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1. Introduction 
 
Babies are screened nationally at birth through the Universal New Born Hearing 
Screening Programme (NHSP) to detect hearing impairment very early in order to improve 
the outcome of all aspects of life. Aetiological investigation is a core component of the 
management of hearing-impaired children as it may have a direct influence on the 
management options available, prognosis, progression of hearing impairment as well as 
identification of other associated medical conditions and Syndromic conditions. This 
guideline is compiled following NHSP Best Practice Guidelines (July 2013) and Guidelines 
for surveillance and audiological referral for infants and children following Newborn hearing 
screen (July 2019) which is also endorsed by Professional bodies in Audiology such as the 
British Society of Audiology, British Association of Audio Vestibular Physicians (BAAP) and 
British Association of Paediatricians in Audiology (BAPA). 
 
 
2. Purpose and Scope 
 
The purpose of developing this policy is to ensure that all children diagnosed with 
permanent hearing loss are assessed to the quality standards as recommended by the 
British Association of Audio-Vestibular Physicians (BAAP) by the Shropshire Audiology 
team.  
 
To establish the cause of permanent mild to profound degree of childhood hearing, both 
unilateral and bilateral impairment (Permanent Childhood Hearing Impairment) in: 

Babies identified by new born hearing Screening 
Late onset and Progressive hearing impairment 
Acquired hearing impairment 
 

To try and answer parents who ask "Why is my child deaf?” 
 
To identify and treat medical conditions e.g., 8th nerve aplasia congenital infection, Jervell 
and Lange-Nielsen syndrome, Alport's syndrome, Neurofibromatosis type 2, Ushers 
Syndrome, and vestibular hypofunction. The results of investigations can assist the family in 
making decisions about the most appropriate communication mode, educational placement 
and counselling on cochlear implantation e.g., in 8th nerve aplasia, Ushers syndrome etc. 
 
To inform genetic counselling and information from investigation of childhood deafness 
informs epidemiological research 
 
 
3. Definitions / Glossary  
 

Associate Specialist AS 

Congenital cytomegalovirus CMV 

Clinical Policies Group CPG 

Community Paediatrics CP 

Computerised Tomography CT 

Desoxyribonucleic Acid DNA 

Ear, Nose & Throat ENT 

Immunoglobulin test IgM 

Magnetic Resonance Imaging MRI 

National Deaf Children’s Society NDCS 

National Screening Hearing Programme NSHP 

Neonatal Intensive Care Unit NICU 

Nurse Consultant NC 

Permanent Childhood Hearing Impairment  PCHI 

Polymerase chain reaction PCR 
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Shrewsbury and Telford Hospitals SaTH 

Special Care Baby Unit SCBU 

Specialty Doctor SD 

Staff Grade SG 

 X-Radiation X-Ray 

 
 
4. Duties 

4.1 Chief Executive 
 
The Chief Executive has ultimate accountability for the strategic and operational management 
of the Trust, including ensuring there are effective and appropriate processes are in place for 
medical management and investigation of hearing-impaired children. 
 
4.2 Director of Nursing & Medical Director 
 
The Director of Nursing & Medical Director have responsibility for ensuring that appropriate 
processes are in place for medical management and investigation of hearing-impaired 
children. 
 
4.3 Service Managers 
 
Service Managers are responsible for the day-to-day operational management and 
coordination of the medical management and health surveillance of hearing-impaired children 
in line with the clinical guideline and ensuring their teams are aware of the Multi-Disciplinary 
Team responsibilities in the care of hearing-impaired children.    
 
4.4 All Clinical Staff 
 
Clinical staffs are essential members of the MDT, in ensuring that hearing impaired children 
are managed appropriately as per national / local guidelines and are offered regular health 
surveillance checks.  All clinical staff are required to comply with this guideline and to report 
any adverse care related issues to their line manager and to complete a Datix incident report 
in line with the Trust’s Incident reporting policy. 

 
 
5. Protocol for aetiological investigations of children with hearing impairment 
 
The investigations are conducted in line with the NSHP Best Practice Guidelines Published 
in June 2012, as shown in Appendix 1 Referral pathway for children identified with hearing 
impairment. 

 
The Lead Paediatrician will initiate and coordinate the Aetiological investigation according to 
individual clinical needs in an evidence-based way respecting family values and choice. 
 
5.1 History / Physical Examination: 
 
1.  General history. 
 
2.  Detailed family history in at least three generations. 
   

Onset, duration and progression of hearing loss 

Speech and language: expressive, receptive, play skills 
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Balance, dizziness, tinnitus, hyperacusis 

Antenatal History 

➢ Alcohol, drugs including recreational drugs 

➢ Diabetes, epilepsy 

➢ Maternal health during pregnancy 

➢ Results of antenatal scans and bloods 

➢ Medications 

➢ Radiation 

➢ Infections 

Birth history 

Postnatal history 

➢ Ventilation 

➢ Sepsis 

➢ Neonatal Intensive Care Unit Stay 

➢ Jaundice 

➢ Ototoxic medication 

Developmental milestones 

Family history 

➢ Ethnicity and consanguinity 

➢ Deafness 

➢ Speech /language delay 

➢ Thyroid/renal disease/ white forelock/heterochromia 

➢ Inherited conditions 

➢ Balance and visual difficulties 

➢ Developmental delay 

➢ Three generation family trees 

Medical history 

➢ Head injury 
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➢ Accidents 

➢ Noise exposure 

➢ Meningitis/ Infectious illness 

➢ Immunisation 

➢ Ear disease 

➢ Ototoxic medication/radiation 

➢ Old records, photos, discharge summaries, parental illness record 

 
3. Physical examination. 
 
     

Anthropometry: height, weight and head circumference including centile range. 

Clinical examination of craniofacial region 

➢ Dysmorphism 

➢ Ears: e.g. ear pits, tags 

➢ Neck: e.g. skin tag, sinus, webbing, goitre, scars 

➢ Oral cavity, palate, teeth 

➢ Nose examination 

➢ Otoscopy 

➢ Skull 

Systemic examination 

➢ Skin: rash, hypo- or hyper-pigmentation 

➢ Spine: skeletal anomalies 

➢ Hands, Limbs, Nails: hypoplasia 

➢ Abdomen: hepatosplenomegaly 

➢ Chest: heart murmur in syndromes 

➢ Neurological assessment: focal deficits 

Developmental assessment 

Clinical vestibular examination 
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Eye examination 

Examination of parents 

 
 
The history and physical examination are carried out at the first clinic visit very soon after 
the hearing loss is confirmed. In babies from special care unit's additional information from 
Paediatrician and Neonatal Intensive/Special care unit (NICU & SCBU) are made available 
for the "at risk group" babies. 
The rationale of relevant aetiological investigations is discussed with the Parents/Carers 
and arranged with their agreement. Parents/Carers are given the opportunity to think over 
the investigations if they are not ready at the initial visit. The NDCS information leaflet about 
aetiological investigation is also provided at this first visit.  
Following initial assessment and detailed developmental and systemic examination at 
Shrewsbury and Telford Hospitals (SaTH) relevant investigations are conducted by the lead 
paediatrician. The developmental progress of all hearing-impaired babies is continually 
monitored by the Early Years Specialist teachers in addition to the routine developmental 
checks carried by the lead paediatrician and reports are copied to the General practice, Ear, 
Nose and Throat (ENT) Consultant and the Sensory Inclusion Services. 
 
5.2. Family Audiograms 
 
Family audiograms are arranged for the parents and siblings of all babies with Permanent 
Childhood Hearing Impairment (PCHI).  Children are seen by the Paediatric Audiology team 
while Adults are referred to the Local Audiology Department. If hearing loss is identified in 
the family the following Guideline is followed: 
 
a. Paediatric age 0 -19 years range - Policy is the same as for the index child and siblings 
are seen and managed by the Lead Paediatrician as above. 
 
b. Adults - they are referred to the local ENT/Adult Audiology Services for further 
management. 
 
 
6. Investigations 
 
6.1 Routine Imaging 
 
Magnetic resonance imaging (MRI) of the inner ears, internal auditory meatus (IM) and 
brain is the investigation of choice. In some circumstances for instance when bony 
structural abnormalities of the ear and ossicles are suspected, Computerised Tomography 
(CT) scans are requested. MRI/CT are carried out and reported by consultant Neuro-
Radiologist, from the Alder Hey Children’s Hospital or locally if children do not need 
anaesthesia. 
Other Radiological investigations are requested according to the history and physical 
examination findings. For example, X-ray of spine are requested if there is suspicion of 
Goldenhar syndrome in child with unilateral microtia and hearing loss. Renal Ultra sound 
scans are carried out when suspecting certain medical conditions like Goldenhar syndrome, 
Branchio-Otorenal syndrome and others. 
 
6.2 Congenital Infection 
 
6.2.1 Congenital cytomegalovirus (CMV) - All children with undiagnosed PCHI hearing loss 
are tested in line with the NHSP guidelines (July 2019). 
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In babies younger than 3 months of age  
Urine is tested for CMV DNA PCR on two separate occasions. Clean catch urine is 
collected in universal sterile container and sent to virology. Maternal IgG may be 
considered. However, this is not currently practised in our county.  
 
In babies 3 months of age or older 
IgG preferred if bloods taken for any other purpose. 
 
If either is positive Guthrie blood spot card for CMV DNA testing is organised via new born 
screening laboratory with signed parental consent.  
 
6.2.2 Serology for other congenital infections such as Toxoplasmosis (IgM up to 6 months 
of age indicates infection), Rubella (IgM in clotted blood present in 100% up to 3 months of 
age and in 90% between 3 and 6 months of age if infected), and Syphilis can be carried out 
if clinically indicated. 
 
6.3 Electrocardiography 
 
Children and Young People with severe to profound hearing loss should be referred for an 
ECG at the Princess Royal Hospital and reported by the Lead Paediatrician. The 
Paediatrician will look for prolonged QT interval to exclude the possibility of Jervell Lange 
Neilson syndrome. The Lead Paediatrician will also arrange other cardiac assessments 
including Echo cardiogram in children with any degree of hearing loss where initial clinical 
assessment suggests associated medical conditions for example Leopard, Noonan, 
DiGeorge syndrome etc. 
 
6.4 Ophthalmology 
 
All children and young people with PCHI are referred to, the Consultant Paediatric 
Ophthalmologist at SaTH for ophthalmological examination and assessment 
 
6.5 Genetics 
 
A referral for genetic counselling is made to Clinical Geneticists who conducts an outreach 
clinic at both the local hospitals. 
 
6.6 Molecular Genetic Tests 
If clinically indicated, current practice commenced in June 2020, is to undertake genetic 
testing for 120 genes, this is to be requested via contacting Manchester Royal Infirmary. 
 
6.7 Chromosomal Studies 
 
These are arranged if indicated in cases of developmental delay or dysmorphic features by 
the Lead Paediatrician. 
 
6.8 Other Investigations 
 
Other investigations will be carried out dependant on the findings in individual children for 
example: 

1. Autoimmune disease screen - where there is evidence of progression of hearing 
loss and or systemic symptoms. 
2. Metabolic Screen. 
3. Urine for red cells 
4. Others 
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7. Monitoring Compliance 
 
Regular audit of the aetiological investigations will be carried out every 5 years. Compliance 
will be monitored if audiological surveillance is challenged by another clinician and service 
user. 
 
8. Consultation 

The clinical guideline was discussed and presented at the Community Paediatric medical 

team meeting on the 15.09.20 with Dr.Short, Dr.Unsworth,Dr.Butterworth, 

Dr.Postings,Dr.Ogilvie,Dr.Buch and Narinder Kular,Nurse Consultant. 

  

 

9. Dissemination and Implementation 

These guidelines will be disseminated by the following methods:  

• Managers Informed via DATIX system who then confirm they have disseminated to 
staff as appropriate 

• Staff via Inform Bulletin  

• Published to the staff zone of the trust website 

• The protocol will be updated whenever there are new developments or new 
protocols are available from professional bodies. 
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