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Results from a MNaticnal Registry
Marc Humbert, Olivier Sithon, Ar Chaouat, Michile Berbocchi, Gilbert Habib, Yirginie Grewin, Arredine Yaici,

Emrnarue! YWeitrenbdum, [ram-Franpeis Cordier, Frangois Chainot, aire Cwormer, Christopdwe Plsoan,
Martine Reynaud-Caubert, Alain Haloun, Marcel Larerst, Eric Hadhulla, and Gérmld Smo-nreau

, 67 & $



















A 2%L99
1
! 8% 11

A9L99




5 1 %J6

511 $6 +J 2& 9 J

15LY LE% &> "N&9 O2D 2" *

(%+ 9D%

O)**(







O)=+*¢  -(.))f







ik
0J(E )P

"*2 0%\%> 7 20%"P
2%C 0°NO+ 7 ON%™P
"N+ 0°N22 7 207 9P

"*2 0%\%> 7 20%"P

"2¢ 0"N"% 7 "N( (P
2198 0"1&+ 7 %™ =P




Q2" E5 1







2?3 ? >) @) 'UU










%" " 96
%" " D6
%" "+Sn"J

%" "+ S %" "&b
%""+S%""&

2%" " +6
5%" " J6

R%""+S %" J
R%"°J




5%

582" " " 1§

T)  20(0%N(6

8J " E6




Table 3—Comparison of Patients Who Responded and
Did Not Respond to First-Line Immunosuppressive
Therapy*

[mproved Not Improved

Characteristics in==8”) P Value in = 20)

[
I+

2+ 12 43 + 18

a
o

Age, yr

Male/female gender, No. 1/7 4/16
SLE 5(62) 5 (4]
MCTD 3 (38) 5125)
CREST 00) 5125)
Other 0{0) 2 (10] 40 1 ! p=0.79 I
NYHA hinctional class p=0.10 1
! i.+ I:'+. ) . {'_'. o "3 i.,} Iﬁﬁ 'i. 30 1 ‘______—-i——-b Patients without PAH n = 12
[ 3 (38) =< 0.05 5(25)
[T 5 (62) <005 10 (50) '
v 0(0) 5 (25) 20 -
6-min walk distance, m 294 + 1181 240 + 1074 ’ i i ¥
Mean right atrial pressure, 5+ 3 T+5 A B c
mm Hg Figure 3. Effect of intravenous pulse cyclophosphamide (CYC) treat-
mPAP, mm Hg 49 £ 16 ol + 12 ment on pulmonary artery systolic pressure (PASP) in 20 patients with
Cardiac index. L/min/m? 3.1+x05 <005 2607 ILD. A = before CYC treatment: B = at the end of CYC treatment:
PVR index, Wood U/m* 15.6 + 4 <005 214x8§ C = =6 months after completion of CYC treatment. Values are the
Svo,, % 65 £ 9 65 £ 8 mean + SD. See Figure 1 for other definitions.
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