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A CASE OF THE KLlPPEL-TRENAUNA Y-PARKES WEBER SYNDROME 

Riitta Palatsi 
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Abstracr. An extremc case or Klippel-Trenaunay-Parkes 
Weber syndrome is presented. The paticm had extensi,e 
cutancous nncvus involving thc left sidc of the body and 
consisting of naevus rlammeus, hemangioma cavcrnosum, 
and naevus �crrucosus. The leh cxtremities "ere longer and 
therc \\ere multiple artcriovenous connections betwccn a and 
v subclavia and a and v radialis. Secondary symptoms werc 
sciatica. varicosity and osteoporosis. 

Kev worcl.,: K lippcl-Trenaunay disease; Angiomatosis: Artc• 
riovcnous malformntions 

The principal symptoms or the Klippel-Trenaunay 

syndrome are angiomatous tissue changes, enJarge­

ment of limbs, hypertrophy of soft tissues, and 

varicosity (3, 4, 6, 11 ). 

Angiomatosis may occur in the form of a naevus 

flammeus, cavernous hemangioma or lymphangioma. 

The anomalies are unilateral, though some bilateral 

lesions have also been rcported (8). 

In 1907, Parkes Weber reported an arteriovenous 

anastamosis in a hypertrophic limb (9). Later ob­
servations have shown tho.t thc varicosity commonly 
associated with this condition is caused by agenesis 

of the deep veins or by congenital arterivenous anas­

tamosis (I). 

The exact mechanism of the bonc and sort tissue 

hypertrophy is still obscurc. Many investigators see 

thc increasc in the blood supply or thc increascd 

blood oxygen saturation caused by arteriovenous 

fistulae as an explanation ror this enlargcment ( 12, 

13). Howevcr, in thc majority or the cases no anas­

tamoses or varicosities are to be found (10). 

Lcngthening or thc cxtremities is usually associated 

with soft tissue hypertrophy, but sometimes also with 

atrophy (14). Secondary symptoms may be vertebral 

scoliosis, ischias, stasis dermatitis, ederna and throm­

bosis (11). 

Cases of familial transmission are reported by 
some investigators (5, 7). The mode of inheritance 

is still unknown, but it seems likely to be of the in-

complete dominant type. lnvolvcment of a genetic 

factor is a possibility, when one considers thc numer­

ous naevoid tissue formations associated with this 

syndrome. 

Angiomatosis may be located in any organ. The 

roentgenographic fcatures of thc syndromc are thor­

oughly described by Calenoff et al. (2). 
The following case is prcsented as a lypical ex­

ample or this syndrome with its numcrous sym;,toms. 

CASE REPORT 

The patient was a 47-year-old unmarricd lumbcrman from 
Northern Finland. Al birth he bad extensive cutaneous 
naevus involving tbe lert side or lhe bod) from thc shouldcr 
10 the ankle. The skin lesions persisted and al puberty be­
camc enlarged on lhc chest. The lert extremities grew more 
rapidly than the right. and rcmained longer. Muscular 
strcngth was weaker on the left side and there \\ere dilated 
vcins along thc lert arm. Vertcbral scoliosis and sciatica on 
1he right side graduall) becnmc evident. The patient was 
exempted from miliiary service, bul was in continuous em­
ployment n:, a lumt>t:rman. 

C/inical fin,lin!(s: 

The patient had extensive unilateral nacvus, dark brown in 
colour, involving 1he lcrt side of lhe body (Figs. I, 2). and 
forming longitudinal streaks on thc lert extremities. 0n the 
lefl side of thc chest it formed an claborate pa11ern, with 
cavcrnous hcmangioma, capillary hemangioma and papillo­
ma1osis. and ,·errucosis continuing 10 thc back as trans,ersal 
strcaks. 0ne cavernous hemangioma was also found on thc 
left ankle. 0n the palmar skin of lbe ldt hand the colour of 
thc striated hyperkerato1ic naevus faded towards the lhumb 
and forefingcr. There was varicosity on the teft arm. A shunt 
sound was hcard along lhc arteria subclavia and arteria 
radialis. Blood pressure in the right arm was 190/100 mm Hg. 
Arteriography revealcd multiple arteriovenous connections 
bctween a and v subclavia and a and v radialis (Fig. 3). 

Cardiac catheterization was pcrformed. The relation or the 
pulmonal) circulation 10 the systemic circulation was I. 3:1 
and the volume or thc shunt flow 2.1 I/min. The pressure 
mcasured in the righl ventriclc was 42/7 mmHg and in lhe 
right atrium, 6 mmHg. The wcdge prcssures. "pulmonary 
capillary prcssures", wcre 18 and 12 mmHg. The oxygcn 
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concentralions showed a rclatively largc shunt from the lcft 

side to the righc side abo,c che atrium. The left extremities 

"ere longer and there was muscle and bone acroph) on the 

same side. The left thigh was 2 cm less in circumfcrcnce than 

thc rigbt onc, and lhe lefl leg correspondingly I cm less. The 

patient had compensatory vertebral scoliosis and discus 

degeneration (L 111-IV) "ith sciatic S}ndrome on ,hc right 

side. 
Bone rocntgenography revealed changes on thc left side. 

The skeletal structures werc normal e>.cept ror thc discus 

degeneration. The left clavicle and scapula and the bones 

of the leh uppcr extremit} showed osteo-porosis and diffuse 

radiolucent areas. The left hip near thc ucetabulum had cystic 

radiolucencics and sclerocic bone islets. Similar islets were 

also found in the tibia and fcmur. 

Laboratory fi,u/ing, 

Hb, Hcr, MCHC, Leucocytes, ALAT. ASAT, bilirubin, 

AIL phosph., blood sugar. creatininc, calcium, cholesterol 

were normal. 

ECG sho\\ed partial RBBB. 

Skin specimcns were taken from thc papillomatous naevus 

or the chest and from the vcrrucous lcsion 011 the left shoulder. 

llistologic diagnoses werc papilloma fibroepithelialis and 

nacvus verrucosus. 
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Fig. I. The Klippel Trenaunay- Parkcs Weber 

syndromc. Ex1ensive nae, us unius lateris "ith 

papillomatous and ,errucous structures. On 

the chcst there arc C(tvernous hcmangiomas 

and naevus flammeus areas. Thcre is vcnous 

dilatation of the right arm. 

No trcatment was attemptcd for the vascular and naevoid 

tissue anomalies. 
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Fig. 2. Transversal naevoid streaks on the left 

back. 

Fig. 3. Arteriography: The subcJavial artery 

is dilated and there are aneriovenous com• 

municalions between the subclavial artery and 

vein and between the radial artery and vein. 
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