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Highlights

	•Sleep disordered breathing is diagnosed in up to 80% of MPS patients.

	•Adenotonsillar hypertrophy is almost universal in MPS children.

	•Adenotonsillectomy is the first line surgical treatment for OSA in MPS children.

	•Few data have demonstrated improvement of polysomnographic parameters after surgery.

	•Surgical outcome is related to progressive multilevel airway obstructions.




Abstract
Objective
To study the role of adenotonsillectomy (ADT) for obstructive sleep apnea (OSA) in children with mucopolysaccharidosis (MPS).

Methods
A systematic review were performed following the PRISMA guideline. PubMed and Embase were searched for studies regarding adenotonsillectomy for OSA in children with MPS. The MINOR Score were applied for quality assessment of the included studies.

Results
Nineteen studies were eligible for inclusion: fifteen were retrospective and four prospective.
A total of 1406 subjects were included. The samples size varied from 2 to 336, the male to female ratio is 1.2 and mean age varied from 2.4 to 11 years. Overall, 56.2 % (IC 95%: 53.6–58.8) of the included subjects underwent ADT. MPS I and II are the two most operated types. Three studies, including 50 children, reported improvement in polysomnographic parameters after surgery. Two authors described the duration of follow-up: 8.4 and 9.8 years, respectively.

Conclusions
More than half of children with MPS underwent ADT for the treatment of OSA, although few evidence demonstrated improvement in term of polysomnographic parameters. The two types of MPS most involved are type I and II. Considering the disease progression and anesthetic risks, multidisciplinary management may help identify the subgroup of children with MPS who benefit from ADT for the treatment of OSA.
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