
A 58-year-old man, architect, mild current
smoker (7 p/y), was referred to the Interventional
Pulmonology Clinic for a lung opacity of the right
lower lobe found on a chest radiograph. He had ex-
perienced gradually progressive exertional dyspnoea
for >3 months. He denied fevers, cough, weight loss,
chest pain, or haemoptysis.

His history was significant for recurrent
episodes of post-prandial abdominal pain in 2002
and 2003, when an endoscopic retrograde cholan-
giopancreatography revealed a multifocal stenosis of
the main pancreatic duct, treated by a stent position-
ing, with complete recovery of the abdominal symp-
toms.

At the admission in the clinic, a physical exam-
ination revealed a heart rateof 70 beats/min, a blood
pressure of 145/80 mmHg, and a room air oxygen
saturation of 98%. There was no cervical nor axillary
lymphadenopathy. Chest auscultation revealed lower
right inspiratory crackles. The findings of a cardiac
and abdominal examination were unremarkable.
Laboratory findings showed an increase of erythro-
cyte sedimentation rate (40 mm/h), C-reactive pro-
tein level (2.03 mg/dl), γ-proteins (20.5%), thy-

roglobulin antibodies (19 UI/ml) and circulating im-
mune complexes (20.40 mcg/dl). Blood gas analysis
and pulmonary function test were normal.

The CT scan of the chest showed the presence
of a mass in the posterior segment of the right low-
er lobe, with airy bronchogram (Fig. 1), and enlarged
mediastinal lymph nodes. The abdominal CT scan
revealed the presence of a retroperitoneal, left peri-
renal mass turning round iliac vessels, with a major
axis of 4 cm. Combined PET–CT scan revealed  the
presence of areas of increased (18)F-FDG uptake in
the mediastinal, right pulmonary hilar lymph nodes
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Fig. 1. Chest CT scan showing a lung mass in the posterior seg-
ment of the right lower lobe, with airy bronchogram.
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(mean SUV 2.83 and 3, respectively), lower right
pulmonary lobe (mean SUV 3.35) (Fig. 2), and
around the left iliac vessels (mean SUV 7.75).

Patient underwent bronchoscopy with trans-
bronchial lung biopsies of the right lung mass. His-
tology showed the presence of young, myxoid gran-
ulation tissue in the alveolar spaces, with embedded
spindle cells. The myxoid stroma and cellular fi-
brous tissue appeared infiltrated by lymphocytes,

plasma cells, foamy macrophages, and scattered
Touton-like multinucleated giant cells (Figs. 3 and
4). At immunocytochemistry, spindle cells resulted
positive for vimentin and actin (myofibroblast phe-
notype).

What is the diagnosis?
Histological diagnosis was Inflammatory pseudo-

tumor – Organizing pneumonia subtype.
The final clinical diagnosis was Multifocal fi-

brosclerosis with lung, mediastinal, and retroperi-
toneal involvement.

Discussion

Multifocal fibrosclerosis, also known as “Im-
munoglobulin G4-related disease”, is a rare syn-
drome of unknown cause, characterized by a fibro-
proliferative disorder involving multiple organ sys-
tems. More common presentations include mediasti-
nal fibrosis, retroperitoneal fibrosis, orbital pseudo-
tumor, Riedel thyroiditis, and sclerosing cholangitis,
but almost every organ can be involved. Lung in-
volvement is not a common presentation of multifo-
cal fibrosclerosis, only few case reports have been
previously described.

Clinical and radiologic manifestations depend
on the site of the fibroproliferative involvement,
sometimes presenting as infiltrative mass lesions
mimicking malignancies.

Fig. 2. Combined PET–CT scan showing the presence of areas
of increased (18)F-FDG uptake in the the lower right pulmonary
lobe (mean SUV 3.35) (arrow), and in mediastinal and right pul-
monary hilar lymph nodes (mean SUV 2.83 and 3, respectively).

Fig. 3. Transbronchial histological findings of the right lung
mass showing young granulation tissue in the alveolar spaces
(thick arrows), interstitial inflammation consisting mainly of lym-
phocytes, and scattered Touton-like multinucleated giant cells
(thin arrows) (Hematoxylin-Eosin, magnification X 4).

Fig. 4. Transbronchial histological findings with scattered Tou-
ton-like multinucleated giant cells (arrow), at higher power
(Hematoxylin-Eosin, magnification X 20).
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In this case, the patient was referring dyspnoea
and showed at the CT scan of the chest a pulmonary
mass with airy bronchogram, and enlarged mediasti-
nal lymph nodes, mimicking an infectious pneumo-
nia, or a unilateral cryptogenic organizing pneumo-
nia (COP), or a lung malignancy. The histology at
transbronchial biopsies excluded malignancies or a
pattern consistent with pneumonia, and could be
consistent with COP. The findings of Touton-like
multinucleated giant cells and spindle cells positive
for vimentin and actin were strongly suggesting for
an Inflammatory pseudotumor. Since imaging was
revealing a multifocal involvement (pulmonary and
retroperitoneal), we definitely excluded COP and we
assumed that the retroperitoneal lesion was consis-
tent with the lung disease, and with the more com-
mon and frequent presentation of the retroperitoneal
fibrosis. Thus, it was hypothesized that the multifo-
cal stenosis of the main pancreatic duct experienced
previously by the patient was already a manifestation
of the multifocal fibrosclerosis.

Treatment options are not definitely indicated,
due to the rarity of the disease. Medical options may
include corticosteroid and other immunosuppressive
treatments, e.g. azathioprine, cyclophosphamide, cy-
closporine. Sometimes, surgical treatment is needed
in the presence of obstructive and compressive ef-
fects of the fibrous masses.

The clinical course of multifocal fibrosclerosis is
not well defined, and is quite variable. In this pa-
tient, treatment with tapering prednisone (0.75
mg/kg/die) resulted after six months in a CT scan
significant reduction of the pulmonary and retro-

peritoneal masses, showing a slow and not complete
response to corticosteroid treatment, as frequently
observed in the multifocal fibrosclerosis.
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