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Abstract

Parry-Romberg syndrome (PRS) is an uncommon slowly progressing degenerative disease of unknown aetiology,
characterized by unilateral atrophic changes on affected part of face involving the skin, fatty tissue, muscles, bone and connective
tissue. PRS is a syndrome with diverse complication and associated most common are trigeminal neuralgia, facial paraesthesia,
severe headache and epilepsy. Treatment of PRS is a multi-disciplinary approach of various specialities. This article represents
such rare cases of PRS in 16 years and 14 years old patients with review of literature.
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Introduction

Parry-Romberg syndrome (PRS) also known as
progressive hemifacial atrophy is a rare slowly
progressing degenerative condition characterized by
unilateral atrophy of the face affecting the skin, muscles,
connective tissue and bone.() In 1825 the Caleb Hillier
Parry was the first person to describe it and later Moritz
Henirich Romberg described it as a syndrome in 1846 by
naming it Prophoneurosis.®% Later in 1871 Eulenberg
termed it 'progressive facial hemi atrophy'.®? It is an
acquired condition of unknown aetiology, but immune
mediated processes is primarily considered. According
to Waternberg hyperactivity of sympathetic nervous
system, due to disturbed central regulation leads to
trophism of underlying fat and subcutaneous tissue.
Other possible factors include viral infections, trauma,
hormonal disturbances, heredity and autoimmunity.®4
Females are more predilection compared to male at a
ratio 3:2 and more predilection towards affecting the left
side of the face.® 50% PRS cases are usually associated
with neurological complications such as facial
paresthesia, severe headache, trigeminal neuralgia and
contralateral epilepsy and 10-35% of cases associated
with ocular complication such as Horner’s syndrome.®
Oral manifestations include atrophy of the lip and
tongue, decreased height of the body and ramus of
mandible, delayed tooth eruption and malformed tooth.®
Here we report such 2 rare cases of PRS in male patients
with oral and neurological problems.

Caser Report 1

A 16 year old male patient visited to the department
of oral medicine and radiology with a chief complains of
progressive deformity on left side of the face since 4
years. No relevant history regarding medical and trauma
was obtained. On physical examination a facial
asymmetry with marked hypoplasia on left side of the
face with patches of hyperpigmentation on affected skin
was noted and in addition ear on left side was slightly

smaller than that of right side. (Fig. 1) On intraoral
examination, missing 46 and buccally erupted 43 was
noted. The occlusion was disturbed and posterior open
bite was noted on right side. (Fig. 2) Radio graphically,
on panoramic radiography the mandible showed
decreased vertical height of ramus and body along with
the loss of gonial angle prominence on the left side. (Fig.
3) Posterio-anterior (PA) view and on 3D-CT view
showed hypoplasia of mandible, maxilla and mid facial
bones on left side. (Fig. 4a and 4b) Based on the history,
clinical examination and radiographical findings, the
diagnosis of progressive hemifacial atrophy was made.
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Fig. 2: malocclusion and posterior openbite on right
side
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Fig. 3: Orthopantogram revealed decreased vertical
height of ramus and body along with the loss of
gonial angle prominence on the left side
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Fig. 4: PA view (a) and 3D CT view (b) revealed
hypoplasia of mandible, maxilla and mid facial
bones on left side

Caser Report 2

Similar features were noted on right side of the face
in a 14 year old boy reported to the department of oral
medicine and radiology with a chief complains of
progressive deformity of the face since 4 years. Medical
history revealed history of epilepsy since childhood and
No relevant history regarding trauma. On clinical
examination a linear dark scar (coup de sabre) was noted
on right side of the fore head (Fig. 5) Radiographically,
on 3D CT view showed hypoplasia of mandible, maxilla
and mid facial bones on right side. (Fig. 6) Based on the
history, clinical and radiographical findings, the
diagnosis of progressive hemifacial atrophy was made.

At present both the patient’s are being periodically
reviewed until atrophic manifestations stops and specific
interventions could be accomplished.

Fig. 5: (a) Asymmtry on right side of the‘face, (b)
Big linear scar known as “coup de sabre”

Fig. 5: 3D CT view showed hypoplasia of mandible,
maxilla and mid facial bones on right side

Discussion

Parry-Romberg syndrome (PRS) is a rare and slowly
progressing degenerative disease, of unknown cause
characterized by unilateral atrophy of the facial tissues
involving the skin, subcutaneous fatty tissue, muscles,
connective tissue and bone.® It has a prevalence rate of
1 in 70,000 population and occurs mostly in first and
second decades of life with female predominance
affecting usually on left side of the face.®% The present
cases we report here are male patients and in case 1
affecting on left side where as in case 2 on right side.

The exact aetiology is unknown and remains unclear
for this condition, and numerous theories has been
proposed by various authors such as autoimmunity,
hereditary, trauma, endocrine abnormalities, trigeminal
neuritis, sympathetic malfunctions, connective tissue
disorders and viral infections.®” Cerebral disturbance
on fat metabolism was one of the proposed primary
cause for this syndrome.() But none of the theories
withstands thorough investigations and exact aetiology
remains unresolved.

More than an aesthetic concern, this condition
brings several functional and psychological problems,
when loses symmetrical face and its identity. The
extension of atrophy is frequently limited to on one side
of the face mostly affecting on left side, and the
ipsilateral involvement of body is rare.®) In the cases
presented here; there was involvement of only one side
of the face such as case left side and case 2 right side.

On clinical examination, the skin could be dry and
hyperpigmented, which is seen in the present cases. In
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some patients a demarcation line between normal and
abnormal skin, reminding a big linear scar known as
“coup de sabre” can be seen,*” as in our case 2.
Enopthalmy is a common ocular manifestation, where
there is loss of fat around orbit, but the eye functions
normally and the ear on the affected side appears smaller
due to atrophy than the normal side® as was observed in
the present cases. Rare representation of neurological
problems such as trigeminal neuralgia, epilepsy, facial
paraesthesia, and severe headache can be noted.®
Epilepsy was noted in case 2. Orofacial structures
deviation can be noted on the affected side mouth, nose,
lips, and tongue. The present cases showed clearly those
features of facial asymmetry i.e. except the tongue
atrophy, mouth, nose and lips were deviated to affected
side.®48)

Radiographically, on affected side occlusal
discrepancy such as unilateral posterior crossbhite and
posterior open bite, jaw hypoplasia, delayed tooth
eruption, incomplete root formations were noted.®1%
Intraoral soft tissues and masticatory muscles is also
involved but the normal function like speech, deglutition
are not disturbed.*® The present cases showed
posterior open bite and jaw hypoplasia on radiographic
findings.

Differential diagnoses included were Bell’s palsy,
unilateral ankylosis, hemifacial hypertrophy, hemifacial
microsomia (1%t and 2" branchial arch syndrome) and its
variants such as Goldenhar syndrome, but these are non-
progressive diseases. Barraquer Simon syndrome
(lipodystrophy), it represents bilaterally with adipose
tissue involvement.®

Treatment for PRS is a multidisciplinary approach
by physicians, surgeons, dentists, psychologists and
phonoaudiologists and main goal of therapy is to restore
the contour and symmetry of the face. Reposition of the
adipose tissue and bone that was lost because of atrophy
is the mainstay of the treatment.®) The treatment is
usually done are: microvascular surgery, orthognathic
surgeries, fat cell injections (lipoinjections),
autogenously cartilage, muscle, skin and fat grafts,
silicon injections and prostheses, bovine collagen,
inorganic implants and recently cell fat mixed with
platelet gel are some alternatives to aesthetic correction
of the atrophy.112

Conclusion

The reported cases document the classical features
of this rare syndrome, contributing towards the
understanding of this rare entity in the management. But
till now there was no specific standard guidelines to be
followed for treating this rare condition. So a valid
treatment protocol needs to be developed in order to
establish the best treatment approach with good
prognosis.
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