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NOTE 

This guideline is not intended to be construed or to serve as a standard of care. 

Standards of care are determined based on all clinical data available for an individual 

case and are subject to change as scientific knowledge and technology advance and 

patterns of care evolve. Adherence to guideline recommendations will not ensure a 

successful outcome in every case, nor should they be construed as including all 

proper methods of care or excluding other acceptable methods of care aimed at the 

same results. The ultimate judgement must be made by the appropriate healthcare 

professional(s) responsible for clinical decisions regarding a particular clinical 

procedure or treatment plan. This judgement should only be arrived at following 

discussion of the options with the patient, covering the diagnostic and treatment 

choices available. It is advised, however, that significant departures from the national 

guideline or any local guidelines derived from it should be fully documented in the 

patient’s case notes at the time the relevant decision is taken. 
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BACKGROUND 
Juvenile localised scleroderma (JLS) is characterised by autoimmune inflammation 

and sclerosis of the skin and subdermal tissue. It is rare, has a wide spectrum of 

severity and can lead to significant morbidity. JLS can be subdivided into: linear 

scleroderma (most common, affecting one or more parts of the body), circumscribed 

morphoea, generalised morphoea, pansclerotic morphoea and a mixed subtype 

(2,3). It is more common in females and has a typical age of onset of 7yrs but can be 

present from birth. (4,5) 

 

There are limited evidence-based guidelines for the assessment and management of 

JLS and clinical practice can vary considerably. Following a systematic literature 

review and experienced clinician discussion, a set of consensus-based management 

recommendations for JLS were developed by a European committee as part of the 

Single Hub and Access point for paediatric Rheumatology in Europe (SHARE) 

initiative. These recommendations were published in the Annals of the Rheumatic 

Diseases in 2019. (1) The North American Childhood Arthritis and Rheumatology 

Research Alliance (CARRA) also developed separate consensus based treatment 

plans, which similarly emphasise the importance of methotrexate and corticosteroids 

in managing JLS. (6)  

 

SCOPE 
This guideline focuses on the diagnosis, assessment and management of localised 

scleroderma in children and young people (CYP), based on the consensus 

recommendations developed by the SHARE initiative. This guideline can be used by 

rheumatologists, dermatologists and all those involved in the care of CYP with JLS. 

 

DIAGNOSIS AND ASSESSMENT 
To ensure all CYP receive appropriate JLS management, all patients with JLS 

should be referred to a Paediatric Rheumatologist and ideally have shared care with 

Rheumatology and Dermatology.  Disease activity and damage must be assessed at 

diagnosis and throughout follow up. Identifying and quantifying JLS activity allows 

clinicians to assess response to treatment. The LoSCAT (Localised Scleroderma 

Cutaneous Assessment Tool) is a validated scoring system that includes a Skin 

Severity Index (LoSSI) and a Skin Damage Index (LoSDI), does not require 

specialist equipment and can be used in daily practice. (7,8) See Appendix 1. 

 

Medical Photography is an essential adjunct in these cases to allow photographic 

chronological documentation. 

Non-invasive techniques such as high frequency ultrasound (9) and infrared 

thermography (IT) can be used to assess cutaneous involvement, but access to 

these tools in Scotland can be variable and in practice these are not used routinely. 

IT can also lead to false positive results due to increased induction of heat in old 

inactive lesions due to skin atrophy (10). 
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Up to 20% of CYP with JLS will have extracutaneous features such as arthritis, 

uveitis, other autoimmune conditions and central nervous system (CNS) 

involvement. Articular involvement is most common and can be present in any 

subtype of JLS. Therefore, all CYP should have a thorough joint examination 

including temporomandibular joint (TMJ) assessment and leg length measurement. 

(11) Studies in adults have also found MRI (with contrast) to be a useful tool in 

assessing for articular involvement. (12)   

CNS involvement is rare, but more common in CYP with linear scleroderma of the 

face and scalp (craniofacial). They may present with headache, changes in 

behaviour and/or seizures and have a variety of abnormalities on MRI head. (11,13) 

Ocular involvement, either directly due to involvement of tissues in JLS lesions or 

asymptomatic uveitis, as well as orthodontic/maxillofacial involvement is also 

associated with craniofacial linear scleroderma. (14,15) These CYP should be 

considered for an MRI head at diagnosis as well as specialist assessment and follow 

up for extracutaneous features.  

 
 

Key principles in diagnosis and assessment of JLS 

Any CYP with suspected localised scleroderma should be referred to a specialised 
paediatric rheumatology centre 

The LoSCAT tool should be used to assess disease activity and severity of JLS 
lesions (LoSSI tool) as well as to assess damage in JLS (LoSDI tool). This should 
be done at each visit. 

Activity of JLS lesions can also be assessed by infrared thermography but a false-
positive may result from skin atrophy 

Activity of JLS lesions as well as extent and response to treatment can be 
assessed using standardised ultrasound imaging with colour Doppler 

At diagnosis and throughout follow-up all CYP with JLS should have a detailed 
joint examination including TMJ 

To assess musculoskeletal involvement in JLS, in particular where a lesion 
crosses a joint, MRI is a useful tool. 

All CYP with craniofacial JLS  (+/- CNS signs or symptoms) should have an MRI 
head at diagnosis 

All CYP with craniofacial JLS should have orthodontic and maxillofacial 
assessment at diagnosis and throughout follow-up  

All CYP with JLS, should have uveitis screening by ophthalmology at diagnosis 
and throughout follow up.  The screening schedule will vary depending on whether 
the JLS is craniofacial or not. 
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UVEITIS SCREENING  
The following uveitis screening flow chart is also supported by the minimum 

standards of care set out by the Paediatric Rheumatology European Society (PRES) 

Scleroderma Working Group in 2018. (16) 

 
 

 
 
 
All CYP with JLS should be screened for extracutaneous features as appropriate 

 
MANAGEMENT 
Treatment strategies should be based on the subtype of JLS as well as the activity 

and site of the lesions.  In all but small, solitary, superficial lesions, systemic 

treatment is warranted. 

 

STEROIDS 
Systemic corticosteroids are used widely in the management of the active phase of 

JLS, often in combination with disease-modifying antirheumatic drugs (DMARD). 

They are effective but there is no clear consensus on dose and administration route. 

There are two main regimens of:  

● Oral prednisolone of 1-2 mg/kg/day over 2-3 months with tapering protocol 

following, or  

● Intravenous methylprednisolone 30 mg/kg of varying schedules. (17,18)  
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The generally accepted steroid schedule in Scotland is 3 days of IV 

methylprednisolone 30 mg/kg followed by single monthly doses for a total of 6 

months.  Steroid regimen is at the clinician’s discretion.  Please consider the need 

for short synacthen test and sick day dosing on a case-by-case basis according to 

local protocols.  

 

METHOTREXATE 
All patients with active JLS should be treated with a DMARD. Methotrexate (MTX) 

has been shown in a randomised controlled trial by Zulian et al to be highly effective 

and generally well tolerated. (19) Patients would typically be prescribed systemic 

corticosteroids alongside MTX as a ‘bridge therapy’.  The recommended weekly 

dose of MTX is 15 mg/m2 as single weekly oral or subcutaneous dose and should 

continue for at least 12 months following clinical remission before tapering. (18)  

 
MYCOPHENOLATE MOFETIL 
For patients with severe / refractory JLS or who are MTX-intolerant, mycophenolate 

mofetil (MMF) can be used at a dose of 500-1000 mg/m2. The most commonly used 

MMF dosing regimen in Scotland is 600 mg/m2 twice daily and patients will titrate up 

to this dose. MMF has been demonstrated to be an effective second line agent 

(either instead of / in addition to MTX) in case series and retrospective studies. (20-

22) 

 
TOPICAL TREATMENT  
Topical treatment is recommended for isolated circumscribed superficial lesions. 

Imiquimod 5% cream has been proven to decrease skin thickening. (23) However, 

due to the lack of paediatric data, further research for its use in JLS has been 

recommended by the SHARE initiative (1).  Moderate to high potency topical 

corticosteroids are also used but there are no clinical studies that demonstrate 

benefit. (24) Studies of Vitamin D derivatives, such as Calcipotriol, with phototherapy 

as well as topical Tacrolimus 0.1% have demonstrated significant improvement in 

skin softening. (24-26) 

 
PHOTOTHERAPY 
Phototherapy with medium-dose ultraviolet light A1 can also be used to increase skin 

softness in isolated circumscribed lesions but also has limited evidence for its use. 

(27) The increased risks of carcinogenesis and skin ageing due to the need for 

protracted maintenance therapy in CYP with JLS should be considered. (28) 

 

BIOLOGICS 
There have been many case series and small number studies regarding alternative 

agents for refractory / severe JLS. Abatacept and Tocilizumab are the most common 

biologics described, are generally well tolerated and result in improved symptoms 

and JLS activity scores. (29-33) They should be considered at the clinician’s 
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discretion. There are case reports of a number of other agents including 

hydroxychloroquine, ciclosporin, azathioprine, retinoids, IV immunoglobulin, 

rituximab, infliximab and janus kinase inhibitors being used in isolation or in addition 

to other standard therapies. However there is currently not enough evidence to 

advise their use. 

 
 

PHYSIOTHERAPY AND OCCUPATIONAL THERAPY 
Physical and occupational therapy is recommended for all patients with restricted 

joint movement / muscle weakness in conjunction with topical / systemic 

management. (1) 

 

OTHER 
In a small number of patients, surgery for leg lengthening or fat transfer may be 

required. These cases should be assessed and discussed with local specialists 

(orthopaedics or plastic surgeons) on a case-by-case basis. (24, 34) 

This flowchart for management of JLS is adapted from the SHARE initiative. 
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