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-

Background: Parry Romberg syndrome (PRS) or progressive hemifacial atrophy is a rare entity uncommon,
degenerative, poorly understood with unknown etiology, but possible factors that are involved in the pathogenesis in this
disorder, like trophic malfunction of sympathetic system, disturbance of fat metabolism, trauma, viral infections, heredity,
endocrine disturbances and auto-immunity. PRS is seen most generally unilateral, in facial tissues including muscles,
bones and skin. This alteration is characterized by the “coup de sabre”; this is clear line of demarcation between the
normal and abnormal structures, results in psychological disturbance and communication defects like speech defects,
and also dental malformations. It needs multi-disciplinary approach including physician, dentist and psychiatric. The
objective of this work is to report a rare case of PRS, concerning a young female patient, with persistence of moderate
periodontal destruction with severe gingival inflammation. Extensive investigations and a multi-disciplinary approach are
necessary for successful management of the case.
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@nifacial atrophy.

INTRODUCTION

typically involving the lower face, without
significant epidermal change. Deeper involvement
of bone, teeth, tongue, and gingiva may also be
present. Histopathological evidence of epidermal
atrophy and dermal fibrosis is akin to scleroderma.
Imaging studies like cranial computed tomography
(CT) and magnetic resonance images (MRI) show
numerous neurological and vascular lesions.["!
There are no published trials of the treatment,
however, after stabilization of PRS, the restorative
plastic surgery which includes fat or silicone
implants, flap/pedicle grafts or bone implants can

Parry Romberg syndrome is a degenerative
condition characterized by a slow progressive
unilateral atrophy of facial tissues including
subcutaneous fat, muscles, bone and skin.[*%1 This
syndrome seems to have higher incidence on
Women." It affects individuals who are
morphologically normal at birth, Onset is usually in
the first or second decade of life. More than an
esthetic illness, it brings functinnal and
psychological problems like trigeminal neuralgia,

migraine, seizures, ocular problem and epilepsy.34
The incidence and cause of this alteration Is
unknown. Some of the proposed etiologies include
heredity, auto-immune disorders, trauma, hypo- or
hyperactivity of the sympathetic nervous system,
disorders of the trigeminal nerve and infectious
diseases and cerebral disturbance on fat metabolism
heredity are believed to be associated to the
pathogenesis of the disease. >

Diagnosis is based on history and clinical features.
The presence of unilateral idiopathic facial atrophy,
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be used.*10

CASE REPORT

In April 2016, a 24 -years- old female patient
reported to the department of peridontics of, dental
faculty of Rabat, with cheif complaint of severe
gingival inflammation persistent, which showed
minimal response to non-surgical and surgical
periodontal treatment made in 2015 in private
dental clinic. The medical history of the patient
revealed that she is followed in department of
dermatology of Ibn Sina Hospital, since 2014 for
parry romberg syndrom(PRS). In addition, she was
taking prednisone 50 mg/day and methotrexate
MTX 15mg, 1 injection /week since 2015.

The extraoral examination, showed gross facial
asymmetry with marked hypoplasia, incompetency
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of lips and obliteration of nasolabial fold were seen
on the right side. It was caracterized by the
presence of linear demarcation” en coup de sabre”
[Figure 1, 2]

Figure 3: An intra-oral image showing severe gingival
inflammation and asymetry of the tongue

Orthopantamogram showed prominent antegonial
notch on the right side with decreased ramus height
and a moderate bone loss especially in the same
side [Figure 4]

Figure 1: Extra-oral image showing facial asymetry of
the right side with deviation of the nose.

Figure 4: Orthopantamogram photograph showing
moderate bone loss

Based on clinical evaluation and radiographic
features, a diagnosis of moderate chronic
periodontitis was made. Periodontal therapy
comprising mechanical and chemical removal of
plaque and calculus, as well as patient instructions
on oral hygiene maintenance was initiated, along
with antibiotic prophylaxis (amoxicilline 2 g/ 1
hour before debridment).

Two months later, the patient was re-evaluated and
a regression of gingival inflammation was observed
[Figure 5]. This reason allowed to refer the patient
to orthodontic department for correction of dental
malpositions, with periodic visits. Unfortunally, the
Figure 2: A linear scar (coup de sabre) in mandibular patient declined the treatment for financial
mentum region difficulties.

Intraoral examination revealed poor oral hygiene;
plaque index (PI) was 2.9, important swelling and
bleeding of the gums, with gigival index (GI) of 2.7
especially in the right side.

It was observed also gingival recessions with
attachment loss of 2 to 3 mm. It shows also dental
malocclusions, and an unilateral atrophy of tongue
[Figure 3]

Figure 5: Regression of gingival inflammation after 2
months.
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Figure 6: Stabilit of hemifacial atrophy after 18
months of medical treatment

DISCUSSION

Parry Romberg syndrom is rare pathology. It was
first described by Parry (1825) and then Romberg
(1846) and known as a trophoneurosis facialis.[*!
The term “progressive hemifacial atrophy” was
coined by Eulenberg in 1871 to describe a
condition characterized by unilateral atrophy of
facial structures.® this desorder can affect skin-soft
tissue, muscles and bones, which were present in
our case.*? More strict definitions of the syndrome
include  contralateral  jacksonian  epilepsy,
trigeminal neuralgia, and changes in the eyes and
hair.lYl This rare entity is more commonly seen in
women with a ratio of 3:2.1% |t affects the left side
of the face though the present case showed
involvement of the right side. The extension of the
atrophy is frequently limited to one side of the face,
and ipsilatral facial involvement is rare (10-20% of
cases were reported bilaterally).[*Y] The incidence is
not well-established, the average onset of disease is
around 10 years of age. However, onset can be
found as late as 40-50 years for some patients. Our
patient was diagnosed at the age of a 22.

The exact etiology of hemifacial atrophy is
unknown and not clear, although the primary cause
appears to be a cerebral disturbance of fat
metabolism lesion. Viral infections, endocrine
disturbances,  trauma,  auto-immunity, and
hereditary causes have also been suggested.
Isolated cases have been observed with positive
serology for Lyme disease.®!

The clinical features are unilateral atrophy of the
skin, subcutaneous fat and in some cases muscle
and bone, resulting in facial asymmetry. Skin is
tensed or fibrosed with loss or gain of pigmentation
can be observed. Hair defects when present,
manifests as focal baldness and facial hair loss.
PRS can often affect eyes, ophthalmic involvement
occurs in 10% to 35% of cases, with frequently
reported progressive enophthalmos due to loss of
periorbital fat.['Y] Our case showed a clear line of

demarcation in the right side with no orbital
changes.

Few oral findings have been reported in the
literature.™] Teeth abnormalities and involvement
of the mandible and masticatory muscles is
frequently seen in patients with PHA. The oral
mucosa and tongue can be affected, as also are jaws
and salivary glands. There is deviation of the
mouth and nose toward the affected side. There
may be also deviation and an unilateral reduction in
tongue size on the affected side (as seen in the
present case). In cases with dental involvement
infection is frequent. Pain due to masticatory
muscle spasm, temporomandibular joint pain and
locking of the jaw has also been reported. Osseous
defects are usually seen when the atrophy appears
before 15 years of age. Fronto-maxillary defects are
seen in before-5-year onsets; mandibular defects in
5-15 year onsets while later onsets (>15 years)
have almost exclusively soft tissue changes. Jaws
are smaller unilaterally in all dimensions, resulting
in a midline shift towards the affected side, along
with delay in mandibular angle development.[:4l
Concerning periodontal tissus, none of the reports
published in the literature reported the association
between PRS and periodontal disease, except
Taylor in 2017, who described the case of a female
patient with severe periodontitis resistant to
treatment.[*4

Diagnosis of PRS is based on patient history and
clinical examination if the patient is having facial
asymmetry (physical signs). It can be supported by
imaging studies like MRI and CT scan if the patient
is having neurological symptoms.[4

Parry Romberg Syndrome is self-limiting
pathology and has no definite cure, wich can be a
challenge for physician. However, in the active
stage of the disease various treatments have been
proposed to stop the progression of the disorder.
This includes administration of oral steroids, D-
penicillamine, methotrexate, cyclophosphamide,
interferons,  antimalarials, cyclosporine and
azathioprine.!

Currenlty, Methotrexate (MTX), in its oral or
injectable form, is the best choice of treatment for
active disease. MTX dosing is not standardized and
ranges from 0.3-1 milligrams/ kilogram/week
(mg/kg/wk) to a maximum dose of 25 mg weekly.
It is often combined with oral prednisone,1
mg/kg/day, over the first three months due to the
fact that the methotrexate has a delayed effect on
inflammation and fibrosis. The goal with this
approach is to gain the anti-inflammatory effects of
corticosteroids without the large side-effects.[®1516]
After stabilisation of pathology process, various
surgical treatments can be proposed to correct the
appearance and function of involved facial
structures, as fat grafting, lipoinjection and other
soft tissue fillers. For more severe atrophy, a
combined approach of skeletal and soft tissue
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10.

11.

augmentation is often recommended, preferably,

during the craniofacial growth period by
stimulating those growth centres that are not
directly involved in the wasting process with
functional orthodontic appliance therapy in an
attempt to maintain mandibular symmetry. The
goal of those treatments is to create a better
cosmetic outcome, to minimize psychosocial
effects and to increase satisfaction and self-
confidence of the patient.[817]

CONCLUSION

Parry Romberg syndrome is a rare entity that
manifests with facial hemi-atrophy and affects
adipose and osseous structures of soft tissues. This
may have aesthetic, functional and psychological
sequelae. Origin of PRS is unknown and not clear.
Moreover, this pathology is associated with ocular
and dental features. Our case was diagnosed at 22
years of age and is undergoing treatment .It
presented facial and mandibular defect with
particularity of periodontitis persistant. More
research is necessary to assess its possible
association with periodontal diseases and to
consider PRS as one of the varied systemic causes
for recalcitrant periodontal lesions.
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