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§ FMS, male, born full-term
§ Third child of non-consanguineous parents
§ Symptoms started at 3 years old

Fever + Exanthema + Lameness

CT     →   Sinusitis

Persistent Fever

Bone Scintigraphy →   Osteomielitis

Clinical Deterioration 



Ferritin 6578 ng/ml

Triglycerides 368 mg/dl

Fibrinogen 200 mg/dl

Hemoglobin 8,9 g/dl

Leukocyte 5000 / m3

Platelets 53.000 / m3

DHL 1927 mg/dl

TGO/ TGP 1682 / 854 U/L

Laboratory Findings at Diagnosis

Abdomen CT = Hepatomegaly.

Myelogram – hypocellular bone marrow, hemophagocytosis



Diagnosis

Hemophagocytic Syndrome

• Immunologic, Rheumatologic, Oncologic, Infectious 
diseases was excluded

• Pulsotherapy was done for 3 days (Methylprednisolone), 
1 month after the firsts symptoms (2015/jun)

• Genetic Panel:  No pathogenic variants



§ He maintained pruriginous exanthema 

3 days IVIG was done (2015/jun) with remission
(Ferritin = 43)

§ 2015/ sept:  Reactivation
Fever + Exanthema + 

Increase Ferritin (4x basal) and trigliceryde

HLH 2004 Protocol was started



HSCT was indicated 

Avaliation pré- HSCT was done → CNS disease was diagnosed 



MTX intratecal was started

HSCT was done in  march,03 2016


