Sickle Cell Disease (SCD) Acute Chest Syndrome (ACS) Pathway
IP Management

Gatient with suspected Acute Chest Syndrome (ACS)'

Criteria for PICU admission
o Aflac ICU Transfer Guideline
o Need for exchange transfusion

Initial Eval
e CBCd

e Blood culture
e Retic o Chest Xray
e CMP e LDH
e Type & Screen e Respiratory viral panel

Assess pt for
sepsis

Concern for Sepsis
cefepime + vancomycin

See Inpatient Sepsis Guideline for

_clinical signs/symptoms of sepsis

No—Pp»

Yes

4

[ Begin General Care? ]

~
I Hold home abx prophylaxis,
if applicable

Standard Surgical Splenectomy, CVAD, or PCN Allergy
ampicillin + azithromycin levofloxacin

l J

Assess daily
Improvement? ?

Improving/

Discharge Not Improving:

( Improving/Discharge 1 ( Not Improving?® )
Discharge Criteria: e Escalate to levofloxacin or cefepime +/-
e Tolerating orals; adequate pain control on oral vancomycin®

regimen; afebrile 224h; stable Hb; stable on e Optimize respiratory support®

baseline oxygen requirement e Consider PRBC transfusion®
e Consider CTA of chest to assess for PE &
e Transition to oral: amoxicillin or levofloxacin echo to assess right heart function

l* Consult Case Mgmt for outpatient medications

L )

Follow Up
e SCD clinic within 4wks

e Refer to SCD-Pulm (if not already
established) for ACS requiring PICU,
history of asthma or RAD, or recurrent
episodes

.
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Acute illness characterized by new pulmonary infiltrate
(non-atelactatic consolidation) on CXR plus fever (>
38.3C) and/or respiratory signs/symptoms (cough,
shortness of breath, chest pain, crackles, hypoxia, etc)

2 General Care

e Maintain euvolemia with IV fluids at 3/4 to 1x
maintenance rate. Decrease IVF rate as clinical status
improves and oral intake increases.

e Consider PT consult for early ambulation

o Consider VTE prophylaxis, especially in patients >18yo,
previous history of VTE, CVL, or other risk factors

e See SCD Inpatient Pain Guideline

Daily Labs

e CBCd

e Retic

e Ensure active Type & Screen

3 Respiratory Support

e Keep oxygen saturations = 93%
o All patients should receive positive expiratory
pressure (PEP) and incentive spirometer (IS)

Consider the following:

e Scheduled albuterol if history of asthma, reactive
airway disease, or history of severe ACS

e 0.9% inhaled saline and/or chest physiotherapy (CPT)
for patients with significant crackles/mucous

e Pulmonary consult based on severity, history of
recurrence, or other lung disease

e Positive pressure ventilation (PPV) such as HFNC or
BiPAP for increasing WOB, 02 needs, or previous
recommendations to start PPV at dx of ACS

4 Non Improvement Criteria

If:

encreasing respiratory support

e Worsening imaging

o Hemodynamic instability or concern for sepsis
Then:

o Consider Watcher Huddle

e RBC Transfusion has benefits to treat ACS with
hypoxia. Balance benefits vs individual risk assessment
for each patient

e Assess Hb, retic, HbS%, alloimmunization history, level
of respiratory support

If decision is made to transfuse and:

e Hb <9, can proceed with simple transfusion

e Hb > 9 and/or rapid deterioration characterized by
increasing oxygen needs, worsening respiratory
distress, progressive pulmonary infiltrates, and/or
decline in Hb despite simple transfusions, consider
exchange transfusion with a target HbS% <30%

6 Consider vancomycin if...

e Moderate to severe parapneumonic effusion
o Empyema
e Other concern for MRSA (obtain nasal MRSA PCR)
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This document was developed and approved by Aflac Cancer and Blood Disorders Center at Children's Healthcare of Atlanta, including its content and recommendations. Please consult the document owner for questions ( Neha Desai, DO Clinical Director: Marianne Yee, MD). This is general
guidance and is not applicable to all patients or settings of care; it may need to be adapted for specific patient/practitioner circumstances. It does not represent a professional care standard governing providers' obligation to patients. Ultimately the patient’s physician must determine the most
appropriate care. Children’s Healthcare of Atlanta is not responsible for any errors or omissions in the clinical pathways or for any outcomes a patient might experience where a clinician used a pathway in the care for that patient. © 2025 Children’s Healthcare of Atlanta, Inc.
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Medication Table

Medication|Route Dose Frequency Notes
icillin | v 50 mg/ke Qsh
ampictiiin Max 2000 mg/dose
fepi v 50 mg/ke ash
cetepime Max 2000 mg/dose
in| v 20 mg/kg ash Need to check levels if remaini in after 48h
ancomycin eed to checklevels ifremaining on vancomycin after
V ydl Max 1000 mg/dose velst iningonv yd
10 k
hzithromycir IV/PO me/ke Daily x 3 days Total course 3 days
Max 500 mg/dose
12hf .
levofloxaciivpo| 10 Me/ke qu4h(13r<>5/zls0 Total IV+PO =7-10 days based on individual patient
evofloxacin Max 750 mg/day or >/= otal course = ays based onindividual patien
y.o.
90 mg/kg/day
amoxicillin|IV/PO divided BID Total course IV+PO =7-10 days based on individual patient
Max 1000 mg/dose
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