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A 52-years-old Moroccan patient with no history of au-
toimmune disease, presented to our department in June
2019 for scleroderma skin lesions. The lesions, initially
localised, extended in few months to the entire integu-
ment, causing painful contractures, tendon retractions
and joint stiffness.

On examination, the skin was sclerotic (Figure 1) and
she developed numerous hypopigmented atrophic scle-
rotic plaques with brownish cupboards, and a “lilac ring”
border type diffusely on the trunk, and extremities clin-

ically consistent with pansclerotic morphea. There was
sparing of the face and feet, and presence of Raynaud phe-
nomenon (Figure 2) with no symptoms of visceral
involvement.

The chest X-ray and the capillaroscopy were completely
normal.

The immunological assessment was negative (negative
anti-nuclear antibodies, anti-Scl70 and anti-DNA). Magnetic
resonance imaging of the left thigh showed hypodermis
infiltration over the entire fascia thickness without ab-

Figure 1. (A) Extended plates at
all trunk with sclerotic skin. (B)
Atrophy and contractures in the
arm and the forearm with a scle-
rotic hypopigmented. (C, D)
Morpheus plaque with an ivo-
ry-colored center of the but-
tocks and thighs (after receiving
the patient’s consent form about
publishing all photographic
materials).
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Rapidly Progressive Pansclerotic Morphea Associated With Raynaud Phenomenon

Figure 2. Raynaud phenomen-
on: episodic, symmetric, acral
vasospasm, Note the discolor-
ation of the fingers, Pallor: due
to vasoconstriction of precapil-
lary muscular arterioles (A),
cyanosis: due to venous pool-
ing and deoxygenation of ve-
nous blood (B), erythema: re-
active hyperemia (C).
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Figure 3. Skin biopsy showing. (A) Marked thickening of the dermis with sclerotic bands of collagen extending into the subcuta-
neous fat, atrophic epidermis topped by parakeratotic hyperkeratosis (H&E, x 100). (B) Atrophy of epidermis with fibrosis extend-
ing from the dermis to the hypodermis (H&E, x200). (C) Fibrous dermis with a few gaping vessels surrounded of a mononuclear

inflammatory infiltration (H&E, x 200).

normal signal from the muscles. The anatomopatho-
logical examination of the skin (Figure 3) and muscle bi-
opsies showed a fibrosis extending from the dermis to the
hypodermis and the fascia. However, no improvement
was noticed after the administration of: subcutaneous
methotrexate (15 mg/week) combined with oral cortico-
steroid therapy (0.5 mg/kg/day of prednisone) for three
months. Over the six months, she continued to develop
new plaques with worsening fibrosis despite the addition
of pulse methylprednisolone and mycophenolate mofetil
to the methotrexate treatment regimen.

Several studies have been published, notably that of
Laxer and Zulian [1], which has five subtypes: in plates,
linear, generalized, mixed and pansclerotic. The panscler-
otic morphea is an exceptional and extremely severe form
of cutaneous scleroderma, its occurrence is exceptional. It
is individualized by rapidly progressive damage, ex-
tensive lesions, painful contractures and a limitation of
joints mobility. It should be distinguished from systemic
scleroderma, which begins with acrosclerosis, the pres-

www.jrd.or.kr

ence of megacapillaries and visceral involvement. The
presence of Raynaud’s phenomenon in our case is not
classically described in the Pansclerotic morphea.

Kim etal. [2], in a retrospective study, underline that the
pansclerotic form has a whole different entity from other
sybtypes. For example many clinical cases report in-
creased risk of squamous cell carcinoma with panscler-
otic morphea [3]. Moreover, the treatment remains dis-
appointing to this day with unsatisfactory treatments re-
sults with methotrexate and corticosteroids [4].

Pansclerotic morphea is extremely rare and has a severe,
progressive.

Currently, no therapeutic modality has been proved to
be effective. Tocilizumab may be effective for treat-
ment-refractory morphea [5].
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