Observation Letters

Calcified dyspigmented plaques, discharging sinuses and

guttate hypopigmentation: An unusual clinical presentation

of clinically amyopathic dermatomyositis

Sir,

A 30-year-old male presented with mildly painful gradually
increasing erythematous plaques on the lower back and right
buttock for the last four years. The plaque on the right buttock
developed sinuses 1% years back, with a history of watery
discharge and occasional whitish material from the sinuses.
There were no systemic complaints. He had been previously
treated elsewhere with antitubercular treatment, based on a
skin biopsy showing granulomatous inflammation, for one
month without much improvement. Examination revealed
erythematous-to-dyspigmented, tender depressed indurated
plaques, of size ranging from 15 x 10 cm to 30 X 20 cm,
over the left lower back, right buttock extending to the
postero-lateral thigh, and right medial thigh [Figure la].
There were two active sinuses overlying the plaque on the
right buttock [Figure 1b]. Similar, but smaller (3 X 4 cm),
plaques were also noted on the chest and right upper arm.
Additionally, there were clustered guttate hypopigmented
atrophic papules, coalescing to form plaques on the trunk
and bilateral arms and thighs [Figure 1c¢ and d]. The rest
of the mucocutaneous and systemic examination was
unremarkable. The patient was investigated with the
differential diagnosis of cutaneous tuberculosis, atypical
mycobacterial infection and deep mycoses. Complete
haemogram and serum biochemistry were within normal
limits, except for an elevated erythrocyte sedimentation
rate (115 mm/hour) and C-reactive protein (1.6 mg/L, upper
limit <0.5 mg/L). Mantoux test was negative. Enzyme linked
immunosorbent assay for HIV-1 and -2 was negative. Skin
biopsy from the edge of the sinus on the right buttock plaque
showed a granulomatous tissue reaction, with small calcium
deposits [Figure 2a and 2b]. Special stains and tissue culture
for bacteria, mycobacteria and fungi were negative. Another
biopsy from the buttock plaque showed features of hyalinising
lobular panniculitis [Figure 2¢], while those from the plaques
on the right thigh and chest, as well as the hypopigmented
papules, showed features of atrophic vacuolar interface

dermatitis with dermal mucin deposition [Figures 3a and b].
An X-ray of the right hip joint and thigh showed soft tissue
calcification, while a contrast-enhanced computerised
tomography of chest, abdomen and pelvis also showed skin
and subcutaneous tissue calcification in the upper anterior
chest, lower back and around bilateral hip joints [Figure 4]. In
light of these findings, the diagnostic possibility was revised
to a connective tissue disease. Indirect immunofluorescence
for antinuclear antibodies was negative; serum creatinine
phosphokinase (80 U/L, range 39-308 U/L) was normal,
while lactate dehydrogenase (337 U/L, range 135-225U/L)
was slightly elevated, and the electromyographic study
showed an inflammatory myopathic pattern. Evaluation for
extractable nuclear antigen antibody profile was not carried
out in view of a negative antinuclear antibodies test. A final
diagnosis of autoimmune connective tissue disease, possibly
hypomyopathic dermatomyositis was made. The patient was
initiated on oral prednisolone 1 mg/kg/day, methotrexate
15 mg/week, and hydroxychloroquine 300 mg/day, along
with oral diltiazem 240 mg/day for calcinosis. The guttate
hypopigmented papules disappeared completely within two
months. There was not much improvement in the right buttock
plaque and sinuses over the next six months, while the other
plaques on the lower back, chest and right upper arm showed
significant improvement. At this time, the patient developed
persistent transaminitis, and methotrexate was stopped.
Monthly corticosteroid pulses (dexamethasone 100 mg
x 3 days) were added in view of the lack of response of the
right buttock plaque. Until the last follow-up, the patient has
received six dexamethasone pulses, and prednisolone has
been tapered and stopped with significant softening of the
right buttock plaque and healing of sinuses [Figure 5].

Our patienthad several unusual features. The clinical presentation
of inflammatory plaques with discharging sinuses coupled with
granulomatous tissue reaction on histopathology made us initially
suspect a chronic infectious aetiology. However, subsequent
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Figure 1a: Ill-defined depressed dyspigmented plaques over the lower back Figure 1b: Lateral view shows active sinuses over the plaque on right
extending to the buttocks. Note the multiple guttate hypopigmented papules buttock.

and plaques on the back

Figure 1d: Guttate hypopigmented papules, and some coalescing to form
plaques, on the upper back
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Figure 2a: Histopathology from the edge of sinus showing irregular epidermal Figure 2b: Histopathology from the edge of sinus showing a granulomatous
acanthosis and dense upper dermal inflammatory infiltrate (H&E, x40) tissue reaction with epithelioid cells, Langhans giant cells and calcium deposits

(arrow) in the dermis (H&E, x400)
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investigations revealed subcutaneous calcification underneath
these plaques and repeated biopsies showed vacuolar interface
dermatitis, which prompted us to reconsider our diagnosis. The
dyspigmented indurated plaques, their location on fat-bearing
sites such as buttocks, thighs and arms, along with hyalinizing
lobular panniculitis on histopathology, and dystrophic
calcification were consistent with autoimmune connective tissue
disease-associated panniculitis."* The dyspigmentation lacked
the typical reticulate character of poikiloderma but did have
the individual elements of hypo-and hyperpigmentation, along
with erythema and atrophy. The sinuses and the granulomatous
response could be explained by ruptured calcinosis. Panniculitis
can rarely be the sole initial presentation of dermatomyositis.*
(N e Calcinosis complicated with discharging sinuses has been
/&5::5_:-? RN d @ , " ] previously reported in dermatomyositis.’

)

Figure 2c: Histopathology from the buttock plaque showing lobular .
panniculitis with hyaline necrosis, and macrocyst and microcyst formation Apart from these features, our patient also had guttate
(H&E, x400) hypopigmented atrophic papules and plaques on the trunk
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Figure 3a: Histopathology from the hypopigmented papule showing an Figure 3b: Prominent dermal mucin deposition (Alcian blue, x100)
atrophic epidermis, necrotic keratinocytes with vacuolar interface dermatitis

(H&E, x100)
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Figure 4a to c: CECT of chest, abdomen and pelvis showing multiple areas of soft tissue calcification (arrows) over (a) upper anterior chest, (b) lower back
and (c) around bilateral hip joints
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Figure 5a: Resolution of the dyspigmented plaques over lower back and
right buttock. Guttate hypopigmented papules over the lower back have
completely resolved
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Figure Sc: Residual post-inflammatory hyperpigmentation after healing
of dyspigmented plaque on right chest.

and proximal extremities which raised several differential
diagnoses. Such hypopigmented lesions, in the setting of
an autoimmune connective tissue disease, could represent
the cutaneous vasculopathic sequelae (atrophie blanche’)
of Degos disease,® however the absence of preceding
ulcerations and absence of suggestive histopathology and
systemic manifestations, coupled with a striking response
to treatment excluded this possibility. Lichen sclerosus
was excluded by the lack of papillary dermal sclerosis on
histopathology, while the clinical pattern did not fit well
with salt-and-pepper pigmentation. Given the histological
features of atrophic vacuolar interface dermatitis and
dermal mucin deposition, along with an excellent response
to oral corticosteroids, these lesions could represent a
specific cutaneous manifestation of autoimmune connective
tissue disease. However, these have not been described in
dermatomyositis or other autoimmune connective tissue
disease, to the best of our knowledge.
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Figure Sb: Lateral view showing healed sinuses over the plaque on right
buttock

ki
Figure 5d: Upper back shows complete healing of guttate hypopigmented
papules and plaques

Though our patient had sub-clinical inflammatory myopathy
and panniculitis with dystrophic calcification, he lacked the
pathognomonic or characteristic cutaneous manifestations of
dermatomyositis.” It remains to be seen if he develops the
more typical skin lesions later.

Wereportthis case forits atypical clinical presentation. Panniculitis
is an infrequent cutaneous manifestation of dermatomyositis; the
overlying sinuses and the initial granulomatous histopathology
initially mislead us, while the guttate hypopigmentation further
added to the diagnostic challenge.
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Chronic active Epstein-Barr

dermatomyositis

Sir,

Chronic active Epstein-Barr virus (EBV) infection
is a rare lymphoproliferative disorder that presents with
prolonged infectious mononucleosis-like symptoms and
a sustained EBV deoxyribonucleic acid (DNA) load in the
peripheral blood. It is a type of progressive disease that
presents with benign, borderline or malignant histologic
morphology and varied biological behaviour.! Patients with
chronic active Epstein-Barr virus often presents with fever,
hepatosplenomegaly, lymphadenopathy, gastrointestinal
damage, pancytopenia, interstitial pneumonia, a variety of
rashes, etc. However, chronic active Epstein-Barr virus
mimicking dermatomyositis is rare. We herein report such a
case report.

A 27-year-old male complained of swelling and redness
of the face along with weakness of limbs for two months.
High fever was also present during the course of the disease.
Physical examination revealed oedema of face including
both eyelids, dark erythema, papules, hyperpigmentation
and crusting on the limbs and trunk [Figure 1 (a-c)]. Two
peanut-size lymph nodes were palpable, one each in the left
supraclavicular and left inguinal region. The power of the
muscles in the proximal extremities was grade IV.

virus infection mimicking

Laboratory examinations showed  the alanine
aminotransferase level to be 102 IU/L (Normal <50 IU/L)
and the creatine phosphokinase level to be 2342 IU/L
(19~226 1U/L). Electromyography revealed myogenic
damage of deltoid muscle, biceps brachii muscle and
vastus medialis muscle, with spontaneous potential and
shortened duration of light force contraction. Correlating
the clinical and laboratory findings, a diagnosis of
dermatomyositis was made. However, immunologic
testing was negative. Biopsy of the necrotic papules on
the forearm showed dense lymphoid cell infiltration in
the dermis and subcutaneous layer of fat. The infiltrating
cells were most positive for Epstein-Barr virus-encoded
RNA (EBER)1/2, minority positive for CD3, CD5 and
T-cell intracellular antigen (TIA)-1, weakly positive for
cluster of differentiation (CD)56 and granzyme B (GrB),
but negative for CD2, CD4, CD7, CD8, CD20 and CD30.
The Ki-67 proliferative index was approximately 20%
[Figure 2 (a-i)]. Biopsy specimens from the right deltoid
muscle showed a large amount of focal infiltration of
medium-sized atypical lymphocytes with irregularly shaped
nuclei, around the muscle fibre. Immunophenotype analysis
showed atypical lymphocytes were most positive for CD3
and EBER1/2, partially positive for CD2, CD4, CDS5, CD7,
CDS8 and TIA-1, minority positive for CD20, CD30 and
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