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ABSTRACT

Progressive hemifacial atrophy (PHA) of the face was first described by Caleb Hillier Parry in 1825 and Moritz Heinrich
Romberg in 1846, hence the name Parry Romberg Syndrome was coined. It is a neurocutancous syndrome characterized
by progressive atrophy of the skin and tissues lying underneath like subcutancous fat, muscle and bone. It is more
common in females. Various etiologies have been proposed like autoimmune, hyperactivity of nervous system, infections
etc., but none can fully explain its pathogenesis. Here we report a case of Parry-Romberg syndrome in a 70-year-old
male which is the oldest case to present with this syndrome to the best of our knowledge.
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INTRODUCTION

Progressive hemifacial atrophy (PHA) of the face
was first described by Caleb Hillier Parry in 1825
and Moritz Heinrich Romberg in 1846, hence the
name Parry Romberg Syndrome was coined [1]. It is a
neurocutaneous syndrome characterized by progressive
atrophy of the skin and tissues lying underneath like
subcutaneous fat, muscle and bone. This disease is
characteristically limited to the dermatomal distribution
of Vth cranial nerve and occasionally involves one or
two divisions of the trigeminal nerve. PHA is more
common in females than in males and rarely shows
family history [2]. Some authors consider it to be an
autoimmune disorder and a variant of scleroderma
while others think it to be caused by hyperactivity of
the nervous system. An infectious cause of the disease
has also been proposed by some authors [3]. The
atfected individuals are morphologically normal at
birth and the atrophy usually occurs within the first
two decades of life. We report a unique case of Parry-
Romberg Syndrome presenting at 70 years of age with
Trigeminal Neuralgia.

CASE REPORT

A 70-year-old nonsmoker, nonalcoholic, nondiabetic
male presented to our tertiary academic center with
the complaint of progressive deformity of the left side
of the face with severe pain since 6 months. According
to the patient, he had severe pain on the left side of
the face for 15-20 days after which he started noticing
progressive band like thickening of the skin starting
from left angle of the mouth, progressing to involve
left nares, left cheek, left infraorbital region and
left temporal region in that order over a period of
20 days. This band gradually deepened and the patient
developed a depressed ulcer on the left vertex directed
longitudinally along the midline. Concomitantly, the
patient developed loss of hair over and around the
affected areas of the scalp, left eyebrow and mustache.

On examination, he was moderately built and
nourished, well oriented to time, place and person but
was in agony due to the continuous pain from the last six
months. Periorbital edema on the left side was present.
Mucocutaneous examination revealed a large depressed
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atrophic plaque limited to the ophthalmic and maxillary
division of the trigeminal nerve on the left side (Fig. 1).
Within the plaque, there was an ulcer arranged
longitudinally along the midline on the scalp measuring
4X9 cm with sharply defined regular margins. The floor
of the ulcer was clean looking (Fig. 2). A second similar
small oval shaped ulcer of size 0.6X0.5 cm was present
on the left side of the nose. Within the plaque, there was
a hypopigmented band with feathery margins extending
from the left upper lip and left nares coursing along the
left infraorbital and left temporal regions to meet the
ulcer at its left lower margin. Few linear telangiectasias
were present in the fibrotic band. This fibrotic band
has led to the lifting up of the left upper lip, exposing
the teeth and nibbling out of the left nasal ala. The
left eye was swollen and detailed eye examination
revealed vision reduced to the just perception of light.
Intraoral examination revealed no significant finding
as for the patient already had traumatic loss of teeth.
All routine investigations including CBC, RFTs,
LFTs, lipid profile, X-Ray Chest, ultrasound abdomen
were within normal limits. ANA and ssDNA were not
detected on serological examination. Histopathological
examination of the lesional skin revealed normal looking
stratified epithelium with dilated blood vessels, mild
perivascular lymphocytic infiltrate and thick collagen
bundles throughout the dermis (Fig. 3). Digital X-Ray
of the skull in anteroposterior and lateral views revealed
erosion of the parietal bone on the left side and multiple
small osteolytic areas but no bony pathology was seen
in the maxilla. Computed Tomography of the head
and neck revealed destruction of the soft tissue as well
as thinning of the parietal bone underneath the ulcer
(Fig. 4). The brain was normal. Silver staining ruled
out Borrelia burgdorferi infection. Based on the clinical
features and investigations, the patient was diagnosed
as a case of Parry-Romberg Syndrome with trigeminal
neuralgia. Symptomatic treatment was given to the
patient in the form of analgesics for the neuropathic
pain and aseptic dressing of the ulcer was done. The
pain did not improve with analgesics but showed an
immediate response to Carbamazepine. The patient
was planned for Dexamethasone-Methotrexate Pulse
therapy and plastic surgery intervention for the ulcer
but was lost to follow-up owing to his family problems
and financial constraints.

DISCUSSION

Parry-Romberg Syndrome is a rare entity presenting
as progressive hemifacial atrophy of the face usually
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Figure 1: Atrophic plague with feathery margins ending into an ulcer
on the left side of face and scalp.

Figure 2: The ulcer strictly limited to the left side of the scalp.

Figure 3: Normal epidermis, perivascular lymphocytic infilirate and
thick collagen bundles in the dermis. (H&E 10X).
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Figure 4: CT image showing resorption of soft tissue and underlying
left parietal bone.

manifesting within the first decade of life [4]. It is
more common in females. It can closely mimic en
coup de saber morphea which can present in a similar
manner, is also more common in females but usually
manifests in the second to third decade of life. More
strict definition of the syndrome includes contralateral
jacksonian epilepsy, trigeminal neuralgia, and changes
in eyes and hair [5]. Other features can be in the form of
eye involvement in 10-35% of the cases [6] presenting
as enophthalmos, uveitis, ciliary body hypotrophy
and phacodonesis [4]. Besides trigeminal neuralgia,
there may be other neurological complications like
facial paresthesias, severe headache [7]. In our case,
the patient presented at 70 years of age. The clinical
features and histopathology were consistent with some
fibrosing disorder of the skin and underlying tissues
making morphea and PHA as likely differentials.
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The absence of ssDNA and ANA on serology ruled
out morphea. Hence a diagnosis of Parry-Romberg
Syndrome was made. Although theory supports the
early manifestation of this syndrome (within the first
decade) but various cases have been reported with
late onset.

The case 1s being reported because of its rarity and late
onset at 70 years of age which hasn’t been reported
carlier to the best of our knowledge.
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