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Laparoscopic Gonadectomy for Complete
Androgen Insensitivity Syndrome: A Case
Report

ABSTRACT

Objective: Our aim was to present and discuss a case with androgen
insensitivity syndrome who underwent |aparoscopic gonadectomy.
Case: A 21 year-old women admitted to our clinic with the complaint of
primary amenorrhea and infertility. She had sufficient breast maturation
but have scanty pubic and axillar hair. In gynecologic examination
vagina was 5 cm in length and ended blindly. In ultrasonographic
examination uterus was absent, there were bilateral masses each 3cmin
diameter located near the internal os of the inguinal canals. Her
karyotype was 46 XY .

Results: The patient underwent laparoscopy. Pelvic inspection revealed
no internal genitalia except bilateral gonads appearing as testis. The
pedicle of gonads were coagulated with bipolar diathermy and cut with
laparoscopic scissors and removed with endobags.

Conclusions: Androgen insensitivity syndrome should be suspected in
cases with primary amenorrhea and laparoscopic gonadectomy should
be performed after puberty
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Komplet Androjen Duyarsizlik Sendromunda
Laparoskopik Gonadektomi: Olgu Sunumu

OZET

Amag: Laparoskopik gonadektomi uygulanan androjen insensitivite
sendromlu bir hastay1 sunmayi ve tartismayi amagladik.

Olgu: Yirmi bes yasinda bir kadin primer amenore ve infertilite
sikayetiyle klinigimize basvurdu. Meme gelisimi uygun fakat pubik ve
aksiller killanmasi yetersizdi. Jinekolojik muayenede vajina 5 cm ve kor
sonlanmaktaydi. Ultrasonografik muayenede uterus yok, inguinal kanal
ic kisminda yerlesimli ikisi de {ic cm ¢apinda iki tarafli kitleleri vardi.
Karyotipi 46 XY idi.

Bulgular: Hasta laparoskopiye aindi. Pelvik inceleme iki tarafli testis
goriiniimlii gonad disinda i¢ genital organ olmadhgini agiga ¢ikardi.
Gonadlar pedikiillerinden bipolar diyatermi ile koagiile edilerek ve
laparoskopik makasla kesilerek endo-bag i¢inde ¢ikartildi.

Sonu¢: Primer amenoreli hastalarda androjen  insensitivite
sendromundan siiphelenilmeli ve laparoskopik gonadektomi puberteden
sonra uygulanmalidir.

Anahtar kelimeler: Laparoskopi, primer amenore, androjen
duyarsizlig
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INTRODUCTION

Androgen insensitivity syndrome (AlS), previousy
called ‘testicular feminization syndrome’ is a X
linked recessive disease due to a mutation at Xq 11-
g 12 localization on the androgen receptor gene (1).
AIS is the most common cause of male
pseudohermaphroditism, patients usually present a
female phenotype with a normal 46 XY karyotype,
primer amenorrhea and impaired development of
the secondary sexua characteristics (2). The
prevaence of the syndrome is estimated to be at
least 1 in 20,000 births (3). The complete formisa
more common variety, occurring in 1 in 20,000 to
64,000 male births. The importance of this
syndrome, testicular tumors, especially seminomas,
may develop after puberty (1).

Gonadal malignancies like sertoli cell tumor, yolk
sac tumor, embryonic teratoma and unclassified sex
cord stromal tumor are rare in these patients (1, 4).
The risk for the occurrence of gonadal tumors is
relatively late and rare before the age of 25 (5). The
risk of developing testicular neoplasiais 3.6 % at an
age 25 years and 33 % a 50 years (4). The
diagnosisis often based on clinical findings such as
presence of nondysplastic testis, absence of a
cervix, uterus and fallopian tubes and a vagina of
variable length (6). In this report we present and
discuss a case with complete androgen insensitivity
syndrome who underwent laparoscopic
gonadectomy.

CASE

A 21-years old woman admitted to our clinic with
the complaint of primary amenorrhea and
infertility. The patient was 175 cm tall and 60 kg
weight. Her breast maturation was Tanner’s stage 5
and scanty pubic and axillar hair was present. She
had no pathological finding in her physica
examination. In gynecological examination, the
vulva and perineum appeared normal; vagina was 5
cmin length and ended blindly. The transabdominal
pelvic ultrasonography confirmed the absence of
uterus. There were bilateral masses each 3 cm in
diameter located near the internal os of the inguinal
canals. She had no other pathological finding in her
abdominal ultrasonographic investigation. The
hormonal analysis were as follows. FSH:10.7
miU/ml, LH:19.4 miU/ml, Estradiol:38 pg/ml.
Other hormonal parameters and tumor markers
were in norma limits. We had no investigated
testosterone levels before operation. In cytogenetic
examination 46, XY karyotype was determined.
After standard preoperative preparation, operative
laparoscopy was performed under general
anesthesia.  Pelvic and abdomina inspection
revealed no internal genitalia except, bilateral
gonads appearing as testis attached near the internal
os of the inguina canals. The pedicle of gonads
were coagulated with bipolar diathermy and cut
with laparoscopic scissors. To prevent the spillage

of cells and contamination gonads were placed in
endobags and removed intact after extending the
port. No complications occurred during the
operation. The patient was discharged on the
following day after surgery.

The histopathologic report revealed a testicle on the
right 3x5x5 cm with 8x1 cm duct addicted to it
(Figure 1). On the left a tegticle 3x2x2 cm was
reported (Figure 2). Histopathological diagnosis
was bilateral sertoli cell adenoma, bilateral leyding
cell hyperplasia and a wolffian ducts cyst next to
right testicle. A long-term conjugated estrogen
0.625 mg per day was started.

Figure 1. Right side gonad

Figure 2. Left side gonad

DISCUSSION

AIS is the most common cause of the male
pseudohermaprotidism and the third most common
cause of primary amenorrhea (approximately 10%
of the primary amenorrhea) (2,7). Different types of
AIS have been reported (2,7). There are three AIS
phenotype classifications: complete androgen
insensitivity syndrome (CAIS), also known as
testicular feminization. Partial androgen
insensitivity syndrome (PAIS), and mild androgen
insensitivity syndrome (MAIS) aso known as
under-virilized male syndrome (8). CAIS, the
typica mode of presentation is in an adolescent
female who has breast development with a pubertal
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growth but has no menarche and absence or scanty
growth of pubic and axillary hair. CAIS may aso
present in early infancy with the appearance of
bilateral inguinal or labia swellings. Bilateral
inguinal hernia are rare in girls and it has been
estimated that 1-2% of such cases have CAIS. On
the other hand if a female child shows inguinal
hernia CAIS must be suspected every time (6). In
the literature a case of CAIS in a 22-year-old
female where the presence of testes, prostatic tissue
and seminal vesicles was confirmed by
ultrasonography, hormonal analysis, operative
findings and histopathological study. She was
second of the two sisters and her elder sister was
aso diagnosed with CAIS (9). The PAIS
terminology implies a biological response to
androgens in terms of immediate sex assignment
impossible. PAIS is one cause of intersex. The
prototypic phenotype for PAIS is characterized by
perineo-scrotal hypospadias, micropenis and a bifid
scrotum. The testes may also be undescended. The
more severe form of PAIS, presents as isolated
clitoromegaly (8).

MAIS isthe category of AlSwas realized following
investigations for male factor infertility which
suggested a defect in androgen action. Several large
surveys of males with oligospermia and normal
testosterone  levels  with  increased LH
concentrations have shown that a small percentage
have AIS as based on finding a mutation in the
androgen receptor gene (8,10). Diagnosis of CAIS
is usualy with absence of female internal genital
organs on physcad exam and pelvic
ultrasonography, karyotyping, molecular genetic
testing of the AR gene mutations (chromosomal
locus Xq 11-q 12), and elevated testosterone and
luteinizing hormone levels (6,11).

In our case the diagnosis of AIS was based on
gynecologic examination, laparoscopy and the
karyotype. Gonadal tissue can be located in the
inguinal canal or anywhere in the abdomen, sites
that are invisible during laparoscopic examination.
Magnetic resonance imaging and laparoscopic
examination have proven value for localization of
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