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Abstract

SAPHO syndrome is a rare entity, composed of
dermatologic and osteoarticular manifestations.
There are no validated diagnostic criteria and
treatment is empirical, with a recent focus on
biologics. Herein, we present a 50-year-old woman
who developed palmoplantar pustulosis and
sternoclavicular osteitis, with typical findings on
bone scintigraphy. Treatment with bisphosphonate,
low-dose systemic corticosteroid, and cyclosporine
allowed complete resolution of the articular and
dermatologic manifestations with no side effects.
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Introduction

SAPHO syndrome (synovitis, acne, pustulosis,
hyperostosis and osteitis) is a rare disease with a
wide range of dermatologic and musculoskeletal
manifestations [1]. As there are no randomized
controlled trials, current treatment is multimodal,
empirical, and mainly focused on relieving
symptoms [2]. Outcomes are often disappointing,
especially with the skin component of the disease [3].

Case Synopsis

A 50-year-old woman, with an unremarkable medical
history presented with asymptomatic bilateral
erythematous plaques on the soles, associated with
pustules and desquamation (Figure 1), and scant
scattered pustules on the palms. The dermatosis,
consistent with palmoplantar pustulosis, had started
one year prior and progressed with flares of variable
severity. The patient had previously been prescribed

topical corticosteroids and vitamin D analogs and
systemic methotrexate and acitretin, with no
improvement. The patient noted the recent onset of
episodes of upper anterior chest and lumbar pain,
associated with morning stiffness. These complaints
had started one month earlier, caused functional
disability in daily activities, and did not improve with
nonsteroidal anti-inflammatory drugs.

The patient denied fever or weight loss. Upon
physical examination, besides the skin lesions there
was redness, swelling and tenderness at the right
sternoclavicular joint (Figure 2). Blood analysis
showed augmented erythrocyte sedimentation rate
(97mm/h), (reference range <35mm/h and C-
reactive protein (8.6mg/dL), reference range
<0.50mg/dL. The results for all other laboratory tests

Figure 1. Frythematous plaque with pustules and desquamation
on the right sole.
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Figure 2. Frythema and edema of the right sternoclavicular joint.

that were carried out, including rheumatoid factor,
human leukocyte antigen B27 tests, autoantibodies,
and infectious serologies were negative or within
normal range.

To evaluate the skeleton, a whole-body bone scan
was performed, revealing intense uptake at the right
sternoclavicular joint, the union of the manubrium
with the body of sternum, and the left hip joint
(Figure 3). At this point, the combination of the
dermatologic and osteoarticular manifestations,
elevated inflammatory  markers, and the
scintigraphic findings allowed the diagnosis of
SAPHO syndrome. Because of the inefficacy of
NSAIDs, low-dose prednisolone (5mg/day) and
ibandronic acid (150mg/month) were started,
resulting in a notable remission of the inflammatory
articular signs and pain and normalization of the
inflammatory parameters. However, there was no
improvement of the skin lesions. Cyclosporine
(200mg/day) was then added to the therapeutic
regimen and there was an excellent and fast clinical
response of the palmoplantar pustulosis, with an
almost complete elimination of the lesions in three
weeks and improvement of the joint symptoms.

Figure 3. *"Tc-hydroxymethylene diphosphonate bone
scintigraphy with intense uptake at the right sternoclavicular joint
and sternum.
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Long-lasting disease control was achieved, without
side effects, and oral prednisolone was reduced to an
alternate-day regimen.

Case Discussion

The term SAPHO syndrome was proposed to
encompass a group of conditions described under
various denominations with similar inflammatory
osteoarticular and cutaneous involvement [4]. It
usually appears between childhood and middle age,
follows a prolonged relapsing and remitting course
[5], and is characterized by peculiar combinations of
bone and skin lesions. These include palmoplantar
pustulosis and inflammation of the axial and
sternoclavicular joints most commonly [6].

Pathogenesis of SAPHO syndrome remains unclear,
but evidence suggests it is an autoinflammatory
disease triggered upon exposure to infectious
agents such as Propionibacterium acnes, in
genetically predisposed individuals [7-9].
Diagnosing SAPHO syndrome is difficult, particularly
if the dermatologic manifestations are absent [6].
Additionally, skin lesions may occur years earlier or
later than the osteoarticular manifestations [10].

There are several published diagnostic criteria but
they are preliminary and need further validation [3].
The diagnosis of SAPHO syndrome is based on the
combination of  history, cutaneous and
osteoarticular manifestations, and characteristic
scintigraphic and radiological results [9, 10]. Bone
scintigraphy is a sensitive imaging modality that is
able to identify uptake in characteristic regions and
the sternoclavicular junction is the most common
site of involvement, followed by the spine and
sacroiliac joints [2]. Authors suggested that it could
be useful in disease activity evaluation of SAPHO
patients, but recent evidence shows repeated bone
scintigraphy is not recommended for disease
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