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Abstract
Introduction Congenital anomalies of the gastrointestinal tract are a significant cause of morbidity in children and less
frequently in adults. In rare cases, they may run undetected during childhood and may present during adolescence. These
abnormalities include developmental obstructive defects of the duodenum and the small intestine, anomalies of rotation and
fixation, intestinal duplications, and anomalies of the colon and rectum.
Discussion When detected in adulthood, they may require different evaluation and surgical correction. Some of these
anomalies should be managed surgically as soon as they cause symptoms. Others may cause persistent problems in
adulthood requiring medical management for years. Herein, we present a comprehensive review of all the different ways of
diagnosis and management of these anomalies reported in the literature.
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Introduction

Congenital anomalies of the gastrointestinal (GI) tract
commonly present in the neonatal period or early infancy.
Some of them can have life-threatening consequences if
diagnosis is delayed. Therefore, the prognosis is largely
dependent upon early diagnosis and appropriate manage-
ment and surgical treatment. However, in rare cases, they
can present de novo during adolescence. These lesions may
form an important part of pathology in patients along time
out of the cradle. When diagnosed in adulthood, they may

require a different perspective than in children regarding
management and surgical correction. In this study, we
present descriptions of the most common anomalies which
may be encountered in the adult. We propose management
options according to the current medical literature.

Congenital Anomalies

Adult Idiopathic Hypertrophic Pyloric Stenosis

Congenital hypertrophic pyloric stenosis is a benign disease
caused by hypertrophy of the circular muscle fibers of the
pylorus. It is manifested usually during the first 2 months of
life. Its incidence is approximately 0.25–0.5% of all births.
A mild form of congenital pyloric stenosis may occasion-
ally present later in adult life.1 The exact occurrence of this
form cannot be estimated accurately, since the majority of
these patients are asymptomatic for years. Zavala et al.2

reported on a family with both congenital and adult type of
hypertrophic pyloric stenosis. This hypothesis is further
supported by the fact that approximately 80% of patients
with the adult form of the disease are men, which is in
accordance with the male predominance of congenital
pyloric stenosis.3 In addition, this form of primary pyloric
stenosis should be differentiated from the secondary form,
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which is caused by other diseases of the gastrointestinal
tract, such as peptic ulcer disease, hypertrophic gastritis, or
malignancy.4

In the adult idiopathic hypertrophic pyloric stenosis
(AIHPS), the pylorus is bulbous or fusiform, with its
thickest portion at the pyloroduodenal junction5 (Fig. 1).
Microscopically, there is a substantial hypertrophy of the
circular and occasionally of the longitudinal muscle in a
focal or diffuse fashion.6,7

Clinical diagnosis depends primarily on the specific
symptomatology, which consists of symptoms of delayed
gastric emptying, without the presence of pain. Other
diseases which may cause delayed gastric emptying such
as diabetes mellitus, scleroderma, gastroparesis, or second-
ary pyloric stenosis should be ruled out.8

AIHPS can coexist with other rare congenital anomalies,
such as congenital hypothyroidism, congenital diaphrag-
matic hernia, congenital short bowel, jejunal atresia, and
recessive polycystic kidney disease.2,9

The radiologic and endoscopic studies are often nonspe-
cific. In upper GI series, the diagnosis should be suspected
in case there is elongation of the pyloric canal accompanied
often by a marked dilatation of the stomach.7,9 In AIHPS,
the narrowed pyloric canal may be seen as an extremely
thin line of barium (string sign).10 A marked thickening of
the pyloric muscle may produce a convex indentation at the
base of the duodenal bulb, causing a mushroom-like
deformity (Kirklin’s sign).11 In addition, the presence of a
barium-filled cleft between the hypertrophied muscle and
the fibers of the pylorus itself can project into either one or
both sides of the pylorus proximal to the base of the bulb
(Twining’s sign).12 However, none of the above signs are
pathognomonic, whereas the presence of two or more of
them strengthens the radiologic diagnosis.7 Endoscopy is
also useful for diagnosis: a fixed narrowed pylorus with a
smooth border is the classic finding and is described as a
“donut” or as the cervix sign.5,13 Another feature is the

failure of the pylorus to close completely.14 Moreover,
intubation of the duodenum with the endoscope can be
unfeasible.

As for therapy, the first aim is to rule out carcinoma
histologically, with a full thickness biopsy.15 Endoscopic
dilatation of the pylorus has been suggested for patients
with a high surgical risk but carries a high recurrence
rate.6,14 The Ramstedt pyloromyotomy, which is often used
in children, is troublesome in adults because it may cause
mucosal ulceration or pyloric scarring with only partial
relief.4,14

Pyloroplasty is an acceptable option (Fig. 1); however,
there is a trend for recurrent obstruction. Brahos et al.16 first
performed the double pyloroplasty technique, a posterior
myotomy combined with the classical Weinberg modifica-
tion of the Heineke-Miculicz pyloroplasty. This technique
enables the surgeon to obtain biopsies, and it helps to avoid
a gastric resection, especially in high-risk patients.

However, a distal gastric resection with Billroth I and II
anastomosis is the most recommended procedure,5,15

especially for patients with a thick pylorus, which renders
a pyloroplasty technically difficult (Table 1).

The introduction of laparoscopic pyloromyotomy by
Alain et al. in 199117 has opened new horizons in the
treatment of hypertrophic pyloric stenosis. The laparoscopic
approach carried the general advantages of laparoscopic
surgery, but it had a considerable complication rate when it
was first applied in children.18 There are scattered reports of
adult cases with AIHPS, which were treated laparoscopi-
cally with satisfactory results.14,19

Congenital Duodenal Anomalies

Congenital duodenal anomalies are defects in the embryo-
logic development of the foregut. While the primitive
foregut undergoes lengthening and rotation in the early
embryonic life, the hepatobiliary and pancreatic anlagen
begin as buds at the middle of the duodenum and gradually
grow and rotate. During this period, duodenal atresias,
intraluminal webs, annular pancreata, and various malrota-
tions may develop. The annulus may completely or
partially encircle the duodenum and may loosely be
attached to the duodenal serosa or occasionally may be
interdigitated with the muscularis mucosa of the duodenum.
As for the webs, there are complete duodenal atresias or
imperforate webs, intraluminal imperforate webs, and
perforated webs with eccentric or central apertures. Most
of the webs occur in areas of fusion or visceral outgrowth,
hence their propensity to occur in the ampullary region.20

The incidence of these anomalies in the pediatric popula-
tion is estimated to be one in 20,000 to 40,000 births, with
incomplete obstructive lesions accounting for only 2% of
them.20,21 Duodenal stenosis from annular pancreas is also

Figure 1 In AIHPS, the pylorus is bulbous or fusiform, with its
thickest portion at the pyloroduodenal junction (A=pyloroduodenal
junction, B=pylorogastric junction).
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very rare in adults. In fact, Ravitch22 found only three cases
of this anomaly in 20,000 autopsies in John Hopkins
Hospital.

The delayed presentation of these anomalies in the
adolescent or adult period can hardly be explained. Total
duodenal obstruction is not compatible with long-term
survival. However, there are numerous reports describing
annular pancreata and duodenal webs in the second, third,
and later decades of life. These isolated cases may survive
with liquid diet for years.21 In such cases, the presence of a
dilated stomach with a proximal duodenal bulb suggests a
gradual loss of peristaltic action to overcome a narrowing
of the descending portion of the duodenum.

Clinical symptomatology consists of postprandial
epigastric fullness, nausea, vomiting, and weight loss.
Duodenal web patients may suffer from peptic ulcer
disease, but this is not the case in patients with annular
pancreata.21 In the latter group of patients, the develop-
ment of acute pancreatitis in the annulus causes acute
duodenal obstruction, with subsequent resolution of the
pancreatic inflammation allowing relief of the obstruc-
tion.23 In some patients with annular pancreata, true
duodenal stenosis may gradually develop, due to repeated
attacks of pancreatitis in the annular tissue or from
reactive fibrosis in the duodenal wall.24

Diagnosis of both lesions is efficiently done with upper
GI contrast studies. A transverse diaphragm in the
descending duodenum with an eccentric or central aperture
may be seen in patients with webs. The annular pancreas
can be diagnosed with computed tomography (CT) and
magnetic resonance imaging, whereas in upper GI series a
smooth or tapered narrowing of the second part of the
duodenum with dilatation of the proximal bulb can be
seen.24 In addition, endoscopic retrograde cholangiopan-
creatography can delineate the ductal system of the annulus
and its junction with the ventral pancreatic and biliary
ducts.20

In the treatment of duodenal webs, bypass procedures
were used in the past but have been largely abandoned. The
most widely used procedure now is longitudinal duodenot-
omy followed by excision of the web, mucosal reapprox-
imation, and transverse closure of the duodenum. During
the excision of the web, intubation of the bile duct and the
ampulla with a probe should be done, as to avoid damage in
the biliopancreatic sphincteric mechanism.20 As for the
annular pancreas, resection of the annulus was done
frequently in the past and was often followed by pancreatic
fistula formation. In addition, division of the annulus did
not necessarily relieve the obstruction, since the narrowed
duodenum might be permanently stenotic due to the
intermingling of the annular tissue with the duodenal
wall.24 Nowadays, the annular constriction of the
duodenum could be bypassed by duodenoduodenostomy
or duodenojejunostomy to the first duodenal portion.20 A
retrocolic duodenojejunostomy, favored by Warren and
associates,24 is the procedure of choice in adults, as it
offers decompression of the proximal duodenum and a
satisfactory bypass.

The laparoscopic approach has been introduced in the
treatment of congenital duodenal anomalies in adults. There
has been a report of two cases of annular pancreas treated
successfully with laparoscopic gastrojejunostomy.25

Intestinal Malrotation

The term “intestinal malrotation” refers to a spectrum of
anomalies involving the position and peritoneal attachments
of the small and the large bowel. A wide diversity of
anatomic anomalies, ranging from a not-quite-normal
intestinal position to complete nonrotation or to reverse
rotation, results in a wide variety of clinical manifestations.
Progress in the understanding of the pathogenesis of
intestinal malrotation was done only after normal embryol-
ogy of the gastrointestinal tract was described, first by

Congenital anomaly Surgical treatment GR LE

Hypertrophic pyloric stenosis Distal gastric resection, pyloroplasty C 4

Duodenal webs Duodenotomy, web excision C 4

Annular pancreas Duodenojejunostomy C 4

Intestinal malrotation

Intestinal obstruction Ladd procedure A 1c

Chronic obstruction Ladd procedure C 4

Asymptomatic second look C 4

Gastrointestinal duplication Cyst excision, intestinal resection C 4

Jejunoileal atresia and stenosis Intestinal resection (infanthood) A 1c

Meckel’s diverticulum

Complicated Ileal resection, diverticulectomy A 1c

Incidental finding Observation B 3a

Table 1 Treatment Modalities
of the Main Congenital
Anomalies of the GI Tract
in Adults

GR grade of recommendation,
LE level of evidence
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Meckel in 1817 and then more extensively by Mall in
1987.26,27

However, the embryological analysis of the disease was
not completely understood until 1923, when Dott28 de-
scribed the anatomic variations of malrotation and corre-
lated them with points of aberrant or failed embryologic
development. The incidence of malrotation in the general
population is not known. It is estimated to range from one
in 6,000 to one in 200 of live births.29,30 Most cases (90%)
present during the first year of life. However, a small
percentage of individuals with malrotation enter adulthood
with it undetected.29,31

The most significant anomalies of rotation and fixation
are nonrotation, malrotation, and reverse fixation. In non-
rotation, the most frequently encountered anomaly, the
midgut returns to the peritoneal cavity after rotating only
180° instead of the normal 270°. The postarterial limb
returns to the abdominal cavity first instead of last.
Therefore, the small intestine lies on the right side of the
abdomen and the colon on the left. The ileum crosses the
midline from right to left to enter the cecum. Adult patients
with nonrotation are usually asymptomatic, but often
volvulus may accompany this anomaly.32 In malrotation,
the prearterial segment, which returns to the abdomen first,
is usually in a normal position, and the degree of
malrotation is indicated by the position of the cecum. Thus,
the cecum may be on the left side, higher than normal on
the right side, or in an intermediate position (Fig. 2).
Reverse rotation occurs when the postarterial segment of
the midgut returns to the abdomen first. The cecum begins
its migration and passes to the right behind the superior
mesenteric artery. Finally, the transverse colon lies behind
the duodenum and is separated from it by the superior
mesenteric artery.31,32

Clinical presentation varies according to the degree and
type of malrotation. In itself, abnormal positioning of the
intestine does not cause symptoms. These arise from the
abnormal position and fixation of the bowel, which allow
the bowel to twist. The obstruction may be complete or
partial and results from midgut volvulus or, less frequently,
Ladd bands or internal hernia. Therefore, the clinical
manifestations of rotation anomalies may be identical to
those of proximal small-bowel obstruction (complete or
partial), with or/without symptoms secondary to vascular
occlusion.32

Moreover, there are patients with chronic abdominal
complaints, including pain and intermittent obstruction or
with atypical symptoms similar to those of common
abdominal conditions.31 Patients presenting with bilious
vomiting, acute abdominal pain, fever, tachycardia, and
peritoneal tenderness on physical examination should be
suspected of having an abdominal disaster. Confirmatory
laboratory tests include an elevated white blood cell count

and acidosis with an elevated base deficit and lactate level.
In addition, abdominal pain usually cannot be relieved with
nasogastric decompression. These patients require immedi-
ate exploratory laparotomy, which usually reveals midgut
volvulus and vascular compromise with resultant intestinal
ischemia. Patients with chronic abdominal complaints
usually present with recurrent episodes of crampy abdom-
inal pain, nausea, and bilious vomiting. These episodes may
have been present or may have a more recent onset. Delay
in diagnosis is common in the majority of these
patients.31,33 Anatomic finding at surgery in these patients
include mixed rotation or nonrotation with intermittent or
partial midgut volvulus, partial intestinal obstruction due to
Ladd bands (Fig. 3), or internal hernias. A third group of
patients may be asymptomatic or have atypical complaints
and suddenly come to our attention with an acute
abdominal condition unrelated to malrotation but with
bizarre abdominal findings due to their unusual gastroin-
testinal anatomy. For example, we may have cecal
perforation in a patient with nonrotation with pain localized
to the left abdominal quadrant or appendicitis in a patient
with a subhepatic cecum with pain localized in the right
upper quadrant.31 Preoperative diagnosis may be difficult in
these patients and usually is done intraoperatively.

The diagnosis of these anomalies in adults usually
requires a variety of diagnostic modalities, such as plain
abdominal radiographs, upper GI series, and CT scan.

Plain abdominal radiography may show signs of abnor-
mally located bowel, i.e., small-bowel markings mainly on
the right and large-bowel markings mainly on the left. Such
X-rays may prompt further evaluation. Upper GI series is
the standard of reference in the diagnosis of malrotation. It

Figure 2 In malrotation, the cecum most frequently lies on the left
side of the abdomen; the anomaly is frequently associated with the
presence of Ladd bands, which may compress the duodenum.
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can indicate the level and nature of obstruction. They may
show a duodenal–jejunal junction which fails to cross
midline and is located below the level of the duodenal bulb
or malposition of the right colon and the cecum. When a
volvulus is present, the small bowel usually has a
“corkscrew” appearance because it twists around the
superior mesenteric artery.32 CT scan may reveal right-
sided small intestine and a left-sided cecum, with/without
an inverse relationship of the superior mesenteric artery and
superior mesenteric vein, a highly indicative sign of
malrotation. Midgut volvulus is seen as a dilated fluid-
filled stomach, thick-walled loops of ischemic right-sided
small intestine, and often free intraperitoneal fluid.34 Three-
dimensional helical CT may reveal twisting of the superior
mesenteric vein about the superior mesenteric artery. In
general, identification of an abnormality requires meticu-
lous diagnostic evaluation with additional diagnostic
modalities.

Treatment should be addressed to each individual patient
according to the degree and severity of malrotation and the
timing of diagnosis. Patients with intestinal obstruction
should undergo an explorative laparotomy. At surgery, the
volvulus should be reduced and any nonviable bowel
should be resected. Treatment of the underlying malrotation
includes lysis of all adhesions and abnormal bands,
straightening of the duodenum so it descends directly into
the right lower quadrant, appendectomy, and widening of
the small-bowel mesentery (Ladd procedure)35,36 (Table 1).
Cecopexy is not recommended since there is no proof it has
anything to offer in terms of perioperative or postoperative
morbidity.31,33,37 Patients with chronic abdominal com-
plaints should undergo a thorough radiologic evaluation
before proceeding to surgical intervention. At surgery,
when the obstruction is found secondary to Ladd bands,

all abnormal intestinal attachments should be lysed. When
an internal hernia is found, the hernia should be reduced;
the sac should be resected; and the hernia defect should be
closed. When there is reverse rotation, any adhesions
between the mesentery of the small and the large intestine
should be lysed, and the intestine should be rotated
clockwise 360°, so as to create a condition of nonrotation.
A Ladd procedure should be added in all above cases31

(Table 1).
There is an increasing use of laparoscopy for the

treatment of malrotation in children as well as in adults.38

The Mayo Clinic series,39 the largest one reported for
adults, confirmed that laparoscopic Ladd procedure is safe,
feasible, and effective. In addition, it offers the patients the
benefits of laparoscopy, such as early recovery and short
hospital stay. Laparoscopy also is helpful when the
diagnosis of malrotation is not certain. Mazziotti et al.40

have developed a method to determine whether laparoscop-
ic Ladd procedure is indicated: if the length between the
duodenojejunal junction and the ileocecal valve is less than
half the transverse diameter of the peritoneal cavity, the
procedure is indicated to prevent volvulus. However, when
laparoscopy is used, conversion to open procedure is
common because of the difficulties encountered. Neverthe-
less, some authors41 support that laparoscopy is not suitable
for acute conditions, such as midgut volvulus, due to the
excessive intestinal distension.

Malrotation that is discovered at the time of exploratory
laparotomy/laparoscopy for an emergency condition, such
as appendicitis or hollow viscus perforation, should be left
to treat on an elective basis. If malrotation subsequently
gives rise to symptoms or if the patient decides its
correction, then malrotation can be treated on a later date.

There is a substantial controversy regarding the surgical
correction of malrotation in case it is discovered inciden-
tally on radiologic examination, while the patient is
asymptomatic. Since many patients remain asymptomatic
for their entire life, certain authors support that operation is
not justified unless the patients develops symptoms directly
related to malrotation.42,43 However, others advocate that
surgical intervention is required anyway, due to the
significant risk of midgut volvulus, even years after a
symptom-free period.44,45

Several studies have indicated that certain anatomic
characteristics, such as an abnormal position of the
duodenal–jejunal junction or isolated malrotation of
the cecum, may have some predictive value regarding the
possibility of volvulus.46 However, there are no official
criteria by which the risk of volvulus can be predicted. In
general, the decision for surgery in patients with asymptom-
atic malrotation should be made by the surgeon and the
patient, after having discussed extensively the risks and
benefits of the operative and nonoperative approaches.

Figure 3 Complete dissection of the Ladd bands (LB), before
division, on both the lateral and medial aspect of the duodenum (D).
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Gastrointestinal Duplication

Gastrointestinal duplications are congenital malformations
that can be encountered anywhere throughout the gastroin-
testinal tract, from the mouth to the anus. They occur
mostly in pediatric patients but may occasionally run
asymptomatic for years and present later in the adult life.
They can be spherical cysts (Fig. 4) or tubular structures.
They are attached to the wall of an adjacent part of the
gastrointestinal tract and possess at least one exterior layer
of smooth muscle and are lined with various types of
gastrointestinal mucosa.47 The lumen of the duplication
cysts usually lies between the leaves of the mesentery but
may be entirely separated, with a mesentery of its own,
formed by splitting of the original. There have been many
theories regarding its pathogenesis. The most dominant one
supports that duplication cysts appear at an early stage of
embryological development due to incomplete separation of
the primitive gut from the notochord. This theory is
supported by the fact that these formations often coexist
with osseous anomalies of the axial skeleton.48,49

Gastric duplications are noncommunicating cysts usually
located along the greater curvature of the stomach. Gastric
cysts are very rare as they account for 2% to 7% of all
gastrointestinal duplications.50 They most often present
with pain and vomiting.51,52 They are usually diagnosed as
a result of a complication, such as gastrointestinal bleed-
ing.51 Bleeding within the gastrointestinal tract may result
from intussusception, peptic ulceration of the cyst lining, or
necrosis of the cystic mucosa due to continuous pressure
from the expanding cyst.53,54 Gastric duplications commu-
nicating with the pancreatic duct may be a cause of
recurrent pancreatitis or peptic ulceration.55,56 Computed
tomography and magnetic resonance imaging are common
methods for evaluating tumors along the upper GI tract and
may raise the suspicion for gastric duplication.57 99Tc

scintigraphy is also a valuable diagnostic tool because of its
high specificity to identify gastric mucosa.58 Very few
reports so far have presented the use of laparoscopic
surgery in the treatment of gastric duplications.59 In the
laparoscopic approach, the goal is to excise completely the
gastric duplication without violation of the gastric lumen,
whenever possible.

The small intestine is a more common site for these
formations. Ileum is the most common site for gastrointes-
tinal duplication, accounting for over 60% of cases.60

Duplication in the small intestine can be asymptomatic for
years but can present abruptly with lower gastrointestinal
bleeding. These cases should undergo the routine diagnostic
evaluation for gastrointestinal bleeding, but usually the
source of bleeding is identified at laparotomy.61 At surgery,
the lesions should be resected along with a portion of the
adjacent intestine. The mucosa of the duplication should be
completely removed because, when mucosa remains, acid
peptic ulceration from ectopic gastric mucosa may lead to
bleeding and often requires reoperation.53

Colonic duplications are rare, accounting for 4–18% of
all gastrointestinal duplications, with the cecum being the
most common location. Colonic duplications are also
asymptomatic for prolonged periods but may result in
significant morbidity and mortality in case of complica-
tions, such as acute bowel obstruction or severe gastroin-
testinal hemorrhage.61 Colonic cysts can be asymptomatic
for years but usually present with pain and/or obstructive
symptoms.62 Occasionally, they may present with a
complication, such as obstruction, bleeding, or constipation.
Abrupt hemorrhage with hemodynamic instability may
occur in case of a cyst lined with ulcerated mucosa which
erodes into adjacent organs and/or vessels.53,63 Cystic
duplications can cause obstruction of the colon as a result
of direct compression, intussusception, or volvulus whereas
tubular duplications of the rectum may have direct
communication with the perineum.61,63 There are several
reports of intestinal carcinomas found within duplication
cysts.62,64 Preoperative diagnosis is often difficult, and the
radiographic findings may be nonspecific. Ultrasonography
and computed tomography may be useful in obtaining a
diagnosis.53,63

Treatment is reserved for symptomatic cases and usually
includes excision of the cyst with the neighboring part of
the intestine because of the intimate attachment of the
common wall or because isolated resection of the cyst
would compromise blood flow to the adjacent segment of
the colon.61,63,65 Cyst excision is mandatory for the
possibility of malignant degeneration. Postoperative com-
plications are nonspecific and include postoperative bleed-
ing, infection, and bowel obstruction. However, in case of
large duplication segments, injury to the normal intestine
with resultant short bowel syndrome is also a possibility.53

Figure 4 A spherical type of duplication cyst in the small bowel of an
adolescent boy.
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Despite these problems, the overall outcome after surgery
for intestinal duplications is generally favorable.

The laparoscopic approach has also been introduced in
the treatment of duplications of the small and the large
bowel in children60 as well as in adults66–68 with promising
results.

Jejunoileal Atresia and Stenosis

Atresia and stenosis are common birth effects affecting the
small intestine. The duodenum is the most common site,
followed by the jejunum and the ileum; however, it can also
affect multiple sites in the small intestine.69 The approxi-
mate incidence in the Western societies has been reported to
be approximately three to four per 10,000 births in the
general population.69–71 The mechanism responsible for its
pathogenesis is not well clarified. Although in the 1950s the
dominant theory was that intestinal atresia was the result of
vascular accidents during the fetal life,72 today most
researchers support the hypothesis of the pivotal role of
genetic and embryogenetic factors which lead to the
development of this anomaly.73

This defect may take several forms, such as the apple-
peel atresia, multiple intestinal atresia with short-gut
syndrome, proximal jejunal atresia with megaduodenum,
and colon atresia.73,74 All above formations are usually
discovered during the neonatal or infantile life and require
immediate correction. However, long-term complications in
these patients may present later during childhood or
adolescence and may require reintervention.75

Meckel’s Diverticulum

Meckel’s diverticulum is a congenital blind pouch in the
small bowel, which results from an incomplete obliteration
of the vitelline duct during the fifth week of gestation. This
entity took its name after Johann Friedrich Meckel the
younger who first studied the diverticulum’s anatomy and
embryology.76 For Meckel’s diverticulum, the common rule
found in every review book for general surgery is the “rule
of twos,” i.e., it is found in 2% of the population, twice as
common in males, most frequently found in those less than
2 years of age, and usually 2 ft from the ileocecal valve.77

For that reason, surgical residents begin searching for this
anomaly with their first surgical exploration. However, a
true diverticulum is rarely discovered in the adult (Fig. 5),
and complications related to this anomaly rarely occur with
increasing age.78

The development of this anomaly occurs with the failure
of obliteration of the proximal vitelline duct during the
seventh to eighth week of gestation. This diverticulum is
categorized as a true diverticulum because it contains the
normal layers of the small bowel. It may contain ectopic

mucosa, such as gastric mucosa which is responsible for the
adjacent ulceration of the ileum.77 Pancreatic mucosa is the
second most common ectopic mucosa found in this
diverticulum. Occasionally, the diverticulum may be the
site of a malignant tumor. Weinstein et al.78 published the
most thorough description of malignancy in Meckel’s
diverticulum: in a series of 80 malignant cases, there were
35 sarcomas, 29 carcinoids, and 16 adenocarcinomas.

Meckel’s diverticulum usually does not give symptoms.
A small percentage of patients may give symptoms, with
the obstructive symptoms being the most prevalent in the
adult, and they are most commonly due to intussusception,
volvulus, inflammatory adhesions, diverticular strictures,
enteroliths, or incarcerated hernia.78–81 Inflammation (di-
verticulitis) and/or perforation are found in up to 20–30%
of symptomatic patients and are often indistinguishable
from acute appendicitis.80 Bleeding is the most common
complication in children and is reported in over 50% of
cases.82,83 In adults, bleeding is the presenting complaint in
only 11.8% of cases.79 Bleeding is usually minor, resulting
in chronic anemia. Occasionally, it may cause massive
lower gastrointestinal bleeding in adults, as several case
reports describe in the literature.77,84 However, it occurs
less often than obstruction. Yamaguchi et al.79, in a series
comprising almost 50% adults, showed hemorrhage as
being less common than obstruction at a rate of approxi-
mately 5:1 (54%:12%). Preoperative evaluation of Meckel’s
diverticulum is difficult, and routine radiological studies,
such as plain abdominal radiograph, arteriography, upper
GI series, and computed tomography, are often nondiag-
nostic and theretofore of limited diagnostic value.85 In
suspected symptomatic Meckel’s diverticulum, preoperative
evaluation includes 99mTc (technetium-99m pertechnetate)

Figure 5 A Meckel’s diverticulum discovered incidentally in a 16-
year-old boy during an exploratory laparotomy for acute pain in the
right iliac fossa.
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scanning, which relies on the presence of ectopic gastric
mucosa.86 In this study, 99mTc is injected intravenously, and
over time it accumulates in the gastric mucosa. Because
complications such as bleeding are caused by the ectopic
gastric tissue, diagnosis may be helped in symptomatic
cases. In children, the scan has a sensitivity of 85% and
specificity of 95%, but in adults, the sensitivity drops to
62.5% and the specificity to 9%. The accuracy of the scan
can be improved with the use of pentagastrin or cimeti-
dine.85,87 When the scan is nondiagnostic or in patients with
nonbleeding presentation, ultrasonography is perhaps the
most useful noninvasive method of achieving diagnosis.88

The choice of treatment of Meckel’s diverticulum
depends on whether it was discovered incidentally or it
caused symptoms. Ileal resection including the diverticulum
is the treatment of choice for asymptomatic diverticulum
because the extent of heterotopic tissue cannot be deter-
mined safely by palpation, and ulcerations may recur in
case the ectopic tissue persists. Ileal resection permits the
removal of any inflamed or heterotopic tissue.89

The most controversial issue in the management of
Meckel’s diverticulum is the decision of surgical resection
in asymptomatic cases discovered incidentally. Postopera-
tive morbidity and mortality depend on the indication for
removal. While the mortality after surgical excision is
almost zero, morbidity in asymptomatic patients is 8.6%,
which is close to the 8.3% morbidity found in symptomatic
patients (8.5% overall).77 Those who support incidental
excision believe the relatively high mortality and morbidity
rates with symptomatic disease justify the associated
morbidity of elective excision. The opponents of incidental
excision quote the low (4.2%) lifetime risk of symptoms
development.90 In addition, a recent systematic review has
shown that there is no compelling evidence to support
prophylactic resection.91 In fact, resection of incidentally
detected Meckel’s diverticulum has a significantly higher
early morbidity rate than leaving the diverticulum in situ
(5.3% vs 1.3%, P<0.0001; Table 1).92

Nowadays, the advent of laparoscopy may have changed
this scenario. Laparoscopy permits a complete abdominal
exploration, increasing the number of incidentally found
diverticula. The laparoscopic approach is extremely useful
as it permits the removal of an incidentally found diverticulum
with a gastrointestinal stapling device.93 Nevertheless, lapa-
roscopy has been used to treat patients with Meckel’s
diverticulum complicated by intestinal obstruction or bleed-
ing caused by heterotopic gastric mucosa.94,95

Conclusions

Diagnosis of a congenital anomaly of the GI tract in an
adult is not a rare event. Some of these anomalies may

remain undetected for years and are diagnosed on the basis
of incidental findings at routine examination in the adult
life. Indeed, congenital anomalies can form an important
part of the daily practice of the general surgeon on patients
in the adult life. A thorough knowledge of basic embryol-
ogy is necessary to understand these lesions. Management
considerations in the adult patients are often different
compared to the pediatric group. Some of these patients
may have persistent problems in adulthood requiring
medical attention for years. In addition, there is a large
variety of available therapeutic options to offer to adult
patients with congenital anomalies of the GI tract. For most
of the reviewed diseases, evidence-based management
directions are difficult, due to a lack of randomized trials
and long-term follow-up.
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