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ABSTRACT

abdomen associated with multiple episodes of vomiting.

Unicornuate uterus with rudimentary horn is a rare type of anomaly. The incidence is approximately 1/100,000.
Mullerian anomalies are associated with many obstetrical and gynecological complications. Non-communicating and
functional rudimentary horn can cause severe pain in abdomen due to accumulation of the blood causing its
distension. Authors report a case of 25 years old patient with unicornuate uterus with non-communicating
rudimentary horn containing functional endometrium presenting with chief complaints of severe pain in lower
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INTRODUCTION

Mullerian duct anomalies are seen very rarely.
Unicornuate uterus with rudimentary horn is a rare type
of anomaly due to defective fusion of malformed duct
with contralateral duct.!

The incidence is approximately 1/100,000. It is usually
diagnosed incidentally, or patient may present with
gynecological and obstetrical complications like
dysmenorrhea, dyspareunia, chronic pelvic pain or with
acute abdomen following distension and rupture of non-
communicating rudimentary horn. Ectopic pregnancy can
occur in non-communicating rudimentary horn and its
incidence is between 1/100,000 to 1/40,000 pregnancies.?
3

CASE REPORT

Authors report a case of 25 years old, P1L1 admitted to
emergency ward of Adesh Medical College, Bathinda

with chief complaints of severe pain in lower abdomen
associated with multiple episodes of vomiting.

She attained menarche at 13 years of age and had severe
dysmenorrhea since then. Her menstrual cycle was of 40
days and bleeding lasted for 3 to 4 days with normal
amount. She was diagnosed with some uterine
abnormality two years back when she got pregnant. She
underwent preterm vaginal delivery at 8 months giving
birth to a female baby weighing 1.5 kg.

Examination

On general examination her blood pressure was 130/80
mm Hg with heart rate of 102 beats/min. Her secondary
sexual characters were well developed.

P/A

Vague firm mass of approximately 14 weeks felt in the
suprapubic region, tender with restricted mobility.
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P/S
Cervix and vagina healthy.
PV

Firm tender mass of 14 weeks size felt deviated towards
right fornix, left fornix free.

Investigations
Hb-8 gm%
Platelet count-2.4 lakhs
BT-3°20”’
CT-5’10”
INR PTI-1.21
TSH-2.52
CA125-91.1
LFT-WNL
RFT-WNL
Na/K-140/3.5

Echocardiography-Large 2.4cm ostium secundum ASD
with left to right shunt with LVEF of 58%

IVP-Right renal agenesis with left sided duplex kidney
with partially duplicated pelvicalyceal system

USG-Small unicornuate uterus of 4.8x4.3x2.6cm with
right adnexal mass lesion of 14.3x7.9cm likely
suggestive of endometrioma, endometrial thickness
6.1mm, right renal agenesis with hypertrophied left
kidney with duplex system.

MRI-Evidence of two separate horns-one of the
horn/primary horn, 8.6x2.5cm is located towards left of
midline which is communicating with cervical and
vaginal cavity. Other bilobed rudimentary horn located
towards right and extending towards left of midline. It
shows intrauterine fluid collection of 19x6.5 cm which
shows hyperintense signal intensity on TIW1 and T2W1
consistent with hematometra. Its wall thickness measures
7.5mm. Right ovary seen anterior to bilobed horn and left
ovary appears unremarkable. Right renal agenesis with
left renal duplex kidney.

Patient was given two units of blood transfusion and after
proper fitness from cardiologist (due to ASD) and
anesthetist, patient was taken up for exploratory
laparotomy.
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Figure 1: Rudimentary horn with rent on
posterior surface.

Intraoperative findings-10x8 c¢m non- communicating
rudimentary horn with small rent posteriorly (Figure 1),
containing hematometra was present on right side. The
right tube and ovary were embedded in the rudimentary
horn (Figure 2).

Figure 2: Cut section of excised rudimentary horn
with embedded tube and ovary.

The rudimentary horn was adherent to the adjacent gut
and omentum and numerous aberrant blood vessels were
attached to it. On further inspection, small size uterus
with left sided tube and ovary were present near left
lateral pelvic wall (Figure 3).

Figure 3: Uterus and left sided ovary.
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Gut was malrotated with caecum on left side. Meckel’s
diverticulum was also present. Left sided ureter
delineated, right sided ureter was absent. The
rudimentary horn was excised after separating it from
surrounding structures. No endometriotric lesions were
found in the pelvis. The specimen was sent for
histopathological examination which revealed uterine
rudimentary horn (9x3cm) with functional endometrium
with hematometra with one sided fallopian tube (4cm)
and ovary (2x1.5cm). Patient was discharged on 7th
postoperative day in satisfactory condition.

Figure 4: Uterus and left sided fallopian tube.

DISCUSSION

Normally the fusion of two Mullerian ducts occurs to
form the uterus, fallopian tube, cervix and proximal two-
third of wvagina.* Abnormal formation, fusion or
resorption of the Mullerian ducts during embryogenesis
results in the development of Mullerian duct anomalies.
These are estimated to occur in 0.1-0.5% of women.
Defective formation of malformed duct with contralateral
duct results in unicornuate uterus with rudimentary horn.
Rudimentary horn may consist of a functional or
nonfunctional endometrium. It can be communicating or
non-communicating but in 80-90% of cases it is non-
communicating. Women with this anomaly are
susceptible to many obstetric and gynecological
complications like infertility, endometriosis,
dysmenorrhea, hematometra, frequent first trimester
abortions, malpresentation and preterm labour. Non-
communicating and functional rudimentary horn can
cause severe pain in abdomen due to the hematometra as
seen in present case.

Classification of anomalies

Many classifications of uterine anomalies exist; for
instance, the American Fertility Society (AFS)
classification, the modified AFS classification by Rock
and Adam and the Buttramand Gibbons classification.>®

Mullerian duct anomalies are categorized most
commonly into 7 classes according to the American
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Fertility Society (AFS). The classification scheme in an
abbreviated form is as follows:

Class | (hypoplasia/ agenesis)

This class includes uterine/cervical agenesis or
hypoplasia.

Class Il (unicornuate uterus)

The unicornuate uterus results complete/almost complete,
arrest of development of the Mullerian duct. If the arrest
is incomplete, a rudimentary horn with/without
functioning endometrium is present. If the rudimentary
horn is obstructed, it may present as an enlarging pelvic
mass. If the contralateral horn is healthy and well
developed, a full-term pregnancy can occur.

Class Il (didelphys uterus)

This anomaly results from complete non-fusion of both
Mullerian ducts. The individual horns are fully
developed, and cervices are inevitably present.

Class IV (bicornuate uterus)

A bicornuate uterus results from partial non-fusion of the
Mullerian ducts. The central myometrium may extend to
the level of the internal os (bicornuate unicollis) or
external os (bicornuate bicollis).

Class V (septate uterus)

A septate uterus results from failure of resorption of the
septum between the 2 uterine horns (septum can be
partial or complete). Differentiation between a septate
and a bicornuate uterus is important because the
management differs.

Class VI (arcuate uterus)

An arcuate uterus has a single uterine cavity with a
convex or flat uterine fundus, the endometrial cavity,
which demonstrates a small fundal cleft or impression
with a flat outer.

Class VII (diethylstilbestrol-related anomaly)

The uterine anomaly is seen in the female offspring of as
many as 15% of women exposed to DES during
pregnancy. Female fetuses who are affected have a
variety of abnormal findings that include uterine
hypoplasia and a T-shaped uterine cavity.

The modified AFS classification by Rock and Adam: this
classification correlates anatomic anomalies with
embryologic arrests. Thus, uterovaginal anomalies are
categorized as dysgenesis disorders or vertical or lateral
fusion defects.
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There is a further subdivision into obstructive or
nonobstructive forms. Immediate treatment is not needed
for nonobstructive forms, but obstructive uterovaginal
anomalies require immediate treatment because of
retrograde flow of trapped fluids with increasing pressure
on surrounding organs.

Class 1

Dysgenesis of Mullerian ducts. This class includes
agenesis or hypoplasia of the Mullerian duct derivatives
(the uterus and upper two-thirds of the vagina).

Class 2

Disorders of vertical fusion. There is failure of fusion of
the Mullerian system with the sino-vaginal bulb (cervical
dysgenesis and obstructive and nonobstructive transverse
vaginal septa).

Class 3

Disorders of lateral fusion. This class of anomalies
comprises of a duplicated or partially duplicated
reproductive tract. The disorders are due to impaired
fusion and/or septal resorption of fusing Mullerian ducts
attempting to form the uterus, cervix, and upper vagina. It
includes anomalies due to failure of fusion of the paired
Mullerian ducts (as in didelphic and bicornuate uteri) and
failure of midline septum resorption after fusion (as in
septate uterus). Disorders due to lateral fusion defects are
further  subclassified into: (@) the symmetric
nonobstructive form (unicornuate, bicornuate, didelphic,
septate, and DES-related uteri); (b) the asymmetric
obstructive form (unicornuate uterus with obstructed
horn, double uterus with unilaterally obstructed horn, and
double uterus with unilaterally obstructed vagina).

Class 4
Unusual configurations and combinations of defects.

According to American fertility society classification of
the Mullerian anomalies, our patient belongs to class 11 or
class 3 of the modified AFS classification by Rock and
Adam  having unicornuate uterus with  non-
communicating rudimentary horn with functional
endometrium. She had history of preterm delivery in the
past. Now she presented with severe pain abdomen which
was due to hematometra distending the rudimentary horn
and its rupture due to very thin myometrial tissue. Strong
relationship exists between the Mullerian duct anomalies
and renal anomalies.*!® Renal anomalies are detected in
30-40% of women with uterine anomalies.''*?> Most of
them are detected incidentally during routine imaging.
Absence of one kidney and duplex collecting system has
been the most common congenital renal tract
abnormalities associated with obstructive uterovaginal
anomalies.’*® These similar findings were reported in
present case. Imaging helps in early diagnosis of these
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anomalies. The first baseline investigation is sonographic
examination. However, on the basis of negative
ultrasound findings Mullerian duct anomalies cannot be
excluded. MRI has proven to be standard imaging
technique with high rate of diagnostic accuracy for
Mullerian abnormalities. It provides high resolution
images of uterine body, fundus, and cervix and can assess
the urinary tract anomalies also. Once the diagnosis is
made, the horn should always be excised along with the
adjacent tube.

CONCLUSION

Unicornuate uterus with non-communicating rudimentary
horn is a rare condition. But whenever diagnosed in
younger women in the reproductive age group, non-
communicating rudimentary horn containing functional
endometrium must be excised by expert surgeon either
laparoscopically or by laparotomy. Evaluation of renal
system should always be done due to high incidence of
associated urological anomalies.
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