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ASPARAGINASE INDUCED SINUS VEIN
THROMBOSIS IN AN ADULT YOUNG ALL
PATIENT
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Simge ERDEM, Sevgi KALAYOGLU BESISIK

Istanbul University, Istanbul Medical Faculty,
Department of Internal Medicine, Division of
Hematology

Objective: Asparaginase has a very important role in ALL treat-
ment among increasing of remission rate and duration. Multi-
ple side effects prevent its regulatory use. Asparaginase reduce
antithrombin 3, heparin cofactor II, protein C and plasminogen
synthesis. By the way, P-selectin, PAI 1, tissue factor activity,
and vWF antigen levels increase. Hypofibrinogenemia may be
a marker of of hemostasis disturbances and decreased protein
synthesis. Case report: A 25-year-old male patient with acute
T-cell lymphoblastic leukemia diagnosis was initiated on
induction chemotherapy according to augmented BFM proto-
col. After 4 weeks, remission was confirmed. During consolida-
tion with the third dose of standard L-asparaginase of 10000
units, headache, nausea and vomiting started and confusion
developed. Biochemical investigations, PT, aPTT were within
normal limits. Fibrinogen was 92 mg/dL and D-dimer was
high.Contrast-enhanced MRI showed a thrombus occluding.
Methodology: the superior sagittal sinus. He was intubated
and followed up in the intensive care unit due to a rapid
decline in the Glasgow score and epileptic seizures. Correction
of fibrinogen with cryoprecipitate anticoagulation treatment
contributed to symptoms improvement. unfortunately, aspar-
aginase was removed from the protocol. During maintenance
therapy, he has had severe COVID-19 pneumonia and during
this time he did not experience any thrombosis related compli-
cations. Results: Asparaginase therapy is associated with low
antithrombin and fibrinogen levels and 7% of thrombosis rate.
Previous studies showed that, in ALL patients, thrombosis
2531-1379/

occurred far more frequently during cycles that contained
asparaginase than those that did not. Conclusion: Therefore,
studies have investigated the role of fresh frozen plasma or
cryoprecipitate supplementation to reduce the thrombohe-
morrhagic risk of therapy. Retrospective studies suggest anti-
thrombin concentrates may have a beneficial effect on the
outcomes of adults treated with asparaginase for ALL.

https://doi.org/10.1016/j.htct.2021.10.1011
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VENETOCLAX AZACITIDINE COMBINATION
THERAPY IN FIRST-LINE TREATMENT OF
ACUTE MYELOID LEUKEMIA PATIENTS: A
SINGLE CENTER EXPERIENCE

Melda Comert, Tuba Bulduk, Bilge Ugur,

Murat Yildinim, Selim Sayin, Alparslan Merdin,
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Objective: The response of elderly patients with acute mye-
loid leukemia (AML) to standard induction therapy is quite
poor due to higher frequency of adverse genomic features,
increased resistance to treatments, comorbidities and perfor-
mance status. BCL-2 overexpression is implicated in survival
of AML cells and treatment resistance. Preclinical data dem-
onstrated the anti-leukemic effect of venetoclax, a selective
BCL-2 overexpression is implicated in survival of AML cells
and treatment resistance. Methodology: Venetoclax has
received FDA approval for the treatment of AML patients
&gt;75 years of age and in combination with hypomethylating
agents/low-dose cytarabine in patients not eligible for inten-
sive therapy. Six newly diagnosed AML patients who were fol-
lowed up in Glilhane Education and Training Hospital,
Hematology clinic and treated with azacitidine+venetoclax
were evaluated retrospectively. Results: F/M:1/5,the mean age
was 77.3 (63-87).Two patients were secondary AML.AI
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patients had normal karyotype.Venetoclax+azacytidine treat-
ment was started in all patients as first-line treatment after
obtaining off-label consent.The average number of courses of
administered 3.5 (1-8).Patients
received 200 mg/day venetoclax because of fluconazole usage
concomittantly.One patient died with a FEN attack at the end
of the second cycle, and 5 patients are still being followed up.
Conclusion: Azacitidine or decitabine monotherapy yields
low response rates (10%-50%, including hematologic improve-
ment), require 3.5 to 4.3 months to achieve best response, and
are not curative, with a median OS of less than 1 year.Tar-
geted therapies capable of rapidly inducing a high rate of clin-
ical response, with better tolerability and durable responses
for elderly patients with AML. The novel combination of vene-
toclax with decitabine or azacitidine was effective and well
tolerated in elderly patients.

venetoclax + azacitidine

https://doi.org/10.1016/j.htct.2021.10.1012
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Objective: InO is a CD22-directed antibody-drug conjugate
indicated for treatment of relapsed/refractory (R/R) ALL. InO
has been associated with hepatotoxicity and hepatic veno-
occlusive disease/sinusoidal obstruction syndrome (VOD/
SOS), particularly post-HSCT. Registry data from the Center
for International Blood and Marrow Transplant Research
(CIBMTR) was analyzed to assess toxicity in patients (pts)
with ALL who received InO prior to HSCT. Methodology:
CIBMTR patient data are being collected from 2017-2022 after
US approval of InO. Data accrued from 2017-2020 from 131
US adult pts (median age 40 y) treated with InO who pro-
ceeded to allogeneic HSCT were included. Using interim data
at 3 y, we evaluated post-HSCT outcomes, including clinical
status, overall survival (OS), non-relapse mortality (NRM),

relapse, death after relapse, and investigator-defined adverse
events, including hepatic VOD/SOS. All statistical analyses
are descriptive. Results: Before HSCT, 36% of pts received 1
InO cycle, 46% had 2 cycles, 17% had >3 cycles. Median time
from last InO dose to HSCT was 2.0 mos (range: 0.4—26.2). At
data lock (Nov 2020, n=131), VOD/SOS incidence within 100 d
post-HSCT was 13% (18% of R/R ALL pts, n=91). Post-HSCT 12
mo OS was 55%; post-HSCT 12 mo NRM was 21%; post-HSCT
12 mo relapse was 36%; non-HSCT-related 12 mo mortality
was 25%. Most pts (89%) who underwent HSCT during com-
plete remission (CR) experienced continued CR post-HSCT.
Conclusion: Incidence of VOD/SOS after first HSCT in InO-
treated pts with R/R ALL in this study was similar to the 18-
19% reported in pooled analyses of 2 clinical trials among
InO-treated pts with R/R ALL and in the INO-VATE study. The
NRM at 1y of 21% (23% R/R ALL) is lower than the NRM at 1y
of 38% reported in the pooled analyses of R/R ALL InO recipi-
ents. © 2021 American Society of Clinical Oncology, Inc.
Reused with permission. Accepted/presented at the 2021
ASCO Annual Meeting. All rights reserved.

https://doi.org/10.1016/j.htct.2021.10.1013
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ANTI-CD52 TREATMENT EXPERIENCE IN
A T-CELL PROLYMPHOCYTIC LEUKEMIA
PATIENT:CASE REPORT
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Objective: T-cell prolymphocytic leukemia (T-PLL) is a rare and
highly aggressive T cell neoplasm with rapidly progressing
clinical course. T-PLL accounts for 2% of mature lymphocytic
leukemia in adults. Median overall survival with modern ther-
apy is reported one to three years. Here we report a T-PLL
patient with peritoneum involvement and progressive ascite
despite anti-CD52 treatment. Case report: A 65-year-old man
with diabetes mellitus was admitted to hospital due to fatigue
for a few weeks. Laboratory workup revealed that white blood
cell count 469 x 103/ul (90% lymphocytes), haemoglobin of
11.4 g/dl, platelets of 104 x 103/ul. Medium sized atypical lym-
phoid cells with partial chromatin condensation and a visible
nucleolus were observed on blood smear. Methodology: On
physical examination, palpable inguinal lymph nodes,
splenomegaly 3 cm below the rib margin and a palpable
lesion on the helix of left ear were noticed. Punch biyopsy of
skin lesion was reported as a mature and immature T cell
infiltration which are CD3 and CD10 positive and Tdt, CD34,
CD20, CD99 negative. Flow cytometric study of peripheral
blood sample was revealed that T-Chronic Lymphocytic Leu-
kemia (T-CLL). Results: FMC protocol (fludarabine, mitoxan-
trone, and cyclophosphamide ) was initiated and followed by
intravenous alemtuzumab at a dose of 3 mg on day 1, 10 mg
on day 2 and 30 mg on day 3. However after two months of
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anti-CD52 treatment, his general situation dete-riorated and
pleural effusion and abdominal distension developed due to
massive ascites. Small, mature lymphocytic cell infiltration
was shown in ascites fluid on cytological examination. He
died after six months of diagnosis. Conclusion: T-PLL is a very
aggressive disease with a median survival of less than 1 year.
Not all patients diagnosed with T-PLL require treatment
immediately.Currently, IV alemtuzumab (anti-CD52) is the
accepted best avaliable treatment with very high response
rates when given as first-line treatment. However, treatment
is notcurative and a minority of T-PLL patients experience
long-term disease-free survival.

https://doi.org/10.1016/j.htct.2021.10.1014
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Health Sciences University, Bozyaka Training and
Research Hospital, Department of Hematology

Objective: Acute myeloid leukemia (AML) is the disease of
elderly patients. Therefore, a significant number of patients
are not suitable for intensive induction chemotherapy. In this
study, it was aimed to retrospectively evaluate patients with
AML who were treated Venatoclax-based regimens in our cen-
ter. Methodology: The data of the patients who were treated
Venatoclax-based regimens with the diagnosis of AML in the
Bozyaka Training and Research Hospital Department of
Hematology were scanned retrospectively from their files.
Results: Data of 11 patients in total were reached. The mean
age of the patients was 73.9. 8 of 11 patients were follow-up
with diagnosis of AML , 3 patients with MDS RAEB II. Average
follow-up time was 13.6 months. 5 patients died during fol-
low-up. HMA +venatoclax was given to 6 patients as first-
line, 4 patients second-line and 1 patient third-line therapy.
Complete response was found in 3 patients, partial response
in 1 patient, stable disease in 1 patient, and refractory disease
in 1 patient. Conclusion: Venatoclax is a promising treatment
option because it is an oral agent that can be tolerated by
elderly patients and improves response rates and survival.

https://doi.org/10.1016/j.htct.2021.10.1015

PP 06

BONE MARROW NECROSIS IN ACUTE
LYMPHOBLASTIC LEUKEMIA: A CASE REPORT
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Objective: Bonemarrow necrosis (BMN)isanentity thatnecrotic
cells are seen on amorphous eosinophilic ground with medul-
lary infarctus but withouth cortical bone involvement. BMNis a
postmortem diagnosis in most of the reports. Bone marrow
biopsy and aspiration is essential for the diagnosis.
The case we report here is a patient who is diagnosed
BMNandALLatthesametimewith thefirstbonemarrowbiopsy,
which is showed extensive necrosis. Case report: A 42-year-old
man applied to our E.R. with lumbal pain. The initial blood
count showed leukocyte:5.13 x 109/1, neutrophil:2.68 x 109/1,
Hgb:10.7 g/dl, Hct: %31.5, thrombocyte:127 x 109/1,
LDH:539 w1l (N:0-250), ALP:185 u/l (N:40-150), Total
Bilirubin:0.81 mg/dl, CRP:337mg/1 (N&It;5) ), ESH: 94mm/h,
folic acide: 2.8ng/ml (N&gt;5.4), Vitamin B12:398 pg/ml (N:210-
900), ferritin: 5607 ug/l (N:22-320), fibrinogen:1304 mg/dl
(N:200-400), D-Dimer:646 ug/l (N&It;243) and a normal range
for PZ, aPTZ, INR. Methodology: Peripheral smear showed %38
PMN, %56 lymphocyte, %6 monocyte, normoblasts, rare tear
drop cells and rare thrombocytes. Pathological evaluation
revealed hypercellular bone marrow (%95), extensive necro-
sis, CD3(-) CD5(-) CD20(+), CD38(-), CD10 diffuse(+), BCL2(+)
MPO(-) CD117(-), CD34(+) CD79a, Pax5 and TdT suboptimal (+).
Flow cytometry showed no significant result because of the
deficiency of material. PCR revealed no BCR-ABL
transcript. Results: The patient diagnosed B precursor ALL.
With the BFM IA protocol complete remission obtained. At
the control BMB CD3, CD20, CD79a, Pax5, TdT, MPO, CD34 was
applied but there was no neoplastic involvement. After the
BFM IB protocol, complete remission has been pursued. The
patient is currently receiving the BEM IC protocol. Conclusion:
BMN is an uncommon pathology with poor prognosis. Pri-
mary etiology is malignancies, especially hematologic malig-
nancies, at %90 of the cases. As we see at this case, while the
clinical and laboratory findings are insignificant; when a
patient shows fever with unknown origin, bone pain, newly
developed cytopenias, we must keep in mind the diagnosis of
BMN and if a patient is diagnosed BMN, necessary scaning
must be done immediately for malignancies as the primary
cause.

https://doi.org/10.1016/j.htct.2021.10.1016
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NEXT GENERATION SEQUENCING PRACTICES
IN HEMATOLOGY: A RECENT EXPERIENCE OF A
SINGLE CENTER
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Objective: Next-generation sequencing (NGS)-based technolo-
gies are novel methodologies for the diagnosis, prognostic
assessment and decision of individualized treatment strategy
in hematological neoplasia. NGS led to a more comprehensive
understanding of the mutational landscape, especially in the
myeloid neoplasms. Herein, we present the results of the
patients who underwent NGS with the suspicion of myeloid
neoplasia. Methodology: Retrospective data from a total of 13
patients were analyzed who were diagnosed between
01.10.2018 and 01.06.2021. There were four myeloid panels in
the NGS. Panel 1 consists of ASXL1, CALR, CBL, CEBPA, CSF3R,
and DNMT3A mutations. Panel 2 consists of EZH2, FLT3,
IDH1, IDH2, JAK2, KIT, KRAS, and MPL mutations. Panel 3 con-
sists of NPM1, NRAS, RUNX1, SETBP1, and SF3B1 mutations.
Panel 4 consists of SH2B3/LNK, SRSF2, TET2, TP53, U2AF1,
ZRSR2 mutations. Results: Median age was 48. Diagnoses
were AML (n=7), AA (n=1), MDS (n=2), DLBCL (n=1), MM (n=1),
and Evans syndrome (n=1). Seven cases with malignant diag-
noses were eligible for intensive therapy. There were no
mutations detected by NGS in MM, AA, DLBCL, and Evans syn-
drome cases. Biallelic CEBPA mutation accompanied FLT3
mutation in 1 case. IDH1 and NPM mutation were detected in
1 APL case. MPL, SRSF2, ASXL1, CBL, U2AF1, SF2B1, and TET2
were mutations detected in cases with dysplasia. Conclusion:
In our cohort, NGS did not add any significant information in
the lymphoid malignancies and benign hematological cases.
NGS helped to define the allelic ratio of FLT3+ mutations and
helped to accurately define the ELN risk of AML. Mutations
that were detected in the cases with dysplastic bone marrow
findings were concordant that were reported in the literature.
Larger case series are needed in order to define the therapeu-
tic and prognostic implications.

https://doi.org/10.1016/j.htct.2021.10.1017
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INAPPROPRIATE ADH SYNDROME OCCURING
DURING B-ALL TREATMENT
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Case report: Inappropriate ADH syndrome is a cause of hypo-
natremia with increased ADH secretion despite normal
plasma osmolality and euvolemic state.There are many
related drugs in its etiology.Inappropriate ADH syndrome
occured in two B-ALL diagnosed patient during cyclophos-
phamide and vincristine treatment regimen.The detection of
inappropriate ADH syndrome in both patients with euvolemic

hyponatremia shows the importance of reviewing the drugs
used by the patient in the etiology of hyponatremia.

https://doi.org/10.1016/j.htct.2021.10.1018
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Case report: Ionizing radiation and chemotherapeutic agents
can cause carcinogenic effects by causing DNA damage.A 40-
year-old female patient diagnosed with thyroid papillary car-
cinoma in 2016 and subsequently administered 150 mCi
radioiodine (I**!). Leukocytosis was detected in the examina-
tions performed due to urinary system infection. She was
diagnosed t(9:22) p210 positive AML M1-2. The patient had a
history of Stargardt Syndrome.Development of t-AML after
radioiodine treatment is very rare.

https://doi.org/10.1016/j.htct.2021.10.1019
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FLT3-ITD POSITIVITY IN AML; CASE SERIES
Kemal FIDAN
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Of Hematology

Objective: Diagnosis of AML requires additional procedures,
including pathological examination, immunophenotyping,
cytogenetic examination, and molecular diagnosis. The deter-
mination of the specific cytogenetic abnormality is important
for the selection of appropriate treatment and prognostic
analysis.The 2 most common mutations of the FLT3 gene are
FLT3-ITD and FLT3-D8&35. Here, we will present FLT3-ITD posi-
tive AML cases admitted to our clinic between 2019-2021. Case
report: We have 5 cases of AML FLT3-ITD heterozygous. In all
our cases, Midastaurin was given with 7+3 chemotherapy
(CT) in the initial treatment. While 1 of our cases went into
remission, the other 4 relapsed. All of the patients who
relapsed were given FLAG CT, no remission was achieved and
they were switched to ADE CT. Remission was achieved in 2
of 4 patients, 2 of them were refractory. One patient was given
gilteritinib. HSCT was performed in 2 patients. While 2 of our
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patients are dead, 2 of them are in remission and 1 of our
patients is still under treatment. Results: FLT3 gene muta-
tions are strongly associated with leukocytosis and poor prog-
nosis in patients with AML(1-3). Patients with any of these
mutations have a higher risk of recurrence and a lower sur-
vival rate®. All of our patients had leukocytosis at the time of
diagnosis. Four of our patients relapsed and all of these
patients were refractory to chemotherapy. Our patients who
were refractory to treatment had a high mortality rate (50%)
and a lower survival time (8-12 months). Conclusion: FLT3 sig-
naling inhibitors have been used both alone and in combina-
tion to improve clinical outcomes in patients with AML with
FLT3 mutations. While inhibitor monotherapy provides clini-
cal response, its efficacy is usually temporary and resistance
develops rapidly. Various combination therapies are used to
enhance efficacy and prevent or overcome resistance. More
studies are needed to evaluate its efficacy and explain the
development of resistance.

https://doi.org/10.1016/j.htct.2021.10.1020
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EXPERIENCE OF GLASDEGIB IN PATIENTS
WITH ELDERLY ACUTE MYELOID LEUKEMIA
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Aim: Acute myeloid leukemia (AML) is characterized by the
increase of high levels of myeloid cells in the bone marrow. In
general, AML is a disease of older adults. Many adults with
AML are unable to receive intensive chemotherapy because of
its toxicity.In this study, it was aimed to retrospectively evalu-
ate patients with AML who were treated Glasdegib-based regi-
mens in our center. Case 1: A 75-year-old male patient was
diagnosed with congestive heart failure + AML, and idarubicin
and cytarabine chemotherapy protocol was started. The
patient started to receive covid treatment due to covid lung
involvement. The patient, whose treatment was interrupted
for 1 month, received the second course as LDAC + glasdegib.
In the bone marrow biopsy performed after the 5th cycle, it is
observed in remission. Case 2: An 82-year-old male patient
was diagnosed with chronic renal failure. With a diagnosis of
AML intermediate risk LDAC+glasdegib treatment was given to
the patient who did not go into remission after 4 cycles of deci-
tabine treatment. The patient, who was followed in remission
after 4 cycles, died due to pneumonia. Case 3: A 76-year-old
male patient has a diagnosis of cerebrovascular disease. The
patient, who was followed up in remission after 2 courses of
azacitidine with a diagnosis of medium risk AML, was
approved for glasdegib in the 3rd course of treatment, and he is
being followed up with the 3rd course of LDAC+glasdegib ther-
apy. Material and method: The data of the patients who were
treated Glasdegib-based regimens with the diagnosis of AML in
the Bozyaka Training and Research Hospital Department of
Hematology were scanned retrospectively from their files.
Results: In our 3 patients, 1 person died due to pneumonia, but
the patient was being followed in remission. Our other 2

patients are still being actively followed up with LDAC + glasde-
gib treatments. Discussion: In 2018, the FDA approved glasde-
gib, a Hedgehog signaling pathway inhibitor, in adults 75 years
of age or older with a diagnosis of AML or those with comorbid-
ities that preclude the use of low-dose cytarabine plus inten-
sive induction chemotherapy. Approval is based on interim
results from the phase 2 BRIGHT 1003 study evaluating glasde-
gib in combination with LDAC or LDAC alone. The median OS
was 4.9 months for LDAC versus 8.8 months in patients treated
with glasdegib+LDAC. This difference represented an approxi-
mately 50% reduction in mortality in patients treated with glas-
degib+LDAC. The final result of the BRIGHT 1003 study
confirmed that glasdegib LDAC significantly improved OS com-
pared to LDAC alone (hazard ratio, 0.495 [95% CI, 0.325-0.752]; P
=0.0004). Also, the addition of glasdegib to LDAC did not cause
a significant increase in adverse events.

https://doi.org/10.1016/j.htct.2021.10.1021
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SYNTHETIC BIOLOGY MEETS PRECISION
MEDICINE: DRUG REPURPOSING FOR BLOOD
CANCER PRECISION MEDICINE
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Council for Scientific and Industrial Research -
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Objective: Optimizing Drug discovery and Translation is one
of the key tracks in Global Challenges Annual meeting 2019
and is the critical factor in achieving UN Sustainable Develop-
ment Goals 3 Good Health and Well Being. WHO reports Can-
cer is the second leading cause of death globally. The aim of
the proposal is to establish robust drug screening platform
which can identify drugs and drug combinations that are
effective in precision medicine for relapsed individual South
African Leukemia patients. Methodology: Here, cancer cell
will be either directly analyzed using high-throughput drug
screening or single cell drug screening will be performed
using flow cytometry /microfluidics to provide datasets on
drug sensitivity for individual patientsl. WP1: Establishing the
culture setting for CLL/MM and high-throughput drug screen-
ing on CLL/MM.II. WP2: “Signaling pathway-only” limited
drug screening for CLL/MMIIL. WP3: Establishing setting for
Precision Microfluidics-driven single cell drug screening;
Results: Expected Results are using full-library drug screening
results, we will identify effective drugs and drug combina-
tions that inhibit cancer cell proliferation either through cyto-
static or cytotoxic effects. These results will provide the basis
for identifying effective drug combinations using our predic-
tive analytics, which will be packaged as preclinical informa-
tion for a precision clinical trial. Thus, we would establish
cutting-edge platform that can handle blood cancer and also
solid tumor. Conclusion: Using this pipeline, we aim to iden-
tify drug combinations that can overcome relapse stage and
ultimately provide tailored-specific therapy options for
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Cancer patients. Our intention is to develop technologies that
provide clinically relevant drug combinations information to
oncologists within a timeframe of 7 days. The development
and validation of the screening pipeline will incorporate the
first CSIR platforms for cancer translational research with
respect to identifying effective cancer drugs.

https://doi.org/10.1016/j.htct.2021.10.1022
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Objective: The exact incidence of avascular necrosis (AVN) in
chronic myeloid leukemia (CML) is still unknown as the num-
ber of cases is limited. AVN was reported as an initial present-
ing manifestation in few CML patients. On the other hand,
AVN was linked to medications used in CML treatment, spe-
cifically interferon-alpha (IFN-«) therapy and tyrosine kinase
inhibitors (TKI). Our review aims to describe the pathophysi-
ology, patients’ clinical characteristics, and outcomes of AVN
in CML. Methodology: We searched PubMed and Google
Scholar for the case reports and series of patients with CML
who developed AVN from inception to July 2021. We found 21
cases of AVN in CML patients,17 cases with AVNFH, and four
cases with ONJ. Articles in the grey literature and non-
English language publications were excluded. Patient charac-
teristics, hematological parameters, management, and out-
comes of AVN were extracted from those articles. Results:
The median age was 39 years with an almost equal distribu-
tion between males and females. WBC counts were strikingly
elevated in patients who initially presented with AVNFH
(above 10,0000 in most cases). AVN related to CML manage-
ment has been linked to TKIs and standard IFN-« therapies.
Only 6 (out of 17) patients who developed AVNFH eventually
required a hip replacement, and one (out of 17) developed a
recurrent episode of AVNFH. All the reported cases of CML
with ONJ were associated with TKIs Conclusion: Given the
lack of data, we could not conclude whether AVN has an
adverse prognostic effect on CML. However, the overall prog-
nosis is comparable with AVN associated with other condi-
tions. Clinicians should consider AVN in CML patients with
either hip or jaw pain because early detection and manage-
ment are essential to decrease morbidity and long-term dis-
ability in such patients. A further prospective study with a
larger sample size is needed to clarify the different aspects of
AVN in CML patients.

https://doi.org/10.1016/j.htct.2021.10.1023
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SECONDARY CHRONIC MYELOID LEUKEMIA
FOLLOWING RADIOACTIVE IODINE (I131)

Yousef Hailan, Mohamed Yassin
Hamad Medical Corporation

Objective: Radioactive iodine (RAI) with 1131 has an estab-
lished role in managing differentiated thyroid carcinoma,
namely papillary thyroid carcinoma (PTC) and follicular thy-
roid carcinoma. However, concerns have been raised about its
possible carcinogenic effects. Papers of t-CML following 1131
are increasingly reported, and thus this review is dedicated to
highlighting it. Methodology: All reports from the 1960s to
date related to CML following RAI therapy were searched on
Google Scholar and PubMed. Different search terms with
Boolean function to search for the relevant articles. Results:
We identified ten articles reporting 12 cases, as presented in
table 1. We found that most of the reports were for men (8/12)
under the age of 60 years (10/12), and the primary tumor was
of PTC characteristics (5/12 were PTC, and 3/12 were mixed
papillary-follicular carcinoma). The dose of 1131 ranged
between 30 millicuries (mCi) to 850 mCi; the mean dose was
331 mCi. Also, t-CML developed within the first ten years (9/
12), mainly between 4-7 years post-exposure. Conclusion: A
few reports found a statistically significant increased risk of
leukemia following RAI therapy; some suggested a relative
risk of 2.5 for 1131 vs. no I1131. Observed findings from these
studies include a linear relationship between the cumulative
dose of 1131 and the risk of leukemia, doses higher than 100
mCi were associated with a greater risk of developing second-
ary leukemia, and most of the leukemias developed within
the initial ten years of exposure.

https://doi.org/10.1016/j.htct.2021.10.1024
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CONCOMITANT LATENT POLYCYTHEMIA
VERA AND MGUS.

Fidan KHALILOVA, Azer KERIMOV,
Zohra ALIMIRZAYEVA

National Center of Hematology and Blood
Transfusion

Objective: With the introduction of changes in the diagnostic
criteria for polycythemia vera (PV) in the 2016 WHO classifica-
tion, it became necessary to revise the diagnosis in some
patients. Cases with latent (masked) polycythemia vera (LPV)
were identified. Bone marrow trepanobiopsy takes one of the
most important place in the differential diagnosis of LPV with
other myeloproliferative diseases.We describe a case with
coexistence of LPV and MGUS in a patient at the onset of the
disease. Case report: Patient F.I., aged 62, was admitted with
complaints of burning sensation in both feet, pain in the left
lower extremity, back pain, nocturia 2-3 times per night and
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weight loss of 6-7 kg.Lumbar and whole spinal MRI revealed
changes in the intensity of the medullary signal, mild
decrease in the height of L2-L3 and T10 . EMG revealed poly-
neuropathy.PET showed a moderate uptake of FDG in the
localization of the bone marrow. The spleen was enlarged-
size-157 mm. Methodology: Laboratory findings: hemogram-
WBC-11.15 x 103/uL, Hgb-15g / dL, HCT-48%, PLT-604 x 103/
uL. Bone marrow biopsy, imprint, aspiration revealed moder-
ately hipercellular bone marrow with increasing in all 3
series, groupings in megakaryocytes, containing limited (3-
4%) kappa monoclonal plasma cell population; moderately
increasing reticulin fibers (grade 1 according to WHO). Karyo-
type 46, XY; multiple myeloma FISH panel: translocation 4; 14
and translocation 11; 14 (+). JAK2V617F-50.48% (+). Results:
The key point in the diagnosis was trilineage hyperplasia of
the bone marrow,because the reticulin fibrosis may occurs in
20% of PV cases. Thus, the patient was diagnosed with LPV.
Due to the detection of plasma cells in the bone marrow (3-
4%), kappa light chains, with the diagnosis of LPV, the diagno-
sis of MGUS was established.The patient was prescribed ASS
100 mg per os, Hydrea at a dose of 500 mg every other day.
For MGUS, the “wait and watch” tactic was chosen. Conclu-
sion: In the diagnosis of LPV, along with molecular genetic
research, trepanobiopsy of the bone marrow plays a leading
role. The possibility of a combination of myeloproliferative
and other diseases should not be ruled out.

https://doi.org/10.1016/j.htct.2021.10.1025
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THE OUTCOME OF FATHERHOOD IN PATIENTS
WITH PHILADELPHIA NEGATIVE
MYELOPROLIFERATIVE NEOPLASMS, A
SINGLE INSTITUTION EXPERIENCE

Elrazi Ali, Mohammad Abu-Tineh,
Anas Babiker, Yousef Hailan, Bashir Ali,
Qusai Maharmah, Zakaria Maat,
Abdulatif Waggad, Mohamed Yassin

Hamad Medical Corporation

Objective: The aim of this retrospective study is to evaluate fer-
tility in the Philadelphia-negative MPN male patients and the
effect of treatment received on male fertility and the outcome.
Methodology: This is a single-center, mixed-design study (ret-
rospective + phone interviews) conducted within the National
Center for Cancer Care and Research. Results: 120 patients
were interviewed, only 19 patients (15.7%) had met the inclu-
sion criteria. The majority of patients had lost follow-up or can-
not be contacted, and 29.1% of patients had their families
completed by the time of diagnosis. The treatment received
includes hydroxyurea, interferon, and ruxolitinib. The mode of
delivery was normal vaginal delivery in 68% of the pregnancies.
The total number of conceptions was 27; three stillbirths were
reported. Conclusion: The data showed that most MPN male
patients on treatment had their offspring born normally with
no delivery complications, no reported congenital anomaly or
growth retardation, and no report of MPN-related cancers.
Though, further studies with a larger sample size are required

to fully understand the effect of medications on the outcome
of fatherhood in Philadelphia negative MPN patients.

https://doi.org/10.1016/j.htct.2021.10.1026
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CONCOMITANT JAK2 AND BCR-ABL1 IN
PATIENTS WITH CHRONIC MYELOID
LEUKEMIA CLINICAL IMPACT AND RESPONSE
TO THERAPY: A SYSTEMATIC REVIEW

Elrazi Ali, Elabbass Abdelmahmuod,
Mohamed Yassin, Ashraf Ahmed, Maab Faisal

Hamad Medical Corporation

Objective: The aim of this review is to assess patients with
chronic myeloid leukemia with concomitant JA2 positive for -
their characteristics - response to treatment Methodology: We
searched the English literature (Google Scholar, PubMed, and
SCOPUS) for studies, reviews, case series, and case reports of
patients with chronic myeloid leukemia who had JAK2 muta-
tion. Inclusion criteria: were the presence of JAK2 mutation in
CML patients with BCR-ABL1 rearrangement and, secondly, age
>18yrs. The search included all articles published up to 20th
April 2021. Results: A total of 25 patients met our criteria of the
search. Twenty-two patients were diagnosed in the chronic
phase, 2 patients in the accelerated phase, and one patient
transformed to the blast phase. More females n=16 and 10
males. The mean age at the time of diagnosis was 61.3 years. 9
patients had to be switch to second-line therapy. Age and gen-
der distribution and the presence of splenomegaly or organo-
megaly are almost the same. Males were slightly more than
females. Conclusion: It is difficult to conclude that multi-kinase
inhibitors are superior to imatinib in treating CML with concom-
itant JAK2 mutation. But the result of the reported cases showed
that multi-kinase inhibitors are more likely to be successful in
achieving remission and loss of JAK2 mutation. However, it is
difficult to generalize the result without further studies due to
the few numbers of patients and the unusual association.

https://doi.org/10.1016/j.htct.2021.10.1027
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DOUBLE HETEROZYGOTIC FV DEFECT WITH
HETEROZYGOTIC FV LEIDEN MUTATION AND
FV DEFICIENCY IN THROMBOSIS
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BAHRIYE PAYZIN, TUGBA CETINTEPE

[ZMIR KATIP CELEBI UNIVERSITY, ATATURK
TRAINING HOSPITAL, DEPARTMENT OF
INTERNAL MEDICINE

Objective: FV Leiden mutation causes activated protein C
(APC) resistance and causes an increase in thrombin level.
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Although moderate bleeding is seen in severe factor V defi-
ciency, less than 1% of patients experience bleeding. Cases in
which thrombosis is prominent in the presence FV Leiden
mutation and FV deficiency have been reported. Here, we
present a patient with FV deficiency with FV Leiden heterozy-
gous mutation in the etiology of recurrent abortion. Case
report: A 41-year-old female patient who applied to her pri-
mary care physician with bilateral lumbar pain upon finding
INR: 1.43 (0.8-1.2) and APTT: 37.6 seconds (25-36.5), the patient
was recommended to apply to our out patient clinic. The
patient who described two spontaneous abortions (at the age
of 25, the first in the 2nd trimester and the other in the 3rd tri-
mester), also had a history of ecchymosis in the extremities
caused by minor trauma at intervals. Methodology: PT, INR
and APTT returned to normal with the mixing test performed
on the patient (12.1 sEC, 1.03 and 28.6 sec, respectively).After-
wards, FV, which is one of the factors in the common path-
way of coagulation, was found low in the examination
repeated twice (12.3% and 10.2%) (N: 62-139%). The APCR stud-
ied twice in screening for thrombophilia was 1.4 and 2.4 (N:
2.61-3.32) Protein C, protein S, antithrombin III levels were
within normal limits, LAC and APA were negative. Results:
According to this result, FV Leiden heterozygous mutation
was detected in the genetic thrombophilia panel. Also the
patient had FV deficiency . Conclusion: Authors termed the
coexistence of heterozygous FV Leiden mutation and typel
FV deficiency as pseudohomozygous FV Leiden mutation. In
our and other studies, we concluded that thrombosis was
clinically significant, where as bleeding was rare and mild.
We think that prolonged PT and APTT results in patients with
a history of thrombosis with FV Leidenmutation are also
stimulating in evaluating FV activity.

https://doi.org/10.1016/j.htct.2021.10.1028
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BLEEDING MANAGEMENT DURING DELIVERY
AND POSTPARTUM PERIOD IN GLANZMANN
THROMBASTHENIA: EXPERIENCES FROM TWO
CASES
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2 istanbul Medical Faculty, Gynecology and
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Objective: Glanzmann thrombasthenia (GT) is a hereditary
bleeding disorder. The platelets lack «llbg3integrin and fail to
aggregate. Pregnancy can also lead to isoantibody formation
when fetal cells with g3integrins pass into the circulation of a
mother lacking them; a consequence is neonatal thrombocy-
topenia and a high risk of mortality. We here present our expe-
rience with two GT patients, in which rFVIIa was our choice for
bleeding prophylaxis and/or control during delivery and post-
partum period. Case report: Case 1: A 28-year-old woman with
GT was hospitalized. She was on 38th gestational week (GW).

Vaginal delivery was completed with rFVIIa prophylaxis. Post-
partum 5th day rFVIIa stopped. The patient discharged with a
minimal vaginal bleeding. Postpartum10th day, she developed
severe bleeding. GT seemed to be the only related factor. rFVIla
restarted with tranexamic acid and misoprostol. Two aphere-
sis units of platelets were transfused. That time, rFVIIa contin-
ued 7 days. Methodology: Case 2: A 26-year-old woman with
GT developed hematuria on 30th GW. No urinary system
pathology was found. With. rFVIIa treatment, hematuria was
ceased. On 39th GW, during labor she developed massive
bleeding. As urgent management, 8 random units of platelet
and 5 units of packed red blood cell were transfused with local
vaginal compress. rFVIla treatment was initiated. On 10th
days of rFlla with minimal vaginal bleeding the patient was
discharged from the hospital. Results: In both of the patients,
no major neonatal bleeding problem was experienced. Conclu-
sion: GT patients are at risk for heavy bleeding during labor,
deliver or postpartum. Platelet transfusion is simple and easy
option for bleeding control. In alloimmunized patients pooled
platelet should be used. The use of rFVIIa appears to be safe
and relatively effective.

https://doi.org/10.1016/j.htct.2021.10.1029
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CASE REPORT OF MARGINAL ZONE
LYMPHOMA DETECTED WHILE
INVESTIGATING ETIOLOGY FOR HEMOSTASIS
DISORDER
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Merih Reis Aras, Bugra Saglam, Fatma Yilmaz,
Senem Maral, Hacer Berna Afacan Oztiirk,
Murat Albayrak

Diskapi Yildirim Beyazit Training and Research
Hospital

Case report: In this article, we wanted to present our case in
which we detected SMZL during examining for defects in
coagulation tests and correlated the PT and aPTT elevation
with the development of inhibitors against coagulation fac-
tors related to this disease. The PT and aPTT values of the
patient diagnosed with MZL did not improve in the mixing
test, and no other etiology was found. With the second course
of chemotherapy, the patient’s values improved.

https://doi.org/10.1016/j.htct.2021.10.1030
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ACQUIRED FACTOR XIII DEFICIENCY WITH
RUNX1 MUTATION, A REPORT OF TWO CASES
TREATED WITH FACTOR XIII CONCENTRATE
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Oncology Centre, King Faisal Specialist Hospital and
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Acquired FXIII deficiency has been described in association
with malignancies or autoimmune disorders. We report two
cases of acquired FXIII deficiency associated with hemato-
logic malignancies. The first patient is a 60-year-old male
with CMML who presented 4 weeks after confirming his diag-
nosis with non-traumatic anterior abdominal wall hema-
toma. Workup revealed FXIII deficiency. He was treated with
FXIII replacement and other supportive measures. The hema-
toma resolved and patient was maintained on factor replace-
ment. Unfortunately, his disease transformed to AML and he
succumbed to death after starting AML therapy despite
achieving complete remission. The second patient is a 24-
year-old male patient post haploidentical transplant for inter-
mediate risk AML. He developed hemorrhagic cystitis day 36
post-transplant and non-traumatic subdural hematoma on
day 60 post-transplant. Workup revealed FXIII deficiency. He
was treated with factor replacement and the subdural hema-
toma resolved with improvement of the hemorrhagic cystitis.
Both patients had RUNX1 mutation which regulates expres-
sion of F13A1 in megakaryocyte this can decreased platelet
expression of F13A1 in patient with RUNX1 haplodeficiency
which lead to platelet dysfunction. FXIII deficiency should be
considered for patient with unexplained bleeding with nor-
mal routine workup.

https://doi.org/10.1016/j.htct.2021.10.1031
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A CASE OF MULTI REGIONAL PRIMARY
MUSCLE LYMPHOMA
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Department of Internal Medicine, Division of
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Objective: Primary extranodal non-Hodgkin’s lymphoma
(eNHL) usually presents at an early stage, as an extranodal
organ involvement along with draining lymph nodes only or
the predominant site is extranodal. As an eNHL, primary skel-
etal muscle lymphoma is very rare. The usual clinical picture
is local swelling and pain with or without systemic symp-
toms. MRI features are distinctive and FDG-PET/CT may help
to evaluate the stage and monitor the response to the treat-
ment. Case report: A 56-year-old male, presented with a one-
month history of swelling and pain on his left ankle. There
was no history of trauma or any physical strain. A mass lesion
was palpated on the calcaneus bone. MRI showed diffuse
muscle involvement. The clinical picture was not consistent
with infection or hematoma. The blood cell count and bio-
chemical investigations were within normal limits. Serology
for hepatitis B, C and HIV were negative. Biopsy was decided.
Methodology: Histological examination revealed CD19, CD20,
bcl-2 and bcl-6 positive B-cell lymphoma with a Ki67 prolifer-
ation index of 95%. Myc, bcl-2, and bcl-6 gene rearrangements
were not detected. Diffuse large B cell lymphoma was

diagnosed. FDG-PET/CT showed lesions in multiple regions
only limited to skeletal muscles but no other organ involve-
ment. He had no adverse risk factors but bulky lesion (11cm
sized lesion). After 6 courses of R-CHOP protocol, he had com-
plete anatomic and metabolic response. Conclusion: Healthy
skeletal muscles do not have lymphatic system. Lymphoma-
tous involvement of muscles occurs by 3 pathways as dissem-
ination via the haematogenous or lymphatic pathway,
extension from adjacent organs, such as the bones or lymph
nodes, and de novo primary extranodal disease. Most of the
histology primary skeletal lymphomas have the aggressive B-
cellimmunophenoty. In general, treatment is similar to nodal
lymphomas. In conclusion, we aimed to contribute in experi-
ence with this rare eNHL type.

https://doi.org/10.1016/j.htct.2021.10.1032
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A RARE CASE: POSTTRANSPLANT NK/T CELL
LYMPHOMA
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Case report: We wanted to present our patient who was diag-
nosed with NK/T cell type PTLD after kidney transplantation,
to contribute to the literature. Posttransplant lymphoma in
NK cell phenotype (EBV unrelated) was detected in biopsy
taken from the lesions that developed in mouth 11 years after
kidney transplantation. It was detected as stage 1E with the
examinations. As a result, early recognition of such rare cases
and start treatment and reducing immunosuppressive agents
are important

https://doi.org/10.1016/j.htct.2021.10.1033
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A VERY RARE CAUSE OF DIARRHEA IN A
CHEMOTHERAPY-INDUCED NEUTROPENIC
PATIENT: PELLAGRA

Fatma YILMAZ, Murat ALBAYRAK,

Senem MARAL, Hacer Berna AFACAN OZTURK,
Merih REIS ARAS, Pinar TIGLIOGLU,

Mesut TIGLIOGLU, Bugra SAGLAM

Health Sciences University Diskapt Yildirim Beyazit
Training and Research Hospital, Hematology Clinic

Case report: Pellagra is a systemic disease caused by a defi-
ciency of vitamin B3 .A 19-year-old male patient, who was
diagnosed with Burkitt’s lymphoma was admitted to the
hematology clinic for the second cycle of R-CODOX-M chemo-
therapy treatment. The patient at risk of malnutrition devel-
oped dermatit,diare and demans during treatment. The
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cause of diarrhea in the neutropenic patient is mostly in the
form of infective diarrhea. Diarrhea due to vitamin deficiency
should be kept in patients with malnutrition .

https://doi.org/10.1016/j.htct.2021.10.1034
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Introduction: Non-Hodgkin lymphoma (NHL) may occur in
the chest, often as secondary involvement but occasionally as
primary disease. Low-grade pulmonary B-cell lymphoma is
the most frequent form. The diagnosis based on histological
examination of surgical samples. Henoch—Schoénlein purpura
(HSP) as a systemic vasculitis typically less commonly affects
adults. Triggers including infections, medications and malig-
nancy for HSP have been recognized. Case report: We report a
patient presenting with HSP who had primary pulmonary
lymphoplasmocytic lymphoma (PPLL) as an underlying
malignancy. Case: 57-year-old male patient developed chest
pain with a hemoglobin level 5.9g/dL. Symptoms resolved
after erythrocyte transfusions. He has been diagnosed as hav-
ing type 2 myocardial infarction. The detailed investigation
contributed to warm autoimmune hemolytic anemia (AIHA)
diagnosis. Steroid was started. He had high eryhtrocyte sedi-
mentation rate. Further workup revealed bilateral multiple
hilar lymphadenopathies and nodular cavitary pulmonary
lesions on torax CT. The clinical picture and laboratory evalu-
ation were not consistent with invasive fungal infection and
tuberculosis. Purified protein derivative (PPD) skin test was
negative. Bronchoalveolar lavage did not reveal any atypical
cell and culture positivity. Thoracoscopic lymph node exci-
sion was performed. Histologic investigation showed plasma
cells in the paracortical area with a slight increase in kappa to
lambda ratio (3:1). A fine needle aspiration biopsy of lung tis-
sue revealed lymphoplasmocytosis. PET-CT documented cav-
itary nodular lesions and hilar lympadenomegalies but no
other suspicious lesion. Biopsy sample from one lesion sized
18 x 12 mm with SUVmax 5 revealed plasma cell infiltration
with an IgG kappa phenotype. PPLL was diagnosed. Mean-
while AIHA responded to steroid but recurred during dose
tapering. PPLL treatment with bortezomib and rituximab
based regimen was decided. AIHA went in remission but
relapsed after one year with HSP associated clinical picture.

He had severe abdominal pain with intestinal wall thickness.
Biopsy samples from kidney showed IgA vasculitis and from
skin granular type of IgA and C3 deposition in the walls of
small diameter vessels in the papillary dermis. Pulse steroid
followed by cyclophosphamide controlled the clinical picture.
Conclusion: We wished to highlight that in adults presenting
with HSP may be a sign of underlying malignancy relapse.

https://doi.org/10.1016/j.htct.2021.10.1035
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ANTICARDIOLIPINIC ANTIBODIES IN NON-
HODGKIN LYMPHOMA

Sanda Buruiana, Minodora Mazur, Maria Robu,
Victor Tomacinschii
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Objective: Identification of hemostasis changes in patients
with non-Hodgkin’s lymphoma (NHL) and anticardiolipin
antibodies (aCL). Methodology: The study included 83
patients (men-34, women-49) with a mean age of 63.2 years,
with NHL, investigated complex, by research of lupus antico-
agulant (LA) by Turbidimetry; antig2glycoprotein I IgG, IgM
and aCL antibodies, by ELISA method. Hemostasis disorders
were evaluated according to the type of NHL, stage, tumor
size. Results: aCL were detected in 10 (12%) patients: 6
patients with aggressive type lymphoma and 4 patients with
indolent type lymphoma, with advanced stage B cell NHL in
60%, mean age 52.8 years. LA was present in 80% of cases,
unlike aCL IgG antibodies (10%) and antif2glycoprotein I IgG
(10%). Hemostasis disorders were found in 6 (60%) patients:
thrombotic events-at 4 (40%) patients with Mantle cell lym-
phoma (1 patient), Small lymphocytic lymphoma (1 patient),
lymphoblastic lymphoma (2 patients). Local stage (I and II) of
the lymphoma was in 75%, but with a large size of the tumor
(&gt; 11 cm), and hemorrhage at 2 (20%) patients with stage IV
Small lymphocytic lymphoma, in which immune thrombocy-
topenia developed. Conclusion: The presence of antiphospho-
lipid antibodies, in particular of lupus anticoagulant,
advanced age, generalized stage, and large tumor size are risk
factors for the development of hemostasis diseases in NHL
patients, especially thrombosis.

https://doi.org/10.1016/j.htct.2021.10.1036
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Case report: Bone involvement is rare in DLBCL. 70-yearold
patient, applied to the orthopedics clinic dueto knee pain.
Kneeprosthesis was planned. During operation suspicious
nontumoral lesion with unclear borders was observed. Bone
biopsy was taken from the intraoperatively detected lesion
and a knee prosthesis was placed. According to PETCT and
bonemarrow biopsy results, patient was diagnosed as stage
1E. Awareness of DLBCL with atypical presentation are of
great importance in terms of early diagnosis

https://doi.org/10.1016/j.htct.2021.10.1037
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MASS INDEX ON SURVIVAL IN PATIENTS
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Objective: Marginal zone lymphoma is a biologically and
clinically heterogeneous group of indolent lymphoprolifera-
tive diseases, constituting 5-15% of all NHLs (Non-Hodgkin
Lymphoma) . By the World Health Organization; subgroups
as extranodal marginal zone lymphoma (ENMZL, MALT lym-
phoma, Maltoma), nodal marginal zone lymphoma (NMZL),
splenic marginal zone lymphoma (SMZL) constitute 70%,
20%, 10% of MZL (Marginal Zone Lymphoma) cases, respec-
tively. Methodology: A total of 50 patients with a diagnosis
of MZL who applied to our hospital between 2013 and 2021
were included in this retrospective study. All analyzes were
performed on SPSS v21. The Kolmogorov-Smirnov test was
used for normality control. Data are given as mean =+ stan-
dard deviation for continuous variables and frequency for
categorical variables. Survival times were calculated using
the Kaplan Meier method. Cox regression analysis (enter
method) was performed to identify important prognostic
factors. p&It;0.05 values were accepted as statistically signif-
icant results. Results: The mean age of 50 people in the
study group was 62.88 + 11.50 years and ranged from 34 to
84 years. 50% of the participants were male and 50% were
female . The mean follow-up period of the patients was
51.80 + 27.47 months. It was observed that none of the
parameters measured in the study, such as age, gender,
body mass index, diabetes, heart disease, thyroid diseases,
non-hematological malignancies, chemotherapy, and
radiotherapy intake, had an effect on survival. Conclusion:
Age at diagnosis should be considered in risk assessment of
patients with marginal zone lymphoma. It is thought that
the fact that the patients are predominantly in the advanced
stage MZL group, and the relatively short follow-up period
compared to the indolen lymphoma group, has an effect on
the absence of a determining effect of comorbid diseases on
mortality. Prognostic markers determined by multicenter
and detailed studies are needed to provide a better
prediction.

https://doi.org/10.1016/j.htct.2021.10.1038
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CASE REPORT: FOLLICULAR LYMPHOMA
PRESENTED WITH CHYLOTHORAX

Senem MARAL, Murat ALBAYRAK,

Berna AFACAN OZTURK, Merih REIS ARAS,
Fatma YILMAZ, Pinar Tiglioglu,

Mesut TIGLIOGLU, Bugra SAGLAM

Digkapt Research and Training Hospital,
Department of Hematology

Objective: Chylothorax is the leakage of chylous contents into
the pleural space as a result of damage to the thoracic duct.
Chylous effusion is seen often unilateral but may be bilateral
rarely. Etiology includes non-traumatic and traumatic causes.
While sarcoidosis, amyloidosis, superior vena cava thrombo-
sis and congenital anomalies are non-traumatic causes, non-
Hodgkin lymphomas are the most common causes.Herein,
we present a follicular lymphoma patient who was presented
chylothorax at diagnosis. Case report: A 31-year-old male
patient presented with fatigue, and dyspnea. On physical
examination, inguinal and axillary multiple palpable lymph-
adenopathies (LAP) were observed, and respiratory sounds
were significantly decreased on the left side.Computed
tomography imaging revealed prevascular, paratracheal, sub-
carinal LAPs and 5 cm thick pleural effusion in the deepest
part and compression atelectasison the left. Excisional LAP
biopsy revealed follicular lymphoma Methodology: When
thoracentesis was performed and milky effusion was classi-
fied as an exudative. The high triglyceride level was consis-
tent with a chylous effusion. After 6 cycles of R-CHOP
treatment, the patient had a significant regression in the ini-
tial LAPs, while the chylous effusion persisted. When cytolog-
ical examination of thoracentesis did not reveal lymphoma,
the patient was followed-up. Conclusion: Chylothorax is asso-
ciated with significant morbidity and mortality if left
untreated. Control of the underlying malignancy is still the
mainstay of treatment and reported as the most effective. In
the literature, successful results were reported with the treat-
ment of the underlying lymphoma. owever, it is known, chy-
lothorax may recur and patients should be follow-up closely.

https://doi.org/10.1016/j.htct.2021.10.1039
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LENALIDOMIDE ASSOCIATED IMMUNE
THROMBOCYTOPENIA: A CASE REPORT

Ibrahim Halil Acar, Birol Guvenc
Cukurova University Faculty of Medicine

Objective: Autoimmune cytopenia is observed in many hema-
tological malignancies, whereas immune thrombocytopenia
is rarely observed in plasma cell dyscrasias, such as multiple
myeloma. On the other hand, cytopenias secondary to myelo-
suppression due to lenalidomide use are frequently observed,
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whereas immune thrombocytopenia is a rarer complication.
Case report: A 63-year-old female patient without any known
disease was performed bone marrow biopsy in January 2019
due to anemia and high sedimentation rate. She was diag-
nosed with IgG-kappa type multiple myeloma and adminis-
tered four «cycles of bortezomib-cyclophosphamide-
dexamethasone treatment. She went into remission after this
treament and was then performed autologous stem cell
transplantation followed by a consolidation therapy compris-
ing 2 cycles of bortezomib-lenalidomide-dexamethasone
treatment. Subsequently, she was administered lenalidomide
maintenance therapy with regular follow-up visits. Isolated
thrombocytopenia was observed in the patient in her last fol-
low-up visit and was therefore hospitalized for further exami-
nation. No schistocyte was observed in the peripheral smear
as well as no rouleaux formation. It was determined that her
LDH (lactate dehydrogenase) levels were normal and that she
did not have organomegaly. The results of the Coombs test, in
addition to the results of hepatitis B, hepatitis C, HIV (Human
Immunodeficiency Virus), EBV (Ebstein-Barr Virus), and ANA
(antinuclear antibody) tests, which were run in order to deter-
mine whether she had any viral diseases, came out as nega-
tive. Post-transfusion purpura was ruled out in the patient as
she had no history of transfusion in the last three months.
She was then performed bone marrow biopsy, since her plate-
let count did not increase after discontinuation of lenalido-
mide treatment despite the fact that she was given platelet
suspension transfusion. Subsequently, it was was determined
that her megakaryocyte count increased, whereas her plasma
cell ratio was less than 5%. In view of the foregoing, she was
pre-diagnosed with lenalidomide-related immune thrombo-
cytopenia, and was thus given 1 gr of methylprednisolone for
3 days followed by the administration of methylprednisolone
at a daily dose of 1 mg/kg for 5 days. However, a sufficient
increase in her platelet count could not be achieved with the
said treatment. Therefore, she was administered eltrombopag
therapy instead, since she was refractory to other treatments
that could have been administered as a replacement treat-
ment, such as IVIG (Intravenous Immunoglobulin), rituximab
or cyclophosphamide. The patient, whose platelet count
increased after the administration of eltrombopag therapy,
was then discharged with full recovery. Conclusion: The aim
of this case report is to demonstrate that lenalidomide-asso-
ciated immune thrombocytopenia should also be considered
when there is isolated thrombocytopenia in patients with
multiple myeloma without a decrease in other cell lines.

https://doi.org/10.1016/j.htct.2021.10.1040

PP 31

CLINICAL PARAMETERS OF MULTIPLE
MYELOMA PROGRESSION IN RESIDENTS OF
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Objective: To study clinical parameters of multiple myeloma
progression in residents of the Gomel region of Belarus Meth-
odology: The study included 159 MM patients who were
examined at the State Institution “Republican Research Cen-
ter for Radiation Medicine and Human Ecology”, Gomel from
2018 to 2021. The average age was 62. Female patients pre-
vailed and amounted 57.1%. MM was diagnosed according to
international criteria. The criteria for progression were deter-
mined when new foci of destruction or extramedullary
lesions appeared, and at an increase in the number of plasma
cells in the bone marrow&gt; 10%. Results: Progression was in
10.7%(17). No differences in the immunological variant of
MM. CD20 expression&gt;20% was found 6.18 more often in
progressed patients (p=0.0001). CD56&gt;20% was 2.37 more
common at progression (p=0.006). CD117&gt;20% was 2.34
more often at progression, (p=0.116). M-protein&gt;15 g/l was
6.22 more often at progression (p =0.0001). Abnormal «/4 was
in 81.3% at progression (p=0.027). LDH was different (p=0.023).
Kidney damage and destructive syndrome did not affect pro-
gression (p=0.797). Conclusion: Identification of markers of
progression at the initial examination, such as excess expres-
sion of CD20&gt; 20%, CD56&gt; 20%, excess of M-protein&gt;
15 g/1, abnormal «/4 ratio can predetermine the outcome of
the disease. Our findings are consistent with the literature
data, but much remains unclear, for instance, cases with nor-
mal LDH values in patients with progression. This gives rise
to future research.

https://doi.org/10.1016/j.htct.2021.10.1041
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THE EFFECT OF BISPHOSPHONATE USE ON
TREATMENT RESPONSE AND OVERALL
SURVIVAL IN MULTIPLE MYELOMA PATIENTS

Ayse Uysal !, Mustafa Merter ',
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2 Firat University Scool of Medicine Internal
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Objective: Bisphosphonates are pyrophosphate analogs with
a high affinity for calcium crystals. Due to the affinity of
bisphosphonates for calcium, they bind rapidly to calcium-
containing hydroxyapatite crystals, especially in the resorp-
tion zone. In this way, they prevent bone resorption. In this
study, we aimed to investigate the effect of bisphosphonate
use on treatment response and overall survival in patients
with MM. Methodology: All patients with MM who followed
by the Hematology department of Firat University Hospital in
the last 10 years were included in this retrospective observa-
tional study. Age, gender, end-organ involvement, ISS staging,
LDH level, IG subtype in diagnosis, bisphosphonate use (dura-
tion and dose), treatments, response status and survival was
investigated. Results: Ninety-one patients, of whom 53 were
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male and 38 females, were included in this study. At the time
of diagnosis,14 patients with high calcium, 77 patients had
normal calcium. There was no significant difference in sur-
vival between bisphosphonate intake status and IG subtypes
(p&gt;0,05). There was no significant difference in progres-
sion-free survival between the ISS category, bisphosphonate
intake status, creatinine category, and IG subtypes
(p&gt;0,05). Conclusion: In this study, OS, and PFS in MM
patients were not affected by bisphosphonate use. however,
LDH level influenced both OS and PFS, the increase in LDH
level negatively affected the survival.

https://doi.org/10.1016/j.htct.2021.10.1042
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Objective: The advanced stages of multiple myeloma (MM)
commonly manifest a recurrent evolution, unfavorable prog-
nosis and negative socio-economic impact. The increased
rates of morbidity and DALYs, frequent complications and
relapses, unfavorable socio-economic impact characterize
MM as an actual issue of hematology and public health. The
objective of the study was the identification of diagnostic pat-
terns and the evaluation of short- and long-term results of
treatment of the advanced stages of MM. Methodology: The
study is a cross-sectional descriptive analysis of a cohort of 50
newly diagnosed patients with advanced stages of MM, who
have been treated and followed-up at the Hematology Dept.
of the Oncology Institute from Moldova during 2016-2020. The
diagnosis was assessed by cytological, immunohistochemical
examinations of the bone tissue and bone marrow, and
ELISA immunological test of the peripheral blood. The stage
was asserted in each case according to the
Revised International Staging System. Results: The patients
age ranged between 28-75 years (median - 57.7 years). MM
developed mainly in persons aged 60-69 (52%) years and in
rare cases under 39 years (6%). Females were 29 (58%), and
males - 21 (42%). 31 (62%) patients were diagnosed in stage III,
14 (28%) - in stage Il and 5 (10%) - in stage I. Immunoglobulin
(Ig) G isotype was detected in 28 (56%) cases, IgA - in 12 (24%),
light chains (Bence Jones MM) - in 10 (20%). Very good partial
responses were achieved in 25 (50%) of patients. Conclusion:
MM was diagnosed mostly in patients of 60-69 years, females
and stage III disease. Bone marrow myeloma cells ranged
between 30-67% (median - 46%). Concerning the Ig isotype
distribution in MM, IgG accounted the majority of cases.
Refractory chronic renal failure was the most common

complication (50% of cases) in advanced MM. Targeted che-
motherapy proved to be efficient in the advanced stages of
MM regardless of the gender, age and disease span. Very
good partial responses lasted 12-24 months.

https://doi.org/10.1016/j.htct.2021.10.1043
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CASE REPORT: COEXISTENCE OF CELIAC
DISEASE AND MULTIPLE MYELOMA
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Objective: Celiac disease is a systemic disease in which the
natural and adaptive immune system is affected by the effect
of gluten exposure and environmental factors in individuals
with genetic predisposition. Multiple myeloma; is character-
ized by an increase in clonal plasma cells. It is the most com-
mon hematological malignancy after lymphomas.We aimed
to present a case siagnosed with celiac disease and multipl
myeloma Case report: A 56-year-old female patient with a
diagnosis of asthma and celiac disease for 1 year was referred
to the Hematology department because her refractory ane-
mia. Serum IgA level of the patient was 4490 mg/dl without
renal failure and hypercalcemia.bone marrow biopsy compat-
ible with myeloma. The patient received 6 cycles of bortezo-
mib, cyclophosphamide, and dexamethasone and 3 cycles
lenalidomid dexametazon chemotherapy.After chemother-
apy, Autologous stem cell transplantation was performed.
Conclusion: Celiac disease is an autoimmune disease, charac-
terized by inflammation and villus atrophy in the small intes-
tine mucosa as a result of sensitivity to gluten, resulting in
malabsorption. The incidence of lymphoma and gastrointes-
tinal system malignancy is increased in individuals with
celiac disease. Multiple myeloma may also be accompanied
by autoimmune diseases such as ankylosing spondylitis,
scleroderma, and sjogren’s syndrome. Coexistence of multi-
ple myeloma and celiac disease is rare.

https://doi.org/10.1016/j.htct.2021.10.1044
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Objective: Although plasma cell neoplasms occupy a large
place in hematology practice, POEMS syndrome is very rare.
Serum lambda light chain elevation and polyneuropathy,
together with organomegaly, endocrinopathy, and skin
lesions are the main components of the syndrome. We share
our case, which we diagnosed in our clinic, with the belief
that it will contribute to the literature. Case report: A 51-year-
old male patient, who had no history of co-morbidity, drug
use, or exposure to toxic substances, was started on support-
ive treatment in February 2021, who first developed the com-
plaint of impotence. Later, he applied to the neurology
outpatient clinic with complaints of weakness and weakness
in the feet. After detecting polyneuropathy in his evaluation,
IgG Lambda monoclonal gammopathy was detected in serum
immune electrophoresis in his evaluation for etiology. Meth-
odology: Thereupon, it started to be investigated in terms of
plasma cell neoplasms. In the examinations performed,
immunoglobulin levels, serum-urine kappa and lambda light
chain levels, plasma increase in the bone marrow biopsies
and a solitary 3.3 cm sclerotic lesion in the sacral region were
detected in the PET-CT of the patient, whose ethology could
not be diagnosed. Results: A tru-cut biopsy was taken from
the sclerotic lesion of the patient, who was thought to be a
plasmacytoma and a 20% monoclonal IgG lambda plasma
increase was detected. In his physical examination, it was
seen that he had increased lesions (Figure-1) and acrocyano-
sis (Figure-2) on the skin for the last 3-4 months. The patient’s
current complaints and laboratory results were evaluated
with a preliminary diagnosis of POEMS syndrome (Table-1).
Conclusion: POEMS syndrome is a rare disease and its exact
incidence is unknown. It is frequently seen in 5-6 decades,
with a median age of 51 years, and 63% of cases are male
patients [1]. Chronic and excessive production of proinflam-
matory and other cytokines (IL-18, TNFq, IL-6, vascular endo-
thelial growth factor (VEGF) etc.), microangiopathy, edema,
effusions, increase in vascular permeability, increase in neo-
vascularization are important in the pathophysiology of the
disease.

https://doi.org/10.1016/j.htct.2021.10.1045
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IMMUNE THROMBOCYTOPENIA RELAPSE
POST COVID-19 VACCINE IN YOUNG MALE
PATIENT

Hana Qasim

Hamad Medical Corporation

Case report: We report a 28-year-old Asian male patient,
known for ITP and in partial remission for eighteen months,

who presented to emergency department with ITP relapse
(platelets count of 1 x 10”3 /uL), four days after receiving the

second dose of Pfizer SARS-CoV-2 vaccine, which required
treatment with intravenous immunoglobulins and dexa-
methasone, we discuss as well the likely underlying patho-
physiology and the suggested approach in patients known for
ITP who are willing to receive mRNA COVID vaccines.

https://doi.org/10.1016/j.htct.2021.10.1046
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Objective: An integrated analysis based on the Phase 2 TITAN
(NCT01151423) and Phase 3 HERCULES (NCT02553317) studies
with caplacizumab (CPLZ) in acquired thrombotic thrombocy-
topenic purpura (aTTP) was performed to assess treatment
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differences on efficacy and safety outcomes that may have
been undetected in the individual trials. Methodology: In both
trials, patients with an acute episode of aTTP were random-
ized to receive CPLZ or placebo (PBO) in addition to therapeu-
tic plasma exchange (TPE) and immunosuppression. All
randomized patients from both studies were included in the
integrated efficacy analyses (CPLZ: n=108; PBO: n=112), and
those who received at least 1 dose of the study drug were
included in the safety analyses (CPLZ: n=106; PBO: n=110).
Results: CPLZ significantly reduced mortality (0 vs 4 deaths;
P&Ilt;0.05) and refractory TTP (0 vs 8 events; P&It;0.05) versus
PBO and improved time to platelet count response (hazard
ratio, 1.65; P&It;0.001). CPLZ also reduced the composite end-
point of TTP-related death, exacerbation, or any treatment-
emergent major thromboembolic event during the treatment
period (13.0% vs 47.3%; P&lt;0.001) and median number of TPE
days (5.0 vs 7.5 days) versus PBO. Mild mucocutaneous bleed-
ing was the main safety finding for CPLZ. Conclusion: This
integrated analysis provided new evidence that CPLZ pre-
vents mortality and refractory disease in aTTP and reinforced
the individual trial efficacy and safety findings. No new safety
signals were identified for

https://doi.org/10.1016/j.htct.2021.10.1047
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Objective: Acquired thrombotic thrombocytopenic purpura
(aTTP) is an ultra-rare, potentially life-threatening thrombotic
microangiopathy (TMA). Data on epidemiology, disease man-
agement, and clinical outcomes are scarce and often hetero-
geneous. The aim of this study was to assess the
epidemiology, disease management, and clinical outcomes in
patients with aTTP in the United States. Methodology: This
longitudinal retrospective observational study of the Optum-
Humedica database included patients with aTTP diagnosis
from October 2015 to December 2019 if they had >1 docu-
mented ADAMTS13 activity &It;10% or >1 aTTP episode (>1
inpatient stay with TMA diagnosis and >1 therapeutic plasma
exchange [TPE] during the same stay); patients with condi-
tions that mimic aTTP were excluded. Patients were followed
until loss to follow-up, end of study period, or death. All anal-
yses were descriptive. Results: Among 666 patients with aTTP
diagnosis, 302 (45%) had >1 aTTP episode. Annual incidence
of >1 aTTP episode was 1.81/million (based on data from 2016
—2019). Patients with >1 aTTP episode received a mean of 16.7
TPE sessions; 59% used rituximab. Among patients with >1

aTTP episode, exacerbations occurred in 17% (52/302); relapse
occurred in 11% (34/302). Mortality rate was 25% (167/666)
among all patients with aTTP diagnosis and 14% (41/302)
among patients with >1 aTTP episode. Conclusion: Despite
treatment with TPE and immunosuppressants, the high mor-
tality and morbidity observed in this patient population dem-
onstrates the need for more effective therapies to improve
clinical outcomes.

https://doi.org/10.1016/j.htct.2021.10.1048
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Objective: Mobilized peripheral hematopoietic stem cells are
transplanted to cancer patients as support for high-dose che-
motherapy. It is believed that the effectiveness of restoring all
hematopoietic sprouts during HSC transplantation depends
on the total dose of CD34+ cells. At the same time, CD34+
stem cells are a heterogeneous cell pool, including progenitor
cells of different levels of differentiation and different ability
to proliferate. Accordingly, it can be expected that the sub-
population composit. Methodology: We have studied of HSC
subsets in 569 specimens of hemopoietic tissue (blood cells
and LP cells) from 167 adult cancer patients and on 557 speci-
mens of hemopoietic tissue from 263 pediatric cancer
patients. Also, 61 samples of LP from 50 healthy HSC donors
were studied. All patients were managed at bone marrow
transplantation units of hematology malignancy and oncol-
ogy department of N.N. Blokhin Cancer Research Center from
1996 to 2014. Results: Peripheral hemopoietic stem cells (HSC)
that are transplanted to cancer patients to reduce critical pan-
cytopenia vary in subset composition and include early poly-
potent precursors (CD38- and/or HLA-DR-, CD90+, CD45-
negative), lymphoid precursors (CD10+, CD7+, CD2+, CD19+,
CD56+), megakaryocyte- (CD61+) and myeloid-committed
precursors (CD117+, CD13+, CD33+). These subsets of early
and committed HSC are found in different proportions in can-
cer patients and normal donors. Conclusion: So, the pool of
mobilized HSC is heterogeneous and represented by pluripo-
tent precursors and committed HSC in different proportions
that are in variable, rather sophisticated interrelations. Mobi-
lization effect of SC individual subsets is related with disease
type. To achieve fast recovery of granulocyte lineages after
HSC autologous or allogeneic transplantation one should not
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focus only on proportion of committed myeloid HSC: optimal
HSC content to be transplanted should be in a certain balance.

https://doi.org/10.1016/j.htct.2021.10.1049
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Objective: As the COVID-19 was spreading to all countries, its
manifestations were identifying gradually, which were
related to several organs. COVID-19 is associated with distinct
hematological changes, increased serum inflammatory
markers, and coagulopathy. Methodology: Most of the known
COVID 19 complications are related to the patients’ prognosis
and mortality, particularly in those with severe disease, the
issue which attract the scientists and the medical physicians
all over the world to find the proper treatment for such
monter, we discussed the associations between COVID-19
clinical features and complications, and secondly, its
hematological findings and coagulopathy are investigated.
Conclusions: Such associations not only may shed light on
our prognostic view of patients with COVID-19 but also will
entail significant therapeutic implications. One of its key
implications is to utilize the mesenchymal stem cells (MSCs)
to treat patients with COVID-19. Herein, this kind of novel
therapy has been discussed, as well with its cons and pros
points

https://doi.org/10.1016/j.htct.2021.10.1050
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Objective: To study the outcomes of allo-HCT in patients with
hematological malignancy who received BU3 (9.6 mg/kg)
based conditioning from matched related or unrelated
donors. Methodology: A retrospective analysis of KFSHRC-
BMT Database, we identified 65 patients who received Allo-
HCT between October 2005 and December 2019 at King Faisal
Specialist Hospital & Research Center. The patients received
SCT from full HLA matched related or unrelated donors. We
excluded Mismatched MUD, Cord & Haplo-identical Stem Cell
sources. Results: We identified 47 AML (72.3%), 8 MDS (12.3%),
8 Myelofibrosis (12.3%) & 2 CML (3.1%) patients. Acute GvHD
grade II-IV and III-IV occurred in 29% and 14% respectively.
Chronic GvHD occurred in 55% and was extensive in 24% of

patients. With Median follow-up 60.5 months, 2 years and
5 years OS were 58.5 % and 44.1% respectively. The 2 years
and 5 years DFS were 52.9% and 44.5% respectively. Cumula-
tive incidence of relapse and NRM at 2- years were 29.5% and
17.4% respectively. Day +100 TRM were 10.7% Conclusion:
Allogeneic SCT using BU3 based regimen appears feasible to
use in patients who are not suitable for fully myeloablative
(BU4) regimen. TRM, DFS & OS rate were comparable to
reports from studies using BU4 based regimen, warranting
prospective studies in these patients.

https://doi.org/10.1016/j.htct.2021.10.1051
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A CASE OF REFRACTORY IMMUNE
THROMBOCYTOPENIA APPLIED WITH
AUTOLOGOUS HEMATOPOETIC STEM CELL
TRANSPLANTATION

Mine KARADENIZ *, Mete UCDAL?,
Hakan GOKER ', Umit Yavuz MALKAN*

! Hacettepe University Faculty of Medicine,
Department of Hematology, Ankara, Turkey
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Case report: A 61-year-old male patient who had previously
been splenectomized for immune thrombocytopenia, hospi-
talized with mucosal bleeding. Upon failure to respond to
steroid, intravenous immunoglobulin, rituximab, danazol,
azathioprine and eltrombopag treatment, autologous
hematopoietic stem cell transplantation was performed to
the patient. At the end of the first month, he had normal
platelet count.

https://doi.org/10.1016/j.htct.2021.10.1052
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Objective: Drug-drug interactions are an important cause of
adverse drug events. The preventable or manageable nature
of drug-drug interactions puts them at the center of interven-
tions. Since hematopoietic stem cell transplantation is a chal-
lenging and multi-drug process, drug-drug interactions are
frequently encountered. Methodology: In our study, the drugs
used by a total of 100 patients with 50 autologous and 50
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allogeneic bone marrow transplants for 10 days before trans-
plantation, on the day of transplantation and for 10 days after
transplantation were examined retrospectively in terms of
interaction. Two paid softwares and two free softwares were
used to examine interactions. The obtained data were analyzed
with Microsoft Excel program. Results: A total of 3805 interac-
tions were observed in the 21-day period in 50 patients who
underwent allogeneic stem cell transplantation, and these
interactions occurred with the repetition of 1017 interactions
in different patients. For the same period in 50 autologous
stem cell transplant patients, 2906 interactions were detected,
and this number occurred with 725 different interactions seen
in different patients. It has been understood that anti-infec-
tives cause serious interaction load. Conclusion: Hematopoietic
stem cell transplantation is a period in which prophylactic or
anti-infective treatment for the detected microorganism is
applied intensively. Interactions of anti-infectives with each
other and with other drugs in the treatment regimen are fre-
quently encountered during the transport process. Interactions
should be identified and their clinical significance should be
demonstrated. It should be handled with the partnership of
physician-clinical pharmacist.

https://doi.org/10.1016/j.htct.2021.10.1053
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Objective: Hematopoietic stem cell transplantation is a chal-
lenging process involving polypharmacy. Drug-drug interac-
tions are common due to the large number of drugs used in
patients, and antiinfectives are frequently involved in inter-
actions due to their widespread use. Methodology: In our
study, the drugs used by a total of 100 patients with 50 autolo-
gous and 50 allogeneic bone marrow transplants for 10 days
before transplantation, on the day of transplantation and for
10 days after transplantation were examined retrospectively
in terms of interaction. Two paid softwares and two free soft-
wares were used to examine interactions. The obtained data
were analyzed with Microsoft Excel program. Results: 1017
different interactions were detected in patients with
allogeneic bone marrow transplantation and 725 different
interactions in patients with autologous bone marrow trans-
plantation. It was observed that 342 interactions were com-
mon in the two transplant types. Interactions involving anti-
infectives have been studied and the data showed antifun-
gals, antibacterials and antivirals cause significant interaction
load. Some interactions were found to be dependent on the
transplant process. Conclusion: Allogeneic bone marrow
transplantation and autologous bone marrow transplantation

are challenging processes in which intensive drug therapy is
applied. Knowing the interactions that are common to both
types of transplantation and the interactions involving anti-
infectives specific to a certain period of the transplantation
process allows the process to be managed effectively. It is
important to manage interactions in physician-clinical phar-
macist collaboration

https://doi.org/10.1016/j.htct.2021.10.1054
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THERAPEUTIC PLASMA EXCHANGE IN
PATIENTS WITH NEUROLOGICAL DISEASES: A
9-YEAR, SINGLE-CENTER EXPERIENCE
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Objective: Therapeutic plasma exchange (TPE), is based on the
removal of pathogenic substrates from plasma with replace-
ment fluid. TPE is being used in the treatment of many neuro-
logical diseases, especially Myasthenia Gravis (MG) and
Guillain Barre Syndrome (GBS). The aim of this study is to ana-
lyse the efficay and safety of TPE experience in neurological
disorders. Methodology: We reviewed the medical records of
all 59 patients who received a total of 267 therapeutic cycles
between 2012 and 2021 in our tertiary care university hospital.
Respond assesment was evaluated with Medical Research
Council (MRC) scoring system. Neutrophil count, lymphocyte
count and neutrophil/lymphocyte ratio was recorded before
any treatment and 7 days after the last plasmapheresis cycle.
Results: Of the 59 patients, 30 (50.8%) were male and 29 (49.2%)
were female. Of these patients 44.1% were diagnosed with MG,
27.3% with GBS, %8.5 with Multiple Sclerosis (MS). The median
number of TPE sessions per patient was 5 [1-7]. 33.9 % of
patients had at least one complication that hypotension was
the most seen (%22). Overall response rate was %76.3. MRC
score was significantly higher in the group with response than
the group without symptom regression (p &It;0.05). Conclusion:
TPE is a safe and an effective treatment option in neurological
diseases. TPE related side effects/complications were generally
mild to moderate and manageable. Performing the TPE
response evaluation with the MRC scoring system was benefi-
cial for the reliability of the efficacy as a concrete finding.

https://doi.org/10.1016/j.htct.2021.10.1055
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DOES BLOOD TYPE HAVE AN EFFECT ON THE
COURSE OF COVID-19?
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Objective: Predictive parameters that can affect the course of
this infection have been the main topic of research since the
beginning of the COVID-19 (Coronavirus disease 2019) pan-
demic. Since the discovery of blood groups, the effect of these
on infectious diseases has always been of interest Methodol-
ogy: To analyze the effect of ABO blood group on mortality,
hospitalization duration and hematological and cytokine
storm parameters in patients with COVID-19. This retrospec-
tive study was conducted on 140 patients diagnosed with
COVID-19. Demographic characteristics, laboratory parame-
ters including ABO blood group, complete blood count (CBC)
parameters, biochemical tests, cytokine storm parameters,
duration of hospitalization, and final status (discharge or
death) were recorded. Results: The 140 patients included in
the analysis comprised 72 (51.4%) males and 68 (48.6%)
females with a mean age of 66.3+14.0 years. . Age and gender,
hospitalization duration and mortality rates were similar in
all blood group types. Only D-dimer values were found to be
higher in blood group A compared with other blood groups.
Conclusion: Although no difference in mortality was deter-
mined between groups, the D-dimer level was statistically
significantly higher in COVID-19 patients with A blood group.
Larger studies are needed to reflect D-dimer levels on the clin-
ical course of infection, and thus on daily practice

https://doi.org/10.1016/j.htct.2021.10.1056
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RECURRENT AUTOIMMUNE HEMOLYTIC
ANEMIA AFTER MRNA COVID-19 VAGCINE
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Case report: One of the causes of autoimmune hemolytic ane-
mia is drugs. Vaccination is the most important step in the
management of the COVID-19 pandemic. After receiving the
m-RNA COVID-19 (Pfizer-BioNTech) vaccine, the patient
admitted with weakness and jaundice for the last three days.
Laboratory results are consistent with AIHA recurrence. Sple-
nectomy was performed after the patient stabilized with rit-
uximab therapy. Especially newly developed therapeutic
agents have a potential risk of new side effects.

https://doi.org/10.1016/j.htct.2021.10.1057
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REVIEW
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Objective: Thalassemia is one of the most common hemoglo-
binopathies, with around 5% of the world’s population
expected to have some degree and type of thalassemia. Beta
thalassemia (BT) occurs due to a deficient production of the
beta-globin chain of hemoglobin. Extramedullary hematopoi-
esis (EMH) is one of the complications of BT, mainly observed
in minor/intermedia subtypes. EMH is the production of blood
cells outside the marrow as a compensatory response to long-
standing hypoxia. Due to chronic transfusions, it is not
expected in patients with beta-thalassemia major (BTM).
However, there are increasingly reported cases of EMH in
BTM. The incidence of EMH in BTM is thought to be &lt;1%.
However, it seems that the true incidence is much higher
than expected. This review aims to pool the available data
and provide cumulative evidence on the occurrence of EMH
in BTM patients. Methodology: We aim to conduct a system-
atic review via searching multiple electronic databases
(PubMed, Scopus, Google Scholar) to identify eligible articles
from any date up to December 2020. Eligible studies should
report extramedullary hematopoiesis in beta-thalassemia
major. Case reports, case series, observational studies with
cross-sectional or prospective research design, case-control
studies, and experimental studies will be included if found
relevant. Two reviewers (FA and ES) will individually analyze
the study quality using the statistical methodology and cate-
gories guided by the Cochrane Collaboration Handbook,
PRISMA guidelines, and Joanna Briggs Institute checklist for
case reports and series. Results: Data from 253 cases of EMH
in BTM patients were extracted with mean age of 35.3 +/-
0.5 years. Mean hemoglobin at presentation with EMH was 8.2
+/- 2.1 mg/dL. Lower limb weakness was the most common
presenting feature (N=23) (paraspinal EMH). Magnetic
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resonance imaging (MRI) was the most widely used diagnostic
modality (N=226). Overall, blood transfusion was the com-
monest reported treatment (N=30), followed by radiotherapy
(N=20), surgery (N=15), hydroxyurea (N=12), steroids (N=6),
and exchange transfusion (N=2). An outcome was reported in
20% of patients, all recovered, with no reported mortality.
Conclusion: EMH is considered a rare phenomenon in BTM
patients. It can occur in any organ system with varied clinical
features. MRI can effectively diagnose EMH, and conservative
management has similar results compared to invasive treat-
ments. Larger studies, focusing on outcomes may enhance
guidelines on preventive and therapeutic strategies for man-
aging EMH in BTM.

https://doi.org/10.1016/j.htct.2021.10.1058
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LATE DIAGNOSIS OF CONGENITAL
METHEMOGLOBINEMIA IN A 33-YEAR-OLD
CYANOTIC PATIENT, CASE REPORT AND
REVIEW OF LITERATURE
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Objective: Due to mild symptoms, congenital methemoglo-
binemia is rarely diagnosed and reported as a cause of the
cyanosis, especially in adults. Despite the benign nature of
congenital methemoglobinemia, it is crucial to keep it in
the differential diagnosis list when assessing cyanotic
patients, mainly if he has a normal PaO2. Patients are usu-
ally asymptomatic and are treated for cosmetic purposes,
but they might suffer from severe complications if exposed
to oxidative agents. Case report: A 33-year-old lady pre-
sented to ED with difficulty breathing and bluish discolor-
ation gradually increased over days, without fever or
cough. she mentioned having recurrent similar episodes
since childhood. family history positive for similar episodes
in the sister. physical examination positive for central and
peripheral cyanosis, with o02sat of 88% and RR of 20, the rest
of examination within normal limits. laboratory tests nor-
mal except for ht 48.9%, PO2 160 on ABGs. Methodology:
The patient’s clinical picture of cyanosis with no evidence
of cardiovascular or pulmonary diseases and the discrep-
ancy between PaO2 and O2 saturation on oximeter required
thinking of methemoglobinemia as a possible diagnosis
despite the patient’s age and the absence of any exposures.
Methemoglobin level 20.9% (0-1.5%). Hemoglobin electro-
phoresis did not detect any abnormal hemoglobin. The
activity of NADH cytochrome b5 reductase or the level were
not done. Results: We searched PubMed and Google
Scholar, we found 22 articles with a total of 30 patients with
congenital methemoglobinemia. The mean age of the
patients was 25 years (range 2 days-61 years); most of them
were previously healthy. Out of 30 patients, 16 were treated
with ascorbic acid or methylene blue or both with improve-
ment, 14 either were not treated or treatment not men-
tioned in the report. Our patient received ascorbic acid
500 mg BID orally and improved clinically and laboratory.

Conclusion: Due to mild symptoms, congenital methemo-
globinemia is rarely diagnosed and reported as a cause of
the cyanosis, especially in adults. Despite the benign nature
of congenital methemoglobinemia, it is crucial to keep it in
the differential diagnosis list when assessing cyanotic
patients, mainly if he has a normal PaO2. Patients are usu-
ally asymptomatic and are treated for cosmetic purposes,
but they might suffer from severe complications if exposed
to oxidative agents.

https://doi.org/10.1016/j.htct.2021.10.1059

PP 50

A RARE ASSOCIATION IN A CASE WITH
HEREDITARY SPHEROCYTOSIS: SPECTRIN
BETA (SPTB) AND JAK-2 MUTATION

Fatma YILMAZ, Murat ALBAYRAK,
Merih REIS ARAS, Senem MARAL,
Hacer Berna AFACAN OZTURK,
Pinar TIGLIOGLU, Mesut TIGLIOGLU,
Bugra SAGLAM

Health Sciences University Diskap1 Yildirim Beyazit
Training and Research Hospital, Hematology Clinic

Case report: Five types of gene variants are seen in hereditary
spherocytosis (ANK, SPTB, SPTA1, SLC4A1, EPB42). JAK2 V617F
mutation; is most common seen in bcr-abl negative chronic
myeloproliferative diseases. As a result of NGS performed
before splenectomy, SPTB c.4973+2T&gt; C and JAK-2
€.1849G&gt;T p.(Val617Phe) mutations were detected. Co-
occurrence of these two mutations requires special attention
in terms of the management of thrombocytosis and side
effects that may occur after splenectomy.

https://doi.org/10.1016/j.htct.2021.10.1060
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Objective: Langerhans cell histiocytosis (LCH) is a rare histio-
cytic disorder that can be especially seen in children and
young adults. The clinical presentation of patients with LCH
varies according to the sites of involvement. In about half of
patients, the disease is limited to a single organ system and
bone involvement is very common. In this study, it was aimed
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to retrospectively evaluation the patients diagnosed with LCH
who were followed up and treated in our clinic. Methodology:
The data of patients over the age of 18 years who were fol-
lowed up and treated in Bozyaka Training and Research Hos-
pital Hematology Clinic between 2015-2021 were scanned
retrospectively from the hospital system. Results: Data of 6
patients were obtained. The mean age of the patients was
33.6. There was no difference between the genders. Pain was
the reason for admission in 4 patients and was the most com-
mon symptom. While the most frequently involved system
was the skeletal system with 5 patients, lung involvement
was seen in 2 patients. Vinblastine and prednisolone combi-
nation therapy was given to 1 patient, who developed steroid-
related avascular necrosis. One patient who was planned for
combination treatment Conclusion: LCH is a rare disease
especially seen in children and young adults. It can involve
the skeletal system, lungs, and other organs. The prognosis is
often good with excision of the lesion or systemic treatment.

https://doi.org/10.1016/j.htct.2021.10.1061
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Introduction: Pilomatrix carcinoma is a rare cutaneous tumor
derived from follicular matrix with about 150 reported cases
and it is considered as locally aggressive tumor with a ten-
dency to recur. In addition to lymph node metastases and
poor prognosis, it is non-chemotherapy responding in sys-
temic metastasis. Method and result: A 37-year-old Libyan
man presented with two large, coalesced nodules in the face
measuring about 32 cm and 3*3 cm, treated as a case of
lipoma by surgical excision based on clinical diagnosis, reap-
pearing of larger nodule 9%6*4 cm involving almost all the left
check, surgical excision was done with histopathological fea-
tures of pilomatrix carcinoma infiltrating to the subcutaneous
adipose tissue and deep striated muscle with no clear mar-
gins. Conventional radiotherapy by electron beam was started
using the linear accelerating machine, with total radiotherapy
dose 60 gray (Gy) in 30 fraction for six weeks. No local recur-
rences, nor lymph node or systemic metastasis since June
2020. Conclusion: Pilomatrix carcinoma must always be con-
sidered in the differential diagnosis of nodular tumors of the
head-and-neck due to high recurrence rate after simple exci-
sion. Furthermore, local radiotherapy post incomplete surgi-
cal excision is the best adjuvant therapy.

https://doi.org/10.1016/j.htct.2021.10.1062
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Objective: Patients with cancer are considered highly vulnera-
ble to the COVID-19 disease. However, there are still few data
in hematologic patients. Some small studies have shown a
high mortality on patients with hematologic malignancies
and COVID-19. In this study we aim to report a single center
experience of the hematologic patient population with
COVID-19 disease. Methodology: This single centre, retrospec-
tive, cohort study included a total of 111 adult patients (aged
>18 years) with diagnosis of neoplastic and non-neoplastic
hematologic diseases between March 2020 and August 2021.
Ethics committee approval was obtained from the Istanbul
University Istanbul Faculty of Medicine Clinical Research
Ethics Committee. Categorical variables were compared using
Pearson’s Chi-square test. STATA16-MP was used for the sta-
tistical analysis. Results: A total of 111 patients (median
age:55) with hematologic disease were diagnosed with
COVID19. Ninety patients had neoplastic hematologic disor-
der. Fourty-five patients were receiving anti-neoplastic treat-
ment at the time of COVID19 diagnosis. A total of 21 patients
(overall mortality rate:19%) died and 19 of them had neoplas-
tic disorder. The malignancy mortality rate was estimated to
be 21%. 45 of 90 cases were receiving chemotherapy. Ten of
these 45 patients (22%) died due to COVID19 disease. Conclu-
sion: In our study the majority of patients who died due to
COVID-19 had hematological malignancies. The cytokine
storm which affects the clinical outcome in COVID-19 may
contribute to dismal prognosis in hematologic malignancies
in which cytokine increase is a part of process. Most of the
succumbed patients were relapsed refractory multiple line
treated which may reflect the immune insufficiency. It
seemed COVID-19 progress is mostly poor in hematologic
malignancies compared otherwise healthy people.

https://doi.org/10.1016/j.htct.2021.10.1063
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Objective: Congenital dyserythropoietic anemia is a group of
diseases characterized by ineffective erythropoiesis and mul-
tinuclear erythroblasts, mostly diagnosed in childhood.
Although there are 3 main types, type II is the most common.
We present our patient with congenital dyserythropoietic
anemia, who was not diagnosed until the age of 49, to contrib-
ute to the literature. Case report: A 49-year-old male patient
was admitted to our hospital with abdominal pain, weakness
and yellowing of the eyes. His examinations revealed spleno-
megaly, cholelithiasis, anemia and hyperbilirubinemia. In the
patient’'s anamnesis, he stated that he had jaundice and
weakness since childhood, and that he knew that he had
abdominal pain and spleen enlargement with advancing age.
Methodology: Bone marrow biopsy was performed to the
patient for a different diagnosis and cause. Binuclear erythro-
basts were observed in the patient (fig. 1). As a result of the
new generation sequencing performed on the patient who
was evaluated as familial non-immune hemolytic anemia,
¢.1733T&gt;C homozygous mutation in exon 15 of the SEC23B
gene was detected and a diagnosis of congenital dyserythro-
petic anemia type II was made Results: Congenital dysery-
thropoietic anemias (CDA) represent a large group of diseases
that mainly result in ineffective erythropoiesis. Morphological
changes observed in the bone marrow over a long period of
time were its main diagnostic features. Together with 3 main
subtypes, they are examined in a total of 5 subtypes. CDA
type II is most common. Clinically normal or slightly
increased reticulocyte count is characterized by a variable
degree of normocytic anemia. Conclusion: Diagnosing CDA
cases: It is closely related to the clinician’s ability to remem-
ber and access genetic tests, especially in advanced ages. Con-
sidering that access to genetic tests will increase in the future,
many undiagnosed cases may come up. Although our treat-
ment possibilities are limited in the current situation, future
treatment methods are promising. However, studies are still
needed to understand this disease and its mechanisms.
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Background: Laboratory hematological tests are widely used
in clinical practice to assess health and disease conditions.
Although, the International Federation of Clinical Chemistry
and Laboratory Medicine (IFCC) and the Clinical and Labora-
tory Standards Institute (CLSI) recommended that reference

ranges should be established for each region , to the best of
our knowledge, no study has described the reference values
of routine hematological parameters in healthy Saudi adults.
Objectives: To provide reference values of routine hematolog-
ical parameters in Saudi adults according to age and gender.
Material and Methods: A total of 827 adults potentially
healthy Saudi participants with age ranging from 15 to
65 years were enrolled in this cross-sectional study from the
central province of Saudi Arabia, Riyadh city. Results: The ref-
erence values of routine hematological parameters (full blood
count, hemostatic profile, and biochemical tests of serum
hematinic) according to gender were provided in detail
(mean, SD, range, median, upper and lower limits) after exclu-
sion of 157 due to various reasons. No difference in any hema-
tological values were observed in relation to age. Current
study hematological parameters’ reference ranges were
mostly different to the universal established ranges. Conclu-
sion: This novel study provides the reference ranges of rou-
tine hematologic parameters for adult Saudi population for
accurate assessments and appropriate management of rou-
tine clinical care, hence, to improve quality in health care.

https://doi.org/10.1016/j.htct.2021.10.1065
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Introduction: Factor XIII deficiency is an extremely rare type
among bleeding diathesis. In factor XIII deficiency, normal
results of coagulation screening tests are expected. It usually
does not cause spontaneous bleeding. Apart from bleeding
diathesis, it may cause delayed wound healing and recurrent
spontaneous abortions in women. Here, we present a 32-
year-old case with severe congenital factor XIII deficiency
who had an uncomplicated pregnancy and birth with regular
replacement therapies. Case report: A 32-year-old patient
with severe congenital factor XIII deficiency, who had a his-
tory of spontaneous abortion at the 11th week of her first
pregnancy, applied to our center with a request for childbirth.
It was learned that the factor XIII levels of the patient could
not be measured, that she was using plasma-derived FXIII
concentrate at a dose of 25 units/kg every time once a month,
and in cases where this could not be obtained, 5 units/kg
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cryoprecipitate was given instead. After the completion of the
pre-pregnancy assessments, starting 3 months before the
planned pregnancy and continuing for the whole pregnancy
and for 3 months after birth, 25 units/kg plasma-derived con-
centrate at a dose of 25 units/kg was applied each time and
every two weeks, and in cases where this could not be pro-
vided, the follow-up was continued by applying cryoprecipi-
tate at a dose of 5 units / kg instead. During this whole
process, FXIII levels ranged between 70% and 100%. The
patient, who developed an abortion risk due to decidual
bleeding in the first trimester, was hospitalized and an addi-
tional 25 units / kg plasma-derived FXIII concentrate was
administered and a parenteral dose of 30 mg / kg tranexamic
acid was applied until the signs of decidual bleeding disap-
peared. An additional 50 units/kg dose of plasma-derived
FXIII concentrate was administered to the patient 30 minutes
before birth who had a planned delivery by cesarean section
at 38 weeks of gestation, and 30 mg/kg parenteral tranexamic
acid was administered for 7 days following the delivery. FXIII
level was detected 50% in the child of a healthy, 3500-g born
boy. The patient and her baby, who are in the first year after
birth, are followed up without any complications, and pro-
phylactic plasma-derived FXIII concentrate or cryoprecipitate
is administered to the patient once a month. Discussion and
Conclusion: Inherited bleeding diathesis lead to an increased
risk of bleeding and abortion in obstetric patients. Factor XIII
deficiency is an extremely rare type among them. FXIII has a
role in angiogenesis as well as hemostasis. Therefore, wound
healing and tissue repair are impaired in Factor XIII defi-
ciency. The risk of premature separation of the placenta, mis-
carriage especially in the first trimester, and postpartum
uterine bleeding are increased in FXIII deficiency. Tranexamic
acid can be used safely in obstetric patients with bleeding
diathesis. It may be possible to ensure that patients with fac-
tor XIII deficiency have an uncomplicated pregnancy and
delivery with regular follow-ups, regular prophylactic factor
preparations, plasma replacements if they are not found, and
in cases of bleeding, with additional doses of factor prepara-
tions or plasma replacement applications with tranexamic
acid.
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EVALUATION OF THE FREQUENCY OF
ARTERIAL AND VENOUS THROMBOSIS AND
PREDISPOSING FACTORS IN PATIENTS USING
ELTROMBOPAG
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Objective: Eltrombopag is a small molecule thrombopoietin-
receptor agonist used orally for the treatment.There is a high
risk of thrombosis associated with the use of Eltrombopag.
Our aim in this study is evaluating the incidence of arterial
and venous thrombosis in patients using Eltrombopag and

followed up in our center with the diagnosis of ITP, MDS and
aplastic anemia, and contributing to the literature with the
data of Central Black Sea by retrospectively evaluating
the predisposing factors. Methodology: In this study, the data
of 144 patients who were treated with Eltrombopag with the
diagnosis of ITP, MDS and aplastic anemia at Ondokuz Mayis
University Faculty of Medicine Hematology Clinic between
2009-2019 were analyzed retrospectively. The data of the
patients were obtained retrospectively from the hospital
management system. Results: The study
included 144 patients who treated with Eltrombopag. 66
(45.8%) of the patients were male and 78 (54.2%) were female.
The mean age of the patients was 54.12 + 20.08 years. 102
(70.8%) of the patient were diagnosed with ITP, 31 (21.5%)
with aplastic anemia and 12 (7.6%) with MDS. Thrombosis
was observed in 7 (4.9%) of 144 patients who treated with
Eltrombopag. Venous thrombosis was found in 6 (4.2%) of
these patients and arterial thrombosis was found in one
patient (0.7%). Conclusion: Eltrombopag treatment poses a
risk for thromboembolic events. The treatment process
should be followed closely especially in patients with known
risk factors for thrombosis.

information
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Objective: The aim of the study; To determine the frequency,
etiological factors, treatment, long-term follow-up and
recurrence rates of thrombosis in children. Methodology:
Children with thrombosis in Ankara City Hospital between
December 2018 and August 2021 were included. Patients
were called or examined at 6—12-month intervals. Results: A
total of 328 patients with a mean age of 6.9 were included.
Catheter-related thrombosis was present in 52.7%.There
were 14% arterial thrombosis and 59% venous thrombosis.
Intracardiac thrombosis 16.2%, pulmonar thrombosis 2.4%,
serebral thromboembolism %20 were detected.In the treat-
ment, subcutaneous ondansetron (78.6%) was used mostly,
but intravenous ondansetron was given in 6 patients and
TPA was given 20 patients.In a mean follow-up of 15.8
months, 5 (1.5%) patients died due to thrombosis. Conclu-
sion: Determining the etiological factors of patients with
recurrence thrombosis is important for the duration of treat-
ment in the follow-up.

https://doi.org/10.1016/j.htct.2021.10.1068
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THE EVALUATION OF HEALTHY CHILDREN
WITH INCIDENTAL PROLONGATION OF
PROTHROMBIN OR ACTIVATED PARTIAL
THROMBOPLASTIN TESTS
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FACULTY OF MEDICINE, DEPARTMENT OF
PEDIATRICS

Objective: This cross-sectional study aimed to reveal possible
hemostatic disorders in patients referred to the Pediatric
Hematology Department due to the prolongation of the pro-
thrombin test (PT) or activated partial thromboplastin test
(aPTT). Methodology: In this study, patients aged 0-18 years
without known hematologic disease were referred to investi-
gate the incidental prolonged PT and/or aPTT were evaluated.
Mixing studies were performed in patients with continued
PT/aPTT prolongation in the control examinations. Coagula-
tion factor activities were analyzed in patients with improve-
ment in mixing study. Antiphospholipid antibodies were
studied in patients whose results did not improve with mix-
ing studies. Results: Coagulopathy was found in 30% of 103
patients. Lupus anticoagulant positivity was found in two
patients (1.9%). The most common factor (F) deficiencies were
FVII deficiency (10.6%), FXI deficiency (7.8%), FXII deficiency
(7.8%), FV deficiency (0.9%), FVIII deficiency (0.9%), fibrinogen
and FVII deficiency (0.9%) and von Willebrand factor (VWF)
deficiency (0.9%). Coagulopathy was more common in
patients with bleeding disorders in their families, and this dif-
ference was statistically significant. Conclusion: In our study,
mild factor deficiencies were more common than expected.
Coagulation factor deficiencies can be seen in the patients
without any finding of physical examination, personal and
family histories. There is often no evidence of bleeding in
mild factor deficiencies, and the clinical significance is
unknown. We recommend using PT and aPTT as screening
tests, especially before a major surgical intervention is
performed.
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Objective: A questionnaire form was prepared by the Turkish
Pediatric Hematology Society- Subcommittee of Hemostasis,
Thrombosis and Hemophilia to determine the current
approaches in the diagnosis and treatment of childhood ITP
in our country. Our aim was to share the results of this study,
and to do new, national, multicenter prospective studies.
Methodology: This form, which consists of twenty questions
with multiple choices, but a brief explanation is requested
when there is a different approach other than the options
given, was sent to all pediatric hematologists via e-mail.
Results: The response was obtained from 55 hematologists
experienced in ITP from 47 centers in total. Due to space con-
straints, this summary could not present the survey ques-
tions and answers. Conclusion: In conclusion, the approaches
for diagnosis and management of childhood ITP differ
between centers.
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Case report: We present the clinical picture and laboratory
work-up of Glanzmann thrombasthenia, based on a group of
7 patients. Bleeding history was significant in all patients and
included both mucosal and postsurgery bleeds. Laboratory
analysis revealed decreased or absent platelet aggregation
(&It; 10%) with all physiologic agonists (ADP, collagen, epi-
nephrin, arachidonic acid) together with normal agglutina-
tion response to ristocetin. In three patients diagnosis was
confirmed by flow cytometry.
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THE USE OF ROMIPLOSTIM IN AN INFANT
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Case report: Immune thrombocytopenia (ITP) is the most
common platelet disorder in children, peaking between the
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ages of 1-7.The first line therapy consists of intravenous
immunoglobulin, anti-D immunoglobulin or corticosteroids.
Second-line treatment options are immunosuppressive ther-
apy, Rituximab.Thrombopoietin receptor agonists are used,
which increase platelet production in the bone marrow. Our
case report on a child with refractory chronic ITP, who failed
the first and second line therapy.
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Objective: Sporadic essential thrombocytosis is a very rare
disease in the childhood age group and its frequency has
been reported as 1/1,000,000. WHO 2008 essential thrombocy-
tosis diagnostic criteria; high platelet count for more than one
year (&gt;450 x 109/1), exclusion of reactive or secondary
causes of thrombocytosis (iron deficiency, megaloblastic ane-
mia, acute phase reactants, trauma, operation), no family his-
tory of myeloproliferative neoplasm and thrombocytosis, and
WHO It can be summarized as the absence of myeloid neo-
plasm criteria. Methodology: In this study, seven cases diag-
nosed as sporadic essential thrombocytosis in our Pediatric
Hematology clinic are presented. Six of the patients were girls
and one was a boy. The median age at presentation was
13 years (the youngest 5 months, the oldest 15 years old).
Application complaints: Headache, vertigo and tinnitus in
adolescent children were not present in young children, they
were detected incidentally. Thrombus was not detected in
any patient. The median platelet count at diagnosis was
1442 x 109/1 (range 963- 2438). Results: An increase in mega-
karyocytes was detected in bone marrow aspiration, no cyto-
genetic anomalies were found. Jak-2 (V617F) mutation was
detected in one case and CALR mutation in two cases. No MPL
(W515L) mutation was found in any case. In one case with a
CALR mutation, a known type 2 mutation was detected, and
in the other a new, previously unidentified mutation was
detected. In the other four cases, no clonality was detected.
Three cases with mutations and two cases with no mutations
are being followed up with hydroxyurea therapy. The other
two cases are using low-dose aspirin. Follow-up periods range
from six months to nine years. No complications developed.
Conclusion: Thrombocytosis is a common problem in child-
hood. Reactive and secondary causes are usually identified.
Essential thrombocytosis is a diagnosis that should be consid-
ered after excluding other causes. Mutation studies should be
performed in pediatric patients who meet the WHO 2008 cri-
teria. While Jak-2 (V617F), CALR and MPL (W515L) mutations
are seen in 90% of cases in adults, these three mutations are
only seen in 25% of the childhood age group. The high number
of cases with no mutations indicates that new candidate
genes should be sought and studied.
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Case report: Gardner Diamond Syndrome (GDS) is a rare auto-
immune disorder also known as autoerythrocyte sensitiza-
tion syndrome represented with skin lesions. These lesions
mostly occur after a triggering factor. The pathophysiology of
the disease is not completely understood yet. In this case
report, the characteristic features of GDS is presented; fur-
thermore, our aim is to emphasize the effect of emotional
stress during the disease.
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Objective: Myeloperoxidase (MPO) is a hemoprotein expressed
in azurophilic granules of neutrophils and lysosomes of
monocytes. It is caused by mutations in the MPO gene on
chromosome 17 and is estimated to affect 1:2000-4000 people.
It is the most common inherited defect of phagocytes. Micro-
bial killing is impaired in patients with MPO deficiency, but
most patients are asymptomatic, except for diabetic patients.
In this article, we aimed to present our patients diagnosed
with primary MPO deficiency. Methodology: During the inves-
tigation for the etiology of neutropenia in the hematology
department of our hospital, patients who were diagnosed
with MPO deficiency were examined. In the evaluation of the
patients, it was observed that the neutrophil count in the
hemogram printout and the counted neutrophil count in the
peripheral smear were inconsistent. We performed MPO
staining with FCM from the peripheral blood samples of the
patients and we found that the neutrophils were MPO nega-
tive. Results: A 1-day-old male patient has no additional dis-
ease (c.608A&gt;C H mutation). C.578G&gt;C mutation was
detected in the follow-up due to ANA+ in a 6.5-year-old
female patient. A c.2031-2A&gt;C mutation was found in the
18-year-old patient who was being followed up with the diag-
nosis of Granulamatous Polyangiitis and his sister. A c.493del
mutation was detected in an 11-year-old patient who was
diagnosed with ITP 5 years ago. The noval mutation was
detected in the patient followed up with the diagnosis of
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retinoblastoma. Conclusion: MPO deficiency may occur pri-
marily as well as secondary. A number of point germ line
mutations cause primary MPO deficiency. Most patients
asymptomatic without an increase in infection. Severe infec-
tious complications were not observed in any of our patients.
We wanted to emphasize that MPO deficiency should also be
kept in mind in patients whose neutropenia etiology was
investigated.
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Objective: Compared with other cytogenetic acute myeloid
leukemia (AML) groups, patients with core-binding factor
AML (CBF-AML) are considered as a favorable AML risk
group based on their high remission rate and survival prob-
abilities. However, up to 30-40% of these patients can still
relapse after standard intensive induction and consolida-
tion chemotherapy. Methodology: From 2004 to 2020, 147
AML patients reviewed. Ten of 147 patients were followed
up with t(8;21) chromosomal anomaly. The t(8;21)(q22;922)
was detected by reverse transcription polymerase chain
reaction (RT-PCR) and/or floresan in situ hibridizasyon
(FISH). We analyzed patients’ demographic data: sex, white
blood cell count at diagnosis, central nervous system sta-
tus, additional cytogenetic anomaly and recurrence rates,
stem cell transplant status and survival rates. Results: Two
of 10 patients were female. The median age was 10 years
(3-17 years). Median followup was 36 months (2-114
months). The mean white blood cell count of 10 patients
was 21.5 (x 109/1) at diagnosis. One out of 10 patients had
granulocytic sarcoma and 2 had central nervous system
involvement. Additional cytogenetic anomalies were
detected in 90% of the patients, of which 2 relapsed and 3
died. One patient received hematopoietic stem cell trans-
plantation and died because of HSCT complications. Con-
clusion: Recent studies show that CBF-AML includes
different groups with different clinical outcomes. We found
that 50% of our patients achieved complete remission and
50% experienced relapsed disease or death. After we were
able to monitor the t(8;21) level with RT-PCR, we diagnosed
relapsed disease in 1 patient with additional cytogenetic
anomaly. RT-PCR is essential for optimal handling of these

patients to predict patients’ relapse risk and to detect mini-
mal residual disease.
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Case report: Haemorrhagic cystitis (HC) is characterized by
focal or diffuse haemorrhagic and inflammatory changes of
the bladder mucosa. Polyoma BK virus (BKV) infection is an
important underlying condition that provokes hematopoietic
stem cell transplantation (HSCT)-related HC. Although com-
monly reported in transplant recipients, BKV associated HC,
and tubulointerstitial nephritis rarely occurs in paediatric
acute lymphoblastic leukemia (ALL) patients receiving
chemotherapy. A 15-year-old girl diagnosed with T cell ALL,
receiving high-risk chemotherapy protocol, complained about
dysuria and lower abdominal pain with macroscopic haema-
turia. Her complaints started under meropenem, teicoplanin,
amikacin, and caspofungin treatment due to neutropenic
fever with severe mucositis. There wasn’t any bacterial
growth in the urine or blood culture. PCR analysis detected
2,2 x 109 copies/mL of BKV in urine. The antibiotics other
than ciprofloxacin were discontinued. Her complaints are
alleviated day by day. She did not experience any urinary
symptoms or haematuria, and the BKV copy number declined
to 3,3 x 107 copies/mL during follow-up.Contributing factors
of BKV associated HC are highly relevant in HSCT recipients.
However, patients receiving intensive chemotherapy may
have similar conditions. A predisposing and potential man-
ageable factor such as BKV should be searched in paediatric
haematology practice.
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Case report: Methotrexate is an essential drug effectively used
in acute lymphoblastic leukemia. Doses above 500 mg/m2 are
defined as high-dose methotrexate (HDMTX). Since HDMTX is
known to cause serious morbidity, it is given with a standard
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rescue therapy to prevent toxicity. Besides myelosuppression
and mucositis, other side effects of methotrexate are hepato-
toxicity, erythema, desquamation, allergic reactions and neu-
rotoxicity. Methotrexate is also associated with radiation
recall and false photosensitivity. A 10-year-old girl with pre-B
ALL underwent hematopoietic stem cell transplantation two
times due to marrow and central nervous system (CNS)
relapse. On the follow-up, 3 months later she had a bone mar-
row relapse. After remission obtained with high dose chemo-
therapy, maintenance treatment was given due to relapse/
refractory disease. One year later she had isolated CNS
relapse again and treated with intrathecal methotrexate, Ara-
C and dexamethasone. The patient was started on relapse/
refractory maintenance therapy, and 1 g/m2 methotrexate
was given every 4 weeks. Immediately after intravenous
methotrexate was given to the patient in the 13th week of her
treatment, she complained of burning, pain and redness in
the areas that had previously been desquamated due to sun-
burn. No additional treatment was given, except alkaline
hydration and calcium folinate, when the findings were
observed. The patient was started on antihistamine therapy.
Methotrexate drug level reached 0.02 umol/L at the 54th hour,
the i.v. hydration was stopped. The patient’s red and itchy
lesions healed within 2 days by benefiting from the antihista-
mine. She is being followed-up at our outpatient clinic weekly
chemotherapy without any sign of relapse. This sunburn-like
erythema after methotrexate administration might be associ-
ated with impaired mononuclear cell response in sun-
exposed tissues. Our case stated that he went to the sea two
weeks ago and that the bullae secondary to the sunburn that
developed afterwards peeled off after they burst. In conclu-
sion, patients with a history of recent generalized sunburn
should have their methotrexate delayed to avoid this
complication.

https://doi.org/10.1016/j.htct.2021.10.1078
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UNUSUAL METABOLIC COMPLICATIONS OF
CHILDHOOD ACUTE LYMPHOBLASTIC
LEUKEMIA: HYPERCALCEMIA,
HYPERAMONEMIA, LACTIC ASIDOSIS

Dilek Kagar, Ash Turgutoglu Yilmaz,
Ayca Koca Yozgat, Nese Yarali

Ankara City Hospital, Department of Pediatric
Hematology and Oncology

Case report: We present three children with precursor B acute
lymphoblastic leukemia (ALL). The first one had malignancy
associated hypercalcemia at diagnosis. The second one expe-
rienced hyperamonemia during induction. Both of them had
been treated successfully. The last one had refractory leuke-
mia and died because of lactic acidosis due to extensive infil-
tration of the liver by tumor cells. The rare but potential fatal
metabolic complications of ALL needs high clinical suspicion
and prompt treatment.

https://doi.org/10.1016/j.htct.2021.10.1079
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CENTRAL HYPOTHROIDISM DUE TO ACUTE
LYMPHOBLASTIC LEUKEMIA WITH CENTRAL
NERVOUS SYSTEM INFILTRATION

Dilek Kac¢ar, Seda Sahin,
Fatma Burcin Kurtipek, Nege Yarali

Ankara City Hospital, Department of Pediatric
Hematology and Oncology

Case report: We describe a five-year-old girl with high risk B
precursor acute lymphoblastic leukemia with central nervous
system involvement. Laboratory tests suggested the presence
of central hypothyroidism (thyroid-stimulating hormone
[TSH]: 0.30 mU/ml, normal range 0.64—6.27 mU/ml; serum
free thyroxine [FT4]: 0.70 ng/dl, normal range 0.86—1.4 ng/dl).
Magnetic resonance imaging detected heterogeneous con-
trast enhancement of pituitary gland in addition to cerebral
and cerebellar atrophy.

https://doi.org/10.1016/j.htct.2021.10.1080
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BONE AS A SITE OF EXTRAMEDULLARY
DISEASE IN ACUTE LYMPHOBLASTIC
LEUKEMIA

Fatma Tuba YILDIRIM, Dilek KACAR,

Asli TURGUTOGLU YILMAZ, Burcin KURTIPEK,
Ayca KOCA YOZGAT,

Dilek GURLEK GOKCEBAY, Nese YARALI

Ankara City Hospital

Case report: We describe 3 children with pre B acute lympho-
blastic leukemia (ALL).The first two were evaluated in ortho-
pedic clinics because of limping due to ischium involvement
and bone fracture suspicion due to involvement of upper limb
bones.As a result of normal hemograms in both cases, leuke-
mia diagnosis delayed.The third patient experienced bone
marrow and vertebral column relapse of ALL presenting with
nuchal rigidity mimicking meningitis.Bone should be consid-
ered as a site of extramedullary disease.

https://doi.org/10.1016/j.htct.2021.10.1081
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A CHALLENGE IN PEDIATRIC ACUTE
LEUKEMIA TREATMENT: UNEXPECTED,
PROLONGED CYTOPENIA. IS IT BE CALLLED
‘INCOMPLETE HLH’?

Ersin Toret, Sumeyye Emel Eren,
Zeynep Canan Ozdemir, Ozcan Bor

Eskisehir Osmangazi university

Objective: The diagnostic criteria set for HLH may look like
symptoms of cancer or a severe bacterial infection common
occurring when patients are immunosuppressed due to
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ongoing chemotherapy. Features similar to immune dysregu-
lation in HLH also occur during pediatric acute leukemias.
This immune dysregulation results unexpected cytopenias,
fever, and splenomegaly in children with acute leukemia. We
aim to analysis the pediatric acute leukemia pateints who
had unexpected, prolonged cytopenias, and did not full-fill
the HLH-2004 criteria set and received pulse methylpredniso-
lone therapy up to three days Methodology: Data was ana-
lyzed retrospectively. The diagnosis of HLH was defined
according to the HLH-2004 criteria set but two criterias (NK
cell activity and sCD25 level) of HLH diagnosis were not stud-
ied due to lack of necessary equipment. Treatment response
was defined as increasing neutrophil count above 500/mm3
in patients within the first seven days. Results: 12 patients
received steroid for unexpected, prolonged cytopenias. Five
or six of six criteria was not found. Four criteria in four, three
criteria in five and two criteria in three patients was deter-
mined. All patients had cytopenia at least two of three line-
ages in peripheral blood, one of which was neutropenia.
Hemophagocytosis in bone marrow sample was detected in
eight patients. Ten patients (87%) recovered within the first
seven days. Seven of nine thrombocytopenic patients recov-
ered. Conclusion: In this report, the efficiency of short-term
steroid treatment was demostrated in patients with unusual
cytopenias who did not full-fill HLH criteria.

https://doi.org/10.1016/j.htct.2021.10.1082
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EVALUATION OF VACCINATION RESPONSE IN
CHILDREN AFTER TREATMENT FOR ACUTE
LEUKEMIA

Elif KILIC KONTE*, Ayca KOCA YOZGAT?,
Aysun KARA UZUN ?, Bahar CUHACI CAKIR ®,
Hisniye Nese YARALI?

! Mus State Hospital
2 Ankara City Hospital
3 Gazi University Medical Faculty Hospital

Objective: Our study aims to evaluate the patients’ immunity
regarding childhood vaccination after leukemia treatment
and determine the vaccines that require additional doses.
Methodology: Sixty-six patients who were followed up with
the diagnosis of ALL and AML between 2013 and 2016 were
included in our study. The patient’s gender, age at diagnosis,
leukemia type, leukemia risk groups, vaccination status
before chemotherapy (CT) and serologies of hepatitis A, hepa-
titis B, varicella, measles, rubella, mumps at the end of CT
were recorded. Results: At the end of the treatment, loss of
protective antibody response against hepatitis A (47.4%), hep-
atitis B (68.2%), varicella (64.2%), measles (45.5%), rubella
(43.9%), and mumps (50%) vaccines were shown. Loss of pro-
tective antibodies against hepatitis A (66.7%), hepatitis B
(100%), varicella (100%), measles (100%), rubella (91.7%), and
mumps (91.7%) in high-risk ALL patients was higher than
patients in standard-intermediate risk ALL. Conclusion: Loss
of humoral immunity against hepatitis A, hepatitis B, vari-
cella, MMR was shown in patients with leukemia at the end of

the treatment. Due to the significant decrease in hepatitis B
and MMR protective antibodies in the high-risk group, we rec-
ommend patients with leukemia who have completed che-
motherapy to be vaccinated with hepatitis B vaccine three
months and MMR vaccine six months after the treatment.

https://doi.org/10.1016/j.htct.2021.10.1083
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PONATINIB EXPERIENCE IN A PEDIATRIC
CHRONIC MYELOID LEUKEMIA PATIENT

Serap Karaman *, Mustafa Bilici *,

Aysegiil Untivar }, Deniz Tugcu*,

Giilsah Tanyildiz ', Rumeysa Tuna Deveci’,
Giilgin Yegen ?, Sifa Sahin !, Zeynep Karakas *

! Department of Pediatric Hematology and
Oncology, Istanbul University, Istanbul, Turkey
2 Department of Pathology, Istanbul University,
Istanbul, Turkey

Objective: Chronic myeloid leukemia (CML) is rarely seen in
children. The development of myelofibrosis in CML is not
uncommon and is associated with a poor prognosis. In cases
unresponsive to treatment, tyrosine kinase mutation should
be checked for drug resistance, second generation tyrosine
kinase inhibitor (TKI) drugs (dasatinib/nilotinib) should be
switched to and a suitable donor for bone marrow transplan-
tation should be sought. Third-choice TKI can be used in chil-
dren who are unresponsive to treatment and do not have a
suitable donor. Materials and Methods: Experience of third-
choice TKI(ponatinib) in a child with CML diagnosis due to
unresponsiveness to treatment. Results: A 5.5-year-old
female patient with no known disease was referred to us
because of hepatosplenomegaly (liver 5 cm, spleen 10 cm).
There was no laboratory disorder except for anemia (hgb 8.9
g/dL) and high LDH (1104 U/L). WBC was 11.1 x 10%/uL neu
6.92 x 103/ uL plt 304000/uL. Peripheral smear showed leu-
koerythroblastosis. Bone marrow biopsy result was evaluated
as compatible with myelofibrosis and an increase in blast rate
from 8% to 18% in the bone marrow. The patient was diag-
nosed CML accelerated phase with cytogenetic (46,XX,t(9:22)
(934;q11))and translocation (t(9:22)- p210,BCR/ABL positive)
results and. Imatinib treatment was started at 400 mg/m2The
copy number of BCR-ABL p210 checked before treatment was
72% 1S. However, the patient developed febrile neutropenia,
and imatinib dose reduction (< 200 mg/m? and interruption
were required in the follow-up.Under imatinib treatment,
BCR-ABL copy number was 16%IS at 1 month, 11%IS at 3
months, and 95%IS at 5 months. Due to the increase in the
BCR-ABL copy number, nilotinib was switched to as a second-
choice TKI(230 g/m2/dose, in 2 doses).No mutation could be
detected in the c-ABL gene, which was examined for tyrosine
kinase resistance. HLA groups were sent from the family and
compatible donors were not found. Due to severe neutropenia
in the follow-up, nilotinib could be continued at 50% dose.
Under nilotinib treatment, the BCR-ABL copy number was
13% IS at 1 month, 10% IS at 2 months, and 31% IS at 3
months. The patient was started on ponatinib (18 mg/m?/day)
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as a third choice TKI. However, due to the deep neutropenia of
the patient, it was possible to continue with a dose of 10 mg/
m? from the 2nd week. With this dose, the neutrophil is
around 0.8-1 x 10%/uL. Under ponatinib treatment, BCR-ABL
copy number was 6.6% IS at 1 month, 0.8% IS at 3 months,
0.09% at 5 months, and 0.05% at 6 months. No significant side
effects were observed except neutropenia. Conclusion: There is
no approved treatment in pediatric CML cases where the second
choice TKI fails and there is no donor for transplantation. FDA
approval for ponatinib in adult patients was obtained in Decem-
ber 2020. Ponatinib is a natural or mutant pan-BCR-ABL muta-
tion inhibitor. It also inhibits VEGFR, FGFR,PDGFR,EPH and SRC
kinases as well as KIT,RET,TIE2 and FLT3. The use of ponatinib
should be evaluated by monitoring side effects/tolerance in
pediatric cases where there is no other treatment option, and
there is a need for studies on this subject.

https://doi.org/10.1016/j.htct.2021.10.1084
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INVESTIGATION OF SALIVARY miR-9, miR-34a
ve miR-196a LEVELS IN FANCONI ANEMIA
AND ORAL SQUAMOUS CELL CARCINOMA
PATIENTS
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Objective: Fanconi anemia (FA) is a rare bone marrow defi-
ciency syndrome due to the DNA repair gene mutations, and
Oral Squamous Cell Carcinoma (OSCC) is seen more frequently
in FA patients than in the general population. The dysregulation
of PI3K and Wnt signaling has been implicated in OSCC patho-
genesis and abnormal expressions of miRNAs (a class of non-
coding small regulatory RNAs) associated with these signaling
pathways has been reported in OSHK patients. Salivary miRNAs
are valuable biomarker candidates for OSCC development and
prognosis. In this study, salivary levels of miR-9, miR-34a and
miR-196a miRNAs related to PI3K and Wnt signaling pathways
were examined in OSCC and FA patients and compared with
the healthy control group. Methodology: Saliva samples were

collected from 89 subjects including 25 OSCC patients, 24 FA
patients and 40 healthy controls. Total RNA was isolated using
Quick-RNA Miniprep Kit (Zymo Research) due to the kit instruc-
tions. cDNA was generated with miRCURY LNA miRNA PCR
Assay (Qiagen, Hilden, Germany) and Quantitative real-time
PCR was performed with miRCURY LNA SYBR Green PCR Kit
(Qiagen, Hilden, Germany) according to the manufacturer’s pro-
tocol. For the normalization of the expression levels of each
miRNA, the mean expression U6 SnRNA was used as reference.
The AACt value and the normalized miR-9, miR-34a and miR-
196a salivary levels were calculated with Livak Method. Results:
Our results showed that miR-9 and miR-34a levels in OSCC
patients were significantly lower compared to healthy control
groups (p= 0,01 and p= 0,012), and there was no significant dif-
ference in miR-196a levels (p&gt; 0,05). In FA patients, miR-9
and miR-34 levels were lower than in control groups, likewise
the OSCC patients (p =0,017 and p =0,014). There was no signifi-
cant difference between miR-9, miR-34a, and miR-196a levels of
FA patients and OSCC patients (p &gt;0.05). Conclusion: Accord-
ing to our results, low levels of miR-9 and miR-34a in saliva are
biomarker candidates that may be important for OSCC develop-
ment. In FA patients, close follow-up of the levels of miR-9 and
miR-34 would be appropriate considering OSCC development.
Further studies are needed to confirm the potential of miR-9
and miR-34a as biomarkers for OSCC.

https://doi.org/10.1016/j.htct.2021.10.1085
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A NOVEL MISSENSE MUTATION OUTSIDE
DNAJ DOMAIN OF DNAJC21 IS ASSOCIATED
WITH SHWACHMAN-DIAMOND SYNDROME
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Shwachman-Diamond Syndrome (SDS) and related bone
marrow failure disorders are characterized by early onset
pancytopenia with a hypocellular bone marrow, short stature,
and pancreatic insufficiency, along with an increased risk for
myeloid malignancies. Recently, several cases with an SDS-
like syndrome have been reported to harbor mutations in the
DNAJ domain of DNAJC21. Here, we report an intriguing case
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of a 13.5 years-old female born to Turkish consanguineous
parents with a novel missense mutation occurring outside
the DNAJ domain of the DNAJC21 gene. Whole-exome and
Sanger sequencing confirmation revealed a homozygous mis-
sense mutation in DNAJC21 gene c.463T>C, p.W155R which
was considered as pathogenic in in silico analyses. Initially,
this patient’s vague and atypical symptoms led to uncertainty
of the underlying diagnosis. Upon confirmation of the genetic
mutation, a number of functional studies such as diepoxibutane
test, proliferation test from peripheral blood mononuclear cells,
and cytokinesis-block micronucleus cytome assay performed
with the patient cells confirmed the likely diagnosis of an SDS-
like syndrome attributable to DNAJC21 dysfunction. Through
the analysis of this rare case, we illuminate the pleiotropic fea-
tures of this unique bone marrow failure syndrome and empha-
size the paramount role of genomic testing to discriminate a
range of closely related bone marrow failure disorders.

https://doi.org/10.1016/j.htct.2021.10.1086
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THE ROLE OF THERAPEUTIC DRUG
MONITORING OF INTRAVENOUS BUSULFAN
FOR PREVENTION OF SINUSOIDAL
OBSTRUCTION SYNDROME IN CHILDREN
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Objective: Busulfan is a widely used alkylating drug for condi-
tioning of hematopoietic stem cell transplantation (HSCT).
Higher exposure of Bu is associated with toxicity and (sinusoi-
dal obstruction syndrome) SOS, whereas lower exposure is
associated with graft failure or relapse risk. Therapeutic drug
monitoring (TDM) has been recommended to overcome these
issues. We aimed in this study to compare HSCT outcomes in
children with and without TDM of Bu. Methodology: This ret-
rospective study conducted at our Transplantation Unit
between 2012 and 2021. Patients aged 0-18 y underwent HSCT
who received Bu-based conditioning and completed post-
transplant +100 days included in the study. Data were col-
lected including demographic information, primary diagno-
ses, conditioning regimen, graft-related data, dose of Bu, time
to neutrophil and platelet engraftment, presence of SOS,
acute or chronic GvHD, and clinical outcomes. SPSS 18.0 was
used for statistical analysis. Results: 172 patients (59 girls, 113
boys) with a median age of 4.70 years (IQR 2.41-10.01) were
enrolled in the study. TDM of Bu was performed in 126
patients. 32 patients (19%) developed moderate or severe SOS.
Incidence of SOS was significantly higher in the group without
TDM. A multivariable analysis showed that presence of acute
GVHD and 2 or more alkylating agents in conditioning

regimen were associated were SOS. HSCT related outcomes,
relapse, OS and EFS did not different between two groups.
Conclusion: To improve treatment outcomes of Bu, TDM and
dose adjustment, following the first dose, has highly recom-
mended regardless of the dosing guideline was used. We also
demonstrated the incidence of SOS decreased in patients
with TDM, but other HSCT related outcomes were not influ-
enced. Optimal cumulative Bu exposure canbalance between
efficacy and toxicity of HSCT in children.

https://doi.org/10.1016/j.htct.2021.10.1088
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A CASE OF POLYCYTHEMIA DIAGNOSED AS
HEMOGLOBIN ANDREW-MINNEAPOLIS
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Objective: Polycythemia is a rare condition in which an
increase in erythrocyte mass is observed. It can be primary or
secondary. Primary polycythemia occurs as a result of con-
genital or acquired mutations that regulate erythroid devel-
opment. Although secondary polycythemia is mostly seen
secondary to hypoxia due to cardiac/pulmonary reasons, it
also develops as a result of congenital mutations. Globin gene
mutations that increase the affinity of hemoglobin for oxygen
are one of these rare causes. Materials and Methods: We pres-
ent a male case who was referred to us for polycythemia.
Results: A 15-year-old male patient with no known disease
was referred to us after his school screening revealed high
hemoglobin (18 g/dL). In complete blood count, other series
were normal (wbc 5.8 x 10%/uL neu 3.3 x 10%/uL plt 174 x 10%/
uL), bilirubins and liver functions were within normal limits.
On physical examination, conjunctiva and hands were ple-
toric, there was no hepatosplenomegaly, intermittent head-
aches were present, and neurological examination was
normal. The patient was examined for the etiology of polycy-
themia. Hyperchromic erythrocytes were found in peripheral
smear, no signs of hemolysis were observed. EPO level (8
mlU/ml) was in the normal range and JAK2 (V617F) mutation
was negative. The patient's cardiac and pulmonary functions
were within normal limits. Hemoglobin electrophoresis was
sent from the patient. HbA was determined as 59.2, HbA2 2.8,
Variant Hb 38. c.435G>T mutation was detected in the HBB
genetic analysis, and this was considered to be compatible
with Hemoglobin Andrew-Minneapolis. It was learned that
the patient's mother and her cousins had similar findings,
and some of them had undergone phlebotomy. Phlebotomy
was planned in the presence of the patient's hemoglobin
value > 18 g/dL and clinical findings. Phlebotomy was per-
formed 3 times, aspirin was not started because there was no
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history of thromboembolism. In our 1-year follow-up, the
hemoglobin value was 17-17.5 g/dL. Conclusion: More than a
hundred globin gene mutations associated with erythrocyto-
sis have been described. Hemoglobin Andrew-Minneapolis
mutation is one of them. Hemoglobin's affinity for oxygen
has increased and EPO level is normal/increased. Due to the
low number of cases, treatment recommendations were pre-
pared based on polycythemia vera guidelines. Patients should
be closely monitored in terms of hyperviscosity and thrombo-
embolism, aspirin prophylaxis and phlebotomy are recom-
mended according to symptoms. While investigating the
etiology of polycythemia, hemoglobin electrophoresis is nec-
essary, although it is very rare.

https://doi.org/10.1016/j.htct.2021.10.1089
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THE SMALLEST PRIMARY BONE LYMPHOMA
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Ankara City Hospital

Case report: Primary lymphoma of bone (PLB) is a rare malig-
nant condition with lymphocytic infiltration of the bone; it
accounts for 2—3% of all primary bone tumours in adults and
children .Here we report a little girl with isolated PLB of B cell
lineage focussing on diagnosis, evaluation and treatment
strategy. Our case can help to get acquaintance with PBL,it
should be taken into consideration as a different diagnosis for
osteolytic lesions of bone.

https://doi.org/10.1016/j.htct.2021.10.1090
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MRI FINDINGS OF BONE MARROW AT THE
BEGINNING OF LEUKEMIA

Seda Sahin, Neriman Sari, Tilin Demirkan
Ankara Sehir Hastanesi

Case report: Pediatric ALL/lymphoma (LBL) is a clonal
hematopoietic stem cell disorder which’s highly aggressive.
There is an overlap between ALL and LBL which shouldn’t
cause delay in the diagnosis of each other.We’ll describe a
patient who presented with leukemia symptoms such as
fever,bone pain, who didn’t have obvious atypical cells in
his peripheral smear,BM aspirationand involvement in
scintigraphy but had diffuse bone marrow(BM)involvement
in the lower extremities in his MRI. BM biopsy showed ALL/
LBL.

https://doi.org/10.1016/j.htct.2021.10.1091

PP 81

THREE CASES WITH BURKITT LYMPHOMA
PRESENTING WITH CHOLESTASIS
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Case report: Cholestasis secondary to neoplasm is rare in chil-
dren. It is also rare in Burkitt lymphoma and may be cause to
treatment delay. We report 3 cases diagnosed with Burkitt
lymphoma with cholestasis. All patients had jaundice and
high direct biluribin levels. They were given LMB chemother-
apy protocol. After COP chemotherapy, cholestasis disappe-
read rapidly in all patients. In conclusion, cholestasis at
initial resolves rapidly with chemotherapy despite high liver
function tests in Burkitt lymphoma.

https://doi.org/10.1016/j.htct.2021.10.1092
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Objective: To evaluate characteristics and treatment
responses of patients with high grade gliomas (HGG) in our
center. Medical files of patients with malignant CNS tumors
between 1987-2020 were analyzed retrospectively. There were
44 patients with HGG. Case report: Diagnosis of patients as
follows: 21 pons glioma, 2 anaplastic astrocytoma, 11 ana-
plastic ependimoma, 7 glioblastoma multiforme, 1 glioblas-
toma, 2 gliomatosis cerebri. The median age at diagnosis was
6,5 yrs (7 — 17 yrs), M/F:25/19. Age distribution: &lt;5 yrs 12
patients, 5-10 yrs 18 patients, 10-18 yrs 14 patients. The most
frequent complaints for pons gliomas: cranial nerve paralysis
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(52%), visual impairment (48%), headache (38%), power loss
(43%) and speech disorder (30%). Methodology: Surgery was
performed to extrinsic component of mass in 3 patients of
pons gliomas.For other HGG: 7 subtotal resection and 16 gross
total resection had performed.7 patients died before RT. And
other 37 patients received radiotherapy. RT total doses varied
between 50-60 Gy.7 patients were not received chemotherapy,
3 of them died before chemo, and others received only RT. For
other HGGs, platin based regimens used for the first line treat-
ment. Temozolamide, bevacizumab, irinotecan as the other
options. Results: Median progression free survival time was 6
mos (2weeks-25 mos) for pons gliomas, for other gliomas
median progression free survival time was 14 mos(0 -74 mos).
For pons gliomas: Event free survival rate for 6 mos was 75%,
for one year 17%;one year, 18 mos, and two years overall sur-
vival rates were 84%,52% and 10%respectively.For other
HGGs: Event free survival rate for one year and two years
were 57% and 17% respectively. One year and two years over-
all survival rates were 73% and 36% respectively. Conclusion:
High grade glioma is a group of tumors in which still the help-
lessness experienced in treatment. Despite radiotherapy and
chemotherapy, prognosis is very poor. The progression free
and overall survival rates of patients were similar to litera-
ture. With new developments in molecular pathology, as the
use of molecular target therapies, the progression free sur-
vival rates newly will improve.
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Objective: Diffuse Midline Gliomas (DMG), H3 K27M-mutant
have the poorest prognosis among all pediatric high-grade
gliomas, with a median survival of 9-11 months. Although
radiotherapy (RT) is standard treatment for these
tumors, unfortunately there has been no approved and
effective treatment which completely diminishes the tumor
yet. In our clinic, we started an up-to-date approach to man-
age DMG, which is adjuvant fractionated external beam
radiotherapy along with ONC 201 after tissue diagnosis.
Methodology: Between January 2016 and June 2021, a total of
11 patients with H3 K27M-mutant diffuse midline glioma,
diagnosis confirmed by Next-Generation Sequencing

(NGS) were enrolled in study. All patients received ONC201
orally once a week following radiotherapy. Safety, and radio-
logical evaluations were regularly assessed every 12 weeks.
Results: Among the 11 patients, the median age of diagnosis
was 5. Seven (63.6%) patients were male and 4 (36.4%) were
female. Primary lesions were localized in the pons in 5 (45.5%)
patients, unilateral thalamus (2 on the left, 1 on the right) in 3
(27.3%) patients, bilateral thalamus in 2 (18.2%) patients, and
temporo-insular in 1 patient (9.1%). Median progression-free
interval was 10 months and median overall survival was 16
months. Conclusion: Diffuse midline glioma has dismal prog-
nosis. None of the treatment options made any dramatic
changes in disease course during last 30 years. In our series,
diffuse midline glioma patients who had ONC201 tend to have
few months more progression free and overall survival (16 vs
11 months) in comparison to patients who had classical treat-
ment in literature. As a neurooncology team, we strongly
advocate to obtain tissue samples from diffuse tumors, to
establish definite diagnosis and to perform NGS

https://doi.org/10.1016/j.htct.2021.10.1094
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Case report: Neuroblastoma is 7-10% of all pediatric cancer
cases. Primary testicular and paratesticular neuroblastoma is
very rare in the literature. We aimed to present our experi-
ence with a 4-year-old patient with an abdominal and right
paratesticular mass. The patient’s imaging revealed extensive
lung and bone metastases. In the diagnostic biopsy, the pri-
mary tumour consistent with poorly differentiated neuroblas-
toma and the right paratesticular mass biopsy revealed
neuroblastoma metastasis.
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Case report: Ewing’s sarcoma (ES) is the 2nd primary bone
tumor of childhood, mostly located in the lower extremities. The
incidence of primary cranial ES is &It;1%. Our patient is 9 years
old female who has intracranial primary ES extending from the
sphenoid bone corpus to the clivus border. This is a rare case of
childhood that’s originating from the sphenoid bone and spread-
ing to such a very large intracranial area. Our aim is to provide
data on the clinical and therapeutic course of a rare case.
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Case report: Actinomyces spp. are gram-positive bacilli found in
humans as a common flora of the oropharynx, gastrointestinal
tract, and urogenital tract. We describe a case of Actinomyces
odontolyticus bacteremia in an Ewing sarcoma and febrile neu-
tropenic girl. This is the first time that bacteremia due to A. odon-
tolyticus has been reported in a pediatric cancer patient. . This
case suggests that A. odontolyticus should be regarded as a possi-
ble cause of bacteremia in neutropenic pediatric cancer patients.
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Case report: Chromosomal breakage syndromes are character-
ized by cancer predisposition. Here we present a 27-month-old
female with Fanconi Aplastic Anemia diagnosed with 4
tumors. Imaging showed brain mass causing the shift, liver
mass and left kidney mass. She had diagnosed with high grade
intracranial tm, wilms tm and hepatocellular ca. Because of
refractory pancitopeni, she underwent HSCT. After 2months
she developed intracranial embryonal tumor. The patient died
with progression. Genetic tests revealed no mutation.
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