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ABSTRACT

Trichobezoar is a rare clinical entity in which a ball of hair accumulates within the alimentary tract. When the tail of
the trichobezoar extends into the small intestine, this condition is called Rapunzel syndrome (RS). A 14-year-old
female presented with pain abdomen and vomiting for 2 weeks, and a history of trichotillomania and trichophagia,
and an epigastric lump. A contrast enhanced computerized tomography (CECT) of the abdomen showed a grossly
distended stomach with a heterogeneous mass containing trapped air with underlying normal mucosa suggestive of
trichobezoar, with its tail extending into the proximal jejunum suggestive of RS. During laparotomy, a giant
trichobezoar was seen in the stomach with its tail extending beyond the duodenum into the proximal jejunum. The
entire specimen was delivered out intact. On follow up, she has no surgical complications, and was on behaviour
therapy. Trichobezoars form when ingested hair strands become retained in the folds of the gastric mucosa and
becomes entangled, forming a ball too large to exit the stomach. Trichotillomania and trichophagia are seen in many
of these patients. Patients present with abdominal pain, vomiting, gastric outlet obstruction, and an epigastric mass.
In the case of RS, complete removal without breakage and distal migration is important. RS should be considered
as a differential diagnosis in a young girl with abdominal pain, vomiting, anaemia and upper abdominal lump. Early
diagnosis prevents complications. Surgical removal is treatment of choice. Trichobezoar often coexists with
psychiatric illness. Psychiatric evaluation, counselling and treatment are helpful in preventing recurrence.
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INTRODUCTION golden hair to permit her young prince to climb up to her

window and rescue her.?
Trichobezoar, which was first described by Baudomont in

1779, is a rare clinical entity in which a ball of hair
accumulates within the alimentary tract. It is more
common to find this problem in young patients with
psychiatric issues, more frequently in girls than boys.*

When the tail of the trichobezoar extends into the small
intestine, this condition is given the name - Rapunzel
syndrome (RS) because of the resemblance of this tail to
the hair of Rapunzel, a Grimm Brothers fairy tale
princess locked up inside a tower, who uses her long,

RS was first described in the literature by Vaughan et al
in which a dense compact mass of hair (trichobezoar) was
found in stomach with extension into intestine through
duodenum in patients with a history of psychiatric disord

er.

The presentation of RS spans a wide spectrum, varying
from an asymptomatic state to lump abdomen,
gastrointestinal ulceration, obstruction  or  even
perforation in young psychiatric patients.®
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In this report, we present one such unusual case of RS
which is rarely reported in the literature.

CASE REPORT

A 14-year-old female presented to the surgery emergency
with complaints of pain in the upper abdomen for the last
2 weeks, and multiple episodes of vomiting for 10 days.
A careful history revealed a habit of pulling out her hair
(trichotillomania) and eating it (trichophagia) since past 2
years, but they however denied any history of known
psychiatric illness. On clinical examination, she was pale
and malnourished. Abdominal examination revealed a
well-defined, firm, mobile, slightly tender lump
occupying the upper abdomen.

An X-ray of the abdomen showed a homogeneous mass
in region of stomach, and a CECT of the abdomen
showed a grossly distended stomach with a
heterogeneous mass containing trapped air with
underlying normal mucosa suggestive of trichobezoar,
with its tail extending into the proximal jejunum (Figure
1 and 2). On upper gastrointestinal endoscopy, a big tuft
of hair was seen occupying the whole stomach and
extending beyond the 2" part of duodenum, which was
suggestive of RS.

After psychiatric consultation, the patient was taken for
laparotomy. On gastrotomy, a giant trichobezoar was
seen in the stomach with its tail extending beyond the
duodenum into the proximal jejunum. The entire
specimen was delivered out carefully without breakage
(Figure 3 and 4). The post-operative period was
uneventful, and she was discharged on the 5" post-
operative day. The patient was referred to psychiatry for
behavioural therapy. On follow up after 1 month, she has
no surgical complications, was on high protein diet for
nutritional build up, and on behaviour therapy and
counselling for trichotillomania and trichophagia.

Figure 1: CECT scan of the abdomen-a sagittal
section of a hugely distended stomach (A), duodenum
(B), and proximal jejunum (C), containing a low
attenuating heterogeneous mass containing trapped

air, with oral contrast most prominent at its margins,
suggestive of a trichobezoar.
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Figure 2: CECT scan of the abdomen-a coronal

section showing trichobezoar from stomach (A),

extending into the duodenum (B) and proximal
jejunum (C).

Figure 3: Intra-operative photograph of extraction of
the huge trichobezoar through the gastrotomy
incision.

Figure 4: The extracted trichobezoar with the long tail
which reached up to the proximal jejunum.
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DISCUSSION

A bezoar is an agglomeration of food or foreign material
which  accumulates and remains  within  the
gastrointestinal tract. Bezoars are typically either
phytobezoars (composed of indigestible vegetable or fruit
fibres), trichobezoars (composed of conglomeration of
ingested hair), lactobezoars (composed of milk protein),
or pharmacobezoars (composed of concretions of various
medications).* Trichobezoars form when ingested hair
strands become retained in the folds of the gastric
mucosa, escaping gastric peristaltic propulsion owing to
their slippery surface. More hair becomes entangled by
peristalsis, forming a ball too large to exit the stomach
and causing gastric atony owing to its large size.>®
Trichotillomania, a compulsive desire to pull out one’s
own hair, and trichophagia are seen in many of these
patients.” This condition is predominantly observed in
adolescents with underlying psychiatric disorder, more
frequently in girls than boys.®*

The name Rapunzel originates from the Brothers Grimm
fairy tale of a pretty princess locked inside a tower, who
uses her long, golden hair to permit her young prince to
climb up to her window and rescue her.? In RS, the
trichobezoar extends through the pylorus into the small
intestine. Fewer than a hundred cases of RS have been
reported in the literature since the initial description in
1968.1'10'11

Patients present with abdominal pain (37%), nausea and
vomiting (33.3%), gastric outlet obstruction (25.9%) and
peritonitis (18.3%), and the less common ones are weight
loss (7.4%), anorexia, haematemesis and intussusceptions
(7.4%)." They may also present with complications like
obstructive  jaundice, small bowel obstruction,
pancreatitis, or gastric ulcer.® On clinical examination, a
well-defined abdominal mass that is smooth, firm and
mobile will be felt in the epigastric region. Halitosis and
patchy alopecia may also be noted in these patients.*
Often patients coexist with learning disabilities or
psychiatric illness.’

Plain abdominal radiographs often serve as the initial
imaging modality, showing either an inhomogeneous
mass or filling defect in the region of the stomach. A
barium meal may demonstrate a filling defect in the
stomach and confirm the diagnosis. Abdominal
ultrasound scanning might demonstrate increased
echogenicity, with a marked acoustic shadow due to
intermixed hair and food, and CT imaging might show a
low attenuating heterogenous mass containing trapped
air, with oral contrast most prominent at its margins.*>*°
Upper Gl endoscopy, however, remains the gold standard
for diagnosis.*"*

The goals of bezoar treatment are the removal of the
bezoar and the prevention of recurrence by addressing the
underlying psychiatric/femotional cause.® Non-surgical
extraction by endoscopy or dissolution by Papain syrup

often fails.’® As the bezoars are usually too large for
dissolution and retrieval, and fragmentation is often
impossible owing to size, density and hardness, even with
specialised instruments.’’?° Endoscopic fragmentation
can also lead to distal migration and small bowel
obstruction.”* A novel laparoscopic-assisted technique
using a wound retractor has also been described to
improve access and reduce operative time and
complications.?

In the case of RS, complete removal without breakage
and distal migration emphasises the importance of
adequate exposure, as well as the limitations of
endoscopic management. In surgical management of RS,
laparotomy appears more clearly defined, as the bezoar
extends beyond the pylorus and because of the risk of
incomplete removal. Careful manipulation of the jejunum
is required to ensure complete removal of the tail without
perforation or breakage.

A comprehensive and long-term psychiatric follow-up is
needed in all cases as late relapse is possible. Apart from
behaviour therapy, pharmacotherapy may be needed in
recurrent or resistant cases.

CONCLUSION

RS should be considered as a differential diagnosis in a
young girl presenting with abdominal pain, vomiting,
anaemia and upper abdominal lump. Early diagnosis can
prevent complications. Surgical removal at laparotomy or
laparoscopy is the treatment of choice. If small, they may
be removed endoscopically. As trichobezoar often
coexists with psychiatric illness, psychiatric evaluation,
counselling and treatment are helpful in preventing
recurrence.
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