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Important points
® Lung transplantation has been established as the definitive treatment option for patients with advanced lymphangioleiomyomatosis (LAM)

Statistics

® Lung | is a sati y th ic option for advanced LAM, but the circumstances for pre-transplantation LAM patients are likely to alter with the use of sirolimus

ol i along axial lymphatics were d from imaging studies of fifty patients (51%): 14 (14%) had abdominal lymphadenopathies, two (2%) had pelvic lymphadenopathies, and 34 (35%) had both abdominal and pelvic
lymphadenopathies

* Among 25 LAM patients who had right heart catheterization at registration, the actual values of systolic pulmonary arterial pressure estimated by echocardiography were available in only 13 patients; results for the remaining patients were just
descriptions, .g., “no pulmonary hypertension.” When the estimated systolic pulmonary arterial pressure at echocardiography and mean pulmonary artery pressure at right heart catheterization in the patients were analyzed, we found a statistically
significant correlation between them (S1 Fig; r = 0.589, p = 0.034)

* We estil d that the of pul hypertension at registration for transplantation would be 16 (16%) of 98 LAM patients in our survey judging by echocardiography (SPAP | 40 mmHg-n (%)* Mean PCWP) based on the correlation
between the results of right heart catheterization (MPAP | 25 mmHg-n (%)* Mean PCWP) and of echocardiography (SPAP ! 40 mmHg-n (%)* Mean PCWP)
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