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Introduction . Case presentation .

« The INSPIRE study (NCT03399604) evaluated the long-term safety and « This is a 42-year-old female with idiopathic PAH, oxygen-dependent, NYHA FC II, who was enrolled in

tolerability of LIQ861 (dry powder treprostinil) in pulmonary arterial the INSPIRE study and transitioned from nebulized TYVASO® (12 breaths QID) to LIQ861 (79.5 ug QID),
hypertension (PAH) in combination with sildenafil and macitentan

« The mean Cmax values for the 60- and 90-ug doses of inhaled - LIQ861 was up-titrated to 132.5 pg QID (215 breaths of TYVASO® QID). By Day 1684, the patient
treprostinil (1.59 and 1.74 ng/mL, respectively) were consistent with improved 6MWD by 41 m and was NYHA FC |
those for i.v. treprostinil at doses of 15 ng/kg/min given for 150 min in « The patient subsequently lost insurance coverage for macitentan and was hospitalized on Day 1852 for
healthy volunteers (1.47 and 1.57 ng/mL, respectively) right heart failure. She was transitioned in-hospital from LIQ861 to i.v. treprostinil 10 ng/kg/min

« This is the first case report describing transitioning a patient with PAH « The patient was successfully transitioned back to 185.5 ug QID of LIQ861 (221 breaths of TYVASO® QID)
from LIQ861 - i.v. treprostinil > LIQ861 over several days in the hospital, in combination with sildenafil;, ambrisentan was added a few weeks later

« LIQ861 was subsequently titrated to 212 ug QID (=24 breaths of TYVASO® QID) to match risk

Case timeline stratification goals

Hospitalized for RHF and
NYHA FC 1V, transitioned

6MWD LIQ861 V. Sildenafil Macitentan Ambrisentan

(meters)  (ug QID) {;Z';’;;/srﬂ:‘r:; (40 mg TID) (10 mg QD) (10 mg QD)

Day NYHA FC

from LIQ861 to i.v. 0 I 386 79.5 v v
treprostinil 15 ng/kg/min. Weaned from 10 ng/kg/min NYHA FC Il, BMWD 320 m in
Headaches/nausea, dose i.v. treprostinil to LIQ861 combination with LIQ861 212 1684 | 427 132.5 7 7
NYHAFC | and 6MWD decreased to 10 ng/kg/min. 132.5 pg QID and g QID, ambrisentan 10 mg 1821 132 5 v
427 m, on LIQ861 at Referred for lung eventually to 185.5 pg QID and sildenafil
132.5 ug QID transplant over several days - 40 mg TID 1852 vV 15 v
1864 10 v
1887 1 320 10 v
1898 10 v v
1920 10 v v
1979 132.5 10 v v
Lost coverage of NYHA FC Ill and 6MWD 294 m and 1985 185.5 v v
macitentan 6MWD 320 m LIQ861 increased to
212 g QID 2070 380 212 v v
2105 294 212 v 4
Abbreviations: 6MWD, 6-minute walk distance; i.v., intravenous; NYHA FC, New York Heart Association Functional Class; QID, 4 times a day; RHF, right hear failure; 2174 [l 320 212 v v

TID, 3 times a day.
Abbreviations: 6MWD, 6-minute walk distance; i.v., intravenous; NYHA FC, New York Heart Association Functional Class; QD, daily; QID, 4 times a day;

TID, 3 times a day.
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