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 A B S T R A C T 

Background: Paget disease of the vulva is a rare intraepithelial adenocarcinoma. Diagnosis is based on the histopathology results. 
It is associated with invasive adenocarcinomas, but other synchronous neoplasms can also occur. Treatment typically consists of 
wide local excision or vulvectomy. Local recurrence is frequent, and it may occur several years after initial treatment. 

Materials & Methods: We present a case of vulvar Paget’s disease treated with wide local excision. 

Results & Discussion: An 85-year-old patient was referred to a gynecology consultation due to complaints of persistent vulvar 
itching. When she was first evaluated by a gynecologist, she had mild vulvovaginal atrophy, with a whitish color along both 
labia majora. At this time, a course of corticosteroid therapy was attempted. When she returned about four months after the 
initial assessment, she presented with an eczematoid and ulcerated appearance lesion with about 7 cm on the transition between 
the right labia majora with labia minora. At this time, a punch biopsy was done, which confirmed Paget disease of the vulva. 
All additional exams came back negative. She was further submitted to wide local excision of the lesion. Currently, the patient 
remains under follow-up at a gynecology consultation and is stable with no recurrences of the disease.

Conclusion: With this case presentation, the authors intend to emphasize the importance of considering all differential diagnosis 
of vulvar lesions, even those that are less frequent. Long-term follow-up is indicated in these cases because of the high risk of 
recurrence and the increased risk of synchronous carcinomas.

Keywords: Paget disease of the vulva, Synchronous neoplasms, Recurrence

1. Introduction
Paget disease of the vulva is a rare intraepithelial 

adenocarcinoma that accounts for less than 1% of all vulvar 
malignancies. It usually affects white, postmenopausal women 
in their 60s and 70s; its most common presentation symptoms 
are pruritus (present in 70% of patients) and vulvar discomfort1-4. 
Lesions usually have an eczematoid, ulcerated or crusty 
appearance which typically begins in the vulvar areas with hair, 
most frequently on the labia majora5. They are well demarcated 
and have slightly elevated edges and a red background, often 
dotted with pale islands. This condition is usually multifocal and 
may occur anywhere on the vulva, perianal area, or inner thigh; 
extension into the vagina is rarer but has also been reported6.

Diagnosis is based on the histopathology results of a vulvar 
biopsy. This is crucial to make a correct diagnosis and it should 
be performed in all patients with suspicious lesions that persist 
even after adequate antieczema treatment.

This disorder is associated with invasive adenocarcinomas 
in up to 25% of patients1,7-13. In addition to these, the association 
with other synchronous neoplasms has been described, namely 
involving the breast, bladder, urethra, cervix, ovary, and rectum 
(in approximately 20-30% of patients)3,13,14. As so, evaluation 
may include mammography, urine cytology, colonoscopy and/
or transvaginal ultrasound15.

Treatment typically consists of wide local excision (a 2 cm 
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margin is preferred) or vulvectomy with or without inguinal 
lymphadenectomy, depending on the histological findings and 
extent of disease; however, more conservative surgery can be 
done in selected patients (eg, those with poor performance status 
and older age)16.

Other treatments for localized, inoperable, or recurrent 
disease may include laser therapy, photodynamic therapy, 
radiation or even chemotherapy17-19. Management with topical 
5% imiquimod cream has also been shown to be a safe 
conservative treatment option in these cases, with complete 
response rates of 22-90% of cases20-23.

The occurrence of lymphovascular involvement and greater 
depth of invasion are typically poor prognostic markers24. 

Local recurrence is frequent (12-58%); it may occur several 
years after initial treatment and even in patients with negative 
surgical margins, presumably because of multicentricity and 
microscopic extension of disease beyond clinically visible 
margins7-9,25,26.

2. Materials and Methods
We present a case of vulvar Paget´s disease treated with wide 

local excision.

3. Results and Discussion
An 85-year-old patient was referred to a gynecology 

consultation due to complaints of persistent vulvar itching, 
burning and discomfort with at least eight months of evolution. 
The patient denied dysuria or any vaginal discharge. When 
symptoms first began, she was evaluated by her family doctor, 
who prescribed topical and oral antifungal; still the patient did 
not notice any improvements.

The patient had a personal history of hypertension, 
dyslipidemia, cardiac arrythmia and depression and she was 
taking medication for all those disorders. As relevant surgical 
history, the patient had only undergone cholecystectomy. She 
had no family or personal history of skin disease and no known 
drug allergies. Menarche at the age of 14; gravida 6 para 6 
(6 vaginal births); menopause at 47-years old, with no use of 
hormonal therapy.

About six months later, when she was first evaluated by a 
gynecologist, she had mild vulvovaginal atrophy, with a whitish 
color along both labia majora, which also had a rough surface. 
At this time, a course of corticosteroid therapy was attempted, 
and the patient also began an emollient cream.

She missed the evaluation appointment six weeks later and 
was only re-examined again about four months after the initial 
assessment. When she returned, she had already abandoned 
corticosteroid therapy. She referred a partial initial improvement, 
however pruritus persisted, and it got worse when she stopped 
applying corticosteroid therapy.

On examination, she presented erythema on labia minora 
and labia majora bilaterally; on the transition between the right 
labia majora with labia minora, it was notable an eczematoid and 
ulcerated appearance lesion with irregular borders with about 
7 cm of maximum diameter (Figures 1). At this time, a 5 mm 
length cylindrical punch biopsy of this region was done, which 
confirmed Paget disease of the vulva.

Posteriorly, faced with this diagnosis, mammography and 
breast ultrasound, cystoscopy, colonoscopy, and transvaginal 
ultrasound were requested to exclude malignant extra-vulvar 
disease. All of them were negative.

Figure 1: Clinical aspect of the lesion.

Then, she was submitted to wide local excision of the 
previously mentioned lesion. The post-operative period was 
uneventful.

The histological study of the surgical specimen confirmed the 
existence of vulvar Paget’s disease; on immunohistochemistry 
evaluation, there were cells containing cytokeratin 7 (CK 7) 
and GATA3 and lack of expression of CDX-2, cytokeratin 20 
(CK 20), estrogen and progesterone receptors and Melan-A. 
The surgical excision planes were free of the lesion, but 
with minimum margins of 8mm on both sides. The case was 
discussed in a multidisciplinary group meeting, and surveillance 
was decided.

Currently, the patient remains under follow-up at a 
gynecology consultation and is stable with no recurrences of the 
disease.

4. Conclusion
With this case presentation, the authors intend to emphasize 

the importance of considering all differential diagnosis of vulvar 
lesions, even those that are less frequent.

Pruritus and vulvovaginal erythema may be caused by a 
range of conditions that varies from immunological, infectious, 
or even malignant causes; it often represents a frequent cause of 
misdiagnosis that can lead to delays in effective treatment.

Our patient fitted the typical characteristics of being white, 
postmenopausal women; the fact that the symptoms persisted 
despite initial corticosteroid treatment was a red flag.

Long-term follow-up is indicated in these cases because of 
the high risk of recurrence and the increased risk of synchronous 
carcinomas1,7-11. Therefore, the vulva should be inspected at least 
once a year with a low threshold for biopsy and screening and 
surveillance for tumors at other sites must be considered.

5. Acknowledgements
The authors declare that they have no conflict of interest 

regarding the publication of this case report.

No funding from an external source supported the publication 
of this case report.



3

Alves F, et al., J. Integrated Health | ISSN: 2583-5386 | Vol: 2 & Iss: 4

All authors equally contributed to the execution of this paper.

6. References
1. Parker LP, Parker JR, Bodurka-Bevers D, et al. (2000) Paget’s 

disease of the vulva: pathology, pattern of involvement, and 
prognosis. Gynecol Oncol, 77: 183-189.

2. Eifel PJ, Berek JS, Markman MA (2005) Gynecologic Cancer. 
In Cancer Principles and Practice of Oncology (7th edn). DeVita 
VT. Hellman S. Rosenberg SA (eds). Linppincott Williams & 
Wilkins, 1327-1328.

3. Brummer O, Stegner HE, Bohmer G, et al. (2004) HER-2/neu 
expression in Paget disease of the vulva and the female breast. 
Gynecol Oncol, 95: 336-340.

4. Black D, Tornos C, Soslow RA, et al. (2007) The outcomes of 
patients with positive margins after excision for intraepithelial 
Paget’s disease of the vulva. Gynecol Oncol, 104: 547-450.

5. Addis IB, Hatch KD, Berek JS (2007) Intraepithelial disease of 
the cervix, vagina and vulva. In Berek % Novak´s Gynecology 
(14th edn). Berek JS (eds.) Lippincott Williams, 592-595.

6. Kown BS, Ji YI, Jung MH, et al. (2016) Total 
vaginectomy and radical vulvectomy for extension 
of extra-mammary Paget’s disease. Eur J Gynaecol 
Oncol, 37: 861-863.

7. Fanning J, Lambert HC, Hale TM, et al. (1999) 
Paget’s disease of the vulva: prevalence of associated 
vulvar adenocarcinoma, invasive Paget’s disease, 
and recurrence after surgical excision. Am J Obstet 
Gynecol, 180: 24-27.

8. van der Linden M, Oonk MHM, van Doorn HC, et al. 
(2019) Vulvar Paget disease: A national retrospective 
cohort study. J Am Acad Dermatol, 81: 956-962.

9. Petkovic S, Jeremic K, Vidakovic S, et al. (2006) Paget’s 
disease of the vulva - a review of our experience. Eur J 
Gyneacol Oncol, 27: 611-612.

10. Cai Y, Sheng W, Xiang L, et al. (2013) Primary 
extramammary Paget’s disease of the vulva: The 
clinicopathological features and treatment outcomes in 
a series of 43 patients. Gynecol Oncol, 129: 412-416.

11. Jones IS, Crandon A, Sanday K (2011) Paget’s 
disease of the vulva: Diagnosis and follow-up key to 
management; a retrospective study of 50 cases from 
Queensland. Gynecol Oncol, 122: 42-44.

12. Awtrey CS, Marshall DS, Soslow RA, et al. (2003) 
Clinically inapparent invasive vulvar carcinoma in an 
area of persistent Paget´s disease: A case report. 
Gynecol Oncol, 88: 440-443.

13. Mehta NJ, Torno R, Sorra T (2000) Extramammary 
Paget´s disease. South Med J, 93: 713-715.

14. Feuer GA, Shevchuk M, Calanog A (1990) Vulvar 
Paget’s disease: the need to exclude an invasive 
lesion. Gynecol Oncol, 38: 81-89.

15. Kibbi N, Owen JL, Worley B, et al. (2022) Evidence-
based clinical practice guidelines for extramammary 
paget disease. JAMA Oncol, 8: 618-628.

16. Seo T, Kitamura S, Yanagi T, et al. (2023) Prognostic 
analysis of patients with extramammary paget disease 
treated with conservative excision. Dermatol Surg, 49: 
743-746.

17. Son SH, Lee JS, Kim YS, et al. (2005) The role of 
radiation therapy or the extramammary Paget’s 
disease of the vulva: experience of 3 cases. Cancer 
Res Treat, 37: 365-369.

18. Shieh S, Dee AS, Cheney RT, et al. (2002) Photodynamic 
therapy for the treatment of extramammary Paget´s 
disease. Br J Dermatol, 146: 1000-1005.

19. Berman B, Spencer J, Villa A, et al. (2003) Successful 
treatment of extramammary Paget’s disease of the 
scrotum with imiquimod 5% cream. Clin Exp Dermatol, 
28: 36-38.

20. van der Linden M, Meeuwis KAP, Bulten J, et al. (2016) 
Paget disease of the vulva. Crit Rev Oncol Hematol, 
101: 60-74.

21. van der Linden M, Meeuwis K, van Hees C, et al. 
(2017) The Paget trial: A multicenter, observational 
cohort intervention study for the clinical efficacy, safety, 
and immunological response of topical 5% imiquimod 
cream for vulvar Paget disease. JMIR Res Protoc, 6: 
e178.

22. Marchitelli C, Peremateu MS, Sluga MC, et al. (2014) 
Treatment of primary vulvar Paget disease with 5% 
imiquimod cream. J Low Genit Tract Dis, 18: 347-450. 

23. Tanaka VD, Sanches JA, Torezan L, et al. (2009) 
Mammary and extramammary Paget’s disease: A 
study of 14 cases and the associated therapeutic 
difficulties. Clinics, 64: 599-606.

24. Shepherd V, Davidson EJ, Davies-Humphreys J 
(2005) Extramammary Paget’s disease. BJOG, 112: 
273-279.

25. Tebes S, Cardosi R, Hoffman M (2002) Paget’s disease 
of the vulva. Am J Obstet Gynecol, 187: 281-283.

26. Shaco-Levy R, Bean SM, Vollmer RT, et al. (2010) 
Paget disease of the vulva: A study of 56 cases. Eur J 
Obstet Gynecol Reprod Biol, 149: 86-91.

https://pubmed.ncbi.nlm.nih.gov/10739709/
https://pubmed.ncbi.nlm.nih.gov/10739709/
https://pubmed.ncbi.nlm.nih.gov/10739709/
https://pubmed.ncbi.nlm.nih.gov/17067662/
https://pubmed.ncbi.nlm.nih.gov/17067662/
https://pubmed.ncbi.nlm.nih.gov/17067662/
https://pubmed.ncbi.nlm.nih.gov/29943937/
https://pubmed.ncbi.nlm.nih.gov/29943937/
https://pubmed.ncbi.nlm.nih.gov/29943937/
https://pubmed.ncbi.nlm.nih.gov/29943937/
https://pubmed.ncbi.nlm.nih.gov/9914572/
https://pubmed.ncbi.nlm.nih.gov/9914572/
https://pubmed.ncbi.nlm.nih.gov/9914572/
https://pubmed.ncbi.nlm.nih.gov/9914572/
https://pubmed.ncbi.nlm.nih.gov/9914572/
https://pubmed.ncbi.nlm.nih.gov/30458205/
https://pubmed.ncbi.nlm.nih.gov/30458205/
https://pubmed.ncbi.nlm.nih.gov/30458205/
https://pubmed.ncbi.nlm.nih.gov/17290594/
https://pubmed.ncbi.nlm.nih.gov/17290594/
https://pubmed.ncbi.nlm.nih.gov/17290594/
https://pubmed.ncbi.nlm.nih.gov/23454498/
https://pubmed.ncbi.nlm.nih.gov/23454498/
https://pubmed.ncbi.nlm.nih.gov/23454498/
https://pubmed.ncbi.nlm.nih.gov/23454498/
https://pubmed.ncbi.nlm.nih.gov/21501860/
https://pubmed.ncbi.nlm.nih.gov/21501860/
https://pubmed.ncbi.nlm.nih.gov/21501860/
https://pubmed.ncbi.nlm.nih.gov/21501860/
https://pubmed.ncbi.nlm.nih.gov/12648600/
https://pubmed.ncbi.nlm.nih.gov/12648600/
https://pubmed.ncbi.nlm.nih.gov/12648600/
https://pubmed.ncbi.nlm.nih.gov/12648600/
https://pubmed.ncbi.nlm.nih.gov/2162317/
https://pubmed.ncbi.nlm.nih.gov/2162317/
https://pubmed.ncbi.nlm.nih.gov/2162317/
https://pubmed.ncbi.nlm.nih.gov/35050310/
https://pubmed.ncbi.nlm.nih.gov/35050310/
https://pubmed.ncbi.nlm.nih.gov/35050310/
https://pubmed.ncbi.nlm.nih.gov/37249519/
https://pubmed.ncbi.nlm.nih.gov/37249519/
https://pubmed.ncbi.nlm.nih.gov/37249519/
https://pubmed.ncbi.nlm.nih.gov/37249519/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2785940/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2785940/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2785940/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2785940/
https://pubmed.ncbi.nlm.nih.gov/12072068/
https://pubmed.ncbi.nlm.nih.gov/12072068/
https://pubmed.ncbi.nlm.nih.gov/12072068/
https://pubmed.ncbi.nlm.nih.gov/14616812/
https://pubmed.ncbi.nlm.nih.gov/14616812/
https://pubmed.ncbi.nlm.nih.gov/14616812/
https://pubmed.ncbi.nlm.nih.gov/14616812/
https://www.sciencedirect.com/science/article/pii/S1040842816300488
https://www.sciencedirect.com/science/article/pii/S1040842816300488
https://www.sciencedirect.com/science/article/pii/S1040842816300488
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/28877863/
https://pubmed.ncbi.nlm.nih.gov/25259595/
https://pubmed.ncbi.nlm.nih.gov/25259595/
https://pubmed.ncbi.nlm.nih.gov/25259595/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2705154/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2705154/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2705154/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2705154/
https://pubmed.ncbi.nlm.nih.gov/15713139/
https://pubmed.ncbi.nlm.nih.gov/15713139/
https://pubmed.ncbi.nlm.nih.gov/15713139/
https://pubmed.ncbi.nlm.nih.gov/12193912/
https://pubmed.ncbi.nlm.nih.gov/12193912/
https://pubmed.ncbi.nlm.nih.gov/19969410/
https://pubmed.ncbi.nlm.nih.gov/19969410/
https://pubmed.ncbi.nlm.nih.gov/19969410/

