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PROTEUS SYNDROME

Renu George, Mary Jacob

A case of proteus syndrome in a 20 year old male is reported. Hemihypertrophy,
asymmetric megalodactyly, linear epidermal naevus, naevus flammeus, angiokeratoma,
lymphangioma circumscriptum, thickening of the palms and soles, scoliosis and
varicose veins were present. There are only few reports of these cases in adults. The
syndrome has not been reported from India.
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ntroduction the hypertrophied side. His developmental
Proteus syndrome is a milestones were normal and scholastic

amartomatous disorder described by  performance good. He had no associated

iedemann et al 1983.1 Since then about  systemic symptoms except for bleeding
50 cases have been reported in World ~ per rectum. Mother and father had no

?“":j"hterature, only 4 being in adults.? The congenital anomalies. He had no siblings.

.| wpical clinical features include progressive Patient was thin built, height 160cm,
§ond asymmetric megalodactyly,  arm span 162cm. There was partial
{ hemihypertrophy, subcutaneous masses,  hemihypertrophy of the left half of the

localised cerebroid thickening of the palms  trunk, left upper and lower limbs (Fig.1).
nd soles and linear skin iesions. The

ccurrence is sporadic.? In this report we
¢Scribe a case of proteus syndrome in a
20 year adult male from Bihar. There are
no reports to the best of our knowledge of
asimilar case from India.

e Case Roport

A 20-year-old male, born full term

following a normal delivery to non-

{ consanguinous parents was noticed to

have asymmetric enlargement of the
fingers and toes at birth and large red
| patches on the trunk, upper limbs and the
" left lower limb. There was progressive
- { asymmetrical enlargement of the left half
‘”:‘_Gf the trunk, left lower limb and the
{ lingers and toes as he grew up. During
early childhood he developed raised linear
iesions on the upper and lower limbs on

] ._Ef'FOm the Department of Dermatology, Christain . .
- g-“Medioal College, Vellore - 632 004, India. Fig.1. Hypertrophy of the left lower limb and

enlarged 1st and 2nd t
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The difference in girth was | cm in the
arms, 2 cms in the thighs and 5 ¢ms in the
legs. There was asymmetric macrodactyly
affecting the hands and feet. The palms
and loles were grossly thickened with mild
cerebroid hyperplasia.

Naevus flammeus on the left lower limb.
Angiokeratoma are seen in the popliteal
fossa.

Fig.2.

The following lesions were also
present:

(1) There was a large naevus
flammeus invelving the whole of the upper
trunk and left upper and lower limb (Fig.2)
and proximal half of right upper limb. He
also had a naevus flammeus over the
rights soft palate.

(2) Linear epidermal naevi on the
left upper and lower limb.

(3) Angiokeratoma were present on
the left posterior axillary fold, penile and
scrotal skin and left popliteal fossae.
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(4) Lymphangioma cirumscﬁp( 4
the right cubital fossa.

There were varicose veing n
hypertrophizd left lower limb
scoliosis. There were no bony ex
There were no obvious defects in
Per rectal examination showed
haemorrhoids.

Biopsies taken from linear epidep
naevus and lymphangioma ci‘rcumscr'ip“%
were confirmatory. X-ray spine shg
scoliosis. Chest X-ray and Ult]‘aSOumq; ::
abdomen and pelvis were normal. ?‘

Comments

Patient presented with several of the
classical features of proteus syndrome 2t
The linear epidermal naevus, varicoss
veins were present only on the
hypertrophied side. Although the naewys |
flammeus was present on both sides of the {
trunk, the lesion was more prominentﬁn 1
the hypertrophied side. Lymphangiofﬁé{;_ i
circumscriptum was noted on the opposite |
upper limb. The palms and soles we‘{r.é'f:; ;-
grossly  thickened but cerebroid {
appearance was not striking. Palmarier {
plantar masses have been noted in 647% i
(22/34) of patients reviewed in one series
and have been described as fairly typical
of this syndrome.® Subcutaneous massese, {
a fairly common occurrence in patients
with proteus syndrome, were not seenin o
our patient.® Ultrasound of the abdomen
and pelvis also did not reveal any masses.
Pelvic lipomas has been reported in
patients with proteus syndrome.® There §
were no clinically evident exostoses inour |
patient. The common sites of exostoses §
are on the skull, fingers and toes. Amang 1
the unusual features noted were penile |
hypertorphy reported only in 1 earlier
case.? .
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As there are only few reports of
us syndrome in adults the long term
nosis is not known. Serious
lications evolve slowly depending on
‘location of tissue over growth.
ticular tumours have been reported in
ases, having developed at age 5 and 14
rs.” OQur patient had no evidence of
ignancy at the time of examination. A
se follow up of these patients is
essary because of the reported
fcurence of non-epithelial neoplasms and
so mechanical problems arising from
B sue overgrowth 8

As proteus syndrome has only been
cently recongnised it is possible that the
parent rarity of the syndrome from India
prohably because it has been reported
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under different names or grouped with
other conditions.
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