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COMBINED THERAPEUTIC APPROACHES IN A PATIENT WITH HEREDITARY
HEMORRHAGIC TELANGIECTASIA (HHT) AND CARDIOVASCULAR
COMORBIDITIES.
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Background: Hereditary hemorrhagic telangiectasia (HHT),
also known as Osler-Weber-Rendu syndrome, is a rare autoso-
mal dominant genetic disorder characterized by vascular dys-
plasia. The condition involves mutations in genes known as
ALK1, which play critical roles in the regulation of angiogene-
sis and vascular integrity.
Case report: A 77-year-old female patient presented with a
history of recurrent massive epistaxis, since childhood, wors-
ening in recent years. The clinical examination revealed te-
langiectasias on the fingertips, tongue, lips, and sublingual
mucosa, in addition to systemic AVMs involving the nasal cav-
ity, pancreas, liver, kidneys, and duodenum. Comorbidities in-
cluded severe arterial hypertension, moderate aortic steno-
sis, type 2 diabetes mellitus, and obesity.Previous epistaxis
treatments included nasal Argon plasma coagulation (2021,
2024) and right sphenopalatine artery embolization (2021),
with only temporary relief. Recent and recurrent episodes of
severe anterior epistaxis resulted in progressive anemia, ne-
cessitating blood cell transfusions. Medical therapy was start-
ed with antifibrinolytics (tranexamic acid at a dosage of 10
mg/kg/dose, administered intravenously -IV-every 8 hours),
and vasoactive treatment with short-acting octreotide (0.1
mg subcutaneously three times daily for the initial 15 days),
followed  by  the  administration  of  long-acting  release  oc-
treotide (octreotide LAR 20 mg intramuscularly-IM-, every 28
days), which had not been used previously. Although the liter-
ature reports benefits from antiangiogenic agents (e.g., beva-
cizumab) and desmopressin in managing HHT-related bleed-
ing, these options were deemed unsuitable in this case. Des-
mopressin was contraindicated due to uncontrolled hyperten-

sion, while the predominant nasal bleeding phenotype limit-
ed the potential benefit of bevacizumab, which is more effec-
tive  in  gastrointestinal  hemorrhages.  Diagnostic  examina-
tions were carried out to review the distribution of angiodys-
plasias:  brain  MRI  with  angiographic  sequences  excluded
cerebral  AVMs,  thoraco-abdominal  CT  angiography  con-
firmed the multiple abdominal angiodysplasias, none bleed-
ing, with accessory hypodensity at the left ventricular apex
and  myocardial  scintigraphy  with  pharmacological  stress
(technetium-99m) highlighted an area of reduced coronary
reserve of  approximately 10% in the mid-apical  segments
and the lower-lateral region of the left ventricle. Although
therapy  with  oral  antifibrinolytics  (tranexamic  acid  15
mg/Kg/dose/8 h) and octreotide 20 mg every 28 days, and op-
timization of blood pressure control, a new relapse occurred
with massive posterior epistaxis associated with hemateme-
sis,  resolved with octreotide 0.5 mg in IV infusion for 24
hours and parenteral  antifibrinolytics  (tranexamic acid 10
mg/Kg/8 h), and blood transfusions. After a new therapeutic
failure, angiography was then performed with embolization
of the right and left sphenopalatine and ethmoidal arteries,
complicated by subacute occipital  ischemia with transient
cortical blindness. The patient showed progressive clinical
improvement with recovery of vision and significant reduc-
tion of hemorrhagic manifestations without the need for fur-
ther transfusion support.
Conclusions: HHT is a rare and poorly recognized genetic
bleeding disorder. The treatment must be individualized, con-
sidering all aspects of the condition, including local and sys-
temic manifestations, and the patient's comorbidities.

Email: 19martyrom95@gmail.com

https://www.pagepress.org

