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DESCRIPTION
A 75- year- old patient was admitted to the emergency 
department for recurrent and significant bleedings 
through an indolent ulcer of the medial region 
of the right knee. The cutaneous lesion appeared 
4 months before and was still growing in dimension, 
without signs of healing. Physical examination also 
revealed hypertrophy of the whole leg, compared 
with the opposite, with regular throbs on palpation. 
The CT angiography showed a dense network of 
arteriovenous fistulas involving the whole lower 
limb, especially below the wound (figure 1). A clin-
ical diagnosis of Klippel- Trenaunay syndrome (KTS) 
was made, and the skin biopsy confirmed the suspi-
cion of squamous cell carcinoma; unfortunately, the 
analysis of PIK3CA gene was not available. After a multidisciplinary consensus (orthopaedic, 

vascular surgeon, interventional radiologist, derma-
tologist), considering the high risk of intraoperative 
major bleeding and the associated cancer, lower 
limb amputation was purposed. The patient under-
went surgery: the right lower limb was amputated 
by hip disarticulation with surgical ligation of the 
external right iliac artery, without complications 
(figure 2). After a 2- year follow- up he was still well.

KTS occurs as a result of somatic mutations in the 
PIK3CA gene, resulting in vascular malformation 
that commonly involves lower limbs.1 2 The age, the 
clinical presentation, the localization and the asso-
ciated conditions should guide in the management. 
Ishikawa et al3 reported a good long- term outcome 
after a conservative treatment of KTS in a 1- year- old 
child, who developed a squamous cell carcinoma in 
the affected leg at the age of 37. Conversely, in our 
old patient, the management of two conditions and 
the concomitant bleeding risk required a demolitive 
approach accepting the reduction in quoad valetu-
dinem prognosis. To date, no previous reports are 
present in literature; therefore, this surgical solu-
tion and the good long- term result achieved should 
be helpful in the decision- making of similar cases.

Learning points

 ► In the case of a chronic wound with recurrent 
bleedings, consider Klippel- Trenaunay syndrome 
(KTS) as a potential underlying condition.

 ► Surgical or interventional treatments for KTS 
are often at high risk: primary amputation is a 
valuable option that could guarantee safety and 
an acceptable quality of life to the patient.

Contributors GP and LC were involved in the care of the patient. 
MM and GP wrote the manuscript. All the authors approved the 
final version.

Figure 1 CT angiography reconstruction of the lower 
limbs showing the wide extension of the abnormal 
vascularisation.

Figure 2 Post- operative CT of the hip.
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