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Objective: Autoimmune cytopenia's, particularly autoim-

mune hemolytic anemia (AIHA) and immune thrombocytope-

nia (ITP), complicate up to 25% of chronic lymphocytic

leukemia (CLL) patients. Their occurrence correlates with a

more aggressive disease. AIHA and ITP are more frequently

found in patients with unfavorable biological risk factors for

CLL. B lymphocytes at CLL are responsible of pathogenic

mechanisms, involving aberrant antigen presentation and

cytokine production. The aim of this study was evaluation of

autoimmune cytopenia's in chronic lymphocytic leukemia

patients from Republic of North Macedonia in correlation

with genetic structure of pathologic B lymphocyte. Methodol-

ogy: This is a retrospective study of patients with CLL, diag-

nosed and followed in the period between January 2011 and

January 2021. Individual data from 100 treatment naïve CLL

patients were analyzed, and mutational status and configura-

tion of IGHV-IGHD-IGHJ rearrangements and genetics were

analyzed using reverse transcriptase− polymerase chain

reaction (RT-PCR) and sequencing methodology at the center

for bimolecular pharmaceutical analyses, faculty of phar-

macy, Skopje, Republic of North Macedonia. Results: Our

evaluation have shown that 10% of CLL patients had AIHA

and 4% had ITP. Most of the patients with autoimmune cyto-

penias had unmuteted IGHV genes. The most frequently

expressed IGHV subgroup was IGHV1-69 (71%), followed by

IGHV3-13 and IGHV4-4 (14%). The genetic results presented

unfavorable cytogenetics with 11q deletions and NOTHCH

mutation. Conclusion: The results of our study are consis-

tent with published studies with specific molecular

signature.

https://doi.org/10.1016/j.htct.2022.09.1236
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_Introduction: Chronic Myeloid Leukemia (CML) is a myelopro-

liferative disease characterized by the formation of the BCR

ABL1 fusion protein with translocation t(9;22) (Philadelphia

chromosome-Ph). With recent studies, it has been understood

that the treatment of adult chronic phase CML patients who

have achieved a deep molecular response with the use of TKI

and can maintain this response for a long time can be safely

terminated; It has been observed that it is possible for

patients to remain in long-term molecular remission without

the use of TKI. Based on these studies, we will try to present

the follow-up processes of chronic phase CML patients, who

were followed up in our clinic and whose TKI treatment was

stopped. Case reports: First case; A 69-year-old female patient

was diagnosed with Ph positive chronic phase CML in 2008.

The imatinib treatment of the patient, who had been using

imatinib for about 13 years and was bcr-abl negative for the
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last 3 years, was discontinued in December 2021. In the 2nd

and 4th months, the requested bcr-abl was negative. Second

case; a 42-year-old male patient was diagnosed with Ph-posi-

tive chronic phase CML in 2006. The patient, who had been

using imatinib for about 16 years and was bcr-abl negative for

the last 3 years, was discontinued in April 2022. bcr-abl came

back negative. Third case; a 42-year-old female patient was

diagnosed with Ph positive (IS: 31,824) chronic phase CML in

2019. He received Nilotinib and Dasatinib treatment after he

had an allergic skin reaction using imatinib for about 2 years.

The patient had drug intolerance and was bcr-abl negative for

about 2 years, and the treatment was stopped. The 1-month

follow-up was negative for bcr-abl. Fourth case; Imatinib was

started in a 50-year-old female patient with the diagnosis of

Ph-positive chronic phase CML in 2012. Due to imatinib intol-

erance, the treatment of the patient who was using nilotinib

and was bcr-abl negative for the last 3 years was discontinued

in February 2021. The bcr-abl negativity continues in the fol-

low-ups. Fifth case: A 58-year-old female patient was diag-

nosed with Ph-positive chronic phase CML in 2013. The

imatinib treatment of the patient, who has been using imati-

nib for about 8 years and has been negative for bcr-abl for the

last 3 years, was discontinued in November 2021. The bcr-abl

negativity continues in the follow-ups. Conclusion: STIM 1

(Stop Imatinib) study is the first multicenter, non-rando-

mised, prospective study on TKI termination.Then, TWISTER,

A-STIM, ENEST, STOP2GTKI, EURO SKI studies were carried

out.In these studies, TKI treatment was discontinued in

patients who used TKI for at least 3 years and had a major

molecular response for the last 2 years. Remission was

achieved in approximately 50% of the patients who were fol-

lowed up without medication. In our study; The treatment of

patients who had been using TKI for 5 years and had a major

molecular response for about 2 years was stopped. The fol-

low-up of the patients (minimum: 1 month, maximum: 15

months) continues, and all of them are in remission.

https://doi.org/10.1016/j.htct.2022.09.1237
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TREATMENT-FREE REMISSION IN PATIENTS
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MANAGEMENT APPROACHES
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State University of Medicine and Pharmacy

“N. Testemitanu”, Institute of Oncology

Objective: The study objective was to analyze the short- and

long-term results of treatment discontinuation in patients

with chronic myeloid leukemia (CML) and complete molecu-

lar response (CMR). Methodology: This prospective study

enrolled 22 patients (pts) with chronic phase of CML, man-

aged at the Oncologic Institute from Moldova between 2017

−2022. The age range was 29−73 years. The male/female ratio

was 1:1.2. The real-time quantitative PCR revealed the wide

range of BCR-ABL p210 transcript: 21.84−100% IS. In 7 (31.8%)

pts the rate of BCR-ABL p210-positive cells was less than 50%.

CMR was achieved in 15 (68.2%) pts after imatinib therapy

and in 7 (31.8%) pts after the 2nd generation of TKIs. Results:

The therapy with TKIs was stopped due to the different rea-

sons in all patients after the CMR was obtained. Two (9.1%)

pts stopped the TKIs treatment due to the pregnancy. The

molecular relapse occurred in 6 (27.3%) pts, including one

pregnant female. All relapsed pts had the initial BCR-ABL

p210 transcript expression > 50%. The CMR span ranged

between 2.5-26 months in relapsed pts. The range of BCR-ABL

p210 transcript in the relapsed pts was 0.002-0.56%. These pts

achieved the 2nd CMR after restarting TKIs treatment. All pts

are alive, with the ECOG score of 0-1. Conclusion: TKIs discon-

tinuation may be considered an option in CML patients with

CMR, especially in those with the initially low BCR-ABL p210

transcript expression. The 2nd CMR may be obtained after

restarting the TKIs treatment in pts with minor molecular

relapse.

https://doi.org/10.1016/j.htct.2022.09.1238
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Objective: Hemophilia A and B are X-linked recessive bleeding

disorder caused by variants in the factor VIII (FVIII) and factor

IX (FIX) genes. There is correlation between the type of muta-

tion and clinical severity of these patients. Establishing

national screening program for haemophilia patients is

highly encouraged by the World Health Organization (WHO)

andWorld Federation of Haemophilia (WFH). Hence we aimed

to establish a genotypic data base for the nature of mutations

present in Saudi population. Case report: This retrospective

descriptive study on a cohort of 136 Saudi hemophilia A and B

patients. Methodology: Molecular studies were performed to

identify known and novel causative variants in hemophilia A

and B families and correlated with some clinical features.

Results: There were 129 male and 7 females with age ranged

from 2 - 62 years old, 97 (71.3%) hemophilia A (HA) and 39
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(28.7%) hemophilia B (HB). The clinical severity of hemo-

philia A ranged between mild (10, 10.3%), moderate (2, 2.1%)

and severe (83, 85.6%), while for hemophilia B (mild 13

(33.3%), moderate 2 (5.1%) and severe 24 (61.5%) respec-

tively. There were 76 (55.9%) had chronic joint disability.

Factor inhibitors with different titers were detected in 24

(24.7%) of HA and only 2 (5.1%) of HB. Out of the whole

cohort 136 had been tested for causative variants, 17 (12.5%)

were positive for inv-22 and 4 (2.9%) for inv-1, while all neg-

ative HA were selected for analysis by next generation

sequencing. We are reporting 3 cases of females with severe

forms of hemophilia.We are reporting different mutations

that was consistent in group of tested members of same

family /trip. We confirmed as previously reported high fre-

quency of inv 22 and we found 7 novel mutation out 12

detected variants for HA and one novel mutation out of 13

detected variants for HB. Conclusion: These results will

enrich the spectrum of variants and enlarge the factor VIII

and factor IX proteins database in the Saudi Arabian popula-

tion. Establishing a molecular genetic based tests for fast,

easy, and cost effective reliable mutation screening that can

also be applied in the future for prenatal and pre-implanta-

tion genetic diagnosis.

https://doi.org/10.1016/j.htct.2022.09.1239
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Objective: Hemodialysis (HD) vascular access (VA) failure is

the dominant cause of morbidity and the major cost of care

for ESRD patients. The aim of the present work is to assess

the serum level of vascular cell adhesion molecule and P-

selectin in HD patients as markers for early thrombotic VA

event. Methodology: 90 CKD patients divided into three

groups: group I: 10 subjects apparently health, group II: 10

Patients with CKD stage IV-V on medical treatment and group

III: 70 Patients with CKD stage V on HD with recent VA inser-

tion divided into 2 subgroups: Subgroup III a: 57 patients with

AV shunt and subgroup III b: 13 patients with permanent

catheter. Laboratory investigations done (blood urea, serum

creatinine, eGFR, CBC, PT, and INR), imaging and serum

VCAM 1, P selectin before and 6 months after HD Results:

There was positive connection between VCAM and P selectin

and dialysis with statistics in form of p value (<0.001).

Markers level pre dialysis and after 6 months of dialysis

revealed that range of p selectin and VCAM1 level after 6

months are higher than pre dialysis level. Conclusion: Detec-

tion of elevated serum level of circulating sVCAM-1 and s P-

selectin could be useful in the prediction of native AVF and

permanent catheter thrombosis in chronic HD patients. The

association between sVCAM-1 and s P-selectin and thrombo-

sis in HD patients increases the evidence of the role of adhe-

sion molecules in VA thrombosis

https://doi.org/10.1016/j.htct.2022.09.1240

PP06

SUCCESSFUL MANAGEMENT OF SEVERE

CONGENITAL FACTOR X DEFICIENCY DURING

PREGNANCY AND LABORWITH PCC IN TWO

SISTERS

Alfadil Haroon 1, Riad Elfakih 1,

Hazzaa Alzahrani 1

1Oncology Centre, King Faisal Specialist Hospital

and Research Centre, Riyadh, KSA

Introduction: Factor X (FX) deficiency is an autosomal recessive

disorder caused by quantitative or qualitative defects in the FX

protein. FX deficiency has an estimated worldwide prevalence

of one in 1000000. (1) Pregnancy in women with congenital FX

deficiency has been associated with adverse fetal outcomes

(abortion and preterm labor) (2,11). We report two cases of suc-

cessful pregnancy with factor X deficiency. Case 1: A 29-year-

old woman with congenital factor X deficiency and prior abor-

tion on prophylaxis PCC every 4 weeks. She was treated with

PCC 25unit/kg twice weekly during the pregnancy course. At

week 32 of pregnancy, she presented with labor pain. Lab

showed PT 20.7 PTT 52.5 INR1.5 Fibrinogen 3.8 Hb13.8 platelet

195 WBCs 7.6 factor X 0.15. She was given PCC 25 units/kg until

a level of 0.4 was achieved. She delivered a healthy, 1.9 kg baby

by normal vaginal delivery. The estimated blood loss was

150 ml. She then received FX 15 units/kg for 3 days postpartum

to maintain FX level >30% and INR <1.5. No episodes of abnor-

mal bleeding were observed during pregnancy, labor or post-

partum. Case 2: A 36-years-old woman with congenital factor X

deficiency and two prior abortions, on prophylaxis PCC every 4

weeks. She received prophylaxis PCC 25units/kg twice weekly

during the course of this pregnancy. At week 38 of pregnancy,

she delivered a healthy 3.2 kg baby by cesarean section (CS) after

failing labor induction. Lab showed PT 23.7 PTT 50.4 INR1.7

Fibrinogen 2.3 CBC was normal.FX 0.13. She was given PCC

25 units/kg until a level of 0.4 was achieved. The estimated

blood loss was 500 ml. She then received FX 15 units/kg for

7 days postpartum to maintain FX level >30% and INR <1.5. She

was discharged on tranexamixc acid. No episodes of abnormal

bleeding were observed during pregnancy CS or post-partum.

Discussion: Although FX activity increases during normal preg-

nancy, levels usually remain insufficient for hemostasis at

delivery in womenwith severe FXD (4,5,6). FX replacement ther-

apy with PCC or FX concentrate may be required to treat or pre-

vent bleeding in FXD.Therefore, a therapeutic dose of PCC 20

−30 iu/kg is expected to increase plasma FX activity by 0.4

−0.6 iu/ml. Further infusions at 1- to 2-d intervals may be

required if sustained treatment is necessary (3). There are

reports of FX replacement with PCC during pregnancy in

women with previous adverse pregnancy outcomes (7,8) and FX

hematol transfus cell ther. 2022;44(S1):S27−S44 S29
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replacement during labor with PCC or FFP, but with different

regimens (9). Our patients were treated with PCC prophylaxis

during pregnancy and 25 units/kg during labor. No bleeding nor

thrombosis was seen in both cases. The British guidelines rec-

ommend PCC 20−40 iu/kg during the third trimester for women

with history of bleeding and with FX activity <03 iu/ml with the

goal of achieving FX activity >04 iu/ml. They also recommend,

to consider further PCC 10−20 iu/kg once daily to maintain FX

activity >03 iu/ml for at least 3 days post-partum. (10) Conclu-

sion: Prophylactic PCC resulted in excellent hemostasis in two

of our patients, including one that delivered by C-section.

https://doi.org/10.1016/j.htct.2022.09.1241
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Objective: T-cell Brazil project started in April 2017 an ambis-

pective study focusing to collecting epidemiological and clini-

cal data from the most frequent subtypes of PTCL, among

them the ATL. As of July 2022 T-cell Brazil database contained

81 (16%) ATL out of 520 registered cases. Our goals are to

describe demographic and clinical features, analyze the over-

all and progression-free survival (OS and PFS), and try to iden-

tify factors that could influence outcome. Methodology:

Brazilian Registry using REDcap Platform by Vanderbilt real-

ized descriptive and bivariate analyses, then it was applied

Kaplan-Meier method and log-rank test to obtain survival

estimates, and besides that, it was used the Cox Regression to

identify any factor that could influence the OS and PFS.

Results: The median age was 52 years (24-91); 32 (39%) male;

the majority of clinical subtypes were 52% lymphoma type;

81% received chemotherapy. The best response assessment

after first-line treatment was: progression or no response in

31%; 26% complete response; 21% partial response, 21% not

available (NA) due to death or on treatment; 34% of patients

were alive and the 24-month OS and PFS was 33% and 21%,

respectively. As predictors for PFS and OS were B symptom

and elevated LDH values. Conclusion: This study, even recog-

nizing a limited sample size, highlights the poor prognosis

associated with ATL, mainly acute and lymphoma type, with

high mortality rates. Hence, apparently, a good shot, it would

be one of the bases for the prevention of ATL to establish a

disease entity of “chronic active HTLV-1 infection” that

defines high-risk carriers for ATL development, and then,

enables preventive intervention.

https://doi.org/10.1016/j.htct.2022.09.1242
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Objective: Ocular lymphoma involvement can be either sec-

ondary during systemic lymphoma or primary. Diagnosis can

be troublesome due to insidious disease onset. Uveitis is the

main differential diagnosis. The prognosis is poor. Case report:

A 62-year-old male patient was evaluated during a periodical

check-up for hypertensive retinopathy. The unexpected good

vision quality with severe left vitreous infiltration and not

associated macular edema contributed to malignancy suspi-

cion. A diagnostic procedure was performed bilaterally. Both of

the vitreal tissue revealed atypical lymphoid cells with B-Cell

phenotype. Cranial MRI, PET-CT, and CSF analysis documented

the case as primary vitreoretinal lymphoma (VRL). Methodol-

ogy: First-line treatment was with intravitreal methotrexate

(MTX). After 10 courses, high-dose cytarabine-based treatment

was given as consolidation. Considering high recurrence rates,

stem cells were mobilized and cryopreserved for future use for

autologous stem cell transplantation (ASCT). Results: Follow-

up was 3 monthly. After 10 months of remission period, retinal

disease relapse was spotted. After 5 cycles bilateral intravitreal

S30 hematol transfus cell ther. 2022;44(S1):S27−S44
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MTX, disease progressed as leukemic invasion of left optic

nerve. High dose chemotherapy followed by ASCT was per-

formed. Conclusion: Diagnosis of IVL is challenging due to late

onset macular edema. Related with high relapse rates with-

high mortality, high-dose chemotherapy is the recommended

management type currently.

https://doi.org/10.1016/j.htct.2022.09.1243
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Objective: Cancer is a well-known condition associated with

its treatment and follow-up and increases the risk of throm-

bosis. As with solid tumors, the risk of venous thromboembo-

lism (VTE) is quite high in lymphomas, especially high-grade

B-cell lymphomas. Diffuse large B-cell lymphoma (DLBCL)

patients are the most important part of this group. The aim of

our study is to determine the effect of ferritin level at the time

of diagnosis on thrombosis in DLBCL patients. Methodology:

In this retrospective study, 133 patients who applied to SBU

D{şkap{ Y{ld{r{m Beyaz{t Training and Research Hospital

Hematology clinic and were diagnosed with DLBCL were

included in this retrospective study. Demographic character-

istics, disease-related findings, presence of central venous

catheter and laboratory results of the patients were recorded.

Results: The median age of the patients included in the study

was 63.13§14.85 years. There were 67 female and 66 male

patients, stage 1-2: 54 patients, stage 3-4: 79 patients at the time

of diagnosis. Thrombosis was observed in 16 of the patients.

Median ferritin levels were 357.42 ug/L and 253.07 ug/L, respec-

tively, between the group with and without thrombosis

(p:0.026). The ferritin value, which was examined for the pres-

ence of thrombosis, was determined as 227 ug/L as a result of

the ROC analysis. In the logistic regression analysis, the risk of

developing thrombosis was 6.1 times higher in those with a fer-

ritin level ≥227 ug/L. Conclusion: Hyperferritinemia may be an

independent risk factor for the development of thrombosis in

DLBCL patients. In case of hyperferritinemia in patients, initia-

tion of thromboprophylaxis may be an appropriate approach.

https://doi.org/10.1016/j.htct.2022.09.1244
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Introduction: Rituximab-induced lung disease (R-ILD) is a

rare entity that should be considered in patients treated

with rituximab who present with dyspnea, fever, and

cough but no clear evidence of infection. We describe the

clinical presentation, management, and response to

rechallenge in one mantle cell lymphoma patient who

developed R-ILD during maintenance rituximab. Case

report Case: 66 years old male with history of mantle cell

lymphoma (MCL), who had been treated with RCHOP and

underwent autologous stem cell transplantation (ASCT),

was diagnosed with relapse 5 years after ASCT. Six courses

of rituximab-bendamustine resulted in 2nd complete

response and 2-monthly rituximab maintenance was

initiated.10 days after 3rd rituximab , he presented with a 1

week history of progressive exertional dyspnea and cough.

He was tachypneic and hypoxemic. Methodology: Thorax

HRCT showed peripheral bilateral patchy ground glass opac-

ities and nodular opacities. Bronchoalveolar lavage identi-

fied no bacterial,viral or fungal pathogen. With presumptive

diagnosis of late R-ILD, methylprednisolone(MP) 1 mg/kg/

day was started. In absence of rapidly progressing respira-

tory failure and fever, the patient was evaulated as non

severe R-ILD. Thus, rechallenge with rituximab is being con-

sidered due to the risk of relapse of MCL. Results: Discussion:

Reported rate of possible R-ILD is <0.03% in over 540,000

patients. Pulmonary complications of rituximab are hyper-

sensitivity pneumonitis, ARDS, interstitial pneumonitis,

organizing pneumonia, pulmonary fibrosis, and alveolar

haemorrhage. Symptoms of R-ILD are dyspnea, fever, and

hypoxemia and HRCT findings include focal alveolar densi-

ties, ground glass opacities and alveolar opacification. Time

to symptom onset ranges from 1 day to several weeks after

1st infusion with mean Conclusion: mean duration of 3

months. Our patient had received rituximab prior to relapse

and developed R-ILD after 9 doses of rituximab for relapse,

which is a rare finding. All other causes of potential lung

injury had to be meticulously excluded. ILD is a rare

but potentially fatal pulmonary toxicity due to rituximab. As

the symptoms at presentation are nonspecific, physicians

must maintain a high index of suspicion to recognize it early

and initiate treatment to avoid severe morbidity and

mortality.

https://doi.org/10.1016/j.htct.2022.09.1245
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Objective: Subcutaneous panniculitis-like T-cell lymphoma

(SPTCL) is a rare hematological malignancy affecting sub-

cutaneous adipose tissue, typically with no involvement of

the lymph nodes. SPTCL is associated with the increased

risk of the hemophagocytic syndrome (HPS), significantly

affecting prognosis and overall survival. This study aimed

to present different clinical characteristics, management

strategies, and outcomes in three patients diagnosed with

SPTCL. Methodology: A retrospective study of the three

patients diagnosed with SPTCL admitted to Hematology

Departments in Krakow was conducted. Collected data

included patients’ clinical characteristics and symptoms,

laboratory testing, imaging tests, implemented treatment

strategies and response assessment. Results: The analyzed

patients (aged 15-35), presented lesions involving mainly

skin in 2 patients, and mesenterium in one subject; HPS was

confirmed in each case. The first line treatment consisted of

HLH protocols followed by next line chemotherapies in two

patients, and then with high dose therapy in one case.

Cyclosporine A (CyA) was implemented in two patients, and

in one case this was an initial choice. CR was achieved in 2

patients, including the subject treated with CyA from the

beginning. Conclusion: This series shows a diversity of pre-

sentations and implemented management in three patients.

Since SPTCL is an extremely rare condition with no stan-

dardized established therapy, choosing the optimal treat-

ment approach is a relevant problem. The increasing data

shows the effectiveness and safety of immunosuppressive

treatment with CyA versus intensive chemotherapy and

supports the application of CyA also in patients with devel-

oped HPS.

https://doi.org/10.1016/j.htct.2022.09.1246
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RELAPSED MANTLE CELL LYMPHOMAWITH

ISOLATED CENTRAL NERVOUS SYSTEM

INVOLVEMENT THAT TREATEDWITH

IBRUTINIB; A CASE REPORT AND LITERATURE

REVIEW
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Objective: Mantle cell lymphoma (MCL) is an agressive B-cell

lymphoma, constitutes 3-10% of all non-Hodgkin's lympho-

mas. MCL usually presents with generalized lymph node

involvement. The prognosis is poor and incurable. Extranodal

involvement is not uncommon, but central nervous system

involvement is very rare. Herein, we present a case with iso-

lated central nervous system relaps who achieved a complete

response with ibrutinib treatment. Case report: 53yearold

female patient diagnosed with MCL underwent autologous

stemcelltransplantation after R-CHOPchemotherapy. While

being followed up in complete remission, she presented with

a complaint of headache. Parenchymal lesions in brain was

observed in MRI.Cerebrospinal fluid flow cytometric and

cytological examination revealed MCL-centralnervoussystem

involvement. There was no finding in terms of systemic

relaps.The patient was achieved complete response with

ibrutinib and high dose methotrexate Results: Central ner-

vous system involvement at the time of diagnosis in mantle

cell lymphoma is very rare however it can be more common

in relaps and generally is associated with advanced stage dis-

ease or is a part of systemic relaps. Our case is quite interest-

ing as it presents with isolated central nervous system

infiltration. In this case, our treatment choice was ibrutinib

because of its satisfactory response rates and proven effec-

tiveness on central nervous system. Conclusion: The patient

is currently being followed up with a complete response. It

should be underlined that even in patients followed up with

complete remission, symptoms such as headache, which can

sometimes be subjective, should be approached sensitively,

and it should not be forgotten that they may indicate an

unexpected involvement of the disease.

https://doi.org/10.1016/j.htct.2022.09.1247
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Objective: To compare with IPI the usefulness of new prog-

nostic scores in patients with peripheral T-cell lymphoma

(PTCL) from a single institution. Methodology: Sixty patients

(30 male/30 female) with PTCL [anaplastic large-cell lym-

phoma (ALCL) 18, PTCL not otherwise specified 32 and other

10)]. International Prognostic Index (IPI), Modified Glasgow

Prognostic Score (mGPS), Geriatric Nutritional Risk Index

(GNRI), The combined index of hemoglobin, albumin, lym-

phocyte, and platelet (HALP), Platelet to Lymphocyte Ratio

(PLR) , Neutrophil to Lymphocyte Ratio (NLR), albumin/globu-

lin ratio(A/G), Prognostic nutritional index(PNI) were calcu-

lated as in the original references. Results: mGPS,GNRI,HALP,

PLR,NLR,A/G and PNI have not significance to predict overall

survival in patients with peripheral T-cell lymphoma(Table-

1). Conclusions: IPI is still superior from all prognostic scores

(mGPS,GNRI,HALP,PLR,NLR,A/G and PNI) to predict overall

survival.

Variables in the Equation

Table-1

B SE Wald df Sig. Exp(B) 95,0% CI for Exp(B)

Lower Upper

IPI 0,598 0,167 12,75 1 0 1,818 1,31 2,525

mGPS 0,001 0,244 0 1 0,996 1,001 0,621 1,614

GNRI 0,014 0,017 0,738 1 0,39 1,014 0,982 1,048

HALP 0,036 0,275 0,017 1 0,897 0,965 0,563 1,655

PLR 0 0,001 0,166 1 0,684 1 0,998 1,003

NLR 0,035 0,046 0,599 1 0,439 1,036 0,947 1,133

A/G 0,399 0,463 0,74 1 0,389 0,671 0,271 1,663

PNI 0,008 0,014 0,357 1 0,55 0,992 0,965 1,019

https://doi.org/10.1016/j.htct.2022.09.1248
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RISK ASSESSMENT FOR NEWLY DIAGNOSED,

FIT AND YOUNG PATIENTSWITHMULTIPLE

MYELOMA, IN THE ERA OF NOVEL

TREATMENTMODALITIES: ARE THERE ANY

ADDITIONAL FACTORS TO BE UNDER
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Enas Mutahar, Haidar Hashim, Salman Harbi,

Analie Estanislao, Solaf Ka

Adult Hematology & Stem Cell Transplantation

Department, King Fahad Specialist Hospital

Objective: Multiple myeloma (MM) is considered a disease of

elderlies however, 35-40% of newly diagnosed MM (NDMM)

patients (pts) are ≤60 years (ys) old. Although young NDMM

pts succeed better outcomes with the currently used treat-

ment protocols, a considerable number of them (25-35%) suc-

cumb to MM, within 5 ys after diagnosis. We evaluated the

overall survival (OS) and the related risk factors, in NDMM pts

aged ≤55 years and we designed a scoring systemwith predic-

tive value on their long-term outcome. Methodology: Among

116 NDMM pts treated from 2010-20 in our center, 58 were

≤55 ys and 41% had advanced disease, 24% elevated LDH,

15% extramedullary disease (EMD) and 14% high-risk cyto-

genetic features. Following treatment with 3 (n=48) or 2

(n=10) agents of Velcade, Cyclophosphamide, Lenalidomide

and DXM, 90% underwent autologous hematopoietic stem

cell transplantation (AHSCT). Female gender, advance dis-

ease, EMD presence, elevated LDH and less than very good

response pre-AHSCT, adversely affected the OS. Results:

After a median follow up of 4 ys, the median OS was not

reached however, approximately 25% of young NDMM

patients died within 4 ys after diagnosis. Based on the afore-

mentioned risk factors we created a risk scoring system

which compared to the international staging system (ISS),

sufficiently discriminated young NDMM patients who are at

risk for poor outcome. The 4-year OS was superior for pts

with 0-2 factors compared to those with 3-5 factors (86% vs.

44% respectively, p<0.001). Conclusion: Despite the current

plethora of the available treatment agents, the heterogene-

ity in the outcomes among the NDMM pts, highlights the

unmet need to establish appropriate criteria for personal-

ized and more efficient treatment approaches, especially for

the younger NDMM pts. In this study, we propose an easily

applicable scoring system, which can discriminate younger

NDMM pts who might need more intensive treatment aim-

ing at prolonged survival rates.

https://doi.org/10.1016/j.htct.2022.09.1249
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LONG-TERM OUTCOMES OF PATIENTS
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Objective: The efficacy and safety of caplacizumab (CPLZ)

for patients (pts) with immune-mediated thrombotic

thrombocytopenic purpura (iTTP; also known as acquired

TTP) were demonstrated in the Phase 3 HERCULES trial,

with a 28-day follow-up period after end of treatment.

Post-HERCULES (NCT02878603) evaluated the long-term

outcomes of pts with iTTP treated with CPLZ during HER-

CULES, and the safety and efficacy of repeated CPLZ use

for iTTP recurrence. Methodology: Over 3 years’ follow-up,

pts could receive CPLZ with therapeutic plasma exchange

(TPE) and immunosuppressive therapy (IST) for iTTP recur-

rence. Safety was assessed during the overall study period

in the intention-to-observe (ITO) population; TTP-related

events (TTP-related mortality, recurrence, or major throm-

boembolic events) were assessed in pts without recurrence

in HERCULES or prior to post-HERCULES (efficacy ITO popu-

lation). Safety and efficacy were also evaluated during recur-

rences. Results: Of 104 pts enrolled, incidences of adverse

events (AEs) were similar between pts treated with CPLZ

+TPE+IST during HERCULES (n=75) and pts treated with TPE

+IST only (n=29). TTP-related events occurred in 4/49 pts

(8%) randomized to CPLZ vs 11/29 pts (38%) randomized to

placebo. The first recurrence episode was resolved/resolving

for all 13 pts treated with CPLZ for recurrence, including 9

pts with repeat CPLZ. The safety profile of CPLZ for recur-

rence was consistent with HERCULES. Conclusion: Over

long-term follow-up, the safety profile of patients treated

with CPLZ in combination with TPE+IST was generally simi-

lar to those who received IST+TPE only, with no observed

increases in iTTP recurrence. Repeat use of CPLZ was effica-

cious, with no new safety concerns.

https://doi.org/10.1016/j.htct.2022.09.1250
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EFFICACY OF FUROSEMIDE IN

METHOTREXATE CLEARANCE IN PATIENTS

TREATEDWITH HIGH DOSE METHOTREXATE
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2 Khyber Teaching Hospital

Objective: Methotrexate was first used in 1947 as a chemo-

therapeutic drug in the treatment of acute lymphoblastic leu-

kemia (ALL). Methotrexate has been extensively explored as

an anticancer drug since that time. High dose methotrexate is

a term used for doses above 1000mg/m2. The objective of this

study is to determine efficacy of Furosemide in methotrexate

clearance in patients treated with high dose methotrexate.

Methodology: It was a prospective cohort study carried out at

the Oncology department of a tertiary care hospital, Pakistan

for a period of one year. Total 80 patients were enrolled and

all received daily hydration of at least 5L along with urine

alkalization with sodium-bicarbonate and calcium rescue as

per protocol. All patients were given Furosemide 40 mg three

times a day. Methotrexate levels were monitored every

24 hours to follow its clearance. Data analysis was done by

using IBM SPSS version 24. Results: The mean (SD) hospital

stay in the current study was 4 (§1) days. Frequency of

delayed methotrexate clearance was observed in 16 (20%)

patients. The mean (SD) time of methotrexate clearance was

4 (§1) days. Renal injury was observed in 8 (10%) subjects,

electrolyte imbalance in 12 (15%) subjects, and transaminitis

in 11 (13.75%) subjects while mucositis was observed in 8

(10%) subjects. Conclusion: Our study concludes that furose-

mide is effective in methotrexate clearance in patients

treated with high dose methotrexate. The use of furosemide

reduces the cost and hospital stay. As furosemide is cheaper

and easily available so it can be used easily in the methotrex-

ate clearance.

https://doi.org/10.1016/j.htct.2022.09.1251
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CART CELL THERAPY BLACK SHADOW IN

HEMATOLOGICAL DISORDERS : SYSTEMIC

REVIEWWITHMETA-ANALYSIS
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King Saud University

Aim: To determine the effect of CART therapy on hypogam-

maglobulinemia and bone marrow aplasia, and to determine

the probable medications in management of hypogammaglo-

bulinemia with other associated risk factors and complica-

tions. Methodology: Systematic search was conducted in 4
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databases using the terms CART therapy, haematological

malignancies, and hypogammaglobulinemia. Articles includ-

ing patients with any haematological malignancies

undergone CART therapy and assessment done on hypogam-

maglobulinemia were included. Following screening and

selection of the articles, narrative synthesis, quality assess-

ment, and meta-analysis were conducted Results: 1197 cita-

tions , 9 were finally included for meta-analysis comprising of

425 patients who were affected due to any haematological

malignancies and had undergone CART therapy. The overall

incidence rate was 35.35%. In all the studies, hypogammaglo-

bulinemia was managed using IgG. Most of the patients

across the studies had infection due to reduction in WBC

count. The overall incidence of neutropenia following CART

therapy was 59% lymphopenia was 82%,and B-cell aplasia

was 49.5%. Conclusion: The effective way for management of

hypogammaglobulinemia was using IgA antibody. The overall

incidence of hypogammaglobulinemia and WBCs was diffi-

cult to conclude as majority of the studies were of low and

fair quality and were collected at different time points after

administration of CART therapy. Thus, good quality clinical

trials, open label trials or RCT are required. Hypogammaglo-

bulinemia increases with a decrease in neutrophils, lympho-

cytes, and B-type cells leading to variable infection.

https://doi.org/10.1016/j.htct.2022.09.1252
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Objective: This study sought to determine the magnetic reso-

nance imaging (MRI) T staging and the rectal cancer (RC) dis-

tance to the anal verge in patients treated in radiotherapy

department of Tripoli University Hospital. Methodology: An

observational study was conducted in Radiotherapy depart-

ment at Tripoli University Hospital retrospectively from Janu-

ary 1, 2018 to December 31, 2020 for total number of 73

patients whom met the inclusion criteria; 18-year- old or

more, male and female with primary RC, T2 or more. distance

metastasis or secondary RC were excluded. Results: Patients

were 38 female and 35 male. Patient less than 50 years old

was 25% and 38% was between 50-69 years old. patient at

70 years old or older was 10%. The low rectal cancer, less than

5 cm to the anal verge, is in 38.4% of the patients, with most

of the patients at T2 staging (45.5%). While 19.2% was in the

mid rectum, 5-10 cm to the anal verge, the T2 was 9%. Regard-

ing the high rectum, more than 10 cm to the anal verge, it was

present in 42.5%, of which 45.5% was in T4b. Conclusion: Rec-

tal cancer was less commonly in the mid rectum. in the low

rectum it was commonly T2 stage and in high rectum T4b

was predominant. Further studies are needed.

https://doi.org/10.1016/j.htct.2022.09.1253
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A CASE OF FASCIOLOSIS PRESENTINGWITH

SEVERE HYPEREOSINOPHILIA
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Objective: Fasciola hepatica is a parasitic ttrematode and

infects livers of various mammals and rarely infects human

liver. Frequently eosinophilia is detected in laboratory find-

ings, but it is generally mild or moderate as with other para-

sitic infections. Here we present a patient with Fasciolosis as

the cause of severe hypereosiphilia. Case report: A 66-year-

old female patient presented with weight loss, nausea and

abdominal pain for one month. Her physical examination

was unremarkable except for mild hepatomegaly. Her labora-

tory tests were as follows; leukocytes 29900/mm3, eosinophils

21550/mm3 (%71.9), ALP 379 IU/L, LDH 278 IU/L, GGT 53 IU/L,

CRP 30mg/dl. All other etiological tests including primary sec-

ondary causes were negative.Abdominal MRI revealed focal

patchy nodular lesions. Fasciola hepatica IHA (1/2560) was

positive. Results: After the diagnosis, the patient was admin-

istered 2 doses of triclabendazole (10 mg/mg) at 5 day inter-

vals. In the 3rd month of the treatment, the control

eosinophil count decreased to 480/ mm3, and the patient was

free of any symptoms. Conclusion: Severe eosinophilia

(>5000/mm3) is generally associated with malignant diseases,

hypereosinophilic syndrome or primary hematologic disor-

ders. But it would be useful to consider fasciolosis in hypereo-

sinophilia patients who are sheep and cattle breeder and

present with gastrointestinal system complaints such as

jaundice and abdominal pain.

https://doi.org/10.1016/j.htct.2022.09.1254
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Objective: Rituximab, which is widely used in the treatment

of B-cell lymphoma, is a chimeric monoclonal antibody

directed against the CD20 antigen. Rituximab has many side

effects, mainly allergic and neurological. Rituximab may

cause thrombocytopenia in the long term after
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administration. Rare cases with rituximab-induced acute

thrombocytopenia have been reported in the literature. Case

report: A 51-year-old female patient who newly diagnosed

splenic marginal zone lymphoma recieved rituximab as first

line therapy. Petechiae occurred in the lower extremities on

the day following rituximab administration. The blood test

showed a severe drop in the platelet count from 112,000/mL to

5,000/mL. Blood peripheral smear evaluation confirmed severe

thrombocytopenia. Results: There was no change in hemoglo-

bin or white blood cell levels. After the diagnosis of rituximab-

induced acute thrombocytopenia, thrombocyte suspension

was administered due to the risk of bleeding. Close clinical

and laboratory observations were made. The platelet count

began to rise gradually in the following period. Before the sec-

ond week of rituximab administration, the platelet count was

122,000/mL. Conclusion: Rituximab has a widespread use,

especially in malignancies and autoimmune diseases. Like

many monoclonal antibodies, rituximab has several side

effects. Thrombocytopenia is a long-term side effect associ-

ated with rituximab, and rituximab-induced severe acute

thrombocytopenia has been rarely reported. Therefore, it

should be kept in mind that severe acute thrombocytopenia

may develop after rituximab administration.

https://doi.org/10.1016/j.htct.2022.09.1255
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Objective: Vitamin B12 has an important role in DNA synthe-

sis, erythrocyte development and neurological functions by

the transfer of one-carbon methyl groups. Vitamin B 12 defi-

ciency may mimic Thrombotic Microangiopathy (TMA) and

lead to pseudo-thrombotic microangiopathy (pseudo-TMA).

Early recognition of pseudo-TMA is important because treat-

ment with vitamin B 12 replacement is quite simple and

effective. Case report: A 66-year-old female patient was

admitted to the emergency department with complaints of

fatigue. CBC values Hb 3.8gr/dL , Hct 11.3%, MCV 115 fL , plate-

lets 19000/mm3, WBC 6400/mm3, ind.bil.1.5 mg/dL, LDH

2111U/L . In peripheral blood smear (PBS), macroovalocytes,

anisopoikilocytes, schistocytes, hypersegmented neutrophils

and a normoblast with megaloblastic features (figure-1) were

observed. Thrombocytopenia and the presence of schistocyte

initially supported TMA. Methodology: Blood was drawn from

the patient for the ADAMTS-13 test. While concurrent steroid

treatment with fresh frozen plasma (FFP) was started, plas-

mapheresis preparation was also made. The patient's vitamin

B12 level was 50 pg/mLThe patient was started on vitamin B12

as 1000 mcg IM. Following clinical recovery, hemoglobin and

platelets stabilized, the hemolysis panel indicated a steady

improvement (graphs 1, 2, 3). Results Conclusion: TMA symp-

toms can be mimicked by severe vitamin B12 deficiency.

Rapid and accurate diagnosis of pseudo-TMA and initiation of

parenteral vitamin B 12 replacement can prevent unneces-

sary and expensive diagnostic investigations and long-term

plasma exchange treatments. Our case, has demonstrated

the importance of considering vitamin B12 insufficiency in

cases presenting with TMA and the value of carefully examin-

ing PBS in the identification of megaloblastic anemia.

https://doi.org/10.1016/j.htct.2022.09.1256
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Objective: Currently, restrictions related to the COVID-19 pan-

demic have been lifted in many countries. However, the pan-

demic could still have impact on the current quality of life of

patients, especially oncological ones. Our study aimed to

determine the impact of the COVID-19 pandemic on the func-

tioning of patients with hematological diseases. Methodol-

ogy: This is a prospective survey-based study. We used the

EORTC QoL questionnaire in the population consisting of 32

patients: 22 with lymphoma (69%), 4 with hairy cell leukemia

(13%), 3 with myelofibrosis (9%), 1 with acute myeloid leuke-

mia (3%), 1 with chronic myeloid leukemia (3%), 1 with non-

oncologic disease (3%). The median age was 50.5 years

(ranged 21 − 76). The questionnaires were collected between

May and June 2022. Statistical analysis was performed using R

software (R version 4.0.3.). Results: 41% of patients had a

COVID-19 infection confirmed by PCR test. 38% of them were

hospitalized, 80% of whom required oxygen therapy. Quality

of life was 62.5 (16.7 − 83.3), functioning scales: physical
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functioning 86.7, role functioning 66.7, emotional functioning

83.3, cognitive functioning 83.3, social functioning 66.7; symp-

tom: fatigue 33.3, insomnia 33.3. Patients who required oxy-

gen therapy had higher scores on the financial impact scale

than those who didn’t, 66.7 vs 0, p = 0.0261. Conclusion: Role

and social functioning was the worst item among functioning

scales. Women had significantly higher social functioning

than men. Fatigue and insomnia were the most burdensome

symptoms assessed on the symptom scales. No significant

differences were found in scores of EORTC between patients

who reported COVID infection and those who didn’t. The limi-

tation of this study is a relatively small research group. The

future direction is to perform a similar analysis on a larger

population.

https://doi.org/10.1016/j.htct.2022.09.1257
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Objective: Paroxysmal nocturnal hemoglobinuria (PNH) has

always been considered a relative contraindication for preg-

nancy. The use of eculizumab has reduced morbidity and

mortality of fetus and mother. Dose adjustments are often

required due to emerging breakthrough hemolysis, no stan-

dard recommendations are currently available in this setting.

Here we report our single hematology center experience on

breakthrough hemolysis and eculizumab dose adjustments

during PNH pregnancies. Methodology: Clinical data of four

pregnancies from three PNH patients are reported. Two of

them were already on standard dosage eculizumab when

pregnancies were diagnosed. Their baseline PNH clone sizes

were 89.5% and 97.5% on granulocytes and 38% and 90% on

erythrocytes, respectively. In both cases lowmolecular weight

heparin-prophylaxis was started when pregnancy was diag-

nosed. The third 26 year old patient with a baseline PNH clone

of 8.8% started treatment at the beginning of her 2nd trimes-

ter. Results: The 26 year old patient was stable on 900 mg Ecu-

lizumab until 12 weeks post-partum. The other two

developed breakthrough hemolysis during their third trimes-

ters. Eculizumab dosing was increased initially from 900mg

bi-weekly to 900 mg weekly and subsequently to 1200 mg

biweekly. The 28 year old patient with the largest clone

underwent two pregnancies and required even a 1200mg

weekly dosage in her first pregnancy until four weeks post-

partum. All four babies were delivered without complications.

Conclusion: Eculizumab dose adjustments up to 1200 mg

biweekly as well as interval shortening from bi-weekly to

weekly administration seems effective and safe in break-

through hemolysis control during pregnancy in PNH. Dose

escalations did not impact on birth or development of the

babies.

https://doi.org/10.1016/j.htct.2022.09.1258
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ALECTINIB-RELATED ERYTHROCYTE

MEMBRANE CHANGES, NON-IMMUNE

HEMOLYSIS AND ERYPTOSIS

Emine Gulturk

Bakirkoy Dr Sadi Konuk Hospital

Objective: Alectinib is an anaplastic lymphoma kinase (ALK)

inhibitor which standard initial treatment for patients with

advanced ALK rearranged non-small-cell lung cancer

(NSCLC). The current study was planned by the incidental

observation of non-immun hemolysis signs in several alecti-

nib-treated patients, and its aim was to comprehensively

characterize eritrocyte changes under this drug. Methodol-

ogy: We analyzed retrospectively 13 patients treated with

alectinib for ALK+ NSCLC at the Bakirkoy Sadi Konuk and Kar-

tal Dr Lutfi K{rdar Hospital Medical Onkology Depertment.

Almost all patients were consulted with the hematology clinic

because of anemia and elevated lactate dehydrogenase dur-

ing alectinib.Laboratory tests requested for characterization

of anemia included reticulocyte count, indirect bilirubin,hap-

toglobin, direct antiglobulin test, and LDH.All patients were

examined by peripheral smear Results: The analyzed

patients, hematological tests results are showed that: Anemia

was present in approximately all of patients and was mostly

mild, (lowest hgb 8.5gr/dl).Reticulocytes were increased and

the direct antiglobulin (Coombs) test was negative in all

patients. Peripheral blood smears showed signs of eryptosis,

abnormal red blood cell morphology in all patients, with ani-

socytosis, a predominance of acanthocytes, as well as occa-

sional echinocytes, spherocytes, dacrocytes and rare

fragmentocytes Conclusion: We have reported 13 cases of sig-

nificant alterations in erythrocyte morphology secondary to

alectinib. Patients predominantly showed mild anemia, but

one patient developed significant Coombs-negative hemoly-

sis. In this case, hemolytic markers improved after alectinib

was discontinued. This study highlights the need for both

clinicians and haematologists to be observant for unrecog-

nised off-target effects of novel agents.

https://doi.org/10.1016/j.htct.2022.09.1259
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Abstract: The dipeptide boronic acid analogue bortezomib

as a potent and selective inhibitor of the proteasome is

used for the treatment of plasma cell dyscrasias such as

multiple myeloma (MM). Bortezomib may induce glomeru-

lar microangiopathy (GMA) with or without systemic

thrombotic microangiopathy (TMA) in which vascular

endothelial growth factor-nuclear factor (VEGF) -k B path-

way could be involved. MM itself can cause TMA but pri-

marily at presentation. Case report: We present a case with

GMA associated with clinical features supporting systemic

TMA shortly after bortezomib. Case: A 54-year-old woman

has been diagnosed as having POEMS syndrome. She had

symmetric mild degree of peripheral neuropathy, scleroa-

trophic skin lesions, Raynaud’s phenomenon, and retinopa-

thy. IgG kappa type paraproteinemia with a monotypic

increase of plasma cells and increased pulmonary artery

pressure contributed to the diagnosis. Bortezomib based

treatment was started. Methodology: At the 20th day she

developed severe dyspnea. Bilateral pleural effusion and

acute kidney failure with thrombocytopenia and microan-

giopathic hemolytic anemia were documented. Urgent ste-

roid and plasmapheresis were started. ADAMTS13 level

proved to be within normal and plasmapheresis did not con-

tribute to improvement. She commenced on hemodialysis

and kidney biopsy was decided. Light microscopy findings

revealed glomerular capillary thrombus, basement mem-

brane thickening and segmental Results: duplication.

Hyperplastic arteriolar changes were present. No immune

deposits were detected by immunofluorescence microscopy.

Biopsy findings were diagnostic for thrombotic microangiop-

athy. The clinical picture deteriorated as sleepiness and con-

fusion. Cranial imaging and cerebrospinal fluid analysis

showed no abnormality. Eculizumab with off-label approval

contributed to stabilization but no improvement. Conclu-

sion: Conclusion: Proteasome inhibitors associated with

TMA may be life-threatening along with organ dysfunction

due to microangiopathy-related ischemia. Membrane attack

complex (C5b-9) deposition was found on endothelial cells

in culture exposed to plasma from patients during the acute

phase of the disease which may point to complement block-

ade benefit.

https://doi.org/10.1016/j.htct.2022.09.1260
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Objective: The bleeding phenotype of patients with inherited

FVII deficiency is variable, and epistaxis is one of themost fre-

quent symptoms. Interestingly, the bleeding risk does not

correlate with the level of FVII activity. The severity of FVII

deficiency and the type of surgery are not determinants of the

optimal management of surgery, the doses and the duration

of rFVIIa therapy are widely variable. The aim of this study is

to present our successful experience in a 16-year-old boy with

inherited FVII deficiency and a huge nasopharyngeal angiofi-

broma with a very high risk of bleeding Case report: The

patient was referred with recurrent epistaxis in the last 6

months and he was diagnosed as an inherited FVII deficiency

(FVIIC:29%, FVII inhibitor negative with positive family his-

tory). Tranexamic acid (10days) and rFVIIa (2doses) were used

with success in the management of this surgery. Since this

surgery may cause life-threatening bleeding, endovascular

particle embolization was done to the important vessels feed-

ing the mass one day before surgery without rFVIIa support.

No bleeding or thrombosis were observed in our patient. Con-

clusion: In conclusion, a life-threatening major surgery was

successfully done for a patient with inherited FVII deficiency

and a huge angiofibroma. However, perioperative manage-

ment of patients with FVII deficiency still remains a major

challenge and clinical trials are needed to provide evidence-

based optimal management of surgeries. And, angiofibroma

should be thought in the differential diagnosis of epistaxis.

https://doi.org/10.1016/j.htct.2022.09.1261
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ROLE OF SERUMHEPCIDIN AND

RETICULOCYTE HEMOGLOBIN

CONCENTRATION IN EVALUATION OF

ANEMIA IN ULCERATIVE COLITIS PATIENTS
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Objective: One of the most common extra-intestinal signs of

ulcerative colitis (UC) disease is anemia, which has a consid-

erable influence on patients’ quality of life. AIM: The aim was

to evaluate the role of serum hepcidin and reticulocyte hemo-

globin concentration (CHr) in the study of anemia in UC

patients. Methodology: We recruited 80 UC patients and 30

healthy individuals of matched age and sex as controls. Sub-

jects were subdivided into three groups − Group I: 50 anemic

UC patients, Group II: 30 nonanemic UC patients, and Group

III: 30 healthy controls. Results: CHr showed a statistically

highly significant decline in Group I than Groups II and III.

Serum hepcidin showed a significant difference between

Groups I, II, and III. Also, a significant negative correlation

between CHr, serum hepcidin and severity of UC and a sig-

nificant positive correlation between CHr and hemoglobin

level, MCV, serum ferritin, and transferrin S. While serum

hepcidin had a significant positive correlation with hemo-

globin level, MCV, serum ferritin, transferrin S., and CHr.

Conclusion: CHr had an excellent performance in prediction

of iron-restricted anemia and was the test of best perfor-

mance in prediction of iron-deficiency anemia § ACD.

Serum hepcidin had an excellent performance in prediction

of ACD.

https://doi.org/10.1016/j.htct.2022.09.1262
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Objective: Griscelli syndrome type 2 is rare authosomal resse-

sive disorder caused by a defect in the RAB27A gene, which

affects a melanosome-anchoring complex in melanocytes,

affecting release of cytolytic granules from T and NK cells.

Children with GS type 2 develop an uncontrolled T-

lymphocyte and macrophage activation syndrome known as

hemophagocytic syndrome (HS) or hemophagocytic lympho-

histiocytosis (HLH). We describe a 3 years old girl patient clas-

sic features of Griscelli syndrome type 2 Case report: A 3-

year-old girl was admitted to hematology with complaints of

LAP, hepatosplenomegaly and pancytopenia (WBC- 3080/ml,

Hb-7.6 g/dl, Neutr.-350/ml, PLT - 165000/ml). The patient's con-

dition was below the percentile, her skin was bronze, her hair

was silver-grey. HLH criteria were met (triglycerides

458 mg/mL, ferritin 3445 ng/mL, fibrinogen 180 mg/dl). Mor-

phology of the bone marrow was hypocellular, signs of dyser-

ythropoiesis (stage I) and megakaryocytes were reduced

Methodology: According to the clinical and laboratory data

(hepatosplenomegaly, increased ferritin, hypertriglyceride-

mia, pancytopenia, hyperthermia resistant to antimicrobial

therapy, silver-gray hair, pigment balls of hair seen light

microscope) and the death of another undiagnosed child in

the family, suggested likely primary HLH and GS. As a result

of genetic analysis (homozygous mutation c.514_ 518del-

CAAGC(p.GLN172Asnfs*,rs767481076)1 in the RAB27A gene),

the diagnosis of GS type 2 was confirmed. Results: The patient

was treated according to the HLH 2004 protocol. CSA levels

were measured once a week. IVIG support was given based on

IgG levels. HSCT was planned from patient's healthy HLA-

matched sibling, but HSCT was delayed because the brother

was infant. After 45 weeks of maintenance therapy, etoposide

was discontinued, dose of dexamethasone was reduced to

5 mg/kg, but CSA was continued at the same dose. Control

studies are carried out once a week. As far as possible HSCT is

planning Conclusion: The prognosis of patients with Griscelli

syndrome is poor. It is usually rapidly fatal within 1-4 years

without aggressive treatment and bone marrow transplanta-

tion at onset of an accelerated phase. HSCT is more successful

when implemented early course of the disease. Palliative care

includes treatment and prophylaxis care infections and

immunosupressor therapy in accelerated phases. Some

patients have died after transplantation, but others have had

lasting remissions

https://doi.org/10.1016/j.htct.2022.09.1263

LEUKEMIA

PP 29

THE COURSE OF TOXIC HEPATITIS IN

LEUKEMIC PATIENTS AT THE STAGE OF

SUPPORT THERAPY.

Mireldar Babayev, Ahmadova Afaq
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Objective: One of themain tasks in the treatment of acute leu-

kemia is to prevent the development of complications of che-

motherapy, as well as the timely choice of the correct tactics

for the treatment of complications. Because forced breaks

associated with complications negatively affect the end result
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of leukemia treatment. Practice shows that one of the organs

affected by chemotherapy is the liver, and its damage directly

depends on the toxicity and duration of chemotherapy. Our

task was to conduct research work in this area, and to study

toxic liver lesions in patients with leukemia. Before that, we

carried out similar work at the stages of induction and consol-

idation of treatment of acute leukemia in children. And this

period of research work is devoted to the supportive stage of

therapy in patients. Objective: To study the frequency of toxic

liver damage in children with acute leukemia during support

therapy, to choose treatment tactics according to the severity

of toxic hepatitis. Methodology: The study group included 51

children with primary acute lymphoblastic leukemia who

completed the induction stage with complete remission and

retained this result for the entire period of consolidation. The

age of the patients ranged from 2.5 years to 15 years. Of these,

there were 28 boys and 23 girls. The patients were from Baku

and the regions of the republic. Treatment of acute lympho-

blastic leukemia was carried out according to two branches of

the Moscow − Berlin − 2015 program: B and T _ImRG. The pro-

tocols of maintenance therapy of these branches do not differ,

and both begin with the 31st week of the general program,

end on the 104th. Each protocol consists of 8 stages of a com-

bination of chemotherapy drugs Metotreksat + 6-Mercaptopu-

rine, which last for 6 weeks and alternate with two-week

courses of reinduction - Deksametazon +Vinkristin. Before

the start of maintenance therapy, all patients with leukemia

confirmed the preservation of the previously achieved remis-

sion, and the functional and organic state of the liver. With

positive results, the continuation of leukemia treatment

began. And when the symptoms of toxic hepatitis were

detected, the severity was determined. According to this indi-

cator, 3 forms of flow were issued: light, medium-heavy and

heavy forms. The tactics of conducting therapy of each form

were chosen by us. Results: Of 51 patients, 42 had toxic hepa-

titis (82%). It was mild in 12 patients (23.5%), moderate in 26

children (50.9%), and severe in 4 children (7.8%). In the mild

form of hepatitis, patients were prescribed intravenous

administration of Riboksin + Aevit (orally) for 10-14 days, or

alternatively, per os Ursobil + Aevit. This combination made it

possible to restore all clinical and laboratory parameters in

patients within 14-21 days, and at the same time, without

interrupting chemotherapy. Moderate and severe forms of

hepatitis occurred mainly during the period of reinduction

(54.7%). The administration of intravenous adeomethionine

(Heptral) in the form of monotherapy for 8-12 days allowed

continuous reinduction courses. Following him, the adminis-

tration of an oral combination of Ursobil + Lipoic acid + Aevit

for 14-21 days allowed to preserve the long-term effect. In

severe hepatitis, chemotherapy was suspended, and patients

were prescribed intravenous adeomethionine (Heptral) in

combination with oral Ursobil + Aevit for 10-14 days, and

along with this detoxification therapy was carried out in par-

allel. Such treatment gave an improvement in clinical and

laboratory parameters. Subsequently, intensive therapy was

suspended, and chemotherapy was started accompanied by

Ursobil + Aevit + Lipoic acid for the next two weeks. This

choice of therapy allowed us to preserve the restored indica-

tors for a long time. There were no deaths or severe complica-

tions from toxic hepatitis in any case.

https://doi.org/10.1016/j.htct.2022.09.1264
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Objective: Sequence variants are usually silent and rarer in

a-globin, some may lead to an unstable protein with hemo-

lytic or thalassemic phenotype. The most common HBA vari-

ant is ConstantSpring which is leading to an unstable

elongated protein chain. Others may be due to ins/del in the

a-globin, one of them Hb-Taybe caused deletion of Thr resi-

due at codon 40 of the HBA1. We report, for the first time, 2

cases with hemolytic anemia due to the presence of Hb-Taybe

in trans with HBA2 poly-A mutations. Methodology: Patients

were managed in the Thalassemia Unit of the National Hema-

tology Center. Detailed pedigrees are drawn, medical record-

ings are reviewed and peripheral blood samples are collected.

Sanger sequencing was perfomed with in house designed pri-

mers (HBA1, NM_000558.5 and HBA2, NM_000517.6) on

genome analyser (ABI3500). Deletion and duplication analysis

is performed by MLPA. Results: P-1: A 4-yr-old male who was

diagnosed at the age of 1 yr with congenital hemolytic ane-

mia. He presented with jaundice, the blood film showed mod-

erate hypochromia and anisopoikilocytosis. He was

transfusion dependent. P-2: A 45-yr-old female who was diag-

nosed at the age of 5 yr with congenital hemolytic anemia.

She underwent splenectomy at the age of 32 yr due to moder-

ate anemia. After splenectomy she was not transfusion

dependent. Relevant clinical and laboratory data is presented

at table. Conclusion: The clinical presentation is variable

from mild hemolytic anemia to regular transfusion require-

ment. One patient had to have splenectomy in order to ame-

liorate the transfusion requirement. This study supports the

requirement of a-globin gene analyses, and a careful evalua-

tion of cases with hemolytic anemia, particularly in popula-

tions where thalassemias are endemic, in order to avoid

missing any of the rare globin variants and to offer accurate

genetic counseling.
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Objective: The association between thalassemia and systemic

lupus erythematosus (SLE) is very rare. There are many

articles in the literature showing that patients diagnosed

with SLE with Beta-Thalassemia have a more severe hemo-

lytic picture. The combination of Alpha thalassemia and SLE

was first reported in an article published on January 30, 2021,

by the staff of Guangzhou Hospital in the People's Republic of

China. Our report is about combination of HbH disease and

SLE, too. Case report: A 31-year-old female patient with HbH

disease who had been irregularly monitored by a hematolo-

gist for 12 years received a blood transfusion for the first time

during her 4th pregnancy and has not seen a hematologist

since. At 12 weeks of gestation (7th pregnancy), a severe

hemolytic anemic clinic was observed and erythrocyte mass

transfusion was initiated. However, as different types of aller-

gic reactions were observed during and after hemotransfu-

sions autoimmune tests were held. Methodology: As a result,

Direct Antiglobulin Test (DAT), Anti Nuclear Antibody (ANA),

and anti-dsDNA positive, complement C3 levels were found

below standard. The diagnosis of SLE was confirmed based on

the fact that the patient's previous 6 pregnancies resulted in

miscarriages and stillbirth. At a later stage, as a result of

detailed instrumental and laboratory examinations, she was

diagnosed with Lupus nephritis and steroid treatment was

started under the control of a nephrologist. Results: Unit

erythrocyte mass was transfusioned during cholecystectomy

in this patient who was taken to the hospital with seizure

pain in the right subcostal area that suddenly began at 22

weeks of gestation. 24-week pregnancy was ceased due to

intrauterine growth retardation. In the next month of follow-

up, during the hospitalization 7 units of washed erythrocyte

mass were transfused to the patient who was brought to the

hospital with severe anemia after positive Covid-19 PCR anal-

ysis. Conclusion: In case published about the first patient

with HbH disease and SLE it was reported an increase in the

severity of anemia and the maintenance of Hb value in the

range of 9.0-10.0 g / dl with steroid. According to our researchs

there were found similarities between the outcomes of these

two studies. Studies suggest that SLE patients with severe

hemolytic clinics in regions with a high prevelance of thalas-

semia should be investigated for hemoglobinopathies.

https://doi.org/10.1016/j.htct.2022.09.1266
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Objective: Therapeutic plasmapheresis is an extracorporeal

treatment method. The abnormal component of the patient’s

plasma is removed from the blood and replaced with the

remaining blood components with a selected replacement

fluid. We aimed to evaluate the demographic characteristics,

procedure indications, procedure methods, differences

between pre- and post-procedure laboratory parameters, and

procedure-related complications of pediatric patients who

underwent therapeutic plasma exchance (TPE). Methodology:

Pediatric patients who underwent therapeutic plasmaphere-

sis in Adana City Training and Research Hospital between

2018-2021 were included in our study. In this period, the num-

ber of pediatric patients who underwent therapeutic plasma-

pheresis was 61, and the total number of procedures was 238.

The data of the patients were obtained from the files of the

apheresis unit and the hospital registry system by retrospec-

tive analysis. Statistical analysis of the study was made with

the SPSS v20 program. Results: 25 patients were female, 36

patients were male. Youngest patient was 6 months old and

eldest was 17 years old. Patients weight range was between 5

and 104 kilograms. 191 of the procedures were TPE, 47 of

them were lipid apheresis. The most common indications

were hepatic failure, familial hyperlipidemia, neurological

disorders, hematological disorders, sepsis with MODS and
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intoxications. 119 transactions were in ASFA category-1.

Complications were observed on 59 (%24,8) procedures. Con-

clusion: The most common complications are; vascular

access releated (obstruction) (21/59), hypotension (11/59), urti-

caria (7/59), technical malfunctions (7/59) and hypocalcemia

(4/59). No exitus was observed due to the procedures. Thera-

peutic plasmapheresis procedure doesn't cause serious unde-

sirable changes in laboratory values and serious

complications are rare. Therapeutic plasmapheresis can be

safely applied to pediatric patients in appropriate indications

by making necessary adjustments.

https://doi.org/10.1016/j.htct.2022.09.1267
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Objective: The purpose of our study is to evaluate the demo-

graphic and clinical characteristics of pediatric Non-Hodg-

kin’s Lymphoma (NHL) patients diagnosed and followed at

our center, and also describe their survival rates and possible

associations between outcomes and clinical features and to

compare these data with the published reports from other

clinical centers. Methodology: Children with NHL who were

followed up and treated at Adana City Training and Research

Hospital between 2013 and 2021 were included in the study. A

total of 60 patients’ files were collected and analyzed retro-

spectively. Age, gender, time of diagnosis, histopathological

subtypes, primary location of the tumor, extranodal involve-

ment, stage, bone marrow (BM) and central nervous system

(CNS) involvement status, lactate dehydrogenase (LDH) levels

at the time of diagnosis, type of chemotherapy, risk stratifica-

tion, first line treatment response, localization of the radio-

therapy if applied, relapse and survival outcomes were

accessed from the files and analyzed. Patients with missing

data in their files, patients who left the center without com-

pleting their treatment and patients who started treatment in

another center and continued in our hospital were not

included in the study. Results: The median age was 7 years

(between 2-18 years) and the male/female ratio was 3.2. Bur-

kitt's Lymphoma (48.5%) was the most common, Lympho-

blastic Lymphoma (31.7%) was the second common

histopathologic subtype and the primary site of the disease

was abdomen in 34 patients (56.7%). It was seen that 28 of the

patients (46.6%) had extranodal involvement, CNS involve-

ment was only in 1 patient (1.6%) and bone marrow involve-

ment was found in 13 patients (21.6%). It was determined that

80% of the patients were in the advanced stage (Stage 3-4)

and complete remission was observed in 60.1% of the patients

after the first line treatment. It was observed that the overall

survival rate was 80.8%, and the event-free survival rate was

75% during the 96-month follow-up. Age, gender, primary site

of the tumor, presence of extranodal involvement and stage

did not have a statistically significant effect on overall and

event-free survival. The effect of histopathological subtype

on overall survival was found to be significant and highest

survival rates were observed in B cell lymphoblastic and dif-

fuse large B cell lymphoma. It was observed that the overall

and event-free survival rate was significantly lower in the

group with a LDH level above 500 U/L, which was measured at

the time of diagnosis (p=0.01 and p=0.008). It was seen that

the treatment response and both overall and event-free sur-

vival rates were found to be significantly higher in the groups

with complete and partial response after the first line treat-

ment (p<0.001). The treatment-related mortality rate was

found to be 45.4%, and the most common cause was febrile

neutropenia/sepsis. Conclusion: Although childhood Non

Hodgkin’s Lymphomas have an aggressive nature and are

detected in an advanced stage, survival results are good. It is

very important to determine the risk groups to choose the

appropriate intensive chemotherapy regimen and provide

adequate supportive treatment for preventing treatment-

related mortality and better outcomes.

https://doi.org/10.1016/j.htct.2022.09.1268
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Case report Gastrointestinal stromal tumors (GISTs) occur

exceedingly rare in children and adolescents. Eighty five per-

cent of pediatric GISTs and 15 % of adult GISTs lack oncogenic

mutations in KIT and PDGFRA. The results of tyrosine kinase

inhibitor therapy in GIST cases with SDH deficiency are lim-

ited and controversial. Here, we would like to present a pedi-

atric SDH deficient GIST case treated with surgery and

Imatinib Mesylate. We obtained a good response with Imati-

nib Mesylate.

https://doi.org/10.1016/j.htct.2022.09.1269
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Case report A 33-year-old female presented with complaints

of lesion in the left retromolar trigone. CT scan demonstrated

a soft tissue mass in left buccal space extending into the left

infratemporal region. Biopsy was positive for Synovial Sar-

coma. She received chemotherapy followed by wide local

excision.Treatment with a total of 60 Gy radiotherapy was

given. Patient tolerated the treatment well and remained dis-

ease free for 4.5 years. She developed recurrence and received

palliative radiation for bleeding and pain control.

https://doi.org/10.1016/j.htct.2022.09.1270
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Introduction: Neurofibromatosis type 1 (NF-1) is the most

prevalent autosomal dominant genetic disorder. NF-1 vascul-

opathy is a significant complication of the disease. It affects

both arterial and venous blood vessels of all sizes. Also Moya-

moya syndrome is a cerebral vasculopathy . It is rarely

detected with NF-1 in the pediatric group. Herein, we report

of a 5 year-old male with NF1 andmoyamoya syndrome. Case

Report: A 6-month-old baby boy was brought by his family

with the complaint of brown spots on the body. On physical

examination, cafe au lait spots on the body, subcutaneous

nodule in the occipital area and hypotonicity were found. He

was examined considering neurofibromatosis, one of the neu-

rocutaneous diseases. Abdominal ultrasonography, brain

MRI, echocardiyography, electroencephalography were nor-

mal. There was no pathological evidence in eye examination.

In genetic tests, NF1 p.GIn2217 gene was found heterozygous

positive. patient was followed up with annual brain MRI.

Hamartomatous lesions in left putamen and left thalamus

posterior were detected in brain MRI when the patient was

two years old. There was no pathological evidence on noro-

logical physical excamination. When he was three years old

thickening and enhancement of the right optic nerve was

found in MRI due to possible optic glioma. Only in the left cer-

ebellar hemisphere, two millimeter-sized hamartomatous

lesions in the white matter were found to have newly devel-

oped. Both internal carotid arteries (ICA) are thinned from the

supraclinoid segment. Middle cerebral artery (MCA) M1 seg-

ment on the right and anterior cerebral artery (ACA) A1 seg-

ment on the left could not be selected. Many thin collateral

vascular structures were selected in these localizations and

were found to be significant in terms of Moyamoya disease.

Regression was detected in right optic glioma. No predispos-

ing factor was found in the examinations of the patient for

thrombosis. Acetyl salicylic acid prophylaxis was started. The

patient was taken under neurosurgery follow-up for revascu-

larization surgery. The follow-up and treatment continues.

Conclusion: Association of NF-1 and Moyamoya syndrome is

rare, but carries a potential risk of clinicoradiological progres-

sion. Closed monitoring of children with neurofibromatosis

type 1 enables early diagnosis of moyamoya syndrome.

Revascularization surgery may effective way to prevent pro-

gression of clinical symptoms, but long-term results require

close follow-up studies.

https://doi.org/10.1016/j.htct.2022.09.1271
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Objective: The object of this study is to search the characteris-

tics of children and adolescents with thyroid nodules and

analyze our institutional experience in the management of

thyroid nodules.The complaints of these patients, physical

examination findings, diagnostic features, results of radio-

logic researches, choise of the most appropriate modality to

these patients' thyroid nodule assessment, and the manage-

ment of the pathology results were revealed. Methodology:

Patients who applied to the pediatric endocrinology or oncol-

ogy outpatient clinic of Ankara City Hospital with the diagno-

sis of thyroid nodule were examined. All patients who has

pathology result as benign, atypia of undetermined signifi-

cance/follicular lesion of undetermined significance (AUS/

FLUS), follicular neoplasm/ suspicious for a follicular
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https://doi.org/10.1016/j.htct.2022.09.1270
https://doi.org/10.1016/j.htct.2022.09.1271


neoplasm (FN/SFN), suspicious for malignancy (SM), and

malignant were searched. Results: A total of 130 patients pre-

sented with thyroid nodules. Female male ratio was 1,95:1.

The youngest patient was 68 months old. At admission there

was no goiter in 71.5% of the patients on physical examina-

tion. Of all patients 36% of them underwent fine needle aspi-

ration biopsy and 8 of the 76 patients who underwent biopsy

were diagnosed with papillary thyroid cancer. One patient

diagnosed with follicular thyroid cancer Patients that diag-

nosed cancer, 4.6% of them treated with radioactive iodine.

Conclusion: Although most pediatric thyroid nodules are

benign, distinguishing benign from malignant lesions is cru-

cial. Interdepartmental communication and competence are

very important in the follow-up of patients with thyroid nod-

ules. Because of an increased risk of cancer in the pediatric

population, diagnostic and therapeutic procedures for pediat-

rics need further research including multicenter studies to

attain universal consensus regarding the diagnosis and

management.

https://doi.org/10.1016/j.htct.2022.09.1272
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Case report In Langerhans cell histiocytosis thyroid involve-

ment is rarely seen. Here, we would like to present a 12-year-

old male patient with lung, external auditory canal skin and

lymph node involvement in diagnosis. Disease relapse

occurred with thyroid involvement 19 months after remis-

sion. In molecular analysis, BRAF p.N 486 _P490del was

detected and he reccived MEK inhibitor Trametinib mono-

therapy. He is still in remission for 16 months.

https://doi.org/10.1016/j.htct.2022.09.1273
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Objective: Oxidative stress has a potential role in carcinogen-

esis. Antioxidant enzymes have neutralizing effect both on

cancer initiation, and progression. We aimed to assess the

oxidant and antioxidant levels of pediatric cancer patients

and to compare the levels in healthy controls. Methodology:

The study involved 105 pediatric cancer patients (40 undergo-

ing chemotherapy, 65 survivors) and 40 healthy children. The

serum total oxidant status (TOS) and total antioxidant status

(TAS) were measured. Results: The TOS and oxidative stress

index were lower in pediatric cancer patients compared to

the levels in the controls (3.73§1.35 vs. 4.21§1.72 mmol/L;

p=0.08; 0.20§0.07 vs. 0.26§0.10; p=0.001, respectively). The

mean serum TAS level was higher in patient groups com-

pared to the level in the control (1.87§0.48 vs. 1.63§

0.32 mmol/L, p=0.001). The TAS level of children with cancer

in survivors was still found to be significantly higher com-

pared to the levels in the control group (1.85§0.45 vs. 1.63§

0.32 mmol/L, p=0.005). Radiotherapy, surgery, relapsed dis-

ease, presence of metastases and receiving enteral nutritional

support caused no change in the TAS/TOS level. Conclusion:

It has been revealed for the first time that the serum total

antioxidant level increased during cancer treatment and

didn’t normalize after cessation of therapy for a long time.

https://doi.org/10.1016/j.htct.2022.09.1274
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