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Abstract

Localized scleroderma (also called morphea) is a term encompassing a spectrum of sclerotic autoimmune diseases that primarily affect the
skin, but might also involve underlying structures such as the fat, fascia, muscle, and bones. Morphea profundus presenting with atrophic
lesions has rarely been reported in the literature. Here we report two cases of morphea profundus presenting with noninflammatory depressed
plaques, without any significant skin induration, pigmentation or textural change. Histopathology was confirmatory for morphea profundus.
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Introduction

The term ,,morphea” includes a wide spectrum of clinical
entities, varying from localized plaques of only cosmetic
importance to deep lesions resulting in considerable
morbidity for the patient. Four different types of deep
morphea have been distinguished: Subcutaneous Morphea,
Eosinophilic Fasciitis, Disabling pansclerotic morphea
and Morphea Profundus [1]. Morphea profundus is a rare
disease and it often has a progressive course with physical
and psychological sequelae [2]. Morphea profundus usually
presents with early induration followed by atrophy of
subcutaneous tissue and on occasion that of muscle [3].
Here we report two cases of atrophic morphea profundus
presenting without any significant skin induration,
pigmentation or textural change, the published literature on
this type of presentation is sparse.

Case Report
Two female patients presented to us with asymptomatic
atrophy of skin on multiple sites of the body.

Case-1:

Our first patient was 24 years old and first noticed
circumscribed swelling on left arm 2 years back. It was
small to begin with and later gradually increased in size and
further, after 4-5 months she noticed atrophy of the skin in
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the same region. She noticed similar lesions adjacent to the
old lesion on left arm and also on right arm and on left side
of face at inner margin of eye. On examination, there were
atrophic areas on her left upper arm (Fig. 1) and right upper
arm (Fig. 2) with ill-defined margins. The skin overlying the
lesions showed no obvious induration or tenderness. Multiple
nodules were present varying in size from 2cm x lcm to
Scem %3 cm, hard in consistency, mobile, with skin pinchable
over them, distal to the atrophic areas. Swelling of the face
involving left lower eyelid and maxillary region measuring
about 6 cm x 8 cm was present (Fig. 3). Examination of the
surrounding skin, hair, nails and other systems did not reveal
any abnormality.

Case-2:

Our second patient was 16 years old and presented with
asymptomatic atrophy of the skin of both upper arms and
right side of face since seven months. It was first noticed on
her right arm followed in a few months by similar lesions
gradually appearing on her left arm and her face.

On examination, atrophic areas on right side of face (Fig. 4),
with ill-defined margins and patchy loss of hair was present
in temporal, maxillary and mandibular region.

Atrophic areas were also present on right upper arm (Fig.
5) and left upper arm (Fig. 6).The skin overlying the lesions
showed no induration or tenderness. Both patients did not
complain of pain, redness or itching on these areas.
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Figure 5. Atrophic areas on left upper
arm in case 2

There was no history of trauma or any other skin lesions
on these sites prior. There was no history of any systemic
illness, and similar lesions in their families. They were not
under any medication. Routine blood examination including
hemogram, random blood sugar, urea, creatinine, sodium,
potassium and liver function tests were normal. Anti-nuclear
antibodies, Anti ds-DNA and serologies for Syphilis and
HIV were nonreactive. Borrelia serology was not done due
to unavailability of laboratory facilities. ESR was raised in
both the patients and anti-histone antibody was positive in

Figure 1. Atrophic areas on left upper arm in case 1 . Figure 2. Atrophic areas on ight upper arm

Figure 3. Swelling of left side of face involving  Figure 4. Atrophic areas on right upper arm

in case 2

Figure 6. Atrophic areas on right side of face in case 2

in case 1

the first patient.

Histopathological examination (Fig. 7, 8) of punch biopsies
in both patients showed keratinized stratified squamous
epithelium and increased bands of collagenous tissue in the
papillary and reticular dermis. Subcutis revealed increased
collagen bands. There was perivascular mononuclear
infiltrate in the papillary and reticular dermis. A diagnosis
of morphea profundus was made based on these typical
histological features.
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Figure 7. Histopathology from atrophic area in case 1
showing keratinized stratified squamous epithelium and
increasedbandsofcollagenoustissueinthepapillaryandreticular
dermis. Perivascular and periadenexal mononuclear infiltrate
in the papillary and reticular dermis is seen

Discussion

Scleroderma is a chronic disease of unknown aetiology
in which sclerosis of the skin develops with or without
involvement of internal organs. Based on the presence or
absence of systemic disease, scleroderma is divided into very
distinct clinical categories: systemic scleroderma or systemic
sclerosis, and localized scleroderma or morphea [4]. There
are five principal forms of localized scleroderma: plaques,
generalized morphea, bullous morphea, linear morphea
and morphea profundus [5]. Morphea profundus is a rare
variant of morphea and it was first described by Whittaker et
al in 1989 as a solitary fibrotic plaque. Morphea profundus
usually affects middle aged people and has approximately
equal sex distribution. It commonly presents with a single
fibrotic plaque and is usually located over the back, shoulder
and neck or paraspinal area involving the skin and deeper
tissue [8]. Other rare variants of morphea profundus include
multiple deep atrophic lesions of the skin without preceding
inflammatory changes [7] and noninflammatory cupuliform
depressed plaques at sites of previous intramuscular
vaccination without significant skin induration, pigmentation
or texture change [8]. Bullae arising from plaques of morphea
profundus have also been reported [9].
Both of our patients were young women and presented with
depressed ill-defined plaques on various sites of the body
without induration of skin.
We considered a differential diagnosis of morphea profundus
and lupus profundus in our first case. Skin biopsy showed
features of morphea profundus. Lupus band test on direct
immunofluorescence was negative. Lupus band is deposition
of immunoglobulins and complement components in
the skin of patients with lupus erythematosus as a linear
band at the basement membrane zone [10]. Anti-nuclear
and Anti ds-DNA antibodies were negative. Antihistone
antibody was positive. Antihistone antibodies have been
reported in 32% of patients with linear morphea and 25%
with localized morphea [11] and it indicates disease activity
[12]. High resolution ultrasonography and X-ray showed no
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Flgure 8. Hlstopathology from atrophlc area in case 2
showing normal epithelium and increased bands of
collagenous tissue in the papillary and reticular dermis.
Perivascular and periadenexal mononuclear infiltrate in the
papillary and reticular dermis is seen

involvement of muscle and bone respectively. Based on the
investigative reports and typical histopathological findings a
diagnosis of morphea profundus was made.

In our second patient, differential diagnosis of morphea and
localized involutional lipoatrophy was made. Involutional
type of lipoatrophy usually presents with a solitary lesion
that exhibits decrease in size of the individual adipocytes
and is separated from each other by abundant eosinophilic
hyaline material, or in some instances by mucoid material
[13]. The histopathology in our patient was consistent for
morphea.

Thisisthefirstreportonatrophic lesions inmorphea profundus
from India, to the best of our knowledge. Dermatologists
should be aware of this rare variant of morphea profundus,
and should consider this in the differential diagnosis of cases
which present with atrophic skin lesions.
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