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Introduction

Klippe l-Trénaunay s yndrom e  (KTS or KT), form e rly
Klippe l-Trénaunay-W e be r s yndrom e 1 and s om e -tim e s
angio os te oh ype rtroph y s yndrom e  and h e m an-
gie ctatic h ype rtroph y,2 is  a rare  conge nital m e dical
condition in w h ich  blood ve s s e ls  and/or lym ph  ve s s e ls
fail to form  prope rly. It is  ch aracte riz e d by a triad of
capillary m alform ation (h e m angiom a or port-w ine
s tain), ve nous  varicos itie s , and bony or, s oft-tis s ue
h ype rtroph y.1 Th e  low e r e xtre m ity is  th e  s ite  of
involve m e nt in approxim ate ly 9 5%  of patie nts .2 W e
pre s e nt h e re  th is  rare  inte re s ting s yndrom e  in a 15
ye ars  old girl involving uppe r lim b.
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15 ye ars  old girl w as  pre s e nte d to th e  plas tic s urge ry de partm e nt w ith  s oft tis s ue  le s ion of th e  righ t fore arm  s ince
birth . Th e re  w as  an incide ntal finding of port w ine  s atin on righ t ch e s t w all. H e r MRI s h ow s  low  flow  ve nous
m alform ation of righ t ante brach ial re gion w ith  diffus e  cutane ous , s ubcutane ous  and intram us cular e xte ns ion,
varicos e  ve ins ; Os s e ous  and s oft tis s ue  h e m i-h ype rtroph y w ith  ph le bolith s  w as  s e e n on fore arm  X-ray- th e  clinic-
radiologic findings  w e re  in k e e ping w ith  Klippe l - Trénaunay s yndrom e . Th is  re port h igh ligh ts  th e  im portance  of
radiology in th e  diagnos is  of th is  rare  e ntity in patie nts  pre s e nting w ith  conge nital vas cular lim b  anom alie s .
Ke yw ords : Klippe l-Tre naunay s yndrom e , ve nous  m alform ation, h e m ih ype rtroph y, MRI and MRV.
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nonpuls atile , m obile  w ith  bluis h  dis coloration of s k in.
On righ t s ide  of ante rior ch e s t th e re  w as  bluis h  dis -
coloration of s k in note d. Th e  clinical e valuation and
Xray de m ons trate d lim b le ngth  dis cre pancy. H e r MRI
of th e  fore arm  w as  planne d. Th e  im aging protocol
include d T1, T2 w e igh te d, MRA, MRV, STIR and pos t
contras t s e q ue nce s . It de m ons trate d T1 h ypointe ns e
and T2 lobulate d h ype rinte ns e  m as s  diffus e ly involving
m us cle s , s ubcutane ous  tis s ue  and s k in of h and and
fore arm  w ith  tortuous  bas ilic and m e dian ve in.

Cas e  Sum m ary

15 yr old fe m ale  w as  re fe rre d to Civil h os pital Karach i,
w ith  com plains  of s w e lling at righ t fore arm  s ince  birth .
H e r pare nts  h ad a cons anguine ous   m arriage . Re s t
of h is tory w as  unre m ark able . H e r ge ne ral ph ys ical
e xam ination s h ow e d uppe r lim b le ngth  dis cre pancy
and local e xam ination  re ve ale d s w e lling ove r righ t
ante rior fore arm  w h ich  w as  s oft and com pre s s ible ,

Figure  1: Clinical e xam ination re ve als  s oft tis s ue  le s ion in righ t
ante brach ial re gion and an ill de fine d port w ine  s tain on righ t s ide

of ch e s t (Re produce d w ith  pe rm is s ion from  th e  patie nt).
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Cons e q ue ntly th is  patie nt follow up in plas tic s urge ry
de partm e nt w h e re  h e r e xcis ion and cove rage  of le s ion
done  and dis ch arge d une ve ntfully.

Figure  4:  MRV (A) s h ow ing varicos e  ve ins  in ante rior inte rm us cular
com partm e nt of fore arm  and STIR im age  (B) s h ow ing lobulate d

h ype rinte ns e  m as s .

Figure  2: Radiograph  of th e  fore arm  re ve als  lim b le ngth
dis cre pancy w ith  s oft tis s ue  and os s e ous  h ype rtroph y (A) and
m ultiple  ph le bolith s  in s oft tis s ue  lobulate d le s ion (arrow s  in B).

Figure  3: Contagious  axial T2W  (A) and T1W  (B) MRI im age s
s h ow ing T2 h ype rinte ns e  and T1 h ypointe ns e  m as s  diffus e ly

involving m us cle s , s ubcutane ous  tis s ue  and s k in.

Dis cus s ion

Klippe l-Trénaunay s yndrom e  is  a rare  conge nital
s yndrom e  of s oft tis s ue  ve nous  m alform ation. Its
com plications  include  ve nous  th rom boe m bolis m  h igh -
output h e art failure  gas trointe s tinal or ge nitourinary

h e m orrh age , if th e re  is  vis ce ral involve m e nt. If capillary
m alform ations  are  large  e nough , th e y m ay s e q ue s te r
plate le ts , pos s ibly le ading to th e  Kas abach -M e rritt
s yndrom e  (cons um ptive  coagulopath y)3

A Pros pe ctive  s tudy of 20 patie nts  w as  de s cribe d by
Kaddah  RO e t al 2011 w h o m e t th e  th re e  crite ria of
KT s yndrom e . CT s canogram  re ve ale d le g le ngth
dis cre pancy (LLD) in all patie nts . MRI and MRV re s ults

Figure  5: Pos t contras t im age s  w ith  h e te roge ne ous  e nh ance m e nt
of m as s  w ith  tortuous  bas ilic and m e dian ve in (arrow s ).
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re ve ale d diffe re nt varie tie s  of cave rnous  h ae m angiom a
and varicos e  ve ins , a form  of s urgical inte rve ntion
w as  re s orte d to in 12 patie nts .4

K h arat AT e t al in 2016 pre s e nte d a 6-ye ar-old ch ild
born out of noncons anguine ous  m arriage  pre s e nte d
to us  w ith  a h is tory of progre s s ive  e nlarge m e nt of
th e  righ t low e r lim b and port-w ine  s tain on th e  late ral
as pe ct of th e  th igh  s ince  birth . M agne tic re s onance
im aging (M RI) coronal im age s  re ve ale d diffus e
irre gular tortuous  ch anne ls  in th e  s ubcutane ous  plane
involving th e  e ntire  th igh .5

Re ddy OJ e t al in 2008 45-ye ar-old m ale  patie nt
w h os e  righ t uppe r lim b s h ow e d num e rous  s oft bluis h
nodule s  w ith  s upe rficial ulce rations  and varicos itie s
e xte nding onto righ t s h oulde r, righ t s ide  of ch e s t w all.
Th e re  w as  s oft tis s ue  h ype rtroph y affe cting th e
affe cte d lim b and th e re  is  diffe re nce  in diam e te r of 3
cm  be tw e e n both  arm s  at th e  le ve l of 5 cm  above
ole cranon proce s s .Th e  X-ray of affe cte d lim b s h ow s
m ultiple  ph le bolith s .6

Ak cali e t al in 2008 de s cribe d a cas e  of a 14-ye ar-
old young w om an w h o w as  a diagnos e d cas e  of KTS
w ith  as s ociate d m ultiple  port-w ine  s tain-type  vas cular
anom alie s  and varicos e  ve ins  involving th e  uppe r
lim b- com patible  to our cas e .7

MRI w ith  MRA/MRV are  e xtre m e ly h e lpful for th e
global e valuation of patie nts  w ith  K TS re garding
confirm ation of nature  of th e  s w e lling as  a vas cular
anom aly, as  w e ll as  de tails  about s upe rficial and de e p
ve nous  s ys te m s . Sk e le tal s urve y h e lps  in de te ction
of as s ociate d s k e le tal anom alie s  th at ne ce s s itate
corre ction.
Th e  propos e d radiology im aging protocol involve d
s canning by Sk e le tal s urve y, MRI, and MRA/MRV as
w e ll as  bas e line  abdom inal US for as s ociate d vis ce ral
involve m e nts .

Conclus ion

K TS re pre s e nts  a ch alle nging proble m  in both
diagnos is  and m anage m e nt. Ch aracte riz ation of th e
diffe re nt com pone nts  of th e  s yndrom e  is  th e  are a of
ch alle nge  m e t by th e  radiologis t. Th is  s tudy pre s e nts
an e xam ple  of a radiological protocol w h ich  m ay
prove  e xtre m e ly be ne ficial in th e  diagnos tic and s ur-
gical planning s trate gy.
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