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Abstract

Congenital self-healing reticulohistiocytosis (CSHRH) is a benign type of Langerhans cell histiocytosis (LCH) also known as Hashimoto-
Pritzker disease. Clinically it presents with skin lesions at birth or in neonatal period, usually without any systemic involvement. Lesions often
heal spontaneously in period of weeks to months. We report a case of CSHRH presenting with skin lesions at birth, describing need to make
an early diagnosis and to have a multidisciplinary approach with regular follow-up, in managing this rare type of LCH.

Key words: Congenital; reticulohistiocytosis; Langerhans cell histiocytosis

Cite this article:
Shetty S, Monappa V, Pai K, Rao R, Pai S. Congenital self-healing reticulohistiocytosis: a case report. Our Dermatol Online. 2014; 5(3): 264-266.

Introduction

Langerhans cell histiocytosis (LCH) is a clonal proliferative
disease of Langerhans cells with broad spectrum of forms.
It can be local asymptomatic form with indolent course or
symptomatic form involving multiple organs. They commonly
show positive S100/CD1a on immunohistochemistry [1]. The
annual incidence rate reported to be 0.5—5.4 million children per
year [2]. Congenital self-healing reticulohistiocytosis (CSHRH)
is a rare benign variant of LCH first described by Hashimoto
and Pritzker [3]. It is generally limited to skin and rapidly self-
healing. It presents at birth or in the neonatal period as red-
brown papulonodules on the skin, which may be superficially
ulcerated. Multiple lesions are most common but the presence of
a solitary skin lesion has been reported. Due to its non-specific
clinical features and rarity, CSHRH is difficult to diagnose and
hence its essential to have an understanding of clinical and
histological findings. Herein, we report a case of CSHRH.

Case Report

An 8-month-old female infant born full-term via
uncomplicated vaginal delivery with normal birth weight, length
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and APGAR score, presented with reddish brown papules all
over the body, progressively developing since birth. Lesions
were predominantly present on trunk, distributed on face,
upper and lower limbs (Fig.1). Lesions heal leaving behind
depigmented macules. The physical examination was otherwise
normal. Clinical differential diagnosis of epidermodysplasia
verruciformis and disseminated spitz nevi were considered. The
skin biopsy revealed thinned out epidermis overlying aggregates
of histiocytes with folded nuclei and pale cytoplasm along with
scattered eosinophils (Fig. 2). Immunohistochemistry showed
CD68 and S100 positivity, suggesting a diagnosis of Langerhans
cell histiocytosis (Fig. 3). Laboratory and clinical work up to
rule out systemic involvement including complete blood count,
coagulation profile, urine analysis, X-Rays of skull, chest and
long bones and abdominal ultrasound were normal.

During next few months, the skin lesions resolved considerably
with only residual hypopigmentation. No new skin lesions
or any systemic involvement were noted. Child is kept under
monthly follow-up on out-patient basis.
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Figure 1. Reddish brown papules over
the back leaving behind depigmented
macules on healing.
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Figure 2. Photomicrograph showing subepidermal
histiocytic aggregates and occasional eosinophils.
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Discussion

Langerhans cell histiocytosis is a heterogeneous disease,
involving the accumulation of Langerhans cells in various
organs. A diagnosis of LCH is typically made with a skin
biopsy that shows positive immunohistochemical staining of
infiltrative cells in the dermis with CD1a and S-100. These cells
also exhibit classic Birbeck granules on electron microscopy,
which was once the gold standard for identifying Langerhans
cells before immunohistochemistry became more prominent
[5].
Congenital self-healing reticulohistiocytosis is a single-system
LCH with a benign prognosis. The condition is rare, and
the incidence reported in the literature varies substantially,
possibly because the disease has the potential to resolve while
undiagnosed. The disease is characterized by presence of
cutaneous lesions such as papules, nodules and vesicles, usually
at birth or in the neonatal period, without systemic involvement.
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Figure 3. Photomicrograph showing diffuse S100
positivity. IHC, 200 X

Spontaneous involution and absence of systemic symptoms are
marked characteristics for differentiation with the other clinical
spectra of Langerhans cell histiocytosis [6]. However, there are
rare reports of pulmonary and ocular involvement in CSHRH
that resolved along with cutaneous findings [6,7]. There have
also been reports of disseminated brown or violaceous non-
blanching macules and papules raising concerns of congenital
infections or other hematological disorders as seen with the
“blueberry muffin” lesions [8].

Patients with CSHRH have excellent survival rate and no report
of death have been found in the literature. There are no specific
recommended treatments for CSHRH, but if lesions persist,
topical corticosteroids, tacrolimus, or nitrogen mustard can be
used, or localized lesions may be excised [9]. It is important to
follow the patient for long periods to detect possible systemic
involvement, since there are reports of recurrence involving
skin, mucosa, bones and pituitary gland [10].
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As this is a rare disease with variable presentation, it is important
for us to diagnose it early and have a multidisciplinary long term
follow-up. This will prevent administration of systemic toxic
therapy to infant and also help in identifying recurrences, if any.
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