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CASE REPORT
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Bleeding from varices located in the small bowel is a
very uncommon finding; nonetheless, such events accompany with a high mortality rate (1– 4). Moreover,
early diagnosis of jejunal or ileal varices cannot usually be accomplished with standard diagnostic tools
(ie, esophagogastroduodenoscopy, colonoscopy).
Most reports in the literature relate to subjects with
liver cirrhosis, often with hepatocarcinoma; in unusual anatomical situations, varices may develop beyond the ligament of Treitz in adjunct to the far more
common location in the esophageal and gastric wall.
Thrombosis of the portal vein is a common feature in
such conditions. Portal thrombosis has also been described in association with overt or latent myeloproliferative diseases (5); its occurrence in nonneoplastic
hematological conditions in subjects with normal liver
function is quite uncommon.
This report describes the observation of jejunal
varices, with repeated episodes of “melena of unknown origin,” some of which quite severe, as their
clinical presentation in a patient with portal thrombosis and with otherwise absolutely normal liver function, who had undergone splenectomy for hereditary
spherocytosis in early adolescence.
CASE REPORT
G.S., a Caucasian male 33 years of age, was admitted to
our division nearly two weeks after an episode of melena. In
the previous two and a half years he had presented two
similar episodes, one of them leading to important blood
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loss and anemia; investigation of the gastrointestinal tract
by standard upper and lower endoscopy, performed at a
local hospital, had always been negative and so had the
other routine imaging exams. Therefore, no definite diagnosis had been made, and the patient, with a suspected
diagnosis of erosive hemorrhagic gastritis, was put under
treatment with antisecretive drugs (ranitidine or omeprazole cyclically). The clinical history of the patient was otherwise unremarkable with the exception of a diagnosis of
hereditary spherocytosis in childhood, leading to splenectomy at the age of 13. At the present time he was not taking
any drugs.
On physical examination the patient was slightly overweight, with no abdominal findings of clinical interest. The
right leg had been moderately swollen, warm, and tender
for the past five to six days; Doppler ultrasonography,
performed upon admission, excluded the presence of deep
venous thrombosis. Laboratory tests revealed mild hypochromic microcytic anemia, with blood cell morphology
compatible with the diagnosis of hereditary spherocytosis,
and marked thrombocytosis (800,000 –900,000/l). Antithrombin III was slightly lower than normal. Other values
were within the normal range. A bone marrow biopsy was
performed and allowed us to rule out a primary hematological disorder other than spherocytosis.
Melena had resolved spontaneously two to three days
after onset and even occult blood was undetectable in the
stool at the time of our observation. The patient felt subjectively well and the right leg pain and edema also subsided
spontaneously in a few days.
Esophagogastroduodenoscopy had been performed the
week before admission, after the clinical appearance of
melena and was negative, as were the previous ones. To rule
out a vascular anomaly of the small bowel, we performed a
jejunoenteroscopy, which showed the presence of submucosal venous varices beyond the ligament of Treitz (Figure
1); apart from their more distal location, they had the same
morphological appearance as esophageal varices, as the
endoscopist pointed out. A selective angiography of the
celiac and mesenteric arteries was subsequently performed;
angiography of the superior mesenteric artery showed a
normal arterial phase, whereas the venous phase (Figure 2)
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Fig 1. Enteroscopic imaging of submucosal varices in the proximal jejunum.

revealed several venous dilatations in the territory of the
superior mesenteric vein. The vein itself was not opacified,
whereas the portal vein was entirely thrombosed. The picture was confirmed at CT angiography (Figure 3).
A diagnosis of portal hypertension with jejunal varices,
related to portal thrombosis, was made. Surgical devascularization was proposed to the patient, who refused.

DISCUSSION
Venous varices have been reported to occur at any
site of the gastrointestinal tract, even if location beyond the duodenum is quite uncommon (1); their
clinical presentation, though, may be quite serious
and episodes of important intestinal hemorrhage
have been described (2, 3). In the reports and reviews
of the literature (1, 3, 4), the finding is mostly associated with chronic progressive liver disease, often
complicated with hepatocarcinoma. In these clinical
situations portal thrombosis is also relatively common
and formation of submucosal varices in extraesophageal sites may follow, or be associated with, the appearance of esophageal and/or gastric varices. In
some instances extraesophageal varices were detected
after shunt operations to relieve portal hypertension
(6).
Occurrence of portal thrombosis, portal hyperten-
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sion and bleeding jejunal varices in subjects with
normal liver function, is extremely rare; a few reports
have described small bowel varices after abdominal
surgery, usually at the site where an anastomosis was
performed (7). Interestingly, portal thrombosis was
also described to occur, independently of chronic
liver disease, in subjects with hematological diseases,
in particular with myeloproliferative conditions (5, 8,
9).
Hereditary spherocytosis is seldom associated with
thrombotic risk (10). As far as we know, the only
report in the literature describing the association of
hereditary spherocytosis and portal thrombosis is a
letter by McGrew and Avant (11); the patient described developed portal thrombosis eight years after
splenectomy, which became clinically apparent after
an episode of bleeding from esophagogastric varices.
We believe that in such patients more than one
factor may contribute to the development of portal
thrombosis. One such factor is thrombocytosis secondary to splenectomy; even if this condition is not
usually associated with a hypercoagulable state, this
might be favored by the association of hemolysis and
spherocytosis per se. Secondly, removal of the spleen
and of the splenic vein is likely to slow down portal
Digestive Diseases and Sciences, Vol. 45, No. 2 (February 2000)
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Fig 2. Selective angiography of the superior mesenteric artery: venous phase showing
gross jejunal varices (arrows); the superior mesenteric and portal veins are not
opacified.

flow and to facilitate the onset of a thrombotic process. Important hemodynamic changes take place after splenectomy or splenorenal shunt (12, 13). Portal
thrombosis was indeed described after surgical splenectomy in subjects with idiopathic or cirrhotic portal
hypertension (14) and shortly after laparoscopic splenectomy (15).
In our patient, bone marrow examination excluded
a primary hematological disorder other than spherocytosis. Nonetheless, even in the absence of overt
myeloproliferative disease, portal thrombosis has
been described in association with the tendency to
form “spontaneous” erythroid colonies in cultures of
bone marrow taken from the subjects (5).
A prothrombotic state might be present in patients
with hemolytic syndromes, or in subjects with “occult”
myeloproliferative disorders. In our case, the mild
defect in antithrombin III levels may also have contributed. The fact that this patient was in a thrombophilic state is also suggested by the clinical manifesDigestive Diseases and Sciences, Vol. 45, No. 2 (February 2000)

tation at the right leg, which might have represented
a minor episode of venous thrombosis, in spontaneous resolution when Doppler sonography was performed. Indeed venous thrombosis may be the cause
of leg ulcers, a quite common finding in patients with
spherocytosis.
The appearance of varices in the mesenteric small
bowel probably reflects an uncommon anatomical
situation where venous blood flow at relatively high
pressure cannot drain through the coronary gastric
and azygous veins due to the vascular deconnections
of splenectomy or to extensive vascular involvement
of the thrombotic process. A more limited extension
of thrombosis was probably present in the only other
case reported in the literature (11), with a different
hemodynamic condition leading to the more usual
clinical presentation as esophageal and gastric varices.
This case represents an unusual model of portal
hypertension and suggests that the pathophysiological
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Fig 3. CT portography showing large jejunal varices (arrows).

processes and clinical manifestations of increased
blood pressure in the portal system may be very
similar even if the etiologies and the anatomical sites
of manifestation are quite distinct. Our report encourages wider utilization of jejunoenteroscopy, a
relatively noninvasive procedure (16, 17), as a diagnostic tool and the use of angiography even in the
absence of concurrent bleeding, especially when the
clinical history of the patient (ie, previous splenectomy or abdominal surgery in general; presence of a
hematological disorder) may raise the suspicion of
intestinal varices. We believe that such uncommon
events may be increasingly diagnosed as the cause of
gastrointestinal bleeding of, up to now, “unknown”
origin.
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