
lippel-Trenaunay Syndrome (KTS) has been first described by the
French physicians Maurice Klippel and Paul Trenaunay in 1900
which was characterized by the triad of haemangiomatous lesions of

the skin, soft tissue and bone hypertrophy involving one limb and varico-
se veins or venous malformations.1 In the literature, it has also been called
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Klippel-Trenaunay Syndrome:
Two Cases with Colon Involvement

AABBSS  TTRRAACCTT  Klippel-Trenaunay syndrome (KTS) is characterized by the triad of red hemangiomas,
hypertrophy of bone and  soft tissue and venous malformations. It is a rare, congenital malforma-
tion. Although  many different types of involvement are present, these three pathologies are ob-
served in many cases. Involvements of head and neck are rare. In addition varicose veins or venous
malformations may also be found in the lung, gastrointestinal tract (colon-intestine), liver, kidney
and bladder, which may result in recurrent hemorrhagie at the affected organs. Though colonic in-
volvement is rarely observed, it may be confused with ulcerative colitis. We detected colon in-
volvement in two cases with anaemia and hematochesia that we followed-up at our clinic. Our
cases had been followed-up considering ulcerative colitis. However, one of our cases has hearing
loss, involvement of fundus oculi and hypospadias. We report these two cases since they present rare
involvement types of KTS and mimicking ulcerative cholitis.

KKeeyy  WWoorrddss::  Klippel-Trenaunay-Weber Syndrome; congenital, hereditary, 
and neonatal diseases and abnormalities; colon; gastrointestinal hemorrhage;
hypospadias; hearing loss

ÖÖZZEETT  Klippel-Trenaunay sendromu (KTS) kırmızı hemanjiomlar, kemik ve yumuşak doku
hipertrofisi ve venöz malformasyonları içeren triad ile karakterizedir. Nadir görülen konjenital bir
malformasyondur. Farklı tutulum şekilleri olsa da çoğu vakada bu üç patoloji görülür. Nadiren baş
ve boyun tutulur. İlaveten variköz venler ve venöz malformasyonlar etkilediği organlarda
tekrarlayan kanamalar ile sonuçlanacak şekilde akciğer, gastrointestinal alan (kolon-ince barsak),
karaciğer, böbrek ve mesanede de bulunabilmektedirler. Kolon tutulumu nadir görülmekle birlikte
ülseratif kolitle karışabilir. Klinikte takip ettiğimiz anemi ve hematokezyalı iki olgumuzda kolon
tutulumu saptadık. Vakalarımız daha önce ülseratif kolit düşünülerek bir süre takip edilmişlerdi.
Bununla beraber vakalarımızın birisinde işitme kaybı, göz dibi tutulumu ve hipospadiyas mevcuttu.
KTS’nun nadir tutulum şekillerini göstermesi ve ülseratif koliti taklit etmesi bakımından bu iki
vakayı sunuyoruz. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Klippel-Trenaunay Sendromu; konjenital, herediter,
neonatal hastalıklar ve anormallikler; kolon; gastrointestinal hemoraji; 
hipospadias; işitme kaybı
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such as an gi o os te ohy per trophy syndro me, Par kes
We ber syndro me and Klip pel-Tre na u nay-We ber
syndro me.2 Ge ne rally, it may in vol ves mul tip le ex-
tre mi ti es and lo wer limb in vol ve ment is  ob ser ved
in 95% of ca ses.3,4 He ad and neck in vol ve ments are
ra re and com monly ip si la te ral. One third of pa ti -
ents ha ve he man gi o ma to us le si ons in the lung, gas-
tro in tes ti nal tract, li ver or blad der ca u sing ble e ding
and com pro mi se or gan func ti on. Co lo nic in vol ve -
ment has be en ra rely re por ted. The re fo re this syn-
dro me can be as so ci a ted with se ve re lo wer
gas tro in tes ti nal ble e ding du e to dif fu se ca ver no us
he man gi o ma of the co lon. As mul tip le or gans are
fre qu ently in vol ved, a mul ti dis cip li nary ap pro ach
for eva lu a ti on and cur rent tre at ment is man da tory.
The re fo re, we pre sent two ca ses of KTS with co lon
in vol ve ment and de ep ane mi a.

CASE REPORTS

CA SE 1

31 ye ar-old-wo man pre sen ted at our cli nic with
the comp la ints of he ma toc he si a. In her physi cal ex-
a mi na ti on, the left leg was ob ser ved to be am pu ted
and a red, blis te red, lar ge ne vus with a ca u lif lo wer
ap pe a ran ce was no ti ce ab le (Figures 1A and 1B).
Her left leg was am pu ted 10 ye ars ago du e to swel -
ling and isc he mic re cur rent ul cer. She al so had be -
en ex pe ri en cing he ma toc he si a oc ca si o nally for the
last 15 ye ars (Tab le 1). She has ad mit ted to our cli -
nic with the se in cre a sed comp la ints for the last 2
ye ars. Up per gas tro in tes ti nal en dos copy was nor-

mal. Co lo nos copy re ve a led seg men tal in vol ve ment
of vas cu lar ec ta si a from ce cum to de sen ding co lon
for 5-10 cm in lenght . In vol ve ment of rec tum and
sig mo id co lon we re dif fu se (Tab le 2). Bi opsy was
per for med for the le si ons re semb ling a mass in the
rec tum (Figure 2A). His to pat ho logy re ve a led fo cal
gob let cell loss, dif fu se vas cu lar and lympha tic ec-
ta si a (Figure 3). Ne u ral type he a ring loss was de-
tec ted par ti ally in the left ear and comp le tely in the
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FIGURE 1: The image on the left shows amputed and markedly hypertrophic left leg (A). The image on the right shows the vascular structures on the leg closely (B). 

Case 1 Case 2

Gender 31 24

Age Female Male

Bladder involvement None Hematuria, venous dilatation

Urethra Normal Hypospadias

Fundus involvement Venous dilatation None

Limb involvement Left leg Right leg

Operation history Left leg 2 operations at the  

amputation (once) right leg

Hearing Decreased hearing Normal

on the left, complete 

hearing loss on the right

Skin lesion Giant nevus No skin lesion

Anemia HCT % 27 33

Hematochesia 15 years 10 years

Vascular structure Major vascular Tumoral appearance in the 

structures are normal lower extremity 

Diarrhea Occasional 10 years

TABLE 1: Demographic and clinical characteristics of
the cases .
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right ear. Thus, ab do mi no pel vic and ce reb ral mag-
ne tic re so nan ce (MR) an gi og raphy we re per for -
med. No pat ho logy was de tec ted in the ma in
vas cu lar struc tu res. Fun dus exa mi na ti on re ve a led
mar ked di la ta ti on in bi la te ral ve ins. La bo ra tory in-
ves ti ga ti ons re ve a led the fol lo wing: WBC:
4700/mm3, HCT: 27.3%, PLT: 456000/mm3, Prot -
hrom bin Ti me: 14.5 sec, fer ri tin: 26.6 ng/ml, B12:
184, Fo lic Acid: 7.6, Glu co se: 108, To tal pro te in: 7.8
gr/l, Al bu min: 4.5 gr/l, AST: 20U/L, ALT: 13U/L,

To tal bi li ru bin: 0.8 mg/dl, Di rect bi li ru bin: 0.2
mg/dl, ALP: 162U/L, LDH: 496U/L, BUN: 8 mg/dl,
Cr: 0.2 mg/dl.  

CA SE 2

A 24-ye ar-old-man pre sen ted to our cli nic with the
comp la ints of he ma toc he si a and he ma tu ri a. His me -
di cal his tory inc lu ded two ope ra ti ons at right leg
du e to he man gi o ma when he was 10-months and
7-ye ars old (Tab le 1). Then, mass was ex trac ted twi -

Case 1 Case 2

Symptom Hematochesia Hematochesia

- Chronic diarrhea

İnvolvement area Segmental involvement from cecum to desending Segmental involvement from  cecum to rectum for 

colon for 5-10 cm in lenght 5-10 cm in lenght

Diffuse involvement of rectum and sigmoid colon Diffuse involvement of rectum

İnvolvement characteristic Mucosal edema Mucosal edema

Hyperemia Hyperemia

Fragility Fragility

Dilate venous and vasculary ektasi Dilate venous and vasculary ektasi

Rectal mass -

Histopathological characteristic Focal goblet cell loss and diffuse vascular and Focal goblet cell loss and diffuse vascular and 

lymphatic ectasia lymphatic ectasia

TABLE 2: Clinical, colonoscopic and histopathologic characteristics of cases with colonic involvement of KTS.

FIGURE 2: The image on the left shows a vascular lesion at an approximate size of 3-4 cm (A), in a way resemble the rectal mass, and the surrounding venous
vascular structures. The image on the right shows marked dilatation in the ascending colon and venous vascular structures (B). 
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ce from his right leg, calf and ank le. He star ted to
ex pe ri en ce ble e ding fistly at 7 ye ars of age and in-
ter mit tent ble e ding con ti nu ed. Rec tal ble e ding was
cons tant for last 10 ye ars. Rec tos copy re ve a led mu-
co sal fra gi lity and mar ked ve no us struc tu re (Figure
4). Tre at ment was ini ti a ted con si de ring ul ce ra ti ve
co li tis sin ce he had chro nic di arr he a and he ma toc -
he si a (Tab le 2). The pa ti ent al so had a his tory of op-
e ra ti ons for hypos pa di as and he ma tu ri a.
Ul tra so nog raphy (USG) re ve a led right pe ri tes ti cu lar
he man gi o ma and cysts in left epi didy mis. Ce reb ral
and ab do mi nal MR an gi og raphy we re nor mal. MR
an gi og raphy of the lo wer limb was nor mal. Co lo -

nos copy re ve a led a seg men tal in vol ve ment from ce -
cum to rec tum for 5-10 cm in length and dif fu se in-
vol ve ment of rec tum. Ter mi nal ile um was nor mal.
The in ter me di ary mu co sal are as we re nor mal. The
la bo ra tory va lu es we re as fol lows: Glu: 83 mg/dl,
BUN: 11 mg/dl, Cr: 0.8 mg/dl, ALP: 109 U/L, Uric
acid: 4 mg/dl, T prot: 8 gr/l, Alb: 4.8 gr/l, To tal bi lu -
ri bin: 0.36 mg/dL, Di rect bi lu ri bin: 0.11 mg/dL,
AST:18 U/L, ALT: 17 U/L, GGT: 15 U/L,  LDH: 290,
WBC: 6500/mm3, HCT: 33, MCV: 72, PLT:
308000/mm3. He pa ti tis mar kers we re ne ga ti ve. Mi-
c ros co pic he mat hu ri a was ob ser ved. Cystos copy
was per for med and ve no us di la ta ti on was de tec ted. 

DISCUSSION

The eti o logy of KTS is still not known. Va ri o us the-
o ri es ha ve be en sug ges ted. It has be en con si de red to
re sult from vas cu lar and soft tis su e mal for ma ti ons
du ring fe tal de ve lop ment and ge ne tic mu ta ti on or
chro mo so me ab nor ma lity.5,6 Over pro duc ti on of in-
su lin growth fac tor (IGF2) was con si de red to le ad
to soft tis su e hyper trophy.7 The num ber of ca ses is
con si de red to be be low 1000, worl dwi de. The re’s
no cu ra ti ve tre at ment for the se ca ses, thus sympto -
ma tic the ra pi es are ad mi nis te red.8,9 It af fects both
ma les and fe ma les at an equ al ra ti o.10,11 KTS may af-
fects any re gi on of the body. Fa ce, blad dery, rec-
tum, lo wer gas tro in tes ti nal system, va gi na, li ver,
kid neys, ver teb ra and lungs are ra rely af fec ted re gi -
ons.2 One of our ca ses had skin le si ons and lo wer
limb in vol ve ment with hyper trophy. In the li te ra -
tu re, sta sis ul cers de ve lop in the ca ses with ad van -
ced vas cu lar mal for ma ti on.3 The fe ma le pa ti ent had
un der go ne limb am pu ta ti on du e to re cur rent sta sis
ul cer. The ma le pa ti ent had be en ope ra ted for hy-
pos pa di as. At the sa me ti me, he had re cur rent he -
ma tu ri a at tacks. Vas cu lar mal for ma ti ons had be en
de tec ted in the blad der at the ope ra ti on. In both ca -
ses, in vol ve ment of the co lon and par ti cu larly rec-
tum se ve rely ef fec ted the pa ti ent’s qu a lity of li ves.
The pa ti ents had oc ca si o nally blo od trans fu si ons for
ble e dings (Tab le 1). Co lo nos co pic ap pe a ran ce of this
dif fu se mu co sal fra gi lity is ge ne rally a ra re con di ti -
on and may be con fu sed with ul ce ra ti ve co li tis (Fig-
ure 4). One of our pa ti ents was ad mi nis te red a
long-term me di cal tre at ment for ul ce ra ti ve co li tis

FIGURE 3: The biopsy sample obtained from the mass-appearance lesion
colonoscopically. Hereby, highly dilated lymphatic and venous ectasias are
seen (the area shown by the arrows).

FIGURE 4: Vascular ectasias that mimic the colonoscopic view of the ulcer-
ative colitis due to diffuse and highly fragile mucosa. 



with the si mi lar cli nic and en dos co pic fin dings such
as chro nic di arr he a and he ma toc he si a. Rec tum has
be en mo re af fec ted rat her than the ot her co lon seg-
ments.12,13 The in vol ve ment of va ri o us or gans ha ve
be en re por ted in this syndro me, whe re as au di tory
di sor der has not be en des cri bed in the li te ra tu re be-
fo re. Alt ho ugh it’s not a vas cu lar pat ho logy re ve a -
led with MR an gi og raphy, we think that this
au di tory di sor der may be re la ted with KTS.

This syndro me may pre sent with dif fe rent
types of cli ni cal fin dings. Sin ce he man gi o ma to us
le si ons may be pre sent at any part of the co lon, it is
ne ces sary to per form co lo nos co pic exa mi na ti on for
ca ses with Klip pel-Tre na u nay Syndro me. This very
ra re syndro me must be ke ep in mind for the dif fe -
ren ti al di ag no sis of ul ce ra tif co li tis. The cli ni ci an
must be alert in the ca se of bi opsy, sin ce le si ons are
usu ally vas cu lar type.
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