Rapunzel Syndrome
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Abstract

Rapunzel syndrome is a rare type of Trichobezoar with extension
of the hair into the small bowel. Clinical presentation can be
deceptive ranging from Upper abdominal mass to gastrointestinal
obstructive symptoms. In the majority of cases, the diagnosis is
made very late in the history of the disease due to late patient
presentation in lieu of underlying mental disorder. Surgical
removal is necessary. One such case is described here stressing

the importance of imaging in the diagnosis of this condition.
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Introduction

richobezoars, commonly occur in patients with psychiatric
disturbances who chew and swallow their own hair. Only 50%
give a history of trichophagia. Trichobezoars have been described
in literature and they comprise 55% of all bezoars. In very rare
cases, the hair ball extends through the pylorus into the small
bowel causing signs and symptoms of partial or complete gastric/
intestinal obstruction,' a condition aptly described as “Rapunzel

Syndrome.”

Case Report

A young adolescent female presented with an eight-month history
of pain and distention of the upper abdomen and intermittent
vomiting. On examination, a firm epigastric lump was palpable.
Ultrasound of the abdomen showed a superficially located broad
band of high-amplitude echoes along the anterior wall of the
mass, with a sharp, clean posterior acoustic shadowing precluding
complete evaluation.

The upper gastrointestinal (GI) contrast series revealed a large,
mottled, filling defect in the stomach extending into the third
part of the duodenum, (Figs. 1 and 2). Apart from the mottled
filling defect, an upper GI study showed the positive density of
the mass with a lace-like pattern due to residual contrast medium
on delayed films. Fluoroscopic examination with the patient in the
erect position showed the swallowed barium held up in the cardiac
end of the stomach for a few seconds, and then the contrast was
seen to diffuse slowly downwards on either side of the non-opaque
foreign body and followed the regular contours of the greater
and lesser curvatures to mapping out the normal contour of the
stomach. Abdominal Computed Tomography was performed to
further define the pathology.
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the transverse colon.

The normal stomach wall could be traced around the lesion,
(Figs. 4). The stomach showed intraluminal hypodense mesh
like pattern. Oral contrast was sparse within the mesh, though
prominent around the margins, (Fig. 5). The presence of a tail

was reflected by small areas of rounded hypodensity in parts of
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the small bowel, (Fig. 6). There was an absence of any significant
contrast enhancement following the administration of intravenous
contrast material. Surgical removal was performed through Lap

assisted gastrotomy. (Fig. 7)

Figures 3: USG showing Bezoar
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Figures 5: MDCT Contrast abdomen showing Rapuzel features
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Figures 6: MDCT-MPR showing Bezo
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Figures 7: Bezoar Specimen showing tail

Discussion

The term Rapunzel syndrome was coined by Vaughan et al. in
1968, for an unusual manifestation of a Trichobezoar in which
the mass extends from the stomach and duodenum through a
large portion of the small intestine.' The term Bezoar comes from
the Arabic Badzehr or from the Persian Panzer, both meaning
counterpoison and antidote.” Trichobezoar should be borne in
mind when the patient is a young female especially when it is
accompanied by alopecia and trichophagy.’ Bezoars in the 12th
century BC was used for rejuvenating the old, neutralizing snake
venom and other poisons, treating vertigo, epilepsy, melancholia,
and even plague.

Bezoars are named after the substances that produce them.
Hair (Trichobezoar), Vegetable fibers (Phytobezoar), Persimmon
fibers (Diospyrobezoar) and Tablets/semi-liquid masses of drugs
(Pharmacobezoar) are some of the examples." Bezoars mostly

originate in the stomach, probably due to their capacity and
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are related to an abnormal diet pattern. They generally cause
nonspeciﬁc symptoms such as epigastric pain, dyspepsia, and
postprandial fullness. The patient may present with a palpable,
firm, non tender epigastric mass, which may be discovered on
routine physical examination in an asymptomatic patient or
may be an operative surprise, Patients may also present with GI
bleeding (6%) and intestinal obstruction or perforation (10%).>°
Some patients with trichobezoar show overt mental disturbance
or personality disorders and clinically present with an epigastric
mass.

Ultrasound features are not pathognomonic. A hyperechoic
curvilinear dense strip with acoustic shadowing and no through
transmission are the features usually seen.

Trichobezoars are best identified on oral contrast studies and
Computed Tomography.” Computed Tomography best reveal the
size and configuration of the bezoar and most accurately identify
its location. Furthermore, the highly characteristic Computed
Tomography appearance showed ready differentiation from other
pathologies (such as intra or extragastric neoplasms) that would be
difficult on plain radiography or on ultrasound.® The treatment of
large bezoars and concretions is essentially surgical via gastrotomy.
Duncan et al. recommended bezoar extraction by multiple
enterotomies in cases of Rapunzel syndrome.’ It is mandatory to
do a thorough exploration of the rest of the small intestine and the
stomach to look for retained bezoars. The patient’s psychological
problems also need to be dealt with to prevent recurrence. In

recent years, more and more such cases have been reported.'”!!
Conclusion

Rapunzel syndrome is an extremely uncommon variant of
Trichobezoar. It is also an uncommon cause of bowel obstruction,
especially in young females. Pre-operative diagnosis of this
condition is possible by imaging modalities especially Computed
Tomography with oral contrast. Surgery is the mainstay in
treatment. Prophylaxis against recurrence should be by proper
psychiatric counseling and monitoring as in most cases there is an

underlying mental disorder in such patients.

Acknowledgements

We would like to thank Dr. Logesan Dhinakar of Sultan Qaboos
Hospital for his support. The authors reported no conflict of

interest and no funding was received on this work.

References

1. Phillips MR, Zaheer S, Drugas GT. Gastric Trichobezoar: Case report and
literature review. Mayo Clinic Proc 1998; 73:653-656.

2. Gupta Naik S, Naik S, Chaudhary AK, Jain P, Sharma A. Rapunzel
Syndrome Reviewed and Redefined. Dig Surg 2007; 24:157-161.

3. SharmaRD, Kotwal S, Chintamani, Bhatnagar D. Trichobezoar obstructing
the terminal ileum. Trop Doct 2002; 32:99-100.

4. Queashi E. Trichobezoar: A condition to think of in a case of mobile mass-
Ire. Med Journal 1992; 85-86.

5. Andrus CH, Ponsky JL. Bezoars: Classification, pathophysiology, and
treatment. Am ] Gastroenterol 1988; 83:476-478.

6. Goldstein SS, Lewis JH, Rothstein R. Intestinal obstruction due to bezoars.
Am ] Gastroenterol 1984; 79:313-318.

7. Senapati MK, Subramanian S. Rapunzel syndrome. Trop Doct 1997; 27:53-
54.

8. Kaushik NK, Sharma YP, Negi A, Jaswal A. Images-Gastric trichobezoar.
Indian J Radiol Imaging 1999; 9:137-139.

9. Morris B, Shah ZK, Shah P. An intragastric trichobezoar: Computerised
tomographic appearance. ] Postgrad Med 2000; 46:94-95.

10. Duncan ND, Aitken R, Venugopal S, West W, Carpenter R. The Rapunzel
syndrome. Report of a case and review of the literature. West Indian Med ]
1994 Jun; 43(2):63-65.

11. Al-Wadan AH, Al-Absi M, Al-Saadi AS, Abdoulgafour M. Rapunzel
syndrome. Saudi Med J 2006; 27(12):1912-1914.

Oman Medical Journal 2010, Volume 25, Issue 4, October 2010



