196 CIR ESP. 2016;94(3):182-200

If it is possible to carry out an ultrasound or CT-guided
needle aspiration of the periportal lymph nodes, a diagnosis of
PTL can be reached with a sensitivity close to 80%.%*° But,
when the sample is insufficient or the location is close to large
vessels and puncture is risky, surgery is required to reach a
diagnosis.” This has also been done by laparoscopy, but this
technique can be very complex and carries risks.”

The histological study of the periportal lymph nodes in PTL
usually shows chronic granulomatous inflammation with
central necrosis.* Once the diagnosis is reached, the esta-
blishment of adequate tuberculosis treatment usually resolves
the symptoms, with a significant reduction of the periportal
lymph nodes.?

In conclusion, PTL is an entity that is difficult to diagnose in
the absence of other tuberculous foci, especially is it occurs in
a patient previously diagnosed with Burkitt lymphoma.
Needle aspiration of the periportal lymph nodes can avoid
laparotomy, but this is often not feasible and requires surgical
intervention. Tuberculosis treatment usually leads to the
regression of the lesions.
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Familial adenomatous polyposis (FAP) is a genetic disease
caused by a mutation of the APC gene (chromosome 5921) that

inactivates tumour suppressor genes (for example, p53 or
DCC) and stimulates certain proto-oncogenes (for example,
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K-ras)." Inheritance is autosomal dominant in 80% of patients,
but 20% are due to spontaneous mutations. This pathology
involves the development of hundreds of polyps in the large
bowel and colorectal carcinoma in 100% of those affected,
especially during the 3rd decade of life. Meanwhile, polyps
appear with malignant degeneration in locations other than
the colon: mainly the duodenum (3%-5%, the most frequent),
thyroid (2%), pancreas (2%) and stomach (0.6%)."?

Gardner Syndrome (GS) is defined by the association
of FAP with desmoid tumours, osteomas of the skull,
dental alterations, congenital hypertrophy of the retinal
pigment epithelium or skin lesions (sebaceous cysts, lipo-
mas, epidermoid cysts and fibromas).’™ Its prevalence is
1/1 000 000 individuals.

We present the case of a 55-year-old male, whose brother
who had undergone surgery for intestinal polyposis. At the age
of 42, the patient started having episodes of self-limiting
diarrhoea and rectal bleeding. After complete radiologic,
endoscopic and genetic studies, and given the findings
of intestinal, gastric, and duodenal polyposis, the presence
of 2 osteomas (frontal bone and mandible) and sebaceous
cysts, the patient was diagnosed with GS at another hospital.

The patient underwent total colectomy and ileorectal
anastomosis with a J-pouch. The histopathologic study
revealed multiple adenomatous polyps, moderately differen-
tiated adenocarcinoma in a rectal polyp and metastasis in a
neighbouring lymph node (pT1N1MO). The patient received
adjuvant chemotherapy.

Atthe age of 52, the study of a biopsied residual polyp in the
rectal mucosa was positive for adenocarcinoma. We perfor-
med an abdominoperineal resection with total mesorectal
excision at our hospital (pT1NOMO).

At the age of 55, gastroscopy showed evidence of 2 polyps
in the gastric antrum with histology for carcinoma in situ.
In the duodenum, there were 3 tubular adenomas measu-
ring 3-4 mm, with moderate grade dysplasia (Spigelman
stage II).

Total gastroduodenectomy with pancreatic preservation
was carried out. After an extensive Kocher manoeuvre, the
stomach was freed by dissecting the gastric vessels. After-
wards, the oesophagogastric junction and first jejunal loop
were dissected. The duodenum was completely mobilised,
while preserving the gastroduodenal artery, the entire
pancreas and a minimal patch of mucosa (0.5cm) of the
second portion of the duodenum, where the papilla was
located. This had been previously identified by duodenostomy,
and sphincterotomy was completed. After removing the
stomach and duodenum en bloc, the jejunal loop was pulled
up, and the digestive tract was reconstructed by means of
mechanical end-to-side oesophagojejunal anastomosis. Then,
an anastomosis was used to attach the minimal peripapillary
duodenal remnant to the jejunum, in an end-to-side position
60 cm from the oesophagojejunal anastomosis (Fig. 1). A Kehr
drain tube was placed in the common bile duct.

The pathology study revealed a pyloric tubular adenoma
(0.8 cm) with high grade dysplasia (pTisNOMO) (Fig. 2) and
3 tubular adenomas with moderate grade dysplasia in the first
and second portions of the duodenum.

On the 14th day postop, the discharge from the abdominal
drain was bilious, and an emergency computed tomography

“

Fig. 1 - Diagram of total gastroduodenectomy
with pancreatic preservation.

(CT scan) showed evidence of an intraperitoneal collection
(22x10 cm). The patient was re-operated on, and a partial
dehiscence of the anastomosis between the papilla and the
jejunum was identified. The dehiscence was sutured and
drains were inserted. Subsequently, the patient’s progress was
uneventful, and he was discharged on the 53rd day post-op.

Gastric involvement in GSis frequent (18%), but malignant
degeneration is rare (0.6%).* Traditionally, duodenal polypo-
sis with high grade dysplasia was treated by means of
pancreaticoduodenectomy. Afterwards, with the advent of
pancreas-preserving total duodenectomy (PPTD), the endo-
crine and exocrine pancreatic functions were able to be
preserved. In addition, this technique reduces operative time,
requires 2 anastomoses instead of 3, and avoids hepaticoje-
junostomy in an undilated bile tract and a pancreaticojejunal
anastomosis in a soft pancreas with a thin Wirsung duct. Itis

Fig. 2 - Image of the surgical specimen showing a pyloric
tubular adenoma (arrow); the biopsy demonstrated
carcinoma in situ.
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also associated with less intraoperative bleeding and provi-
des for better endoscopic follow-up of the remaining
proximal intestine.”®

In order to stage and make therapeutic decisions in
duodenal polyposis, the Spigelman classification is used.>®
This endoscopic-histological scale involves a scoring system
with 4 items (number, size, histology and dysplasia of the
polyps) that classifies duodenal involvement into 5 stages.’
It is currently accepted that Spigelman grades IV and III with
high-grade dysplasia require duodenal resection. Grades I, II
and III without high-grade dysplasia are treated by endos-
copy.” The duodenal involvement of our patient corres-
ponded with a Spigelman grade Il.According to this
classification, it could have been treated endoscopically, while
preserving the duodenum. The gastric involvement could also
be treated endoscopically, but the malignant degeneration of a
gastric polyp in the context of a patient with this preneoplastic
disease led us to the decision to perform gastrectomy. After
gastrectomy and reconstruction of the tract with a Roux-en-Y
anastomosis, the duodenal stump was excluded, which
meant that posterior endoscopic monitoring of the duodenal
polyps would not be possible, and duodenal resection was
therefore justified. In a review of the literature, we found no
similar cases.

In conclusion, total gastroduodenectomy with pancreatic
preservation is a complex technique that could be considered
an alternative to pancreaticoduodenectomy in cases of
gastric polyposis, malignant degeneration and concomitant
duodenal polyposis in GS, as it provides for endoscopic control
of the proximal portion of the remaining small bowel.
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Anal Squamous Cell Carcinoma in Chronic Severe

Perianal Crohn’s Disease™

k!}! CrossMark

Carcinoma escamoso de ano en enfermedad de Crohn perianal severa

de larga evolucion

Crohn’s disease is a chronic, recurrent, inflammatory bowel
disease. One of its most frequent manifestations is active
perianal fistula, which can lead to severe perianal sepsis.
Although the appearance of squamous carcinoma over a
fistula in perianal Crohn’s is extremely rare, its develop-
ment could be due to the cellular stimulus associated with

chronic suppuration, immunosuppression or the use of
anti-TNF.

We present the case of a 59-year-old male, who was a
smoker and had had Crohn’s disease for 25 years, with no
extraintestinal manifestations, and fistulising ileocolic invol-
vement, associated with perianal disease. The patient’s
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