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Background

Behçet’s disease (BD) is a rare multisystem auto-inflammatory 
disorder .Our previous work using the THIN primary care database 
estimated incidence at 0.62 per 100,000 person years (2000-2017), 

and prevalence at 14.61 (95% CI 13.35-15.88) per 100 
000 population in 2017. Read codes used for the THIN network were 
not validated using the MDT approach utilised within the CoE so will 

likely have resulted in an overestimate. The prevalence was 
estimated as 0.64 per 100,000 in another small cross-sectional 

survey of GPs in Yorkshire (denominator population of 5 million) in 
1977. Our current study aims to understand the epidemiology of BD 

in England using primary and secondary care data.

The first step is a validation study, which will establish the validity of 
the HES data against the MDT approved data from the 

Birmingham CoE as a benchmark. In addition, the differences 
between the demographics and outcomes at the CoE compared to 

non-specialist NHS Trusts and primary care will facilitate service 
evaluation at the CoE. Secondly we aim to evaluate the validity 

of HES data versus primary care data based on CPRD and CPRD 
linked HES, which will address the following objectives:
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Objectives

Describe the Epidemiology (prevalence and incidence) of Behcets 

Disease in England using the three CoE data, Hospital Episode 

Statistics (HES) and Clinical Practice Research Datalink (CPRD) 

Objective 1: Epidemiology of BD

• Annual incidence rate per million person years will be calculated 

stratified by age, sex and ethnicity.

• Annual prevalence per million population will be calculated 

stratified by age, sex and ethnicity

Objective 2: Risk factors for BD

• The risk factors of interest are: age, smoking, obesity, ethnicity, 

gender, socio-economic deprivation, presence of MHC class 1 

diseases (such as Psoriatic arthritis/Crohn’s disease/ankylosing 

spondylitis).

• Time to diagnosis of BD from first key symptom:, oral and 

genital apthosis, ocular lesions, skin lesions, neurological 

manifestations, vascular manifestations and pathergy.

Objective 3: Latent class analysis to examine BD phenotypes

• Phenotypic signs and symptoms explored in objective 2

Objective 4: Outcomes of BD

• Ophthalmic, oro-genital, cardiovascular, neurological, 

gastroenterological, dermatological outcomes and mortality

The no. of prevalent cases of BD nationwide were 4891, of which 

545 were identified in the Birmingham CoE, closely aligned to the 

MDT confirmed prevalence (559) at the CoE.  However, in HES only 

935 cases in total had attended any of the three CoE. We plan to 

confirm equivalent MDT confirmed numbers for London and 

Liverpool CoE. HES coded attendance at one of the three CoE 

Rheumatology departments will also be recorded as HES 

underestimates cases at these two centres most likely due to OPD 

coding differences (BD not coded despite OP attendance). The 

prevalence of cases of BD increased year on year.  Most prevalent 

cases were located in London, followed by South East, North West, 

South West and West Midlands. 

The prevalence of BD increased with increasing levels of deprivation as 

calculated in the IMD. The incidence remained stable during the study 

period. Prevalence of HES reported genital ulceration (11.1%) and oral 

ulceration (3.3%) are significantly lower than CoE reported oral ulceration 

(80.4%) and genital ulceration (63.9%). HES coded Ocular signs in 4.7% 

compared to 30% in the CoE cohort. 

Results

Conclusion

HES had identified 4891 prevalent and 3310 incident cases of BD within England between 2011-2020.  The prevalence of BD is rising year on year but 

incidence is stable.

Largest population- based 

study of BD in England, 

using HES data validated 

against the Birmingham 

CoE

The prevalence of BD cases within HES and 

identified as attending the Birmingham CoE 

are closely aligned with numbers of 

confirmed cases at the centre, supporting 

validity of HES. Differences in OPD coding 

practice between the three CoE might 

explain the failure to capture cases that have 

attended the London and Liverpool CoE. 

Further work is ongoing to link HES data to 

OPD attendance to resolve this.

HES data does not capture key elements of the 

BS phenotype reliably, though this data is 

available within CoE databases. Further work is 

ongoing utilising the subset of  BD cases identified 

within CPRD to capture more detailed phenotype 

data within the primary care record to compare 

this with the three centres combined data


