
10. Chou JJ, Lee WJ, Almalki O, Chen JC, Tsai PL, Yang SH.
Dietary intake and weight changes 5 years after
laparoscopic sleeve gastrectomy. Obes Surg. 2017;27:3240–6.
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Primary Sarcoma of the Pancreas: An Unusual

Indication for Pancreaticoduodenectomy§

Sarcoma primario de páncreas: una indicación infrecuente
de duodenopancreatectomı́a cefálica

95% of pancreatic tumors are epithelial; adenocarcinoma

represents 85%–95% and neuroendocrine tumors <5% of

primary neoplasms. Non-epithelial and non-neuroendocrine

tumors are extremely rare (<0.1%).1

Treatment for malignant periampullary tumors involves

pancreaticoduodenectomy (PD), when the aim is curative

intent, or palliative care and symptom relief when there is

locally unresectable or disseminated disease.

The objective of this communication is to present the case

of a patient who underwent surgery for primary sarcoma of

the head of the pancreas.

The patient is a 50-year-old woman with a medical history

of Guillain-Barré syndrome, cesarean section and laparosco-

pic total hysterectomy due to cervical adenocarcinoma. She

reported 2 weeks of jaundice and choluria, with no abdominal

pain or weight loss. Examination revealed jaundice of the skin

and mucous membranes, with a soft abdomen that was

painless and presented no palpable masses. The altered

hepatic profile showed: total bilirubin 6.7 mg/dL, direct

bilirubin 5.5 mg/dL, alkaline phosphatase 840 m/L, GGT

547 m/L, GOT 254 m/L and GPT 410 m/L. Abdominal ultrasound

showed a mass measuring 7.7 cm�7.2 cm�6.9 cm that pro-

jected toward the head of the pancreas, with dilatation of the

extrahepatic bile duct but no changes to the intrahepatic

duct, diffuse hepatic steatosis or cholelithiasis. Thoracic,

abdominal and pelvic computed tomography scans with

contrast showed a well-demarcated right retroperitoneal

perirenal mass in contact with the rear of the uncinate

process of the pancreas, but giving the impression of a

primary retroperitoneal mass; the bile duct was slightly

dilated. Magnetic resonance imaging with gadolinium

demonstrated a solid, cystic, heterogeneous tumor that

appeared to originate in the head of the pancreas and the

uncinate process, in contact with the superior mesenteric

artery and the splenic–mesenteric–portal axis, with no

vascular invasion (Fig. 1) but compressing the bile duct,

whose extrahepatic segment was dilated (Fig. 1B).

The case was discussed in a multidisciplinary committee.

Given the characteristics of the lesion (solid-cystic, heteroge-

neous, well-defined, large tumor size with a capsule image

during the preoperative study, and symptomatic), we decided

that there was no need to perform preoperative endosono-

graphy with needle aspiration or preoperative biliary drainage.

With a preoperative diagnosis of pseudopapillary tumor of the

pancreas, a disease typical of younger women, a PD was

scheduled.

A supra- and infraumbilical midline laparotomy was

performed, and the cavity was explored, finding no carcino-

matosis. Palpation of the head of the pancreas detected a

tumor measuring approximately 12 cm in diameter in the

uncinate process; the pancreas was hard and slightly atrophic,

with a distended gallbladder. PD was performed with Child’s

loop reconstruction, duct-to-mucosa pancreaticojejunostomy

with a transanastomotic stent (Blumgart technique), hepatic-

jejunal anastomosis and end-to-side antecolic gastrointesti-

nal anastomosis, leaving in 2 Jackson-Pratt1 drains (Fig. 2A).

In the postoperative period, a type B pancreatic fistula

(ISGPS2 classification2) developed, which was managed with

intravenous antibiotics, providing a positive clinical response.

The patient was discharged on the 8th postoperative day with

oral antibiotics and a Jackson-Pratt1 drain, which was

withdrawn on the 14th postoperative day.

The histopathology study confirmed a well-defined tumor

in the head of the pancreas (10�7 cm) that was stromal in

appearance and compatible with low-grade myofibroblastic

sarcoma (G1), no perineural, vascular or lymphatic infiltration

with free surgical margins, and 23 lymph nodes with no

evidence of neoplasia (Fig. 2B). Immunohistochemistry for

smooth muscle actin, S100, CD34, CD117, ALK and desmin was

negative; Ki-67 (20%) and vimentin were positive, thereby
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confirming the diagnosis of myofibroblastic sarcoma. During

the postoperative evaluation, we decided not to perform

complementary treatments. The patient is currently under

follow-up, showing no evidence of recurrence after 12 months.

Primary sarcomas of the pancreas are infrequent neo-

plasms that do not reach 300 reported cases.3 Most are found

in the body or tail of the pancreas, and preoperative

radiological diagnosis usually focuses on more common

lesions, such as neuroendocrine or solid pseudopapillary

tumors of the pancreas,3 as in our case.

Similar to other mesenchymal or visceral mesenchymal

tumors, the treatment of primary sarcomas of the pancreas is

surgical when the disease is localized. Neoplasm-free margins

are an important prognostic factor for locoregional recurrence.

In this type of tumors, radical surgeries would seem to be more

indicated than conservative ones. However, this is not

supported by scientific evidence because, as stated, the most

relevant descriptive series do not exceed 20 cases.3

Clinical guidelines for the treatment of soft tissue and

visceral sarcomas by the European Society of Medical

Oncology (ESMO) do not recommend adjuvant radiotherapy

in localized disease and complete resection; instead, it is

recommended in lesions >5 cm deep that are high-grade (G2-

3) after resection with adequate surgical margins.4 To

determine the risk for recurrence of this type of tumors, the

degree of differentiation, tumor size, margin involvement and

the extension of the resection should be considered identify

exceptions to this recommendation. Primary sarcomas of the

pancreas have a lower incidence of lymph node metastases

than ductal adenocarcinoma, and the prognosis is much better

with 5-year survival rates of 41%–50% in resected tumors.5
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Fig. 1 – (A) Axial magnetic resonance image showing

retroperitoneal location of the lesion (white arrow),

superior mesenteric artery (arrowhead), splenic–

mesenteric–portal axis (arrowhead), dilated Wirsung duct

(arrowhead); (B) Coronal magnetic resonance image with

gadolinium showing heterogeneous characteristics of the

lesion (white arrow) and the dilated bile duct (arrowhead).

Fig. 2 – (A) Photograph of the PD piece showing the size of

the lesion (white arrow). (B) Microscopy (400T) of the

lesion with hematoxylin–eosin stain.
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(C. Muñoz Castro).

2173-5077/

# 2018 AEC. Published by Elsevier España, S.L.U. All rights

reserved.

Three Extreme Cases of Short Bowel Syndrome:

STEP and Neovalves. Decision Algorithm§

Tres casos extremos de sı́ndrome de intestino corto: STEP y
neoválvulas. Algoritmo de actuación

Short bowel syndrome (SBS) affects patients who have lost

part of their intestine, either anatomically or functionally. In

adults, the main cause is primary or secondary bowel

ischemia, although less frequently it may be the result of

inflammatory bowel disease or radiation enteritis.1 Mid-term

mortality is high, mainly due to bacterial overgrowth, catheter

sepsis2 or liver failure associated with parenteral nutrition

(PN).3 Previously, the only solutions in cases of extreme SBS

were intestinal transplantation or permanent PN. Since then,

several surgical techniques have been developed to try to

avoid these solutions, which result in poor quality of life and

limited survival. One of these techniques is the so-called serial

transverse enteroplasty (STEP) method proposed by Kim et al.4

using the serial application of a GIA stapler to the small bowel

loops, providing lengthening of some 50%. Between 2010 and

2014, 3 patients with SBS underwent elective intestinal

lengthening using the STEP procedure:

Case 1: A 52-year-old male patient underwent emergency

surgery at another hospital for massive intestinal thrombosis

secondary to a large stromal tumor. The entire small intestine

was resected except for 35 cm of the proximal jejunum;

terminal jejunostomy, and cecostomy were conducted, con-

serving practically all of the colon without the ileocecal valve.

The lengthening of the jejunum using the STEP method was

performed by applying 10 blue cartridges of 45 mm linear

staples (Endo GIATM, Covidien-Medtronic, Minneapolis, MN,

USA) alternately at the mesenteric and anti-mesenteric

margins, separated by 3 cm, taking special care to preserve

the vascularization (Fig. 1). With this, the jejunum was

lengthened to about 80 cm. A neovalve was created in the

distal end using eversion of the loop as in the Brooke

ileostomy,5 which was anastomosed by an intussusception

in the cecum.

Case 2: A 30-year-old female patient presented with

catastrophic antiphospholipid syndrome6 requiring massive

bowel resection due to ischemia at some 45 cm from the angle

of Treitz and about 7 cm from the terminal ileum with valve,

so a double ostomy was performed. After 2 months, STEP was

applied using 12 cartridges, elongating the small intestine up

to 95 cm and performing a manual end-to-end jejunoileos-

tomy.

Case 3: A 45-year-old male underwent emergency surgery

at another hospital for intestinal ischemia, involving right

hemicolectomy, extensive bowel resection with 80 cm of

jejunum and 2 ostomies: terminal jejunostomy and mucosal

fistula. Fourteen 45-mm cartridges were applied (creating

130 cm of small intestine) and a neovalve was created that was

anastomosed to the transverse colon. The patients did not

present important postoperative complications; they received

PN, enteral nutrition (EN) as well as vitamin supplements,

pancreatic enzymes, minerals, oligoelements, codeine and

loperamide, as needed. Two to 3 months after reconstruction,

the patients no longer required PN and in the mid-term not

even EN, after which they followed the dietary recommenda-

tions of our nutritionists. After a minimum follow-up of 3

years, the 3 patients are living normal lives with adapted oral

§ Please cite this article as: Alastrué A, Moreno P, Tarascó J, Vela S, Martı́nez E. Tres casos extremos de sı́ndrome de intestino corto. STEP
y neoválvulas. Algoritmo de actuación. Cir Esp. 2018;96:523–525.

c i r e s p . 2 0 1 8 ; 9 6 ( 8 ) : 5 1 7 – 5 2 5 523

http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0040
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0040
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0040
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0045
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0045
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0045
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0045
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0050
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0050
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0050
http://refhub.elsevier.com/S2173-5077(18)30169-8/sbref0050
mailto:cesarmunozcastro@gmail.com
http://crossmark.crossref.org/dialog/?doi=10.1016/j.cireng.2018.09.003&domain=pdf

	Primary Sarcoma of the Pancreas: An Unusual Indication for Pancreaticoduodenectomy
	References

	Title
	Section2

	Title
	Section3

	Title
	Section4


