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DESCRIPTION
A 73- year- old woman with liver cirrhosis and 
end- stage renal failure receiving haemodialysis 
presented to our hospital with fever. No signs 
of hepatitis B, hepatitis C, alcohol consumption, 
non- alcoholic steatohepatitis or autoimmune 
disease were observed. She was diagnosed with 
congestive hepatopathy based on liver biopsy 
and hepatorenal syndrome at 63 and 65 years 
of age, respectively, and haemodialysis was initi-
ated. Her body temperature was 38.3°C, but 
her other vital signs were normal. On physical 
examination, a large cutaneous vein crossed her 
lower abdomen (figure 1A, arrowhead). The 
left leg showed pitting oedema with erythema, 
warmth and tenderness. Her left fingers exhib-
ited oedema (figure 1B). Port- wine stains were 
observed on the extremities and lower back, 
which were present since birth (figure 1C). 
Laboratory findings showed the following: white 
cell count, 6.1×109/L (56.3% neutrophils, 2.8% 
eosinophils, 0.3% basophils, 22.5% lympho-
cytes, 18.1% monocytes); haemoglobin level, 
140 g/L; platelet count, 56×109/L; prothrombin 
time, 67.5%; albumin level, 1.8 mg/dL; total 
bilirubin level, 1.53 mg/dL; blood urea nitrogen 
level, 56 mg/dL; creatinine level, 6.43 mg/dL 
and C reactive protein level, 7.59 mg/dL. Radi-
ography showed bony hypertrophy at the level 
of the proximal and distal interphalangeal joints 
(figure 1B). Contrast- enhanced CT showed 
that the vena cava and left external iliac vein 

were duplicated and occluded, respectively. 
Left leg veins flowed to the right external iliac 
vein through a large abdominal cutaneous vein. 
She was diagnosed with cellulitis in her left leg 
caused by phlebostasis of Klippel- Trénaunay 
syndrome (KTS). CT or MRI of the head showed 
no evidence of intracranial arteriovenous 
malformation. Although left leg inflammation 
was improved after cefazorin administration, 
left leg oedema persisted.

KTS is characterised by a triad of capillary 
malformations, venous malformations and limb 
overgrowth.1 The estimated incidence is 2–5 in 
100 000 individuals without a sex difference.2 
Capillary malformations are found in 98%, 
varicosities or venous malformations in 72%, 
and limb hypertrophy in 67% of patients with 
KTS.3 Other clinical symptoms, such as throm-
bosis, bleeding, superficial thrombophlebitis, 
ulceration and pain as a result of chronic venous 
insufficiency may also occur.4 The prognosis 
depends on gastrointestinal bleeding and pulmo-
nary embolism caused by venous malformations. 
Recently, intracranial vascular malformations 
have been reported.5 Brain imaging tests should 
be included in KTS to prevent critical brain 
haemorrhage. Although CT and MRI are used 
as the imaging modalities, ultrasonography is 
recommended especially in infants, considering 
radiation exposure, cost and unnecessity of seda-
tion. The treatment should be conservative using 
analgesics and antibiotics; however, surgical 
management may be applied in cases of severe 
chronic venous insufficiency. Iliac vein occlusion 
is treated by a femoral cross- over bypass using 
the great saphenous vein (Palma procedure).6 In 
this case, a large abdominal cutaneous bypass 
developed naturally without surgery. Careful 
visual examination is needed because venous 
malformations may be detected on the abdom-
inal surface in addition to capillary malforma-
tions and varicosities.

Figure 1 (A) A large abdominal cutaneous vein from 
the veins in the left leg to the right external iliac vein 
(arrowhead) (B): bony hypertrophy at the level of the left 
proximal and distal interphalangeal joints (C) port- wine 
stains on the trunk.

Learning points

 ► A large abdominal cutaneous bypass can 
develop naturally in Klippel- Trénaunay 
syndrome patients.

 ► Venous malformations may be observed 
on the abdominal surface by careful visual 
examination.
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