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ABSTRACT

Spleno-gonadal fusion is a rare malformation consisting of an abnormal connection between the spleen

and the gonad. Spleno-gonadal fusion has been classified into two types: continuous and discontinu-

ous. The majority of cases present as a scrotal mass, scrotal tenderness or as clinical suspicion of tes-

ticular pathology. Some cases present as incidental findings during herniotomy or orchiodopexy proce-

dures. About 25% of the reported cases of continuous spleno-gonadal fusion have associated anoma-

lies. No anomalies have been reported in discontinuous spleno-gonadal fusion. An incidental case of

discontinuous spleno-gonadal fusion in a three year old boy after a patent processus vaginalis ligation

procedure is reported.
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INTRODUCTION

Spleno-gonadal fusion is a rare malformation
consisting of an abnormal connection be-
tween the spleen and the gonad. Putschar
and Manion classified spleno-gonadal fusion
as continuous and discontinuous. In the con-
tinuous type, the principal spleen is con-
nected to the gonad by a cord like structure
that may be fibrous, totally splenic or beaded
with multiple splenic nodules. In the discon-
tinuous type there is no connection between
the main spleen and the gonad. The majority
of cases present as a scrotal mass, scrotal
tenderness or as clinical suspicion of testicu-
lar pathology. Some cases can present as

incidental findings during herniotomy or

Correspondence author: Hock Beng CHUA
Department of Surgery, RIPAS Hospital,
Bandar Seri Begawan BA 1710,

Tel+673 2242424 Ext 6278

E-mail: chbtin@hotmail.com

orchiodopexy procedures. About 25% of re-
ported cases of continuous spleno-gonadal
fusion have associated anomalies, however
this has not been reported for the discontinu-
ous type. An incidental case of discontinuous
spleno-gonadal fusion in a three year old boy
after a patent processus vaginalis ligation

procedure is reported.

CASE REPORT

A three year old boy presented with a one
month history of a bluish cystic swelling along
the left spermatic cord which was non-tender.
After thorough examination, a differential di-
agnosis of encysted hydrocele was consid-
ered. He was otherwise well with no other
abnormalities detected. He underwent ligation
of left patent processus vaginalis procedure
and was found to have a 1 cm bluish lesion
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Fig. 1: Left continuous spleno-gonadal fusion anomaly (arrow).

attached to the left testis by a fibous cord, a
separate vessel along the spermatic cord and
a patent processus vaginalis (Figure 1). The
patent processus vaginalis was dissected and
transfixed at deep ring. The lesion was ex-
cised after division of the fibrous cord and
vessel pedicle. The histology of the lesion
showed splenic tissues confirming the diagno-
sis of a discontinuous type of spleno-gonadal
fusion (Figure 2). Post-operatively, he made
an uneventful recovery and follow-up ultra-
sound scan did not reveal any other congeni-
tal anomalies.

DISCUSSION

It is estimated that only 150 cases of spleno-
gonadal fusion have been documented. Al-
though the anomaly was first mentioned by
the prominent pathologist Eugen Bostroem in
1883, it was not until 1889 when Pommer
described the malformation in detail. Spleno-
gonadal fusion limb defects micrognatia is
listed as a rare disease by the Office of Rare
Diseases (ORD) of the National Institutes of
Health (NIH). This condition affects less than
200,000 in the US population. This is a rare

genetic condition characterised mainly by a

Fig. 2: Histology showing splenic tissue (H&E stain, x10).



small jaw, limb defects and fusion of the
spleen to the gonads. Most patients die
shortly after birth although some do survive
into childhood.

Although spleno-gonadal malforma-
tion affects both sexes, it is more common in
males. Cryptorchidism is the most common
associated anomaly. About 25% of the re-
ported cases of continuous spleno-gonadal
fusion have associated anomalies such as mi-
crognathia, anal atresia, asymmetry of the
skull, or abnormal fissures of lung and liver.
Other associated anomalies include bilateral
absent legs, imperforate anus, spina bifida,
diaphragmatic hernia and hypospadias. !®
Preoperative diagnosis of this rare condition is
difficult and rarely achievable. Ultrasound ©
and technetium-99m-sulfur colloid scan 2
have been suggested as preoperative tests

but the results may not be reliable.

Surgery is usually necessary to deter-
mine if it is malignant. Historically, there have
been several cases where a testicular swelling
has resulted in an unnecessary orchidectomy
due to suspicion of a testicular neoplasm. In
order to prevent an orchidectomy, the splenic
tissue can be severed from the tunica albugi-

nea.
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In conclusion, this case demonstrated
the discontinuous type of spleno-gonadal fu-
sion. Pre-operative diagnosis was difficult and
the patient had the splenic tissue excised
separately preserving the testis. The patient
recovered with a satisfactory outcome and
post-operative imaging did not reveal other

associated anomalies.
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