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Introduction 

Parry-Romberg syndrome (PRS) is a rare craniofacial 

disorder characterized by hemifacial atrophy of the 

skin, subcutaneous tissue, fat, and, in severe cases, 

underlying muscle and bone.   Disease onset is 

typically within the first 20 years of life, although 

cases of later onset have been described.  

Symptoms progress over a 2- to 10- year self-limited 

period before spontaneous stabilization.1   This 

condition, otherwise known as progressive hemifacial 

atrophy, as labelled by Eulenberg (1871), is very rare 

and was first described by Caleb Parry in 1815 

followed by Maritz Romberg in 1846. This condition 

results in several aesthetic, functional, and 

psychological problems when the symmetry of the 

face is lost.2  The current literature best describes PRS 

as mild, moderate, or severe, to stratify disease and 

guide patient management.3 

 

 

 

 

 

Mild disease is described as skin and subcutaneous 

tissue atrophy limited to a single sensory branch of the 

trigeminal nerve. 

Moderate disease is described as atrophy limited to 2 

branches of the trigeminal nerve. 

Severe disease is described as atrophy in a distribution 

involving all 3 branches of the trigeminal nerve or any 

bone involvement. 

Another classification of PRS by Guerrerosantos4 

Type 1 Tissue Depression 

 Very mild, with a thinness of the soft facial tissues. 

It  occurs patients with the acute phase of Parry-

Romberg disease, between ages of 10 and 20 

years,deformity is almost imperceptible to 

strangers. 

Type 2 Tissue Depression 

 Characterized by thinness of the soft tissues, with no 

effect on bone or cartilage.The depression and loss 

of volume is more noticeable than type 1 deformity  

and  recognized by anyone looking at the patient. 

Type 3 Tissue Depression 

 Soft tissues are thinner than with type 2, and the 

bony and cartilaginous tissues are also thinner.  It is 

a very evident deformity.  Facial depression types 3 

and 4 are experienced by patients who experience 

Parry Romberg disease by the age of 10 years. 

Type 4 Tissue Depression 
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case of Parry–Romberg syndrome involving one half of the body, which is a rarity in itself. 

Key words: Coup de Sabre, Parry–Romberg syndrome, progressive hemifacial atrophy 

 

1 .Professor & Head 

2. Senior lecturer 

3. Post Graduate Student. 

Department of Oral and Maxillofacial surgery. 

*Correspondence Address 

Dr. Manpreet Singh  

Department of Oral and Maxillofacial surgery 

Kothiwal Dental College, , Moradabad. 

Manpreet911@gmail.com  

 

mailto:Manpreet911@gmail.com


Chronicles of Dental Research, Dec2019, Vol 8, Issue 2                                               Chronicles of 

                                                                                         Dental Research 
  

46             www.cdronline .org 

 
 

Official Publication of Kothiwal Dental 

College & Research centre 

 The most severe facial tissue depression the soft 

tissues are so atrophied that in many cases, the skin 

is practically next to the bones. The cartilages and 

bones are thinner than with type 3.  Besides the 

aesthetic deformities, the patients also have severe 

functional problems, especially with the lips and the 

nose. 

Aetiology 

Theories proposed include neurogenic, vascular, 

exogenous insult and autoimmune mediated 

processes. A popular hypothesis is the vasomotor 

trophoneuritis theory, involving the sympathetic 

nervous system which results in the atrophy of facial 

tissues. Immunological evidence shows involvement 

of noradrenergic system in the brain stem causing 

hyperactivity of the brain stem sympathetic centers, 

possibly caused by an autoimmune process may be the 

primary cause for cutaneous and subcutaneous atrophy 

in Parry-Romberg Syndrome .Wartenburg considered 

the primary factor to be a cerebral disturbance leading 

to increased and unregulated activity of sympathetic 

nervous system, which in turn produced the localized 

atrophy through its trophic functions conducted by 

way of sensory trunks of trigemminal nerve. Other 

workers suggested extraction of teeth, local trauma, 

infection and genetic factors could also be a cause. In 

a paper published in 1973, Poswillo attributed the 

development of facial deformities to the disruption of 

stapedial artery. The stapedial artery functions as a 

stopgap vascular channel during days 33-45 of 

embryologic development.5 

Case report 

A 35 year‑old male patient reported to the department 

of Oral & Maxillofacial Surgery, Kothiwal Dental 

College and Research Centre, Moradabad with a 

complaint of progressive deformity of the right side of 

the face since last 15 years.On examination, the patient 

had asymmetry of face on the left side with marked 

hypoplasia (Fig1). Lip was deviated to the left side 

(Fig 2). There was a linear scar (coup de sabre) found 

on left angle of mouth region just inferior to it.(Fig 3). 

Intraoral examination, Left side soft palate and faucial 

area showed atrophy [fig 4]. Left buccal mucosa was 

stiff to palpate. General examination revealed that the 

entire right side of the body was atrophied when 

compared with the left side [Fig 5 a&b]. OPG showed 

decreased vertical height of the left side mandible 

compared to the right side and prominent gonial angle 

on left side. [Fig 6]. Clinical and radiographic findings 

lead to a diagnosis of Parry–Romberg syndrome. 

Surgical intervention and alloplastic fat graft was 

suggested to the patient but he refused any such 

intervention due to financial constraints. The patient 

was recalled after 6 months. There was no further 

progression of the disease.     

 

 
 

Fig.1: Facial profile showing marked hypoplasia of                                                                                     

the right side the face resulting in facial asymmetry 
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Fig.2 Showing deviation of lip 

 

 

Fig.3 Coup de sabre 

 

Fig.4 Atrophy of soft palate and faucial area. 

 

Fig.5(a) 

 

Fig. 5(b) 

 

 

Fig. 6. Increased vertical height of ramus and 

prominent gonial angle at left side. 

 

 



Chronicles of Dental Research, Dec2019, Vol 8, Issue 2                                               Chronicles of 

                                                                                         Dental Research 
  

48             www.cdronline .org 

 
 

Official Publication of Kothiwal Dental 

College & Research centre 

Discussion 

Progressive hemifacial atrophy, as described in the 

case above, is a rare pathology, of unknown cause, 

whose degenerative condition affect not only the 

esthetic but also the functionality of the attained 

hemiface. 

The etiology of hemifacial atrophy has been the 

subject of numerous theories, which include heredity, 

viral infection, trauma, endocrine disturbances, 

autoimmunity, sympathetic malfunctions, trigeminal 

neuritis, and association with a connective tissue 

disorder, particularly scleroderma.A cerebral 

disturbance on fat metabolism has also been proposed 

as a primary cause.However, none of the theories 

withstands thorough investigation, and currently the 

cause of hemifacial atrophy remains unresolved.1 

The condition has a high female predilection and 

presents mostly on the left side of the face. However, 

in our case the patient was male and had presentation 

on the left side. The skin can be dry and can show 

pigmentation. A demarcation line can be present 

between the normal and abnormal skin, mimicking a 

big linear scar called coup de sabre. The present case 

also showed a similar hyperpigmentation and coup de 

sabre. Enopthalmous is the most common ocular 

manifestation resultant of fat loss around the orbit. 

Other common complications are eyelid atrophy, 

uveitis, retinal vasculitis, occulomotor defects, and 

glaucoma. Some patients present with smaller ear on 

the affected side due to atrophy.The present case did 

not present any ocular manifestations or ear 

anomalies. Cases may be associated with neurological 

complications such as trigeminal neuralgia, movement 

disorders secondary to brain lesions, hemiplegic 

migraines, facial palsy, headache, epilepsy, behavioral 

changes, sympathetic hyperactivity, progressive 

intellectual deterioration due to cerebral hemiatrophy 

(Rasmussen encephalitis), and occulomotor nerve 

palsy.6  The present case showed deviation of mouth 

and nose to the affected side. Differential diagnoses 

include hemifacial microsomia (first and second 

branchial arch syndrome) and its variants, such as 

Goldenhar syndrome, but these are congenital and 

essentially non-progressive conditions. Post-traumatic 

atrophy and partial lipodystrophy (Barraquer-Simon 

Syndrome) are also included in the differential 

diagnosis. However, partial lipodystrophy is usually 

bilateral and involves primarily the adipose tissue.6 

The relationship between Parry-Romberg Syndrome 

and localized scleroderma is controversial. It has been 

suggested that the term Parry-Romberg syndrome 

should be used for progressive hemifacial atrophy 

without features of cutaneous scleroderma. However, 

in patients with Parry-Romberg Syndrome, cutaneous 

changes are also reported.Therefore, localized 

scleroderma may be preceding lesion of progressive 

hemifacial atrophy, and in patients with localized 

scleroderma, hemifacial atrophy may develop in 

several years.Hence, regarding the clinical findings 

and clinical course, localized scleroderma and Parry-

Romberg Syndrome may represent differential spectra 

of same disease process. Though the relationship 

between scleroderma and Parry-Romberg Syndrome 

remains unclear, the former usually responds to drug 

therapy whereas later is progressive.1  

 

CONCLUSION 

Parry–Romberg syndrome or progressive hemifacial 

atrophy is an uncommon condition whose 

pathophysiology is poorly understood. Involvement of 

one side of the body is still a rarity, which is 

seldomever encountered. Such a rare case with 

involvement of entire half of the body is reported in 

the present case. Treatment of such cases becomes a 

challenge as we do not have treatment options to offer. 

Poorly understood conditions like this should be 

highlighted in the literature for enhancing the clinical 

acumen. 

Declaration of patient consent  The authors certify that 
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his/her/their consent for his/her/their images and other 
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patients understand that their names and initials will 

not be published and due efforts will be made to 

conceal their identity, but anonymity cannot be 

guaranteed. 
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