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Suplemental Figure 4. Distribution of fibrillin-1 and fibulin-5 in WT, Ltbp3-/-, Ltbp4S-/-, and Ltbp3-/-;Ltbp4S-/lungs

at P7. Large amounts of fibrillin-1 were detected in the walls of pulmonary blood vessels and subjacent to the airway
epithelium in WT, Ltbp3-/-, Ltbp4S-/-, and Ltbp3-/-;Ltbp4S-/- lungs. Fibrillin-1 fibers were observed in the walls of
terminal air sacs/alveoli in WT, Ltbp3-/-, and Ltbp4S-/- animals, but were almost undetectable in the the air sac walls
in Ltbp3-/-;Ltbp4S-/- lungs.At P7 fibulin-5 is detected in the lamellae between SMCs in blood vessel walls, in the
fibers subjacent to the airway epithelium, at the tips of the growing septae, and in the walls of terminalair sacs .

In the lungs of Ltbp4S-/- and Ltbp3-/-;,Ltbp4S-/- mice the fragmented lamellae between the SMCs in blood vessels.
Bars: 50um.



