
Background: Permanent childhood hearing 
impairment (PCHI) can be detected at any point 

during a child’s life, whether that is during routine 
screening or because of concerns at home or at 

school. The British Association of Audiovestibular 
Physicians (BAAP) provides guidance on 

aetiological investigation of children with 
permanent hearing impairment. Previous audit in 

2015 looked at the outcomes of structured 
aetiological investigation in line with standards 

set by the BAAP. As a result local pathways were 
implemented following diagnosis of PHCI. 

Methods: The aim of this audit was to measure 
the outcomes of structured aetiological 
investigation of PCHI in line with these 

recommendations. 
We carried out a retrospective review of 

children diagnosed in the Hampshire Hospitals 
NHS Foundation Trust in a two year period from 
July 2016 to July 2018 looking at the outcomes 
of screening and compare them to results from 

the previous audit.

Results: 31 children were diagnosed in the study 
period. The majority had genetic causes or were 

unknown with remaining cases as illustrated in the pie 
chart above.

The majority had bilateral mild-moderate hearing loss 
(45%), which is similar to previous but we have seen a 
lower percentage of bilateral severe-profound cases 

(16% compared to 36% in 2015-2016).

Conclusions: Despite the standards set by BAAP and the range of investigations available today the cause 
of PHCI may be unknown in up to 40%, which is not dissimilar to the previous audit in 2015-2016. 

However, we are detecting more genetic causes and a higher yield of structural anomalies (likely due to 
lower thresholds for imaging), which provide valuable information for families in terms of genetics 

counselling and for clinicians in guiding further investigation, follow-up, and referral. 

As knowledge of conditions linked to PCHI and testing improve we hope more families will gain the 
answer to the questions “why is my child deaf?”, providing not only a diagnosis but also a framework for 

guiding ongoing investigation and management. 

The Aetiology Yield in Permanent 

Childhood Hearing Impairment (PCHI) 

From Implementing The BAAP Guidelines
J Thuraisingham, R Parmar

Royal Hampshire County Hospital, North Hampshire Hospitals NHS Foundation Trust

Acknowledgements: Bernard Watson, Clinical Scientist, Audiology, HHFT

29%

32%

10%

7%

10%

3%
3%

3% 3%

Aetiology of PCHI 2016-2018 in HHFT

Unknown

Genetic (other/unknown)

GJB2 genetic (connexin mutation)

Usher Syndrome

CMV/other infections

Enlarged vestibular aqueduct

vestibulocochlear nerve 
hypoplasia/aplasia bilateral
Birth asphyxia/hypoxia

Results pending Unilateral mild-
profound

Bilateral mild-
moderate

Bilateral severe-
profound

29%

45%

16%

28%

36% 36%

Hearing Loss Severity

2016-2018 2015

0% 10% 20% 30% 40% 50%

Unknown

Genetic other/unknown

GJB2 genetic (connexin…

Usher Syndrome

CMV/other infections

Enlarged vestibular aqueduct

vestibulocochlear nerve…

Birth asphyxia/hypoxia

Results pending

Comparison Of Aetiology Yield 2016-2018 vs 2015

2015
2016-2018


