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to determine whether Ph- MPN patients are predisposed to
development of SSC independent of cytoreductive therapy,
to better assess risk of HU or RUX in promoting SSC develop-
ment in MPNs, and to elucidate the potential protective
effect of IFN.

Table-1 Ph- MPN clinical and laboratory characteristics

PV vs [PV vs [ ET s
= = - =: +
MPN (n=1013) | PV (n=380) ET{n=419) PMF(n=214) p+ i o+ | oaies
Gender
Female, n(3%) | 457 (48.1%) 122(32.1%) 265 (53.5%) 10 (50.9%) <0.001
Male, n (36) 516 {50.9%) 258 (57.9%) 153 {36.5%) 105 {49.1%) <0.001 <0.001 | 0.002
Age at MPN
diagnosis, 54(12-88) 55 (17-84) 51(12-88) 575 (21-84)
median (range) | 735(72.7%) 284 (74.7%) 312 {74.5%) 140 (55.4%) E%ggl g'ggz g'gﬁ 206231
<65, n (%) 277(27.3%) 96 (25.3%) 107 {25.5%) 74 (34.6%) = = = &
265, n (%)
:;';NSUF ™| 730(721%) 305 {80.3%) 269 (54.2%) 156 {72.9%) <0.001 | <0.001 | 0035 | 0.019
CALR n (%) 71(75¢) 58 (13.8%) 13 (6.15) B . g 0.003
MPLn (%) 2(0.4%) 3{0.7%) 1{0.4%) g B B 1,000
:”;’e negative | 136(13.4%) 90 (21.5%) 46 (21.5%) . . E 0996
WBC at MPN
S 10400 (2300 | 10795 (2510- [ 9500  (4200- | 11350 (2300-
diagnosis, o400} 2se) c180) s3000) <0.001 | <0.001 | <0.001 | <0.001
median (range)
HB at MPN
diagnosis, 147(55-24.5) | 17.8(11.4-24.5) | 136(6.7-17.1) | 11.4(55-19.5) | <0.001 | <0.001 | <0.001 | <0.001
median {range)
HCT at MPN
diagnosis, 245 (14-85) 54 (35-85) 41(21-55.5) 354(14-627) | <0.001 | <0.001 | <0.001 | <0.001
median (range)
PIT at MPN 853000
diagnosis, ﬁgggo(?scoa» 220;?3'0,‘ (110000- ggsm 128000- | o001 | <0.001 | 0.204 | <0.001
median {range) 4 = 4 2786000)
Spleen size at
MPN diagnosis, | 120 ({70-340) 120 (87-260) 120(75-301) 178 {70-340) <0.001 | 0.113 | <0.001 | <0.001
median (range)
CVRisk n(%) 715(70.7%) 300(72.9%) 278(65.3%) 138(64.5%) <0.001 | <0.001 | <0.001 | 0.640
(T;'ﬁ;c""ms's’ " | 356(35.1%) 144(37.9%) 138(22.9%) 74(34.6%) 0335 | 0143 | 0421 | 0678
Arterial,n () | 26425:2%) 110(28.9%) 107(25.2%) 47(22%) 0168 | 0279 | 0084 | 0321
g 92(12.3%) 42(11.15¢) 48(11.55¢) 34(15.5%) 0124 | 0857 | 0.0%0 | 0118
Venous, n (%)
Cytoreductive
Therapy, n (%) | 571(25%) 314(82.6%) 355(24.7%) 202(94.4%) <0001 | .o | <0001 | <0.001
Hydroxyurea, n | 831(32%) 311(31.8%) 327(78%) 193(90.2%) <0.001 | “°7 | 0.006 | <0.001
(%) 94(9.3%) 16(4.2%) 59(14.1%¢) 19(8.9%) <0001 | oo | 002 | ooe
1FN, n (%) 95(9.49%) 15(3.9%) 5(1.2%) 75(35%) <0.001 | <™ <0.001 | <0.001
RUX, n (%)
Secondary
Solid Cancer n | 67 (6.65) 31 (8.4%) 26 (6.25%) 10 (4.7%) 0236 | 0284 | 0108 | 0431
(%)
Table-2 Clinical and laboratory characteristics of patients with secondary solid cancer
$SC (n=67) Non-SSC (n=946) P.
Gender
Female n (%) 24(35.8%) 473 (50.0%) oS
Male n (%) 43 (64.2%) 473 (50.0%) i
Age at MPN diagnosis, median (range) 63 (37-78) 54 (12-88) <0.001
<65 (%) 24 (35.8%) 24 (35.8%) 0.001
265 n (%) 43 (64.2%) 43 (64.2%) 3
WBC at MPN diagnosis, median (range) | 10160 (3300-57260)] 10400 (2300-94000] 0.457
HB at MPN diagnosis, median (range) | 15.6 (5,8-21) 14.6 (5.5-24.5) 0734
HCT at MPN diagnosis, median (range) | 45.12 {19-69.5) 44,40 (14-85) 0.882
PLT at MPN diagnosis, median (range) | 621000 (80000-2786000) 645500 (28000-2631000) 0.803
Spleen Size (mm) at MPN diagnosis, | 15 10> 200 120 (70-340) 0.658
median (range)
Diagnostic Group
PV n (%) 31(46.2%) 349 (36.9%) i
ETn (%) 26 (38.8%) 393 (41.5%)
PMF n (%) 10 (14.9%) 204 (21.6%)
Driver mutation
JAK n (%) 49 (73.1%) 681 (84.9%)
CALR n (%) 7 (10.4%6) 65 (8.1%) 0.201
MPLn (%) 1(1.6%) 3(0.4%)
Triple Negative n (%) 10 (14.9%) 53 (6.6%)
Thrombosis n (%) 30 (44.8%) 326(34.5%) 0.069
Arterial n (%) 25(37.3%) 239 (25.3%) 0.03
Venous n (%) 6(9.0%) 118 (12.5%) 0.396
Cytoreductive Therapy
None Cytoreductive Therapy 8(5.7%) 133 (94.3%) 0.628
Hydroxyurea 58(7.0%) 773 (93.0%) 0317
Hydroxyurea monotherapy 48 (7.8%) 576 (92.2%) 0.046
Interferon Therapy 2(2.1%) 52 (97.9%) 0.066
Interferon monotherapy 1(45%) 21 (95.5%) 1,000
Ruxolitinib 5(5.3%) 90 (94.7%) 0578
Rux ib monotherapy 0(0.0%) 7 (100.0%) 1,000
Anagrelide 4(4.0%) 96 (36.0%) 0.268
Anagrelide monotherapy 0(0.0%) 4(100.0%) 1,000
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Figure-1 Overall Survival PV patients
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EFFECT OF HEREDITARY THROMBOPHILIA ON
ARTERIAL THROMBOSIS
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Objective: Screening for hereditary thrombophilia is recom-
mended for venous thrombosis, but there is conflicting infor-
mation about the causal relation with arterial thrombosis. In
this study, in order to clarify these conflicting results and rec-
ommendations, it was aimed to determine whether there is a
relation between arterial thrombosis and hereditary thrombo-
philia tests, to determine whether the treatment plan
changes according to the test results of patients with heredi-
tary thrombophilia panel, and t Methodology: In this single-
centre, non-intervention, retrospective cohort study, 200
patients over the age of 18 who were performed hereditary
thrombophilia tests by various clinics between 12/02/2019
and 01/07/2022 were included. The patients had no history of
disease predisposing to thrombosis, no rheumatological dis-
ease, negative antiphospholipid antibodies, and arterial
thrombosis. As a control group, 50 patients without arterial
and venous thrombosis were included. Results: When the
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patient group with arterial thrombosis was compared with
the control group, no difference was found in the risk of
thrombosis in terms of factor V Leiden, prothrombin, Factor
XIII, MTHFR 677, MTHEFR 1298, PAI-1 gene mutation (p=0.084,
p=0.82, p=1, p=0.65, p=0.064, p=1, respectively). In our study,
no significant difference was found in the increased risk of
thrombosis in the detection of thrombophilic gene tests in
arterial thrombosis compared with the control group. Conclu-
sion: In our study, thrombophilia gene panel screening was
not considered necessary in patients with arterial thrombosis,
and it was observed that factor V Leiden, prothrombin, Factor
XIII, MTHFR 677, MTHFR 1298, PAI-1 gene mutations in the
hereditary thrombophilia panel did not lead to an increased
risk of arterial thrombosis. Hereditary thrombophilia testing
is not recommended in patients with arterial thrombosis
according to current guidelines.
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Objective: FVII deficiency is the most common of the rare con-
genital bleeding disorders with a prevalence of about
1:500,000. Bleeding symptoms are considerably variable in
terms of both location and severity, and may have a heteroge-
nous spectrum ranging from asymptomatic conditions to
serious/life-threatening bleeds In surgical interventions, the
duration of treatment and factor dose should be determined
by considering the patient's previous and current bleeding
clinic, factor level and comorbidities. Methodology: We aimed
to share our experience of surgical interventions and bleed-
ing management in individuals with factor VII deficiency
between January 2023 and January 2024 who followed up in
our outpatient clinic. Results: A total of 14 surgical interven-
tions were performed in 12 patients with factor VII deficiency
between January 2023 and January 2024 at Ege University
Hemophilia Outpatient Clinic. 4 tooth extractions, 2 septorhi-
noplasties, 1 tympanoplasty, 1 tympanomastoidectomy, 1
lung wedge resection, 1 cataract and 4 orthopedic procedures
(arthrodesis, radius fracture repair, total hip replacement and
arthroscopy) were performed. The median age was 43 years
(20-78 years), 7 of patients were female and 5 were male. 7
patients had ISTH bleeding score below 5 and 4 patients had
no bleeding diathesis. Preoperative factor VII levels of the

patients varied between 5-36%. Recombinant factor VIIa
(rfVlla) was used in 85% (n=12) and FFP in 15% (n=2) of the pro-
cedures. Median duration of treatment was 2.5 days (1-8
days). The median preoperative rfVIla dose was 15 mcg/kg
(10-30 mcg/kg), while the median single dose given in the
postoperative period was 16.7 mcg/kg. While a single dose
was administered in minor interventions such as tooth
extraction, the mean number of total doses administered dur-
ing treatment in other interventions was 11. In one patient,
the procedure was performed with TDP due to the presence of
both factor VII deficiency (FVII:36) and hypofibrinogenemia,
low bleeding score and no previous history of postoperative
bleeding. In another patient who underwent tooth extraction,
the procedure was performed with FFP because the factor
level was >30% and there was no previous bleeding history.
The preoperative FFP dose was 15-20 ml/kg in patients that
receiving FFP. Effective bleeding control was achieved and no
thrombosis was observed in patients receiving both FFP and
rFVIIa. Conclusion: The correlation between FVII activity and
bleeding tendency is poor, although severe bleeding is most
commonly associated between low FVII activity levels and
the surgical risk of bleeding.Plasma-derived and recombinant
FVII concentrates are currently used for treatment. In coun-
tries where access to these products is lacking, fresh frozen
plasma and prothrombin complex concentrates are also used,
though they contain low amounts of factor FVIIL In patients
included in the recording system established for patients
with FVII deficiency (STER) and who underwent surgical pro-
cedures, use of rFVIla was evaluated in 110 elective surgical
procedures performed on 95 patients were examined, and it
was shown that neither FVII level nor surgical procedure
influenced rFVIla replacement treatment, and only the
patient’s phenotype of bleeding was effective in replacement
treatment. it was shown that the lowest effective dose of
rFVIlafor hemostasis was 13 pg/kg on the day of surgery, and
at least three doses were needed.In same study, it was recom-
mended to give a mean total dose of 20 micrograms/kg rFVIla
in invasive interventions and minor surgeries. Furthermore
in major surgeries it is recommended to give rFVIla at a single
dose of 13 mcg/kg in the first 24 hours after operation and at
least three administrations needed. Similarly, in our clinic, a
median dose of 15 mcg/kg was administered before surgical
interventions. Before invasive procedures and minor inter-
ventions, rFVIla was administered in the range of 10-
30 mcg/kg. Afterall rFVIIa for factor VII deficiency was well tol-
erated and maintained effective hemostasis with good clini-
cal outcomes. In factor VII deficiency, surgical intervention
and management of spontaneous bleeding may be difficult
due to the variability of symptoms and bleeding clinic and the
independence of bleeding risk from factor level. However, a
road map can be drawn by considering published studies,
center experiences and evaluating the clinical characteristics
of the patient.
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