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A Case of Pagets Disease of Perianal Region
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Abstract

Pagets disease is commonly associated with breast malignancy. Here we are describing about a rare
presentation of pagets disease at perianal region. In our case the pagets disease was not associated
with any other invasive malignancy of anal canal or rectum.
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Introduction

Paget’s disease id characterized by its presentation as dermatitis/ eczematous appearance.
Patients usually have a history of itching, pigmentation and colour change. Usually, it is a
subacute to chronic presentation. Paget’s disease is usually associated with breast invasive
carcinoma. Paget’s disease diagnosis warrants a detailed investigation to look for any
invasive component in the underlying tissues.

Case Report

A 74-year-old gentleman with complaints of perianal itching and pigmentation for past
10years. The size of the perianl skin pigmentation steadily increased in size. He had episodes
of bleeding from the lesion on and off for past 10 days. He is a known case of hypertension
and diabetes mellitus.

Under General anesthesia biopsy was taken from the perianal lesion, which showed pagets
disease.

Fig. 1: preoperative picture.

Given the strong association between EMPD (Extra Mammary Paget’s Disease) and
underlying malignancy, unsampled colorectal adenocarcinoma was suspected. To evaluate
the possibility of underlying malignancy, - colonoscopy was performed, which revealed
normal study.

~139~



World Wide Journal of Multidisciplinary Research and Development

ten T

o e = R
L AL
- @ ¥

St LF

‘}... «
- .‘

<~ v~

Fig. 2: Low power view of Pagetscells(vacuolated cells).

The Paget cells stained positive for CK7 and CDX2 and
were minimally positive for CK20 (Fig. 2).

Patient underwent wide local excision of the perianal lesion
with diversion colostomy with local pedicled flap
reconstruction for soft tissue defect.

Diversion loop colostomy was reversed after 4 months.

Through good rehabilitation and pelvic floor exercises
patient has good anal continence.

The patient is being followed till submission of this
manuscript by physical examination and anoscopy and
there is no recurrence of the disease.

Fig. 3: postoperative followup picture of perianal region.

Discussion

Paget’s disease of anal canal is an extremely rare condition
based on rare case reports [3]. Some reports in the literature
which discuss Paget’s disease of the anus do indeed
describe perianal Paget’s disease. Given the anatomic
association of the anal canal and perianal skin and the
extreme rarity of anal canal lesions, these two entities can
be discussed together.

EMPD is a very rare condition with variable histology
amongst different cases. In some cases, Paget’s cells are
predominant in basal layer while in others Paget’s cells are
spread throughout the epidermis. Moreover, the appearance
of Paget’s cell is different and is described as type A
(classical) and type B (signet ring like. Two different
hypotheses are proposed for the development of EMPD.
According to the first hypothesis, it is a neoplasm of
apocrine cells occurring within skin epidermis, while the
other hypothesis suggests a “pagetoid” migration of
malignant cells from an underlying malignancy such as
anorectal adenocarcinoma [6].

Paget’s disease needs to be differentiated from other lesions
with similar morphological features. Certain reactive
changes such as pagetoiddyskeratosis are seen with
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hemorrhoidal disease. Also, human papilloma virus (HPV)
induced lesion with or without anal intraepithelial
neoplasm, Bowen’s disease, and melanocytic lesions can
mimic Paget’s disease. Histochemical markers such as
mucicarmine, periodic acid-Schiff and
immunohistochemical markers such as CK7, CK20,
GCDFP15, CDX2, S-100, p16, melan A, and CEA can be
employed to establish the diagnosis among these
differentials.

This may represent a phenomenon similar to Paget’s
disease of breast where its association with ductal
carcinoma in situ is relatively common [9]. One of the
leading hypotheses for the pathogenesis of Paget’s disease
of breast is secretion by keratinocytes of epidermal
heregulin-o. (neuregulin I) which induces chemotaxis of
Her-2 positive malignant cells to epidermis [11].
Overexpression of Her-2 is noted on the membrane and in
the cytoplasm of approximately 25% and 66% of colorectal
cancer cases, respectively [13] and is also reported on
colorectal adenomas [15]. Similar to breast, Her-2 positive
malignant cells of colorectal adenocarcinoma or tubular
adenoma may migrate toward the anal mucosa or perianal
epidermis due to chemotaxis in perianal EMPD.


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5191897/figure/F2/
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Conclusion

We report an exceedingly rare case of anal Paget’s disease.
Immunohistochemistry can aid in rendering a correct
diagnosis and in distinguishing primary from secondary

EMPD,

a distinction of important therapeutic and

prognostic significance. In our case the paget’s disease was
not associated with any underlying invasive carcinoma
survilled through scopy and radiological investigation
regularly till now. The hypothesis of the disease originating
from the perianal skin apocrine gland might hold good in
our case.
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