Indian Journal of
Dermatology, Venereology & Leprology

Journal indexed with SCI-E, PubMed, and EMBASE

EDITORIAL

Management of autoimmune urticaria
Arun C. Inamadar, APAINIA Palif......cccveceeeierirerieieerteesestecste st et teste st s te st e e seste e st e st e e ese st eseesestesessentesansensesensensesensens 89

VIEW POINT

Cosmetic dermatology versus cosmetology: A misnomer in need of urgent correction
Shyam B. Verma, Z0€ D. DTACIOS .....cceueueeurueirtrereririesetetseetetsseestesee st se et st se et see et s et et sse et e s e et esesetessneneseneaeas 92

REVIEW ARTICLE

Psoriasiform dermatoses

Virendra N. Sehgal, Sunil Dogra, Govind Srivastava, Ashok K. Aggarwal 94
ORIGINAL ARTICLES

A study of allergen-specific IgE antibodies in Indian patients of atopic dermatitis

V2 K. SOITIATIIL 1ottt seest et st ettt et sae st et e st et sa et e st sae b e st e s et et e s et eae e s et e st e s et e st s enteae b eateaesentesensentsaesentssensens 100

Chronic idiopathic urticaria: Comparison of clinical features

with positive autologous serum skin test

George Mamatha, C. Balachandran, Prabhu Smitha........ccceceievnninnncnccnnccne 105

Autologous serum therapy in chronic urticaria: Old wine in a new bottle

A. K. Bajaj, Abir Saraswat, Amitabh Upadhyay, Rajetha Damisetty, Sandipan Dhar.......c.ccccceveveneeercrererencnnnes 109

Use of patch testing for identifying allergen causing chronic urticaria

ASHImMAaV DED SHATTIIA ...cuvuiuiiieieieeee ettt ettt ettt st ettt st ettt e s et s s se b e s et seaeneenenen 114

Vitiligoid lichen sclerosus: A reappraisal
Venkat Ratnam Attili, Sasi Kiram Attili.......ccoeeeeeiiioiieeeieceeeeeeeceee e




CONTENTS (Contd.)

BRIEF REPORTS

Activated charcoal and baking soda to reduce odor associated
with extensive blistering disorders
Arun Chakravarthi, C. R. Srinivas, Anil C. Mathew .........ccccceveveerenennncneneeceeeenenns 122

Nevus of Ota: A series of 15 cases

Shanmuga Sekar, Maria Kuruvila, Harsha S. Pai 125

Premature ovarian failure due to cyclophosphamide: A report of four cases in dermatology practice

VIKTAIIE AL SBO0JIeuuueutuiueieteietetrieeete ettt ettt st ettt ettt e s et et s e et e s e st et et s ae s et e s eae b et eae st e b eseae et ese et sseneateneaen 128
CASE REPORTS

Hand, foot and mouth disease in Nagpur

VAKTAIE A, SA0Jicuurvurverrerereesserseesaeesessesssssesasessessassaessessessassasssessessessassaessessessassasssessnes 1 . Py 133

Non-familial multiple keratoacanthomas in a 70 year-old long-term
non-progressor HIV-seropositive man

Hemanta Kumar Kar, Sunil T. Sabhnani, R. K. Gautam, P. K. Sharma,
Kalpana Solanki, Meenakshi BRardwaj.........coeeeeeeueerinermencnineeentnenencneeeesesseeneneene 136

Late onset isotretinoin resistant acne conglobata in
a patient with acromegaly
Kapil Jain, V. K. Jain, Kamal Aggarwal, Anu Bansal.........ccceeeeeeueueecencrcrcncrcecrenenes 139

Familial dyskeratotic comedones

M. Sendhil Kumaran, Divya Appachu, Elizabeth Jayaseelan 142



CONTENTS (Contd.)

Nasal NK/T cell lymphoma presenting as a lethal midline granuloma
Vandana Mehta, C. Balachandran, Sudha Bhat, V. Geetha, Donald Fernandes..........

Childhood sclerodermatomyositis with generalized morphea
Girishkumar R. Ambade, Rachita S. Dhurat, Nitin Lade, Hemangi R. Jerajani....... ] - 148

Subcutaneous panniculitis-like T-cell cutaneous lymphoma
Avninder Singh, Joginder Kumar, Sujala Kapur, V. Ramesh.......ccccceeeerirrcreeccnnee

LETTERS TO EDITOR

Using a submersible pump to clean large areas of the
body with antiseptics
C. R. STIMIVAS t1utveuteuieeteeeieteestetetesestestssesteseeseste e ssaste e esasse e esessentesasentesessansesansansenassenean

Peutz-Jeghers syndrome with prominent palmoplantar
pigmentation

K. N. Shivaswamy, A. L. Shyamprasad, T. K. Sumathi, C. Ranganathan 154
Stratum corneum findings as clues to histological diagnosis of

pityriasis lichenoides chronica

RAJIV JOSIL 1.ttt ettt ettt st ettt s ettt ee 5 156
Author’s reply

S PTAAEED NAIT ..uiiuiieieieieteeete ettt ettt ettt e e et et e st e ae st et ese st e st eae s et ese s e st ese s enteseatensssantessesantessssentessnsantesensensenen 157
Omalizumab in severe chronic urticaria

Ko VLGOSt te ettt ettt e et et e et et e ae st et e s et et e s et e st esa st e st esa st e st s et esa s entesesentesasentesansantesetentenansentans 157

Hypothesis: The potential utility of topical eflornithine against cutaneous leishmaniasis
ML R N@ITIAZI «oucuieeeiiieteienceeeseeete ettt ettt st es et st s ae e s e et et s e et et e s e et e e e ae e ebeseue et e s e s et et sae et ese et es e st b eseseat et eneatates

Nodular melanoma in a skin graft site scar
A. Gnaneshwar Rao, Kamal K. Jhamnani, Chandana Konda




CONTENTS (Contd.)

Palatal involvement in lepromatous leprosy

A. Gnaneshwar Rao, Chandana Konda, Kamal Jhamnani 161
Unilateral nevoid telangiectasia with no estrogen and progesterone

receptors in a pediatric patient

E Sule Afsar, Ragip Ortac, GUIden DiliZ.......c.cccoeoeverererenererererenenereneeeeeeeeieeseneneneeeenenes 163
Eruptive lichen planus in a child with celiac disease

Dipankar De, AMrinder J. KANWAT......c.coceoeeteuruereerereertreeerteseesteeesetessseessesesetesssesesenend 164
Xerosis and pityriasis alba-like changes associated with zonisamide

Feroze Kaliyadan, Jayasree Manoj, S. VenkitaKIiShNam........ccccoeueeeiriiennincrinr ettt 165
Treatment of actinomycetoma with combination of rifampicin

and co-trimoxazole il i

RAJIV JOSI 1.vorvvveeeeeeaeeeeeseeesssssssessesssssssssssesesssssssssssssssssssssssnsssessssssssmsssssessssssssssssssseee TR 166
Author’s reply

M. Ramam, Radhakrishna Bhat, Taru Garg, Vinod K. Sharma, R. Ray, M. K. Singh, U. Banerjee,

C. RAJEIUATATL ...ttt ettt ettt sttt sttt be s ettt ettt ettt et st b et et bebebeseneseneneneaeacn 168
Vitiligo, psoriasis and imiquimod: Fitting all into the same pathway

BEIl RAJ EADCIL....ueuiuiiiitteeeeeeeeseeeet ettt ettt sttt ettt se bbbt ettt et ettt et sttt bbb b s enene e e aeaen 169
Author’s reply

Engin Senel, DeNIZ SECKITL....ceeuruiueueieieieieiecceceerer ettt ettt ettt st sttt st ae bbb se s nenenean 169
Multiple dermatofibromas on face treated with carbon dioxide laser: The importance of laser
parameters

Kabir Sardana, ViJay K. GAIE .......cceeeceeteueertrererietesetetesesestsseestesesetssssestsseseststssesestssesestesesessnsssesensesesentesesesesenes 170
Author’s reply

D. S. Krupa Shankar, A. Kushalappa, K. S. Uma, ANjay A. Pal......ccceverirereririrereninieeniseeesesessesesseseesssssessssenes 170
Alopecia areata progressing to totalis/universalis in non-insulin dependent diabetes

mellitus (type IlI): Failure of dexamethasone-cyclophosphamide pulse therapy

Virendra N. Sehgal, Sambit N. Bhattacharya, Sonal Sharma,

Govind Srivastava, ASHOK K. AGZATWWAL ......c.ccceuiuiriririeirinieeeteeecrteesetee ettt eesenend 171

Subungual exostosis
Kamal Aggarwal, Sanjeev Gupta, Vijay Kumar Jain, Amit Mital, Sunita GUPta........ccceeveverrerenrercnenercccreeencnnns 173



CONTENTS (Contd.)

Clinicohistopathological correlation of leprosy
Amrish N. Pandya, HEMALi J. TAIIOT ...ccceueueuetrururieeeieieieiccceeeenecses sttt sttt sttt sttt ettt st e b senenen 174

RESIDENT’S PAGE

Dermatographism
Dipti Bhute, Bhavana Doshi, Sushil Pande, Sunanda Mahajan, Vidya Kharkar ........c.ccccceeeennnencnnencccnencncnnns 177

FOCUS

Mycophenolate mofetil
Amar SUTJUShe, D. G. SAPIE ...ttt ettt 180

QIZ

Multiple papules on the vulva
G. Raghu Rama Rao, R. Radha Rani, A. Amareswar, P. V. Krishnam

Raju, P. Raja Kumari, Y. Hari Kishan KUMaT ......cccocccvrreninieninreenneesteeeneeeeeseseenenes 185

E-IIDVL

Net Study

Oral isotretinoin is as effective as a combination of oral isotretinoin and topical anti-acne

agents in nodulocystic acne

Rajeev Dhir, Neetu P. Gehi, Reetu Agarwal, YUVIa] E. MOTE ......c.ceeueueuemeecceeiinetcstseneseseseesesesesesesesenesesesenenenens 187

Net Case

Cutaneous diphtheria masquerading as a sexually transmitted disease
T. P. Vetrichevvel, Gajanan A. Pise, Kishan Kumar Agrawal,

Devinder Mohan TRaDPa.....ccccvurerrireirieieietreecteiee ettt et s et e e seeseneas 187

Net Letters

Patch test in Behcet’s disease
Ulker Giil, Miizeyyen Goniil, Seray Kiilcii CAKMAak, ATZU KIIIG .......cvucvuevvereerrereeeeeseessesseseessessessesseesaessessesseesassaessens 187
Cerebriform elephantiasis of the vulva following tuberculous
lymphadenitis

Surajit Nayak, Basanti Acharjya, Basanti Devi, Satyadarshi Pattnaik,

ManO0j KUIMAT PALTA ....coueueieieueteenieceieieetet ettt ettt se ettt st et s st s et se et enes

Net Quiz
Vesicles on the tongue
Saurabh Agarwal, Krishna Gopal, Binay Kumar

The copies of the journal to members of the association are sent by ordinary post. The editorial board, association or publisher will not be
responsible for non-receipt of copies. If any of the members wish to receive the copies by registered post or courier, kindly contact the journal’s
/ publisher’s office. If a copy returns due to incomplete, incorrect or changed address of a member on two consecutive occasions, the names of
such members will be deleted from the mailing list of the journal. Providing complete, correct and up-to-date address is the responsibility of the
members. Copies are sent to subscribers and members directly from the publisher’s address; it is illegal to acquire copies from any other source. If
a copy is received for personal use as a member of the association/society, one cannot resale or give-away the copy for commercial or library use.




Case Report

Childhood sclerodermatomyositis with generalized morphea
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ABSTRACT

Systemic sclerosis (SS) and dermatomyaositis (DM) are both multisystem disorders and share some common clinical features.
We report here an 11 year-old girl whose disease showed a changing clinical pattern from juvenile systemic sclerosis
(JSS) to slowly progressing juvenile dermatomyositis (JDM) and had associated generalized morphea. Serological studies
revealed antinuclear antibodies (ANA) with a speckled pattern. Topoisomerase-I (Scl-70), UL RNP (ribonucleoprotein),
anti-Ro, anti-La and anti Jo-1 antibody tests were negative. Electromyography (EMG) was suggestive of primary muscle
disease and histopathological findings indicated scleroderma. The patient fulfilled the American College Rheumatology
(ACR) diagnostic criteria for JSS as well as Bohan and Peter criteria for JDM separately and hence, was diagnosed to have
sclerodermatomyositis (SDM). Mixed connective tissue disease (MCTD) and antisynthetase antibody syndrome (ASS)

which share same clinical features with SS and DM were excluded by immunological studies.
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INTRODUCTION

The term overlap syndrome (OS) may be used when patients
exhibit clinical features of two or more classical connective tissue
diseases (CTDs). Such patients may not only meet diagnostic
criteria for one disease but also have atypical manifestation
or findings suggestive of a second CTD. These include mixed
connective tissue disease (MCTD), sclerodermatomyositis
(SDM) and antisynthetase antibody syndrome (ASS). Systemic
sclerosis combined with DM is the most frequently seen
overlap syndrome and is called sclerodermatomyositis or
scleromyositis. It has been mainly described in adults with a few
cases of childhood SDM. Blaszczyk et al.!"l and Vandergheynst
et al.” have reported a case series of 14 and five children
respectively with positive PM-Scl antibody. The unusual feature
in our case, which was not reported in previous studies, was
the presence of multiple plaques of morphea.

CASE REPORT

An 11 year-old girl presented with multiple, red, raised, scaly
lesions of variable size and of two years’ duration on the

chest, abdomen, back, buttocks and the extremities. At the
age of ten years, she developed tightening and thickening
of the skin of acral areas, which gradually progressed to
involve the forearms, trunk and face. There was difficulty
in opening the mouth, exertional dyspnea and intolerance
to cold. A few months later, she developed moderate grade
fever of sudden onset, photosensitivity, periorbital redness
and swelling as well as proximal muscle weakness.
Cutaneous examination bilaterally
symmetrical, erythematous papules and scaly plaques
with central atrophy on the chest, abdomen, buttocks and
extremities [Figure 1]. Sclerodermoid changes were present
on the distal limbs with further involvement of the forearms,
trunk and face. She had microstomy, flexion contracture at the
elbows, edematous fingers and telangiectasias on the palms
and a hard palate. She also had heliotrope rash [Figure 2],
photosensitivity and intolerance to cold without any visible
Raynaud’s phenomenon. Muscle power was of grade IV and
IIlin the shoulder and pelvic girdle respectively. She did not
have any stellate scars, acro-osteolysis or Gottron’s papules
and Gottron sign was negative.

revealed multiple,
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Figure 1: Bilaterally symmetrical erythematous, scaly atrophic
plaques of morphea on the back

N ! {
Figure 2: Periorbital erythema and edema suggestive of heliotrope
rash

Oninvestigations, lactate dehydrogenase (LDH) was raised to
595 IU/L (Normal: 140-300 IU/L) while other muscle enzymes
like creatine phosphokinase (CPK), alanine transferase (ALT),
aspartate transferase (AST) and aldolase were within normal
limits. Electromyography (EMG) revealed features suggestive
of myositis. Histopathology performed for the atrophic
erythematous plaque showed a normal epidermis, upper
dermal edema and hyalinization of collagen bundles in
midreticular dermis suggestive of scleroderma [Figure 3].

Immunological studies revealed positive ANA (14) with
a speckled pattern. Double-stranded DNA, anti-Scl-70,
anti-UT-RNP, anti-Ro, anti La, anti Jo-1 and lesional
direct immunofluorescence tests were negative. A test
for rheumatoid factor was also negative. Polymyositis-
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Figure 3: Normal epidermis, upper dermal edemaand hyalinization
of collagen bundles in mid-reticular dermis (H and E stain,
x100)

Scleroderma antibody (PM-Scl) test was not available.

Pulmonary function tests and high-resolution computed

tomography (CT) of the chest revealed no abnormality.

Muscle biopsy was not performed. The diagnosis of SDM

was confirmed based on clinico-immunological findings.

The patient was treated with oral prednisolone (20 mg/day),

methotrexate (5 mg/week), hydroxychloroquine (100 mg/

day) and indomethacin with improvement in scleroderma
lesions and muscle weakness observed over a period of six
months. The raised levels of LDH reduced to normal levels
after treatment and remained so on follow-up after 12 and
18 months.

DISCUSSION

Sclerodermatomyositis has mainly been described in adults.
Only a few cases of childhood SDM have been reported
until now with lack of homogenous clinical pattern.!™!
It usually starts insidiously with myalgia before the age of
12 years but sometimes, the onset may be sudden, with
fever, severe myalgia, arthritis or Raynaud’s phenomenon.
Cutaneous features of SS and DM develop usually within
the first year of illness and become pronounced during the
progression of the disease. Alhough myalgia may be severe,
muscle enzyme levels are usually normal or slightly raised
as observed in our case. The myalgia and cutaneous signs
of DM are usually transient and may regress spontaneously,
whereas those of scleroderma persist. Other common
features are calcinosis, arthritis and a transient Raynaud’s
phenomenon that usually begin later in the course of the
disease. As seen in our case, visceral involvement is often
absent or mild.'*>® In SDM, the anti UT-RNP antibody
is absent but other autoantibodies may be transiently
detected.P®7
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The changing clinical pattern of the disease may suggest
the initial diagnosis of JRA, JSS, JDM, MCTD and ASS.!"
Juvenile systemic sclerosis often displays features of other
CTDs manifesting a mild non-inflammatory myopathy with
normal muscle enzyme levels.”® The differentiating features
of SDM from JSS are the absence of acro-osteolysis, stellate
scars, contractures of the fingers, thinning of lips, perioral
furrowing, prominent telangiectasia, avascular areas on
capillaroscopy and severe visceral involvement!™” which
were also absent in our case.

Childhood DM usually has an acute onset with raised levels
of muscle enzymes and severe vascular involvement.!"”?!

The most common form of ASS is characterized by the
presence of the anti-Jo 1 antibody, interstitial lung disease
(ILD), inflammatory muscle disease and in many cases, fever,
polyarthritis, Raynaud’s phenomenon and thick, cracked
skin on the fingers (mechanic’s hand).”!'? Our case did not
have ILD and the anti-Jo 1 antibody was absent.

Patients with MCTD, predominantly females, show features
of systemic lupus erythematosus, systemic sclerosis
(SLE), DM and PM. All these patients have high titers of
the antibody against U1-RNP. Prominent clinical features
include myositis, pulmonary hypertension, Raynaud’s
phenomenon, esophageal hypomotility, swollen hands and
sclerodactyly. Sclerodermatomyositis differs from MCTD by
coexistent features of SS and DM with no components of
SLE and absence of the anti-UIRNP antibody characteristic
of MCTD.*>7 None of the features of SLE was evident in our
patient and the anti-U1RNP antibody was absent.

The features observed in our patient were diffuse
scleroderma, generalized plaque type morphea, heliotrope
rash, proximal muscle weakness, speckled ANA pattern,
increased LDH level and EMG findings suggestive of
myositis. Diagnosis of JSS, JDM, ASS and MCTD were
excluded on the basis of clinico-immunological findings.
Although the pattern of ANA was speckled rather than
being homogeneously nucleolar which corresponds to
positivity for the PM-Scl antibody, she fulfilled the Bohan
and Peter’s diagnostic criterial® for JDM and ARA criteria
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for JSSP! separately. Hence, we arrived at the final diagnosis
of childhood SDM.

The identification of such patients has prognostic and
therapeutic implications as these patients have a protracted
and benign course. Although the clinical behavior of SDM is
varied and benign, a strict follow-up for the possible onset
of severe visceral involvement is nevertheless mandatory.
Aggressive treatment is not usually required and the
patients often respond to nonsteroidal anti-inflammatory
drugs (NSAIDS) or to oral corticosteroids.
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