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CASE REPORT

A Rapidly Progressive Variant of Psoriatic Arthritis:
Psoriatic Onycho-Pachydermo-Periostitis
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ABSTRACT

We present a case with psoriatic onychodystrophy, onycholysis, connective tissue thickening above the distal phalanx as well as specific radiologic
changes diagnosed as psoriatic onycho-pachydermo-periostitis who responded dramatically to methotrexate with current literature review. In this
article, we report a 53-year-old male patient with psoriatic onycho-pachydermo-periostitis who responded dramatically to methotrexate.
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Psoriatic onycho-pachydermo-periostitis (POPP)
was initially described by Fournie B in 1989.! It
is an uncommon subset of psoriatic arthritis that
is characterized by psoriatic onychodystrophy,
onycholysis, connective tissue thickening above
the distal phalanx as well as specific radiologic
changes such as periosteal reaction and bone
erosions of the distal phalanges.! In this article,
the case of a 53-year-old male patient with POPP
who responded dramatically to methotrexate has
been discussed.

CASE REPORT

A 53-year-old male patient was admitted to the
dermatology clinic with nail changes and pain in
all the fingers, which started approximately one
year prior to admission. His nail biopsies were
unremarkable and his condition was unresponsive
to anti-fungal medications ordered by several
dermatology clinics over the past one year.
Thereafter, the patient was referred to our clinic

for flexion deformity of the distal interphalangeal
(DIP) joints. He had painful swellings with
functional impairment in the DIP joints for seven
to eight months after which the deformities
started to develop. A written informed consent
was obtained from the patient.

Our patient was working as a documentalist
with no history of trauma or repetitive injury.
On rheumatologic evaluation, there were no
remarkable findings such as recurrent genital
aphthous ulcers, oral aphthous ulcers, dry eyes
and mouth, back pain, morning stiffness, bowel
related symptoms, repeated fever or abdominal
pain, and any other dermatologic rash. He had
no systemic diseases, history of infection, recent
vaccinations, or regular drug use. Family history
was negative for psoriasis or other skin diseases.
A physical examination revealed erythematous
swellings and flexion deformities in all the DIP
joints. All the fingernails had severe dystrophic
changes. A psoriatic plaque was present on the
extensor surface of the right elbow.
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A complete blood count, electrolyte, and acute
phase reactant tests revealed no abnormalities.
Rheumatologic markers including the rheumatoid
factor and anti-citrullinated antibody were all
negative. Direct radiography revealed an evidence
of intraarticular erosion, periosteal reaction, and
prominent thickened periarticular and paraosseous
soft tissues (Figure 1). A magnetic resonance
imaging of the hands showed irregularities of the
DIP joints in T1 weighted images (Figure 2). Based
on the findings mentioned above, the patient
was diagnosed as having POPP. The patient was
started on methylprednisolone 5 mg/day and
methotrexate 10 mg/week, which increased to
15 mg/week after two weeks. The patient was
evaluated after four weeks of treatment and
liver function tests; the creatinine and complete
blood counts were normal and there was an 80%
improvement in the pain scores (10 cm visual
analog scale) for arthralgia. The patient was re-
evaluated after three months of treatment and
there was a 90% improvement in the pain scores
compared to the scores at admission and new
nail formations at the base of the nail beds were
observed.

DISCUSSION

To the best of our knowledge, 22 cases of
POPP have been reported in the literature.?
POPP is considered to be an uncommon subset
of psoriatic arthritis that is characterized by
psoriatic  onychodystrophy,  onycholysis,

connective tissue thickening above the distal
phalanx as well as specific radiologic changes
such as periosteal reaction and bone erosions

Figure 1. In close view of frontal radiograph of hand:
Intraarticular erosion and periosteal reaction and
prominent thickened periarticular soft tissues.
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of the distal phalanges.! These changes in nail,
bone, and connective tissue result in a drumstick-
like deformity of the digits. The pathology and
pathophysiology of POPP are poorly understood.
A possible pathogenic mechanism could be
inflammation commencing from subungual
structures and spreading between the tendons
and bones of the terminal phalanx.® Patients
usually have associated tenderness of the involved
joints with functional impairment. POPP has
been reported in various small joints in both
upper and lower extremities, although the great
toes are involved in most cases.*

Joint and nail involvement in psoriasis is
relatively common.® In contrast, bony involvement
of the terminal phalanx under a psoriatic nail
is rare.® The approximate time of progress
from the initiation of nail changes to the
beginning of erosion or deformity in digits has
not been reported in the literature except in
one case where it was observed that psoriatic
onychodystrophy and painful swellings of the
toes and fingers developed within six months.”
In our case, painful swelling and tenderness of
the fingers started three to four weeks after nail
changes were observed and within three months

Figure 2. T;1 weighted magnetic resonance imaging of
hand: Irregularities in margins of distal interphalangeal
joints are seen.
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as of the development of the flexion deformities
of the DIP joints.

Psoriatic onycho-pachydermo-periostitis is
diagnosed by clinical and laboratory evaluation
and radiological investigations such as direct
radiography, ultrasonography, and magnetic
resonance imaging.® In our case, typical nail
changes in both upper extremities were present.
Although psoriasis had not been diagnosed
previously, a scaly psoriatic plaque was present
in the extensor aspect of the right elbow.
Despite these findings, the patient was treated
with anti-fungal medications for a long time
as observed in most POPP cases cited in the
literature.

Radiographic findings in POPP include intra-
and periarticular erosions, new bone formation
including periostitis, bony protuberances, soft
tissue prominence (dactylitis or sausage digits), and
calcification at ligament and tendinous insertions
in keeping with enthesopathy.® Sanal et al.l
described a case of POPP with extensive bone
marrow edema of the metacarpal bones without
distinctive periostitis.

Treatment for POPP has not been
standardized. Methotrexate 4 mg/week was
reportedly found to be effective in one patient.!!
In another case, methotrexate and leflunomide
combination therapy resulted in sufficient relief
of symptoms.!? In one case, the nails began to
grow regularly after six weeks of therapy with
methotrexate (15 mg/week).” In the literature,
a female case with POPP was unresponsive
to traditional systemic treatments and
adalimumab, subsequently having a favorable
response to treatment with etanercept.!?
However, in another case, successful results
were observed with adalimumab treatment.!#
In our case, after a definite diagnosis was
established, 10 mg/week of methotrexate and
5 mg of prednisolone was initiated. A week
later, the dosage of methotrexate was increased
to 15 mg/week. After four weeks, the patient
was re-evaluated and an 80% decrease in pain
scores was detected. Decreases in pain scores
were observed to continue three months later
while new nail formations at the base of the nail
beds were also noted.

In conclusion, owing to its rapid rate of
progression, an accurate and early diagnosis of
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POPP is crucial for initiating optimal therapy as
soon as possible and preventing deformities.
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