Human Reproduction vol.12 no.7 pp.1434-1435, 1997

CASE REPORT

Two successful pregnancies in a 46,XY patient

A.K.S.Kanl?® H.I.Abdalla! and T.Oskarssor? on both sides and an infantile uterus. Bilateral gonadectomy

IFertility and Endocrinology Centre, In Vitro Fertilisation Unit, Wasshcarrled out dude tq Lhe risk of mallgrllancy. h q
Lister Hospital, London SW1W 8RH, UK arfiNational University e was treated with oestrogen replacement therapy an

Hospital, IVF unit, Reykjavik, lceland underwent normal pubertal physical changes and was on
hormonal replacement therapy right up to when she first
consulted our unit at the age of 30 years to be considered for
Two successful pregnancies (singleton followed by twins) oocyte donation. Blood investigations done just prior to our first
following ovum donation/in-vitro fertilization in a 46,XY  consultations showed the following results: follicle stimulating
woman have been studied. Although similar cases have hormone, 18.2 IUJ; luteinizing hormone, 6.6 IU/I; testosterone,
previously been presented: in a pure XY patient and in @ 0.6 nmol/l. Vaginal ultrasound showed a retroflexed uterus,
45,X/46,XY patient, this case is one in which a subsequent yjith a cervico-fundal height of 65 mm, anterio-posterior
successful pregnancy has resulted. In such patients, the giameter of 25 mm and a transverse diameter of 35 mm.
rate of Caesarean section appears to be increased, and We gnqometrium was 8 mm thick on day 10 of her hormonal
postulate that the hypoplastic nature of the uterus, although replacement therapy cycle and no abnormalities were seen

able to respond quite well to both exogenous and endogen- i the adnexa. Semen analysis on husband’s spermatozoa
ous hormones to accept and maintain a pregnancy, may \yas normal

lack the capability to respond fully in labour by dilating
appropriately.

Key words:46,XY/caesarean section/chromosome abnormal
ity/gondal dysgenesis/hypoplastic uterus/pregnancy
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The method used for ovulation induction for donor and
cycle monitoring and synchronization with the recipient has
previously been described (Abdadiaal., 1990). Our pregnancy
results with zygote intra-Fallopian transfer (ZIFT) during that
period had generally been better than with uterine embryo
transfer in our egg donation programme, and ZIFT was
therefore the preferred mode of embryo replacement.

On the first attempt, four oocytes were donated and they
Two successful pregnancies (singleton followed by twins)were inseminated with husband’s prepared spermatozoa. Unfor-
following ovum donation/in-vitro fertilization in a 46,XY tunately, only one embryo resulted which was transferred by
woman have been studied. Although similar cases have prevEIFT the following day. No pregnancy resulted. It was noted
ously been presented: in a pure 46,XY patient (Frydetzal.,  at the time of laparoscopy for ZIFT that there were adhesions
1988; Saueet al, 1989; Cornetet al, 1990; Biancoetal,  from bowel to the mid portion of the right Fallopian tube and
1992) and in a 45,X0/46,XY patient (Bardeguszal, 1990), that the right fimbria was difficult to visualize. The left
we would like to present this case as one in which a subsequeptllopian tube and fimbria were healthy and therefore were
successful pregnancy has resulted. In such patients the rate @feq.

Caesarean sections is very high, and we postulate that the The second attempt 8 months later was more successful
hypoplastic nature of the uterus, although able to respond quitgjth four out of four eggs fertilized and three embryos
well to both exogenous and endogenous hormones to accephnsferred into the left Fallopian tube (ZIFT). A transvaginal

and maintain a pregnancy, may lack the capability to respongjjtrasound performed 5 weeks later confirmed a single intra-
fully in labour by dilating appropriately. uterine sac.

Introduction

This pregnancy was induced at term due to elevated blood

pressure. Her blood pressure was elevated from 33 weeks
Case report gestation onwards, but urinalysis showed no proteinuria
This patient was referred to an endocrinologist at the age dhroughout. A Caesarean section was eventually carried out
17 years for primary amenorrhoea. She had no signs oifter failure to induce labour initially with prostaglandin
menarche, although she did have slight pubic and axillary haipessaries and then followed by oxytocin i.v. for 24 h. The
present. Among the investigations was a karyotype on bloothaby boy weighed 3105 g at birth.
lymphocytes, which was 46,XY. A laparotomy done 2 years She returned to us to try for another baby 2 years later.
later confirmed bilateral ovotestes with normal Fallopian tubes  Only one egg was collected from the anonymous donor. |
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was fertilized with the husband’s spermatozoa and transferregrdeguez, A.D., De Ziegler, D. and Weiss, G. (1990) Mulifetal pregnancy
back into the uterus 2 days later without ensuing success In gonadal dysgenesis mosa@@bstet. Gynecal 76, 502-504. :

ac . Y . 9 " Bianco, S., Agrifoglio, V., Mannino, Fet al. (1992) Successful pregnancy in a

Following that attempt, 8 months later, six eggs were pure gonadal dysgenesis with karyotype 46, XY patient (Swyer’s syndrome)

collected, of which two fertilized and both were transferred 1‘307"0;\/8in9 oocyte donation and hormonal theragycta Eur. Fertil, 23,
!nto t.he Ieft-FaIIoplan tUb(.a by ZIFT the next day. This resum.adCornet, D., Alvarez, S., Antoine, J.Metal. (1990) Pregnancies following
in twins which were electively delivered by Caesarean section oyum donation in gonadal dysgenesium. Reprod 5, 291-293.
at 36 weeks. The twins, both males, weighed 2203 and 2561 @rydman, R., Parneix, I., Fries, Nt al. (1988) Pregnancy in 46 XY patient.

Her blood pressure was again noted to be elevated in th%t':erli”- ?\lteﬂﬁoy 813—3814-d Hiro, M. (1990) T ] ,

H L aneko, N., Kawagoe, S. an Irot, M. urner’s synarome — review
preg_nanc_y, but not to a S|gn|f|c§\nt eX_tent' . of the literature with reference to a successful pregnancy outc@gyreecol.
It is of interest to note that this patient’s younger sister has obstet. Invest.29, 81-87.

exactly the same condition, i.e. 46,XY with bilateral ovotesteslutien, P., Travinson, A., Leeton, ét al. (1984) The establishment and
maintenance of pregnancy using IVF and embryo donation in a patient with
primary ovarian failureNature 307, 174-175.

Discussion Sauer, M.V., Lobo, R.A. and Paulson, P.J. (1989) Successful twin pregnancy
after embryo donation to a patient with XY gonadal dysgenesis. J.

To date, there have been 13 reports of spontaneous pregnancieSbstet. Gynecal 161, 380-381.

in women with 45,XO (Turner's syndrome) (Kaneled al,
1990) but no spontaneous pregnancies so far in a 46,X
patient. Ever since Lutjeret al. (1984) reported the first
pregnancy and delivery by ovum donation, the number of
pregnancies from patients with a karyotype of 45,XO and
46,XY and other forms of gonadal dysgenesis have increased
greatly (Cornetet al, 1990). It would appear that the hypo-
plastic uterus of these women can be stimulated appropriately
to accommodate singleton (Frydmah al, 1988), twin (as

in this case report) or even triplet pregnancies (Bardeguez
etal, 1990).

As this is the first reported subsequent successful delivered
pregnancy in a 46,XY patient, it does seem that the uterus is
able to accommodate successive pregnancies. If we look at
the six reported cases in the literature thus far with regards to
pregnancies in 46,XY patients (Frydmai al,, 1988; Sauer
et al, 1989; Cornetet al, 1990; Biancoet al, 1992) and
include the two in ours, five patients had delivered at the time
of the reports and all five needed Caesarean sections. One was
done electively at term for android-shaped pelvis (Coetet.,
1990), one at post-term at 42 weeks gestation (Frydetah,
1988) and the third one as an emergency for sudden rise in
blood pressure in a twin pregnancy at 35 weeks gestation
(Saueret al, 1989). Our patient needed a Caesarean section
in her first pregnancy for failure to induce and subsequently
again in her next pregnancy for the indication of twins and
previous Caesarean section. We have performed an audit of
the mode of delivery for the patients in our oocyte donation
programme (to be published). Out of the 151 women who
delivered between 1988 and 1993, we have information on
140 deliveries. The Caesarean section rate for this group is
68.5% (105 singletons, 32 twins and three triplets). At present,
the number of pregnancies is too small to speculate as to cause
for the seemingly increased number of patients who undergo
Caesarean sections. However, we would like to offer the
hypothesis that patients with hypoplastic uteri, although able
to be stimulated to accommodate a pregnancy, may lack the
receptors or the anatomical ability to dilate appropriately in
labour, hence leading to a higher Caesarean section rate.
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