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Morphoea, Morphea and Scleroderma….

‘Scleroderma’ was probably first used by Giovambattista 
Fantonetti in 1836 to describe a 30-year-old patient with skin 
swelling, pustules and progression to hard brown skin said to 
be ‘as firm as leather’

• Scleroderma hard skin

• Morphoea form and structure

“In order to avoid unnecessary confusion on the part 
of both patients and doctors of other specialties, the 
authors postulate that localized scleroderma should 
be called morphea” (Dańczak-Pazdrowska 2021)

(De Silva 1994) 



Classification 

Tuffanelli and Winkelmann classification 1961

Morphea 

Circumscribed, sclerotic plaques with an ivory-coloured centre and 
surrounding violaceous halo. 

Linear scleroderma 

Linear, band-like distribution

Frontal or frontoparietal linear scleroderma (en coup de sabre) is 
characterized by atrophy and a furrow or depression that extends 
below the level of the surrounding skin

Generalized morphea

Widespread skin involvement with multiple indurated plaques, 
hyperpigmentation and frequent muscle atrophy

(Asano 2018)



Peterson et al.classification 1995

Plaque morphea

 Plaque morphea

 Guttate morphea

 Atrophoderma of Pasini and Pierini
 Keloid morphea (nodular morphea)

(Lichen sclerosus et atrophicus)

Generalized morphea

Bullous morphea

Linear morphea
 Linear morphea (linear scleroderma)

 Morphea en coup de sabre

 Progressive facial hemiatrophy

Deep morphea

 Morphea profunda
 Subcutaneous morphea

 Eosinophilic fasciitis

 Pansclerotic morphea of
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Sclerosis of skin that can result in significant 

cosmetic and functional impairment

Often well-circumscribed

Firm with loss of normal elasticity

Often with a central pale or pigmented area 

surrounded by reddening at the margins 

Two distinct phases;

1. Inflammatory active stage with erythema 

and enlargement

2. Inactive, sclerotic, atrophic stage of damage

Can have a varied clinical presentation 

PATIENT IMAGES 

REMOVED



A retrospective chart review of 65 children with 

linear morphoea

• 53% had the en coup de sabre subtype, 

• 41% linear morphoea on the trunk and ⁄or limbs  
• 6% a combination

• 85% were confined to one side of the body

Data indicated linear morphoea follows the lines of 

Blaschko

Authors hypothesize that in these patients' 

susceptible cells are present in a mosaic state, 

exposure to a trigger may result in the condition

(Weibel 2008)
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LoSCAT
 
Localised 
Scleroderma 
Cutaneous 
Assessment 
Tool 

LoSAI & LoSDI
Validated clinical measure

Accounts for evolution of over time

LoSAI & PGA-A - Activity

LoSDI & PGA-D - Damage

  (Teske 2020)



LoSAI – Activity index

0-4   Mild

5-12 Moderate

≥13 Severe

LoSDI – Damage index

0-10 Mild

11-15 Moderate

≥16 Severe

Example scores over 2 years:
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(Zulian 2019)



Investgations

Clinical assessment – specialist centre

Photos

Assessment scoring - LoSCAT 

Examine joints +/- MRI 

Consider skin biopsy and bloods

Consider imaging eg MRI head

Consider thermography 

Consider ophthalmology review

Consider maxilofacial or orthodontic review



25% may have extra 

cutaneous associations…

Bloods

• Inflammatory markers – if elevated 

can monitor response 

• Muscle enzymes – suggest muscle 

involvement
• Anti-nuclear antibodies (43-50%) 

may suggest extensive / severe 

disease 

• Rheumatoid factor (15 – 25 %) 

extra-cutaneous features in LSc

(Wu 2019, Zulian 2006)
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Affected foot - small, tight tendons. Affecting gait Subcutaneous fat loss & joint contractures

• Deformities can occur

PATIENT IMAGES REMOVED



Management

(Adapted from Zulian 2019)

Topical treatment

Tocilizumab

Abatacept
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A localised patch

• Aged 7

• Managed with super potent topical steroid

• Not increasing in size 

• Inactive and symptomatic –topical tacrolimus

Aged 7

Aged 9
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• 6 years later

• Concern over 

erythema

• Thermography 

performed

• Considering MTX

• LoSDI 6

“The lesion is generally warmer 

than the contralateral area, the 

medial edge is the hottest area of 

the lesion. A small region drawn 

here measured 3.3 ° C warmer than 
the contralateral area . In the 

absence of any other explanation 

this does appear to indicate 

inflammation in this area”
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En coup de sabre

3 yrs old 

8-week history pale 
hairless patch no better 
with oral terbinafine

MRI head; Right frontal 
thinning of calvarium 
consistent with linear 
scleroderma 
no brain abnormality

MTX for 2 years  stopped 
due to intolerance

Topical Sebco 
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18 months later

PATIENT IMAGES REMOVED
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Referred aged 10 4-year history 

MRI x3 shows microhaemorrhages in brain 

parenchyma

Coexisting Alopecia areata

Bilateral changes

MTX for 2 years and initial IV steroid

3 months after stopping treatment - relapse

Switched to MMF for 2 years

PATIENT IMAGES REMOVED



4 years later

No activity

Minimal extension

Some new alopecia to scalp and eyelashes

No relapse after stopping MMF
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Extensive linear 
change

14 yr old

Noticed incidentally

Present months

Keen athlete
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6 months later

20 months of MTX
Initial 5 months of IV pred

Nausea with MTX

Great anxiety about relapse

LoSAI  21 - 0
LoSDI  20 - 3
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Extensive en coup de sabre

Seen aged 3 with 6 week history of increasing macule on forehead

History of congenital nystagmus

Urgent biopsy and ophthalmology review

Admitted within days for IV steroid

• Initial IV steroid 14 months

• MTX 18 months initially – stopped due to LFT’s

    (Skin still active)

• Switched to MMF + Tocilizumab for 2 years
     with IV pred / oral pred intermittently

• Methotrexate added back in to allow reduction in steroids

• Currently in remission
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Skin biopsy scalp aged 3 – early 

linear scleroderma

MRI head; left frontal skull 

abnormality, with loss of scalp 
tissue and thinning of the 

underlying bone

.

Multiple foci calcification – 

progression on subsequent scans
(neurology supported use of 

tocilizumab)

Fat transfers with plastic surgery

Considering further surgery

Camouflage clinic

Eyebrow tattooing

Ophthalmology input

Clinical psychology

PATIENT IMAGES REMOVED
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Psychosocial Impact

Factors

• Self-image

• Bullying

• Fear and anxiety – progression / recurrence

• Burden of treatment – needles , blood tests, 
medication 

• Visits – school attendance

Tools

• Health psychology

• Scores – GAD, CDLQI, PHQ

• Art therapy

• Camouflage make up clinic

• MDT team input
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