
Summary
Progressive facial hemiatrophy is a rare dysplastic

disease characterized by a slowly progressive atrophy of the
skin, subcutaneous tissue and the underlying cartilaginous
or bony structures. Overlapping cutaneous induration
makes often difficult clinical distinction between
progressive facial hemiatrophy and scleroderma “en coup de
sabre” raising for discussion their common origin.

First patient a 5 years old male presented a plaque of
atrophic subcutaneous tissue of the right cheek with no
cutaneous sclerosis. The underlying muscles and bony
structures were not involved. Neurological examination
was normal. Hematological, biochemical and immuno-
logical investigations were normal or negative. Radio-
graphy of the face and neurological imaging investigations
were normal.

Second patient a 14 years old female presented linear
cutaneous sclerosis scleroderma “en coup de sabre”-like
associated with atrophy of the subcutaneous tissue and
muscles on the left side of the forehead, face and neck.
Hematological, biochemical and immunological investi-
gations were normal or negative. Neurological examination
and imaging investigations of the head were normal.
Radiography of the face showed no bony anomalies.

Presence of cutaneous induration in progressive facial
hemiatrophy suggested that would be two clinical subtypes
of the disease: the former characterized by primary
cutaneous involvement similar to cutaneous sclerosis of
linear scleroderma “en coup de sabre” and the latter with
only subcutaneous involvement of the face. The origin of
progressive facial hemiatrophy and scleroderma “en coup de
sabre” are yet not clear but these may associate neurological
and ocular anomalies.

Conclusion: Progressive facial hemiatrophy and
scleroderma “en coup de sabre” would be two clinical form
of the same disease.
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Rezumat
Hemiatrofia facialã progresivã este o afecþiune

displazicã rarã caracterizatã prin atrofia facialã a pielii,
þesutului subcutanat, muºchilor, cartilajelor ºi oaselor
subiacente cu extindere lentã. Prezenþa uneori a induraþiei
cutanate face dificilã diferenþierea între hemiatrofia facialã
progresivã ºi sclerodermia liniarã „en coup de sabre”,
aducând în discuþie natura lor comunã.

Primul pacient în vârstã de 5 ani prezenta un placard
atrofic al þesutului subcutanat localizat pe obrazul drept
fãrã sclerozã cutanatã. Musculatura ºi oasele subiacente nu
erau afectate. Examenul clinic neurologic a fost normal.
Examinãrile hematologice, biochimice ºi imunologice au
fost normale sau negative. Radiografia feþei ºi investigaþiile
imagistice neurologice au fost normale. 

A doua pacientã în vârstã de 14 ani prezenta o
induraþie cutanatã de tip sclerodermie liniarã cu atrofie
subiacentã a þesutului subcutanat ºi muscular cu prinderea
frunþii, hemifeþei ºi gâtului pe partea stângã. Examinãrile
hematologice, biochimice ºi imunologice au fost normale
sau negative. Examenul neurologic ºi investigaþiile
imagistice neurologice au fost normale. Radiografia feþei nu
a evidenþiat modificãri osoase.

Discuþii: Prezenþa induraþiei cutanate în hemiatrofia
facialã progresivã a sugerat existenþa a douã subtipuri ale
bolii: unul cu afectare iniþial cutanatã sub forma induraþiei
întâlnite în sclerodermia liniarã „en coup de sabre”, ºi cel
de-al doilea cu afectare strict subcutanatã la nivelul
obrazului. Hemiatrofia facialã progresivã la fel ca ºi
sclerodermia liniarã „en coup de sabre” au etiopatogenie
neclarã putând fi asociate cu anomalii neurologice ºi
oculare.

Concluzie: Hemiatrofia facialã progresivã ºi sclero-
dermia liniarã „en coup de sabre” ar fi douã subtipuri ale
aceleiaºi afecþiuni.
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