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necrosis in the biopsy specimen. The Mantoux test is positive in 
most cases, as in our case. The absolute criteria for the diagnosis of 
cutaneous tuberculosis include a positive culture of M. tuberculosis 
from the lesion or deoxyribonucleic acid amplification by 
polymerase chain reaction. However, the culture was negative 
and polymerase chain reaction could not be performed in our 
case. A therapeutic trial with antitubercular therapy is justified, if 
clinical suspicion is strong and the diagnosis can be made based on 
the therapeutic response.

Our case emphasizes the importance of early diagnosis and 
treatment to prevent complications of lupus vulgaris like ectropion, 
which develop with the involvement of the conjunctiva.
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Figure 3: Post treatment photograph showing healed lesion with scarring over 
right side of face and upper eyelid along with ectropion of right upper eyelid
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A case of  Marshall’s syndrome (postinflammatory 
elastolysis)
Sir,
Cutis laxa is a rare connective tissue disorder, which may be 
inherited or acquired. The disease is characterized by sagging and 
wrinkling of the skin and may also affect other organ systems. 
Marshall’s syndrome is a type of acquired cutis laxa characterized 

by cutaneous involvement alone and occurs following inflammatory 
dermatoses such as Sweet’s syndrome.

A 28‑years‑old man presented with tiny reddish elevated lesions on 
various parts of his body since six months [Figure 1]. The patient 
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also noticed sagging of his facial skin, coinciding with the onset 
of these papules. Dermatological examination revealed multiple 
erythematous papules on his trunk, along with sagging and wrinkling 
of the facial skin  [Figure  2]. This was more pronounced on the 
helices of his ears [Figure 3] and the skin elasticity was decreased, 
resulting in an aged appearance. Skin biopsy from the asymptomatic 
erythematous papules on the trunk revealed a normal epidermis with 
dermal interstitial neutrophilic infiltrates. Special stains for elastin 
revealed fragmentation of elastic fibers.  [Figure  4]. Laboratory 
investigations were within the normal range.

In view of the clinical, laboratory and histopathological findings, we 
made a diagnosis of postinflammatory elastolysis, which is defined 
as acquired cutis laxa Type 2 (Marshall’s syndrome). Though there 
is no curative treatment for elastolysis, the patient was prescribed 
topical corticosteroid for the papular lesions. During follow‑up, 
all the treated lesions were found to have regressed in 6  months 
indicating that disease progression had stopped. No recurrence was 
observed after 1 year.

Cutis laxa is a disorder affecting connective tissues characterized by 
premature aging.1,2 It may be inherited or acquired. Inherited forms 
comprise autosomal dominant cutis laxa, autosomal recessive cutis 
laxa, Urban–Rifkin–Davis syndrome, macrocephaly‑alopecia‑cutis 
laxa‑scoliosis syndrome, arterial tortuosity syndrome and X‑linked 
cutis laxa.3,4 The acquired form is divided into two groups according 
to the clinical and histological features: Type  1 or generalized 
acquired elastolysis and type 2 or Marshall’s syndrome.5 A number 
of etiologic factors such as medications, malignancies, infections, 
connective tissue diseases, renal diseases, alpha‑1 antitrypsin 
deficiency, mastocytosis, amyloidosis, dermatitis herpetiformis, 
interstitial granulomatous dermatitis, sarcoidosis and celiac disease 
have been described to be associated with acquired cutis laxa 
type 1. It tends to be more prevalent in adults.2,5 On the other hand, 
acquired cutis laxa type 2 (Marshall’s syndrome) usually develops 
as a post‑inflammatory phenomenon. Moreover, it tends to occur in 
infants and children.4

Marshall’s syndrome was first described by Marshall, Heyl and 
Weber in 1966.5 Factors that play a role in the pathogenesis of 
this disease are not exactly known but several assumptions have 
been made. The degradation of elastin fibers is central totheories 
about pathogenesis.2,5 Elastin fibers are degraded by the enzyme, 
elastase. One of the most important theories in pathogenesis is 
that elastase activity increases when neutrophils accumulate, 
as neutrophils are an important source of elastase.2,5 Another 
factor indicted in the pathogenesis is the dysfunction of elastase 
inhibitors such as alpha‑1 antitrypsin. In patients with pulmonary 
involvement, this enzyme deficiency may be determined.1,2 Biopsy 
shows a dermal infiltrate of neutrophils, while the epidermis 
is usually unaffected. In our case, the elastic fibres seem to be 
fragmented by the neutrophils in the dermis, a feature described 
in this condition.4,5

Anetoderma and mid‑dermal elastolysis should be considered in 
the differential diagnosis. In anetoderma, the lesions are smaller 
and herniate on palpation. Mid‑dermal elastolysis shows a different 
pattern of elastolysis in the mid‑reticular dermis and generally does 
not affect the face.4

Figure 1: Erythematous papules on the trunk

Figure 2: 2 years before the onset of disease and the current appearance

Figure 3: Wrinkling and sagging of the helices of both the ears

In conclusion, Marshall’s syndrome is a rare disorder, the 
pathogenesis of which is still not fully understood. We were able to 
find seven previous reports of this condition [Table 1].5 There is no 
effective treatment for this rare condition. More studies are needed 
to elucidate the pathogenesis and find newer avenues of treatment 
for this unusual disorder.
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Table 1: Previously reported case

Authors (year) Preceding dermatosis Age at onset Sex Remarks
Christensen and Gonzalez-Crussi Sweet’s syndrome 17 months Female Aorta was affected
Muster et al. Sweet’s syndrome 16 months N/A Aorta was affected
Hwang et al. Sweet’s syndrome 16 months N/A Alpha‑1 antitrypsin deficiency
Guia et al. Sweet’s syndrome 7 months Male Aorta was affected
Prasad et al. Sweet’s syndrome 1 month Female Fever and neutrophilia
Timmer-de Mik et al. Sweet’s syndrome 8 months Male Fever and neutrophilia
Ma et al. Sweet’s syndrome 11 years Male Fever and leukocytosis
This report (2015) Sweet’s syndrome 28 years Male No laboratory abnormalities
N/A: Not available
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