
A 

CD47 

b-actin 

TSP1 

b-actin 

C57BL Sickle 

4
 m

o
n

th
s 

o
ld

 
Figure 1 

CD47 

b-actin 

TSP1 

b-actin 

Sickle C57BL Hemi C
D

4
7

K
O

 

TS
P

1
K

O
 

9
-1

1
 m

o
n

th
s 

o
ld

 

B 

T
S

P
1

/ b
-a

c
ti

n

C 5 7 B L  S ic k le  

0 .0

0 .2

0 .4

0 .6

0 .8

1 .0

C
D

4
7

/ b
-a

c
ti

n

C 5 7 B L  S ic k le  

0 .0

0 .2

0 .4

0 .6

0 .8

1 .0

T
S

P
1

/ b
-a

c
ti

n

S ic k le  H e m i C 5 7 B L C D 4 7 K O T S P 1 K O

0 .0

0 .5

1 .0

1 .5

C
D

4
7

/ b
-a

c
ti

n

S ic k le  H e m i C 5 7 B L C D 4 7 K O T S P 1 K O

0 .0

1 .0

2 .0

3 .0

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



CD47 

-actin 

TSP1 

-actin 

C57BL Sickle CD
47

KO
 

TS
P1

KO
 

13
-1

4 
m

on
th

s o
ld

 

Sickle Hemi CD
47

KO
 

TS
P1

KO
 

Sickle Hemi CD
47

KO
 

TS
P1

KO
 

CD47 

-actin 

TSP1 

-actin 

Figure 2 

C57BL S ick le H e m i CD 47KO TS P 1KO
0 .0

1 .0

2 .0

3 .0

4 .0

5 .0

C
D
4
7
/

-a
ct
in

****
**

C 57BL S ICKL E HEM I CD 47KO TS P 1KO
0 .0

0 .5

1 .0

1 .5

2 .0

T
S
P
1
/

-a
ct
in

***
*

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



A Human SCD-PH Lungs 
Patient 1 Patient 2 Patient 3 Patient 4 Patient 5 Patient 6 

T S
 P 1

 

B 

TS
P1

 

Human Control Lungs 
Control 1 Control 2 Control 3 Control 4 Control 5 Control 6 

ROI 

ROI 

Figure 3 

C 

C o n tr o l S C D -P H
0

1 0 0

2 0 0

3 0 0

4 0 0

5 0 0

C
D

4
7

%
C

o
n

tr
o

l

**

C o n tr o l S C D -P H
0

1 0 0

2 0 0

3 0 0

4 0 0

5 0 0

T
S

P
1

%
C

o
n

tr
o

l

**

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



Figure 4 
R

V
 m

a
x

 p
 (

m
m

H
g

)

C 5 7 B L S ic k le  

0

2 0

4 0

6 0

* * * *

m
P

A
P

 (
m

m
H

g
)

C 5 7 B L S ic k le  

0

1 0

2 0

3 0

4 0

* * * *

P
V

R
 (

m
m

H
g

*
m

in
/m

L
)

C 5 7 B L S ic k le  

0

2

4

6

8

1 0

* * *

R
V

 E
a

 (
m

m
H

g
/ 

L
)

C 5 7 B L S ic k le  

0

2

4

6

8

1 0

* *

R V  p re s s u re s A fte rlo a dA B

R
V

 d
p

d
t(

m
a

x
)/

R
V

P
(m

a
x

)

 (
1

/s
)

C 5 7 B L S ic k le  

0

5 0

1 0 0

1 5 0

2 0 0

* * * *

R V  s y s to lic  fu n c tio nC

R
V

 d
P

/d
t m

in
 (

m
m

H
g

/s
)

C 5 7 B L S ic k le  

-3 0 0 0

-2 0 0 0

-1 0 0 0

0

R V  d ia s to lic  fu n c tio nD

-1 0 -9 -8 -7 -6 -5 -4

0

5 0

1 0 0

L O G [A c h ]

%
 o

f 
R

e
la

x
a

ti
o

n

* *

*

B E R K

C 5 7 B L

G

-1 0 -9 -8 -7 -6 -5 -4

0

2 0

4 0

6 0

8 0

1 0 0

L O G [P E ]

%
 o

f 
K

C
l 

C
o

n
tr

a
c

ti
o

n

H

E

S ic k le

C 5 7 B L

S ic k le C 5 7 B L C D 4 7 K O

0

2 0 0

4 0 0

6 0 0

P
la

s
m

a
 T

S
P

1
 (

p
g

/m
L

) ** *

* *

*

F

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



Figure 5 

D a y s a fte r tra n s p la n ta t io n

P
e

rc
e

n
t

s
u

rv
iv

a
l

0 5 0 1 0 0 1 5 0 2 0 0 2 5 0
0

2 0

4 0

6 0

8 0

1 0 0 S ic k le - to -C D 4 7 K O

S ic k le - to -C 5 7 B L

B

E n g ra ftm e n t (H b S % )

S
p

le
e

n
s

iz
e

(m
g

)

0 5 0 1 0 0 1 5 0
0

2 0 0

4 0 0

6 0 0

8 0 0

1 0 0 0
R 2= 0 .3 4 , P < 0 .0 0 1

D

C

A 

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



Figure 6 
R

V
 m

a
x

 p
 (

m
m

H
g

)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

2 0

4 0

6 0

*

m
P

A
P

 (
m

m
H

g
)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

1 0

2 0

3 0

4 0

*

R V  p re s s u re sA

R
V

 d
P

/d
t m

in
 (

m
m

H
g

/s
)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

-3 0 0 0

-2 0 0 0

-1 0 0 0

0

R V  d ia s to lic  fu n c tio nD

S ic k le -to -C 5 7 B L

S ic k le -to -C D 4 7 K O

L O G [A c h ]

%
 o

f 
R

e
la

x
a

ti
o

n

-1 0 -9 -8 -7 -6 -5 -4

0

5 0

1 0 0

*

S ic k le -to -C D 4 7 K O

S ic k le -to -C 5 7 B L

G

-1 0 -9 -8 -7 -6 -5 -4

0

5 0

1 0 0

L O G [P E ]

%
 o

f 
K

C
l 

C
o

n
tr

a
c

ti
o

n

H

E

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

2 0

4 0

6 0

8 0

1 0 0

P
la

s
m

a
 T

S
P

1
 (

p
g

/m
L

)

*

F

R
V

 E
a

 (
m

m
H

g
/ 

L
)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

2

4

6

8

1 0

A fte rlo a dB

P
V

R
 (

m
m

H
g

*
m

in
/m

L
)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

2

4

6

8

1 0

*

R V  s y s to lic  fu n c tio nC

R
V

 d
p

d
t(

m
a

x
)/

R
V

P
(m

a
x

)

 (
1

/s
)

S ic k le -to -C D 4 7 K O S ic k le -to -C 5 7 B L

0

5 0

1 0 0

1 5 0

2 0 0

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



Figure 7 

C 

V e h ic le 0 .2 n M T S P 1 2 .2 n M T S P 1 1 0 n M T S P 1 2 .2 n M T S P 1
+ 2 g /m l C D4 7 A b

0

1

2

3

H
y
d
ro

g
e
n

P
e
ro

x
id

e
P
ro

d
u
c
ti
o
n

F
o
ld

C
h
a
n
g
e

(m
R
F
U
/m

in
)

*

**

****

B 

v e h ic le 0 .2 n M T S P 1 2 .2 n M T S P 1 1 0 n M T S P 1
0

5

1 0

1 5

H
y
d
ro

g
e
n

p
e
ro

x
id
e

(m
m
o
l/
m
in
/m

g
p
ro

te
in
)

**

**

A 

v e h ic le 0 .2 n M T S P 1 2 .2 n M T S P 1 1 0 n M T S P 1
0

2

4

6

S
O
D
-i
n
h
ib
it
a
b
le

S
u
p
e
ro

x
id
e

(n
m
o
l/
m

in
/m

g
p
ro

te
in
) **

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.



Figure 8 

4
H

N
E

 i
n

te
n

s
it

y
 p

e
r
 c

e
ll

B E R K -to -C D 4 7 K O B E R K -to -C 5 7 B L

0

2 0

4 0

6 0

*

A 3-NT 4HNE 

S
ic

k
le

-t
o

-C
5

7
B

L
 

S
ic

k
le

-t
o

-C
D

4
7
K

O
 

V
a

s
c

u
la

r
 c

o
n

g
e

s
ti

o
n

 s
c

o
r
e

B E R K -to -C D 4 7 K O B E R K -to -C 5 7 B L

0

1

2

3

4

5

* * * *

B Vascular Congestion 

S
ic

k
le

-t
o

-C
5

7
B

L
 

S
ic

k
le

-t
o

-C
D

4
7
K

O
 

B E R K -to -C D 4 7 K O  B E R K -to -C 5 7 B L

0

1 0

2 0

3 0

4 0

3
N

T
 i

n
te

n
s

it
y

 p
e

r
 c

e
ll * * * *

Downloaded from www.physiology.org/journal/ajplung at St Georges Univ of London (194.082.050.002) on April 3, 2019.


	Article File
	Figure 1
	Figure 2
	Figure 3
	Figure 4
	Figure 5
	Figure 6
	Figure 7
	Figure 8

