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« Glanzmann thrombasthenia (GT) is a rare and
complex bleeding disorder, of which diagnosis
and management is particularly challenging.

« Expert opinions and reqgistry data have
informed some existing quidelines and
recommendations, but there remains a lack of
consensus on optimal approaches in clinical
practice.

« This initiative, the first of the EAHAD GT Working
Group, aimed to explore current European
clinical practice via a physician survey.

« Additional information on the background and
formation of the EAHAD GT Working Group can
be found in Poster PO278.

RESULTS: SURVEY OUTCOMES

European haematologists were invited to an online .
57-question questionnaire, covering various aspects
of GT diagnosis and management.

Survey topics included: laboratory testing; platelet
and RBC administration; anti-HLA and anti-allb33
immunisation; use of rFVIIa; and other treatments.

Questions were either single or multiple-choice,
with text boxes for qualitative responses.

The survey was administered via SurveyMonkey

92 complete responses
from European countries of
interest were included

for analysis (Figure 1).

e Plus, Sudan (n=1) and
Turkey (n=1), both from
centres with >30 patients.

Figure 2 Responses by size of centre, arranged
by number of patients followed-up (n=92)
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Figure 1 Geographic distribution of responses
(n=92) from countries included in analysis
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Phenotypic characterisation

Figure 3 Proportions of respondents who screen
patients with GT for HLA antibodies (n=91)
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Almost all respondents
perform light transmission
aggregometry, flow cytometry
and genetic analysis to
diagnose patients with GT.

« About 90% of respondents
screened for anti-HLA
antibodies (Figure 3).

« Almost three quarters of respondents would use

HLA-identical apheresis platelet concentrates if available.

Dosing of rFVIIa

« 87% of respondents used the recommended dose of rFVIIa

(80-120 pg/kg body weight every 2-3 hours).

Haemostatic cover in minor surgical settings

 Around 80% of .
respondents would
administer 1 unit of
platelets for minor

surgery (Figure 4). days (Figure 5).

Figure 4 Units of platelets administered by

respondents in cases of minor surgery (n=81) minor surgery (N=89)
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Other treatment

When asked how many days of
rFVIIa they would propose in cases
of minor surgery, over 80% of
respondents reported fewer than 2

Figure 5 Days of rFVIIa administered in cases of
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Circumstances of HLA-matched platelet use

Figure 6 Proportions of respondents who use HLA-matched
platelets systematically versus in specific indications for
treatment of patients with GT (n=91)
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Haemostatic cover in major surgical settings

« Respondents used
different amounts of
haemostatic cover in
major surgical settings
(Figures 8, 9, 10).

«  Almost two thirds did
not use pharmacological
thromboprophylaxis in
surgical settings.

Figure 8 Units of platelets
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«  Only 32% of respondents used HLA-matched platelets systematically (Figure 6). The most common
indication in which other respondents might use HLA-matched platelets was in cases of historical
refractoriness without current immunisation (Figure 7).

Figure 7 Indication-specific use of HLA-matched platelets in treatment of
patients with GT (n=60)
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Figure 10 Days of rFVIIa
administered by respondents in
cases of major surgery (n=86)

Figure 9 Days of platelets
administered by respondents in
cases of major surgery (n=84)

35%
30%
25%
20%
15%
10%

5%

0%

33%
29%

35%
30%
25%
20%
15%
10%

5%

0%

30%
26%

21%

13% 14%

10% 10%

7%II
1* 2 3 4 5 5

Days of platelet transfusions

6%

1 2 3 4 5
Days of rFVIla

1% 0%

>5  N/A**

Consideration and screening of allbf33 antibodies

« Although over 80% of
respondents reported
that anti-allb33 antibodies
at least sometimes
represent a clinical concern,
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fewer than half regularly mYes
screen for anti-allb33 iomlet'mes
antibodies (Figures 11, 12). ) Nirey

« Three quarters of participants prescribed chronic oral iron

supplementation to their patients.

CONCLUSIONS

Figure 11 Proportions of respondents who
consider allbf3 antibodies a clinical concern
in management of GT (n=90)

Figure 12 Proportions of respondents who
screen for anti-allb33 antibodies in patients
with GT (n=92)
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« Variation in practice could reflect the lack of evidence-based recommendations in the management of GT. International consensus and guidance may facilitate
better care and improved outcomes for people living with GT and its manifestations.

« This survey represents a prioritisation of the most clinically relevant topics for practicing haematologists, as selected by the author group. Further investigation
could explore additional topics in disease management, such as pregnancy and/or additional therapies, and may be covered in subsequent surveys.
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