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Summary

Idiopathic Granulomatous Mastitis (IGM) is a chronic inflammatory disease of the breast. Recent studies
have shown an increase in its prevalence. The etiopathogenesis is still unknown; however, inflammation
as the result of a reaction to trauma, metabolic or hormonal processes, autoimmunity, and an infection
with Corynebacterium kroppenstedtii have all been implicated. The most common signs of the disease
are palpable mass, pain, inflammation and erythema, abscess formation, single or multiple fistulas, nipple
retraction, breast deformity and axillary adenopathy, Ultrasound, mammography, and magnetic resonance
imaging are not specific; however, ultrasound and mammography should be done to exclude other
pathologies. The definite diagnosis is only through histological evaluation. there is no consensus regarding
the best therapy for patients affected by IGM. Numerous therapeutic options are available, including
observation, antibiotics, surgery, or drug therapy (steroids and immunosuppressants).
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Introduction

Idiopathic Granulomatous Mastitis (IGM) is a chronic benign disease of the breast with
unknown etiology, which is mostly seen in young women with a history of pregnancy shortly
after their last pregnancy. Even though most studies have reported IGM to be a rare disease,
recently many studies have been published, which show an increase in their prevalence
[1]. It is of unknown aetiology and primarily affects young women. Potential precipitating
factors include pregnancy, lactation, oral contraceptive use, and hyper prolactinaemia. There
is no well-established aetiology. It is characterized histologically by chronic granulomatous
inflammation in the breast lobules without caseous necrosis. It should be differentiated from
other causes of granulomatous breast disease such as plasma cell mastitis, granulomatosis
with polyangiitis, sarcoidosis, foreign body reaction, tuberculosis, and fungal infections [2].
The most common signs of the disease are palpable mass, pain, inflammation and erythema,
abscess formation, single or multiple fistulas, nipple retraction and breast deformity and
sometimes axillary adenopathy (Figure 1). Regarding the imaging methods, in most cases it is
classified as a differential diagnosis for breast cancer and the definite diagnosis is only through
histological evaluation [3]. Although some studies recommend surgical excision or incision
and drainage, others recommend medical treatments such as antibiotics, corticosteroids,
immunosuppressives, anti-inflammatory medications and sometimes only observation of the
patient without any treatment. Nevertheless, the most appropriate treatment protocol is yet
to be identified [4]. We report a rare case of idiopathic granulomatous mastitis associated with
Behcet’s disease, occurring in 65-year-old women.
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Figure 1: A 65-year-old women breast with a mass in the upper quadrants of the left breast in combination with
ulcers and or multiple fistulas.

Case Report

65-year-old patient, G2P2, followed Behcet's disease for 15
years, with a history of painful lump, ulcers and or multiple fistulas
in the left breast. There was no nipple discharge, she had not taken
the contraceptive pill, or any other medication. On examination,
the left breast contained a hard mass 40x30mm. There was no
lymphadenopathy. Breast MRI demonstrates a mass centered
by dilated ducts in the upper quadrant classified as BIRADS 5
(Figure 2). An ultrasound-guided breast biopsy was performed.
The Histology showed formations with a localized infiltration of

multi-nucleated giant cells, plasma cells, epithelioid histiocytes
and lymphocytes with foci of micro abscess formation and non-
necrotizing granuloma. No organisms were seen on Gram, periodic
acid-Schiff or Grocott stained sections. She had anormal hemoglobin
and white cell count, a raised erythrocyte sedimentation rate
(150mm/h). The biochemical profile was normal. Routine cultures
were negative. The breast tissue for mycobacterium were negative.
Tuberculin skin testing was negative. Our patient was treated
medically with Corticosteroids (prednisone) and methotrexate.
Thereafter, the lump gradually decreased to complete at 7 months.

Figure 2: Mammography of the left and right breasts demonstrates irregular mass in left breast.
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Discussion

GM is a rare benign inflammatory breast disease which was
first described in five case reports, by Kessler and Wolloch in 1972
[5]. IGM generally affects young women between 17 and 42 years
of age [6]. However, IGM may be observed in advanced ages such as
65 or 83 years as well [7]. The pathophysiology of IGM is not clearly
understood. However, the onset of some chemical reactions with
oral contraceptive intake, infectious processes and autoimmunity
are considered to be involved [8]. Although the possible etiological
factors of IGM have not been certainly defined, some factors are
believed to be effective, which include autoimmune diseases,
undetected microorganisms, hyper prolactinaemia, diabetes and
oral contraceptive use [9]. However, the exact factors have not
been established yet. Symptoms in patients with IGM can include
a palpable lump, localized or regional erythema, focal tenderness
and peaud’orange [10,11]. Nipple involvement is infrequent, but
can include discharge [12,2], scaling and retraction, with or without
pain. Unilateral symptoms are most often reported; involvement of

both breasts is less common [13,14]. The majority of patients are
female, although cases have also been identified in males [10,15,16].

Histology is characterized by a non-caseating granulomatous
inflammatory response of the breast lobules in the absence of
specific underlying causes. Pathological evaluations demonstrate
granulomas, multinucleated giant cells, lymphocytes, plasma
cells and micro-abscesses [17]. Imaging demonstrates a varied
appearance based on the timing of radiographic evaluation, extent
of inflammation and possibility of prior intervention [12,18].
IGM is frequently aggressive and typically demonstrates features
of infectious mastitis or inflammatory breast carcinoma (Figure
3). Diagnosis of IGM can be difficult and is frequently delayed.
Malignancy and all other possible causes of mastitis must be
excluded before a diagnosis of IGM can be considered [18]. there
is no consensus regarding the best therapy. Numerous therapeutic
options are available, including observation, antibiotics, surgery, or
drug therapy (steroids and immunosuppressants). Nevertheless,
the most appropriate treatment protocol is yet to be identified [4].

F o

Figure 3: Breast magnetic resonance image: demonstrates an irregular mass cantered by dilated ducts in the upper
outer quadrant classified as BIRADS 5.

Conclusion

IGM is a rapidly progressive rare inflammatory condition of the
breast resulting in non-necrotizing granuloma formation. Clinical
diagnosis is often one of exclusion, is delayed in the majority of
cases, but should be facilitated by imaging. Contemporary breast
imaging techniques are essential in documenting disease extent,
providing guidance during percutaneous core needle biopsy and
in helping to exclude malignancy. MR imaging can be useful in
monitoring IGM behavior and clinical improvement, particularly in
patients managed conservatively.
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