiac index ( CI) were lower than those in the survival group ( P < 0.05) .The
rate of targeted drug therapy alone in the death group was higher than that in the survival group, and the rates of percutaneous
transluminal pulmonary angioplasty ( PTPA ) and pulmonary endarterectomy ( PEA ) alone in the death group were lower than
those in the survival group( P < 0.05 ).Multivariate Cox regression analysis showed that Sa0, = 60%[ HR=0.356,95%CI( 0.139,
0.916) ) and revascularization [ HR=0.089, 95%CI ( 0.028, 0.279) ] were protective factors for death of CTEPH patients
without thrombophilia, while the time from symptom to diagnosis = 25 months [ HR=1.009, 95%CI (1.002, 1.016) ) was
a risk factor for death of CTEPH patients without thrombophilia ( P < 0.05) .Conclusion Higher Sa0, and revascularization
are protective factors for death of CTEPH patients without thrombophilia, while prolonged time from symptom to diagnosis is an
independent risk factor for death of these patients.Early diagnosis and active revascularization are expected to further improve the

long—term prognosis of CTEPH patients without thrombophilia.
[ Key words]  Pulmonary arterial hypertension; Chronic thromboembolic pulmonary hypertension; Thrombophilia;

Prognosis; Root cause analysis
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Figure 1 Inclusion process of patients
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Table 1 Comparison of clinical information between the two groups
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Table 2 Comparison of clinical laboratory indexes and right heart

catheterization data between the two groups
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i 3o
NT-proBNP (pg/l.)  68+14  74x12 -2011 0045
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il SRR
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Table 3 Comparison of treatment between the two groups
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Table 4 Variable assignment table of multivariate Cox regression analysis

of influencing factors of prognosis in CTEPH patients without thrombophilia
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Figure 2 Forest plot of influencing factors of prognosis in CTEPH patients
without thrombophilia
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Table 5 Multivariate Cox regression analysis of influencing factors of
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prognosis in CTEPH patients without thrombophilia
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(1.002, 1.016)
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