Müllerian Adenosarcoma of Ovary with Heterologous Elements: a rare case in a girl
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Abstract:  

Müllerian adenosarcomas(MAs) is a rare and low-grade tumor of the female genital tract. It is a biphasic tumor, composed of benign epithelial and malignant stromal elements. We report a case of a 6-year-old girl who was diagnosed with MAs arising from the ovary with heterologous components, the youngest female ever reported.  
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Abbreviations Table

	Abbreviation
	Term

	MAs
	Müllerian adenosarcomas

	MMMTs
	malignant Müllerian mixed tumours

	WHO
	World Health Organization


MAs is a kind of the low-grade mixed müllerian tumors, composed of benign glandular epitheliums and malignant mesenchymal components[1]. The neoplasm usually occurs in the uterus of postmenopausal women and represents less than 8% of uterine sarcoma[2], its location in the ovary and the presence of heterologous elements are extremely infrequent. Here we present a rare case of MAs arising from the ovary with heterologous elements(skeletal muscle and cartilage).

A 6-year-old girl, who had been diagnosed with “Mucinous cystadenoma of the left ovary” and performed a tumor resection in local hospital two years ago. Recently, she felt “Intermittent abdominal pain and aggravated for 2 days”, presented to our Hospital. On abdominal/pelvic ultrasound revealed a multiloculated low-density lesion with peripheral enhancement approximately 13.0 × 10.9 × 7.7cm from left ovary. The left salpingoophorectomy was performed. Histological evaluation showed that the mesenchymal stroma contained a large number of uniform small, round, or oval stromal cells with mild nuclear atypia(Fig.1A) along with scattered glands(Fig.1B). But in part areas of sarcomatous stroma, immature mesenchymal cells were larger, bland spindle, with occasional ﬁbrosarcoma cells(Fig.1C), embryonal muscle cells(Fig.1D) and islands of chondrosarcoma cells(Fig.1E) interspersed. Mitoses, hemorrhage and necrosis were seen(Fig.1F). Immunohistochemically, the rhabdomyoblastic elements were positive for myoD1(Fig.1G). Sarcomatous homologous components were immunoreactive for CD10(Fig.1H). Chondrosarcoma were positive for S100(Fig.1I). Ki-67 proliferation index was approximately 70%. A diagnosis of “ovarian adenosarcoma with heterologous components” was reached. One week after the operation, the girl’s parents refused any treatment and left the hospital. The patient recovered well and was followed with observation alone for 9 months after surgery without recurrence and metastasis. Written informed consent had been obtained from the child's parents.

MAs usually arise from the endometrium of uterine body of postmenopausal women, but also in extrauterine locations, such as the fallopian tube or ovary[3,4]. In adolescents and young women, MAs presents as polypoid lesion and arise from the cervix[5]. Approximately 50 cases of cervical MAs have been reported in literatures and only few cases were heterologous elements present[6,7]. However, ovarian MAs with heterologous elements has never been reported. Particularly, considering that MAs may occur in adolescents and children, the differential diagnosis should be mainly made from embryonal rhabdomyosarcoma. Immunohistochemical markers of rhabdomyoblastic lesion are characteristically positive for desmin, myoglobin, myogenin and myoD1, which are important for the clinical distinction from the heterologous component which develops in the female genital tract[8]. Due to the rarity of MAs in pediatric group, the appropriate therapy and long-term follow-up are uncertain. Some researches suggest that conservative surgery, such as total abdominal hysterectomy with bilateral salpingoophorectomy, or trachelectomy(fertility sparing surgery)[9]. Although MAs has a 25–30% proclivity for local recurrence after surgery, the prognosis is more favourable than that of MMMTs[10]. More cases are needed to provide more clues for the choice of treatment strategies for this rare disease.
In summary, we present an unusually case of MAs with heterologous elements. Although the tumors are all very rare in children, MAs should be taken into consideration when ovarian mass is encountered.
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Figures and Legends
Figure 1 A The mesenchymal stroma cells(x100). B Benign glandular(x200). C Areas of sarcomatous stroma cells with mild nuclear atypia(x400). D Immature muscle cells(x200). E Immature cartilage(x100). F Mitoses, hemorrhage and necrosis(x200). G MyoD1 is positive for immature skeletal muscle(foci embryonal rhabdomyosarcoma-like element)(x200). H CD10 is positive for the sarcomatous homologous components(x100). I S100 is positive for the immature cartilage tissue(x100). 






