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Breast involvement in granulomatosis with polyangiitis
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Granulomatosis with polyangiitis (GPA) or Wegener’s granu-
lomatosis is a multisystem disorder characterized by necrotizing
granulomatous inflammation and vasculitis of small vessels, which
can affect any organ system. The most common sites of involve-
ment are the upper and lower respiratory tracts and kidneys. Breast
involvement is very rare [1–3]. We recently diagnosed a 25-year-
old man with GPA on the basis of a 2-week history of fatigue, fever,
weight loss, a persistent palatal ulcer, sinonasal involvement con-
firmed by computed tomography, oligoarthritis affecting wrists
and knees, bilateral pleural effusion, renal involvement (asymp-
tomatic hematuria, granular casts, subnephrotic proteinuria, and
hypertension, with normal serum creatinine), and vasculitic skin
lesions involving the lower extremities, accompanied by focal
necrosis and ulcerations. The biopsy of the edge of one of the cuta-
neous ulcers confirmed the presence of necrotizing vasculitis, and
the proteinase 3 (PR3-ANCA) antibodies were positive at a titer of
907 (positive > 7).

On physical examination, this patient presented palpable pain-
less masses in the right breast. Mammography showed several
solid nodules, with ill-defined margins, with the largest located
in the right superior external quadrant (Fig. 1A and B). Ultra-
sonography confirmed the presence of various hyperechoic solid
lesions, some of them with anechoic areas of necrosis (BI-RADS cat-
egory 3; Fig. 1C). An ultrasound-guided needle core biopsy of the
largest nodule was performed, and histopathological examination
revealed neutrophilic vasculitis with fibrinoid necrosis, without
atypical cells, consistent with breast involvement of GPA (Fig. 1D).
The patient was treated with prednisone (1 mg/kg/day) and ritux-
imab (1,000 mg on days 1 and 15), with complete disappearance of
the breast nodules in the next 2 weeks.

Breast involvement by GPA is very infrequent, with few cases
described in the literature. Most cases present in women between
the third and seventh decades, are unilateral, and are usually
accompanied by the other characteristic systemic manifestations of
the disease [1]. However, some cases have been published in which

uni- or bilateral breast involvement was the presenting symptom
of GPA, with the other suggestive manifestations of the disease not
appearing for several months or years [1–3]. Some of these cases
mimicked a breast carcinoma [1,3,4] or they presented as recurrent
breast abscesses [1,5] or extensive ulcero-necrotizing lesions [6,7].
It is important to highlight that in many of these cases, ANCA were
negative at the initial stages of the disease (it may take up to 5–7
years to become positive) [1–7].

In conclusion, although rare, our case and other published
reports provide evidence that GPA can also affect the breast and this
may be its presenting manifestation. This possibility must be taken
into account in the differential diagnosis of granulomatous masti-
tis, necrosis of the breast, as well as of breast tumors [1–3]. It should
be noted that, rarely, it can precede the classic manifestations of the
disease by several months or years.

Data Availability

The authors confirm that all data underlying the findings are
fully available without restriction. All relevant data are within the
paper.

Ethics approval

In accordance with the guidelines of our institutional ethics
committee (Clinical Research Ethics Committee of Bellvitge Uni-
versity Hospital-IDIBELL), formal approval for this study was not
required. The local ethics committee agreed that the findings in this
report were based on normal clinical practice and were therefore
suitable for dissemination. This study was conducted in accordance
with the principles of the Declaration of Helsinki and the Interna-
tional Conference for Harmonization.

Funding

None. This study is not a part of corporate sponsored research.

Contribution of authors

All authors had access to the data and played a role in writing
this manuscript.

Disclosure of interest

The authors declare that they have no competing interest.

https://doi.org/10.1016/j.jbspin.2018.05.004
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Fig. 1. Right mediolateral oblique (MLO) and craniocaudal (CC) mammograms (Fig. 1A and 1B, respectively) demonstrate several solid nodules with ill-defined margins, with
the largest located in the right superior external quadrant. US image of the largest nodule (Fig. 1C) shows a hyperechoic solid lesion of 1.02 × 0.7 cm. The results of its biopsy
showed changes of panniculitis, an inflammatory infiltrate composed mainly of polymorphonuclear cells, and foci of neutrophilic vasculitis with fibrinoid necrosis (Fig. 1D).
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