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OF LITERATURE
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Abstract: Hereditary benign telangiectasia is a rare condition
characterized by cutaneous generalized telangiectasias and angiomas. This
diagnosis should be suspected in patients with this type of lesions, with a
positive family history, without bleeding or mucosal involvement.

We present the case of a man aged 30 years with numerous telangiectasia
and angiomas located on the face, neck, anterior and posterior thorax, arms,
without bleeding. Histopathology revealed a normal epidermis with dilated
subpapilar plexus. The anamnesis revealed similar lesions in other family
members. Electrocauterization or laser therapy has been proposed as
treatment of these lesions.

Differential diagnosis must be done mainly with other two rare conditions:
hereditary hemorrhagic telangiectasia and generalized essential
telangiectasia.
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1. Introduction

Hereditary =~ benign  telangiectasia
(HBT) is a rare clinical condition
described by Ryan and Wells [15]. HBT
is characterized by the presence of

cutaneous  teleangiectasias, family
history, the absence of mucosal
involvement and absence of

haemorrhages. We present the case of a
patient diagnosed with HBT.

2. Clinical case

A 30-years old male patient was
consulted for numerous telangiectasias and
angiomas localized on the photoexposed
areas such as the face, thorax and limbs. The
anamnesis reveals that these lesions started
to appear from the age of 10 years, initially
on anterior thorax with subsequently
expansion on rest of areas. Patient’s father
(fig. 1), grandfather and great-grandfather of
paternal line, a cousin of the patient and her
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daughter shows identical lesions. arranged in plaques and located on the
Dermatological examination revealed face, neck, arms, anterior and posterior

telangiectasias and angiomas with dotted, thorax (fig. 2, 3, 4).

round, oval or dendritic appearance,

Fig. 1. Clinical appearance of hereditary Fig. 2. Clinical appearance of hereditary
benign telangiectasia (patient’ s father) benign telangiectasia — numerous
telangiectasias and angiomas on chest and
arms (patient)

Fig. 3. Clinical appearance of hereditary
benign telangiectasia — numerous
telangiectasias and angiomas on posterior
thorax (patient)

Fig. 4. Clinical appearance of hereditary
benign telangiectasia —telangiectasias and
angiomas on the face (patient)
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Fig. 5. Histopathological appearance of hereditary benign telangiectasia
(H&E, x40)

The patient had not epistaxis, melaena,
haematuria or cutaneous bleeding.
Haematological and biochemical
investigations, coagulation tests, estrogen,
progesterone and testosterone levels were
within normal limits. Histopathology
revealed a normal epidermis with
dilatation of subpapilar plexus (fig. 5).

The proposed treatment to the patient
was electrocauterization or laser therapy of
skin lesions.

3. Discussion

Hereditary benign telangiectasia was first
described in 1971 by Ryan Wells [15], the
condition being present in several
members of the same family. Cutaneous
lesions usually appear in childhood, but
cases with neonatal appearance were
described.

Clinically round, oval, dendritic or
dotted shape telangiectasias and cutaneous
angiomas arranged in plaques or diffuse
are present. HBT occurs more often in
women, being particularly affected the
light-exposed areas such as face, edge of

the lips, neck and upper thorax [10], [20].
Cutaneous lesions are asymptomatic and
remain unchanged for a long time without
affecting the health status of patients and
causing only aesthetic problems [12], [20].
Their appearance may change with time
and the aging of the skin can mask
telangiectasias. Unlike hereditary
hemorrhagic telangiectasia (HHT) in HBT
mucous membranes are not affected
(without epistaxis or internal bleeding), or
affecting other organs such as the lung or
liver.

Histology of the HBT shows a normal
epidermis and dilated venules especially in
subpapilar plexus, but also dilation of
capillaries and arterioles.

The etiopathogeny of HBT remains
unknown, assuming the involvement of
angiogenic factors, hypersensitivity to
estrogen or progesterone in affected areas
[10], [21], but these theories have not been
proven. Genetic analysis conducted in
patients with HBT found a dominant
autosomal transmission having as a cause
the damage of Hc7-M6 loci on
chromosome 5ql4, this being identical
with the locus CMCI1 the gene responsible
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for capillary malformations [1].

Two cases of HBT without family history
were reported in literature [2], [6], [8].
Onishi found arteriovenous malformations
in 10 patients with HBT [10]. The
association with familial glomerulonephritis
has also been described [18].

The differential diagnosis should be done
mainly with HHT (Rendu Osler Weber

syndrome). HHT is a disease with
autosomal dominant transmission.
Clinically, HHT  presented  with

telangiectasia as macules and papules, with
size of a pinhead to several millimeters,
dotted and rarely linear or spider-like [5],
[16]. The locations are mostly on the face,
lips and oral mucosa, tongue, nasal
mucosa, ears, hands, chest and legs [7],
[11]. Vascular malformations may be
present in the lungs, liver, gastrointestinal
tract, genitourinary tract, etc. [7]. This
condition is characterized by recurrent
epistaxis, with onset prior to 20 years. The
bleeding may be also as hematuria,
intestinal bleeding, but very rarely as
cutaneous haemorrhages.

Generalized essential telangiectasia is a
rare condition with onset typically in
women aged 40-50 years, but with the
possibility of onset in childhood or in
young adults. Clinically is presented as
areas of telangiectasia initially appeared
on the lower limbs and slow extension on
the trunk and upper limbs which may be
accompanied by numbness, tingling or
burning sensation in the limbs. Recently,
ocular manifestations have been reported
as conjunctival telangiectasias [17], [19].
Skin and mucosal hemorrhages are not a
characteristic of the disease [4] despite
mentioning them by a number of
authors [14].

Unilateral nevoid telangiectasia may
be congenital or acquired, in the last case
occurring during puberty or pregnancy,
periods of life with high levels of

estrogens. The location of telangiectasias
is on the photoexposed areas, with no
systemic involvement.

Spider telangiectasia appears as a single
or multiple, sometimes unilateral, red
papules with radial capillary expansions,
usually occurring in pregnancy or liver
disease.

Telangiectasia  macularis  eruptiva
perstans is a rare form of cutaneous
mastocytosis, occurring more frequently
in middle-aged adults and rarely in
children. Clinically, it present as
erythematous or pigmented macules and
papules, dotted with telangiectasias,
located on the trunk and limbs. [9]
Histopathology with toluidine blue stain
reveals slightly increased number mast
cells situated around the dilated vessels.

Aquired portwine stain (APWS) is a
rare form of portwine stain, with onset
after birth. APWS is observed after local
trauma. It may also occur during the
pregnancy or the use of contraceptives by
increasing estrogen levels. [3] Clinically,
APWS presents as erythematous macules
with fewer or no telangiectasias on their
surface, localized unilateral on the face
and neck.

The treatment of HBT usually is not
necessary as these are benign lesions.
Treatment consists of
electrocauterization, laser therapy or their
combination. In two separate studies an
improvement could be achieved by using
the intense pulsed light therapy and
pulsed dye laser [8], [13]. Oral
tetracycline was effective in treating of
primaries teleangiectasias [21].

4. Conclusion

HBT is a benign condition that must be
known in the context of conditions
associated with telangiectasia.
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