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Idiopathic Palmar Fasciitis with Polyarthritis Syndrome

A 31-yr-old Korean woman was presented with 4-month history of bilateral hand
swelling and stiffness. On clinical examination, she had a painful synovitis of both
hands, wrists, knees and ankles. The radiologic and histological examinations con-
firmed it with palmar fasciitis and polyarthritis syndrome (PFPAS). PFPAS is an un-
common disorder characterized by progressive flexion contractures of both hands,
inflammatory fasciitiis, fibrosis, and a generalized inflammatory arthritis. Although
most reported cases of PFPAS have been associated with various malignancies,
our patient have not been associated with malignancy during 24 months follow up
period from her first symptom onset. Her symptoms were improved with moderate
dose of corticosteroid and she is currently taking prednisone 5 mg daily without any
evidence for internal malignancy. We present here in a young Korean patient with
idiopathic PFPAS who was successfully treated with administration of corticosteroid.
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INTRODUCTION

Palmar fasciitis and polyarthritis syndrome (PFPAS) is an
uncommon disorder characterized by progressive flexion con-
tractures of both hands, inflammatory fasciitis, fibrosis, and
a generalized inflammatory arthritis (1, 2). The course might
be rapidly progressive and result to a loss of function of the
upper extremity due to contractures and pain. In 1982, Meds-
ger et al. (1) described PFPAS as a disease entity, which should
be differentiated from reflex sympathetic dystrophy (RSD)
and Dupuytren’s contracture. More than 40 cases have since
been reported, but the exact etiology of PFPAS is still not
known. Most of them have been suggested associations with
various malignancies (3, 4) and only a few reports were not
associated with malignancy (5, 6).

We present herein a young woman with PFPAS in the
absence of an associated internal malignancy.

CASE REPORT

A 31-yr-old Korean woman presented in Febraury, 2004,
with 4-month history of bilateral hand swelling and stiffness.
This condition began suddenly with pain and decreased abil-
ity to hold objects. A trial of non-steroidal anti-inflammato-
ry drug was not effective. She had been healthy and her past
medical history was not significant except intermittent ar-
thralgia that had begun 1 yr before visiting our clinic. She
denied any rheumatic disorder, Raynaud’s phenomenon, or
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trauma.

On clinical examination, she had a painful synovitis of both
hands, wrists, knees and ankles. Her hands were mildly ede-
matous (Fig. 1). However, the overlying skin was normal,
with no evidence of telangiectasia, digital pitting, or of sys-
temic sclerosis elsewhere. She was unable to flex or extend
her fingers. The hands were warm with an intact sensory
examination and normal sweat pattern. The radiography of
both hands showed soft tissue swellings on PIP joints with-
out erosive changes and other joint radiographs were normal.
Technetium-99m bone scan showed a slight increased uptake
in both hands, wrists, shoulders, knees, ankles, and feet. A
magnetic resonance image (MRI) of the forearm revealed dif-
fuse enhancements in the fascia, extensor and flexor tendons
and some muscles including the extensor digiti minimi mus-
cle and flexor carpi ulnaris muscles (Fig. 2).

Laboratory studies revealed normal erythrocyte sedimen-
tation rate (ESR), C-reactive protein (CRP) and routine chem-
istry results as well as a normal complete blood count (CBC)
without eosinophilia. Thyroid hormone and TSH were each
in normal ranges. Antinuclear antibody was positive at a titer
of 1:80, while the other antibodies were negative.

A full-thickness skin biopsy was obtained from the dorsal
surface of the left forearm showing abnormal intensity on
MRI because an incision of the palmar fascia was thought to
result in impairment of hand function. The biopsy demon-
strated that the fascia was thickened and fibrotic with perivas-
cular infiltration of mononuclear cells. Neither eosinophil nor
granulocyte infiltration was found in any specimen of fascia
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Fig. 1. Hands of the patient. It shows the digital flexion contractures and the thickened palmar fascia. The MCP, and PIP joints were ten-

der, and swollen.

Fig. 2. T1WI gadolinium enhanced MRI of the left forearm. It shows
diffuse enhancements in the fascia, extensor and flexor tendons
and some muscles.

(Fig. 3). The underlying skeletal muscle showed well pre-
served myocytes, mild interstitial edema, and fibrosis. Marked
interstitial infiltration, mainly of T lymphocytes and focal
infiltration of B lymphocytes with scattered plasma cells, were
observed on immunohistochemical stainings. There was no
evidence of perifascicular atrophy, necrosis, granuloma or leu-
kocytoclastic vasculitis.

Because of her unusual clinical features, she was screened
for malignant disease. We performed endoscopic and radio-
logic examinations for internal organ to find out the presence
of malignancy but those were negative. Examinations for the
breast, thyroid, and pelvis showed no abnormal findings. Tu-
mor markers including CA125, CA19-9, AFP, and CEA were
each in normal ranges.

The patient started on prednisone 30 mg daily. Her symp-
toms such as arthralgia and bilateral hand swelling with stiff-
ness had gradually improved over 2 months and the dosage
of prednisone was tapered gradually. MRI study which per-
formed 6 months after taking medication revealed no inflam-

Fig. 3. Biopsy finding. The fascia is thickened and fibrotic with pe-
rivascular infiltration of mononuclear cells. The underlying skeletal
muscle shows well preserved myocytes, mild interstitial edema
and marked interstitial infiltration mainly of lymphocytes. There is
no evidence of perifascicular atrophy, necrosis, granuloma or leu-
kocytoclastic vasculitis (H&E stain x 40).

matory reactions in both fascia and muscles of the forearm.
Follow up bone scan also showed no increased uptake in all
the joints. Twenty-four months after her first symptom onset,
she is currently taking prednisone 5 mg daily without evi-
dence for internal malignancy in radiological and serologic
tests.

DISCUSSION

Palmar fasciitis is a rare condition in which the patient
develops rapidly progressive contractures of both hands and
arthritis of the wrists and larger joints. The underlying im-
munological mechanisms have not been defined so far and
may include the activation of certain factors with profibrotic
activities, transforming growth factor B or connective tissue
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Table 1. Summary of previously reported cases of the PFPAS

Author (Ref.) Year Age (yr)/Sex Associated malignancy Effect of treatment on manifestations
Medsger et al. (1) 1982 65/F Ovary No improvement

B50/F Ovary No improvement

62/F Ovary Improved with chemotherapy & CS

58/F Ovary No improvement
Baron (2) 1982 65/F Bladder, Lung, Colon Improved with CS
Baer et al. (8) 1983 62/F Pancreas No improvement
Shiel et al. (9) 1985 86/F Lung No improvement

75/F Ovary Improved with CS
Pfinsgraff et al. (3) 1986 66/F CML Improved with CS

59/F Pancreas Improved with Penicillamine

66/F Squamous cell carcinoma No improvement

71/F Adenocarcinoma No improvement

54/M Hodgkin Improved with chemotherapy
Valverde-Carcia et al. (10) 1987 b5/F Breast Improved with chemotherapy & CS
Caronetal. (11) 1989 74/F Thyroid plasmacytoma No improvement
Willemse et al. (12) 1991 54/F Coelomic epithelial Improved with CS
Van den Bergh et al. (13) 1991 59/M Prostate No improvement
Strobel et al. (14) 1992 59/F Ovary Not mentioned
Leslie (15) 1992 55/F Uterine cervix No improvement
Laszlo et al. (5) 1995 75/F |diopathic Improved with CS
Vinker et al. (16) 1996 25/F Ovary No improvement
Dhote et al. (17) 1997 66/F Breast Improved with chemotherapy
Saxman et al. (18) 1997 b4/F Breast Not mentioned
Wright et al. (19) 1997 57/F Ovary Not mentioned
Grados et al. (20) 1998 59/F Renal pelvis No improvement

92/F Uterine No improvement
Eekhoff et al. (21) 1998 71M Large cell carcinoma Not mentioned
Matteson (22) 1998 69/F Ovary No improvement
Enomoto et al. (4) 2000 44/M Stomach Improved with operation
Kase et al. (23) 2000 54/F SCC of cervix Improved with chemotherapy
Roman et al. (24) 2001 45/M Hepatocellular carcinoma Improved with CS
Docquier et al. (25) 2002 74/F Uterine adenocarcinoma No improvement
Virik et al. (26) 2002 69/M Gastroesophageal carcinoma Improved with CS
Rammeh et al. (27) 2003 37M Multiple myeloma Not mentioned
Martorell et al. (28) 2004 62/F Ovary Improved with chemotherapy

70/F Ovary No improvement

73/F Ovary No improvement

51/F Ovary No improvement
Denschlag et al. (29) 2004 73/F Fallopian tube Improved with chemotherapy
Giannakopoulos (30) 2005 67/F Pancreas Improved with chemotherapy
Present case 2005 31/F |diopathic Improved with CS

CS, Corticosteroid; CML, chronic myelogenous leukemia; SCC, squamous cell cancer.

growth factor (7). Medsger et al. (1) suggested that a fibrob-
last proliferative factor might be secreted by the tumor. They
were unsuccessful, however, in their attempt to show a pro-
liferative factor in the laboratory. The majority of affected
patients have been women, which suggests that the female
hormonal state may predispose to this syndrome as is the case
in most autoimmune diseases.

Most of reported cases have been suggested associations
with neoplasms, most commonly in elderly patients, preced-
ing or accompanying the diagnosis of carcinoma of the ovary.
They followed by neoplasms of the breast, pancreas, lung,
stomach, and endometrium. Table 1 summarizes the pub-
lished cases of PFPAS associated with malignancies. The rhe-

umatic symptoms may precede detection of the tumor by
1-23 months. They have confirmed improvement in rheumat-
ic symptoms after chemotherapy but it is unclear whether
this is a result of tumor necrosis, immunomodulation, or anti-
inflammatory effects.

Some PFPAS patients without apparent neoplasms have
been described in previous reports. Seaman et al. (6) report-
ed seven patients undergoing antituberculosis therapy, who
developed palmar fasciitis within 4 months of the addition
of the drug ethionamide and the fasciitis resolved when ethi-
onamide was discontinued. Until now, only one idiopathic
PFPAS of 75-yr-old white woman was reported by Laszlo et
al. (5) in 1995. However, they could not exclude the possi-
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bilities of future developing of any malignancy because of
their short duration (12 months) of follow up. Because of this
well documented association between palmar fasciitis, arthri-
tis, and neoplasms, we performed a full work up for her to
detect a hidden malignancy. It has been negative both at the
time of diagnosis and until now. We regard the present case
as idiopathic because we have been followed her up more than
24 months after her first symptom without any evidence of
internal malignancy. The patient was improved with high
dose of corticosteroid, while most PFPAS patients associated
with malignancy did not responsive to steroid treatment.

The differential diagnosis includes other conditions asso-
ciated with contractures of the hands. The musculoskeletal
manifestations of PFPAS are similar to RSD but is character-
ized by its considerably more aggressive nature and diffuse
articular involvements. Most cases of RSD have a preceding
noxious event and symptoms of vasomotor disturbances. Bone
scanning of the patient with RSD usually shows an asym-
metry between affected and non-affected limbs. Our patient,
however, did not show those clinical features. In addition,
the pathological finding of our patient was far from that of
RSD characterized by muscle changes consisting of type I
fiber atrophy, an increase in lipofuscin and capillary abnor-
malities with thickening of the basement membrane (31).

Dupuytren’s contracture is a relatively common condition
characterized by nodular thickening and contraction of the
palmar fascia. Its manifestation is quite similar with that of
PFPAS, but it usually affects the ulnar side of both hands and
it is more common in aged man. The findings of our patient
differed from the disorder in that the fasciitis was extending
to the forearms and apparent polyarthritis was present. Patho-
logically, the early lesion of Dupuytren’s disease is character-
ized by marked fibroblastic proliferation, vascular hyperpla-
sia and clusters of macrophages and T lymphocytes. This is
followed by dense, disorderly collagen deposition with thick-
ening of the palmar fascia and nodule formation (32). These
are different from the pathological findings of PFPAS.

Eosinophilic fasciitis is characterized by painful and ery-
thematous swelling of the extremities, accompanied by rapid
weight gain, fever and myalgia. Eosinophilia in the periph-
eral blood, and somewhat less commonly in affected tissue,
is prominent at the acute stage (33). In this disorder, how-
ever, the hands are usually spared. Our patient had no eosi-
nophilia in peripheral blood or eosinophilic infiltration in
the tissue.

In summary, we have presented a young Korean patient
with idiopathic PFPAS who was successfully treated with
administration of corticosteroid. Therefore, we suggest that
close search for undetlying malignancy and follow ups are
essential to PFPAS patient but in a case not associated with
malignancy like our case, administration of steroid might
be an effective option for treatment.
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