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Introduction & Objectives 

Historically, von Hippel-Lindau (VHL) disease 
is characterized by a poor survival. Although 
genotype–phenotype correlation has been 
described in many studies, the risk factors for 
VHL survival remain unclear. This study aims 
to evaluate the median survival of Chinese 
patients with VHL disease and explore 
whether VHL survival is influenced by genetic 
and clinical factors.

Results & Conclusions

Materials & Methods 

In this retrospective study, we recruited 340 
patients from 127 VHL families. Kaplan-
Meier plot and Cox regression model were 
used to evaluate the median survival and 
assess how survival was influenced by birth 
year, birth order, sex, family history, 
mutation type, onset age and first presenting 
symptom. 5. Conclusions: This largest VHL survival analysis indicates that onset age, family history, 

mutation type and first presenting symptom have an effect on the survival of patients 
with VHL disease, which is helpful to genetic counselling and clinical decision-making.

1. Characteristics of the patients included in 
the survival analyses.

2. Survival of Chinese patients with VHL disease. 

3. Patients with early onset age, positive 
family history and truncating mutation 
types had poorer overall survival.

4. Risk factors for survival in patients with 
VHL disease. 
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