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Pigmented Bowen’s disease with 
prominent amyloid deposition on 
the eyelid
Sir,
Bowen’s disease is a clinical expression of squamous 
cell carcinoma in situ of the skin. It typically arises in 
sun‑exposed areas of older, fair‑skinned individuals.[1] 
While most cases of Bowen’s disease in the fair-skinned 
develop as a non‑pigmented pink macule, pigmented 
variants can occur, especially in the anogenital area; 
pigmented lesions on the eyelid are rather rare. Herein, 
we present a case of pigmented Bowen’s disease 
that showed an unusual appearance clinically and 
dermoscopically.

A 45‑year‑old Japanese man presented with a two‑year 
history of a brown macule on the right lower eyelid. Physical 
examination revealed that the macule was 5 mm in size 
and had an irregular border and slightly papillomatous 
surface [Figure 1a]. Dermoscopy showed a brain‑like brown 
structure (arrow) without obvious vessel structure or scaly 
surface. Small pale‑pink patches were arranged in part of 
the macule in a flower‑like fashion (circle) [Figure 1b]. We 
surgically resected it after the diagnosis of Bowen’s disease 
was made by punch biopsy. Histopathologically, the full 
thickness of the epidermis had been replaced by atypical 
keratinocytes with occasional clumping and dyskeratotic 
cells. Mild chronic inflammatory cells were observed in 
the dermis. Of note, abundant Dylon staining‑positive 
amorphous deposits were found in the upper to 
mid‑dermis  [Figures 1c‑e]. These deposits showed green 
birefringence with polarized light and were weakly positive 
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Glomuvenous malformations can be sporadic or 
inherited. They are thought to result from mutations 
in the glomulin gene. This generates a truncated 
glomulin protein that interferes with vascular smooth 
muscle differentiation and late maturation of vascular 
smooth muscle cells resulting in the formation of 
glomus cells. These cells stain positively for smooth 
muscle cell α actin, vimentin, and calponin but are 
negative for desmin, von Willebrand factor, and 
S‑100.[5] Our patient was a sporadic case who presented 
with generalized lesions at puberty. Mutation analysis 
for glomulin gene could not be performed because the 
facility is not available at our centre.

Histologically, glomuvenous malformations contain 
multiple irregular, dilated, endothelium‑lined vascular 
channels that are surrounded by small aggregates of 
cuboidal glomus cells having a round ovoid nucleus 
and scant eosinophilic cytoplasm. These cells are 
also present in the adjacent stroma.[6] In patients with 
multiple glomangiomas, excision should be limited to 
symptomatic lesions only, and asymptomatic lesions 
should be kept under periodic observation.[6] Other 
modalities that have been used are argon and carbon 
dioxide laser therapy, electron‑beam radiation, and 
sclerotherapy with hypertonic saline or sodium 
tetradecylsulfate. However, sclerotherapy has been 
found to be less effective in glomuvenous malformations 
than in venous malformations. The prognosis for these 
patients is usually excellent and most patients never 
experience any related medical problems.
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for Cytokeratin AE 1/3, findings that were consistent with 
secondary localized cutaneous amyloidosis.

Bowen’s disease is a superficial variant of cutaneous 
squamous cell carcinoma that occasionally develops 
into an invasive squamous cell carcinoma with an 
aggressive course; accurate diagnosis and appropriate 
treatment are necessary. It usually presents as an 
asymptomatic well‑defined erythematous scaly plaque 
and making a correct diagnosis is generally easy; 
however, in some cases such as the pigmented variant, 
diagnosis may be a challenge. Only 1.7%-5.5% of 
cases in the fair-skinned are pigmented, and they are 
often misdiagnosed as seborrheic keratosis or various 
melanocytic lesions.[2,3]

Dermoscopy is now applied to various skin lesions 
and its potential to improve the diagnostic accuracy 
has been acknowledged. Typical dermoscopic 
features of non‑pigmented Bowen’s disease include 
glomerular vessels and surface scales.[4] In contrast, 
according to a detailed study on dermoscopy of the 
pigmented variant, a linear arrangement of brown 
or gray dots and coiled vessels represent clues to 
the diagnosis.[3] However, none of these findings 
was apparent in our patient which made it difficult 
to reach a diagnosis. In our case, there was dense 
pigmentation in the basal layer, incontinence of 

Figure 1: (a) A brown plaque on the right lower eyelid. (b) Dermoscopy. A brain-like brown structure (arrow) and small pale-pink patches 
arranged in a flower-like fashion (circle). An arrowhead indicates a biopsy scar. (c, d) Full thickness of the epidermis replaced by atypical 
keratinocytes, mild chronic inflammatory cells and amyloid deposition in the dermis. The epidermis on the left side shows relatively 
regular acanthosis by atypical keratinocytes and scarce amyloid deposition. The right side also shows Bowen’s disease, with irregularly 
elongated rate ridges, abundant amyloid deposition and underlying inflammatory cell infiltrates. c: H and E staining ×20; d: Dylon 
staining ×20, (e) High-power view of the specimen reveals atypical keratinocytes, occasional clumping cells and dyskeratotic cells

d

cba

e

pigment in the papillary dermis, and prominent 
amyloid deposition in both the papillary and 
the reticular dermis. The brain‑like lesion on 
dermoscopy  (arrow in Figure  1b) accorded with 
the lesion histopathologically showing a thickened 
epidermis and marked basal pigmentation (left part of 
Figures 1c and d). It is likely that the thick epidermis 
and pigmentation obscured the underlying vessel 
structure. The flower‑like patches, indicated by the 
circle in figure 1b, may reflect irregularly elongated 
rete ridges with basal pigmentation and underlying 
amyloid deposition (right part of Figures 1c and d). 
Chuang et  al. have reported a homogeneous white 
structure (“central hub”) surrounded by radiating 
pigmentation as a specific dermoscopic feature of 
cutaneous amyloidosis.[5] Our finding of flower‑like 
patch may correspond to grouped central hubs.

Amyloid deposition in Bowen’s disease is well 
known and the amyloid is considered to be derived 
from cytokeratin. A significant quantity of amyloid 
was deposited relatively deeply in the dermis in our 
patient, and the amyloid continued to the bottom of the 
lesion, giving a smooth contour overall. We speculate 
that the amyloid deposits were vestiges of tumor cell 
regression by host reaction. This hypothesis seems to 
be supported by lymphocytic infiltrates in the dermis 
and around the amyloid foci.
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Adult onset Langerhans cell 
histiocytosis: Report of two patients

Sir,

Langerhans cell histiocytosis (LCH) comprises a spectrum 
of diseases ranging from an indolent and asymptomatic, 
localized form to an aggressive, systemic form involving 
multiple organs and producing significant symptoms. 

Although it can occur in individuals of any age, it is more 
common in children aged 1‑3 years. Involvement of the 
skin is very common and may represent the earliest sign 
of the disease. Skin lesions vary from papules, vesicles, 
pustules and nodules to ulcers. Systemic lesions involve 
bones, lungs, liver, spleen and lymph nodes. We report 
two adult patients, one with extensive disease involving 
the skin and internal organs and the other with limited 
skin involvement.

Patient 1
A 38‑year‑old male presented with well‑defined, 
erythematous, indurated, fleshy plaques over the 
central face for 3  years [Figure  1]. The vertex and 
occipital areas of the scalp showed crusted papules, 
pustules and erosions. The liver was palpable 2‑3 cm 
below the right costal margin and non‑tender. Lymph 
nodes in the supraclavicular area were enlarged, 
discrete and non‑tender.

Investigations showed raised erythrocyte sedimentation 
rate  (100  mm/hr) and elevated levels of serum 
bilirubin  (2.5  mg/dl), aspartate amino transferase 
(90  IU/l), alanine amino transferase  (125  IU/l) and 
alkaline phosphatase (1280 IU/l). Skin biopsy revealed 
a dense pandermal infiltrate of histiocytes with a few 
eosinophils [Figure  2]. The histiocytes stained with 
ovoid shaped with abundant cytoplasm and a prominent 
indented and reniform nucleus. The histiocytes were 
CD1a and S100 immunohistochemical stains (left 
and right insets)  [Figure  2]. Correlating the history, 
cutaneous examination and skin biopsy, a diagnosis 
of LCH was made. Skeletal survey was within normal 
limits. Computerised tomography (CT) of the abdomen 
showed hepatomegaly and multiple nodular lesions 
in both lobes, along the portal vein and in the porta 
hepatis. CT scan of the chest showed multiple cystic 
lesions in the parenchyma of both lungs. In view of 
multi‑system involvement, the patient was treated with 
vinblastine 7.8  mg intravenously, once a week along 
with prednisolone 60 mg daily. After the second cycle 
of chemotherapy, the patient had fracture neck of left 
femur due to an accidental fall and could not continue 
the treatment. Subsequent follow up at 3 months after 
the second cycle of chemotherapy showed complete 
resolution of all skin lesions with deep scars [Figure 3].

Patient 2
A 28‑year‑old male presented with a two‑ year history 
of pain in the perianal area and blood stained stools 
on and off. He also complained of excessive thirst and 
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