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ABSTRACT: We are reporting 18 year old female patient presented with facial asymmetry of right
side of face with thinning of skin on right side of face. Patient also had multiple hyperpigmentation
patches on right side of trunk and neck with right sided tongue atrophy. Radiological findings showed
minimal right sided frontal lobe atrophy of brain. All these findings were suggestive of parry
Romberg’s syndrome. We hereby are presenting a case of Parry-Romberg syndrome with classical
features along with radiological and histopathological findings.

INTRODUCTION: Parry-Romberg syndrome (PRS) also known as “progressive facial hemiatrophy” is
characterized by a progressive but self-limited atrophy of the skin and subcutaneous tissue on one
side of the face.[12] PRS was first reported by Parry and then described as a syndrome by Romberg.[34]
There is a progressive wasting of subcutaneous fat, sometimes accompanied by the atrophy of skin,
muscle, cartilage, bone, and muscle.[!

It overlaps with a condition known as linear scleroderma “en coup de sabre”.l¢] In most of the
cases atrophy is usually confined to one side of the face and cranium; however it may occasionally
spread to the neck and one side of the body.[”8] The onset is insidious and the condition usually
manifests in the first or the second decade of life with skin changes resembling scleroderma.l It is
usually accompanied by neurological complications like trigeminal neuralgia, migraine, seizures and
changes in the eyes and hair.[11.13]

Partial seizures have been found to be most common neurological complication.['] The
aetiology of this condition is unclear.l1611] Many theories have been postulated to explain this rare
disease like autoimmunity, trigeminal theory etc.[2] Hemifacial atrophy occurs sporadically and some
familial distribution has been found.[!8] The disease is common in females and the male to female
ratio is 3:2.51 Ocular involvement is common and the most frequent manifestation is
enophthalmos.[*3] In this case report we present a case of a Parry-Romberg syndrome.

CASE DESCRIPTION AND RESULTS: An 18 year old female patient reported to the Department of
Dermatology Venereology and Leprosy, Mahatma Gandhi Hospital, Jaipur, Rajasthan, with the
complaint of facial asymmetry of right side of face with thinning of skin on right side of face and
multiple hyperpigmentation patches on right side of neck and trunk. There were no associated
symptoms. The patient’s medical and family history was noncontributory. Skin examination showed
facial asymmetry of right side (Figure 1).

The right eye was depressed in the socket (enophthalmos along with scanty lower eyelashes
(Figure 2). There was a deviation in angle of mouth to the affected side. Pigmentation was noticed on
the right side of the neck and trunk area (Figure 3). The upper left border of the right side lips
showed atrophy. The intraoral examination revealed the atrophy of tongue on the right side and
angular cheilitis on the same side (Figure 4).
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Routine blood investigations were carried out which revealed all values within normal limits.
X ray skull was normal (Figure 5). In MRI there was slight atrophy of the right frontal lobe of brain
with no other changes (Figure 6). Biopsy from the hyper pigmented lesion on the trunk showed
sparse superficial and deep perivascular lymphocytic infiltrate with flattening of epidermal rete
pattern.

Reticular dermal collagen was thinned at places and arranged parallel to the surface
epidermis. The sweat units were present in mid reticular dermis. These findings were consistent with
scleroderma (Figure 7). Based on the clinical features, histopathological and radiological findings a
diagnosis of Parry- Romberg syndrome was made.

Fig. 1: Right sided facial hemiatrophy

Fig. 2: Right side denapthalmos along
and facial asymmetry

with scanty lower eyelashes

Fig. 3: Hyper pigmented brown colored patches
on right side of neck and trunk area
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Fig. 4: Right sided tongue Fig. 5: Normal x ray skull
atrophy along with deviation of

tongue towards the affected side

Fig. 6: MRI of brain showing slight Fig. 7: Biopsy image showing
atrophy of left frontal lobe findings of scleroderma

DISCUSSION: Parry Romberg syndrome is an uncommon degenerative and poorly understood
condition.[11] It is characterized by a slow and progressive unilateral atrophy of the facial tissues,
including muscles, bones and skin.[!516] More than an aesthetic concern, this disease brings several
functional and psychological problems due to asymmetry of the face.[4

The condition is more often found in female population and has predilection for the left side
of the face.[’l Our case was a female girl presented with right sided facial hemiatrophy. The
prevalence rate is estimated to be at least 1 per 700.000 in the general population [¢l. In our case,
there was involvement of right side of the face, neck and trunk. The most important features of this
disease are enophthalmos, the deviation of mouth and nose to the affected side, and lips
involvement,[1”] which were also found in our case.

Clinically, the skin can be dry and hyper pigmented,['4l which is also seen in presented case.
Some patients present with demarcation line between normal and abnormal skin, known as “coup de
sabre” (French term which means “cut of the sword”)[614] which was not seen in our case. Our patient
also presented with atrophy of the tongue on right side in consistent with the findings mentioned by
Da Silva- Pinheiro TP et al.[14]
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The treatment is usually based on reposition of adipose tissue that was lost due to atrophy.
Autogenous fat grafts, cartilage grafts, silicone injections and prostheses, bovine collagen and
inorganic implants are some alternatives to aesthetic correction of the atrophy.l'8l Panfacial
volumisation with autologous fat is an excellent tool for replacing volume and restoring contour to
the aging face.[19]

Our patient was suggested treatment using alloplastic implants to improve the facial
appearance, but could not make up due to financial and logistical reasons. We have kept the patient
on 30 mg prednisolone with weekly 7.5 mg methotrexate to stop the progression of disease along
with local vitamin E oil application on the hyper pigmented region.
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