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Abstract 
Background: Parry Romberg syndrome is a very rare disorder of unknown etiology. A degenerative acquired 
disorder characterized by hemifacial atrophy. It can present with skeletal, dental and soft tissue abnormalities 
with or without CNS symptoms. Majority of the affected patients have manifestations of the disease in the first 
two decades of life. Many cases have been documented having combination of Parry Romberg syndrome and 
another form of localized scleroderma- en coup de sabre morphea. Histological features of the disease include fibro-
sis with atrophy of adipose tissue and lack of any inflammatory infiltrate. Limited treatment options make the 
disease difficult to manage. 
Case presentation: We present a case of an otherwise perfectly healthy, 12 years old girl with early features of 
hemi-facial atrophy and en coup de sabre morphea. 
Conclusion: Both Parry Romberg syndrome and en coup de sabre morphea have many localized and systemic 
associations. In many case reports neurological and dental abnormalities have been described. In our case patient 
did not appear to have any of these. 
Keywords: Parry Romberg syndrome, hemifacial atrophy, en coup de sabre morphea. 
 

Introduction 
Parry Romberg syndrome (PRS) also known as pro-
gressive hemifacial atrophy is a rare progressive but 
self limiting degenerative disorder characterized by 
the atrophy of the skin and subcutaneous tissue main-
ly of one half of the face.1 The disease was initially de-
scribed by Parry in 1825, and then subsequently by 
Romberg in 1846, in 1871 Eulenberg also provided 
some insight into this rare and poorly understood 
syndrome and labeled it as progressive hemifacial at-
rophy.2 
Progressive loss of the subcutaneous fat occurs, ac-
companied sometimes with the atrophy of skin, mus-
cles, bone and cartilage.3 Hemiatrophy usually affects 
the maxillary region4 and has a particular predilection 
for the dermatomes supplied by the branches of the 

fifth cranial nerve5, 6, but any area of the face can be 
involved. Atypical presentation where there is bilat-
eral involvement of the face, involvement of the ipsi-
lateral or contralateral body has also been document-
ed.4  
PRS is much more common in females7-9. True inci-
dence of the disease is unknown also there is an ambi-
guity about its cause. This might be either due to the 
rarity of the disease or because of lack of any stand-
ardized criterion for its diagnosis5. Many theories have 
been proposed as to the causative factor for the disease 
these include: Cerebral dysfunction of fat metabolism, 
trauma, viral infections, endocrine disturbances, auto-
immunity and heredity.8, 10-14  
PRS tends to present in the first two decades of life15. 
With the disease being more severe if it presents in the 
first decade of life. The disease then progresses in the 
following years (usually 2 -10 years) and subsequently 
burns out.16 
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Extracutaneous features include: epilepsy, migraine, 
trigeminal neuralgia and headaches17, 18 with partial 
seizures being the most common neurological compli-
cation19. Ocular involvement in the form of enoph-
thalmos is also a common finding.20 The teeth may be 
small and have short roots.21 Maxillary and mandibu-
lar hypoplasia together with atrophy of oral cavity 
structures like tongue, gum, lips and salivary glands 
can also occur.22-26  Skull may also be involved.27 
Diagnosis of PRS is mainly a clinical one,  histopathol-
ogy may help in diagnosis. Skin biopsy may reveal 
dermal sclerosis, fat atrophy, and decrease in adnexal 
structures28. Epidermal, dermal, adnexal structure and 
subcutaneous tissue atrophy has been documented.  
PRS overlaps with a linear scleroderma “en coup de 
sabre”(ECDS).29 At times it is very difficult to differen-
tiate the two. ECDS usually manifests as a linear de-
pression in the frontal or parietal scalp or the para-
median forehead30. It has a unilateral distribution and 
may extend below the forehead progressively involv-
ing the nose, cheek or rarely the upper lip5. The affect-
ed skin is shiny, firm and displays focal hair loss. The 
affected area resembles just like a “stroke from a 
sword”. Many studies have tried to provide a differen-
tiating clue between PRS and ECDS but it is generally 
believed that the two lie on the same spectrum of the 
disease.31-33 Atrophy of the dermis, epidermis, subcu-
taneous tissue and adnexal structures has been seen in 
both PRS and ECDS. 
Affected patients should have a multidisciplinary ap-
proach involving the physicians, neurologist, plastic 
surgeons, OMF surgeons, radiologist, dentists, phono-
audiologists and psychologists. Cosmetic surgery in-
volving autogenous fat graft is the mainstay of treat-
ment34. Other therapies including injections of silicone 
and bovine collagen, along with permanent fillers are 
also underway.     

The objective of this work is to present case report of a 
patient with a combination of PRS and ECDS with ab-
sence of neurological symptoms, dental anomalies or 
ophthalmic symptoms. 

Case Report 
A 12 years old girl student of class 5th presented in 
outpatient department of dermatology with com-

plaints of facial and nasal deformity. History from 
mother revealed that the patient had been well with 
normal facial features till 9 years of age. Afterwards 
the mother noticed slow “shrinking” of the face in the 
area of right jaw. Two and a half year back the patient 
slowly started developing a longitudinal furrow on 
the nasal tip. There was no prior history of any trauma 
or fever. There was also absence of any symptoms per-
taining to the nervous system. Patient didn’t have any 
complaints regarding her vision. Systemic inquiry 
showed no significant abnormalities. She had no co-
morbids. There was no family history of similar com-
plaints.      
Examination revealed an otherwise healthy girl with 
normal vitals. She was alert with intact higher motor 
functions. There were no signs of any psychological or 
mental instability. Face showed a slight asymmetry in 
the lower half due to right mandibular area deformity. 
This area appeared to be atrophic as compared to the 
other side (figure 1a), with the underlying veins be-
coming visible (figure 1b).  
 

  
Figure 1 (a & b) Parry Romberg syndrome & en coup 
de sabre, a: facial asymmetry in the right madibular 
area (white arrow), b: visible veins in the affected 
area (black thick arrow) also a linear scar like de-
pression (ECDS) is visible on the nasal tip ( black 
thin arrow).      
 
The lip appeared to be dragged more to the affected 
side. Also evident was a linear scar like defect at the 
nasal tip. (Figures 2 & 3) 
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No bony deformity was observed also there was ab-
sence of any alopecia. Eyes were symmetric and in the 
normal alignment. Intra-oral examination showed no 
teeth abnormalities and the tongue was also without 
any deformity. The patient was given a preliminary 
diagnosis of Parry Romberg syndrome and en coup de 
sabre and was advised baseline labs, radiographs of 
skull and a skin biopsy from the right mandibular ar-
ea. Neurology, ophthalmology and dentistry depart-
ment consultations were also sought. 
 

 
 
Figure 2: en coup de sabre, linear furrow on the nasal 
tip the “stoke from a sword” 

 

 
 
Figure 3. (Combination of PRS and ECDS marked by 
the white and black  
The skin biopsy revealed marked epidermal, appendageal  
and adipose tissue atrophy. The basal cells appeared “irritat-

ed” with slight hyper pigmentation. Both papillary and re-
ticular dermis showed significant fibrosis. (Figures 4-6) 

 
Figure 4. Skin biopsy showing epidermal atrophy 
with loss of rete ridges extensive dermal fibrosis and 
loss of adipose tissue (H&E, ×40) 
 

 
Figure 5. Epidermal atrophy (H&E, ×400) 

 

Figure 6. Reticular dermis with dermal fibrosis and 
atrophy of adipose tissue(H&E, ×100) 

Based on these finding a diagnosis of PRS with ECDS 
was made, the family was counseled about the nature 
of the disease, its course and the possible treatment 
options. They were also advised strict follow-ups in 
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order to assess the progression of the disease and to 
make a final decision on the surgical correction of the 
problem once the major growth takes place and the 
disease burns out. 

Discussion 
PRS is an uncommon, slowly progressive, generally 
unilateral atrophic disorder of unknown etiology7. 
Cerebral dysfunction of fat metabolism, trauma, viral 
infection, endocrine, autoimmunity and hereditary 
have been proposed as the possible pathologies8, 10-14. 
However, there was no such cause in our patient. PRS 
is believed to have its onset in the first or second dec-
ade of life. Patients that have early onset disease espe-
cially in the first decade have more severe disease 
manifestation. However, this was not the case in our 
patient. The disease slowly progresses over next 2-10 
years and then burns out.27 In some patients the dis-
ease can re-activate. The duration of the disease is the 
most important factor deciding the degree of deformi-
ty35. PRS is frequently associated with CNS, ophthal-
mic symptoms and dental problems, however in our 
case the patient did not complain of any of these. Inigo 
et al., proposed a classification for PRS and divided it 
into mild, moderate and severe.   

1. Mild: Atrophy of the skin and subcutaneous 
tissue affecting the territory of only one of the 
sensory branches of the trigeminal nerve; no 
bone involvement. 
2. Moderate: two trigeminal territories affect-
ed; no bone involvement. 

2. 3. Severe: all three trigeminal territories af-
fected or bone involvement.36  

PRS frequently overlaps with linear scleroderma-“en 
coup de sabre”. ECDS usually manifests as a linear fur-
row in the frontoparietal scalp or the forehead, in our 
patient ECDS linear furrow started in the nasal region 
with a solitary mark at the nasal tip. There was ab-
sence of hair loss, scalp or forehead lesion.  
Histology showed atrophy of epidermis with loss of 
Rete ridges, fibrosis of dermis and loss of adipose tis-
sue consistent with PRS. 
Methotrexate, steroids, immunosuppressive agents 
have been tried for the treatment of PRS in order to 
halt the disease process. Surgical transposition of fat, 

collagen and fillers are used to correct the facial defect 
when the disease burns out. 
PRS, in short can present in a number of ways and is 
frequently associated with ECDS. Further work up is 
required to ascertain the definite etiology of the dis-
ease. 

References 
1. Rangare RA, Babu GS, Thomas PS, Shetty RS. Parry-

Romberg Syndrome: a Rare Case Report. J Oral Maxil-
lofac Res 2011; Apr-Jun; 2(2):e5. 

2. Tolkachjov S. N., Patel N. G., & Tollefson M. M. Pro-
gressive hemifacial atrophy: a review. Orphanet jour-
nal of rare diseases 2015; 10(1):39. 

3. Rogers BO. Progressive facial hemiatrophy: Romberg’s 
disease: a review of 772 cases. Proc 3d Int Cong Plast 
Surg. Excerpta Medica ICS. 1964; 66: 681-9. 

4. Stone J. Parry-Romberg syndrome: a global survey of 
205 patients using the Internet. Neurology. 2003 Sep 9; 
61(5):674-6. 

5. Duymaz A, Karabekmez FE, Keskin M, Tosun Z. Parry-
Romberg syndrome: facial atrophy and its relationship 
with other regions of the body. Ann Plast Surg. 2009; 
63(4): 457– 61. 

6. Zulian F. Scleroderma in children. Pediatr Clin N Am. 
2005;52(2):521–45 

7. Jurkiewicz MJ, Nahai F. The use of free revascularized 
grafts in the amelioration of hemifacial atrophy. Plast 
Reconstr Surg 1985; 76:44-55. 

8. Finesilver B, Rosow HN. Total hemiatrophy. JAMA 
1938;5:366-8 

9. Pensler JM, Murphy GF, Muliken JB. Clinical and ultra-
structural studies of Romberg´s hemifacial atrophy. 
Plast Reconstr Surg 1990; 85:669-76. 

10. Foster TD. The effects of hemifacial atrophy of dental 
growth. Br Dent J 1979; 146:148-50. 

11. Mazzeo N, Fisher JG, Mayer MH, Mathieu GP, Mcade 
FGG. Progressive hemifacial atrophy (Parry Romberg 
Syndrome). Oral Surg Oral Med Oral Pathol Oral Ra-
diol Endod 1995;79:30-5 

12. Miller MT, Sloane H, Goldberg MF, Grisolano J, Fren-
kel M, Mafee MF. Progressive hemifacial atrophy (Par-
ry Romberg Disease). J Pediatr Oftamol Strabismus 
1987; 24:27-36. 

13. Pensler JM, Murphy GF, Muliken JB. Clinical and ultra-
structural studies of Romberg´s hemifacial atrophy. 
Plast Reconstr Surg 1990;85:669-76 

14. Zafarulla MY. Progressive hemifacial atrophy: a case 
report. Br J Ophthalmol 1985; 69: 545-7 

15. Miller MT, Spencer MA. Progressive hemifacial atro-
phy. A natural history study. Trans Am Ophthalmol 
Soc. 1995; 93:203-15. 

16. Gulati S, Jain V, Garg G. Parry Romberg syndrome. 
Indian J Pediatr. 2006 May; 73(5): 448-9. 



Int. j. pathol 2015; 13(2): 82-86 

86 

17. Sagild JC, Alving J. Hemiplegic migraine and progres-
sive hemifacial atrophy. Ann Neurol. 1985 Jun; 
17(6):620. 

18. Chbicheb M, Gelot A, Rivier F, Roubertie A, Hum-
bertclaude V, Coubes P, Echenne B. [Parry-Romberg’s 
syndrome and epilepsy]. Rev Neurol (Paris). 2005 
Jan;161(1):92-7. French. 

19. Asher SW, Berg BO. Progressive hemifacial atrophy: 
report of three cases, including one observed over 43 
years, and computed tomographic fidings. Arch Neu-
rol. 1982 Jan; 39(1):44-6. 

20. Kumar AA, Kumar RA, Shantha GP, Aloogopinathan 
G. Progressive hemi facial atrophy - Parry Romberg 
syndrome presenting as severe facial pain in a young 
man: a case report. Cases J. 2009 Jul 2;2:6776. 

21. Pinheiro TP, Silva CC, Silveira CS, Botelho PC, Pinhei-
ro MG, Pinheiro Jde J. Progressive Hemifacial Atro-
phy—case report. Med Oral Patol Oral Cir Bucal. 2006 
Mar 1; 11(2):E112-4. 

22. Szcepanska I, Wilczynska M, Kakolewska-Maczynska 
J. [Facial asymmetry, changes in the masticatory organ 
and evaluation of thickness of soft tissues by the ultra-
sonic method in cases of secondary facial hemiatrophy 
following scleroderma] Czasopismo stomatolog-
iczne. 1974; 27(4):375–84. 

23.  O’Flynn S, Kinirons M. Parry-Romberg syndrome: a 
report of the dental findings in a child followed up for 
9 years. Int J Paediatr Dent. 2006;16(4):297–301 

24. Fayad S, Steffensen B. Root resorptions in a patient 
with hemifacial atrophy. J Endod.   1994; 20(6):299–
303.  

25. Tsuda N, Yamamoto K, Fukusako T, Morimatsu M. [A 
case of unilateral lingual atrophy and ipsilateral mus-
cular atrophy supplied by trigeminal nerve–in relation 
to progressive facial hemiatrophy] Rinsho Shinkei-
gaku. 1991; 31(9):1007–9 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

26.  Rees TD, Tabbal N, Aston SJ. Tongue-flap reconstruc-
tion of the lip vermilion in hemifacial atrophy.Plast Re-
constr Surg. 1983;72(5):643–7 

27.  Moore MH, Wong KS, Proudman TW, David DJ. Pro-
gressive hemifacial atrophy (Romberg’s disease): skele-
tal involvement and treatment. Br J Plast Surg. 1993; 
46(1): 39–44. 

28.  Orozco-Covarrubias L, Guzman-Meza A, Ridaura-
Sanz C, Carrasco Daza D, Sosa-de-Martinez C, Ruiz-
Maldonado R. Scleroderma ‘en coup de sabre’  and 
progressive facial hemiatrophy. Is it possible to differ-
entiate them? J Eur Acad Dermatol Venereol. 2002; 
16(4):361–6. 

29. Stone J. Parry Romberg syndrome. Practical Neurology 
2006; 6: 185-8. 

30. Peterson LS, Nelson AM, Su WP. Classification of 
morphea (localized scleroderma). Mayo Clin Proc. 
1995; 70(11):1068-76. 

31. Blaszczyk M, Jablonska S. Linear scleroderma en Coup 
de Sabre. Relationship 
with progressive facial hemiatrophy (PFH). Adv Exp 
Med Biol. 1999;455:101 –4 

32. Orozco-Covarrubias L, Guzman-Meza A, Ridaura-Sanz 
C, Carrasco Daza D, Sosa-de-Martinez C, Ruiz-
Maldonado R. Scleroderma ‘  en coup de sabre’  and 
progressive facial hemiatrophy. Is it possible to differ-
entiate them? J Eur Acad Dermatol Venereol. 2002; 
16(4):361 – 6. 

33. Jablonska S, Blaszczyk M. Long-lasting follow-up fa-
vours a close relationship between progressive facial 
hemiatrophy and scleroderma en coup de sabre. J Eur 
Acad Dermatol Venereol. 2005; 19(4):403–4. 

34. De la Fuente A, Jimenez A. Latissimus dorsi free flap 
for restauration of facial contour defects. Ann Plast 
Surg 1989;22:1-8. 

35. Neville BW, Damm DD, Allen CM, Bouquot JE. Pato-
logia oral & maxilofacial. 2nd ed. Rio de Janeiro: Gua-
nabara Koogan, 1998:35. 

36. Valentina Terenzi M D. et al.  Parry Romberg Syn-
drome. Plastic and reconstructive surgery 2005; 116 :( 
5)97e-102e.  


