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Abstract

Introduction: Langerhans cell histiocytosis (LCH) 1s a disease described since the XIX century
Various hypothesis on its origin have been explored. principally the clonal theory. a cytokine-mediated
cellular proliferation or a reactive process following a virai infection Diagnosis has to be made by
histology and demonstration of Birbeck granules and CD1a positivity The disease can affect any age
The chnical picture ranges from a unigue osteoltic lesion to a systemic problem. The treatment is
based on surgical resection. radiotherapy or chemotherapy or combination of these modalities. The
outcome depends on the ciinical presentation of the disease. Sequelae are rare. Lahey criteria
(hemathologic. hepatic or pulmonar dysfunction) have been used as prognostic factors. Objectives: 1.
Describe the group patients who received attention at the Institutc Nacional de Pediatria with LCH. its
chinical evolution. treatment. mortality and sequelae 2) Analyze skin as a prognostic factor. Material
and Methods: Retrospective. longitudinal observational and comparative study was made in patients
less than 18 years old at the oncology gepartment with histopahologic diagnosis of LCH Clinical data
(age, chnical presentation, evolution treatment. actual status and survival). The statistical analys:s
was made with Kaplan Meier survival curves and central. dispersion proofs, risk, log regression and
muitivanate analysis. Results: There were 224 cases of LCH. 58 cases were under 1 year. Clinical
presentation is the same as described in the international fiterature. The most common site was the
bone infiltration, followed by skin and reticuloendotelial system. Skull bones were the most affected
particularly the frontal bone. Lahey criteria were useful in the prediction of prognosis. Bone marrow
dysfunction was the only that presents itself as monodysfunction. 176 patients received
chemotherapy. 30 radiotherapy and 25 surgical treatment Vinblastine and prednisone treatment
stays all over 29 years. Toxicity was only present in 36 cases. 121 patients are alive without evidence
of disease and 40 are dead. Patients below one year have the particularity of having skin lesions as
the most important manifestation. Conclusion: LCH in Mexican pediatric patients in a concentration
hospital 1s a rare disease with the same clinical presentation as in the rest of the world, except in
under one year old patients in whom skin lesions are in first place. Skull radiography must be taken in
all patients with LCH suspect. Bone marrow dysfunction 1s the only one in presenting itself as a

monodisfunction. Interferon has been used with good results. Skin was a prognosis factor.




























































TABLA 4. - DISTRIBUCION POR SITIO DIAGNOSTICO

ISITIO No PACIENTES %
‘HUESO 78 35

| GANGLIOS LINFATICOS 57 25
’PIEL 56 25
!ENCIAS 15 7
IMEDULA OStcA 13 |6 ‘
mu 2 1 J
HIPOFiaio 2 1
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FIGURA 3. - DISTRIBUCION POR SITIO DIAGNOSTICO

El craneo estuvo infiltrado 50 casos, el frontal fué  hueso mas afectado en
21/50 (42%) seguido del temporat en 11 casos (22%) y parietal 10 casos (20%). el

resto se presento en los otros huesos de la boveda. Ver Figuras 4 y 5.






































































































