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anti-CD 30 monoclonal antibodies have been used 
to treat systemic disease. In a study by Pro et al.,[5] 
patients with relapsed/refractory anaplastic large 
cell lymphoma received anti-CD30 monoclonal 
antibody (brentuximab vedotin 1.8 mg/kg every 
21 days, 16 cycles) as the second-line treatment. Tumor 
reduction was observed in 97% cases, while 57% 
achieved complete response. Our patient, a deserving 
candidate for this drug, could not receive it owing to 
its unavailability in India.

In our case, despite aggressive treatment with combination 
chemotherapy and local radiotherapy, the systemic 
lymphoma showed a negligible response. Positive EMA 
expression and generalized lymphadenopathy at the 
time of diagnosis were probable poor prognostic factors 
highlighting the difficulties encountered in managing 
aggressive disease in a resource-limited setting and 
the need for more promising treatment options like 
biologicals and immunotherapy.
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Metastatic porocarcinomaMetastatic porocarcinoma

Sir,
Malignant sweat gland tumours are extremely 
rare, especially so in the upper extremities. 
Amongst these, eccrine porocarcinoma occurs 
most frequently, representing 0.005–0.01% of all 
cutaneous neoplasms.[1] First described by Pinkus 
and Mehregan in 1963,[1] Mishisma and Moriko 
introduced the term ‘eccrine porocarcinoma in 
1969.[1] Approximately 250 cases have been reported, 
of which only 2 cases were documented as having 
occurred on the fingers.[2] About 20% of cases recur 
locally, and about 20% metastasize to the regional 
lymph nodes. Although rare, distant metastases have 
been reported. Multiple cutaneous metastases have 
been reported uncommonly.[1-4] We describe a case 
of a diabetic woman with metastatic porocarcinoma 
of the left upper limb with lymphedema and axillary 
lymphadenopathy.

In November 2012, a 52-year-old diabetic female 
was referred for evaluation of cutaneous lesions on 
her left upper limb associated with edema of the 
entire limb of 11 months duration. In November 
2011, her left ring finger had been amputated for a 
non-healing, foul smelling, necrotic ulcer of a year’s 
duration. Unfortunately, the specimen had not been 
sent for histopathological examination. Twenty days 
after surgery, she developed edema of the entire 
left limb which was treated with physiotherapy 
and compressive bandages. Two months later, she 
developed multiple, pigmented, raised lesions, 
initially on her left palm, and increasing in number 
to involve the hand and forearm bilaterally. She also 
developed reddish, raised lesions on the inner side of 
the left arm.

On presentation to our department, the entire left 
limb was edematous with multiple, pigmented, 
hyperkeratotic papules arranged linearly on both 
sides of hand and forearm. Some of these lesions 
were ulcerated and bleeding. In addition, there were 
erythematous, non-tender, indurated plaques on the 
medial aspect of left arm [Figure 1a and b]. Left axillary 
lymph nodes were palpable. No systemic abnormalities 
were found. Differential diagnoses included 
cutaneous metastases and malignant melanoma. 
Hematological and biochemical investigations were 
within normal limits except for a fasting blood sugar 
of 130 mg/dl. Chest X-ray, CT scan of chest (plain 
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and contrast) and ultrasound abdomen were all 
normal. Fine needle aspiration cytology (FNAC) 
of left axillary lymph node revealed a few clusters 
of atypical cells arranged in sheets and having 
an acinar pattern, with mild-to-moderate nuclear 
atypia. Two biopsies were taken for histopathological 
examination, one from the hyperkeratotic pigmented 
lesion and another from the indurated plaque Both 
sections revealed infiltration of the entire dermis 
by numerous, variably sized epithelial aggregates 
of atypical poroid cells, with stromal retraction and 
ductal structures. No connection to the overlying 
epidermis was seen [Figures 2a-c and 3]. Sections 
from the pigmented, hyperkeratotic lesions 
additionally showed a few nests of atypical poroid 
cells with melanin and dendritic melanocytes in the 
epidermis, giving an epidermal hidracanthoma-like 
picture. Immunohistochemical studies were positive 
for pancytokeratin markers and Ki-67 positivity was 
noted in 15–18% of cells [Figure 4a and b]. The ductal 
structures were identified by carcinoembryonic 
antigen (CEA) staining  [Figure 5a and b]. A final 
diagnosis of metastatic porocarcinoma was made. She 

Figure 1: (a) Groups of multiple, pigmented, hyperkeratotic papules 
along the left upper limb (b) Close-up view of hyperkeratotic, 
pigmented papules and ulcerated lesions with edema of left hand 
and forearm
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Figure 2: (a) Infi ltration of entire dermis by numerous variably sized 
epithelial aggregates with irregular jagged outlines and infi ltrative 
pattern. No connection to overlying epidermis is seen (H and 
E, 40×) (b) Infi ltrating irregular epithelial aggregates of atypical 
poroid cells with stromal retraction artifacts (H and E, 100×) 
(c) Close-up view of atypical cells with prominent pink nucleoli 
(H and E, 400×)

c
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Figure 3: Ductal structures in the aggregate of atypical poroid 
cells (H and E, 400×)

Figure 4: (a) The infi ltrating neoplasm is uniformly positive for 
cytokeratin (Immuno-peroxidase, 40×) (b) Many Ki 67 positive 
cells (Immuno-peroxidase, 40×)
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was referred to a surgical oncologist who performed 
amputation of the entire left limb with left axillary 
dissection. At one year of follow-up, there were 
no local recurrences and there was no evidence of 
distant metastases.

Like poroma, porocarcinoma may originate from 
apocrine or eccrine sweat glands and it is generally 
impossible to determine the exact lineage of any given 
tumor. Eccrine porocarcinoma, a malignant tumor 
with metastatic potential arises from intra-epidermal 
eccrine duct epithelium or acrosyringium.[5,6] It 
may develop either de novo, or from a pre-existing 
benign eccrine poroma in 18% of cases.[1] It mainly 
occurs in the elderly, with equal incidence in both 
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sexes. Eccrine porocarcinoma may present as a 
single ulcerated nodule or plaque, or as a polypoid 
or verrucous lesion. Multiple lesions are uncommon. 
The most common sites are lower extremities 
(50%), trunk (24%), head and neck (24%), while 
it is uncommon in the upper extremities, nail 
bed, vulva, breast, and penis.[5,6] The differential 
diagnoses include squamous cell carcinoma, 
basal cell carcinoma, Paget’s disease, amelanotic 
melanoma, and metastatic adenocarcinoma.[6] Eccrine 
porocarcinoma is challenging to diagnose based on 
clinical presentation alone. Histologic analysis with 
special immunohistochemical staining is almost 
always required in establishing the diagnosis.[1,4,6] The 
tumour may be associated with immunocompromised 
states such as human immunodeficiency virus 
(HIV) infection, diabetes, sarcoidosis, and organ 
transplantation.[6] The prognosis is variable, although 
it normally grows slowly and the initial surgical 
treatment is usually curative in the majority of cases. 
Local recurrences are seen in 17%, regional lymph 
node metastases in 19% and systemic metastasis 
in 11% of patients.[5] With lymph node metastases, 

there is a high mortality rate.[1]  Our patient presented 
with multiple cutaneous lesions with lymphedema 
of the entire upper limb with regional lymph node 
involvement. The histological findings of the lesions 
revealed striking infiltration of the entire dermis by 
numerous epithelial aggregates of atypical poroid 
cells with ductal differentiation. These cells were 
positive for pancytokeratins, immunoperoxidase, 
and Ki-67 with immunohistochemical staining 
and the ductal structures were highlighted by CEA 
special stains. The final diagnosis of metastatic 
porocarcinoma was confirmed by histopathology 
and immunohistochemistry. Our patient developed 
the cutaneous lesions nearly one year after the 
amputation of her ring finger for an undiagnosed 
non-healing ulcer. From the subsequent clinical 
course and histopathology of present lesions, we 

presume that the ulcerated lesion of her ring finger 
was a primary eccrine porocarcinoma and the 
subsequent lesions were metastases. The tumour can 
spread by lymphovascular invasion or by pagetoid 
extension of the neoplastic cells. In this case, although 
lymphovascular involvement could not be found in 
histological sections, the distribution of cutaneous 
lesions and lymphedema of the entire limb with 
axillary lymphadenopathy were suggestive of the the 
primary tumour of the ring finger having metastasized 
to the skin and lymph nodes. Bhat et al. reported a 
similar case of an eccrine porocarcinoma of the left 
ring finger with metastasis to the forearm and axilla 
in an 80-year-old male.[2]

Wide local surgical excision or Mohs micrographic 
surgery is the treatment of choice for localized 
lesions. No standard therapeutic protocols for 
metastatic eccrine porocarcinoma exist. However, a 
variety of chemotherapeutic agents have been used 
with varying degrees of responsiveness.[4,7] Metastatic 
porocarcinoma is very resistant to adjunctive 
chemotherapy or radiation. In this case, however, 
the patient was free of recurrence at follow up after 
a year.
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Figure 5: (a) Nodular aggregates of poroid cells, two ductal 
structures seen in adjacent nodules stained brown (CEA, 100×) 
(b) Ductal structure within the nodule of poroid cells showing 
duct and surrounded cuticular cells stained brown (CEA, 400×)
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Papular mucinosis associated Papular mucinosis associated 
with monoclonal gammopathy of with monoclonal gammopathy of 
unknown signifi canceunknown signifi cance

Sir,
Papular mucinosis or lichen myxedematosus is a 
disorder of cutaneous mucin deposition. It usually 
presents as small, firm, waxy papules, plaques or 
nodules predominantly localized to upper and lower 
extremities and/or trunk but can be generalized. There 
can be underlying systemic involvement.[1,2]

A 38-year-old married woman presented with 
multiple, skin colored, slightly itchy, raised lesions 
over upper extremities, trunk, lower extremities, 
and both ears for 4 months. There was no history 
of pain, spontaneous resolution of lesions or loss 
of sensations. On examination, general condition 
of the patient was fair and she was of average built. 
Multiple, well defined, skin colored, waxy, firm, 
1–3 mm papules were present over both upper 
[Figure 1a] and lower extremities, chest, abdomen, 
and back with mild diffuse thickening of both ear 
lobes [Figure 1b]. Koebner phenomenon was present 
over both upper extremities [Figure 2], thighs, and 
abdomen. Palms, soles, nails, mucosae, genitalia, and 
the rest of the examination revealed no abnormality. 
Considering the differential diagnoses of eruptive 
lichen planus, lichen nitidus, granuloma annulare 
and warts, a skin biopsy was taken from one of the 
papules.

Routine investigations revealed normal complete 
blood count and serum biochemistry with hemoglobin 

11.3 g/dl, total leukocyte count 7300/cu.mm, platelets 
3.73 lacs/cu.mm, total protein 6.8 g/dl, albumin: globulin 
ratio 1.3, SGPT/SGOT 23/25 U/l, blood urea nitrogen 
15 mg/dl, and serum creatinine 0.8 mg/dl. Urine 
routine and microscopic examination did not reveal 
any abnormality. Histopathology of individual papules 
revealed mucin deposition in the upper dermis 
[Figure 3a], which stained positive with Alcian blue 
[Figure 3b]. On further investigation, 24 hour urinary 
proteins were raised to 1.2 g and serum protein 
electrophoresis revealed M band (0.5 g%) in gamma 
region. Level of serum immunoglobulins were normal 
except lambda light chain, which was raised (962 mg/
dl, normal: 313–723 mg/dl). Urinary Bence Jones 
proteins were absent and the whole body bone scan 
was normal. Bone marrow examination revealed 5% 
normal plasma cells. Based on clinical examination, 
histopathology, serum protein electrophoresis and bone 
marrow biopsy findings, a final diagnosis of papular 
mucinosis associated with monoclonal gammopathy 
of unknown significance was made. The patient was 
started on topical steroids and tablet methotrexate 
7.5 mg/week and is currently under follow up.

The cutaneous mucinoses are a heterogeneous 
group of disorders in which an abnormal amount 
of mucin accumulates in the skin, either discretely 
or diffusely.[1,2] Papular mucinosis can present as a 
localized papular eruption or a generalized lichenoid 
papular eruption.[2] It usually presents with small, firm, 
waxy papules that are limited to a few sites.[1,2] Disease 
is usually associated with paraproteinemia, generally 
with IgG light chains.[2,3] Koebner phenomenon refers 
to the appearance of lesions similar to a dermatosis 
at distinct uninvolved sites following trauma and 
is classically seen in psoriasis, lichen planus, 
vitiligo, warts and lichen nitidus. However, Koebner 
phenomenon has also been mentioned in lichen 
myxedematosus in some reports.[3,4] Yamazaki et al. 
reported a case of lichen myxedematosus with 
exacerbated skin lesions after ultraviolet B (UVB) 
irradiation, which they considered to be due to Koebner 
phenomenon (photo-koebnerization).[4] Cather and 
Menter reported a case of papular mucinosis in 
a 33-year-old African-American woman who had 
Koebner phenomenon along the areas of scratching 
along with IgG-λ monoclonal gammopathy on serum 
electrophoresis and mild plasmacytosis in the bone 
marrow.[3]

In our patient, skin lesions along with findings 
on histopathology confirmed the diagnosis of 
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