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heart.[4] Involvement of upper esophagus resulting 
in  aspiration has been reported.[5] Myocarditis and 
cardiac dysfunction have occurred in one patient. 
Our patient had involvement of vocal cord as 
evidenced by videolaryngoscopy with inter arytenoids 
thickening. Decreased motility in upper part of 
esophagus was observed in upper gastro-intestinal 
endoscopy. The involvement of vocal cord has lead 
to hoarseness of voice, and it was successfully treated 
with methyl prednisolone. Even after extensive 
searches of literature, we have found that vocal cord 
involvement in scleredema is unreported till date. As 
of our knowledge, this is the first case of scleredema 
adultorum of Buschke with involvement of vocal 
cords.

The treatment protocol for scleredema adultorum 
has not been effectively described in the literature. 
Steroids and immunomodulators have been tried for 
systemic involvement of this disease. Scleredema, 
often thought to be a benign disease, can rarely 
present with medical emergencies as was the case 
with our patient. Patients with scleredema have to be 
screened for internal organ involvement to prevent 
mortality.
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Neutrophilic figurate erythema 
recurring on the same site in a 
middle-aged healthy woman

Sir,
Figurate erythemas (FE) constitute a cluster of 
inflammatory cutaneous disorders, clinically 
characterized by annular, arcuate, serpiginous, or 
polycyclic lesions, widespread or localized distribution, 
and transient or persistent behavior.[1] Neutrophilic 
figurate erythema (NFE) is a rare inflammatory 
dermatosis, characterized by annular erythematous 
lesions, sometimes with polycyclic configurations 
with histological feature of neutrophic infiltration 
with nuclear dusts in the dermis.[2] ‘NFE in infancy’ 
is a very rare disorder,[1,3] and the disease is still rarer 
in adults.

A 47- year-old Hindu woman came with a gradually 
expanding oval red elevated skin lesion on her left 
forearm that was present for the preceding 4 days. 
She had occasional itching and mild pain over the 
lesion. There was neither any systemic complaint 
nor any history of intermittent or continuous drug 
intake prior to an eruption. She had a history of 
similar eruption over the same site a few months 
ago. She had no history of an insect bite. Cutaneous 
examination revealed a well-defined erythematous, 
shiny, firm, non-tender plaque (measuring 
3  cm × 4 cm) on the extensor surface of the lower 
third of her left forearm. The surface of the lesion 
was wrinkled at places. [Figure 1a] No sensory 
anomaly or peripheral nerve thickening was found. 
Examination of hair, nails and other systems was 
non-contributory. Histopathological examination 
could not be performed as the patient did not give 
consent for the same. However, the skin lesion 
resolved completely with an application of emollient 
only within 6 weeks. Twelve weeks later, the patient 
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returned to us with a similar complaint. Examination 
showed a well-defined erythematous, firm, shiny, 
non-tender plaque (7 × 5 cm) on the extensor surface 
of her left forearm. There was relative clearing and 
fine scaling at the center of the lesion. The margins 
of the scales were attached peripherally [Figure 1b]. 
A  lesion with similar morphology was also present 
on her right shoulder (2 × 3 cm) [Figure 1c].

There was no regional lymphadenopathy. There was 
gradual central clearing and peripheral expansion 
with fine trailing scales [Figure 2].

The complete hemogram of the patient was normal, 
except for the raised ESR (63 mm/hr). Biochemical 

Figure 2: Gradual central healing and peripheral expansion with 
fine trailing scales at (a) 4th day, (b) 3rd week, and at (c) 8th week 
of presentation

cba

Figure 1: (a) A well-delineated erythematous shiny plaque with 
wrinkled surface. (b) Erythematous glistening plaque with relative 
clearing and fine scaling at the center of the lesion. The margins 
of the scales were attached at the periphery. (c) Erythematous 
scaly plaque on the right shoulder

cba

Figure 3: (a) Papillary dermal edema dilated dermal blood 
vessels, and perivascular and interstitial infiltrate of 
neutrophils, mononuclear cells and histiocytes. (H and E, ×100) 
(b) Extravasations of erythrocytes and neutrophilic infiltrate with 
leukocytoclasia. (H and E, ×400)

ba

panel was normal. Skin scrapings for dermatophytes 
did not reveal any fungal element. Mantoux test 
(5 TU) showed an induration of 12 mm × 14 mm. 
ANA (by immunofluorescence; Hep2 cell line) 
was negative. Chest X-ray, ultrasonography of the 
abdomen, and gastrointestinal endoscopy was non-
contributory. Histopathological examination (from 
both forearm and shoulder lesions) showed normal 
epidermis without any spongiosis or parakeratosis. 
There was papillary dermal edema with slightly 
dilated blood vessels, and dense perivascular 
infiltrate, mainly comprising of neutrophils, 
mononuclear cells and histiocytes. There were 
extravasations of RBCs, leukocytoclasis, and nuclear 
dusts formation without any evidence of vasculitis 
[Figure 3]. The subcutaneous tissue was normal. 
Direct immunofluorescence was negative.

Based on the clinical and histopathological picture, a 
diagnosis of recurrent neutrophilic figurate erythema 
was made. The patient was treated with emollients, 
topical fluticasone propionate ointment (0.005%) 
for 2 weeks, and dapsone (100 mg/ day). The lesions 
completely resolved uneventfully within 8 weeks. The 
dose of dapsone was gradually tapered and stopped at 
12th week. There was no recurrence of lesions during a 
follow-up period of 1 year. 

Only a few cases of NFE have been described in 
adults. Table 1 summarizes reported cases of NFE in 
adults in the English language literature as revealed by 
a PubMed database search.[2,4,5]
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The lesions of NFE are asymptomatic or mildly pruritic 
and are characterized by arciform plaques, which may 
have a raised, firm erythematous border and trailing 
scale. Histologically, the lesions show superficial 
and deep perivascular and interstitial infiltrate of 
neutrophils and nuclear debris,[2] as seen in our 
patient. Other clinical differential diagnoses that were 
considered in the present case were, erythema annulare 
centrifugum (EAC), erythema chronicum migrans 
(ECM), erythema gyratum repens (EGR), annular 
variant of subacute cutaneous lupus erythematosus 
(SCLE) and Sweet syndrome. These differentials were 
ruled out on clinical and histopathological grounds. 

Other histological differential diagnoses that present 
with neutrophilic dermatosis, like, pyoderma 
gangrenosum, rheumatoid neutrophilic dermatosis, 
Behcet’s syndrome, urticarial vasculitis, and acute 
generalized pustulosis, could easily be ruled out 
by the absence of the distinctive clinical features 
characteristic of these conditions.

NFE may be present with some underlying disease 
or in otherwise healthy individuals.[2] One case of 
NFE was described in an old man as a paraneoplastic 
manifestation of underlying malignancy.[4] Another 
case of neutrophilic figurate erythema with the 
morphology of erythema gyratum repens was reported 
in a patient with S.L.E.[5] However, our patient did not 
have any such association.

History of recurrence of lesions on more or less the 
same site within a span of a few months was an 
interesting feature in our patient. We seek to emphasize 
by this report that in spite of its rarity, a diagnosis of 
NFE should be considered in the differential diagnosis 
of erythematous scaly annular plaques in adults. 
Furthermore, while dealing with an annular or figurate 
inflammatory dermatosis in an adult, the treating 
physician should exclude any underlying disease 
including malignancy.
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Table 1: Neutrophilic figurate erythema in adults: clinical summary

Reference Sites of 
involvement

Age (years) at 
presentation/gender 
(Female = F, Male = M)

Underlying disease Number of 
episode

Course

Özdemir M 
et al.[2]

Back, extremities, 
and breasts

39 / F None 1 Treated with colchicine and 
hydroxyzine. The lesions resolved 
uneventfully within a month. No 
recurrence within 6-months’ follow-
up period.

Tre´bol I 
et al.[4] 

Upper and lower 
limbs, including the 
palms and the soles 

79 / F Cryptogenic hepatic 
cirrhosis and 
Hodgkin’s lymphoma

1 Complete remission of the 
lymphoma with radiotherapy. 
No recurrence of the cutaneous 
lesions within a 2-year follow-up.

Khan Durani B 
et al.[5]

Trunk, leg 69 / M Systemic Lupus 
Erythematosus

1 Erythema and infiltrated plaques 
disappeared after 2 weeks of 
treatment with local steroids. The 
patient received cyclophosphamide 
for lupus nephritis. No relapse was 
noted during follow-up.

Present case Forearm, shoulder 47 / F None 3 Dapsone, emollients, and topical 
steroid caused complete regression 
of the lesions within 6 weeks. No 
further recurrence within a follow-
up period of 1 year.



Letters to the Editor

Indian Journal of Dermatology, Venereology, and Leprology | July-August 2012 | Vol 78 | Issue 4508

Carnero L, et al. Paraneoplastic neutrophilic figurate erythema. 
Br J Dermatol 2007; 156:396-8.

5.	 Khan Durani B, Andrassy K, Hartschuh W. Neutrophilic 
dermatosis with an erythema gyratum repens-like pattern 
in systemic lupus erythematosus. Acta Derm Venereol 
2005;85:455-6.

Access this article online

Quick Response Code: Website: 
www.ijdvl.com

DOI: 
10.4103/0378-6323.98091

PMID:
*****

Therapeutic plasma exchange 
as a crisis option in severe 
pemphigus vulgaris

Sir,
Although conventional therapy with steroids and 
immunosuppressive agents is able to control the 
disease process in many patients with pemphigus 
vulgaris (PV), in some, these are ineffective or 
are contraindicated, wherein the role of various 
immunomodulatory drugs and procedures 
comes into play. Intravenous immunoglobulins 
(IVIg), rituximab, therapeutic plasma exchange 
(TPE), immunoadsorption and extracorporeal 
photopheresis can achieve rapid control of disease 
activity but need combination with steroids and 
other immunosuppressives or maintenance sessions 
for sustained remission. Considering the high 
cost of these procedures and the risk of infection-
related complications, their use is limited to severe 
pemphigus wherein rapid control of disease is 
desired or in recalcitrant cases not responding to 
conventional therapy. We herewith report a case 
of severe PV, who was showing slower response to 
dexamethasone azathioprine pulse therapy and was 
successfully treated with TPE, an option hardly being 
considered in the Indian scenario.

A 24-year-old married female came to the hospital 
with blisters and erosions all over the body and in 
the oral mucosa of one-month duration. On physical 
examination, she was febrile with numerous flaccid 
blisters and erosions involving the oral mucosa 
and more than 60% of the body surface area, some 

covered with slough. Perilesional Nikolsky sign 
was positive. Tzanck smear, skin biopsy and direct 
immunofluorescence confirmed the diagnosis of PV. She 
was put on oral prednisolone at a dose of 1 mg/ kg/day 
along with oral azathioprine at a dose of 50 mg/day on 
admission for 7 days. Cyclophosphamide was not used 
as a steroid sparing agent considering her reproductive 
age and as she was nulliparous. Subsequently, she 
was given intravenous dexamethasone pulse (120 mg 
of dexamethasone) on three consecutive days, once 
routine blood investigations were found to be normal 
and blood and urine cultures were sterile, thereby 
ruling out systemic sepsis. Intravenous antibiotics 
were given according to the pus culture and sensitivity 
reports from the cutaneous erosions. She was 
maintained on 1 mg/kg of oral prednisolone with 50 
mg of azathioprine daily after the pulse. One week 
after the pulse, she did not show any improvement 
and developed fever spikes of 102°F every day. 
Blood culture grew Enterobacter and Enterococcus 
faecalis, while the pus culture from erosions grew 
Staphylococcus aureus, Proteus mirabilis and Klebsiella 
pneumoniae. Based on sensitivity reports, she was 
started on intravenous vancomycin and meropenem. 
As the erosions were persisting and the disease was 
still active, the prednisolone dose was hiked up 
to  1.5  mg/kg/day three days after start of antibiotics. 
Two weeks after the dexamethasone azathioprine 
pulse, the erosions still persisted and did not show 
any evidence of reepithelialization, Nikolsky sign was 
still positive [Figure 1], and she continued to develop 
few new blisters. Her albumin levels fell to  2.1  mg% 
and she developed edema of hands and feet. She 
continued to develop fever spikes of 100°F. As she was 
in sepsis with persistent high grade fever, we could 
not consider giving her ‘Interval pulse’ of intravenous 
dexamethasone, IVIgs or rituximab. Considering all the 
above factors, she was given six sessions of TPE over 
a period of 2 weeks with a gap of 2 to 3 days between 
the sessions. Two liters of plasma was removed using 
a plasma filter attached to a standard dialysis machine 
and replaced with 1 liter of normal saline and 1 liter 
of fresh frozen plasma. The procedure was done by 
a nephrologist in the nephrology department of our 
hospital. As plasmapheresis is being done routinely 
in our hospital for patients of myasthenia gravis and 
Guillain Barre syndrome, the procedure was done free 
of cost. After the second session of TPE, Nikolsky’s 
sign became negative and no new blisters appeared. 
The erosions showed 50% reepithelialization after 
three sessions [Figure 2] and around 95% healing after 
the 5th cycle of TPE [Figure 3]. The oral erosions also 
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