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ABSTRACT
Objectives: This case of Klippel-Trénaunay syndrome (KTS) is being shared as a clinical experience for future reference 
regarding the presentation and management of bleeding per rectum in KTS. Bleeding per rectum is a potentially lethal 
complication due to the colorectal hemangiomas in rare cases of KTS. Decision making regarding the choice of treatment 
in these patients is subject to many variables and different methods of medical and surgical treatments have been attempt-
ed and published in the literature. We are sharing our experience of surgical treatment for bleeding per rectum in KTS with 
satisfactory early postoperative outcome.

This article may be cited as: Khan Z, Muqeen RU, Zarin M, Ahmed Z, Maroof A, Muslihuddin. Klippel-Trénaunay syn-
drome with bleeding per rectum as a major surgical concern; A case report. J Med Sci 2020 October;28(4):384-386

INTRODUCTION
The name “Klippel-Trénaunay syndrome” (KTS) 

was first coined by Klippel and Trenaunay in the early 20th 
century for a triad of congenital anomalous conditions in-
cluding capillary, venous, and lymphatic malformations 
classically presenting with limb hypertrophy.1 KTS is a rare 
anomaly with an incidence of 1 in 10,000. There is no gen-
der predisposition.2 

The genetic basis of this condition is sporadic and 
there are controversies regarding the genes involved.3 
The condition is compatible with life and commonly af-
fects one of the lower limbs though the involvement of 
both lower limbs, trunk, and head has been reported in the 
literature.4 KTS is sometimes confused with Parkes-Weber 
syndrome (PWS), which is a similar condition with the ad-
dition of arteriovenous fistulae.5 We present here a case 
of KTS with a unique and life-threatening presentation of 
severe bleeding per rectum requiring blood transfusions.

CASE REPORT
A 25 years old male reported to the surgical de-

partment of Khyber Teaching hospital Peshawar with a 
prominent limp complaining of bleeding per rectum more 
pronounced after defecation since early adolescence. The 
patient had been to multiple health care centers with the 
same complaints where he was misdiagnosed with con-

ditions like Ulcerative Colitis and hemorrhoids and was 
therefore mistreated. On careful inquiry of history, the pa-
tient revealed surgery for varicose veins in early childhood 
elsewhere. On Clinical examination, the patient was pale 
with otherwise normal vitals. Worth noticing was the obvi-
ous limb length discrepancy (Fig.1). The right lower limb 
was bulky above the knees and 3 cm longer than the left. 
On close inspection of the right lower limb, we found sur-
gical scars consistent with the history of surgery for vari-
cose veins in past. There were prominent veins, capillary 
malformations, and angiokeratomas on the limb. On peri-
anal inspection, there were prominent warts around the 
anal orifice(Fig.2). 

Multiple rectal hemangiomas were appreciated on 
Proctoscopy. Based on the above clinical findings diag-
nosis of KTS was made by a physician and a multidis-
ciplinary approach was planned to address the issue of 
bleeding per rectum. Upper gastrointestinal (GI) endosco-
py was done by a gastroenterologist which did not show 
any abnormality. Colonoscopy of the patient revealed anal 
warts and hemangiomas from the rectum up to the splenic 
flexure. 

The rest of the colon was reported normal. Hence 
Colorectal Hemangiomas were declared as the cause of 
persistent bleeding per rectum and need of transfusions 
in this case. As vascular malformations, in this case, 
were part of KTS, therefore CT was planned to evaluate 
the pelvic anatomy. CT scan revealed a thick-walled rec-
tosigmoid with tortuous structures (anomalous vessels) 
running along its left lateral wall and hypodense lesion 
in the same location abutting the left pelvic wall (possibly 
vascular malformation) (Fig.3). After the hemoglobin level 
of the patient was optimized, the departmental meeting 
developed a consensus to take an interventional radiol-
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ogist on board for consideration to chemo-embolize the 
anomalous vessels. The idea was declined by the radiol-
ogy department on the ground that embolization may risk 
the colon as chances of ischemia were highly expected. 

As all conservative measures had failed and min-
imal invasive radiological intervention was not possible, 
surgical option was discussed and planned. The patient 
was explored via midline laparotomy incision. Per opera-
tive, we found that the sigmoid and rectum were studded 
with hemangiomas (Fig.4). 

Surgical interventions as per pre-op plan includ-
ed ligation of inferior mesenteric and internal iliac arteries, 
Hartman procedure, and injection of phenol in almond oil 
into the rectal stump. The patient recovered uneventfully 
and the postoperative course was also uneventful. 

The patient was mobilized and orally allowed on 
the first post-operative day. The catheter was removed on 
the third postoperative day. The only postoperative com-
plication was surgical site infection which was managed 
conservatively. 

The patient did not complain of any bleeding per 
rectum or stoma postoperatively and maintained an opti-
mum hemoglobin level. Significant reduction in number 
and size of hemangiomas was noticed on examination un-
der anesthesia after two weeks.

DISCUSSION
Besides the overlap of KTS with other vascular 

anomalies, the condition itself varies regarding the loca-
tion and laterality. In 85 % cases KTS is unilateral, in 12.5 
% cases it is bilateral and in 2.5 % cases it is reported 
crossed bilateral.6 Our case comes in the commonest cat-

Fig 1: long and hypertrophied right lower limb with a 
prominent vein

Fig 2: Perianal warts

Fig 3: Vascular malformation along the rectal wall

Fig 4: Preoperative image of Rectosigmoid hemangi-
omas
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egory as right lower limb is involved sparing other limbs. 
As far the presentation is concerned, literature has report-
ed different modes of presentation. Some patients report 
with limbs length disparity only while others come with 
few or multiple complaints as a direct consequence of the 
anomaly or its complications. More often the symptoms of 
varicose veins are annoying for patients. Serious presen-
tations include per rectal bleeding and pulmonary embo-
lism.7 The primary concern in our case was persistent per 
rectal bleeding requiring frequent transfusions, though  
all the classical features were there. Like the majority of 
cases reported, our patient had developed signs of the 
syndrome in early life but the diagnosis was delayed when 
he presented in our tertiary care setup in adulthood with 
serious morbidity.

Treatment of KTS is symptoms centered. Debulk-
ing surgery for morbid limb hypertrophy has not shown 
satisfactory results. Majority of patients undergo surgery 
for symptomatic varicose veins in early life.8,9 As far per 
rectum bleeding is concerned, different modalities of 
treatment have been tried with different results. Depend-
ing upon the amount and site of bleeding, feeding ves-
sels anatomy, general health and age of patients, injection 
sclerotherapy, laser photocoagulation, surgical resection 
of involved rectum/colon and chemoembolization are the 
known modalities attempted for the cessation of bleed-
ing.10,11
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