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The Peutz-Jeghers syndrome is a hereditary disease that requires frequent endoscopic and surgical intervention, leading to

secondary complications such as short bowel syndrome. Case report: This paper reports on a 15-year-old male patient with a
family history of the disease, who underwent surgery for treatment of an intestinal occlusion dueto asmall intestineintussusception.
Discussion: An intra-operative fiberscopic procedure was included for the detection and treatment of numerous polyps distributed
aong the small intestine. Enterotomy was performed to treat only the larger polyps, therefore limiting the intestinal resection to
smaller segments. The postoperative follow-up was uneventful. Conclusion: We point out theimportance of conservative treatment
for patients with this syndrome, especially those who will undergo repeated surgical interventions because of clinical manifestation

whilethey are till young.
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The Peutz-Jeghers syndrome is a
hereditary disturbance characterized by
gastrointestinal polyposis associated
with a characteristic mucocutaneous
pigmentation, primarily at lips, oral,
and gingival mucosae. Jeghers and col-
leagues initially established the Peutz-
Jeghers syndrome as a nosocomial en-
tity in 1949%. It is not rare; several
cases have been reported!10142933 gfter
the first description by Peutz in
1921231,

Among the most common compli-
cations of the intestinal polyposisisin-

testinal invagination or intussusception,
which is a frequent cause for emer-
gency services and an indication for
laparotomy and enterectomy*®. How-
ever, in the last decade, with the
progress of endoscopic equipment and
techniques that have made enteroscopy
with polypectomy possible, this
method has been used with the objec-
tive of avoiding intestinal resection in
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the patients with Peutz-Jeghers syn-
drome”52224 The objective of the
present report is to support the thera-
peutic approach that combines endo-
scopic and surgical methods during
laparotomy in the treatment of the in-
testinal occlusion for polyps in the
Peutz-Jeghers syndrome, in order to
avoid resection of intestinal segments.

REPORT OF THE CASE

A 15-year-old white mae, who, at
age 11, was diagnosed with Peutz-
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Jeghers syndrome with associated in-
testinal polyposis and cutaneous
lentiginosis (Fig. 1 and 2), wasreferred
to our unit complaining of vomiting
around 30 minutes after meals for the
previous 6 months. He also complained
about colicky pain in the epigastric
areaand loss of 1.5 kg in that 6-month
period. He reported a previous endo-
scopic removal of dozens of polyps
from the stomach, duodenum, and co-
lon. He also reported a similar illness
in his father and in 1 of 2 sisters (Fig.
3). His paternal grandfather presented
suggestive symptoms of the syndrome;
however the diagnosis of the disease
was not confirmed in him.

The patients weight was 32 kg and
height was 1.55 m (both below the 2.5
percentile range for the age). He pre-
sented hyperchromic macules on the
hands (Fig. 1), oral mucosa, and char-
acteristic pigmentation in the lips (Fig.
2). He presented moderate systolic pan
cardiac murmurs.

The laboratory analysis confirmed
microcytic and hypochromic anemia.

Figure1 - Characteristic cutaneous pigmentation
of Peutz-Jeghers syndrome in the hands.

Figure2 - Characteristic pigmentationinthelips.
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The whole digestive tube under-
went imaging investigation (Barium
swallow, endoscopy, and colonoscopy).
They showed:

* Norma esophagus,

» Stomach: several sessile polyps in
the gastric body, with diameters
ranging from 3 to 6 mm, whose
histological analysis revealed hy-
perplastic polyp (Fig. 4);

»  Duodenum: polyps similar to those
found in the stomach, however
some of them were hamartomatous
and others were hyperplastic;

e Small intestine: image of an “onion
peel”, suggestive of intussusception
next to the Treitz angle, as well as
micro polyps in the termina ileum
(Fig. 5);

« Normal large intestine.

With the diagnosis of intestinal sub-
occlusion with intussusception, the pa
tient underwent enterotomy combined
with intra-operative enteroscopy. At lap-
arotomy, 2 intussusception areas were
confirmed — one in the proximal je-
junum and the other in the termind il-
eum. Both were reduced. The introduc-
tion of fiberscopic equipment (EG 290
Pentax), sterilized with glutaraldehyde,
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by enterotomy enabled the study of the
entire small intestine, proximal and dis-
tal to the jegunum incision (Fig. 6). Af-
ter the introduction of the equipment by
the enterotomy, 9 polyps were found
and excised: 2 through enterotomy and
7 by endoscopy. Biopsy revealed that &l
of the polyps, which varied from 5 to
30 mm at the largest axis, were hamar-
tomatous (Fig. 7).

With such a procedure, further en-
terectomy was avoided because com-
plete endoscopic investigation of the
small intestine and the resection of al
the polyps of that segment had been
accomplished.

The patient had a normal recovery
and was sent home in the third postop-
erative day. Currently, he is under out-
patient follow-up, is in good clinical
condition and is gaining weight and
growing.

DISCUSSION

Peutz-Jeghers syndrome is an auto-
somal dominant disease characterized
by hamartomatous polyposis through-
out the gastrointestinal tract, aswell as
mucocutaneous lentiginosis, mostly on

O

0

1

0 b o O

O m o e
/

Normal [ O

Affected B @

Figure 3 - Pedigree: The arrow indicates the described patient.



NOVEMBER-DECEMBER

_I‘?___II |I:l_
fi. it

REV. HOSP. CLIN. FAC. MED. S. PAULO 55(6):219-224, 2000

Figure 4 - Endoscopic view of sessile polyps in stomach.

Figure 6 - Enteroscopy performed during laparotomy detected the
polipys in small intestine.

the lips, oral, and gingival muco-
sae*1218, However, it can also attack
eydids, fingers, hands, back, and sole,
and, less frequently, the lumbar-sacral
area and perineum?®, The morbidity of
the syndrome is due primarily to le-
sions of the small intestine”? that gen-
erally demand repeated enterectomies,
leading eventually to small bowel syn-
drome®¥®. Because of the facility of en-
doscopic polypectomy in these seg-
ments of the digestive tube—even the
stomach and colon, which are most fre-
quently affected**—this procedure
rarely leads to complications®.

In Peutz-Jeghers syndrome, the
polyps that appear in the gastrointesti-

i

enterotomy.

nal tract are dmost always hamartoma-
tous and are of multiple sizes, sessile,
or pedunculated; however some of
these are associated with hyperplastic
and adenomatous polyps®*.
Concerning clinical evolution there
is a high frequency of proteic-caloric
malnutrition and anemia; a significant
number of patients present obstruction
of gastrointestinal tract secondary to
pre-pyloric gastric polyps or, more fre-
quently to small intestine polyps. In
addition, repeated resection of the
small intestine progressively decreases
the capacity to absorb nutrients®.
Considering the need for a minimally
aggressive treatment in these patients,

TR

Figure 7 - Polyp of small intestine being resected through

Figure 5 - Radiograph—barium meal image
suggestive of intussusception.

and because the disease is almost al-
ways benign and is manifested
throughout the digestive tract, the en-
doscopic method plays an important
role in the therapeutic approach!>182225,
It enables the exact diagnosis of the le-
sions, as well as the resection of small
gastric, duodenal, and colonic polyps.
Through the combination of the surgi-
cal and endoscopic methods, it is pos-
sible to study and manipulate the en-
tire small intestine, restricting enterec-
tomy to segments with complications
related to the polyps: intussusception
with ischemia and perforation during

the endoscopic resection, among oth-
337,18,28,29‘
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Concerning the combined endo-
scopic and surgical approach, some
authors prefer to introduce the endo-
scope through the mouth or anus, or
both, after lysis of adhesions?®, while
others opt for introduction of the ster-
ilized endoscope by enterotomy?,
both with the same objective. The lat-
ter was the technique preferred in this
case, which enabled the detection of
the polyps without extensive resection
of a small intestine loop. It was of
great interest to avoid major resection
of the bowel, since the patient is
young and presented multiple lesions
widely distributed among jejunum and
ileum loops.

Another aspect in patients with
Peutz-Jeghers syndrome is the associ-
ated occurrence or progression of in-

RESUMO

testinal and extraintestinal malignant
neoplasm. The frequency of malignant
intestinal neoplasm in these patients is
higher than in the general popula-
tion*681317.21.2332: haywever, it has not yet
been proved whether the neoplastic le-
sions are due to transformation of
hamartomatous  polyps?3,  to
adenomatous polyps that appear to-
gether with the other polyps, or to de
novo malignant lesions in normal mu-
cosa*3?, |n brief, the surgical treatment
of a patient with Peutz-Jeghers syn-
drome is reserved for treatment of
complications of the polyposis of the
digestive tract—obstruction and bleed-
ing—as well as for accurate differen-
tial diagnosis of polypoid lesions that
are malignant or with potential to be
malignant. Endoscopic detection and
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resection of polyps combined with sur-
gery seems to be the best approach to
treat Peutz-Jeghers polyposis.

CONCLUSION

In Peutz-Jeghers syndrome with
wide involvement of the small bowel,
the combination of endoscopic resec-
tion of polyps during the surgical pro-
cedure avoids mgjor intestinal resection
and enables the removal of the intesti-
nal polyps. The combination of the sur-
gical and enteroscopic methods creates
the possibility of preventing small
bowel syndrome, as well as mapping
the location of the numerous polyps
and treating them during the same pro-
cedure.
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GAMA-RODRIGUES JJ e col. -
Intussuscepcdo intestinal e oclusdo
intestinal causada por pdlipos em
intestino delgado na sindrome
Peutz-Jeghers. Tratamento com
resseccdo por enterotomia
associado a enteroscopia intra-
operatéria: relato de caso Rev.
Hosp. Clin. Fac. Med. S. Paulo
55(6):219-224, 2000.
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A sindrome de Peutz-Jeghers é
uma doenca de carater hereditario que
freqUentemente requer intervencdes
endoscopicas e cirdrgicas repetidas,
levando a complicagBes secundérias
como, por exemplo, asindrome do in-
testino curto. Relato de caso: Relata-
mos neste artigo o caso de paciente de
15 anos, masculino, com histéria fa-
miliar para a doenga, que foi subme-

tido ao procedimento cirlrgico para
tratar oclusdo devido a intussucepcéo
de intestino delgado. Discussdo: As-
sociou-se método fibroscopico intra-
operatério com a finalidade de detec-
¢80 e ressecgdo de numerosos polipos
distribuidos em todo o intestino del-
gado. Realizaram-se enterotomias
para a retirada dos pdlipos maiores,
restringindo-se, portanto, a resseccéo
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intestinal a segmentos menores. A
evolugdo clinica foi boa. Concluséo:
Ressalta-se a importancia do manejo
de forma conservadora dos pacientes
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