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A Rare Case of Rapunzel Syndrome.
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Abstract:

Rapunzel syndrome is a rare presentation occur@gominantlyin young women o
girls with psychiatric or emotional disord and consists of trichobezoar with a tail extenc
into small bowel with symptoms suggestive of obsian. With less than 40 cases repol
in literature till date we report a case in a yg female diagnosed cliniaadiologically anc
treated surgically with removal of an intact tribeaoar extending from stomach till 1
duodenum.

Key-words: Rapunzel syndron, trichobezoar.

Introduction:

Bezoars consist of nondigestible foreimaterial
present in the stomach or intestine and are camsgbby
content into four categories. Phytobezoars origirfadbm
vegetable and plant matter, trichobezoars resath fthe
ingestion of hair, lactobezoars, which consist dkrourd
and pharmadwezoars or medication bezoi

Rapunzel Syndrome is an uncommon present
of trichobezoar, involving strands of swallowed rt
extending as a tail through the small intesting/obéd the
stomach. This was first described in 1968 by Vaungbt
al', with less than 40 cases reported till date. It is predantly found in emotionall
disturbed or mentally retarded youngsters withdnjsbf trichotillomania and trichopha¢,
We report a case in a young girl with psychoneurdrsorder presenting witcomplaints of
vomiting, abdominal pain and progressive weighs.

Case Report:

A 13 year old girl presented to us with complaiotpersistent vomiting, abdomin
pain and progressive weight loss since 6 monthsexamination the patient was pale
cachexic in appearance. Her hemoglobin was 8 gmittil mvicrocytic hypochromic pictur
on peripheral blood smear. Other routine blood erations were within normal limit

Barium Meal examination revealed filling defect in stomach wirsistent bariur
within the interstices of the filling defect seeriending into the duodenur

Based on this and clinical features possibilityRafpunzel syndrome was kept and
further questioning the patient’s mother admittieait

" Corresponding Author: she was on antipsychotic medications and had ki
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her hair and secretly swallowing it.
CECT was the next investigation advised. The figdiwere:

e An intragastric non enhancing well-circumscribedamogenous mass consisting
of ‘mottled gas pattern’ pattern due to the preseat entrapped air and food
debris, the tail extended into duodenum

¢ Normal stomach wall was traced completely sepdrate the lesion
¢ Mucosal edema and wall thickening was seen in duate
M anagement:

Patient was taken for elective operative procedurehich a hard lump was felt in
stomach which was moveable inside. Gastrotomy wag @nd the mass was extracted with
its extension present in the duodenum. Patient eissharged on post operative day 8
without any postoperative complications.

Image 1: Barium meal examination Image 2: I ntraoper ative specimen of
gastric trichobezoar with duodenal tail

ction.

B. Sagittal Sec
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Prophylactic head shaving was done and she wagedfto psychiatric department
where she was advised for regular follow up withaumy antipsychotic treatment for
trichotillomania and trichophagia.

Discussion:

Rapunzel syndrome is named after a tale writted8h2 by the Brothers Grimm
about a young maiden, Rapunzel, with long tresdes lawered her hair to the ground from
high in her prison tower to permit her young prirtoeclimb up to her window and rescue
her.

Rapunzel syndromeis the term for drichobezoar (gastric 'hair ball’) which has a tail-
like extension into the small bowel through theopyk causing gastric outlet obstruction.

Human hair (especially long hair) is resistant igedtion as well as peristalsis. So it
tends to stay in the stomach and over a periodnoé tmay form a large ‘hair ball’. A
trichobezoar may extend up to the pylorus, duoderraven jejunum. A part may break off
into small bowel and cause small bowel obstruction.

As per literature Rapunzel syndrome occurs predantly in young women or girls
with psychiatric or emotional disorders and comssigt 1) a trichobezoar with a tail 2)
extension of tail into small bowel and 3) symptaunggestive of obstruction.

The symptoms of Rapunzel syndrome is caused dighgastric outlet obstruction or
its complications and includes:

« Anorexia, bloating, early satiety

« Weight loss

« Vomiting immediately following meals

e Acute epigastric pain

o Patchy hair loss seen in scalp hair
Complications:

o Obstructive jaundice

e Mechanical small bowel obstruction

« Small bowel perforation

e Peritonitis

e Acute pancreatitis
Radiographic features:

1. Abdominal radiograph:

o Distended stomach shadow with an intragastric etfas pattern, outlined by
fundal gas, which may resemble a food-filled stomac

o Free gas shadow under diaphragm may be seen onradkograph if bowel
perforation is present
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2. Fluoroscopy:

Barium studies may show an intraluminal filling eeff with mottled gas pattern
without attachment to bowel wall. Over the time ihterstices of trichobezoar are
filled with barium. This barium may remain for ansiderable period of time and
can be seen in delayed radiographs when the bdrasrexited the stomach and
duodenum

3. Ultrasound:

Echogenic mass with intense acoustic shadow seginvwatomach and pylorus
region.

Complex intraperitoneal free fluid if complicateg lbowel perforation

4. CT Scan:

CT is the best imaging modality for showing theesand configuration of the
trichobezoar and most accurately identifying itsaliion

An intragastric well-circumscribed inhomogenous sesnsisting of ‘mottled gas
pattern’ or ‘compressed concentric rings’ patteue tb the presence of entrapped
air and food debris

Body of the mass in stomach while tail may extemthe duodenum or jejunum
Normal stomach wall can be traced completely sépdiram the lesion

No contrast enhancement

Mucosal edema and wall thickening may be seen adelnum and jejunum

Intraperitoneal fluid with free gas can be seqgpeifforation is present

Treatment and prognosis:

Medical management is restricted to correction pfemmia and weakness. The
treatment is essentially surgical. Laprotomy witktr&ction of bezoar is done with
exploration of rest of the small bowel to look fdetached bezoars. Small bowel segments
showing extensive ulcerations and gangrene aretszsePsychiatric evaluation is suggested
for underlying illness.

Differential diagnoss:

Although the imaging features allow confident diagjs of trichobezoars, depending
on the investigative modalities, the differentitmse considered are:

e gastrointestinal tumour such as a G&Xfending into the stomach lumen

o other type of bezoar (e.g. phytobezoar)
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