True hermaphrodite with teratoma

ISSN: 2394-0026 (P)
ISSN: 2394-0034 (O)

Case Report

True hermaphrodite with teratoma
Nataraj Naidu R*, Shreeharsha Mallappa Awati
Department of Surgery,
urgery, SGITO, Byrasandra, Jayanagar, Bangalore,, Karnataka, India
*Corresponding author email: dr.natarajnaidu@gmail.com
How to cite this article: Nataraj Naidu R, Shreeharsha Mallappa Awati.
Awati True hermaphrodite with
teratoma. IAIM, 2015; 2(4): 175--178.

Available online at www.iaimjournal.com
Received on: 18-03-2015

Accepted on: 26-03-2015

Abstract
A 32 years old healthy male, married for 6 years presented with infertility. Clinical examination
revealed normal external genitalia with underdeveloped empty scrotum. Radiological investigations
reported bilateral intra abdominal testis with left testis showing features
features of teratoma. IntraIntra
operative findings showed bilateral intra abdominal testis along with uterus and fallopian
fallop
tube and
left testis with features of teratoma. Histopathology confirmed the presence of uterus, cervix, right
adnexa with atropic testis with
th tube, seminal vesical, epididymis,
epididymis and left adnexa ovotestis with
mature teratoma, tube and epididymis. Cytogenetics reported 46, XY karyotype. This case is rare
presentation of combination of male phenotype true hermaphrodite with presence of teratoma.
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Introduction

Case report

True hermaphroditism is a rare form of
ambiguous
genitalia
characterized
by
simultaneous presence of both normal male and
female gonadal tissues [1, 2]. Although western
literature recommends for early gender
assignment surgeries in such patients keeping in
mind the psycho-sexual
sexual development and risk of
neoplasia,, the subject still remains an enigma in
Indian society where social taboos prevent such
patients from having medical treatment. We
have reported here one such case of true
hermaphroditism who presented to us in middle
age with infertility.

A middle aged male married for 6 years
year
presented with infertility and bilateral
undescended testis. Physical examination was
normal. Secondary sexual characters were
normal for male. Penis well developed;
developed Scrotum
infantile; and rugosity absent and absent testis.
tes
(Photo – 1, Photo - 2)
Radiological
iological investigations (Photo – 3A, 3B)
showed the
he presence of bilateral undescended
testis with features suggestive of teratoma on
left side with possibility of uterus with was
considered. Patient underwent metastatic
workup for possibility of tumor and was
negative (Serum LDH normal, Alpha fetoprotein
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normal and Serum beta HCG normal). Patient
underwent exploratory laparotomy and findings
suggested of uterus
terus with bilateral fallopian
tubes with left vas deferens with Left side mass
(? ovarian/ testicular tumor) and Right (? ovary/
testis). (Photo – 4A, 4B)
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Photo – 3A, 3B: Malignant change in left
undescended testis with (?) uterus.

A
Photo - 1: Normal secondary sexual characters
of male.

Photo - 2: Infantile scrotum with absent testis.

B

Histopathological examination revealed uterus
with normal myometrium, cervix and
endometrium. Left adnexa showed presence of
ovotestis with mature teratoma,
eratoma, tubes and
epididymis. Right adnexa showed presence of
atrophic testes with tubes and epididymis.
Karyotyping revealed 46 XY, genotype and
peripheral blood smear study showed that 10%
of the peripheral blood
ood neutrophils had
ha barr
bodies.
Post-operative period was uneventful. Patient
was referred to
o endocrinologist for testosterone
replacement. Patient is on regular follow up.

Discussion
True hermaphrodites are individuals who have
both testicular and ovarian tissue (with germ
cells) which may take the form of one ovary and
one testis or, more commonly, one or two
ovotestes. The most common variant found in a
true hermaphrodite is an ovotestis, with 50%
being found in ovarian position on the right side.
Ovaries are present in 33% of cases while
testicles are found in 22% [3].
[3] The most
common combination is ovotestis-ovary,
ovotestis
followed by bilateral ovotestis [2].
Both the external genitalia and internal duct
structures of true hermaphrodites display
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gradations
ions between male and female and is
related to the function of the ipsilateral gonad.
In most patients, the external genitalia are
ambiguous but masculinized to variable degrees
and 75% are raised as male. Virtually all patients
have a urogenital sinus, and
d in most cases a
uterus is present [4].
Photo – 4A, 4B: Uterus with bilateral fallopian
tubes with left vas deferens with Left side mass
(? ovarian/ testicular tumor) and Right (? ovary/
testis).
A

B
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Approximately 60% of true hermaphrodites have
a 46, XX karyotype; 33% are mosaics with a
second cell line containing a Y chromosome (46,
XX/ 46, XY; 46, XX/ 46, XXY), and 7% are 46, XY
[6].
The ovarian portion of the ovotestis is
frequently normal; whereas the testicular
portion is typically dysgenetic.
dysgeneti Fertility potential
does exist in true hermaphrodites. Phenotypic
male true hermaphrodites, however, seldom
produce adequate quality sperm to be
considered fertile. While ovulation is not
uncommon, spermatogenesis has been reported
in only 12% of cases of true hermaphroditism
[7].
The risk of malignancy ranges from 2.6% to
4.6%, although in true hermaphrodites it is
lower than in other types of DSD [8]. Since the
chance of malignancy is low, prophylactic
removal of the gonad is not indicated [9]. The
most common neoplasm is a Germ cell tumour,
with dysgerminoma being the most common
histological type [8].
There is an increased incidence of seminomas,
gonadoblastomas, and teratomas in male
hermaphrodites. There is 1.9 to 2.6 percent risk
of
malignant
degeneeration
in
true
hermaphroditism, usually occurs in phenotype
males and exclusively in mosaics and the risk
may reflect the ectopic location of the gonads in
these individuals [10, 11].

The descent and position of the gonad depend
on the amount of testicular tissue present [5].
50% of the ovotestes are found in an abdominal
position, while 25% are positioned in the
inguinal region and the other 25% are
labioscrotal in position. 85% of ovaries
ova
are found
in the abdomen and 50% of the testes are
labioscrotal [5].

Conclusion
Our case illustrates the need for early
identification and treatment.
reatment. Ideally, diagnosis
and management of patients should begin at
birth to avoid gender identity disturbances. Late
management should consider both the risk of
malignancy and the potential for fertility in
affected individuals. Complete investigations
investigation
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including chromosomal studies should be
performed in all patients with true
hermaphroditism. Psychological counseling,
cosmetic, and extirpative surgery all play
important roles in patients initially diagnosed in
adult life.

6.

7.

References
1. Coran AG, Polley TZ Jr. Surgical
management of ambiguous genitalia in
the infant and child. J Pediatric Surg.,
1991; 26: 812-20.
2. Hadjiathanasiou CG, Brauner R, LortatLortat
Jacob S, et al. True hermaphroditism:
Genetic
variants
and
clinical
management. J Pediatr., 1994; 125: 73873
44.
3. B. P. Kropp, M. A. Keating, T. Moshang,
J. W. Duckett. True hermaphroditism
and normal male genitalia: An unusual
presentation. Urology, 1995; 46(5): 736–
736
739.
4. Houston, TX. American Urological
Association Office of Education, Intersex
Disorders: I and II. AUA Update Series,
Vol IX, Lessons 9 and 10, 1990.
5. H. Barseghyan, E. Vilain. The genetics of
ovotesticular
disorders
of
sex
development, Genetic Steroid Disorders,
2014, p. 261–263.

Source of support: Nil

8.

9.

10.

11.

ISSN: 2394-0026 (P)
ISSN: 2394-0034 (O)
Berkovitz GD, Fechner PY, Zacur HW, et
al. Clinical and pathologic spectrum
sp
of
46,XY gonadal dysgenesis: its relevance
to
the
understanding
of
sex
differentiation. Medicine (Baltimore),
1991; 70(6): 375-83.
83.
van
Niekerk
W.A.
True
Hermaphroditism. In: The Intersex Child.
Pediatric and Adolescent Endocrinology.
Edited by N. Josso.
sso. New York: S. Karger,
1981; vol. 8, p. 80.
M. Montero, R. Méndez, D. Valverde, J.
L. Fernández, M. Gómez, C. Ruíz. True
hermaphroditism and normal male
external
genitalia:
A
rare
presentation. Acta Paediatrica, 1999;
88(8): 909–911.
M. Z. Iqbal,, M. R. Jam, M. Saleem, M.
Ahmed. True hermaphrodite: A case
report. APSP Journal of Case Reports,
2011; vol. 2, article 16.
Verp M.S., Simpson J.L. Abnormal sexual
differentiation and neoplasia. Cancer
Genetics Cytogenet, 1987; 25: 191-218.
191
Nihoul Fekete C., Lortat Jacob S., Cachin
O., Josso N. Preservation of gonadal
function in true hermaphroditism. J.
Pediatr. Surg., 1984; 19(1): 5050 55.

Conflict of interest: None declared.

International Archives of Integrated Medicine, Vol. 2, Issue 4, April, 2015.
Copy right © 2015,, IAIM, All Rights Reserved.

Page 178

