Letter to the Editor

Case Letters

Histoid leprosy presenting with figurate lesions: A unique

and rare presentation

Sir,

Histoid leprosy rarely presents with figurate lesions. Here
we report such a presentation in a young man. A 37-year-old
man presented to us with multiple asymptomatic skin-
colored papules on the face and trunk for the last 6 months.
Examination revealed multiple shiny, dome-shaped, firm
skin colored papules and nodules on an apparently normal
skin, arranged in linear, curvilinear, arciform and annular
pattern affecting the face, temple and front of chest. Some
of the papules showed central depression [Figures 1-3].
Both ulnar, lateral popliteal and supratrochlear nerves were
thickened and nontender. We made a provisional diagnosis
of histoid leprosy, while cutaneous sarcoidosis, xanthomata
and dermatofibroma were considered as the differentials. All
routine investigations including Venereal Disease Research
Laboratory test and human immune deficiency virus 1 and 2
serology were unremarkable. Lesional and ear-lobe Slit-skin
smears showed discreet and clumped long, slender, acid-fast

Figure 1: Annular plaque on the left side of the face below temple and small
plaque on left cheek

bacilli [Figure 4] (bacteriological index: 6+, morphological
index: 5%). Biopsy from the curvilinear lesion on the front of
right lower chest showed grenz zone with a dense collection
of foamy histiocytes, spindle cells and few lymphocytes thus
confirming the diagnosis of histoid leprosy. [Figures 5 and 6].
The patient was started on multibacillary multidrug therapy
resulting in considerable resolution of all the figurate lesions
of histoid leprosy by 3 months. [Figures 7-9].

The term histoid is derived from the microscopic appearance
of the nodule showing spindle-shaped cells resembling
dermatofibroma. Histoid leprosy is an uncommon variant of
lepromatous leprosy, first described by Wade in 1960.! It is
characterized by skin colored papules and/or subcutaneous
nodules and plaques on an apparently normal skin with
distinct  histopathology and characteristic  bacterial

morphology. It is usually seen in patients relapsing after
dapsone monotherapy and in the presence of dapsone

Figure 2: Linear plaque on the right cheek extending toward inner
canthus
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Figure 3: Curvilinear plaque on the front of lower chest and trunk
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Figure 5: Histopathology of nodule showing grenz zone and dense collection
of foamy histiocytes, spindle cells [hematoxylin and eosin (H and E), x100]

resistance. An occurrence of 1.2% has been reported among
lepromatous leprosy patients.>

The cell-mediated immunity is better in histoid leprosy than
in active lepromatous patients as substantiated by increased
CD36 expression by the keratinocytes, predominance of CD4
lymphocyte over CD8 lymphocytes and increased number
of activated lymphocytes and macrophages in the lesion.?
Bacteriologically, there is large bacillary load in histoid lesions,
which is attributed to the focal loss of immunity. Furthermore,
the acid-fast bacilli in these cases are measurably longer than
ordinary lepra bacilli and are arranged in groups or parallel
bundles in spindle-shaped histiocytes, described as histoid
habitus by Wade. One of the significant electron microscopic
features of histoid lesion is the absence of electron transparent
zone or foam, which interferes with bacterial metabolism
leading to cell death, in contrast to lepromatous lesions.
The absence of this zone probably results in intracellular
preservation of bacilli within the histoid lesions.?
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Figure 4: Slit-skin smear from nodule showing solid staining and granular
lepra bacilli both singly and in groups (Ziehl-Neelsen, x1000)

Figure 6: Histopathology of nodule showing dense collection of foamy
histiocytes, spindle cells (H and E, x400)

Umbilicated papules resembling molluscum contagiosum
have been reported rarely in histoid leprosy. Nonetheless,
some of the papules displayed umbilication in our case.
Although the definite cause of umbilication is unclear,
central softening secondary to high bacterial load is
a possible mechanism. Namisato et al. proposed the
phenomena of transepidermal elimination of lepra bacilli
from the lesions and consequent implantation following
trivial trauma, which results in the formation of new lesions
of leprosy;* similar to the pseudo-isomorphic phenomenon
observed in warts and molluscum contagiosum. The
disposition of lesions in our case is novel and unique as it
evolved into various figurate forms, viz., linear, curvilinear,
arciform and annular pattern, distributed asymmetrically.
These linear, curvilinear and arciform lesions may be
explained by the pseudo-isomorphic phenomenon. In
concert with linear molluscoid lesions reported in the
literature, the index case also revealed linear molluscoid
morphology.’

Indian Journal of Dermatology, Venereology and Leprology | Volume 84 | Issue 6 | November-December 2018 737




Letter to the Editor

Figure 7: Considerable resolution of plaques on left cheek and temple
following 3 months of multibacillary multidrug therapy

Figure 9: Partial resolution of plaque on the lower chest and trunk posttreatment

The possible mechanism for the characterization of annular
lesions in leprosy has been eclucidated by Lee et al., by
immunological studies on biopsy specimens from the inner
active border and outer perilesional normal skin to detect
more than 50% T-cells, with predominance of T-helper cells
in the dermis with 75% HLA-DR positivity at the active
border.® In contrast, 40% T cells with an equal number

Figure 8: Considerable resolution of plaque on the right cheek
posttreatment

of T-helper and T-suppressor cells with 10% HLA-DR
positivity was detected inside the active border. Based on
these findings, they highlighted the important role of T-cell-
mediated immune response against Mycobacterium leprae
in the formation and extension of annular lesions in leprosy.
Similarly, the same immunological mechanism may be
ascribed for the formation of annular plaques in our case.

In conclusion, occurrence of figurate lesions in histoid leprosy
is rare and these morphological patterns may be added to the
various manifestations of histoid leprosy.
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Cutaneous epithelioid hemangioendothelioma: A rare

presentation

Sir,

Epithelioid hemangioendothelioma is a rare malignant
tumor of vascular endothelial origin. Initially, it was
described as a tumor of intermediate malignant potential,
but recently it has been classified as a neoplasm
with full malignant potential.! It usually arises in the
superficial and deep soft tissues, liver, lung, bones and
muscles of the extremities. Underlying bone tumors
are commonly associated with cutaneous epithelioid
hemangioendotheliomas. Skin-limited epithelioid
hemangioendothelioma is an extremely rare entity, with
less than 15 cases reported worldwide. To the best of the
authors’ knowledge, this is first such case being reported
in India.

A 15-year-old man from Jodhpur presented with a 6-month
history of an asymptomatic, gradually enlarging mass on the
margin of the left external nares. There was no history of
pain, itching, epistaxis, eye pain, nasal obstruction, breathing
difficulty or anosmia.

On examination, the 6 x 5 cm mass had a proximal firm
verrucous portion, extending 1 cm into the left nasal cavity,
and a distal hard indurated part that extended until the margin

of the upper lip [Figure 1]. There was no clinical evidence of
spread into the nasopharynx, paranasal sinuses or attachment
to underlying bone or soft tissue. Routine examinations
including hemogram, liver and renal function tests and urine
examination were within normal limits. Scintigraphy and
computed tomography did not reveal any connection to the
underlying bone. Imaging studies of the chest, abdomen and
pelvis did not reveal any distant metastases.

Clinically, based on the long standing history and indurated
appearance of the lesion, numerous differential diagnoses were
suspected. Deep mycotic infection, cutaneous leishmaniasis,
cutaneous tuberculosis  (tuberculosis verrucosa cutis),
sarcoidosis, cutaneous lymphoma, verrucous angioma and other
vascular tumors were included in the differential diagnoses.

Two punch biopsies were taken, one each from verrucous
and indurated regions and the histopathology revealed
diffuse infiltration by the tumor cells up till the deep dermis.
On higher magnification, expanded sinusoids lined by large
epithelioid tumor cells [Figure 2] and occasional mitotic
figures were seen. Not only were tumor cells seen within
sinusoids, but single cells and small group of cells were seen
embedded within the stroma [Figure 3]. No well-formed
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