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Evaluation of prevalence and predictor factors of respiratory impairment
In a cohort of Italian Myotonic Dystrophy type 1 (DM1) patients.
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Introduction

Respiratory failure due to restrictive syndrome either precipitated by pulmonary infections or following general anhestesia represents the main
cause of death in DM1. Studies about the prevalence of restrictive syndrome in DM1 and the predictive role of DM1-related features have been
performed on small cohorts, so there are no consensus guidelines on the management of respiratory problems for these patients. Aim of this
study was to assess prevalence and any predictor of restrictive syndrome in DM1 analyzing a large cohort of patients, in order to stratify
respiratory risk and eventually improve their follow-up.

FVC<80% vs FVC>80% Methods
UMtantn-Whitney Pea';““ We designed a retrospective cross-sectional study on 164 adult DM1 patients in follow-up in one of
-tes p X T

P 008 the par.tempa.tmg. centers.
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Results
48.78% DM1 patients showed a restrict
performed it adequately. All pulmonary

Fig.2 Forrest plot of the multivariate analysis

ive syndrome (FVC<80% of predicted): of those about 50% had indication to NIV, but only half of them
measures of respiratory muscle involvement, n(CTG), MIRS, OSAS, indication and use of NIV were

predictive of restrictive syndrome. In the multivariate model, only MIRS and dysphagia were indipendently associated with restrictive syndrome

(p=0.003 and p=0.015 respectively).

Conclusions

Our findings obtained on a large cohort of DM1 patients indicate, according to literature, that in DM1 MIRS severity and the n(CTG) are significantly

associated with restrictive syndrome. Mo
Higher MIRS score and dysphagia are t

reover, our data indicate that dysphagia and OSAS, but not BMI, are also significantly associated.
ne only independent predictors of restrictive syndrome. Therefore a strict respiratory follow-up should be

recommended in DM1 patients showing t

nese features.

Our study also confirms poor compliance to NIV being the major concern, likely responsible of the high frequency of respiratory-related mortality in

DM1.
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