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A Case of Lymphangioleiomyomatosis Showing the
Development of Mycobacterium abscessus subsp. massiliense
Infection During Sirolimus Therapy
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Abstract:

Among nontuberculous mycobacterial pulmonary diseases (NTM-PDs), Mycobacterium abscessus species
pulmonary disease (MABS-PD) is one of the most severe and intractable infections. We herein report a 45-
year-old woman with advanced lymphangioleiomyomatosis (LAM) who developed MABS-PD while under-
going sirolimus therapy. MABS-PD was immediately controlled using antibiotic therapy, although the pa-
tient’s lung transplant registration was significantly delayed. To our knowledge, this is the first case report on
the development of NTM-PD in a patient with LAM before lung transplantation. This case suggests that the

early diagnosis and optimal treatment of NTM-PD are crucial in patients with advanced LAM.
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Introduction

Mycobacterium abscessus species (MABS) represent a
group of nontuberculous mycobacteria (NTM) that are
ubiquitous in soil and water (1). NTM-pulmonary disease
(NTM-PD) is prevalent among middle-aged and elderly
women (2). MABS-pulmonary disease (MABS-PD) is ex-
ceptionally antimicrobial-resistant compared to other NTM-
PDs, and the management of these infections remains chal-
lenging (3, 4). The prevalence of MABS-PD has dramati-
cally increased in recent years in Japan, partly due to aging
of the population, and countermeasures are urgently
needed (5, 6).

Lymphangioleiomyomatosis (LAM) is a slow-progressing
systemic disease that mainly affects women and is character-
ized by irreversible cystic lung destruction, abdominal tu-
mors, and chylous fluid accumulation. Infiltration of metas-
tatic neoplastic smooth muscle-like cells, known as LAM

cells, is involved in the pathogenesis of the disease (7).
LAM cells contain mutationally inactivated tuberous sclero-
sis complex tumor suppressor genes, which inappropriately
activate mechanistic target of rapamycin (mTOR) signaling
and induce uncontrolled LAM cell growth (8). Sirolimus ex-
erts an antitumor effect by inhibiting mTOR signaling and is
a first-line treatment for symptomatic patients with
LAM (9, 10). This drug also has immunosuppressive effects,
and upper respiratory tract infection has been reported as a
common side effect of sirolimus therapy for LAM (9, 10).
Lung transplantation should be considered for patients with
advanced LAM whose respiratory function has deteriorated
despite medical therapy. However, strong immunosuppres-
sive therapy is needed to prevent transplant rejection; there-
fore, infection represents a critical threat for lung transplant
recipients (11).

We herein report a case of LAM that developed into
MABS-PD during sirolimus therapy.
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