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Abstract

Progressive systemic sclerosis (PSS) is an autoimmune generalized connective tissue disease that affects the
skin as well as internal organs. I report a 4 years old Egyptian female patient who is suffering from PSS for more
than one and a half years. A peculiar clinical picture has deceived some clinicians at an early stage and a quite rapid
progression has dramatically deteriorated the condition. A synopsis of the drugs which are being used in her
treatment in Egypt compared to the international approach is also demonstrated in this case.
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Case Report
Juvenile progressive systemic sclerosis (PSS) is a low prevalence

autoimmune multisystem connective tissue disease of obscure etiology
which is characterized by skin fibrosis and internal organ involvement
[1,2]. A small well-circumscribed whitish patch has appeared on the
lower right forearm of an Egyptian female child born to a father and
mother who are cousins, she was two and a half years old - now she’s 4
years old - when her parents first consulted some dermatologists, an
initial misdiagnosis of vitiligo was made and topical corticosteroids
and narrow band UV-B sessions were prescribed and followed for
three months. Rapidly within these few months, the small patch has
extended to involve most of the skin of the right upper limb, the
elasticity of the skin was gradually lost and a contracture of the right
hand has developed later (Figure 1). ESR performed according to the
Westergren method was higher than normal (56 for the first hour and
74 for the second); ANA titer by IF was positive and negative anti Scl
70 as well as negative anti-double-stranded DNA titers by ELISA were
also recorded. A skin biopsy confirmed a diagnosis of localized
scleroderma (morphea) and only then a pediatrician prescribed a
regimen of oral prednisone combined with a weekly low dose systemic
methotrexate (MTX). Unfortunately, the condition has not improved
and over nine months following this regimen, large patches have
involved lower limbs (Figure 1), trunk and lower neck with marked
anorexia, dysphagia, constipation and dyspnea. The parents have
turned to ask the advice of a rheumatologist who prescribed a regimen
of low dose systematic MTX combined with oral azathioprine, the
condition has relatively been stabilized; however, no improvement of
the systemic symptoms was felt. Moreover, cicatricial alopecia has
developed over the last six months following the new regimen (Figure
2). Interestingly, this condition occurred for the first time in the family;
the left upper limb is almost completely normal and the parents
couldn’t confirm the occurrence of any symptoms of Raynaud’s
syndrome. I’ve asked for echocardiography, chest x-ray and
recommended to periodically check for proteinuria.

Figure 1: Diffuse fibrotic skin patches involving the right upper limb
with contracture of the right hand as well as both the lower limbs.

Figure 2: Recent cicatricial alopecia spreading over the scalp

Juvenile progressive systemic sclerosis is a rare chronic childhood
condition characterized by fibrosis of the skin and widespread
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abnormalities of the viscera. Cardiopulmonary disease is the most
frequent visceral involvement, leading to significant morbidity and
progressive cardiopulmonary complications are known to be the main
causes of death in these patients [2-4]. Further, patients with PSS often
suffer from gastrointestinal tract disorders that may progress to
significant dysmotility causing complications like oropharyngeal
dysphagia, esophageal dysphagia, gastroesophageal reflux,
gastroparesis, pseudo-obstruction, bacterial overgrowth, intestinal
malabsorption, constipation, diarrhea, fecal incontinence,
malabsorption, weight loss and severe malnutrition [5,6].

Additionally, renal disease is also considered an important cause of
morbidity and mortality in PSS. The spectrum of renal complications
includes scleroderma renal crisis, normotensive renal crisis,
antineutrophil cytoplasmic antibodies-associated glomerulonephritis,
penicillamine-associated renal disease, and reduced renal functional
reserves manifested by proteinuria, microalbuminuria, or isolated
reduction in glomerular filtration rate [7]. As regard to treatment, it’s
well established that long-term MTX therapy is considered a beneficial
and well tolerated treatment for juvenile localized scleroderma (JLS)
and that mycophenolate mofetil is considered to be effective in
arresting disease progression in severe or MTX-refractory JLS and is
also generally well tolerated [8,9]. Moreover, pulsed high-dose
corticosteroids combined with orally administered low-dose MTX
therapy were previously shown to be beneficial and safe in the
treatment of patients with severe LS [10].

Recently, a combination of imatinib, corticosteroids, and MTX
halted the progressive skin thickening and the hand and finger joint
deformity in the early stages of a case suffering from progressive JLS
[11] and a combination of infliximab and leflunomide have shown a
similar or even more success in a case of an adolescent Caucasian
female with severe progressive localized scleroderma [12].
Azathioprine and cyclosporine A were also tried with limited success
to control a pediatric case suffering from a severe progressive chronic
skin disease with clinical features of PSS, systemic lupus erythematosus
and dermatomyositis [13].

Regarding the case represented in this paper, I believe that the
regimens used in the management were highly subjective and in my
opinion, the lack of solid protocol to manage the rare cases of Juvenile
PSS is one of the main reasons for such a tragedy frequently
encountered in the developing countries. However, socioeconomic
reasons are also hindering trials of some of the new drugs like

infliximab or of course imatinib to be offered to this child belonging to
a poor family.

References
1. Akter T, Silver RM, Bogatkevich GS (2014) Recent advances in

understanding the pathogenesis of scleroderma-interstitial lung disease.
Curr Rheumatol Rep 16: 411.

2. Russo RA, Katsicas MM (2007) Clinical characteristics of children with
Juvenile Systemic Sclerosis: follow-up of 23 patients in a single tertiary
center. Pediatric rheumatology online journal 5: 6.

3. de Mâcedo PA, Shinjo SK, Goldenstein-Schainberg C (2008) [Juvenile
scleroderma]. Acta Reumatol Port 33: 289-297.

4. Lo CY, Shyur SD, Chu SH, Huang LH, Kao YH, et al. (2010) Juvenile
scleroderma: experience in one institution. Asian Pac J Allergy Immunol
28: 279-286.

5. Recasens MA, Puig C, Ortiz-Santamaria V (2012) Nutrition in systemic
sclerosis. Reumatol Clin 8: 135-140.

6. Nagaraja V, McMahan ZH, Getzug T, Khanna D3 (2015) Management of
gastrointestinal involvement in scleroderma. Curr Treatm Opt Rheumatol
1: 82-105.

7. Shanmugam VK, Steen VD (2012) Renal disease in scleroderma: an
update on evaluation, risk stratification, pathogenesis and management.
Curr Opin Rheumatol 24: 669-676.

8. Martini G, Ramanan AV, Falcini F, Girschick H, Goldsmith DP, et al.
(2009) Successful treatment of severe or methotrexate-resistant juvenile
localized scleroderma with mycophenolate mofetil. Rheumatology
(Oxford) 48: 1410-1413.

9. Zulian F, Vallongo C, Patrizi A, Belloni-Fortina A, Cutrone M, et al.
(2012) A long-term follow-up study of methotrexate in juvenile localized
scleroderma (morphea). J Am Acad Dermatol 67: 1151-1156.

10. Kreuter A, Gambichler T, Breuckmann F, Rotterdam S, Freitag M, et al.
(2005) Pulsed high-dose corticosteroids combined with low-dose
methotrexate in severe localized scleroderma. Arch Dermatol 141:
847-852.

11. Inamo Y, Ochiai T (2013) Successful combination treatment of a patient
with progressive juvenile localized scleroderma (morphea) using
imatinib, corticosteroids, and methotrexate. Pediatric dermatology 30:
e191-193.

12. Ferguson ID, Weiser P, Torok KS1 (2015) A Case Report of Successful
Treatment of Recalcitrant Childhood Localized Scleroderma with
Infliximab and Leflunomide. Open Rheumatol J 9: 30-35.

13. Kowalzick L, Artlett CM, Thoss K, Baum HP, Ziegler H, et al. (2005)
Chronic graft-versus-host-disease-like dermopathy in a child with CD4+
cell microchimerism. Dermatology 210: 68-71.

 

This article was originally published in a special issue, entitled: "Personalized
Medicine", Edited by Dr. Ranjit Kumar, Mahavir Cancer Sansthan & Research
Centre, India

Citation: Mina T Kelleni (2015) A Peculiar Juvenile Progressive Systemic Sclerosis Case Report: The Egyptian versus the International
Approach of Treatment. Gen Med (Los Angel) S2: 1000S2-005. doi:10.4172/2327-5146.1000S2-005

Page 2 of 2

Gen Med (Los Angel) Personalized Medicine ISSN:2327-5146 GMO, an open access journal

http://www.ncbi.nlm.nih.gov/pubmed/24523015
http://www.ncbi.nlm.nih.gov/pubmed/24523015
http://www.ncbi.nlm.nih.gov/pubmed/24523015
http://www.ncbi.nlm.nih.gov/pubmed/18846006
http://www.ncbi.nlm.nih.gov/pubmed/18846006
http://www.ncbi.nlm.nih.gov/pubmed/21337913
http://www.ncbi.nlm.nih.gov/pubmed/21337913
http://www.ncbi.nlm.nih.gov/pubmed/21337913
http://www.ncbi.nlm.nih.gov/pubmed/22197834
http://www.ncbi.nlm.nih.gov/pubmed/22197834
http://www.ncbi.nlm.nih.gov/pubmed/26005632
http://www.ncbi.nlm.nih.gov/pubmed/26005632
http://www.ncbi.nlm.nih.gov/pubmed/26005632
http://www.ncbi.nlm.nih.gov/pubmed/22955019
http://www.ncbi.nlm.nih.gov/pubmed/22955019
http://www.ncbi.nlm.nih.gov/pubmed/22955019
http://www.ncbi.nlm.nih.gov/pubmed/19713439
http://www.ncbi.nlm.nih.gov/pubmed/19713439
http://www.ncbi.nlm.nih.gov/pubmed/19713439
http://www.ncbi.nlm.nih.gov/pubmed/19713439
http://www.ncbi.nlm.nih.gov/pubmed/22657157
http://www.ncbi.nlm.nih.gov/pubmed/22657157
http://www.ncbi.nlm.nih.gov/pubmed/22657157
http://www.ncbi.nlm.nih.gov/pubmed/16027298
http://www.ncbi.nlm.nih.gov/pubmed/16027298
http://www.ncbi.nlm.nih.gov/pubmed/16027298
http://www.ncbi.nlm.nih.gov/pubmed/16027298
http://www.ncbi.nlm.nih.gov/pubmed/26161155
http://www.ncbi.nlm.nih.gov/pubmed/26161155
http://www.ncbi.nlm.nih.gov/pubmed/26161155
http://www.ncbi.nlm.nih.gov/pubmed/15604551
http://www.ncbi.nlm.nih.gov/pubmed/15604551
http://www.ncbi.nlm.nih.gov/pubmed/15604551

	Contents
	A Peculiar Juvenile Progressive Systemic Sclerosis Case Report: The Egyptian versus the International Approach of Treatment
	Abstract
	Keywords:
	Case Report
	References


