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Abstract   
Rendu Osler disease also known as hereditary hemorrhagic telangiectasia occurs as a result of the arteriovenous 

malformations following alteration of the structure of the vascular wall. The clinical manifestations are 

represented by the presence of these arteriovenous malformations at the level of various organs and systems that 

cause persistent bleeding. The purpose of this paper is to highlight the impact of this systemic disease on the 

structures of the oral cavity. We present a case report with Rendu Osler disease in which most of the anatomical 

structures that constitute the oral cavity are affected with an impact on the patient's quality of life. Knowing 

these manifestations of hereditary telangiectasia in the oral cavity, allows an optimal interdisciplinary approach 

of the patient whose main purpose is to increase the quality of life. 
Key words: hereditary haemorrhagic telangiectasia, oral cavity, arteriovenous malformation 

 

INTRODUCTION 

Hereditary hemorrhagic 

telangiectasia (HHT) is an autosomal 

dominant genetic disorder that causes 

multiple arteriovenous malformations that 

are located in the segments of gastro-

intestinal tract, liver, respiratory system, 

brain and skin (1). This medical condition 

is also referred to as Osler-Weber-Rendu 

disease, after the names of the authors who 

first described the clinical symptoms and 

hereditary occurrences of the disease. In 

1896, Rendu described the disease as 

a pseudo haemophilia related to hereditary 

epistaxis (2,3). In 1901, Osler described 

the clinical symptoms of the disease 

and hereditary occurrence (2,3). In 1907, 

Weber separated hereditary haemorrhagic 

telangiectasia from haemophilia (2,3). The 

most common manifestation is epistaxis. 

Gastrointestinal bleeding is the most 

important symptom after epistaxis; it 

occurs in approximately 13–30% of HHT 

patients (4).  

Thus, we present a case report with 

recurrent bleedings of the oral cavity in the 

context of Rendu- Osler disease and its 

impact on the quality of life.  

 

CASE REPORT AND ANATOMO-

CLINICAL CORRELATIONS 
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A 62-year-old patient came to 

Haematology for oral bleeding and severe 

anaemia. He was diagnosed with HHT at 

age 35 years, which was discovered after 

repeated epistaxis and the presence of 

telangiectasia of the skin. His medical 

treatment consisted of an antifibrinolytic 

(tranexamic acid oral, 1 g three times a 

day) and haemostatic treatment. The 

patient was hospitalized many times for 

severe epistaxis, severe anaemia and he 

received iron infusions and blood 

transfusions. The most common 

manifestation is epistaxis but the most 

important segment of the gastrointestinal 

tract that is affected is the oral cavity. The 

examination of the face reveals the 

presence of the telangiectasias in the nasal, 

zygomatic and infraorbital regions (Fig.1).   

 

 

Figure 1. The presence of the telangiectasias in the nasal, infraorbital and zygomatic regions 

of the face 

 

The all segments of the oral cavity were 

examined: the vestibule and the proper oral 

cavity. The vestibule that is extended 

between the lips and alveolar arches, has 

telangiectasias at the level of the external 

aspect of the upper and inferior lips (the 

oral region of the face) (Fig. 2-a). Later, 

the walls of the proper oral cavity were 

examined. The hard and soft palate that 

form the superior wall, presented the 

arteriovenous malformations. On the 

inferior wall, the tongue and sublingual 

region were examined. Telangiectasias 

were observed on the dorsal surface of the 

horizontal part of tongue. They were also 

identified in the sublingual mucosa on 

either side of the tongue frenulum, near the 

fimbriae folds (Fig. 2-b). The lateral walls 

of the oral cavity were less affected.  Also, 

were identified the periodontal disease and 

caries. Laboratory tests showed significant 

changes in her red blood cell count—

hypochromic anaemia with anisocytosis 

and iron deficiency, with no changes in 

coagulation (Table 1).

 

  



Romanian Journal of Oral Rehabilitation 

Vol. 12, No. 4, October - December 2020 

136 
 

 

Figure 2. a- Telangiectasias at the level of the external aspect of the inferior lip. b- 

Telangiectasias were observed on the dorsal surface of the horizontal part of tongue. 

 

Table 1. Results of blood test that show a severe anaemia with iron deficiency. aPTT-partial 

thromboplastin time; INR- international normalized ratio 

Test Patient’s results Reference value 

INR 1 0.8-1.25 

aPTT (s) 29,9 s 24-36 s 

Platelet count (no./mmc) 285.000 150.000-400.000 

Erythrocyte count (cells/mmc) 2.8 3.8-5.2 

Hemoglobin (g/dL) 7.5 12.0-16.0 

Iron (µg/dl) 6 65-175 

Ferritin (ng/ml) 12 30-300 

 

DISCUSSIONS 

A final diagnosis of HHT is based 

on clinical criteria (the Curaçao criteria): 

a-telangiectasia on the face, palmar regions 

and oral cavity; b-recurrent epistaxis; c-

arteriovenous malformations with visceral 

involvement; and d- family history (5). 

Diagnosis is confirmed in the presence of 

at least 3 of these clinical manifestations 

(6). In our case, the clinical signs of 

telangiectasias of the skin, especially in the 

face, last phalanges of palmar surface of 

fingers and on the lips and dorsal surface 

of the horizontal part of tongue and 

sublingual region, combined with reported 

epistaxis and a family history of 

telangiectasia (a grandfather and a sister) 

a b 
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were important factors leading us to set the 

diagnosis of Rendu-Osler disease. There 

are 3 main types of HHT: HHT1 involves 

a mutation in endoglin (ENG), HHT2 

involves a mutation in activin A receptor-

like type 1 (ACVRL1), also known as 

ALK1 (7) and the combined disorder of 

juvenile polyposis/HHT mutation in 

MADH4 that codes for transcription factor 

SMAD4 (8). Patients with HHT2 have a 

higher risk of getting liver arteriovenous 

malformations and patients with HHT1 are 

at a higher risk of getting pulmonary and 

cerebral arteriovenous malformation 

(AVMs)(9). ENG comprises about 61%, 

and ACVRL1 comprises about 37% of the 

mutations known to cause HHT (7). The 

mutations found in HHT disrupt TGF-

beta-mediated pathways in vascular 

endothelial cells and results in aberrant 

blood vessels development leading to the 

arteriovenous malformations and a 

fragility of blood vessels (7). The 

histopathology of telangiectasias is 

characterized as dilated capillaries lined 

with flat endothelial cells (7). In our case 

we did not performed the genetic test and 

these mucocutaneous malformations were 

visible like dilated vessels. Once the 

diagnosis is established, complementary 

imaging tests, such as ultrasound, 

computed tomography are important to 

detect de involvement of the other organs 

and systems. In our case computed 

tomography reveals the presence of the 

pulmonary arteriovenous malformations.  

The most affected segment of the 

gastrointestinal tract was the oral cavity. 

The lesions were found both at the level of 

the buccal vestibule and at the level of the 

walls of the oral cavity itself. The tongue 

also showed lesions typical of 

telangiectasias. All these aspects to which 

is added the fragility of these pathological 

vessels have led to repeated bleeding in the 

oral cavity. The systemic consequences of 

these repeated bleeding are highlighted by 

the presence of iron deficiency anaemia 

confirmed by laboratory tests. In addition 

to these specific aspects of the disease, 

periodontal disease and caries that require 

specialized treatment in the dentist’s office 

were identified.  

Approaching these patients can be 

challenging for dentist. Dental 

professionals must be aware, keep the 

dental chair in a vertical position during 

dental treatment and be prepared to 

administer oxygen, especially for patients 

with pulmonary involvement, like in our 

case. Vascular malformations in the brain 

predispose patients to cerebral abscesses 

(10) a situation that requires special care 

during invasive dental procedures, such as 

antibiotic prophylaxis, especially in 

infected areas (11). The haemorrhagic risk 

of the oral cavity is linked to capillary 

fragility and can be prevented by proper 

oral hygiene and regular follow up. In 

cases where surgery is required to be 

performed, local methods of haemostasis 

must be implemented systematically (12). 

There is no treatment to cure the disease, 

the current management of HHT referring 

to the treatment of iron deficiency anemia 

and to stop bleedings. Various surgical 

procedures are used to stop the bleeding, 

as well as pharmacological treatments, 

among which tranexamic acid is most 

often used.  In recent years, attention has 

been drawn to the use of tamoxifen and 

bevacizumab to prevent and stop bleeding 

(13).  Further research is required with 

longer treatment periods and follow-

up. The HHT working group 

recommended initial genetic testing for the 

2 most prevalent mutations (ENG and 

ACVRL1) than if the results are negative, 

testing of SMAD4 should be considered 

(13), but the base of diagnosis remains the 

clinical signs (the Curaçao criteria). 

The quality of life of these patients 

is greatly influenced, requiring prolonged 

hospitalizations for the treatment of the 

disease and associated comorbidities. 

Attention must also be paid to the 

implications of the oral cavity and the fact 

that these patients may see a dentist for the 

first time. Dentists can play an important 
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role in the diagnosis of HHT, as its clinical 

signs often appear in the oral cavity. 

 

CONCLUSIONS  

Hereditary Haemorrhagic 

Telangiectasia (HHT) is a systemic disease 

with multiorgan involvement. The main 

clinical manifestations are telangiectasias 

or arterio-venous malformations which 

cause bleeding. The most prevalent clinical 

manifestation is epistaxis associated with 

iron deficiency anaemia. Dentists can play 

an important role in the diagnosis of HHT, 

as its clinical signs often appear in the oral 

cavity. Moreover, the management of a 

patient with HHT must be suited to ensure 

safe and efficient dental treatment. 
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