Sickle Cell in

Primary Care

The acute sickle cell illness pathway was introduced to
facilitate the rapid evaluation of children with sickle cell
disease who present to primary care with an acute illness.
These patients have an increased vulnerability to infections,
particularly to invasive pneumococcal disease and this is a
significant cause of morbidity and mortality, especially in
children under 5 years old.

Early identification and assessment of acute complications in
a primary care setting are crucial, with prompt referral to a
specialist centre when necessary.

Use of the pathway in a primary care

setting

The pathway was developed in response to a patient death
where sepsis was not recognised despite multiple
presentations to the GP. It provides a flowchart for paediatric
patients who present to the GP with pain and/or fever, to aid
triage and escalation in conjunction with their Universal Care
Plan (UCP). Following on from a number of Serious Incidents
(Sls), we are reminding primary care centres of the importance
of accurately assessing and triaging these patients, ensuring
early intervention and referral to secondary and tertiary care
when necessary. If the pathway is used alongside the UCP,
paediatric patients will receive timely support, helping to
prevent potential mortality and morbidity.

It is also important to consider regular reviews of the patients’
medication including compliance, vaccination history and any

updates made to their UCP.

Examples of how to use the pathway

3 year old with homozygous sickle cell disease. Parents bring
her to the GP surgery as she has been experiencing abdominal
discomfort, reduced food and drink intake and has had a fever
overnight. Parents report that she is miserable and is not her
normal self. She is up to date with her vaccinations. She takes
folic acid and Pen V however, her compliance is suboptimal.
Considering; 1. No history of pain. 2. A history of pyrexia in the
last 48 hours. 3. Patient has not been compliant with their
prophylactic antibiotic. Patient’s UCP should be reviewed
and refer patient to the named secondary centre for
assessment.

15 year old girl presents to the GP with a 3 day history of fever
(up to 40C), cough, aches, nausea and vomiting. She has had
progressive chest, back and abdominal pain over the last few
hours. She has a past medical history of splenectomy. She
takes folic acid, Pen V and hydroxycarbamide with no issues.
Prior to presentation to the GP, she has had paracetamol,
ibuprofen and dihydrocodeine. On assessment, she appears
unwell, with tachycardia, pyrexia and reduced air entry on
both sides. Considering; 1. Presenting with pain AND pyrexia in
the last 48 hours. 2. She has not responded to paracetamol,
ibuprofen AND dihydrocodeine. Patient’'s UCP should be
reviewed and urgently refer patient to named secondary
centre for immediate medical attention. Giving the history
of the patient, an ambulance should be called and patient
should be blue lighted to the nearest A&E.
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Does the child or young
person present with

pain?

Initial assessment of symptoms - Pain
1. Has tha child had analgesia at homa?
2. Raview UCP*- homa managemant plan.
3. 1z tha pain iImproving?

4. Doas the child appear comfortabla?
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"»I . Are they pyrexial or hava

/ 2 they had a temperature GP can consider oral pain rolief if not given within tho last &
in the last 48 hours? I

1. Paracetamol (single dose 15 mg/kg max 1g)

2. Ibuprofaen (single dose Smg/kg max $00mg)

1 3. Dihydrocodeine (single dose 0.5 mg/kg max 30 mg) - only if

L no history of Obstructive Sleep Apnoea.
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Could be unralated
presentation. To treat as g
normal presentation to -

a@p, If the symptoms are severe, the pain doesn't respond to oral
analgesia. temparature » 38C or the GF has concens.
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Infective Symptoms: W
#7%  Special Considerations for Children with Sickle Cell Dissase:
& Has the child/young person i\YES f: « Children with sickle cell disease are at higher risk of life-
been compliant with e threatening complications, Including:
penicillin V prophylaxis (or = Dehydration
erythromycin if known - Bacterial sepsis
allergy)? « Neurological events including stroke
= ApUTD ehost Syndrome
= Splenic sequestration
= Parvovirug-rolated anaemia
= = Priapism
« Osteomyelitis

» Are they up to date with
thelr vaccinations, Including
thae 23-valant pnaumococcal
vaccine Pneumovax
{administered at ages 2, 5,
then 5 yearly)?

Note: Mild scute pain due to veso-coclusion and mild infections are
CHTHTION presentations TMECG:” be ranaged in primany cane,

-

Pyrexial lliness should be
referrad for secondary care
assessmant and
consideration of IV

If you remain concerned about the child and feel that the symptoms
WAFFANT secondary care input, for children with more complicated
iSELSE, You ané able to refer to pasdiatric haematologist via ALE at

the Roysl London Hospital.

ftriaxone.
i B For shildren <16 years who areless eritically ill refer to the paediatric
Feur any quevias or amondmonts, phasts contace: Midam teamn via registrar blsep (#00T) or G advice hotline (Mon-Fri Sam-
Rahrain [Peodistric Pathiways Lasd) Ersi Spm) OTTRS390715 at the Homerion Hospital.
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MB thefe is no pasdiatric sickle cell servdice a1 the Homerton, patients
who need specialist managemaent will be transferred to the Royal
London Hospital.
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Key points

* Red flags: Severe pain, pyrexia in the
last 48 hours

* Risk factors: Non-compliance to
antibiotic prophylaxis, vaccinations not
up to date (particularly pneumovax),
pyrexial illness

* Special considerations: Dehydration,
bacterial sepsis, neurological events,
acute chest syndrome, splenic
sequestration, parvovirus related
anaemia, priapism, osteomyelitis.
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