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Presentation

An 81-year-old woman presented with a five-month his-
tory of a progressive painful swelling of the hands with
flexion contractures leading to loss of hand functions
(Fig. la). Inflammatory markers were not raised.
Antinuclear antibody, anti-citrullinated peptide antibodies
and rheumatoid factor were negative. Musculoskeletal ul-
trasound demonstrated synovitis of the extensor tendons.
X-rays revealed advanced erosive osteoarthritis (Fig. 1b).
Computed tomography scan exhibited widespread liver,
omental and peritoneal metastases in the absence of a
primary tumor. An omental biopsy showed an undiffer-
entiated adenocarcinoma with immunohistochemical
findings of a genital tract tumor. Hereby, the diagnosis
of paraneoplastic palmar fasciitis and polyarthritis
(PFPA) was confirmed. The tumor did not respond to
chemotherapy and the musculoskeletal symptoms did
not improve. The patient died four months after
diagnosis.
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Discussion

PFPA is an uncommon but remarkable paraneoplastic
syndrome. Patients present with woody hands due to pal-
mar fasciitis and synovitis of the metacarpophalangeal
and proximal interphalangeal joints. Differential diagno-
ses include eosinophilic fasciitis, Dupuytren’s contracture,
systemic sclerosis and even complex regional pain syn-
drome (CRPS). PFPA can also mimic pseudogout, rheu-
matoid arthritis or remitting seronegative arthritis and
symmetrical synovitis with pitting edema (RS3PE) [1,
2]. Ovarian adenocarcinomas and other female reproduc-
tive cancers are the underlying cause in more than half of
the published cases, but PFPA has also been linked to
other malignancies and to non-malignant medical condi-
tions like benign cysts or tumors [1] and tuberculosis
treatment [3]. Only three cases of idiopathic PFPA have
been identified [4-6]. In this case, PFPA is associated
with a carcinoma of unknown primary origin, which is
rarely seen [1, 7]. The effects of glucocorticoids or other
immunosuppressive drugs are disappointing. Complete re-
mission has been reported in non-malignant conditions or
after complete tumor removal, but because most patients
are diagnosed with advanced cancer, PFPA is often an
irreversible paraneoplastic syndrome [1].
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Fig. 1 a Progressive painful
swelling of the hands and flexion
contractures leading to loss of
hand functions. b X-rays of the
hands showing erosive osteoar-
thritis with marked deformities
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