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Fibroblastic rheumatism is a rare syndrome characterized
by the association of multiple cutaneous nodules with
symmetric polyarthritis. We report on a patient who
presented a 4-year history of pink to skin-coloured nodular
lesions symmetrically localized at para-articular sites
without evident rheumatological symptoms. Histo-
pathology of a skin nodule led to the diagnosis of fibro-
blastic rheumatism showing a poorly circumscribed dermal
proliferation of spindle and stellate fibroblast-like cells
embedded in thickened collagen bundles with a marked
reduction of elastic fibres. X-rays of both hands and feet
showed metacarpophalangeal, metatarsalphalangeal and
interphalangeal erosions, unexpected by patient history.
This case of fibroblastic rheumatism appears unique in
view of the absence of any clinical manifestation of
polyarthritis at 7 years from appearance of skin lesions.
Key words: absence of symmetrical polyarthritis;
para-articular skin nodules.
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Fibroblastic rheumatism (FR) is a rare syndrome of
unknown aetiology in which skin nodules are associated
with symmetrical polyarthritis. The course of the disease
is variable, with regression of skin lesions in some cases
but with a possible occurrence of destructive arthropa-
thy. We describe a case of FR characterized by typical
skin nodules and with radiographic changes in the
absence of evident rheumatological symptoms.

CASE REPORT

A 19-year-old man was admitted in January 1999 with
asymptomatic cutaneous nodular lesions on many para-
articular sites. His clinical past revealed an acute tibial
osteochondrosis in 1993, an episode of pericarditis in
1996 and another in 1997. There was no history of
rheumatic fever. Skin nodules first appeared in 1995 on

Acta Derm Venereol 82

the dorsal sides of the hands, extending to other parts
of the body within approximately 3 months.

On physical examination, 15-20 pink to skin-
coloured, solid, cutaneous nodules, 5-20mm in dia-
meter, were localized on various para-articular sites,
including the elbows, the volar tenar aspect of the hands
(Fig. 1), the dorsal surface of the hands, fingers and
knees; a few solitary nodules were also observed on the
nose and neck. Skin lesions were not firmly adhered to
the subcutaneous tissue and were tender to the touch.

There were no noticeable joint effusions except for
slightly swollen hands. The patient did not complain of
any symptoms, but of minor discomfort when pressure
was applied to metacarpophalangeal joints of the index
fingers of both hands and minimal morning stiffness of
the elbows. Active and passive motion of the shoulders,
elbows, wrists, hands, hips, knees, ankles and feet was
painless and not limited in range. Raynaud’s phenom-
enon, sclerodactyly and calcinosis were absent.

Laboratory routine tests were normal. Rheumatoid
factor, urine hydroxyproline level, anti-Borrelia antibod-
ies, fluorescent antinuclear antibodies, anti-ds-DNA,
anti-Scl-70, anti-RNP, anti-Ro, anti-Jo-1 were all
negative. X-rays of both hands and feet showed meta-
carpophalangeal, proximal interphalangeal, distal
interphalangeal and metatarsal-phalangeal well-defined
subcortical erosions. Radiographs of the chest, elbows,
wrists and knees showed no abnormalities. Nail fold
capillary microscopy showed normal capillary density
(10 cap/mm) without oedema and haemorrhages; there

Fig. 1. A nodule on thenar surface of the left hand.
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were some “‘bushy” and ectatic capillaries, but neither
giant capillaries nor avascular zones were observed.

Histopathology of skin nodules led to the diagnosis
of FR. Biopsy specimens from two lesions of the hands
showed a poorly circumscribed nodule in the dermis
composed of an increased number of spindle and stellate
fibroblast-like cells with monomorphous nuclei and
small nucleoli. The cells were embedded and regularly
spaced within thickened collagen bundles disposed in
haphazard array. The epidermis was unaffected and
there were no inflammatory cells within the nodules
(Fig. 2). Weigert stain displayed a marked reduction of
the elastic fibres throughout the lesions. Immuno-
histochemical study revealed that the fibroblastic-like
cells were positive for vimentin and XIIIa factor. Only
few of these cells were stained with anti-a-smooth muscle
actin and CD68 antibodies. Stains for desmin were
negative. Direct immunofluorescence (DIF) demon-
strated IgM and C3 granular deposits at the
dermal-epidermal junction.

Ultrastructural examination of a hand nodule showed
an increased number of dermal fibroblasts of various
shapes with long cytoplasmic processes and a well-
developed rough endoplasmic reticulum (Fig. 3A). Some
of these cells had features of myofibroblasts, displaying
pinocytotic vesicles, focal investment by basal lamina
and small dense plaques along the cell membrane
(Fig. 3B). Microfilament bundles but no myofilaments
with dense bodies were seen within the cytoplasm of
these myofibroblast-like cells. On cross-section, collagen
fibres of varying diameter and occasional ‘“collagen
flowers” were detected (Fig. 3C). An increased amount
of ground substance was present among collagen fibres
and bundles. Elastic fibres were rare but of normal
appearance.

The patient was treated with oral prednisone,
25mg/day, and hydroxychloroquine, 200 mg/day, for 3
months without significant improvement. At present,
with a 3-year follow-up from first admission in our
department, patient conditions are unchanged, with no

N UG
: “ff\ S IR

Fig. 2. Numerous fibroblast-like cells embebbed in coarse collagen
bundles (haematoxylin and eosin x 200).
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Fig. 3. Transmission electron microscopy of a skin biopsy. (A) A
stellate fibroblast with prominent rough endoplasmic reticulum. (B)
A cytoplasmic process of a myofibroblast-like cell showing microfila-
ment bundles, interrupted basal lamina (*) and small dense plaques
along the plasma membrane. (C) A cross section of collagen fibres
with several “collagen flowers” (arrows). (A x8,900; B and C
x21,000). Acta Derm Venereol 82
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reduction or development of skin lesions, and no joint
symptoms.

DISCUSSION

FR was first described by Chaouat et al. in 1980 (1).
Nineteen patients, including this one, have been
described hitherto, published in 16 different articles
(1-16). Contrary to earlier reports (11, 13), there is no
female to male preponderance (F:M =9:10). It is a
disease of young-middle age, rarely affecting children.
The disorder is characterized by cutaneous nodules and
joint involvement, with dermatological lesions appearing
before (by 1 to 12 months) (6, 11, 12), simultaneously
(9), or after (by days to 4 months) (1, 4) rheumatolo-
gical manifestations. Onset is often sudden (7, 9, 11),
with pain and swelling of symmetric joints variably
associated with malaise and Raynaud’s phenomenon,
even though it can be more gradual (10, 12).

Dermatological symptoms include skin nodules,
sclerodactyly, and thickening of the palmar face of the
hands. Cutaneous nodules are the hallmark of the
disease. These firm, pinkish coloured to erythematous
lesions, 2 to 20 mm in diameter, are mostly seen on the
dorsal aspects of the fingers in the para-articular areas,
but can also be found elsewhere. Sclerodactyly (13/19)
and palmar fibrosis (9/18) have frequently been
observed.

Rheumatological manifestations consist of symmet-
rical polyarthralgia, morning stiffness, and joint edema.
With progression of the disease, articular movements of
the affected joints generally become markedly restricted
and quite painful. Destructive polyarthropathy has been
documented in three patients (6, 14, 15). In FR, joint
radiographs show no initial stage destruction, but
demineralization and erosive changes may appear later
in the course of the disorder (1, 2, 12, 14). Raynaud’s
phenomenon has been observed in nearly half the cases
(8/19). Patients may be febrile, but specific systemic
manifestations are generally lacking. Laboratory tests
are of no diagnostic value. Evolution is variable and
improvement of cutaneous and articular symptoms pos-
sible with or without therapy. Partial (9-11, 13, 14) or
complete (3, 7, 12) resolution of the skin nodules has
been described, almost always (7, 9-11, 13, 14) following
therapy, but efficacy of different treatments is far from
proven also in view of the short follow-up reported (10,
11). Moreover, persistence of skin nodules despite
therapy has been described, and permanent deformities
are the rule in long-lasting studies (3, 10, 11, 14, 16).

Histology of the skin nodules is distinctive, showing
fibrosis of the dermis and subcutaneous tissue with an
increased number of dermal fibroblasts and thickened
collagen bundles, occasionally arranged in a whorled
pattern. Elastic fibres are usually diminished, and vessels
and adnexae are surrounded but not destroyed by the
fibrosis. There is little or no (9, 11) inflammatory cell
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infiltrate; an increased cellularity of lymphocytes and
macrophages in the papillary dermis has recently been
reported in the initial stage of the disease (16).

At the ultrastructural level, the presence of myofibro-
blasts with distinctive myofilament bundles and dense
bodies and/or myofibroblast-like cells has been described
in the majority of the examined cases. In keeping with
electron microscopic features, a variable percentage of
a-smooth-muscle-actin-positive cells is a frequent
although not constant finding (14, 16). Non-specific
additional ultrastructural findings include morpholo-
gical alterations of collagen fibres, such as variability in
diameter and “collagen flowers” images (16).

In our case, joint symptoms were present, with min-
imal rheumatological signs, and the patient was admitted
for para-articular skin nodules and minor swelling of
his hands that had been present since 1995; he did not
spontaneously complain of any symptom. Mild elbow
stiffness in the morning, without polyarthralgia, was
revealed by the patient on history-taking, and the slight
discomfort induced by pressure to the metacarpophalan-
geal joints of both index fingers was found on physical
examination. However, there was no functional disabil-
ity of the affected joints. Surprisingly, X-ray showed
clear-cut, multiple hand and foot marginal erosions
unexpected by patient history and physical examination.
Light microscopy of a cutaneous biopsy specimen led
us to the diagnosis of FR, showing a distinctive dermal
nodule characterized by proliferation of fibroblast-like
cells and collagen bundles. Electron microscopy evid-
enced an increased number of active fibroblastic cells,
some of them showing features of myofibroblasts (10).
Thus, diagnosis of FR was made by histologic examina-
tion, supported by electron microscopy findings and
confirmed by joint radiographs.

There are no effective treatments for FR. Aspirin and
other non-steroidal anti-inflammatory drugs, colchicine,
d-penicillamine, prednisone, a-interferon, methotrexate
have been used with temporary and incomplete results.
The patient seen by us was treated with oral prednisone
for 3 months without any skin or joint improve-
ment. Therapy was therefore stopped and the patient’s
condition is unchanged 3 years later.

A few disorders may exhibit para-articular cutaneous
nodules similar to those observed in FR. In multicentric
reticulohistiocytosis, skin lesions clinically resemble
those of FR, and polyarthritis is common (17).
However, mucosal involvement, affecting more than
50% of patients with multicentric reticulohistiocytosis
(17), has never been observed in FR. Histology of
multicentric reticulohistiocytosis provides the best clue
for differential diagnosis showing lipid-laden histiocytes
and multinucleated giant cells with ground-glass cyto-
plasm. The histological differential diagnosis includes
progressive nodular fibrosis of the skin (18). In fact, the
condition is characterized by a nodular proliferation of



plump fibroblasts in the dermis together with thickened
collagen bundles. However, unlike FR, progressive
nodular fibrosis of the skin does not involve para-
articular sites and is not usually associated with joint
radiological changes.

In the present case, despite the fact that rheumatolo-
gical signs were not apparent, skin clinical examination,
joint radiographs and the histological and ultrastructural
findings were all consistent with those described by
Chaouat et al. in 1980. To the best of our knowledge,
this is the first case of FR without any clinical evidence
of polyarthritis at 7 years from skin lesion development.
Thus, although FR is usually characterized by evident
clinical manifestations of rheumatic diseases, asympto-
matic para-articular cutaneous nodules should neverthe-
less always lead to careful radiological and histological
investigation.
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