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How is pulmonary function assessed in juvenile systemic scleroderma patient? Do we
have a good clinical standard? Results from the juvenile scleroderma inception cohort-
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Bernd Hinrichs®; Ivan Foeldvari? Ekaterina Alexeeva?®; Jordi Anton3; Simone Appenzeller?; Lil-
lemor Berntson?®; Jlirgen Brunner?; Patricia Costa Reis® Brian Feldman3; Gerd Horneff>, Mahesh
Janarthanan?® Tilmann Kallinich® Ozgur Kasapcopur?® Raju Khubchandani® Mikhail Kostik3;
Thomas Lehman? Edoardo Marrani3; Susan Nielsen?®; Farzana Nuruzzaman?® Anjali Patward-
han?® Maria Jose Santos?® Dieneke Schonenberg-Meinema?; Vanessa Smith? Valda Stanevi-
cha?® Flavio Sztajnbok? Maria Teresa Terreri® Kathryn Torok? Yosef Uziel®; Nicola Helmus?

'Asklepios Klinik Nord — Heidberg, Children>s pulmonology, Hamburg, Germany; 2Hamburger
Zentrum flr Kinder- und Jugendrheumatologie, Kinder- und Jugendrheumatologie, Hamburg,
Germany; 3SSc collaborative group, jSSc collaborative group, Hamburg, Germany

Juvenile systemic scleroderma(jSSc) is a rare, but potentially life-threatening disease. Around
45% of the patients develop interstitial lung disease and this can lead to relevant mortality. Pulmo-
nary function tests (PFT). Including forced vital capacity (FVC) and lung carbon monoxide diffu-
sion (DLCO), are key for the screening of interstitial lung disease. PFT require an optimal patient
cooperation and coordination. For example, the patient has to hold the breath for 10 seconds.
Additionally, the graph of the breath holding maneuver has to be carefully observed, if there is a
premature expiration, numbers have to be judged with suspicion. We were interested how in the
real world these problems are addressed in children.

Objective

to assess how PFT is assessed in the participating pediatric rheumatologic centers in the juvenile
scleroderma inception cohort

Methods

We conducted a survey among the pediatric rheumatologists and associated pediatric pulmonol-
ogists, who are participating in the prospective juvenile scleroderma inception cohort (jSScC). We
asked them some simple questions about the standard of care regarding assessment of the PFT.

Results

65% (26/40) of the surveyed participants of jSScC responded. From the participating centers
96%(25/26) assess the pulmonary function test in a specific pediatric setting. 65% (17/26) reg-
ularly assess DLCO. In 77% (20/26) of the centers the respiratory technician that conducts the
PFT judges the level of cooperation of the child and the pediatric pulmonologist, who evaluates
the results, also makes a judgement on the reliability of the test. We asked a specific question
regarding the duration of the breath holding time setting in the lung function system. 32% (8/25)
set the breath holding time under 7 seconds and 8% (2/26) at 7 seconds and 20% (5/25) between
7 and 10 seconds and 28% (7/25) exactly 10 seconds.

Discussion:

We could demonstrate that in 96% of the responding centers PFT are carried out in specialized
pediatric pulmonology departments, which are aware of the methodological problems and change
their breath holding time to an appropriate time to gain as many reliable tests as possible. There is
still a wide range of the applied breath holding time and even in centers carrying for jSSc patients,
23% do not assess DLCO.



