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DISCUSSION
The differential diagnosis of a newborn with vesiculopus-
tules is broad and includes numerous infectious and
noninfectious diseases. Infectious disorders to be consid-
ered should include HSV, VZV, CMV, syphilis, toxoplas-
mosis, rubella, candidiasis, bullous impetigo and listeriosis,
additionally, noninfectious diseases such as neonatal pus-
tular melanosis, erythema toxicum neonatorum, incontin-
entia pigmenti, juvenile xanthogranulomas and Langerhans
cell histiocytosis (LCH), as well as neoplastic disorders
including neuroblastoma and leukaemia (1,2). At initial
evaluation, paediatrician or neonatologist should first rule
out life-threatening infections such as neonatal herpes and
varicella infections and should promptly begin acyclovir
therapy and for bacterial infections ampicillin + aminogly-
coside combination, as in our case. In a study conducted in
France, nearly all patients with cutaneous LCH, diagnosed
before three months of age, initially received acyclovir
therapy before the correct diagnosis was made because of
possible neonatal systemic HSV infection (3).
Histologically, biopsy from the lesions displayed Langer-
hans cells with ovoid, irregular or grooved nuclei with fine
chromatin and one or more small nucleoli and abundant
eosinophilic cytoplasm, eosinophils and scattered giant
cells in dermis. Cellular infiltration stained positive for
CD1la and S100 protein confirming the diagnosis of LCH.
Langerhans cell histiocytosis is characterized by a prolif-
eration of abnormal and clonal Langerhans cells in one or
more body organs (4,5). The disease is considered as a rare
disease, with an annual incidence of 2,6 to 8,9 per million in

paediatric patients (6-9). The disease can present at any age,
although it is most often seen in infancy or early childhood,
often with bone or cutaneous lesions (8). Cutaneous findings
of LCH vary from vesiculopustules, which are the most
common, to eczematous patches and plaques such as
seborrheic dermatitis, mucosal erosions, erythematous pap-
ules, reddish brown nodules and generalized petechiae (2,4).
Congenital LCH of the skin should be considered, especially
in cases where a newborn appears nontoxic (2). Our patient
initially presented with petechiae, vesicles and papules at the
beginning, which subsequently evolved into eczematous
plaques and reddish brown nodules.

When histopathological examination shows Langerhans
cells, along with histiocytes and eosinophils, presumptive
diagnosis of LCH can be made, a definitive diagnosis
requires that lesional cells exhibit positive staining with S-
100 and CD1a (5,10). As most affected site under <1 year is
skin, an early skin biopsy provides a rapid and accessible
means to confirm the diagnosis (8). We could have reached
the diagnosis earlier and avoided the 14 days of acyclovir
therapy, had we initially performed the biopsy at the same
time as the Tzanck test.

The term congenital self-healing LCH, described by
Hashimoto and Pritzker in 1973, has been used to describe
LCH isolated to the skin that undergoes spontaneous
resolution within several months. It is characterized by the
presence of skin lesions at birth or in the neonatal period,
absence of systemic manifestations and spontaneous resolu-
tion of the clinical picture, without any treatment, usually by
three months of age (11). In our patient, the lesions regressed
typically at three months of age and totally disappeared on
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the fifth month. Periodic clinical follow-up is strongly advised
for self-healing LCH forms, as relapses have been reported
after spontaneous resolution of congenital cutaneous LCH
(2,5,12). Our patient is nearly 1 year of age, and periodic
follow-up is continuing without any relapse.

As the extent of dissemination of LCH cannot be
predicted with certainty, based on clinical or standard
microscopic characteristics, a thorough evaluation should
be performed to rule out systemic involvement. The Histio-
cyte Society has established guidelines to assist in the
diagnosis and evaluation of LCH (5). A detailed physical
examination exploring for lymphadenopathy, hepatospleno-
megaly and cutaneous nodules, complete blood count, liver
function panel, chest radiography, urine density, skeletal
survey and abdominal ultrasound should be performed.
Liver function panel, complete cell count, abdominal ultra-
sound and skeletal survey were performed in our patient to
rule out systemic involvement, all of which were normal.

In conclusion, we think that besides acyclovir therapy for
possible life-threatening HSV infection, early skin biopsy
should be performed in infants having varying eruptions to
authenticate the diagnosis.

DIAGNOSIS
Congenital Langerhans cell histiocytosis (Hashimato-Pritz-
ker disease).

Fig. 1 Vesiculopustular eruptions and petechiae present
over the entire body.

Fig. 2 Vesicles on lower extremities and petechia on
abdomen.

References

1. Van Praag MC, Van Rooij RW, Folkers E, Spritzer R, Menke
HE, Oranje AP. Diagnosis and treatment of pustular disorders
in the neonate. Pediatr Dermatol 1997; 14: 131-43.

©2013 The Author(s)/Acta Padiatrica ©2013 Foundation Acta Paediatrica 2013 102, pp. 438-439

10.

11.

12.

Langerhans cell histiocytosis

. Mohr MR, Sholtzow M, Bevan HE, Fisher RG, Williams JV.

Exploring the differential diagnosis of hemorrhagic
vesicopustules in a newborn. Pediatrics 2011; 127: e226-30.

. Battistella M, Fraitag S, Teillac DH, Brousse N, de Prost Y,

Bodemer C. Neonatal and early infantile cutaneous langerhans
cell histiocytosis: comparison of self-regressive and non-self-
regressive forms. Arch Dermatol 2010; 146: 149-56.

. Windebank K, Nanduri V. Langerhans cell histiocytosis. Arch

Dis Child 2009; 94: 904-8.

. Satter EK, High WA. Langerhans cell histiocytosis: a review of

the current recommendations of the Histiocyte Society. Pediatr
Dermatol 2008; 25: 291-5.

. Guyot-Goubin A, Donadieu J, Barkaoui M, Bellec S, Thomas C,

Clavel J. Descriptive epidemiology of childhood Langerhans
cell histiocytosis in France, 2000-2004. Pediatr Blood Cancer
2008; 51: 71-5.

. Salotti JA, Nanduri V, Pearce MS, Parker L, Lynn R,

Windebank KP. Incidence and clinical features of Langerhans
cell histiocytosis in the UK and Ireland. Arch Dis Child 2009;
94: 376-80.

. Alston RD, Tatevossian RG, McNally RJQ, Kelsey A, Birch JM,

Eden TOB. Incidence and survival of childhood Langerhans
cell histicytosis in Northwest England from 1954 to 1998.
Pediatr Blood Cancer 2007; 48: 555-60.

. Stalemark H, Laurencikas E, Karis J, Gavhed D, Fadeel B,

Henter JI. Incidence of Langerhans cell histiocytosis in
children: a population-based study. Pediatr Blood Cancer 2008;
51: 76-81.

Favara BE, Feller AC. Contemporary classification of
histiocytic disorders. The WHO committee on histiocytic /
reticulum cell proliferations and the reclassification working
group of the Histiocytic Society. Med Pediatr Oncol 1997; 29:
157-66.

Hashimoto K, Pritzker MS. Electron microscopic study of
reticulohistiocytoma. An unusual case of congenital, self-
healing reticulohistiocytosis. Arch Dermatol 1973; 107:
263-70.

Larralde M, Rositto A, Giardelli M, Gatti CF, Santos-Munoz
A. Congenital self-healing Langerhans cell histiocytosis: the
need for a long term follow up. Int ] Dermatol 2003; 42:
245-6.

439



