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Abstract

Congenital morphea is a rare and underestimated form of
localized scleroderma that presents at birth. From the five known
subtypes, linear and plaqgue morphea are the most common and
benign forms and are both described in these cases. Extracutaneous
manifestations are rare. Prognosis is usually good. Long-term follow-
up is important to prevent complications during growth. Spontaneous
resolution may occur and mild forms have a great response to topical
corticosteroids or calcineurin inhibitors.
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Introduction

Localized scleroderma, also called morphea, is a connective tissue
disease, presenting with cutaneous sclerosis and usually a benign and
self-limited evolution. There are five subtypes of morphea: Plaque,
linear, generalized, pansclerotic, and mixed [1]. Linear morphea is
the most frequent form of scleroderma in childhood and the face may
be involved as well as the trunk and limbs. Plaque morphea is the
most benign form with few discrete plaques confined to one to two
anatomic areas [1]. Acquired morphea is the most frequent form of
localized scleroderma and the congenital form has been reported
rarely [1,2]. This article reports two infants with superficial cutaneous
sclerotic lesions from birth, histologically compatible with congenital
morphea.
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Case Report- 1

One-month-old female with anuneventful pregnancy, termdelivery,
and unremarkable family history. She presented with hypopigmented,
indurated, and retracted skin plaques with linear distribution along
the lateral side of the right thigh (Figure 1). These lesions were
noted since birth. Skin biopsy was performed and showed mild
thickening and hyalinization of collagen fibers and normal epidermis.
Orcein and Verhoeft stains revealed preserved elastic fibers (Figure
2). Due to the absence of skin inflammation both macroscopic and
microscopically, a conservative wait-and-see approach was adopted.
After three months of follow-up, spontaneous near-total remission
of described lesions was reported. At twelve-month-old follow-up
dermatology consultation, localized marmorated hypopigmentation
persisted without cutaneous thickening. No pharmacological therapy
was introduced to date. The infant was discharged with required
lower limbs symmetry and joint mobility regular evaluation. No
extracutaneous manifestations were described to date.

Figure 1: Hypopigmented, indurated and retracted skin plaques with linear
distribution along the right thigh.

Figure 2: Hematoxylin and eosin (a) Orcein (b) Verhoeft stains (c) (25x).
Mild thickening and hyalinization of collagen fibers with preserved elastic
fibers.

Case Report - 2

A two-month-old male with an uneventful pregnancy and
term delivery, previously healthy and without a family history of
autoimmune diseases or connective tissue disorders, presented
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at birth with three grouped skin lesions on the gluteal region and
right thigh. These were three rounded macules, measuring 15, 20
and 8 millimeters, with central ivory induration and violaceous
halo (Figure 3). The remaining physical examination was normal.
Histopathological findings on skin biopsy performed at 2,5 months of
age established the diagnosis of morphea (Figure 4). Topical treatment
with tacrolimus twice daily was initiated with good response. After
three months of treatment, only the smaller lesion persisted on the
thigh with some pallor and lilac peripheral hue (Figure 5).

Figure 3: Threeoval circumscribed areas with central ivory color and vi-
olaceous halo.

Figure 4: Hematoxylin and eosin 40x (a), 100x (b): Thickening and hy-
alinization of collagen fibers, with mild chronic infiltrate composed of
lymphocytes and histiocytes. Orcein 40x (c): Preservation of elastic fibers.

Figure 5: Improved skin lesions after treatment with tacrolimus.
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Discussion

In literature, congenital morphea has been reported sparsely which
leads to a lack of awareness of this condition and late diagnosis [3].
Morphea identification and classification may be difficult, particularly
in small infants, because of its clinical spectrum and unknown
progression [4]. About half of the patients present with an association
of linear and plaque morphea [1]. Skin biopsy is very important to
establish the diagnosis [2]. Extracutaneous manifestations are rarely
associated with the described forms [1,4]. Nevertheless, lower limbs
symmetry of length, creases, muscle, and joint mobility must be
assessed in regular pediatric consultation, to diagnose and prevent
orthopedic complications during the growth period [4,5]. Treatment
is challenging and depends on location, severity, and disease activity.
Spontaneous remission of sclerotic linear lesions was seen in case
one. Topical treatment with calcineurin inhibitor (tacrolimus) twice
daily was initiated on the second case with partial resolution of
plaque lesions [2]. Despite the good prognosis of these mild forms
of congenital morphea, prompt diagnosis is important to reduce long-
term physical and psychological comorbidities [2].
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