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Sir,
Morphea, also known as localized scleroderma, is a
fibrosing disorder of the skin and underlying tissues.
Morphea is differentiated from systemic sclerosis based
on the absence of sclerodactyly, Raynaud’s phenomenon,
and nail fold capillary changes [1]. It is mainly classified
into five groups: plaque, generalized, bullous, linear, and
deep [2]. With certain exceptions, it produces no serious
systemic complications but is sometimes associated
with autoimmune disorders, such as Hashimoto
thyroiditis, rheumatoid arthritis, and alopecia areata [3].
Herein, we report a case of generalized morphea (GM)
complicated by autoimmune hepatitis (AIH).
In 2002, a 27-year-old male presented himself with
generalized sclerotic skin lesions, which he noticed
two months earlier. There were no other systemic
symptoms, and the patient denied exposure to organic
solvents. A clinical examination revealed multiple welldefined, indurated, ivory-colored plaques on the trunk
and extremities (Fig. 1a and 1b). Neither sclerodactyly
(Fig. 1b) nor Raynaud’s phenomenon was present. A
histopathologic examination of the upper arm revealed
swollen collagen bundles (Fig.1c) and inflammatory
cell infiltrate composed of lymphocytes and plasma
cells around blood vessels and sweat glands (Fig. 1d).
A diagnosis of GM was reached and oral prednisolone
40 mg/day was initiated. Following the improvement
of the skin lesions, prednisolone was gradually tapered
to 5 mg/day. However, the patient failed to attend the
scheduled clinical appointment and discontinued the

prescribed medication in 2007. In 2013, the patient
presented himself with an aggravation of the preexisting
skin lesions. Laboratory tests revealed increased liver
values (AST at 300 IU/L, ALT at 835 IU/L, GGT at
157 IU/L, and total bilirubin at 2.9 mg/dL). There was
an increase in the serum level of IgG at 3,485 mg/dL
and IgA at 816 mg/dL. An immunological investigation
revealed positive anti-nuclear antibodies (ANA) (1:160,
homogeneous), with negative antibodies to smooth
muscle, mitochondrial, liver-kidney microsome type 1
(LKM-1), centromere, Scl-70, RNA polymerase III, U1
RNP, dsDNA, and histone. Viral serologies, including
the anti-hepatitis A IgM antibody, hepatitis B surface
antigen, and anti-hepatitis C virus antibody, were
negative. A liver biopsy revealed lymphocellular and
plasmocellular infiltrate in portal areas and rosetting
of hepatocytes (Fig. 1e and 1f). He denied a history of
hepatotoxic medication or alcohol abuse. A diagnosis
of AIH was reached and the patient was administered
intravenous methylprednisolone 500 mg/day for
three days followed by oral prednisolone 40 mg/day.
The patient has been in a remission of AIH with no
progression of the skin lesions over five years on a
maintenance dose of prednisolone 5 mg/day.
AIH is a chronic inflammatory liver disease characterized
by elevated serum aminotransferases, elevated IgG,
the presence of autoantibodies, and interface hepatitis
with plasma cell infiltration in liver biopsies. AIH is
often associated with autoimmune disorders such as
autoimmune thyroiditis, and ulcerative colitis [4],
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Figure 1: (a) Multiple well-defined, indurated, ivory-colored plaques on the trunk. (b) Sclerosis of the right forearm with the right hand and fingers
intact. Histopathologic examination of a skin biopsy from the upper arm showing (c) swollen collagen bundles, replacing the fat around the sweat
glands and extending into the subcutis (H&E, 50×) and (d) inflammatory cell infiltrate composed mainly of lymphocytes and plasma cells around
blood vessels and sweat glands (H&E, 400×). Histopathologic examination of a liver biopsy showing (e) rosetting of hepatocytes (at the dotted
circle) and lymphocellular and plasmocellular infiltrate in portal areas (H&E, 200×) and (f) immunohistochemical staining of the specimen with
CD138 (marked brown) showing infiltration of plasma cells (H&E, 400×).

whereas there have been only two cases of AIH associated
with morphea: One case involved GM affecting the
extremities and the trunk [5]; the other was located on
the buttock and on the right thigh [6]. In both, steroidbased immunosuppressive therapies were initiated [5,6].
A recent review of 245 cases of morphea revealed that
GM produces a higher prevalence of concomitant
autoimmune disorders and ANA positivity than the
other types of morphea, such as plaque or linear [7]. In
our case, the development of AIH after discontinuation
of prednisolone reinforces the opinion that GM is a
systemic disorder and ought to be monitored against
the presence of autoimmune disorders and treated with
immunosuppressant drugs if indicated.
Consent
The examination of the patient was conducted according to the
principles of the Declaration of Helsinki.
The authors certify that they have obtained all appropriate patient
consent forms, in which the patients gave their consent for images
and other clinical information to be included in the journal. The
patients understand that their names and initials will not be
published and due effort will be made to conceal their identity,
but that anonymity cannot be guaranteed.
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