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Abstract
Ectopic varices (EV) in the jejunum are a rare vascular disorder which is associated with portal hypertension 
(5%). It is even rarer when it occurs without associated portal hypertension.

We report a case of a patient without portal hypertension who had had chronic intestinal bleeding from va-
rices located in the proximal jejunum for several years. We report the patient’s clinical development, elements 
used for diagnosis and the surgical treatment.
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INTRODUCTION

Obscure intestinal bleeding is defined as bleeding that 
persists or recurs without any etiology obvious through 
diagnostic colonoscopy and upper endoscopy. It can be 
obvious when the patient and the clinician see evidence of 
bleeding, or it can be hidden and unnoticed by both the 
clinician and the patient until laboratory test results show 
that it is present (1, 15).

Lower intestinal bleeding primarily affects people over 
the age of 65. The annual incidence in the third decade 
of life is 1 per 100,000, but it can reach 200 per 100,000 
people in the ninth decade. Some studies show that 70% 
of all patients have at least one coexisting illness (3, 9, 14).

One laboratory test that can help diagnose bleeding is a 
blood urea nitrogen (BUN) test which can show whether 
there is any bleeding and the reason for the bleeding. When 
the test shows a creatinine ratio greater than 33 in patients 
with no history of chronic or acute renal disease, it indi-
cates that the location of the bleeding is high or in the small 
intestine but is not in the colon (9, 10).

Approximately 5% of intestinal bleeding occurs between 
the ligament of Treitz and the ileocecal valve. Vascular 
lesions account for 40% of the causes of bleeding and of 
these angiectasis and angiodysplasias these are the most 
common causes in elderly patients. Less frequent causes 
include aortoenteric vascular fistulas, hemobilia, pancre-
atic hemosuccus and varicose veins in the small intestine. 
Other causes include damage due to NSAIDs and tumors 
(1, 2, 4, 6-8, 14, 15).

With the advent of new techniques such as capsule 
endoscopy and enteroscopy, the tendency is to redefine the 
general intestinal bleeding and obscure intestinal bleeding 
into three categories: upper, middle and lower bleeding 
instead of the two traditional high and low bleeding.

Bleeding originating above the ampulla of Vater is upper 
bleeding. Bleeding originating between the ampulla of 
vater and the ileum is defined as middle bleeding. It is 
best investigated by capsule endoscopy or double-balloon 
push-and-pull enteroscopy. Bleeding originating in the 
colon is defined as lower bleeding and is evaluated by 
colonoscopy (1, 2).
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If lesions cannot be identified, but there is active bleed-
ing, radionuclide angiography or surgery can be used. If no 
lesions are found and there is no apparent bleeding, the 
next step is to use diagnostic capsule video endoscopy or 
enteroscopy (See Figure 1)  (3, 6-8, 12).

Figure 1. Algorithm for middle and lower digestive tract bleeding. 
Adapted from reference 6

Generally, there are two methods of enteroscopy cur-
rently in use: push stereoscopy and double balloon assisted 
enteroscopy. The difference between the two methods is 
the length of the small intestine that can be examined dur-
ing one procedure and therefore the number of procedures 
required to reach a diagnosis. Push enteroscopy reaches a 
length of 80 cm in the jejunum, but double balloon assisted 
enteroscopy can reach 230 cm which allows it to find a 
greater number of lesions (11, 12).

Intraoperative enteroscopy is considered to be the last 
resort when other methods have failed to clarify the cause 
of bleeding. Although it makes a diagnosis in 79% of the 
cases, it has been associated with post-procedural compli-
cations including adhesions, perforations, infections and 
hernias in 5% to 20% of the cases, especially in patients 
with comorbidities (6, 13).

CASE REPORT

The patient was a 52 year old black woman who was 
hypertensive and diabetic. She first came to the clinic for 
this problem on January 15, 2009. She stated that she had 
had several occurrences of diarrhea and that the stools had 
contained mucus. Diarrhea was associated with abdominal 
cramping and pain. Symptoms had been managed symp-
tomatically. She brought a colonoscopy report from 2003 
that showed that her ascending colon was normal.

In September 2009 she returned with symptoms of chest 
pain and anemia (Hb 4.2 gr/dl). She received a transfusion 
of red blood cells. Coronary heart disease was discarded 
but no gastroenterological study was done.

One month later she returned after multiple occurrences 
of melena. She was treated with transfusions of red blood 
cells and released.

The next year two outpatient check-ups showed her Hb 
at 9.1 gr/dl and BUN values   of 60 and 110 mg/dl. (Normal 
range 6 to 20 mg/dl).

In mid-2010 her Hb was 7.2 gr/dl and she again received 
a transfusion of red blood cells. An upper endoscopy 
reported antral gastritis, and a colonoscopy found that her 
colon was normal.

In late 2010, new tests including hematology showed PT 
14.1 seconds (Normal range: 11-13 seconds) PTT 18.9 sec-
onds (Normal range: 25-35 seconds), Total bilirubin: 0.26 
mg/dl (Normal range: 0.2 to 1.0 mg/dl), Direct bilirubin: 
0.16 mg/dl (Normal range: 0.1 to 0.3 mg/dl), Ferritin 5.9 
ng/dl (Normal range: 4.63 to 204ng/dl ), serum iron: 6 
ug/dl (Normal range: 25-156 ug/dl), Hb 6.6 g/dl (Normal 
female range: 12.1 to 15), Folic acid: 6.30 ng/dl (Normal 
range:  2.7 to 17 ng/ml), Vitamin B12: 1,053 pg/ml 
(Normal range: 200 to 900 pg/ml). It was decided to treat 
the patient for iron deficiency anemia due to an unidenti-
fied gastrointestinal loss of blood.

In 2011, after a packed red blood cell simple showed Hb 
of 6.6 gr/dl, the patient received another transfusion of red 
blood cells. An abdominal CT scan showed an inflamma-
tory process in the loops of the small intestinal leading from 
the jejunum with lymphadenopathy in the mesogastric 
region. Crohn’s disease was suspected.

In May 2012, the gastroenterologist study performed 
capsule endoscopy which found varicose veins in the dis-
tal duodenum and proximal jejunum and thickened villi of 
undetermined nature. Lymphadenopathy and the hook-
worms were found.

In June 2012, a new episode of melena occurred which 
was treated with fluids and red blood cell transfusions.

The gastroenterology department considered the pos-
sibility of surgery in late 2012 but was unable to perform 
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it due to administrative problems with the surgical board. 
Doppler echography of the spleen and portal region had 
normal results.

The patient returned with a new episode of melena (Hb: 
5.1 gr/dl). Given her continued bleeding the patient was 
again admitted to the hospital and treated with high iron 
and anti-parasite medication. She was discharged and 
began treatment as an outpatient again in the first week of 
November 2013 (See Figure 2).

Figure 2. Diagram of middle and lower digestive track bleeding.  GR = 
Transfusion of red blood cells

On November 26, 2013 the patient was readmitted for 
melena (Hb 6.6 W/dl) and was examined by gastroenter-
ologists and general surgeons. It was decided to perform a 
laparotomy which found a normal liver but encountered 
a venous vascular malformation 15 cm from the angle of 
Treitz. It compromised the entire wall and divided it into 
two segments about 4 cm in length. The compromised part 
of the jejunum was resected and rebuilt with a lateral-lateral 
anastomosis (Figures 3 and 4).

PATHOPHYSIOLOGY OF ECTOPIC VARICES (EV) 

The appearance of dilated jejunal veins or ectopic varices 
(EV) has been explained in several ways:
1.  It has been suggested that EV without the presence of 

portal hypertension is related to intestinal surgery in 
which the anastomoses connect the systemic drainage 
structures to portal drainage structures. This type of 
procedure may facilitate the appearance of ectopic vari-
ces. Examples of such procedures are pancreaticoduo-

denectomies with resection of portal veins, colectomies 
in patients with primary sclerosing cholangitis who suf-
fer from ulcerative colitis, the development of varices of 
ileostomies, and construction of bilio-entero-gastrosto-
mies (17). At sites of tissue adhesion or surgical steno-
ses, arterial-venous fistulas secondary to trauma are also 
thought to be factors that facilitate the development of 
EV (27, 33, 35).

 The risk of EV is higher if the patient’s surgical history 
involves portal circulation or stenosis of the stoma, and 
it is also higher among patients with a history of surgery 
who subsequently develop cirrhosis and portal hyper-
tension (17, 35, 29).

 It has been found that the greater the size of the EV, the 
greater the chance of bleeding (16).

2.  If the patient does not have portal hypertension or a 
history of surgery, congenital anomalies of the venous 
system such as lymphoid nodular hyperplasia, hepato-
cellular carcinoma and idiopathic anomalies have been 
suggested as possible causes (25, 27, 34).

3.  The presence of EV is most often described in connec-
tion with patients who have cirrhosis associated with 
portal hypertension or portal vein thrombosis.

Figure 3. Ectopic varices (EV) in the proximal jejunum

Figure 4. Peritoneal ectopic varices 
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TREATMENT OF ECTOPIC VARICOSE VEINS (EV)

There are six types of treatment for EV depending on 
whether or not they are related to portal hypertension: 
endoluminal, conventional angioplasty to create a throm-
bus, balloon angioplasty, angioplasty to treat  sclerosis, 
angioplasty through collateral vessels, transjugular intrahe-
patic portosystemic shunts (TIPS) and surgery.

The endoluminal treatment to control bleeding uses 
nylon miniloops to tie off the varices. Cyanoacrylate has 
also been applied directly to varices to temporarily con-
trol bleeding (37, 38).

Treatment with balloon angioplasty involves using a 
balloon to occlude drainage through the ectopic veins 
followed by application of haptoglobin to prevent kidney 
damage and then application of a sclerosing agent (ethanol-
amine oleate) to achieve sclerosis of the varices (41).

Other methods use direct embolization of varices with 
coils (coil embolization) access varices through dilated 
superficial veins (35, 36). 

A study of seven hundred and fifty procedures to place 
TIPS in patients with portal hypertension was found 
in the literature. Of these, twenty-eight were placed in 
patients with associated ectopic varices. Twelve were 
rectal, eight were related to a stoma, four were duodenal, 
and four were placed in unidentified locations. TIPS were 
placed after the failure of endoluminal therapies to con-
trol bleeding. TIPS placement controlled bleeding in 60% 
of cases, with a 22 percent recurrence rate for bleeding. In 
some cases the recurrence was due to shunt dysfunction. 
The status of liver function markedly influenced results as 
the Child C category patients did no respond as well to 
this therapy (40). 

Surgical treatment by enterectomy of the area affected by 
can also be used in situations in which there is hyperten-
sion and thrombosis of the portal vein but access for angio-
plasty is limited (34).

Treatments for EV related to portal hypertension are 
most frequently mentioned in the literature because this 
combination is found most often in experience since EV 
without portal hypertension only occurs in isolated case 
reports and no studies of a series of such cases exists.
 
DISCUSSION

Ectopic varices (EV) in the proximal intestine that are 
not associated with portal hypertension are a rare entity. 
Reports of this condition are isolated and there are no 
series that reveal its pathophysiology.

Ectopic varices (EV) related to portosystemic collateral 
veins can appear anywhere except in the gastroesophageal 
region (23). Ectopic varices include isolated type II gastric 
varices located in the antrum or corpus around the pylorus, 
in the abdominal wall, or in the peritoneal space. It is esti-
mated that up to 8% of patients with portal hypertension 
may have ectopic varices (17). EV occur most frequently in 
the duodenum followed by the jejunum ileum, colon, rec-
tum, biliary tree, ovarian circulation system and the peri-
toneum. Ectopic varices have also been described in those 
patients with cavernous degeneration or thrombosis of the 
portal vein (16, 17, 28, 30, 32, 33, 34).

They can develop in any part of the intestinal or biliary 
circulatory system as the result of short circuits in the por-
tal system due to high blood pressure. Congestion in upper 
splanchnic circulation increases susceptibility to lesions due 
to impairment of oxygenation and ischemia (16, 21, 29).

De Palma has defined these changes as enteropathy 
associated with portal hypertension which may present 
as inflammatory lesions (erythema, granular lesions, and 
friable lesions) and vascular lesions (redness, lesions that 
appear to be telangiectasia, angiodysplasia or varicose 
veins). Patients with portal hypertension with Child C clas-
sification, large esophageal varices and superficial changes 
in the mucosa of stomach lining develop EV with a fre-
quency between 5.5% and 11% (20).

EV associated with previous histories of ligation or sclero-
therapy for esophageal varices has also been encountered (24).

Ectopic varices have been divided into luminal and non-
luminal varices. The first are easily detectable with endos-
copy, and the second are those that are found anywhere in 
the abdominal cavity or pelvis (16).

A patient with duodenal varices may present hemateme-
sis or massive lower intestinal bleeding. Varicose veins 
located distal to the duodenum present as melena or hema-
tochezia. Ectopic varices (EV) should be considered in all 
patients with portal hypertension in which bleeding is not 
located by upper or lower endoscopy.

Eventually, ectopic varices in patients with acute abdomi-
nal pain during laparotomy. They may be diagnosed when a 
patient goes into shock if they are in areas such as the intes-
tinal wall, falciform ligament, diaphragm, splenic ligament, 
or the area behind the bladder. Ectopic varices in these 
locations can explain bleeding into the peritoneal cavity 
but often can be fatal (16).

In other cases ectopic varices are diagnosed when 
patients with chronic anemia are studied and found to have 
intestinal bleeding or when they test positive for occult 
bleeding (16).
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There are changes in the mucosal surface associated with 
portal hypertension due to cirrhosis which are different 
from what are commonly described as esophageal varices. 
Most of these alterations are nonvascular as evidenced 
by a recent study in which 55 patients diagnosed with 
cirrhosis and portal hypertension were included. Video 
capsule endoscopy was used to study them. It found that 
67% suffered from gastrointestinal abnormalities: 32 from 
erythema 32 (53%), 10 from erosion (17%), nine from 
angiectasia (15%), and four from varices (7%), and four 
from villous edema (7%).The majority of the lesions were 
located in the proximal and middle jejunum. The most sig-
nificant association found between these lesions and physi-
cal examination was the presence of ascites (21).

Ectopic varies were identified in 7% of these patients. 
Although this is a small percentage, we have to consider 
this diagnosis in patients with cirrhosis where bleeding 
cannot be attributed to the persistence esophageal varices.

A recent review in PubMed looked at cases of EV in the 
small bowel that occurred between 1951 and 2003. The 
average patient age was 52.9 years. The study found an 
association with previous abdominal surgery in 84.2% of 
the cases. The treatment used in 30 of the 57 cases (52%) 
was enterectomy. Of these 30 cases, 26 (86%) had portal 
hypertension. There is no information in the study about 
whether the other patients had portal hypertension (34).

Shiv and Kumar discuss a series of 1,128 cases in which 
EV was found in the jejunum and ileum: 4.6% of these 
patients were found to have portal hypertension (30).

Based on this data some authors recommend suspecting 
EV whenever a patient with a history of previous abdomi-
nal surgery and portal hypertension presents hematochezia 
without hematemesis (36).

EV without portal hypertension, as in the case described 
above, is even rarer. There are very few reports in the litera-
ture. Those that have been published attribute EV without 
portal hypertension to inherited vascular disorders or even 
to idiopathic causes (33).

Developing techniques such as capsule endoscopic and 
enteroscopy may identify these lesions more frequently. In 
this case the varices were identified with endoscopic cap-
sule (Figures 5, 6 and 7).

Because of the very low frequency of occurrence of these 
lesions, whether or not there is portal hypertension doctors 
do not easily take them into consideration when making a 
differential clinical diagnosis.

CONCLUSIONS

1. Bleeding EV without portal hypertension is rare and 
without a satisfactory pathogenesis.

Figure 5. Capsule Endoscopy Images 1

Figure 6. Capsule Endoscopy Images 2

2. A BUN/creatinine ratio greater than 33 may be useful 
for diagnosing the presence and location of suspected 
obscure gastrointestinal bleeding.

3. Upper gastrointestinal bleeding in patients with portal 
hypertension can be caused by ectopic varices (EV).
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Portal Hypertension. Hepatol Res 2010; 40: 763-776.

4. Bleeding EV should be suspected if there is melena 
without hematemesis in patients with a history of por-
tal hypertension and/or abdominal surgery.

5. Developing new methods such as video-capsule endos-
copy and enteroscopy are important for the diagnosis 
of EV.

6. Endoscopic therapeutic methods for treating EV are 
similar to those for treatment of esophageal varices but 
differ in size, location of lesions (highly variable and less 
than 5% in the duodenum and proximal jejunum), and 
the need for experience in implementation. All of this 
makes it difficult to predict the outcome. Therapeutic 
radiological methods require highly trained staff.

7. In our opinion, surgery is a viable alternative that 
should be analyzed in depth by clinicians and surgeons.
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