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Infant Langerhans Cell Histiocytosis Presented as Isolated Splenomegaly
and Prolonged Fever
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The isolated spleen involvement is a rare presentation of Langerhans cell histiocytosis PISSN 2233-5250 / €ISSN 2233-4580
(LCH) and can lead to a misdiagnosis. We report a case of LCH in an infant presentated ~ Clin Pediatr Hematol Oncol
isolated splenomegaly and prolonged fever, A 1-month-old girl admitted due to pe- 2013;20:126~130

techiae, presented with fever for a week and splenomegaly, and showed marginal im-
provement on empirical treatment. The fever and progressive spleen enlargement per-
sisted over 4 weeks and the cause remained unclear, even after thorough evaluation
including bone marrow aspiration and biopsy, LCH was confirmed by splenectomy, and
involvement of other organs was excluded. Splenectomy is valuable in the diagnosis
of LCH presented with isolated splenomegaly without other organ involvement which Corresponding author: Hyun Joo Jung

may show more aggressive clinical course, but it should be limited to absolutely neces- Department of Pediatrics, Ajou
sary indications, University School of Medicine,
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Fig. 1. At the admission, abdomen
ultrasound showed massive spleno-
megaly (A). Positron emission tomog-
raphy (PET scan) shows no significant
increased fluorodeoxyglucose (FDG)

uptake to suggest malignancy before

splenectomy (B).
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Fig. 2. Histiocytes containing grooved and elongated nuclei were diffuse infiltrated to the spleen. Langerhans cells intermingled with
a few eosiophils and other small lymphoid cell (A) (x 130, H&E stain). The cells in spleen lesion showed positive for S-100 protein
and CD1a (B)&(O) (x 130, immunohistochemical stain for S-100 protein and CD1a).

Fig. 3. 2 months after splenectomy, simple X-ray showed the destructive change by histiocytosis in left ischium, left supraacetabular
area of left iliac bone, right distal femur and both proximal femur and the periosteal reaction by pathologic fracture in left femur
shaft and left proximal femur (A). FDG PET scan newly appeared multiple bone uptakes in bones (including skull, spine, rib and
femur), Left lower lobe of lung, mediastinal, abdominal lymph nodes and right diaphragmatic crus (B).
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