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Summary

The Rapunzel slndrome, found characteris-
ticall5' in girls uith va4ing gastrointestinal slmptoms, is a
rare form of gastric trichobezoar extending throughout the
bolrel. The preriousll'reported cases have different clinical
and pathological features affecting the mortality. \trIe de-
scribe a ne\\' case preoperatively diagnosed u'ith none of the
complications preriously reported.
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Rdsumd

l,e slndr6me de Rapunzel est une forme
rare de trichobezoard gastrique gui s'dtend ?r tout I'intestin se
voit habituellement chez la fille et prdsente des symptomes
gastrointestinaux vari6. Les obsen'ations diji rapporties de
patients ddc€des prdsentaient des particularitds cliniques et
pathologiques. Nous ddcrirons un nouveau cas diagnostique

avant I'inten'ention et qui n'a prdsentd aucune des complica
tions ddcrites.

l\Iots-cl6s

Trichobdzoard - Le s5ndrome de Rapunzel

Zusammenfassung

Das Rapunzel-Slndrom tritt charakteristi-
scherweise bei l\{ddchen mit verschiedenen gastrointestina-
len Sgnptomen auI, es ist eine seltene Form des Magentri-
chobezoars, der sich innerhalb des Darmes ausbreitet. Die
bisher berichteten Fiille hatten verschiedene klinische und
pathologische Eigenschaften, die sich auf die ltilortalitiit aus-
q'irkten. rrVir beschreiben einen neuen prdoperativ diagnosti-
zierten Fall, der ohne die bis dahin berichteten Komplikatio-
nen verlief.

Schliisselwiirter

Trichobezoar - Rapunzel-Slndrom

Introduction

Bezoars are impactions of su'allowed foreign
material in the stomach and occasionally in the intestine.
Bezoars have been knourr to occur in animals and men for cen-
turies. Since bezoars were collected and used as medicinal
charms after presen'ation, the name bezoar is thought to be de-
rived either from the Arabic "badzehr" or from the Persian
"panzehr" both meaning antidote (7). Trichobezoars rarely
have a "tail", extending through the pylorus and duodenum, or
through the entire lenglh of the small intestine

Only five such cases could be found in a reries'
of the literature. In this report, we present the sixth case of
"Rapunzel s1'ndrome".
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Case report

Z. D.. a l5-1'ear-old girl, u'as admitted to our depart-
ment uith abdominal pain of 5 da1's' duration. She had had anorexia for
l]re last three months. A detailed medical history revealed episodes of
bi.lious vomiting in the last three months and trichophagia since tlre age
of five. She also had a Ieft nephrolithotoml' procedure 1.5 years before
her admission.

Ph-rsical examination revealed a 43 kg girl, los'er
than 1Oth percentile for her age (4) in relativel5, good general conditjon
rvith no acute distress.

A large, firm, smooth, oval-shaped, painJess and
movable mass \4,as palpated in the left upper quadrant and epigastrium.
There u'as no abdominal distension, guarding, rigidity or tenderness.
l,aboratory examinations u,ere all u'ithin normal range. At plain ab-
dominal roentgenogram, lateral and inferior displacement of intestinal
gas shadou's could be detected. Lrltrasonography revealed a solid mass
in the upper abdomen giring a mixed echogenic pattern. Barium meal
demonstrated a large filling defect in the stomach u'ith a so-called "bub-
bly" appearance llhich gave the first clue to a bezoar (Fig. I ). Comput-
erized tomographl' of the upper abdomen confirmed tlre diagnosis
(Fig. 2).
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Fig. I After barium meal a large intragastric mass could be seen ai ab-
domrnal roentgenogram.

Fig. 2 Computerized tomography of the upper abdomen detecting
intraeastric trichobezoar:

At laparoloml', the stomach uas cxtensilell filled

n'ith a hearl'solid mass. Gastrotoml'revealed a large trichobezoar, ex'

tending to the jejunum through p)')orus and duodenum. The girstric

bezoar and the intestinal extension u'ere extracted through the

gast lotonrJ '  inc is ion b,r '  s t r inging thc in lest ine along the Iength of  thc

bezoar.  The t r ichobez-oar rvas 1250g,20x10cm in d imension:  and

s.ith a tail exlending 53 cm (Fig. 3).

The pal ient  had an uneventf t t l  recoler l ' .  Psvh:atr ic

evaluatiorr rerealed no signs of active pslcho)ogic disturbancc :';:d ten

monlhs posloperat i le l l 'she rras in excel lent  condi t ion rv i th goc,C appe-

t i te and ueight  gain.

Diseussion

Although recent reports accept ph1tobezoars
to be the most common t-rpe, trichobez.oars are still the leading
bezoars in  chi ldhood (1,3,7) .

The t-rpical child u'ith a trichobezoar is an ado-
lescent girl haring anorexia, u'eight loss and abdomina.l discom-
fort uith a histol.l of trichophagia. As in our case, a ps1'chologi-
cal disorder could not always be identified in the reported cases
(1-7). Ph1'sical examination sometimes reveals alopecia pro-
duced by intentional hair pulling t'hich may be a clue to the di-
agnosis. A molable mass in the upper abdomen is usualll'pal-
pated, although small masses may be easill'overlooked in an
uncooperative ]'oung child (7). Plain abdominal roentgeno-
grams and an upper gastrointestinal barium meal are usualll'
sufficient in confirming the diagnosis. Hou'ever, in elective con-
ditions, uJtrasonography, computerized tomographl' and
gastroscopy ma_r'be used for a more precise preoperatile diag-
nosis.

The slndrome that bears Rapunzel's name, the
Iong-haired heroine of a tale told by Grimnt brothers, u-as first
described by Vaughan et al u'ho reported tllo cases in 1968 (6).
Deslyfere et al in Belgium and Bilfilkiitnl et al in Turkel' re-
ported the third and fofll'r cases in 1982 u'ith fatal outcomes (2,
3). An additional patient uith Rapunzel slndrome l\'as reported
by ll/olfson et al in 1987 (7) (Table 1 ).

Although all of these authors called their indi-
vidual patients' pathological condition Rapunzel s1ndrome. the
clinical and the pathological features of tle patients u'ere not all
alike. Even the pathological features of the t\r'o patients of
I'aughan et al u'ere not identical. The trichobezoar mass, the
tail extending through the small bot'el, and the gastrointestinal
slmptoms of 'r'arious degrees seem to be the only three common

Table I The Rapunzel syndrome cases reported in the literature.

iACe lSex lTreatment lComplica- I
I  I  I  i t ion loutcome

et al (1968)
2. Vaughan

et al (1968)
3. Deslypere

el al (1982)
4 B}yAkAnal

et al (1982)
5. Wolfson

et al (1987)
6. Bahk
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Surgical Al ive

Medical Metabolic Dead

Surgical Sepsis Dead

Surgical

Surgical

Al ive

Alive

Fig. 3 Gastrrc trichobezoar and its intestinal extension

Volvulus
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Table 2 Suggested cl inical grading in Rapunzel syndrome.

Grade iSymptoms I Pathology ] Treatment

Grade I

Grade 2

Grade 3

Intermittent
abdomina l
na in  ann-

rexia, weight
loss

Abdominal
distension,
vomating,
obstipation

Peritonrtrs,
and Grade 2
symptoms

I Purtiut
rntestinal
obstruction

Complete
intestinal
obstruction

Bowel
necrosis,
perforation,
peritonit is

i  Surgical:
^ - - 1 . ^ + ^ - . ,

and/or
entero-
IOmy

Surgical:
Gastrotomy
and
enlerotomy

Surgical:
Gastrotomy,
mult iple
enterolomres,
excessive bowel
resection

features of the Rapunzel smdrome. The pathophl'siology of the
events beginning rvith partial intestinal obstruction and leading
to borvel necrosis and perforation, prompted us grading these
patients according to their pathological findings. These patho-
logical features seem unrelated to the size and length of the
mass, although they are in close relation u'ith morbidity and
mortality.

In conclusion, we suggest a grading system
which is thought to be helpful in predicting morta-lity in the pa-
tients with Rapunzel slndrome (Table 2). Such a grading sys-
tem *'ill obviously shorv the necessity of early diagnosis and ac-
curate treatment of palients with suspected trichobezoars.
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