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ABSTRACT:  

 Hereditary hemorrhagic telangiectasia or Osler Weber Rendu syndrome is an autosomal 

dominant vascular disorder that affects multiple systems. It is characterised by skin and 

mucosal telangiectasias and arteriovenous malformations. 

Hereditary  hemorrhagic telangiectasia is a disease more commonly associated with 

significant morbidity than mortality.It is a rare genetic disorder known for its debilitating 

symptoms.More than 90% of patients with HHT experience epistaxis,which may cause 

anaemia if uncontrolled
(1,2) 

and they average upto 18 bleeds per month. Patients also present 

with arteriovenous malformations in various organs and suffer from many complications 

including bleeding ,anemia,iron-deficiency, and high output high failure. Families with the 

same mutation exhibit considerable phenotypic variation 

In this case report we present  a 67 year old male with epistaxis on and off since 20 years 

,aggravated since last few days around 300-400 ml  along with generalised weakness who 

came with family  history of similar complaints in 13 members of the family managed with 

bilateral electrocauterisation of nasal cavities with post op sesame oil application and tab 

tranexemic acid 250mg OD.Patient is on regular follow up. 

Optimal treatment is best delivered a multidisciplinary approach with appropriate diagnosis , 

screening and local and/or systemic management of lesions.Anti-angiogenic agents such as 

bevacizumab have emerged as a promising systemic therapy in reducing bleeding 

complications but are not curative. Other pharmacological agents include iron 

supplementation, antifibrinolytics and hormone treatment. 

KEYWORDS:Vascular disorder,Epistaxis,Anaemia,Iron deficiency 

 

INTRODUCTION: 

Hereditary Haemorrhagic Telangiectasia(HHT) is a common autosomal dominant disorder 

that causes abnormal blood vessel formation. Clinical sequelae of HHT include 

mucocutaneous telangiectasias, arterivenous malformations and bleeding with consequent 

iron deficiency anemia. Patients with HHT have been found to have abnormal plasma 

concentrations of transforming growth factor -beta (TGF-beta)and vascular endothelial 

growth factor secondary to mutations in ENG, ACVRL1 and MADH4.There are no accepted 

guidelines on management of patients with HHT beyond supportive measures of iron 



European Journal of Molecular & Clinical Medicine 

ISSN 2515-8260     Volume 09, Issue 07, 2022 

7334 
 

supplementation, red cell transfusion, and directed treatments to ablate bleeding sites and 

AVMs. 

Here we report a 67 year old male with epistaxis on and off since 20 years ,aggravated since 

last few days around 300-400 ml  along with generalised weakness who came with family  

history of similar complaints in 13 members of the family managed with bilateral 

electrocauterisation of nasal cavities with post op sesame oil application and tab tranexemic 

acid 250mg OD.Patient is on regular follow up. 

 

 CASE REPORT:   

A 67 year old male patient came with complaints of nasal bleeding since three days and 

breathing difficulty since two days. Nasal bleeding was spontaneous in onset, 2 to 3 episodes 

per day , around 50ml in each episode and stopped on applying pressure . There were similar 

episodes in the past with no history of trauma, oral bleed or nasal bleed. Breathing difficulty 

was insidious in onset, gradually progressive, NYHA grade 4. No history of orthopnea, 

syncope, palpitation and chest pain. 

Patient is a known case of hereditary hemorrhagic telangiectasia(diagnosed 20 years go with 

no other comorbidities). There were similar complaints in 12 other maternal relatives. 

On examination, multiple telangiectasias were seenon his face, fingertips and palm. On 

anterior rhinoscopy,nasal mucosa was pale , blood clots were present. On oral cavity 

examination -buccal mucosa was pale, multiple telangiectasias were present over buccal 

mucosa and tongue.On otoscopic examination, bilateral tympanic membrane was intact. 

On diagnostic nasal endoscopy, multiple telangiectasias were present over bilateral nasal 

mucosa ,nasal septum was deviated to left with bilateral spur. Blood clots and crusting was 

present over bilateral nasal cavity. Colonoscopy and upper GI endoscopy showed Multiple 

Telengiectsia patches in esophagus, rectum and colon.  

Further investigations were done .Computed Tomography of paranasal sinuses was 

suggestive of bilateral chronic maxillary sinusitis. His hb was 2.3g/dl,Echo showed mildly 

dilated LA, mild concentric LVH, mild TR,MR,PAH, trivial AR.No RWMA at rest,no clots 

or thrombus,Ejection fraction was 60% 

Further management was done. Five pints of PCV was given, Patient was worked up and 

after taking proper consents from patient and relatives, Endoscopic Cauterisation of the 

telengctitic patches in bilateral nasal mucosa was done under local anaesthesia with bipolar 

cautery.Bilateral nasal cavity was packed with Abgel soaked with tranexamic acid. Patient 

was discharged on oral tab tranexemic acid 250 mg OD and application of sesame oil using 

earbuds gently over nasal mucosa  and was on regular follow up. 
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  FIGURE1 : IMAGES SHOWING INTRAOP AND POSTOP PICTURES OF 

ENDOSCOPIC CAUTERISATION UNDER LOCAL ANAESTHESIA     

              
FIGURE 2: IMAGE SHOWING TELENGICTASIA PATCHES 

 
FIGURE 3: TELANGECTASIA PATCHES OVER PALM 
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DISCUSSION: 

Hereditary Haemorrhagic Telangiectasia is a disease more commonly associated with 

significant morbidity than mortality . The morbidity of disease and decreased quality of life 

are the result of recurrent and potentially severe epistaxis that majority HHT patients 

experience. During active epistaxis , the effective emergency techniques of locally applied 

pressure , anterior nasal packing and/or posterior nasal packing, and cauterization are 

effective. Medical treatment with antiestrogen therapy has shown promising results, but 

further research is needed to determine the long term side effects and limitations of lifelong 

therapy.Patients may relate a history of epistaxis in childhood
(2

), often apparent during 

adolescene. It is a rare autosomal dominant disorder that affects blood vessels throughout the 

body and results in a tendency to bleed. The diagnosis of hereditary telangiectasia according 

to Curacao criteria is definite if 3 of the following criteria are present, possible or suspected if 

2 are present and unlikely if fewer are present: Epistaxis, Telangiectasias(lips, oral cavity, 

fingers and nose),visceral lesions(gastrointestinal telangiectasias, arteriovenous 

malformations),family history (a first degree relative with the same disorder).Treatment with 

estrogen-progesterone(daily oral therapy, 0.05 mg ethinyestradiol and 1mg norethisterone
 (3) , 

antifibrinolytics and laser therapy,surgery or embolization
(4)

may be effective in reducing the 

severity of bleeding and the necessity for blood transfusions.Post op sesame oil application is 

also very effective. 

 

CONCLUSION:  

In this patient, history of recurrent epistaxis on and off which aggravated since last three days 

along with history of nasal obstruction and difficulty in breathing since last two days.He also 

has telengiectsia patches on face which adds to the diagnosis.The patient gives history of 

nose bleeding lasting for 1-5 minutes, the episodes are several per week, not typically 

gushing or pouring type, which concludes that nose bleed severity score is 5.36 which is 

moderate. According to CURACAO CRITERIA, patient fulfills 3/4 of the criterias , hence 

definite for the diagnosis of Hereditary Haemorrhagic Telengiectasias.Iron deficiency 

anaemia is a common consequence of uncontrolled bleeding
.(2)

Blood transfusions are given 

when necessary
.(2)

Monitoring is recommended for patients with a definite diagnosis of 

hereditary haemorrhagic telangiectasia
(5,6)

-Annual visit with a physician which should 

include history, physical examination for new mucocutaneous telangiectasias , epistaxis, 

gastrointestinal bleeding, chest and neurologic symptoms, Annual testing for occult blood in 

stool, Annual complete blood count to detect new onset anaemia , Pulse oximetry, Contrast 

echocardiogram, Arterial blood gases, Chest CT, Cerebral MRI.Post op sesame oil 

application gently over nasal mucosa has found to be effective in reducing episodes of 

epistaxis.
(6)
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