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ParkesWeber Syndrome and Spinal Arteriovenous
Malformations

We read with great interest the article written by Alomari et

al,1 and agree with the authors that Klippel-Trenaunay

syndrome is not associated with spinal cord AVM. However, in

their discussion, in relationship to spinal cord AVM with Parkes

Weber syndrome, they comment briefly that “Spinal AVM has

not been reported to be a feature of Parkes Weber syndrome.”1

Here, we demonstrate a case of Parkes Weber syndrome har-

boring a concomitant spinal AVM and raise the argument that

spinal AVM may be a feature of Parkes Weber syndrome. A baby

girl was born with multiple skin capillary malformations on her

right buttock, thigh, shin, and left axilla, as well as overgrowth of

the affected right leg. A picture of the lower extremities at age 2

years and 11 months shows the capillary malformations and the

overgrowth of the right leg (Fig 1). Results on sonography exam-

ination of her right buttock were suggestive of an arteriovenous

shunt, which was confirmed by angiography (Fig 2). An angio-

gram of the right common iliac artery demonstrated microarter-

iovenous fistulas with an early draining vein in the gluteal area

(Fig 2, arrow). Screening MR imaging of the spine at birth dem-

onstrated spinal AVM, which was later confirmed by angiography

(Fig 3).

We support the association of spinal AVM with Parkes Weber

syndrome for the following reasons:

1) Parkes Weber syndrome and spinal AVM are 2 rare condi-

tions; therefore, it is extremely unlikely that these conditions may

coexist by chance.

2) Many older studies erroneously interpret Parkes Weber

syndrome as a variant of Klippel-Trenaunay syndrome, under the

name “Klippel-Trenaunay-Weber syndrome.” For example, the

“prototype” article by Djindjian et al, cited by Alomari et al, de-

scribed 5 cases of Klippel-Trenaunay-Weber syndrome.2 Of these

5 cases, 4 actually harbored an arteriovenous fistula in the affected

limb, highly suggestive of the diagnosis of Parkes Weber syn-

drome. Many other reports can be found with the same

misunderstanding.

3) Both Parkes Weber syndrome and spinal AVM are associ-

ated with a RASA1 gene mutation.3,4

Therefore, although we do not have solid evidence, we hypoth-

esize and propose an association between Parkes Weber syn-

drome and spinal AVM.
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FIG 1. A picture of the lower extremities in a young girl at age 2 years
and 11 months shows patchy and multiple capillary malformations on
the right thigh and shin. She also had the same capillarymalformations
on the right buttock and left axilla (not shown). Note the overgrowth
of the affected right leg.

FIG 2. Angiogram of the right common iliac artery in the anteropos-
terior view in our young patient at age 2 years and 11 months demon-
strates multiple microarteriovenous fistulas in the buttock area sup-
plied by the superior and inferior gluteal arteries. Note the early
draining vein (arrow).
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FIG 3. Spinal angiogram performed in our patient at age 2 years and
11months. Right L2 lumbar artery injection in the anteroposterior view
shows spinal cord AVM supplied from the radiculospinal artery. Not
shown are the indirect supplies from the right L3 and left L2 radicu-
lospinal arteries.
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