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Macroscopic inflammatory tracheal and
endobronchial nodules in Sjögren’s syndrome
Hiromichi Hara, Kazuyoshi Kuwano, Shunsuke Minagawa, Takanori Numata,
Jun Araya, Katsutoshi Nakayama

A 38-year-old woman with primary Sjögren’s syn-
drome (SS) presented with a 1 month history of
cough and chest pain. She had been treated with
prednisolone for organising pneumonia and had
been on prednisolone (5 mg/day). Flexible bron-
choscopy revealed macroscopic multiple nodules
mainly in trachea and in both main bronchus
(figure 1A). Three-dimensional CT (3D-CT) also
demonstrated multiple nodules in the same place
(figure 1B). Endobronchial biopsy showed poly-
clonal lymphocyte infiltration in the bronchial sub-
mucosa and epithelium in part (figure 1C, H & E:
upper, CD3: middle, CD20: lower). There were
few IgG4-positive plasma cells in the lesion.
Amyloid deposition was not detected by direct fast
scarlet staining. Abnormal proliferations of squa-
mous epithelium were not observed, and human
papilloma virus DNA was not detected in the bron-
chial lavage fluid. These findings indicated that the
inflammatory nodules were associated with SS.
Selective cyclo-oxygenase-2 inhibitor, celecoxib,
was only added to her medication, and her symp-
toms disappeared within several weeks. Without
addition of any other treatment, multiple nodules
dramatically regressed, which was demonstrated by
repeated bronchoscopic examination performed
5 months later (figure 1A).
SS is a common autoimmune disease, charac-

terised by lymphocytic infiltration of exocrine
glands. SS also affects a variety of extraglandular
organs. Infiltration of T and B cells into affected
tissues is a characteristic pathology of SS although

it is not disease specific. We concluded that the
inflammatory nodules in the trachea and bronchus
were due to SS by clearly excluding other diseases
that form endobronchial nodules including malig-
nant lymphoma, IgG4-related diseases, amyloidosis
and papilloma.
Airway is commonly affected in SS regardless of

the presence of clinical symptoms.1 2 Among
airway diseases in SS, peripheral airway diseases
including bronchiolitis and bronchiectasis are fre-
quently observed; however, central airway lesions
in SS, especially with macroscopic nodules, are
rare.3 Without bronchoscopy or 3D-CT, central
airway lesions in SS are usually overlooked and
hence central airway may be more frequently
involved in SS than previously reported. Specific
mechanisms of formation of macroscopic nodules
in central airway in SS remain to be understood.
Triggers of formation and resolution of the

inflammatory nodules were not determined in the
present case. Viral infection is considered as a
trigger of increased activity of SS and hence we
speculate that transient viral infection might con-
tribute to the formation of the nodules through
modulating SS activity. In autoimmune diseases,
disease activities fluctuate and diseased lesions
sometimes spontaneously regress. Even lymphoma
associated with SS (lymphocytes are more prolifera-
tive than the present case) resolve spontaneously in
some cases. Therefore, spontaneous resolution of
inflammatory nodules associated with SS is quite
possible.

Figure 1 (A) Bronchoscopic findings (trachea, right upper lobe, left main bronchus). (B) Three-dimensional CT
(3D-CT) of trachea. (C) Pathology of multiple nodules (endobronchial biopsy).
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In conclusion, we demonstrated macroscopic inflammatory
tracheal and endobronchial nodules in SS determined by bron-
choscopy and 3D-CT.
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