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Paraneoplastic Syndrome in Hawai‘i: A Case of Dermatomyositis 
Associated with Endometrial Cancer
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Abstract
Dermatomyositis as a paraneoplastic consequence of gynecological ma-
lignancy has rarely been reported in literature and never been reported in 
Honolulu. This case report describes a local Honolulu resident who was 
diagnosed with endometrial adenocarcinoma upon presenting with acute 
dermatomyositis symptoms.
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Introduction
Adult-onset classic dermatomyositis is a rare type of inflam-
matory myopathy associated with an increased incidence of 
malignancy.1 There have been reports linking paraneoplastic 
dermatomyositis with female reproductive tract cancers, with 
ovarian adenocarcinoma being the most common.2 However, 
an association with endometrial carcinoma—the most com-
mon cancer of the female reproductive organs in the United 
States—is rare. 3 In this report, we discuss and describe a case 
of paraneoplastic syndrome as a consequence of endometrial 
adenocarcinoma occurring in Honolulu in 2013.

Case Report
The case report herein describes a nulliparous 46-year-old local 
professional woman who presented to her dermatologist for a 
skin rash on her hands and chest lasting three months, which 
had appeared suddenly after a marathon race and persisted. 
Although creatinine phosphokinase levels were not assessed, 
a skin biopsy was performed and the patient was subsequently 
diagnosed with dermatomyositis. Further work up to screen 
for internal malignancy was performed, and computerized 
tomographic scans of the chest, abdomen and pelvis revealed 
an intrauterine mass. She was then referred to gynecology and 
the gynecologic oncology service at a local clinic for consult.
	 The patient denied any significant past medical history includ-
ing hypertension, diabetes, or polycystic ovarian syndrome. Her 
gynecologic history was unremarkable; menarche occurred at 
age 13 and she denied any sexually transmitted infections or 
abnormal pap smears. She previously took drospirenone contra-
ceptive for 2 years but stopped recently. She denied smoking or 
using recreational drugs, and reported drinking alcohol on rare 
occasions. She was physically active and exercised regularly.
	 On exam, the patient had an athletic build, with a height of 
156 cm (5’2”), weight of 47.6 kg (105 lbs), and vital signs: 
blood pressure 140/91 mm Hg; pulse 100; respiratory rate 18; 
and temperature 37.3 °C (99.2 °F). Physical exam revealed 
characteristic heliotrope rash, Gottron papules on her hands 

and scattered erythema on her chest, with no signs of androgen 
excess such as obesity, hirsutism, acne, or male pattern bald-
ness. Pelvic exam revealed a small amount of dark blood in the 
vaginal vault with no discharge, lesions, rashes, or masses on 
external structures, vagina, or cervix. The uterus was mobile and 
nontender, and appeared of normal size. There was no evidence 
of right adnexa masses; however, there was a large, nontender, 
firm, left adnexal mass. Rectovaginal exam was within normal 
limits. Labs revealed microcytic anemia with a hemoglobin of 
8.1 g/dL. 
	 Transvaginal ultrasonographic exam showed an irregularly 
shaped, homogenous, highly vascular, intracavitary lower uterine 
mass measuring 3.3 x 2.6 x 3.2 cm and a suboptimally visual-
ized, highly vascular, intracavitary upper uterine mass measuring 
1.0 x 1.2 x 1.1 cm. There was also a large left ovarian complex 
cystic/solid mass with marked vascularity measuring 7.94 x 
4.57 x 5.99 cm, which replaced the entire left ovary. Dilation 
and endometrial curettage revealed grade 2-endometrioid-type 
1 endometrial adenocarcinoma.
	 A robotic total hysterectomy and bilateral salpingo-oopho-
rectomy with paraaortic sentinel node biopsy were performed. 
On inspection, there was no obvious peritoneal carcinomatosis. 
The uterus appeared 8 weeks in size and there was a 10-week 
size left ovarian mass, which was densely adherent to the left 
pelvic sidewall and infiltrating through the parapelvic sidewall 
and into the parametria. Frozen section of one enlarged lymph 
node obtained on the left was negative for metastatic disease; 
however, histological exam confirmed grade 2-endometrioid-
type 1-endometrial adenocarcinoma with metastasis to right 
and left ovaries without lymph node involvement, consistent 
with the International Federation of Gynecology and Obstet-
rics (FIGO) Stage IIIB. Pelvic washings were negative for 
malignancy. She attended follow up every three weeks for five 
months, and received six cycles of carboplatin with an AUC 
(area under curve) of 6 mg/mL min and paclitaxel 175 mg/m2 
every three weeks. Her skin condition gradually improved over 
this time period. 

Discussion
Endometrial cancer is the most common gynecological ma-
lignancy in the United States, with an estimated 40,000 new 
cases annually.4,5 Risk factors are associated with increasing 
age, diabetes mellitus, family history (hereditary nonpolyposis 
colorectal cancer), and excessive estrogen states: obesity, early 
menarche, late menopause, nulliparity, polycystic ovarian syn-
drome, unopposed estrogen therapy, and tamoxifen therapy.6 

The most common symptom is postmenopausal bleeding and 
diagnosis is confirmed with endometrial biopsy or dilation 
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and curettage.4,6 Patients diagnosed with endometrial cancer 
should undergo hysterectomy, bilateral salpingoophrectomy, 
pelvic washings and surgical staging with pelvic and paraaortic 
lymphadenectomy as per the revised FIGO system.7 According 
to the American College of Gynecologists (ACOG), most surgi-
cally treated patients can be followed with pelvic examinations 
every 3-4 months for the first two years, and then twice yearly 
for an additional three years before returning to annual visits. 
Paclitaxel, doxorubicin, and cisplatin chemotherapy is the 
adjuvant treatment of choice for advanced endometrial cancer 
following surgery.6 

	 Adult-onset classic dermatomyositis was originally proposed 
by Stertz in 1916 as a paraneoplastic syndrome associated with 
malignancy.8 Since then, numerous case reports have demon-
strated that it is more common in female patients over 50 years 
of age and in association with ovarian, lung, pancreatic, stom-
ach, and colon cancers, as well as non-Hodgkin lymphomas.2 
Ovarian cancer appears to have the highest association with 
dermatomyositis, and the association of dermatomyositis with 
other gynecologic malignancies such as endometrial cancer is 
relatively rare.9,10

	 The pathogenesis of dermatomyositis in malignancy is 
poorly understood, but is thought to be caused by altered cel-
lular and humoral immunity.11 According to Casciola-Rosen, 
et al, myositis-specific autoantigen, histadyl tRNA synthetase 
(HRS/Jo-1) are expressed at higher levels in myositis muscles, 
regenerating muscle cells, lung and breast cancer, and hepatocel-
lular carcinoma, suggesting that there may be cross-reactivity 
of autoantigens against cancer cells with regenerating muscle 
cells.12

	 Clinical manifestations range from cutaneous inflammation to 
polymyositis. However, cutaneous involvement is common and 
includes photosensitivity, periorbital heliotrope rash, Gottron’s 
papules, poikiloderma (triad of atrophy, dyspigmentation, and 
telangiectasia), and periungal telangiectasia.13 Although these 
findings are less likely to be associated with muscle abnormali-
ties,2,13,14 the risk for malignancy is highest within one year of 
diagnosing myositis.2

	 Diagnosis of dermatomyositis—which usually occurs two 
years before or after the diagnosis of malignancy—is based 
on characteristic skin lesions and laboratory findings such 
as increased creatinine phosphokinase, aldolase, and lactate 
dehydrogenase.15,16 Definitive diagnosis may be made by ei-
ther a skin biopsy or muscle biopsy.13 However, no diagnostic 
criteria exists to establish dermatomyositis as a paraneoplastic 
consequence of malignancy; the anti-p155 autoantibody may 
be useful in diagnosing cancer-associated myositis and guiding 
disease management.16,17 It has a specificity of 89%, sensitivity 
of 70% and a negative predictive value of 93%.18

	 A thorough history and physical exam—including a rectal 
exam, and breast and pelvic exam in women or testicular exam in 
men—should be performed in all patients newly diagnosed with 
dermatomyositis.18 Additional studies such as a colonoscopy, 
and mammogram and pap smear in women or prostate specific 

antigen in men, should also be done. 18 The patient should be 
followed with gynecologic examinations every 6-12 months 
for the first three years, or five years for ovarian cancer, after 
the diagnosis of dermatomyositis.7,13

	 Treatment for non-paraneoplastic dermatomyositis is man-
aged with high dose corticosteroid and tapered when muscle 
enzymes begin to normalize.13 However, malignancy related 
dermatomyositis is much less responsive to systemic gluco-
corticoid therapy and definitive treatment of the underlying 
malignancy usually results in symptom regression.19,20 

Conclusion
Adult-onset classic dermatomyositis is associated with gyne-
cologic malignancies and usually presents prior to the onset 
of malignancy. Physicians should be aware of this association 
so that these patients may be appropriately managed, allow-
ing for early clinical evaluation of malignancy and improved 
patient outcomes.19

Conflict of Interest
None of the authors identify a conflict of interest.

Authors’ Affiliation:
- John A. Burns School of Medicine, University of Hawai‘i, Honolulu, HI

Correspondence to:
Michael E. Carney MD; 1319 Punahou St., Suite 640, Honolulu, HI  96826;
Ph: (808) 203-6530; Email: mcarney@hawaii.edu

References
1.	 Jones G, Razdan D, Cracchiolo B, Houck K & Sharer L. Paraneoplastic SIADH and Dermatomyo-

sitis in Cervical Cancer: A Case Report and Literature Review. Case Rep Oncol. 2009;2:203-9.
2.	 Hill CL, Zhang Y, Sigurgeirsson B, Pukkula E, Mellemkjaer L, Airio A, Evans SR, Felson DT. 

Frequency of specific cancer types in dermatomyositis and polymyositis: a population-based 
study. Lancet. 2001;357:96-100.

3.	 Reichert S, Barbaud A, Tagu P, Conroy T & Schmutz JL. Double paraneoplastic syndrome in a 
case of adenocarcinoma of the endometrium associated with Sezary syndrome (letter). Presse 
Med. 1993;22:1368-9.

4.	 Crum CP, Nucci MR & Lee KR. Diagnostic Gynecologic and Obstetric Pathology, 2nd ed. 2011. 
Philadelphia: Elsevier.

5.	 Hoffman B, Schorge J, Schaffer, J, Halvorson L, Bradshaw K, Cunningham F. Williams Gynecol-
ogy, 2nd ed. New York: McGraw-Hill; 2012.

6.	 Wright JD, Mendel NIB, Sehouli J, Fujiwara K & Herzog T. Contemporary management of 
endometrial cancer. The Lancet. 2012;379:1352-60.

7.	 American College of Obstetricians and Gynecologists (ACOG). Management of endometrial 
cancer. Washington (DC): American College of Obstetricians and Gynecologists (ACOG); 2005: 
ACOG practice bulletin; no. 65).

8.	 Przybylski G, Jarzemaska A, Czerniak, J, Siemiatkowska, K, Gadzińska A & Cieśliński K. A 
case report of a patient with dermatomyositis as a prodromal sign of lung cancer. Pol Arch Med 
Wewn. 2008;118:143-7.

9.	 Barnes BE, Mawr B. Dermatomyositis and malignancy. A review of the literature. Ann Intern 
Med. 1976;84:68-76.

10.	 Levine D, Miller S, Al-Dawsari N, Barak O, Gottlieb AB. Paraneoplastic dermatoses associated 
with gynecologic and breast malignancies. Obstet Gynecol Surv. 2010;65:455-61.

11.	 Buchbinder R, Hill CL. Malignancy in patients with inflammatory myopathy. Curr Rheumatol 
Rep. 2002;4:415-26.

12.	 Casciola-Rosen L, Nagaraju K, Plotz P, Wang K, Levine S, Gabrielson E, Corse A, Rosen 
A. Enhanced autoantigen expression in regenerating muscle cells in idiopathic inflammatory 
myopathy. J Exp Med. 2005;201:591-601.

13.	 Wolff K, Johnson R. Fitzpatrick’s Color Atlas and Synopsis of Clinical Dermatology. 6th ed. 
New York: McGraw-Hill; 2009.

14.	 Ghazi E, Sontheimer RD, Werth VP. The importance of including amyopathic dermatomyositis 
in the idiopathic inflammatory myositis spectrum. Clin Exp Rheumatol. 2013;31:128-34.

15.	 Higgens EM, Du Vivier AW. Cutaneous manifestations of malignant disease. Br J Hosp Med. 
1992;48:552-4, 558-61.

16.	 Cai Y, Qiao J, Fang H. Metachronous multiple primary malignant neoplasms in a patient with 
dermatomyositis. Indian J Dermatol Venereol Leprol. 2012;78:665.



HAWAI‘I JOURNAL OF MEDICINE & PUBLIC HEALTH, APRIL 2014, VOL 73, NO 4
114

17.	 Trallero-Araguás E, Rodrigo-Pendás JÁ, Selva-O’Callaghan A, Martínez-Gómez X, Bosch X, 
Labrador-Horrillo M, Grau-Junyent JM, Vilardell-Tarrés M. Usefulness of anti-p155 autoantibody 
for diagnosing cancer-associated dermatomyositis: A systematic review and meta-analysis. 
Arthritis Rheum. 2012;64:523-32.

18.	 Marvi U, Chung L & Fiorentino DF. Clinical Presentation and Evaluation of Dermatomyositis. 
Indian J Dermatol. 2012;57:375-81.

19.	 Verducci MA, Malkasian GD Jr, Friedman SJ, Winkelmann RK. Gynecologic carcinoma as-
sociated with dermatomyositis-polymyositis. Obstet Gynecol. 1984;64:695-8.

20.	 Orth T, Galle PR, Vayet WJ. Severe dermatomyositis associated with lymph node recurrence 
of an endometrial carcinoma. J Clin Rheumatol. 1999;5:41-2.


