
Fares Salma et al. - Management of Jejuno-Jejunal Intussusception and Severe Haemophilia A 

462 10.12865/CHSJ.47.03.20 This is an open-access article distributed under the terms of a Creative Commons Attribution-
NonCommercial-ShareAlike 4.0 International Public License, which permits unrestricted use, 
adaptation, distribution and reproduction in any medium, non-commercially, provided the new 
creations are licensed under identical terms as the original work and the original work is properly cited. 

Case Report 
Conservative Management of a 

Jejuno-Jejunal Intussusception in a Patient with 
Severe Haemophilia A 
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ABSTRACT: A 29-year-old man with severe haemophilia A developed right lower quadrant pain. He was 
diagnosed with jejuno-jejunal intussusception, and he was managed conservatively with an infusion of plasmatic 
factor VIII, resulting in resolution of symptoms, and reduction of the jejuno-jejunal intussusception, and complete 
regression of hematoma. This case highlights a rare clinical manifestation in patients with haemophilia, and also 
indicates the effectiveness of factor VIII instead of exploratory surgery for intramural hematoma. 
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Introduction 
Haemophilia A is a congenital bleeding 

disorder caused by deficiency of coagulation 
factor VIII [1]. 

It’s occurred in approximately one in 10,000 
male births and characterized by bleeding into 
the joints and muscles. When a patient with 
haemophilia is injured, complications depend on 
the trauma, the severity of the disease, and the 
location of the injury [2,3]. 

Gastrointestinal bleeding is a well-known 
complication of haemophilia, with an incidence 
of 25% [4,5], and lead to mortality in 4% [6]. 

Patients with haemophilia can develop all 
types of gastrointestinal bleeding including 
intramural intestinal hematomas [7], that occur 
in 4.85% of patients with severe haemophilia 
[8]. 

Management of adult intussusception is 
almost always surgical, due to the presence of 
underlying pathology in 90% of cases [9-11]. 

We report a case of patient with severe 
haemophilia A who developed an intramural 
hematoma of jejunum which served as a lead 
point for a jejuno-jejunal intussusception, and 
which has been managed without surgery. 

Case Report 
A 29-year-old man, who had been diagnosed 

with severe haemophilia A 26 years ago. 
The patient was managed in hematology 

department since 1995, and received plasmatic 
factor VIII for bleeding episodes with no 
prophylaxis treatment. 

In 2012, the patient underwent an 
appendectomy, and in 2015 he had a right psoas 
hematoma which has been treated with 

plasmatic factor VIII infusion with a good 
improvement. 

In 2018, the patient presented a 
retroperitoneal hematoma secondary to minimal 
trauma. 

In November 2019, the patient presented with 
severe abdominal pain, vomiting, and complete 
ileus, 24 hours before his admission to the 
emergency department, and without trauma or 
anticoagulant therapy history. 

Physical examination showed conscious 
patient, his temperature was 37.3°C, his blood 
pressure was 118/65mmHg and abdominal 
examination showed diffuse abdominal 
tenderness and distension with muscular rigidity 
in the right lower quadrant. 

Laboratory investigations revealed a 
hemoglobin concentration at 14g/dL, a platelet 
count at 320 10³/L, and white blood cell count at 
9.2 10³/L. 

The prothrombin time was normal at 12.7 sec 
(control, 12.3 sec), and the activated partial 
thromboplastin time (APTT) was prolonged at 
52 sec (control, 25 sec). 

The plasma fibrinogen level was 467mg/dL 
(normal range, 200-400mg/dL). Factor VIII 
activity was less than 1%, and testing for factor 
VIII inhibitor was negative. 

C-reactive protein was elevated at 22mg/dL. 
Electrolytes and blood urea nitrogen, and liver 
function tests were normal. 

Computed tomography (CT) of the abdomen 
and pelvis showed an intramural thickening of 
jejunum, with concentric rings, consistent with 
the appearance of jejuno-jejunal intussusception, 
related with an intramural hematoma of jejunum 
(Figure 1), and with no sign of intestinal wall 
necrosis (Figure 2). 
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The patient was treated with plasmatic factor 
VIII 50UI/dL for 3 days with analgesic, and 
antiemetic treatment, and discontinuation of oral 
feeding. 48 hours later, the evolution was 
marked by a good improvement of abdominal 
pain, vomiting resolution, and resumption of 
transit. 

At day 4, infusion of plasmatic factor VIII 
was reduced to 30UI/dL. 

At day 7, abdominal ultrasound performed 
showed complete intussusception reduction with 
partial regression of the jejunal intramural 
hematoma. 

The patient was discharged from the hospital 
at day 10. Follow-up abdominal CT scan at day 
30 was normal. 

A written informed consent of the patient has 
been obtained before the publication of these 
data. 

 

 

Figure 1. CT scan of the abdomen and pelvis without iodine contrast media injection; 
A: transverse section; B: coronal section: intramural thickening of jejunum related with intramural hematoma 

of jejunum, with concentric rings, consistent with the appearance of jejuno-jejunal intussusceptions. 

 
Figure 2. CT scan of the abdomen and pelvis with iodine contrast media injection;  

A: transverse section; B: coronal section: intramural thickening takes iodine contrast media, 
homogeneously, in favor of no sign of intestinal wall necrosis. 
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Discussion 
Intussusception is defining by penetration of 

a segment of intestine into an adjacent segment, 
leading to obstruction, inflammation, and 
possible ischemia. 

After childhood, intussusception is relatively 
rare and accounts for less than 5% of intestinal 
obstruction in adults [12]. 

In haemophilia, gastrointestinal hemorrhage 
is a well-known complication, with an incidence 
as high as 25% [4,5]. 

It includes mucosal bleeding, due mainly to 
gastric or duodenal peptic ulcers, esophagitis, 
and gastritis [4]. 

In contrast, mural and perimural hematomas 
are very rare [13,14]. 

The two most common sites for spontaneous 
intramural gastrointestinal hematomas are the 
duodenum and jejunum [15,16]. 

Patients typically present with sudden-onset 
abdominal pain, nausea, and vomiting due to 
intestinal obstruction after a large meal. 

Patients may also present with signs of 
peritoneal irritation when hematoma has 
ruptured [17]. 

Since 1964, 31 cases with intramural 
hematoma of gastrointestinal tract in patients 
with haemophilia were reported [18]. 

The fourteenth case of jejuno-jejunal 
intussusception in young patient with severe 
haemophilia A was reported in this paper, and 
the lead point of intussusception was an 
intramural hematoma. 

Early diagnosis of intramural hematoma and 
intussusception as well as rapid and adequate 
administration of hemostatic agents can provide 
medical management without surgery [18,19]. 

Our patient was diagnosed during the first 
24 hours, and he doesn’t have factor VIII 
inhibitors. 

The decision was to manage him 
conservatively by plasmatic factor VIII infusion 
resulting in the resolution of symptoms, and the 
reduction of the jejuno-jejunal intussusception, 
and complete regression of intramural 
hematoma. 

The management of the acute abdomen in a 
patient with haemophilia must combine rapid 
diagnosis and conservative approach to avoid 
emergency surgery. 

Especially, if the patient has no indication for 
emergency surgery like ischemia or perforation, 
and if the patient doesn’t have factor VIII 
inhibitors indicating that he will be a low 
responder [20,21]. 

Conclusion 
Although intramural hematoma of the 

gastrointestinal tract is a rare and represents an 
atypical source of bleeding in patients with 
haemophilia, it requires wakefulness and special 
intention in assessing abdominal pain in patients 
with haemophilia. 

The main goal is to correct quickly and 
effectively the factor VIII allowing for 
hematoma resolution, and to ensure a 
conservative approach. 

Patient informed consent 
A written informed consent of the patient has 

been obtained before the publication of these 
data. 
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