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Abstract:  
The aim of the work is to reveal the importance of the multidisciplinary team in the approach of the oral 

rehabilitation for the patients with inherited bleeding disorders. Material and methods: we analyzed the data 

from literature, and we studied the international and new national protocols for the treatment of the inherited 

coagulopathies. Results and discussions: The management of oral rehabilitation depends on the severity of 

disease and the severity of oral procedures with a proper communication between the dentist and hematologist. 

In mild bleeding disorders, patients can be treated in a primary care after consultation with the hematologist. 

Patients with moderate and severe bleeding disorders are best treated in a hospital setting. The nerve block 

anesthetic injections are contraindicated unless the factor replacement therapy is provided. Conclusions: The 

management of patients with these disorders requires a multidisciplinary team that consists of a hematologist, 

hematology laboratory and a dentist. 
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INTRODUCTION 

Bleeding disorders are inherited or 

acquired and can be a big challenge for 

dentists to provide the oral rehabilitation. 

In bleeding disorders there can be 

involved: vascular wall defect, platelets 

defects (quantitative and qualitative) or 

deficiency of clotting factors (factor VIII, 

factor VII, von Willebrand factor, 

antibodies – inhibitors of clotting factors). 

FDI world dental federation define the oral 

health as multi-faceted and includes the 

ability to speak, smile, smell, taste, touch, 

chew, swallow and convey a range of 

emotions through facial expressions with 

confidence and without pain, discomfort 

and disease of the craniofacial complex 

(1). The oral health is a major factor for a 
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good quality of life for everyone. The 

inherited coagulopathies are a 

haematological disease that involve the 

deficiency of clotting factors and bleeding 

manifestations including at the level of the 

oral cavity. The actual standard of the 

management of the patients with inherited 

coagulopathies is to improve the quality of 

life, and not only to stop the bleeding. 

Dentists may be called on to treat patients 

who have inherited bleeding disorders and 

dental treatments in any patient with 

clotting factor defects can result in a 

delayed bleeding episode, so that knowing 

how to manage these bleeding episodes is 

mandatory. On the other hand, the patients 

with the inherited coagulopathies have a 

fear for bleedings and they avoid going to 

the dentist for the specialty treatment and 

their oral health is affected, which leads to 

a decrease in the quality of life. We think 

that a good education and information of 

the patients and the up-to-date medical 

information can help providing a good oral 

treatment, in safe conditions for both 

patients and dentists.  

 
MATERIAL AND METHODS 

We collected data from the literature of the 

recent years about the inherited 

coagulopathies, which are more common 

and involve the bleeding manifestations in 

the oral cavity. We have also selected data 

on the most common diseases of the oral 

cavity in the general population, and we 

wanted to see if these diseases are found in 

patients with inherited coagulopathies. We 

studied international protocols and 

especially national protocol for the 

treatment of the congenital coagulopathies 

in order to highlight the aspect of the oral 

rehabilitation management for these 

patients and we have completed our study 

with our experience.  

 
RESULTS AND DISCUSIONS 

 INHERITED 

COAGULOPATHIES AND ORAL 

HEALTH 

Bleeding disorders are classified 

into primary and secondary haemostatic 

defects.  

Von Willebrand disease (VWD) 
has been historically identified as the most 

common inherited bleeding disorder, that 

is affecting the primary haemostasis, being 

caused by an inherited defect in the 

concentration or function of von 

Willebrand's factor (2). The prevalence of 

all types of VWD is estimated to be around 

1% (3). Type I VWD is the most common 

form of VWD, accounting for 60–80% of 

all cases. It is defined by 10–45% of 

circulating levels of VWF. Type I VWD is 

also inherited in an autosomal‐dominant 

fashion but it is usually found incidentally 

during a surgical procedure. Type II VWD 

is usually an inherited autosomal‐dominant 

disorder and it is considered a qualitative 

disorder. Subtypes of Type II VWD 

include IIA, IIB, IIM, and IIN (4). Type III 

VWD is inherited in an autosomal 

recessive manner and it is considered the 

most severe form of VWD, as no VWF is 

produced (3). Von Willebrand disease 

mainly results in mucocutaneous bleeding 

symptoms such as easy bruising, epistaxis, 

menorrhagia, and bleeding after dental and 

surgical interventions. Some studies 

showed a high prevalence of the dental 

diseases in patients with type 3 of VWD 

being correlated with the gingival 

bleedings and socioeconomic factors (5). 

A recent pilot study showed that there is 

no relation with the level of von 

Willebrand factor but there is an important 

relation with oral hygiene (6). The study 

also found that the inclusion of a dental 

hygienist in the comprehensive team at 

bleeding disorder clinic may lead to an 

improved patient oral hygiene, and the 

gingival bleeding has been shown to be 

minimal and it is related to the presence of 

plaque rather than being a direct result of 

low VWF levels, so that practicing routine 

oral hygiene is safe and recommended in 

this patient population (6).  

Haemophilias A and B are the 

most common inherited coagulopathies 
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that involved the secondary haemostasis. 

Secondary haemostatic disorders 

(congenital deficiencies of coagulation 

factors) typically manifest with delayed 

bleeding into muscles, joints and after 

dental interventions. Haemophilia A is 

caused by a defect in Factor VIII and 

Haemophilia B is caused by a defect in 

Factor IX. The incidence of Haemophilia 

A is approximately 1 in 5000, and the 

incidence of Haemophilia B is 1 in 30,000 

(7). Males are generally affected, whereas 

female carriers are generally 

asymptomatic, with some female carriers 

having symptoms similar‐to‐mild 

haemophilia (8). Depending on this deficit, 

hemophilia can be: mild (factor VIII / IX 

5-40% of normal value), moderate (factor 

VIII / IX is between 1-5% of normal 

value) and severe (factor VIII / IX is <1 % 

of normal value) (1,2). Hemorrhagic 

manifestations can have varying degrees of 

severity from internal and cerebral 

hemorrhages with vital risk, to intra-

articular hemorrhages with the installation 

of debilitating ankylosis in the 

musculoskeletal system (9,10). During the 

treatment, the inhibitors can appear being a 

big challenge for heamologist (10). Mild 

haemophilia may not be diagnosed until a 

procedure, such as a dental extraction, 

causes prolonged bleeding (11). The 

available literature does not provide 

evidence of an increased risk for gingival 

bleeding or periodontal disease in patients 

with haemophilia or vWD (12). Dental 

management of these patients requires 

appropriate measures to prevent infection 

and excessive bleeding (12). The 

differences of the results of reported 

studies reflect differences in the provided 

oral care and interventions in different 

countries, as well as preventive dental 

measures for haemophilia patients. In the 

countries where the patients had a very 

good prophylaxis treatment for 

haemophilia, they have also less oral 

diseases being related with prevention 

measures.  

Hemophilia C or factor XI 

deficiency is the fourth most common 

inherited bleeding disorder after VWD, 

Haemophilia A, and Haemophilia B. 

Factor XI deficiency is most commonly 

identified after trauma or surgery to tissues 

with high fibrinolytic properties including 

the oral mucosa (13). 

Other rare bleeding diseases make 

up 3–5% of all coagulation disorders. 

These include deficiencies in Factor VII, 

fibrinogen, factor V, Factor V and VIII, 

prothrombin, X, and XIII deficiency 

(14).  The factor VII deficiency has also 

been known as Alexander's disease has the 

same bleeding patterns seen in 

haemophilia. Individuals with factor VII 

deficiency may experience bleeding after 

surgery or minor procedures like dental 

extractions or following trauma or injury 

(15,16). Congenital afibrinogenemia is 

autosomal recessive that can include the 

oral mucosa bleeds. It was first described 

in 1920, and since that time, more than 

250 cases have been reported (17). Factor 

V deficiency is also known as Owren’s 

disease or parahaemophilia and the most 

commonly reported symptoms are 

bleeding from mucosal surfaces and 

postoperative haemorrhage (18). The 

combined deficiency of factor V and 

FVIII, commonly known as F5F8D, is a 

recessive disorder not attributable to the 

association of isolated factor V and FVIII 

deficiencies, but rather to defective 

intracellular processing of both proteins 

due to mutations involving the LMAN1 

and MCFD2 genes, which encode two 

proteins forming an essential cargo 

receptor complex (19). Overall, patients 

affected by F5F8D do not bleed more in 

terms of both frequency and severity than 

those carrying specific deficiencies of both 

factors and the bleeding phenotype is 

generally mild (19). Congenital 

prothrombin deficiency is an extremely 

rare hemorrhagic disorder with estimated 

prevalence of 1 per 2,000,000 in the 

general population (20). Congenital factor 

X deficiency (CFXD) is a rare inherited 
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coagulation disorder, that has an incidence 

of 1 per million in the general population 

(21).  Inherited FXIII deficiency has an 

autosomal recessive pattern of inheritance 

affecting males and females equally, with 

an estimated incidence of 1: 3,000,000–

1: 5,000,000 (22). Factor XIII also 

promotes fibroblast proliferation and 

endothelial healing through collagen 

synthesis and it is essential in maintaining 

pregnancy (23,24). Thus, hemorrhagic 

accidents are usually caused, and surgical 

wounds, secondary bleeding are difficult to 

heal and result in vicious scars (25). 

Our experience. In our evidence – 

Clinical of Haematology of St. Spiridon 

Hospital Iasi – there are 65 patients with 

rare inherited coagulopathies. Most of 

them were diagnosed during the childhood 

with Haemophilia A. All the rare 

congenital and acquired coagulopathies are 

represented in figure 1.  

 

 
Figure 1. The incidence of bleeding disorders registered in Clinical of 

Haematology -St. Spiridon Hospital – Iasi. In our evidence the patients with hemophilia 

type A predominate and not those with von Willebrand disease. 

 

 

In comparison with other statistics from 

other European countries (26) as well as in 

comparison with the data from the 

literature in our evidence the patients with 

hemophilia type A predominate and not 

those with von Willebrand disease.  The 

explanation could be that von Willebrand's 

disease is underdiagnosed and patients 

with this disease are addressed only in 

situations of severe bleeding when they 

need treatment and again the patients with 

mild or moderate bleeding remain 

undiagnosed. Most of the patients with 

haemophilia type A have an important 

problem related with oral health like dental 

cavities, gingival bleedings, periodontal 

disease. Oral bleeding episodes are more 

frequently related with severe hemophilia, 

followed by moderate haemophilia, and 

are minimal in mild haemophilia. Poor oral 

hygiene can also induce the gingival 

bleeding.  
DIAGNOSIS OF THE 

INHERITED COAGULOPATHIES 

The laboratory diagnosis of the 

congenital coagulopathies is essential for 

the management of these patients in certain 

clinical situations. Sometimes first clinical 

manifestation of the inherited bleeding 

disorders can be in a context of dental 

treatment, especially for mild or moderate 

form of the coagulopathies.  A coagulation 

screen should include the activated partial 

thromboplastin time (APTT), Prothrombin 

Time (PT), and Fibrinogen. The VWF 

assays should measure both antigen and 

activity, ideally both platelet binding 

(ristocetin co‐factor) and collagen binding, 
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as well as the factor VIII level. If there is 

an abnormality in the APTT or PT, mixing 

studies are warranted. Normalisation on 

mixing studies suggests an inherited 

coagulation factor deficiency. If a clotting 

inhibitor or lupus anticoagulant is present, 

the inhibitor will interact with the normal 

pooled plasma and the clotting time will 

remain abnormal. Isolated prolongation of 

the APTT suggests a deficiency of factor 

VIII, IX or XI, while an isolated 

prolongation of the PT suggests a factor 

VII deficiency. A prolongation of the 

APTT can also indicate a deficiency of a 

contact factor like factor XII but does not 

result in a bleeding phenotype or can also 

indicate the presence of lupus 

anticoagulant. When APTT and PT are 

both prolonged, factor II, V, X or 

combined (e.g. combined factor V and 

factor VIII) deficiencies should be 

considered. If the initial coagulation factor 

assays are normal, then factor XIII 

deficiency should be excluded. Tests 

evaluating global haemostatic capacity 

such as the thrombin generation test and 

thromboelastography (TEG/ROTEM) may 

provide additional insights into in vivo 

haemostasis (26). The final diagnosis for 

congenital coagulopathies should be the 

genetic and molecular diagnosis.  

APPROACH OF THE ORAL 

REHABILITATION IN INHERITED 

COAGULOPATHIES 

The oral and dental diseases are a 

major public health threat worldwide. Oral 

diseases can affect every aspect of life, 

including personal relationships, self-

confidence, as well as school and work 

attendance and performance (1). A major 

anxiety of patients with congenital 

bleeding disorders is the risk of bleeding 

either during or after treatment, as well as 

their concerns about dentists' 

understanding of their bleeding condition 

and its management.  

 The national protocol for the 

treatment of hemophilia and von 

Willebrand disease provides specific 

measures to allow the administration of 

treatment with anticoagulant factor in case 

of interventions in the oral cavity. These 

measures refer both to patients who have 

not developed inhibitors and to patients 

who have developed inhibitors (27). There 

are also Guidelines for Dental Treatment 

of Patients with Inherited Bleeding 

Disorders elaborated by the Dental 

Committee and World Federation of 

Haemophilia whose purpose is to provide 

a basis for the development of local 

protocols for the dental treatment of 

patients with inherited bleeding disorders 

(28, 29).  

Laboratory investigations are 

necessary before any dental procedures 

that are likely to cause postoperative 

bleeding. These include the activated 

partial thromboplastin time (aPTT), 

bleeding time, and factor VIII coagulant 

level in plasma (30). 

 The management of oral 

rehabilitation depends on the severity of 

disease and the severity of oral procedures 

with a proper communication between the 

dentist and hematologist. The following 

are presented as the main maneuvers and 

pathologies of the oral cavity that require 

collaboration between the hematologist, 

dentist and the hematology laboratory.  

Pain can be caused by the dental 

pain or abscess, and analgesia can be 

necessary in these clinical situations. 

Aspirin and aspirin-containing medications 

should be avoided in patients with 

bleeding disorders while paracetamol or 

codeine-based preparations are safe 

alternatives (29).  

Infections and antibiotics. There 

are no contra-indications to any antibiotics 

to be used for patients with congenital 

bleeding disorders. The contra- indications 

are related to personal allergies to some 

types of antibiotics.  

Anaesthesia. Before to inferior 

dental block and lingual infiltration to 

increase the coagulation factor levels is 

essential in all age groups. In adults the 

consensus opinion is that this is not 

necessary for buccal infiltration, intra-
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papillary injections and intra-ligamentary 

injections (28, 29).  

Dental extraction and 

maxillofacial surgery. Dental extraction in 

any patient with clotting factor defects can 

result in a delayed bleeding episode, and 

local haemostatic measures provide 

effective results in a majority of cases but 

are insufficient in patients with severe 

haemophilia A and vWD. Therefore, 

consultation with the patient’s 

haematologist is required to ensure 

preoperative prophylactic coverage. Before 

dental extractions, patients with moderate 

to severe disease require replacement 

therapy and it is recommended to deliver 

the intended dental treatment within 30-60 

minutes following the administration of 

factor concentrate (30).   

Patients with mild forms of haemophilia A 

and Vwd or Haemophilia C are normally 

treated preoperatively by desmopressin 

acetate (30). Berliner et al. reported no 

episodes of prolonged bleeding in patients 

with severe Factor XI deficiency when 

tranexamic acid was used 12 h prior to 

procedure and continued for 7 days post‐

extraction (31). The factor VIII/IX level 

should be between 75% and 100% before 

maxillofacial surgery (27).  

 Periodontal treatment. Scaling in 

patients with haemophilia A and vWD 

depends on the severity of the disease and 

the patient’s level of oral hygiene. 

Supragingival scaling with local 

haemostatic measures (e.g. tranexamic 

acid) is considered safe in patients with the 

mild form but the consultation with the 

haematologist to obtain replacement 

therapy is recommended for patients with 

the moderate to severe forms (30).  

 Restorative, prosthodontic, and 

endodontic treatment. Dentists should also 

consider managing these patients with 

non-invasive dental procedures, and root 

canal treatment is considered safe (28, 29, 

30).  

Orthodontic treatment. It is safe to 

deliver orthodontic treatment to patients 

with bleeding disorders (30). Special care 

should be taken when treating patients 

with a severe bleeding disorder to ensure 

that the gingiva is not damaged when 

fitting the appliance (28).  

Access to dental services. For 

patients with mild congenital bleeding 

disorders the majority of routine non-

surgical dental treatment can be provided 

in general dental practice, while patients 

with a moderate to severe level of bleeding 

disorder who require invasive dental 

procedures are best treated in a hospital 

setting (30).  

Prevention of dental problems is 

an essential component of oral care. A 

successful regimen will reduce the need 

for treatment and should reduce the 

number of emergency visits and it is 

mandatory for patients with inherited 

coagulopathies (28, 32).  

 

CONCLUSIONS 

The new protocols for the 

treatment of bleeding disorders allow a 

good management of oral rehabilitation 

but the multidisciplinary team approach is 

mandatory to provide optimal oral and 

dental treatments in safe conditions for 

both patients and dentists.  
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