SUPPLEMENTAL DATA
Genomic analyses
A panel of 41 genes frequently mutated in myeloid malignancies was designed: ASXL1, ASXL2, ATM, BCOR, CALR, CBL, CEBPA, CSF3R ,DDX41, DNMT3A, EZH2, FLT3, GATA2, RAS, IDH1, IDH2, IKZF1, JAK2, KIT, KMT2A, KRAS, MPL, NF1, NPM1, NRAS, PHF6, PTPN11, RAD21, RUNX1, SETBP1, SF3B1, SH2B3, SMC1A, SMC3, SRSF2, STAG2, TET2, TP53, U2AF1, WT1 and ZRSR2. Libraries were obtained from 112.5 ng of DNA, using HaloPlex Target Enrichment System® (Agilent technologies), and sequenced on a MiSeq® sequencer (IlluminaINC). Read alignment, variant calling, and annotation were performed using Sophia DDM® software version 5.0.12 (Sophia genetics). The sensitivity was 1%. All variants were checked using IGV software v2.3.
Platelet aggregation and secretion

Before HSCT platelet function was tested by light transmission aggregometry (LTA) on citrated plasma rich plasma (PRP) according to standard protocols as previously described16. A standard panel of agonists was used, and results were expressed as a percentage of maximal intensity. Responses were reduced by varying degrees to all agonists with a reversibility with thrombin (TRAP 20 µM).  Platelet aggregation curves are presented in Fig 2. Platelet secretion was tested by cytometry using the PLT Gp/Receptors kit (Biocytex®, Marseille, France) at room temperature before and after stimulation with 50 µM TRAP. A defect of P selectin expression was evidenced by the low number of P selectin sites: 2010 (normal values: >5000) in the GPS patient after TRAP activation.

16. Favier M, Bordet JC, Favier R, Gkalea V, Pillois X, Rameau P, Debili N, Alessi MC, Nurden P, Raslova H, Nurden A. Mutations of the integrin αIIb/β3 intracytoplasmic salt bridge cause acrothrombocytopenia and enlarged platelet α-granules. Am J Hematol. 2018 Feb;93(2):195-204. 

Legend of Figure 2

Aggregation curves before and after transplantation (HSCT)

Light transmission aggregometry performed in citrated platelet-rich plasma (PRP) compares responses of platelets from the patient before HSCT and after HSCT. The following agonists were used: 5 µM adenosine diphosphate (ADP); 1 mM arachidonic acid (AA) (Sigma Aldrich); 20 µM thrombin receptor activating peptide (TRAP) (Polypeptide Group®, Strasbourg, France); 1 µg/mL collagen (COL) (Chronolog Corporation, Havertown, USA); 5 µM, epinephrine (Sigma. Aldrich), 1.5 mg/mL, and 0.6 mg/mL ristocetin (Helena Biosciences Europe, Elitech, Salon-en-Provence, France).

Before HSCT platelet aggregation was reduced and irreversible with AA, ADP, COL and more reduced and reversible with high doses of TRAP. After HSCT the platelet aggregation is near normal values and irreversible with TRAP.  It should be noticed that the platelet count was 92 x109/L before HSCT and 165 x109/L after HSCT.

Figure 2
Aggregation curves before and after transplantation (HSCT)
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