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A Case of Indeterminate Cell Histiocytosis in an Infant

Nam Kyun Kim, M.D., Seong Yeol Choi, M.D., Kwang Gil Lee, M.D.l, Seung Yeon Kwon, M.D,
Jung Woo Han, M.D., Sung Chul Won, M.D.? and Chuhl Joo Lyu, M.D.

Departments of Pediatrics and 'Pathology, Severance Hospital, Yonsei University College of
Medicine, 2Department of Pediatrics, College of Medicine, Chung-Ang University, Seoul, Korea

Indeterminate cell histiocytosis is a rare disease of predominant cells having features that

resemble both Langerhans cells and macrophages. The cells have greater pleomorphism with

polyobated nuclei and these cells express markers for macrophages and Langerhans cells such

as CDla and S-100 protein, but absent Birbeck granules. We report a case of multiple inde-
terminate cell histiocytosis in a 3-month-old infant. He presents multiple reddish-brown, slightly
yellowish papules on forehead, ear, shoulder, abdomen, testis and legs since 2 months earlier.

The lesions were nonpruritic and painless with varied diameters of 2 mm to 2 cm. Immuno-

histochemically, the examination of biopsy revealed positive for macrophage marker (CD68) as
well as for Langerhans cell markers such as S-100 protein and CD1a. No Birbeck granules were
seen ultrastructurally in the cytoplasm of cells by electron microscopic study. So, it was confirmed

as indeterminate cell histiocytosis. As we know, it is the first case in Korea which developed
in neonatal period. (Clin Pediatr Hematol Oncol 2007;14:221 ~225)
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Fig. 1. Solitary reddish-brown papule on the forehead, multiple red and yellow papules on the right shoulder and

multiple reddish-brown and slightly yellowish papules are involved in scrotum and leg.
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Fig. 2. (A) The neoplastic infiltration is composed of histiocytes with abundant vacuolated cytoplasms and round or
oval nuclei. Rarely, kidneyshaped nuclei cells are observed (arrow) (H&E, x200). (B) Immunohistochemical
examination for KP1 (CD68) which is marker for macrophage showed positive finding (200x%). (C)&(D)
Immunohistochemical examination showed positivity for S-100 protein (C, 200x) and CDla (D, 200x).

Fig. 4. Follow up medical photography was performed
Fig. 3. Ultrastructural features of the proliferating cells after starting chemotherapy 4 months later.
with abundant cytoplasm, numerous primary ly-
sosomes but no Birbeck granules are noted (X
40,000).
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