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Case Report

A case of true hermaphroditism: 
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Introduction 

True hermaphroditism (TH) is a cause of intersexuality 
in which both ovarian and testicular tissue is present in the 
same individual [1]. The gonadal distribution in cases of true 
hermaphroditism varies from [2], 

• Lateral true hermaphroditism- Ovary on one side and 
testis on the other 

• Unilateral true hermaphroditism- Ovotestis on one 
side and ovary on other 

• Bilateral true hermaphroditism- Ovotestis on both 
sides. 

The exact incidence of true hermaphroditism remains 
unclear, however, approximately 500 cases have been 
reported worldwide. True hermaphroditism is the rarest 
variety (5%) in the spectrum of Disorder of Sexual 
Development (DSD) [3]. The most common chromosomal 
composition in true hermaphrodites is 46, XX followed by 
46, XX/46, XY mosaicism [4]. Other rarely found karyotypes 
are 46, XY; 46, XXY, etc. The most important differential 
diagnosis of true hermaphroditism having clinical 
implications is mixed gonadal Dysgenesis (MGD) [5]. In 
contrast to true hermaphroditism, MGD has characterized 
the presence of streak gonads on one side and a mature 
developed gonad (commonly, testis) on the other. Early 
gonadectomy is indicated in patients of MGD to prevent 
the occurrence of malignant germ cell tumors [6]. Rare 
incidences of malignancies like gonadoblastoma and 
dysgerminoma in patients of true hermaphroditism have 
also been reported. Recently, a case of sex cord tumor with 
annular tubules (SCTAT) has been reported in a patient with 
true hermaphroditism [7]. 

This case report documents a two-year-old child of true 
hermaphroditism with an extremely rare presentation of 
bilateral inguinal hernia. 

Case report 
Clinical presentation

A two-year-old child raised as a female presented 
with bilateral inguinal swelling since birth which became 
prominent on crying and straining during the passage of 
stools. The swelling was reducible and the cough impulse 
was positive. External genital examination revealed only one 
opening in the vestibule which was the urethral opening. No 
clitoris, vagina, or vaginal pit was identi ied. 

Ultrasonographic examination

On the USG of the pelvis, no uterus was identi ied. 
Homogenous solid nodules were identi ied in both inguinal 
rings. Tubes arising from these solid nodules were seen 
ending in the bladder neck. Based on ultrasonographic 
and clinical indings, a provisional diagnosis of Androgen 
Insensitivity Syndrome was suggested. 

Operative fi ndings

On laparoscopic bilateral inguinal hernial repair, bilateral 
gonads were identi ied as prolapsing through the open 
deep inguinal ring. The left gonad was 2 × 2 cm and the 
right gonad was 1 × 0.6 cm, both showing bluish dots on 
the surface probably representing the presence of follicles. 
However, no Mullerian structures were identi ied. Vas-like 
tubal structures were identi ied arising from both gonads, 
going medially and ending on the bladder neck. The hernia 
was repaired and a right gonadal biopsy was taken. 
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Histopathological examination

Histopathological examination from the biopsy showed 
the presence of ovarian stroma and primordial follicles. 
There were primitive seminiferous tubules intermixed in the 
ovarian stromal tissue. The gonadal tissue was identi ied as 
Ovotestis characteristic of True hermaphroditism (Figure 1). 

• Class V - Hypoplastic scrotum and penoscrotal hypospadias 

• Class VI - Normal male genitalia.

This classi ication recommends that all true herma-
phrodites of class I to IV be raised as females and only V 
and VI with strong male genitalia be raised as males. This is 
based on the ability to satisfactorily reconstruct the genital 
anatomy. 

Once diagnosed, these patients should be advised to 
follow up due to the possibility of malignant changes in the 
gonads. Case of a 49-year-old woman with a genotype of 46, 
XY had a mass in the inguinal region for 30 years. The mass 
in the left inguinal region was diagnosed as dysgerminoma 
and the mass in the right inguinal mass was diagnosed 
as cryptorchidism [10]. Similarly, cases of seminoma, 
gonadoblastoma, and Sex cord tumor with annular tubules 
have been reported in patients of true hermaphroditism 
[7,11,12]. Histopathological examination of gonads is of 
utmost importance in these cases for accurate diagnosis and 
long-term management of the patients. 

To our knowledge, only one other case of a 21-year-old 
true hermaphrodite male with normal external genitalia 
presenting with an inguinal hernia has been reported [13]. 
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Discussion 
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• Class IV - Completely fused labioscrotal folds 

Figure 1: Primitive seminiferous tubules (red arrow) intermixed with ovarian 
stroma and follicles.
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