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Background and Objectives: This condition 

affects the hips of children and is classified by 

Orphanet as a rare disease with an unknown 

prevalence. The aetiology is thought to be due to 

vascular interruption. As CARIS, the congenital 

anomaly register for Wales, has recently expanded 

to include a Rare Disease register, cases of Perthes 

disease were investigated. 

Methods:  Two databases were explored for cases. 

These were the Community Childhealth Database 

and the Patient Episode database in Wales (PEDW). 

Most cases were from PEDW as this database 

records coded hospital activity which can include 

both inpatient and outpatient episodes. The Perthes 

ICD10 code M91.1 was used to find cases born 

from the years 1998 to 2014. Deprivation scores 

were derived from post code and the Welsh Index 

of Multiple Deprivation.  CARIS was searched to 

identify any associated congenital anomalies.   

Results: In the period from 1998 to 2014, 303 cases 

were recorded with Perthes disease. The prevalence 

varied greatly with higher rates in earlier years from 

1998 -2006. The mean prevalence then was 7.9 per 

10,000 live births. The incidence rate varied from 

0.6 (2014) and 3 (2006) per 100,000 children  aged 

from 0-14. 2006 was the highest year with 1 case 

being diagnosed in 33,000.  Of the 303 cases there 

were 113 records for analysis. There was a male to 

female ratio of 3:1 (86 males 27 females).Time of 

diagnosis was available in 111 cases and ranged 

from just under 2 years of age to over 14 years. The 

mean time of diagnosis was 5 years, 8 months. 57  

cases were left sided, 36 cases were right sided, 7 

cases were bilateral and 13 unknown. In unilateral 

cases, the left to right ratio was 1.6:1. Surgery was 

recorded in 35(31%) of cases. 10 (8.8%) had 

congenital anomalies including 3 children with cleft 

lip/palate anomalies. There was a linear relationship 

with deprivation. 

Discussion and Conclusions: A prevalence rate of 

7.9 per 10,000 live births in the years 1998-2006 

suggests that Perthes disease is not so rare as 

previously thought and may give a better reflection 

of the frequency of the condition than quoting an 

incidence rate. In Wales the incidence rate is at best 

3 in 100,000 (2016) of 0-14 year olds. Other 

countries have widely varying incidence rates. 

Subsequent years from 2007 record lower rates in 

Wales but this may reflect the nature of the 

condition in terms of the timing of development and 

diagnosis. There may also be possible changes in 

data sources. An increase in congenital anomaly 

rates in these children is in accord with the 

literature and points to genetic factors as a possible 

cause. Similarly an increase in frequency of cases is 

associated with deprivation. Using a prevalence rate 

of cases diagnosed as part of the cohort of their 

birth year is considered in comparison with an 

incidence rate within the target population.  
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