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Abstract. – Hereditary hemorrhagic telang-
iectasia (HHT) is an autosomal dominant disor-
der, which is uncommon anomaly to recurrent
gastrointestinal bleeding. Although there are
several forms of therapy ranging from local ther-
apy to operations or drug therapy, there is a lack
of more effective treatment for the disease. In
this report, we presented a Chinese patient with
recurrent melena due to gastric angiodysplasia
in HHT treated successfully with thalidomide.
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Introduction

Hereditary hemorrhagic telangiectasia (HHT),
also known as Osler-Rendu-Weber syndrome, is
an autosomal dominant genetic disease with epis-
taxis, telangiectasia and multi-organ vascular
dysplasia. It is distinguished into three types
which are due to mutations in the ENG (en-
doglin), ACVRL1 or MADH4 gene. The preva-
lence varies and may range from 1/3,500 to
1/5,000 in specific regions1. Gastrointestinal
bleeding is one of the most critical sometimes
life-threatening symptoms in this disease. How-
ever, no effective therapy is available for that.
Several case reports have been published on
HHT patients who were treated with endoscopic
argon plasma coagulation (APC) or bevacizumab
only. We reported a case of a patient with HHT
treated with thalidomide only after APC ineffec-
tively.

Case Report
A 77 year-old Chinese man complaining of re-

current tarry stool for 9 months was admitted to
our Gastrointestinal Department on 25 May,
2010. The patient had a prior history of epistaxis
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for several years. In the past 9 months, he visited
the local Health Clinic intermittently because of
melena and fatigue, and has been receiving iron
substitution for several months. Seven days ago
he visited the clinic again due to syncope. The
blood test result showed that his hemoglobin was
4 g/dl and fecal occult blood (OB) was positive.

Examination upon admission was unremark-
able except pale, cardiac murmur and enlarge-
ment. Chest X-ray showed significantly increased
heart shadow. Left hepatic artery and portal vein
fistula was found on abdominal CT. The diagno-
sis of telangiectasia in the gastrointestinal tract
was confirmed and angiodysplasia was limited to
stomach only (Figure 1) by endoscopic investiga-
tions including of capsule endoscopy. Nasal en-
doscope showed the left nasal mucosa telangiec-
tasia and local mucosal erosion. According to the
2000 Shovlin et al diagnostic criteria2, the patient
was diagnosed as HHT. Endoscopic intervention,
more specificly endoscopic APC was performed
(the argon gas flow at 2.0 liter per minute and
power 60W). However the lesions were found
bleeding easily during the procedure (Figure 2).
Because of a lack of more effective treatment for
the disease, we started a thalidomide therapy at a
dose of 75 mg per day after informed consent.
One week later no significant side effects were
found, the dose of thalidomide was increased to
100 mg per day and the treatment had lasted for 4
months. The patient stool OB became negative
and his epistaxis was controlled after he had re-
ceived thalidomide for 2 months. The patient has
been stable for the next 12 months during our fol-
low-up.

Discussion

According to the 2000 Shovlin et al diagnos-
tic criteria2, a diagnosis can be made definitely
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Therapy for epistaxis or gastrointestinal bleed-
ing is supportive primarily, consisting of iron
supplementation and blood transfusion. HHT can
be treated with APC3, laser therapy4, emboliza-
tion5, estrogen6, or operation7. Because APC (Ar-
gon Plasma Coagulation) is safer, easier and
cheaper than other options, it was performed on
our patient. However, the gastric lesions tent to
bleed during the progress. So, the APC was not
an effective method in the case due to an old age,
increased vascular fragility or/and the mutated
gene. Although there are cases reported on suc-
cessful treatment of HHT using estrogen, it was
not adopted in this case because of the patient’s
denial.

Several case reports have been published on
HHT patients who were treated with bevacizum-
ab alone. Another report mentioned that beva-
cizumab can be used when the effect of thalido-
mide is not good enough. Bevacizumab also has
a nonnegligible toxicity and it may induce car-
diac failure, hemorrhage, arterial thromboembol-
ic events, hypertensive crisis or nephritic syn-
drome8. Considering the potential side effect and
cost, bevacizumab is not used in our patient.

We chosen a medicine with less side effects,
easy accessibility, low in price and high accep-
tance after endoscopic APC is no longer a
choice. After thalidomide therapy the frequency
of melena was decreased apparently without ap-
parent effects, and the stool OB turned to nega-
tive after 2 months. Our case presented thalido-
mide was effective in controlling gastric bleeding
and epistaxis. This implied that thalidomide
could be a novel treatment of bleeding gastric an-
giodysplasia of HHT in the monitoring its side
effects conditions. However, this agent should be
used with great caution in these cases because of
complications such as peripheral neuropathy, se-
dation9 and the thromboembolism10.
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Figure 1. Upper gastrointestinal endoscopy view of telang-
iectasia.

if at least three criteria are present, suspected if
two criteria are present. (1) spontaneous and re-
peated epistaxis (epistaxis at night to be highly
considered), (2) multiple skin or mucous mem-
branes of telangiectasia: include the lips, mouth,
fingers and nose, etc.; (3) visceral arteriovenous
malformations: can be expressed in the lung,
brain, liver, kidney, gastrointestinal tract, kid-
ney and bone and other parts; (4) family history.

Figure 2. Upper gastrointestinal endoscopy showing
telangiectasia bleeding during APC.
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