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ABSTRACT

Women of reproductive age with Von Willebrand disease (VWD) are at increased risk of haemorrhagic ovarian cysts
due to excessive bleeding into the corpus luteum during ovulation. The rupture of these cysts can lead to life-threatening
hematoperitoneum and other complications such as pelvic adhesions, fallopian tube blockages, and ovarian damage,
which may impair fertility. Early diagnosis and management of VWD are critical to mitigating these risks. A 20-year-
old unmarried woman presented to the emergency department with acute abdominal pain and vomiting. She was
hemodynamically unstable and in shock, with severe pallor, abdominal distension, and guarding. Laboratory tests
revealed a hemoglobin level of 3.9 g/dl. Imaging suggested a ruptured corpus luteal cyst with gross haemoperitoneum,
and a negative urine pregnancy test ruled out ectopic pregnancy. Emergency laparotomy revealed a ruptured 4x2 cm
corpus luteal cyst and approximately 2000 cc of haemoperitoneum, which was drained. Postoperatively, the patient
experienced recurrent bleeding from the wound site, requiring multiple blood transfusions, resuturing, and a second
exploratory laparotomy to drain a 500 cc subcutaneous hematoma. Further investigations confirmed a diagnosis of
VWD. The patient was managed with transfusions of blood products and factor V11l and eventually discharged in stable
condition. This case underscores the diagnostic and therapeutic challenges of managing VWD in reproductive-aged
women with acute gynecological emergencies. Severe haemoperitoneum, recurrent bleeding, and impaired wound
healing necessitate a high index of suspicion for bleeding disorders in similar presentations. Multidisciplinary care
involving gynecologists, hematologists, and critical care specialists is essential for optimal outcomes.
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INTRODUCTION

Women of reproductive age who have von Willebrand's
disease (VWD) are twice as likely to have haemorrhagic
ovarian cysts compared to the general population.® The
cysts form due to excessive bleeding into the corpus
luteum during ovulation, and the rupture of these cysts can
lead to hematoperitoneum.’” Recurrent and excessive
bleeding in the abdominal cavity and the subsequent
excessive production of fibrin can significantly contribute
to the development of pelvic adhesions, blockages in the
fallopian tubes, and damage to the ovarian tissue. These

complications can ultimately result in reduced fertility in
affected individuals.'” The majority of these issues
necessitate medical or surgical intervention.t

CASE REPORT

An unmarried 20 years old girl presented to us in
emergency with complains of pain abdomen since 2 days
and vomiting (2 episodes) since morning. On examination
patient was haemodynamicaly unstable and was in shock.
Patient was also pale [+++] Abdomen distension,
tenderness present, guarding and rigidity was present.
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Haemoglobin of the patient was 3.9 gm/dl. USG abdomen
pelvis shows heterogeneously solid cystic lesion in
midline pelvic cavity suggest ruptured ectopic pregnancy
ruptured corpus luteal cyst with moderate to gross
hemoperitoneum. Her urine pregnancy test was negative.
Patient was immediately taken for emergency laparotomy.

Intra-operative findings

A 4x2 cm right side corpus luteal cyst was found.,
cystectomy done. Around 2000 cc of haemoperitoneum
drained. Intraoperatively and postoperatively multiple
blood transfusions were done. Post operatively patient was
shifted to ICU. In ICU on day 4 patient had serous
discharge from stitch line, later on had wound gap.
Underwent re suturing for the same and then discharged in
good condition. On post laparotomy day 16 she again
presented to us with profuse bleeding from stitch line.
Immediately she was taken for exploratory laparotomy and
subcutaneous hematoma of around 500 cc drained. Post
operatively patient was shifted to ICU and further
investigated for bleeding and clotting disorders. On post
laparotomy day 4 patient again had bleeding from stitch
line. On investigating further patient was diagnosed with
VWD. She had undergone multiple blood products and
factor 8 transfusion.

Figure 1 (A and B): Ruptured corpus luteal cyst.
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DISCUSSION

Ovarian cysts frequently arise in women who are
menstruation and between the ages of 18 and 35. They are
typically detected via ultrasound. There are two forms of
functional ovarian cysts: follicular cysts and corpus luteum
cysts. The corpus luteum is a highly perfused anatomical
entity. The blood flow to the corpus luteum is higher than
any other adult organ, when measured per unit of tissue.
This enhanced blood flow is necessary to provide the
necessary substances for hormone production and to
support the rapid division of luteal cells.® The corpus
luteum high vascularity is seen in its oxygen consumption,
which is estimated to be 2-6 times greater than that of the
liver, kidney, and heart per unit of tissue.®°

Corpus luteum cysts are vascular entities with thin walls
that are prone to rupture.!* The rupture of a corpus luteum
cyst is a significant gynaecological factor that leads to
hemoperitoneum. The cause of cyst rupture is still
unknown, although it has been hypothesised that the
heightened blood flow to the ovary during the luteal phase
and pregnancy may make it more susceptible to the rupture
of a corpus luteal cyst. Corpus luteal cysts occur when the
corpus luteum grows quickly and has a lot of blood vessels,
leading to bleeding within the corpus luteum and the
development of a cyst filled with blood. Continuous
haemorrhaging into the cyst can lead to fast expansion,
spontaneous rupture, and the release of blood into the
peritoneal cavity.

Although the exact cause of haemorrhage linked with
ovarian cyst rupture is not always evident, there are
identifiable risk factors. These factors encompass
abdominal trauma and anticoagulant treatment.'° Based on
our observations in both cases, it appears that the right
ovary has a higher likelihood of rupturing compared to the
left ovary.!* One potential reason for this tendency is that
the left ovary is shielded from injury by the cushioning
provided by the recto-sigmoid colon.*?

Usually, when a rupture occurs, there is a rapid and intense
onset of pain that does not have any specific
characteristics. The amount of blood loss might range from
minimal bleeding to hypovolemic shock.*? Pain in the
abdomen and/or pelvis may arise as a result of any of these
problems. The occurrence of this issue is not documented,;
gynaecologists in practice consider it to be infrequent but
acknowledged. Recent case reports have shown that a
burst corpus luteum cyst leading to severe
hemoperitoneum is linked to systemic anticoagulation,
coagulation abnormalities, VWD, and sickle cell
anaemia.>**15 Hallatt et al provided a detailed account of
the initial extensive group of patients who experienced
corpus luteum haemorrhage and hemoperitoneum.*? It was
observed that this phenomenon happens at every stage of
a woman's reproductive life, and that a diverse range of
amounts of blood in the abdominal cavity might be
discovered upon examination.  Corpus luteum
haemorrhage can lead to spontaneous hemoperitoneum in
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individuals with bleeding problems. It is crucial to gather
a comprehensive bleeding history from all surgical
patients, and keeping a broad range of possible causes in
mind will help in conducting the necessary tests and
improving peri-surgical care. For people who have a
corpus luteum cyst accompanied by substantial bleeding,
it is advisable to seek a consultation with a haematologist.

According to Hallatt et al the bleeding from a burst corpus
luteum cyst is expected to be less severe compared to an
ectopic pregnancy, and it is unlikely to happen again once
it stops.’? Corpus luteal cysts are frequently detected as
unintentional formations on pelvic ultrasonography
examinations. The hemorrhagic ovarian cyst has been
categorised into various sonographic patterns and is
commonly referred to as the "great imitator".%® In our case,
the ultrasonographic appearance of a ruptured corpus
luteum cyst with intra-abdominal haemorrhage was
indistinguishable from a ruptured ectopic pregnancy.
However, a negative serum pregnancy test was a
distinguishing characteristic.'>!” The usefulness of a
computed tomography scan of the abdomen/pelvis is
limited and typically confirms the diagnosis of a ruptured
ectopic pregnancy. However, if a serum pregnancy test is
negative, it may indicate a different diagnosis.'® While the
sonographic patterns of haemorrhage within an ovarian
cyst are widely recognised, there is a lack of detailed
information in the literature about the findings associated
with cyst rupture and haemorrhage.!” As a result, patients
who have a ruptured ovarian cyst are sometimes
incorrectly diagnosed with illnesses that are not linked.®
According to a study, the presence of hemoperitoneum
was determined to be the main imaging characteristic,
rather than the cyst itself.)” Hemoperitoneum resulting
from a burst hemorrhagic ovarian cyst has imaging
characteristics that resemble those of hemoperitoneum
caused by other sources, such as a ruptured ectopic
pregnancy.? Hemoperitoneum caused by the rupture of a
corpus luteum cyst has been documented since the early
1900s. It is often mistaken as a ruptured ectopic pregnancy,
acute appendicitis, ovarian torsion, or endometriosis.??3
The diagnosis mostly relies on a strong clinical suspicion,
laboratory evidence, and ultrasound results. Traditionally,
the primary differential diagnosis is ectopic pregnancy. In
addition, there have been reports of the simultaneous
occurrence of corpus luteum cyst rupture and ectopic
pregnancy.’®1"1 Hence, it is important to consider the
potential and occurrence of corpus luteum cyst rupture,
even when the presence of intrauterine or extrauterine
pregnancy has been proven. The management of corpus
luteum haemorrhage can be either conservative or
surgical.?#%6 Treatment for burst corpus luteal cysts with
intraabdominal haemorrhage should be customised to the
individual patient. In the first case, our patients had
symptoms and observations that resembled acute
abdominal pain similar to ectopic pregnancy. In the second
case, the patients showed signs of intestinal obstruction.
Additional potential causes of stomach discomfort in a
young female include gastritis, peptic ulcer disease,
gastroesophageal reflux disease, ectopic pregnancy,

International Journal of Reproduction, Contraception, Obstetrics and Gynecology

pyelonephritis, pancreatitis, and various ovarian disorders
such as pelvic inflammatory disease, ovarian torsion, and
cyst rupture. Observation, pain management, and regular
monitoring of haemoglobin levels may be suitable for
specific circumstances, such as our second example when
the patient's condition remained stable. However, if there
are indications of blood loss or hypovolemic shock, urgent
laparoscopic intervention, as was done in our first case, is
necessary. The presence of a significant volume of
peritoneal fluid and intense discomfort detected during
ultrasonic examination is a clear signal for surgical
intervention.?#% In cases of corpus luteum haemorrhage,
oophorectomy is seldom required.® This type of
minimally invasive surgery offers prospective advantages
in terms of enhanced aesthetic appearance, shorter
duration of hospitalisation, decreased postoperative
discomfort, and quicker resumption of normal activities
after surgery. Oral contraceptives are administered to
patients  experiencing  recurrent  corpus luteum
haemorrhage in order to inhibit ovulation.?®

CONCLUSION

This case highlights the challenges in diagnosing and
managing VWD in women of reproductive age,
particularly when presenting with acute complications
such as haemorrhagic ovarian cyst rupture. The patient's
presentation with severe haemoperitoneum, recurrent
bleeding, and poor wound healing underscores the
importance of considering bleeding disorders like VWD in
young females with unexplained hemorrhagic events.
Early diagnosis and appropriate management, including
targeted transfusion of blood products and clotting factors,
are critical to prevent life-threatening complications. This
case also emphasizes the need for multidisciplinary care
involving gynecologists, hematologists, and critical care
specialists to ensure optimal outcomes in patients with
VWD and complex gynecological emergencies.
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