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Topic seven

Pigment lesions

§ Hereditary hemorrhagic 
teleangiectasia

§ Malignant melanoma
§ Sturge-Weber syndrome
§ Hemangioma
§ Amalgam tattoo



Hereditary hemorrhagic teleangiectasia

§ Synonyms – Rendu-Osler-
Weber syndrome, Osler-
Weber-Rendu disease, 
HHT.

§ Hereditary hemorrhagic 
teleangiectasia (HHT) is 
inherited as an autosomal 
dominant trait.

§ The disease is 
characterized by dysplasia 
of the capillaries and small 
vessels, and usually 
develops during 
adolescence and affects 
both sexes.



Hereditary hemorrhagic teleangiectasia

§ The cardinal manifestations are 
mucosal, cutaneous and 
internal organ (liver, spleen, 
stomach) teleangiectasias. 

§ Morphologically, three varieties 
of teleangiectasias have been 
described: microscopic lesions 
of less then a millimeter, 
nodules and spider-like 
lesions.

§ These lesions have a bright red, 
purple or violet colour and 
disappear on pressure with a 
glass slide.



Hereditary hemorrhagic teleangiectasia

§ The oral mucosa is frequently 
involved with multiple lesions on 
the lips and the dorsum of the 
tongue. The palate, buccal mucosa 
and gingiva may be less frequently 
involved. 

§ Hemorrhage from oral lesions is 
frequent after minimal mechanical 
damage, such as tooth brushing.

§ Epistaxis (nose bleeding) and 
gastrointestinal bleeding are 
early, common and occasionally 
serious complications. 

§ Conjunctiva bleeding – blood 
tears.



Hereditary hemorrhagic teleangiectasia
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Hereditary hemorrhagic teleangiectasia

§ Diagnosis is made depending on the presence of 
four criteria, known as the “Curaçao criteria“. If 
three or four are met, a patient has “definite 
HHT”, while two gives “possible HHT”:

1. Spontaneous recurrent epistaxis
2. Multiple telangiectasias in typical locations 
3. Proven visceral AVM (lung, liver, brain, spine)

AVM = arteriovenous malformation

4. First-degree family member with HHT
§ Laboratory test: Histopathologic examination 

confirms the clinical diagnosis.



Hereditary hemorrhagic 
teleangiectasia

§ Treatment: Treatment of HHT 
is symptomatic (it deals with 
the symptoms rather than the 
disease itself), as there is no 
therapy that stops the 
development of 
teleangiectasias and AVMs 
directly. 

Ø Control of spontaneous 
hemorrhage.

Ø The angiomatous lesions may 
sometimes be excised 
surgically, cauterized or 
treated with the cryoprobe. 
The skin lesions of HHT can be 
disfiguring, and may respond 
to treatment with long-
pulsed Nd:YAG laser. 



Hereditary hemorrhagic 
teleangiectasia

§ Treatment: 
§ Furthermore, some treatments 

are applied to prevent the 
development of common 
complications. Chronic 
nosebleeds and digestive tract 
bleeding can both lead to anemia; 
if the bleeding itself cannot be 
completely stopped, the anemia 
requires treatment with iron 
supplements. 

§ Those who cannot tolerate iron 
tablets or solutions may require 
administration of intravenous iron 
sucrose, and blood transfusion if 
the anemia is causing severe 
symptoms that warrant rapid 
improvement of the blood count.



Hemangioma
§ Definition: Hemangioma represents a 

benign proliferation of blood vessels.

§ Etiology: It is a developmental 
malformation rather than a true 
neoplasm. It occurs primarily in 
childhood and is usually present at 
birth.

§ Localization: Lips, tongue, buccal 
mucosa, alveolar mucosa and gingiva.

If hemangiomas are on the surface of 
the skin, they are reminiscent of a ripe 
strawberry (hence, they are 
sometimes referred to as "strawberry 
hemangiomas"); however, if they are 
just under the skin they present as a 
bluish swelling.



Hemangioma
§ Clinical features: Two main forms of 

oral hemangioma are recognized: 
capillary and cavernous.

• Capillary hemangioma is the most 
common form and it appears clinically 
as a flat, bright red area that may 
progressively become slightly 
elevated. After approximately two or 
three years, it may undergo slow, 
spontaneous resolution.

• Cavernous hemangioma is less 
common and clinically appears as an 
elevated large lesion of deep red 
colour. It usually involves deeper 
structures and rarely undergoes 
spontaneous regression.



Hemangioma
§ Clinical features:
• The characteristic clinical sign in 

both forms is that the red colour 
disappears on pressure and 
returns when the pressure is 
released.

• The size ranges from a few 
millimeters to extensive lesions 
that may cause organ deformities 
(e.g. macroglossia, macrocheilia).

• Hemorrhage is the most common 
complication.

• Combined lesions with features of 
hemangioma and lymphangioma 
are not uncommon.

• Rarely, jaw lesions may occur.



Hemangioma
§ Diagnosis is usually 

made clinically.
§ Histopathology:
• Capillary hemangioma 

consists of multiple 
capillary vascular spaces.

• Cavernous hemangioma 
consists of multiple large 
dilated sinuses filled with 
blood.

• Occasionally, a mixture 
of capillary and 
cavernous blood vessels 
may occur.



Hemangioma
§ Differential diagnosis –

pyogenic granuloma, 
peripheral giant-cell 
granuloma, leiomyoma, 
bacillary angiomatosis, 
Kaposi’s sarcoma, several 
syndromes with oral 
vascular lesions (e.g. Rendu-
Osler-Weber, Maffucci’s, 
Sturge-Weber, Klippel-
Trenaunay-Weber).

§ Treatment:
• Surgical removal.
• Laser therapy.
• Embolization, injection of 

sclerosing agents.
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Sturge-Weber syndrome
§ Sturge-Weber syndrome is 

a sporadic congenital 
dysplasia. Both sexes may 
be affected. It is 
characterized by 

§ hemangiomas of the face
(“port-wine stain”) and oral 
mucosa, and of the 
leptomeninges,

§ calcification of the brain, 
§ ocular disorders, epilepsy

and mild mental handicap.



Sturge-Weber syndrome
§ The facial hemangioma is the most 

constant finding and is apparent at 
birth. It is unilateral, has a bright red or 
purple colour and is confined roughly to 
the area supplied by the trigeminal 
nerve.

§ Hemangiomas of the oral mucosa are 
unilateral, rarely cross the midline and 
may involve the upper gingiva, buccal 
mucosa, lips and tongue.

§ These lesions have a bright red or 
purple colour and a usually flat but may 
also have a raised irregular surface that 
causes tissue enlargement.



Sturge-Weber syndrome

§ The ipsilateral permanent 
teeth may erupt early and 
may be ectopic, although 
delayed tooth eruption may 
also occur.

§ Care must be taken during 
tooth extraction because 
hemorrhage may be severe.

§ When the classic signs and 
symptoms are present, the 
diagnosis of Sturge-Weber 
syndrome is apparent.



Sturge-Weber syndrome

§ Differential diagnosis: Large 
disseminated hemangiomas 
and the Klippel-Trenaunay-
Weber syndrome.

§ Laboratory tests: 
Angiography, 
electroencephalography, skull 
radiographs and 
computedtomography.

§ Treatment: The therapy is 
guided by the symptoms and 
is supportive.





Sturge-Weber syndrome



Malignant melanoma

§ Oral malignant melanoma is 
quite rare, accounting for less 
than 1% of all melanomas, 
however, it tends to be more 
aggressive and carries a more 
ominous prognosis than 
cutaneous melanoma. 

§ Unlike the cutaneous form 
where sun exposure is known to 
be etiologic, no risk factors have 
been identified for intraoral 
lesions.



Malignant melanoma
§ Oral melanoma may develop at 

any age, but most present over the 
age of 50. 

§ Any mucosal site may be affected; 
however, the palate represents the 
single most common site of 
involvement. The maxillary gingiva 
is the second most frequent site.

§ Oral melanomas have no 
distinctive clinical appearance. 
They may be macular, plaque-like 
or massforming, well-
circumscribed or irregular and 
exhibit focal or diffuse areas of 
brown, blue, or black 
pigmentation.



Malignant melanoma
§ Up to one-third of oral 

melanomas may exhibit 
little or no clinical evidence 
of pigmentation 
(amelanosis).

§ In some cases, oral 
melanomas may present 
with what appear to be 
multifocal areas of 
pigmentation. This 
phenomenon is often 
explained by the fact that 
some tumors may exhibit 
both melanotic and 
amelanotic areas.



Malignant melanoma

§ Additional signs and 
symptoms that may be 
associated with oral 
melanoma are nonspecific 
and similar to those 
observed with other 
malignancies. Ulceration, 
pain, tooth mobility or 
spontaneous exfoliation, 
root resorption, bone loss, 
and paresthesia/anesthesia 
may be evident. 

§ However, in some patients, 
the tumors may be 
completely asymptomatic.



Malignant melanoma
§ The clinical differential 

diagnosis may be quite 
extensive and could include 
melanocytic nevus, 

§ oral melanotic macule, 
§ amalgam tattoo, 
§ various vascular lesions and 

other soft tissue neoplasms. 
§ It is for this reason that a biopsy

of any persistent solitary 
pigmented lesion is always 
warranted.



Malignant melanoma
§ Oral mucosal malignant 

melanoma is associated 
with a very poor prognosis. 

§ Studies have 
demonstrated 5-year 
survival rates of 15 to 40%.

§ Regional lymphatic 
metastases are frequently 
identified and contribute 
to the poor survival rates.

§ Less than 10% of patients 
with distant metastases 
survive after 5 years.



Malignant melanoma

§ Diagnosis: 
One of the main clinical 

and microscopic challenges in 
diagnosing oral melanoma is 
determining whether the 
lesion is a primary neoplasm 
or a metastasis from a distant 
site. This is not a semantic 
distinction since confirming 
the primary site will dictate 
the patient’s clinical stage 
and the type of therapy he or 
she will undergo.



Malignant melanoma
Treatment:
• For primary oral melanomas, ablative 

surgery with wide margins remains the 
treatment of choice

• Adjuvant radiation therapy may also be 
necessary. However, as the sole 
therapeutic modality, it remains 
unclear if radiation therapy is beneficial 
for the treatment of oral mucosal 
melanoma.

• Computed tomography and magnetic 
resonance imaging studies should be 
undertaken to explore metastases to 
the regional lymph nodes. A variety of 
chemo- and immunotherapeutic 
strategies are often used if metastases 
are identified or for palliation.



Malignant melanoma



Amalgam tattoo
§ The single most common 

source of solitary or focal 
pigmentation in the oral 
mucosa is the amalgam 
tattoo.

§ By definition, these are 
iatrogenic in origin and 
typically a consequence of 
the inadvertent deposition 
of amalgam restorative 
material into the 
submucosal tissue.



Amalgam tattoo
Clinical features:
• Some studies suggest that amalgam tattoos 

may be found in up to 1% of the general 
population.

• The lesions are typically small, 
asymptomatic, macular, and bluish gray 
or even black in appearance.

• They may be found on any mucosal surface. 
However, the gingiva, alveolar mucosa, 
buccal mucosa, and floor of the mouth 
represent the most common sites. The 
lesions are often found in the vicinity of 
teeth with large amalgam restorations or 
crowned teeth that probably had amalgams, 
around the apical region of endodontically 
treated teeth with retrograde restorations 
or obturated with silver points, and in areas 
in and around healed extraction sites.



Amalgam tattoo

Management:
• The amalgam particles are usually quite fine, but in some 

instances (when large enough), they may be identified on 
regional radiographs.

• In some patients, the focal argyrosis may compromise 
esthetics; thus, surgical removal may be warranted. 
However, since amalgam tattoos are innocuous, their 
removal is not always necessary, particularly when they can 
be documented radiographically.

• If there is no radiographic evidence of amalgam, the lesion 
is not in proximity to any restored tooth, or the lesion 
suddenly appears, a biopsy is necessary.

• A typical differential diagnosis often includes melanotic 
macule, nevus, and melanoma.



Amalgam tattoo



Amalgam tattoo

Other pigmentations:
• Pigmentation associated with other dental 

restorative materials has also been described. 
Studies have demonstrated that metal 
components from almost all forms of cast alloy 
material can be detected in the adjacent tissues.

• Titanium has been associated with 
pigmentation of the skin, specifically in areas 
around orthopedic implants. Thus, it is 
conceivable that dental implants may also be a 
potential source of exogenous oral 
pigmentation.



Amalgam tattoo




