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Langerhans cell histiocytosis is a rare neoplasm. Patients are typically presented with small,
translucent, yellowish crusted papules on the trunk, intertriginous areas, and scalp. However, previous
literature has reported hypopigmented lesions as an unusual cutaneous presentation, emphasizing the need
for clinician awareness to aid a prompt diagnosis. Herein, we present a case of langerhans cell histiocytosis,

whose cutaneous presentations were multiple hypopigmented lesions and yellowish crusts—an uncommon

manifestation of langerhans cell histiocytosis.
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Introduction

Langerhans cell histiocytosis (LCH) is a rare
disorder with clonal proliferation of CD207+
myeloid dendritic cells'. The annual incidence is
approximately 0.7 to 4.1 cases per 1 million
children younger than 15 years of age?.

LCH is classified into single system and
multisystem LCH, depending on the number of
organ involvement. In single system LCH, only
one organ system is involved. The most
commonly involved organs, in order of frequency,
are bone, skin, lymph nodes, lungs, and central
nervous system (CNS). In multisystem LCH, it is
important to determine whether high-risk organs
are involved. The hematopoietic system, liver,
and spleen are defined as high-risk organs’.

Seborrheic  dermatitis-like and eczematous
eruption located mainly on the scalp and trunk
are common manifestations of LCH®.

Histopathology =~ and  immunophenotypic
examination are required for a definite diagnosis’.
Typical immunohistochemical markers of LCH are

CD1a, S100B, and CD207 (Langerin).

Treatment options depend on the extent and
localization of the disease and the age of the
patient. In single system, LCH can be treated with
local therapies, such as topical corticosteroid and
nitrogen mustard. Lesions should be assessed
every 2 to 4 weeks during high disease activity and
continuously monitored for signs of multisystem
involvement. In general, single system LCH shows
the best prognosisé. Nonetheless, it s
recommended that patients be followed every six
months for at least five years after complete
regression’.

Here, we report a case of uncommon
cutaneous manifestations of LCH, presenting with

multiple hypopigmented lesions.

Case report

A 5-month-old Thai infant presented with
multiple hypopigmented lesions on the trunk and
scalp for 4 days. He did not have a history of
polyuria or polydipsia. He was a normal term
newborn despite an uneventful delivery.

Postnatal complications were neonatal jaundice
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from blood group incompatibility. Physical
examination showed multiple  discrete
hypopigmented macules interspersed with few
erythematous papules on the trunk, along with
hypopigmented papules and macules with
yellowish and hemorrhagic crusts on the scalp.
There was no

lymphadenopathy,

hepatosplenomegaly, or proptosis. (Figure 1-2)

Figure 1 Clinical images show hypopigmented
papules and macules, yellowish and hemorrhagic

crusts.

A punch biopsy of the hypopigmented macule
on abdomen revealed an aggregation of
lymphocytes and histiocytes with kidney-shaped
nuclei in the papillary dermis. Extravasated
erythrocytes and eosinophils were noted (Figure
3). The immunohistochemical staining for CD1a,
S100B, and Langerin (CD207) were positive (Figure
4-6).

The complete blood count was normal, as

were results of liver function tests and bone

survey. Ultrasonography of the abdomen showed
normal size of liver and spleen, and no evidence

of a space-taking lesion.

Figure 2 Clinical images show hypopigmented

macules

Figure 3 Histological examination (H&E, X400)
shows aggregate of lymphocytes and histiocyte

with kidney-shaped nuclei in the papillary dermis
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Figure 4-6 Immunohistochemistry shows positive

CD1a, S100 and langerin of the tumor cells (X400)

Discussion

Typical cutaneous lesions of LCH are small
translucent yellowish crusted papules on the
trunk, intertriginous areas, and scalp, presenting in
conjunction with eczematous scaling®. The less
frequent findings are petechiae and hemorrhagic
lesions®.

Hypopigmentation is usually a consequence
following the healing of nodular lesions,
especially in congenital self-healing LCH.
However, hypopigmented lesion as an initial
manifestation is considered rare®’ as only limited
cases have been reported- like our patient®®**. A
review of literature of hypopigmented lesions of
LCH is shown in Table A. Only hypopigmented
skin lesion were found by Mori, Longaker, Parimi,
and Uaratanawoung, like in our patient’®#!4,
Hypopigmented lesions coexisting with lytic bone
lesions were reported in three cases regarding
previous literature®®!!, Additionally, Proptosis and
diabetes insipidus were found in two cases
reported by Feroze and Kaddu®’.

Interestingly, LCH patients with bone lesions in
the mastoid, sphenoid, orbit, clivus or temporal
bone were associated with an increased risk of
developing diabetes insipidus or
neurodegenerative CNS?. Thus, the pituitary gland
and eyes examinations may be necessary in such

cases.
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Case Author Age Clinical Duration of  Systemic Treatment Follow up
presentation skin lesion involvement
1 Lozano and 6-month-old Hypopigmented 4 months Multiple bone Treated with No relapse on 1-
colleagues!! male infant papules involvement on systemic year follow-up
parietal, frontal, corticosteroid and
humerus and Vinblastine
femur
2 Mehta and 18-month-old Hypopigmented 4 months Bone involvement  Treated with None
colleagues® boy papules on sphenoid bone  systemic
corticosteroid and
Vinblastine
3 Feroze and 3-year-old boy Hypopigmented 6 months Bone involvement  Treated with None
colleagues® macules and skin- on skull, systemic
coloured papules proptosis, corticosteroid and
diabetes insipidus  Vinblastine
[ Kaddu and T-year-old boy Hypopigmented 5 years Proptosis Spontaneous None
colleagues’ macules regression
5 Mori and 5-week-old Hypopigmented Since birth None Spontaneous No relapse on 1-
colleagues!® male newborn macules regression year follow-up
6 Mori and 10-month-old Hypopigmented 3 months none Spontaneous Decrease in size
colleagues™® female infant macules and regression and number after
papules with 6 months of
erythematous follow-up.
plagues and
erosions
7 Longaker and 3-month-old Vesicle, pustular Since birth None Spontaneous None
colleagues?? male newborn and crusted lesions regression
followed by
hypopigmented
macules
8 Parimi and 4-month-old Multiple Since birth None Spontaneous None
colleagues® female infant hypopigmented regression
macules and red-
brown papules
9 Uaratanawoung  2-month-old Multiple 2 weeks None Spontaneous No relapse on 4-
and female hypopigmented regression month follow-up
colleagues!® newborn flat-topped
papules
10 Our case 5-month-old hypopigmented 4 days None Spontaneous No relapse on 5-
male infant macules and regression month follow-up

papules with

hemorrhagic crusts
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A hypopigmented variant of LCH may be
underreported because the lesions may resolve
spontaneously. Hence, a comprehensive history
taking and timing of the biopsy are essential'®.
Furthermore, because cutaneous presentation
and histopathology cannot distinguish between
disease subtypes, multiorgan evaluation should
be performed in all cases to determine the extent
of the disease’ such as bone, lymph nodes,
lungs, CNS, hematopoietic system, liver, and
spleen. At baseline, suggested work-ups are
complete blood count, liver function test,
coagulation studies, chest radiography, skeletal
surveys, urine osmolality, and abdominal
ultrasonography. Given the association between
hypopigmented lesions in LCH and bone
involvement, imaging studies may be necessary'!.

Treatment of LCH depends on the type of
clinical classification. Our patient was classified as
single system LCH and was treated with mild
strength of topical corticosteroid. His skin lesion
was resolved within two months after treatment
initiation, and there was no disease relapse at 5-

month follow-up.
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