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Clinical presentation

5 year-old girl

• Persistent fever

• Cervical lymphadenopathy

• Axillary lymphadenopathy

• Skin lesion on the back

Positive serology for Bartonella Henselae

Suspicion of cat-scratch disease

Start of antibiotic treatment
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• Persistent fever

• Persistent lymphadenopathy

• Clinical worsening (polypnea, 
low SpO2, swelling)

Despite ongoing treatment…
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Question 1

What is your primary suspicion?

1. Bartonella-related pneumonia

2. Hyperinflammatory syndrome at onset

3. Other bacterial pneumonia (ex: tuberculosis)
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• lymph-node excision biopsy was 
performed

Hyperinflammatory syndrome onset
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Malignancy-associated haemophagocytic
lymphohistiocytosis

Bone marrow and PB samples were sent to look for t 2;5

and tested positive

12.03.25 15.03.25 17.03.25

EBV-DNA (UI/ml) 324 2861 296

Other relevant data
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How should HLH be optimally managed in this progressively 
worsening scenario?

1. Start steroids and Intravenous immunoglobulins

2. Start chemotherapy

3. Give antibiotics 

4. Do further diagnostic evaluations (e.g., flow cytometric degranulation test, 

perforin)

5. Start steroids, intravenous immunoglobulins and chemotherapy + do more 

testing
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How we treated our patient

• Start Dexamethasone 10 mg/m2

• IgEV 

• Anakinra 

• Start lymphoma treatment!!

• Supportive therapy

• HFNC

• NIV (transfer to the PICU)
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• ALK + Anaplastic Large T-Cell 
Lymphoma

• Stage II

• MDD positivity in peripheral blood

After 10 days in the PICU…. (3 days of IgEV and 10 days of Anakinra)

Patient was trasnferred back to the onco-hematology ward

HLH was solved

She was able to continue her cytostatic treatment as planned

Treatment according to

AIEOP-ALCL 99 protocol

Meanwhile, biopsy results came back
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INITIAL CHEST CT CHEST CT AT RE-EVALUATION

Re-evaluation
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Nevertheless, the patient had persistent MDD positivity 

Immunophenotype at diagnosis: CD30+, ALK1 +, CD3 partially positive, 

CD2 partially positive, CD5-, CD7+, perforin+, CD20-, Ki67 80%.

BM1 AM2 BM2 AM3 BM3AM1Pre-phase

TREATMENT RECEIVED SO FAR
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Question 3

What would you have done in terms of treatment?

1. Continue according to the protocol (3 more chemotherapy blocks)

2. Intensify treatment by adding immunotherapy

3. Intensify treatment with «stronger» chemotherapy
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stratification

MDD positivity shows persistence of molecular disease. 

MDD evaluation may provide valuable prognostic information by helping identify  

higher risk patients.
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What we did for our patient
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Brentuximab-Vedotin use

• ALCL still has a high rate of relapse

• It has been showed that adding BV in 
frontline treatment for those who have 
persistent/high risk disease can improve 
the outcome without excessive toxicity 
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TAKE HOME MESSAGES

- ALCL diagnosis can be challenging at onset. Persistent symptoms 

require further investigation, even when an infectious disease 

diagnosis appears plausible

- HLH is a potentially fatal presenting or early complicated 

manifestation of ALCL and should be recognized promptly

- MDD positivity may help to early identify higher risk 

patients

- Brentuximab-Vedotin represents a valid therapeutic option in 

patients with persistent disease
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