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The Author Reply: A Truly Unusual Vascular
Overgrowth Syndrome
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To the Editor Dr. Alomari gave us some valuable com-
ments on the diagnosis of our patient recently reported (1).
First, Dr. Alomari pointed out that the term “Klippel-
Trénaunay-Weber syndrome (KTWS)” is inaccurate.
Klippel-Trénaunay syndrome (KTS) is the eponym applied
to a condition of capillary-venous malformation associated
with altered limb bulk and/or length. Cases of the condition
were first reviewed by Klippel and Trénaunay in 1900 (2),
who noted the combination of capillary nevus, varicosities,
and hypertrophy of tissues and bones of the affected limb.
The association of these findings with arteriovenous fistulae
was described in 1907 by Parkes Weber (3), and therefore,
the additional name “Weber” is sometimes added to describe
those individuals who also have clinically significant arte-
riovenous malformations (AVMs) as a component of their
KTS (KTWS). Certainly, KTS and Parkes Weber syndrome
(PWS) are, strictly speaking, distinct disorders with different

pathogenesis. Because our patient clearly presented with
subcutaneous AVMs, we agree that our patient does not be-
long to KTS. Hence, we should have used “PWS”, not
KTWS, in this case report.
However, even if an appropriate diagnosis of our patient
would be PWS, his clinical picture was also atypical due to
the presence of porthepatic venous shunts and no limb-
hypertrophy. We believe that the intrahepatic shunts should
be a part of his systemic capillary-artery-venous vascular
malformations since those were multiple and complex, re-
gardless of the lack of severe liver cirrhosis. The diagnosis
of Cobb syndrome or congenital lipomatous overgrowth,
vascular malformations, and epidermal nevi (CLOVE) syn-
drome may be unlikely in our patient due to the lack of
scoliosis, skeletal abnormalities, and spinal involvement as
Dr. Alomari described.
Overgrowth syndromes with vascular malformations are
clinically and etiologically quite heterogeneous and incom-
pletely defined. While we clinically reported our patient as
“an unusual case of KTWS (PWS)” (1), it remains unknown
whether or not the diagnosis we made is proper. A careful
follow-up and further analysis of our patient is needed to
answer this question.
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