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Case Report

A Case of Sacroiliitis Developing After Lofgren’s Syndrome

Lofgren Sendromu Sonrasi Gelisen Bir Sakroileit Olgusu
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Lofgren’s syndrome is a form of acute-type sarcoidosis that
is characterized by an association with erythema nodosum
and bilateral hilar lymphadenopathy accompanied by
arthritis or arthralgia. Sacroiliitis has been described
in sarcoidosis but is thought to be very rare. In this
article, a 38-year-old female with Léfgren’s syndrome and
sacroiliitis is described, and previously reported cases
involving sarcoid sacroiliitis are briefly reviewed.
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Sarcoidosis is a chronic, systemic disease of unknown
origin and is characterized by the formation of
noncaseating granulomas in the affected organs, mostly
in the lungs. The illness can be self-limited or chronic
with episodic recrudescences and remissions. Because
the lungs and thoracic lymph nodes are mostly involved,
most patients report acute or insidious respiratory
problems accompanied by variable symptoms affecting
the skin, eyes, or other organs."

Different forms of arthritis in sarcoidosis are
well known. Musculoskeletal involvement often
manifests as inflammatory arthralgia (up to 40%
of the cases).”! The joints most commonly affected
are the knees, ankles, elbows, and wrists. However,
radiologically identifiable abnormalities are rare. The
combination of erythema nodosum, periarticular ankle

Léfgren sendromu, eritema nodozum ve iki tarafl
hiler lenfadenopati, artrit veya artralji birlikteligi ile
karakterize akut tip sarkoidoz formudur. Sakroileit
sarkoidozda tanimlanmigtir, fakat oldukga nadir oldugu
disunulmektedir. Bu makalede, Léfgren sendromlu ve
sakroileitli 38 yasgindaki bir kadin hasta sunulmakta ve
daha &nce bildirilmis olan sarkoid sakroileitli olgular
kisaca gézden gegirilmektedir.

Anahtar sozcikler: Léfgren sendromu; sakroileit; sarkoidoz.

inflammation, and mediastinal lymphadenopathy is
designated as Lofgren’s syndrome, which usually has a
self-limiting course with spontaneous resolution.”

Sacroiliitis, a manifestation of sarcoid arthritis, has
been described occasionally.” In this article, a case of
Lofgren’s syndrome with sacroiliitis is presented.

CASE REPORT

A 38-year-old female was admitted to our clinic with
a complaint of right ankle pain along with swelling
and erythema nodules in her legs which had been
occurring for five days. Although rest increased the
pain, it also persisted while walking. Furthermore, she
had been suffering from inflammatory hip pain for
five years. In both her legs, there were subcutaneous,
nodular, erythematous eruptions and painful swellings
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which had begun three months prior to the current
complaint of ankle swelling. Erythema nodosum (EN)
was diagnosed, and another physician gave steroid
treatment to the patient. The nodules were reduced
with the treatment. In further questioning of the
patient regarding an unrelated issue, it was revealed
that she had had chills and shivering for the previous
five days as well as a cough and loss of appetite for the
last two months. There were no significant features in
her personal and family histories.

The systemic examination of the patient
was normal. In the muscle and skeleton system
examination, the hip motion was normal and pain
free, and the Flexion Abduction External Rotation
(FABER) test was positive in the right hip. The
patient had diffuse, round, subcutaneous, painful,
stiff, red nodules in her lower extremities which were
compatible with EN. The range of motion of the right
ankle was restricted and painful. There was swelling
and warmth on the right ankle and the dorsal side of
the foot.

The laboratory testing results were as follows:
rheumatoid factor (RF), 11 U/ml (0-20); erythrocyte
sedimentation rate (ESR), 67 mm/h (0-20); C-reactive
protein (CRP), 85.43 mg/dl (0-5); and the total
blood count, urea, creatinine, and electrolyte values
were normal. The hepatitis, antinuclear antibody
(ANA) along with the Salmonella and Brucella titers
were all negative. The purified protein derivative
(PPD) skin and pathergy tests were also negative.
No findings were detected on the throat culture
or in the direct fecal and parasite examinations.
HLA-B27 was negative. A chest X-ray showed the
hilar plenitude (figure 1). High resolution computed

Figure 1. The posterior-anterior chest X-ray demonstrated
the bilateral hilar lymphadenopathy.
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tomography (HRCT) revealed the bilateral hilar
lymphadenopathy (LAP) and multiple mediastinal
LAP along with several nodules adjacent to several
irregular nodules (the largest was 2.5x1.5 cm) in both
lungs, which was compatible with stage II sarcoidosis
(figure 2). Using a gallium-67 whole body screening
method, an activity enhancement in both the hilar
and mediastinal regions was consistent with lymph
node involvement. The diagnosis of sarcoidosis
was confirmed by a bronchoscopic biopsy. A pelvis
radiograph and sacroiliac magnetic resonance
imaging (MRI) were performed, and the results
were normal. The patient was diagnosed as having
Lofgren's syndrome, which is a clinical subtype of
acute sarcoidosis involving acute arthritis, LAP,
and EN. Steroid treatment was administered, and
recovery was observed on the arthritis of the right
ankle and EN after two weeks. On follow-up, the
clinical and laboratory findings (ESR, 35 mm/h; CRP,
7.89 mg/dl) had improved dramatically. During the
clinic management of the patient at three months, the
patient complained about hip pain, so a radiograph
of the sacroiliac joint was performed again. Sclerosis
was shown in the inferior regions of both sacroiliac
joints on the sacroiliac X-ray (figure 3), and right
sacroiliitis was found on the MRI of the sacroiliac
joints (figure 4). The complaints of the patient
were address by administering nonsteroidal anti-
inflammatory drugs (NSAIDs), and the patient
continued to be followed up.

Figure 2. High resolution computer tomography revealed the
bilateral hilar lymphadenopathy and multiple mediastinal
lymphadenopathy along with several nodules adjacent to
several irregular nodules in both lungs. This was compatible
with stage II sarcoidosis.



Léfgren’s Syndrome and Sacriliitis

Figure 3. Sacroiliac X-ray showed sclerosis in the inferior
regions of both sacroiliac joints.

DISCUSSION

Sarcoidosis is a chronic, systemic disease of unknown
origin and is characterized by the formation of
noncaseating granulomas in the affected organs, most
commonly the lungs.” Joint involvement in sarcoidosis
is usually manifested as acute symmetric polyarthritis
without joint destruction that affects the ankles,
knees, and wrists. This pattern is a component of
Lofgren's syndrome. Lofgren’s syndrome is regarded as
a self-limiting disease that is generally resolved within
three months. Joint destruction can occur in chronic
forms. Management usually relies on nonsteroidal
anti-inflammatory agents or low-dose prednisone,
and the course is usually benign. In the few refractory
cases, methotrexate, hydroxychloroquine, or even
cyclosporine can be used.” Herein, we have presented
a patient with sacroiliitis that began as Lofgren’s
syndrome. The patient also had arthritis involving the
right ankle, but the arthritis complaints were reduced
with steroid treatment.

In 1953, Lofgren and Lundback” characterized
212 adult patients on bilateral hilar LAP who were
practically regarded as having sarcoidosis based on no
active evidence of tuberculosis and on histopathologic
evidence of sarcoidosis obtained through contemporary
biopsy techniques in 47% of the cases. Lofgren!®
demonstrated that EN was present at the onset of
disease in 113 cases in which articular symptoms were
common (101 cases, 89%). There was either pain only
in the joints (20%), or the pain was accompanied by
swelling (69%).”*! The acute form of sarcoidosis with
EN, bilateral hilar LAP, and arthritis or arthralgia
is particularly frequent among young women from
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’
Figure 4. Magnetic resonance imaging of the sacroiliac joints
demonstrated the right sacroiliitis.

Nordic countries and Ireland; it is uncommon
among black people.*””) However, more patients
with this syndrome might go unnoticed among the
Japanese population. Interestingly, arthralgia is an
infrequent (only 1.6%) symptom of sarcoidosis among
Japanese patients, but it is common (25-50%) among
white people.'®! Okumug et al.'? investigated the
extrapulmonary involvement in Turkish patients with
sarcoidosis. One hundred and nineteen out of 293
patients (83 females, 36 males; mean age 45+12 years)
had extrapulmonary involvement in this study (40.6%).
Skin and peripheral lymph node involvement were the
most common sites of extrapulmonary involvement,
and ocular involvement was more common in those
under the age of 40 in patients with sarcoidosis in a
Turkish population. Extrapulmonary symptoms were
present in 181 (61.8%) patients, and skin lesions,
arthralgia, and back pain were the most common of
these (33.4%, 20.8% and 16.4%, respectively).

Arthritis of the sacroiliac joints (sacroiliitis) has been
described in patients with sarcoidosis; however, it is
thought to be rare.”’ In 1951, Verstraeten and Bekaert!®
reported the first case of a patient with both sacroiliitis
and sarcoidosis. In the case reported by Griep et al.,!
sacroiliitis was unilateral. Pulmonary tuberculosis had
been diagnosed before the occurrence of sacroiliitis
and was treated by antituberculous triple therapy in
these cases. A biopsy revealed noncaseating epithelioid
cell granulomas without microscopic or culture
evidence of a mycobacterial infection. The sacroiliitis
dramatically regressed with steroid therapy, although
antituberculous therapy was discontinued. Thus, the
diagnosis of sarcoid sacroiliitis was made. Kotter et
al." reported two cases with bilateral sacroiliitis in
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sarcoidosis, and tuberculosis was excluded by negative
tuberculin skin tests, bronchoalveolar lavage, and
transbronchial biopsy. We have reported a case
involving a 38-year-old woman with sarcoidosis and
sacroiliitis. Tuberculosis was eliminated by negative
tuberculin skin tests, bronchoalveolar lavage, and a
scalene lymph node biopsy.

HLA-B8 and HLA-DR3 have been associated with
the acute onset of sarcoidosis with arthritis.">!) On the
other hand, it is known that there is a clear association
between ankylosing spondylitis and HLA-B27.7 In
the study of Stucki et al.,"® describing a patient with
sarcoid sacroiliitis, HLA-B27 as well as HLA-B8 and
HLA-DR3 were interestingly found to be positive. In
contrast, HLA-B27 was negative in our patient.

The prevalence of spondyloarthropathy in
the normal population has been estimated to be
1.9%.7 In the sarcoid population studied by Erb et
al.,’! the prevalence of spondyloarthropathy was 6.6%
suggesting a possible association between these two
conditions.

There exists a relationship between granulomatous
diseases, especially sarcoidosis, and Whipple's disease
asaform of seronegative enteritis-associated arthritis."
Sacroiliitis has been described in Whipple's disease and
tuberculosis.!!

In conclusion, sacroiliitis should be suspected in
patients with sarcoidosis who have persistent hip pain,
and the necessary investigations should be performed
for sacroiliitis.
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