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Parry Romberg Syndrome - A Pediatric Case Report

Case Report
Published: 24 Jan, 2022

Abstract
Parry-Romberg syndrome, a rare disease, is characterized by atrophy of the skin, fat, muscles and 
underlying bone and cartilage structures that usually affects the face and neck unilaterally. It is 
associated with neurological symptoms like epilepsy and involvement of other organs and systems. 
It has a slow and progressive and its cause remains largely unknown. A female sex predilection has 
been noted. We report a case of Parry Romberg syndrome in a 9 years old child who presented to us 
for the evaluation of seizure.

Introduction
Parry-Romberg syndrome, otherwise known as progressive hemifacial atrophy, is characterized 

by progressive atrophy of the skin and its underlying tissues, primarily affecting the face and 
neck, usually unilaterally. Caleb Hillier Parry and Moritiz Heinrich Romberg were the first to 
describe the case in 1825 and 1846 [1]. The incidence is about three cases per 100,000 people per 
year and occurs more commonly among females [1]. The disease manifests between the age of 2 
and 20 years with a slow and progressive course [2]. The pathogenesis of this disease is unknown 
[3]; nevertheless, a variety of theories have been proposed, including immunological, traumatic, 
infectious, endocrinological, neurological, and genetic causes [1,4]. Epilepsy is the most frequent 
abnormality associated with Parry-Romberg syndrome.

Case Presentation
A 9-year-old male child presented to the outpatient department with his mother for evaluation 

of seizures. He was the firstborn child, delivered by vaginal route to non-consanguineous parents. 
He was apparently well and developmentally normal till the age of 6 years, when he started 
developing discoloration (hyperpigmentation) on the left side of the face, which became progressive 
over the year. Parents did not seek medical consultation for the same, and by the age of 8 years, 
parents also noticed a gradual change in his facial features, noticeably a slow shrinking of the left 
side. At eight and half years of age, he had a seizure episode of a generalized tonic-clonic type, 
lasting for about 30 min. At first, he was treated with Ayurvedic medications, but since the seizure 
episodes recurred mother brought him to our center for further evaluation and management. On 
examination, the child was moderately built and nourished. We observed an atrophic lesion on the 
left side of the face, extending from the trichion down to the chin with a depth of 2 mm (Figure 
1). Madarosis was noted on the left side. A zone of alopecia was found in the left frontal region 
(Figure 2). Blood workup, including complete blood count, electrolytes, and calcium, was found 
to be normal. Magnetic Resonance Imaging (MRI) of the brain showed a well-defined FLAIR and 
T2W hyperintense oval area in the caudate nucleus and the lentiform nucleus on the left side (Figure 
3), which also appeared hyperintense on the T1W images. Electroencephalogram (EEG) showed 
diffuse changes in the temporal region, suggestive of seizures. He was started on Sodium valproate 
and has been on regular follow-up thereafter. The dosage required optimization for control of 
seizure attacks.

Discussion
Parry Romberg syndrome is a rare and sporadic condition reported to be more common in 

females [5,6]. The onset of the disease is in the first two decades, with a progressive phase lasting 
for 2 to 20 years. This is followed by a stable phase which usually culminates in resolution [7]. 
Patients distinctly experience atrophy of the skin and subcutaneous tissues, and as the disease 
progresses, they could develop atrophy of the underlying muscular, cartilaginous, bony, and 
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glandular structures [8]. The etiology of Parry-Romberg syndrome 
is still undetermined; however, the most accepted hypothesis is the 
autoimmune etiology [9]. Diagnosis of Parry Romberg syndrome is 
based on patient history and clinical examination and is supported 
by imaging and histopathological studies [10,11]. This child was 
normal till six years of age, when the clinical symptoms began to 
develop. The anatomic changes of Parry-Romberg syndrome impact 
the growth potential of hard tissue, preventing an increase in size 
during active growth periods. The dominant clinical feature noted is 
atrophy of the facial tissues, usually adipose tissue [12]. Seldom, skin, 
and other connective tissues, including bone, could be affected. The 
severity of the atrophy can range from barely noticeable asymmetry 
to severe disfigurement [13]. The present case showed a clear line 
of demarcation from the forehead down to the chin on the left side. 
Around 10% to 35% of patients show ocular involvement; the most 
encountered manifestation is enophthalmos characterized by sunken 

eyes due to loss of adipose tissue around the orbit [12]. We did not 
observe any orbital changes in our case. Around 50% of affected 
individuals show dental changes [9], though our child did not have 
any findings. While the most frequent neurological manifestation 
of Parry-Romberg syndrome is epilepsy (60.5%), focal seizures 
ipsilateral to brain calcifications are also common (50%). Secondary 
epilepsy, seen in about 30% of the cases, is very difficult to treat. 
Headache (44%), behavioral disturbances, and trigeminal neuralgia 
(8.5%) may also be present [1,14,15]. Our child had seizure episodes 
which were consistent with the EEG findings. He also had behavioral 
disturbances. MRI showed hyperintensity areas of the white matter, 
similar to the description in several previous case studies [14,16-19]. 
Parry-Romberg syndrome has a significant biopsychosocial impact 
on the patient's life due to functional and aesthetic limitations [11]. 
There have been proposals to restore facial asymmetry through 
surgical approaches. Treatment of mild and moderate cases is 
performed with silicone fillers, collagen, porous polyethylene 
implants, and autologous fat grafting. The grafting of cartilage, bones, 
fat, and skincare treatment are reserved for more severe cases [20,21]. 
The main aim of psychological treatment is the social reintegration of 
these patients [21].

Conclusion
Parry-Romberg syndrome is an uncommon condition, which 

manifests as atrophy of one side of the face. In most cases, Parry-
Romberg syndrome appears to occur randomly from unknown 
etiologies. The pathophysiology of the syndrome remains largely 
unknown. We present a case of Parry-Romberg syndrome with 
classical facial features and magnetic resonance imaging findings.
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Figure 1: Atrophic lesion on the left side of the face, extending from the 
trichion (red arrow) down to the chin (white arrow). Madarosis can be seen 
on the left side (black arrow).

Figure 2: The same child with alopecia noted on the left frontal region.

Figure 3: Hyperintense oval area in the caudate nucleus and the lentiform 
nucleus on the left side on T2 MRI brain image.

https://pubmed.ncbi.nlm.nih.gov/26181554/
https://pubmed.ncbi.nlm.nih.gov/26181554/
https://pubmed.ncbi.nlm.nih.gov/26181554/
https://pubmed.ncbi.nlm.nih.gov/26492117/
https://pubmed.ncbi.nlm.nih.gov/26492117/
https://pubmed.ncbi.nlm.nih.gov/26492117/
https://pubmed.ncbi.nlm.nih.gov/16505785/
https://pubmed.ncbi.nlm.nih.gov/16505785/
https://pubmed.ncbi.nlm.nih.gov/16505785/
https://pubmed.ncbi.nlm.nih.gov/16505785/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4981944/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4981944/


3

Annals of Clinical Case Reports - NeurologyMohamed Reshad, et al.,

Remedy Publications LLC., | http://anncaserep.com/ 2022 | Volume 7 | Article 2105

5. Tollefson MM, Witman PM. En coup de sabre morphea and Parry-
Romberg syndrome: A retrospective review of 54 patients. J Am Acad of 
Dermatol. 2007;56:257-63.

6. Sharma M, Bharatha A, Antonyshyn OM. Case 178: Parry-Romberg 
syndrome. Radiology. 2012;262:721-5.

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

8. Wong M, Phillips C, Hagiwara M, Shatzkes D. Parry Romberg syndrome: 
7 cases and literature review. AJNR Am J Neuroradiol. 2015;36(7):1355-61.

9. Tolkachjov SN, Patel NG, Tollefson MM. Progressive hemifacial atrophy: 
A review. Orphanet J Rare Dis. 2015;10:39.

10. Vykuntaraju K, Sahana, Shivananda. Parry-Romberg syndrome. Indian 
Pediatrics. 2013;50(2):255.

11. Jayanandan M, Adhavan U, Gopalakrishnan S, Mahendra L, Madasamy R. 
Parry Romberg syndrome: A case report and discussion. J Oral Maxillofac 
Pathol. 2012;16(3):406-10.

12. Deshingkar S, Bhavthankar J, Barpande S, Humbe J. Progressive hemifacial 
atrophy (Parry-Romberg syndrome). Contemp Clin Dent. 2012;3(5):78.

13. Nair M, Ajila V, Hegde S, Babu G, Ghosh R. Clinical and radiographic 
features of parry Romberg syndrome. J Istanb Univ Fac Dent. 
2017;51(3):45-9.

14. Ojeda Lewis E, Díaz Arangoitia S, DurándAnahua P. Progressive 
hemifacial atrophy or Parry-Romberg syndrome: A pediatric case report. 
Medwave. 2020;20(3):e7880.

15. Doolittle D, Lehman V, Schwartz K, Wong-Kisiel L, Lehman J, Tollefson M. 
CNS imaging findings associated with Parry–Romberg syndrome and en 
coup de sabre: Correlation to dermatologic and neurologic abnormalities. 
Neuroradiology. 2014;57(1):21-34.

16. Moko SB, Mistry Y, Blandin de Chalain TM. Parry-Romberg syndrome: 
Intracranial MRI appearances. J Craniomaxillofac Surg. 2003;31:321-4.

17. DeFelipe J, Segura T, Arellano JI. Neuropathological findings in a patient 
with epilepsy and the Parry-Romberg syndrome. Epilepsia. 2001;42:1198-
203.

18. Yano T, Sawaishi Y, Toyono M. Progressive facial hemiatrophy after 
epileptic seizures. Pediatr Neurol. 2000;23:164-6.

19. Okumura A, Ikuta T, Tsuji T, Kato T, Fukatsu H, Naganawa S, et al. Parry-
Romberg syndrome with a clinically silent white matter lesion. AJNR Am 
J Neuroradiol. 2006;27(8):1729-31.

20. Aguirre Abad MI. Hemiatrofia facial progresiva. Síndrome de Parry-
Romberg, una rara enfermedad con impactopsicosocial. Elsevier. 2018.

21. Martínez V, González M, Enríquez J, Decamps AM, Ramírez KM. 
Síndrome de Parry Romberg o atrofia hemifacial progresiva. Reporte de 
un caso. Rev Cent Dermatol Pascua. 2019;28(2):76-81.

https://pubmed.ncbi.nlm.nih.gov/17147965/
https://pubmed.ncbi.nlm.nih.gov/17147965/
https://pubmed.ncbi.nlm.nih.gov/17147965/
https://pubs.rsna.org/doi/10.1148/radiol.11092104
https://pubs.rsna.org/doi/10.1148/radiol.11092104
https://pubmed.ncbi.nlm.nih.gov/19829858/
https://pubmed.ncbi.nlm.nih.gov/19829858/
https://pubmed.ncbi.nlm.nih.gov/19829858/
https://pubmed.ncbi.nlm.nih.gov/26066627/
https://pubmed.ncbi.nlm.nih.gov/26066627/
https://ojrd.biomedcentral.com/articles/10.1186/s13023-015-0250-9#:~:text=Conclusion,pathogenesis of PHA is available.
https://ojrd.biomedcentral.com/articles/10.1186/s13023-015-0250-9#:~:text=Conclusion,pathogenesis of PHA is available.
https://www.indianpediatrics.net/feb2013/255.pdf
https://www.indianpediatrics.net/feb2013/255.pdf
https://pubmed.ncbi.nlm.nih.gov/23248475/
https://pubmed.ncbi.nlm.nih.gov/23248475/
https://pubmed.ncbi.nlm.nih.gov/23248475/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3354790/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3354790/
https://pubmed.ncbi.nlm.nih.gov/29114430/
https://pubmed.ncbi.nlm.nih.gov/29114430/
https://pubmed.ncbi.nlm.nih.gov/29114430/
https://pubmed.ncbi.nlm.nih.gov/32428924/
https://pubmed.ncbi.nlm.nih.gov/32428924/
https://pubmed.ncbi.nlm.nih.gov/32428924/
https://pubmed.ncbi.nlm.nih.gov/25304124/
https://pubmed.ncbi.nlm.nih.gov/25304124/
https://pubmed.ncbi.nlm.nih.gov/25304124/
https://pubmed.ncbi.nlm.nih.gov/25304124/
https://pubmed.ncbi.nlm.nih.gov/14563334/
https://pubmed.ncbi.nlm.nih.gov/14563334/
https://pubmed.ncbi.nlm.nih.gov/11580770/
https://pubmed.ncbi.nlm.nih.gov/11580770/
https://pubmed.ncbi.nlm.nih.gov/11580770/
https://pubmed.ncbi.nlm.nih.gov/11020643/
https://pubmed.ncbi.nlm.nih.gov/11020643/
http://www.ajnr.org/content/27/8/1729#:~:text=Parry%2DRomberg syndrome is characterized,intensity areas on MR imaging.
http://www.ajnr.org/content/27/8/1729#:~:text=Parry%2DRomberg syndrome is characterized,intensity areas on MR imaging.
http://www.ajnr.org/content/27/8/1729#:~:text=Parry%2DRomberg syndrome is characterized,intensity areas on MR imaging.

	Title
	Abstract
	Introduction
	Case Presentation
	Discussion
	Conclusion
	References
	Figure 1
	Figure 2
	Figure 3

