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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) -« 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.
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Objective: The bleeding phenotype of patients with inherited
FVII deficiency is variable, and epistaxis is one of the most 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 rFVIla 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


https://doi.org/10.1016/j.htct.2022.09.1260
https://doi.org/10.1016/j.htct.2022.09.1261

	Molecular Aspects in Chronic Lymphocytic Leukemia patients with Autoimmune Cytopenias: single center experience
	Follow-up of Chronic Myeloid Leukemia Patients whose Tyrosine Kinase Treatment Was Stopped: Case Series
	TREATMENT-FREE REMISSION IN PATIENTS WITH CHRONIC MYELOID LEUKEMIA: MANAGEMENT APPROACHES
	PHENOTYPE/ GENOTYPE SCREENING PATTERN OF HEMOPHILIA A AND B IN SAUDI ARAB
	SERUM LEVEL OF VASCULAR CELL ADHESION MOLECULE AND P SELECTIN AS THROMBOPHILIC RISK FACTOR FOR EARLY VASCULAR ACCESS THROMBOTIC OCCLUSION IN HEMODIALYSIS PATIENTS
	SUCCESSFUL MANAGEMENT OF SEVERE CONGENITAL FACTOR X DEFICIENCY DURING PREGNANCY AND LABOR WITH PCC IN TWO SISTERS
	PREVENTION CAN BE THE BEST TOOL FOR ADULT T-CELL LEUKEMIA. UPDATED T-CELL BRAZIL PROJECT
	AN UNUSUAL OCULAR LYMPHOMA, PRIMARY INTRAVITREAL LYMPHOMA DIAGNOSED INCIDENTALLY
	THE RELATIONSHIP BETWEEN FERRITIN LEVEL AND THROMBOSIS IN PATIENTS WITH DIFFUSE LARGE B-CELL LYMPHOMA
	RITUXIMAB INDUCED LUNG DISEASE IN A MANTLE CELL LYMPHOMA PATIENT RECEIVING MAINTENANCE: CASE PRESENTATION
	THE DIVERSITY OF PRESENTATION AND MANAGEMENT OF SUBCUTANEOUS PANNICULITIS -LIKE T-CELL LYMPHOMA WITH ASSOCIATED HEMOPHAGOCYTIC SYNDROME - CASE SERIES ANALYSIS
	RELAPSED MANTLE CELL LYMPHOMA WITH ISOLATED CENTRAL NERVOUS SYSTEM INVOLVEMENT THAT TREATED WITH IBRUTINIB; A CASE REPORT AND LITERATURE REVIEW
	Is there any new prognostic score for peripheral T-cell lymphoma?
	Risk assessment for newly diagnosed, fit and young patients with Multiple Myeloma, in the era of novel treatment modalities: Are there any additional factors to be under consideration?
	LONG-TERM OUTCOMES OF PATIENTS TREATED WITH CAPLACIZUMAB FOR IMMUNE-MEDIATED THROMBOTIC THROMBOCYTOPENIC PURPURA (ITTP): THE POST-HERCULES STUDY
	EFFICACY OF FUROSEMIDE IN METHOTREXATE CLEARANCE IN PATIENTS TREATED WITH HIGH DOSE METHOTREXATE
	CART CELL THERAPY BLACK SHADOW IN HEMATOLOGICAL DISORDERS : SYSTEMIC REVIEW WITH META-ANALYSIS
	RECTAL CANCER DISTANCE TO THE ANAL VERGE AND THE T STAGING: MAGNETIC RESONANCE IMAGING FINDINGS
	A CASE OF FASCIOLOSIS PRESENTING WITH SEVERE HYPEREOSINOPHILIA
	RITUXIMAB-INDUCED SEVERE ACUTE THROMBOCYTOPENIA IN A PATIENT WITH SPLENIC MARGINAL ZONE LYMPHOMA
	VITAMIN B 12 DEFICIENCY MIMICKING THROMBOTIC MICROANGIOPATHY: A CASE REPORT
	QUALITY OF LIFE IN HEMATOLOGICAL PATIENTS IN THE POST-COVID ERA
	ECULIZUMAB DOSE ADJUSTMENTS DURING PREGNANCIES IN PAROXYSMAL NOCTURNAL HEMOGLOBINURIA: A SINGLE CENTER EXPERIENCE.
	ALECTINIB-RELATED ERYTHROCYTE MEMBRANE CHANGES, NON-IMMUNE HEMOLYSIS AND ERYPTOSIS
	GLOMERULAR MICROANGIOPATHY WITH MARKED SYSTEMIC THROMBOTIC MICROANGIOPATHY SHORTLY AFTER BORTEZOMIB IN A NEWLY DIAGNOSED POEMS SYNDROME PATIENT
	THE SUCCESSFUL MAJOR SURGERY IN A PATIENT WITH INHERITED FVII DEFICIENCY AND A HUGE NASOPHARYNGEAL ANGIOFIBROMA
	ROLE OF SERUM HEPCIDIN AND RETICULOCYTE HEMOGLOBIN CONCENTRATION IN EVALUATION OF ANEMIA IN ULCERATIVE COLITIS PATIENTS
	GRISCELLI SYNDROME TYPE 2 -CLINICAL APPROACH AND CASE REPORT
	THE COURSE OF TOXIC HEPATITIS IN LEUKEMIC PATIENTS AT THE STAGE OF SUPPORT THERAPY.
	RARE UNSTABLE ALPHA GLOBIN VARIANT HB TAYBE (HBA1:C.118_120DELACC) WITH HBA2 POLY A MUTATIONS, CAUSES TO HEMOLYTIC ANEMIA IN TWO CASES FROM AZERBAIJAN
	HBH DISEASE AND SYSTEMIC LUPUS ERYTHEMATOSUS
	EVALUATION OF CLINICAL AND LABORATORY FINDINGS OF THERAPEUTIC PLASMAPHERESIS IN CHILDREN
	NON-HODGKIN'S LYMPHOMA: A RETROSPECTIVE ASSESSMENT OF CLINICAL FEATURES AND TREATMENT OUTCOMES
	SUCCINATE DEHYDROGENASE SUBUNIT B DEFICIENT PEDIATRIC GIST
	SYNOVIAL SARCOMA ARISING IN THE RETROMOLAR TRIGONE: A RARE PRESENTATION
	ASSOCIATION OF NF-1 AND MOYAMOYA SYNDROME : CASE REPORT
	EVALUATION AND MANAGEMENT OF THYROID NODULES AT A TERTIARY CARE PEDIATRIC CANCER CENTER IN TURKEY
	TRAMETINIB EXPERIENCE IN A BRAF P.N 486 _P490DEL MUTATION POSITIVE LANGERHANS CELL HISTIOCYTOSIS
	SERUM TOTAL OXIDANT AND ANTIOXIDANT STATUS IN CHILDREN WITH CANCER

