CIR ESP. 2015;93(8):537-545 539

Conflict of Interests

The authors have no conflict of interests to declare.

REFERENCES

1. Yue WM, Brodner W, Highland TR. Long-term results after
anterior cervical discectomy and fusion with allograft and
plating: a 5 to 11-year radiologic and clinical follow-up
study. Spine (Phila Pa 1976). 2005;30:2138-44.

2. Baron EM, Soliman AM, Gaughan JP, Simpson L, Young WF.
Dysphagia, hoarseness, and unilateral true vocal fold
motion impairment following anterior cervical diskectomy
and fusion. Ann Otol Rhinol Laryngol. 2003;112:921-6.

3. Gaudinez RF, English GM, Gebhard JS, Brugman JL,
Donaldson DH, Brown CW. Esophageal perforations after
anterior cervical surgery. J Spinal Disord. 2000;13:77-84.

4. Phommachanh V, Patil Y], McCaffrey TV, Vale F, Freeman
TB, Padhya TA. Otolaryngologic management of delayed
pharyngoesophageal perforation following anterior cervical
spine surgery. Laryngoscope. 2010;120:930-6.

5. Ning X, Wen Y, Xiao-Jian Y, Bin N, De-Yu C, Jian-Ru X, et al.
Anterior cervical locking plate-related complications:
prevention and treatment recommendations. Int Orthop.
2008;32:649-55.

6. Witwer BP, Resnick DK. Delayed esophageal injury without
instrumentation failure: complication of anterior cervical
instrumentation. J Spinal Disord Tech. 2003;16:519-23.

7. Duransoy YK, Mete M, Zengel B, Selcuki M. Missing screw as
a rare complication of anterior cervical instrumentation.
Case Rep Orthop. 2013;2013:593905.

8. Zhong ZM, Jiang JM, Qu DB, Wang J, Li XP, Lu K, et al.
Esophageal perforation related to anterior cervical spinal
surgery. J Clin Neurosci. 2013;20:1402-5.

9. Solerio D, Ruffini E, Gargiulo G, Camandona M, Raggio E,
Solini A, et al. Successful surgical management
of a delayed pharyngo-esophageal perforation after
anterior cervical spine plating. Eur Spine J.
2008;17:280-4.

10. Bonavina L. Re: Esophageal injury associated with anterior
cervical spine surgery (Patel et al. Surg Neurol 2008;69:20-
24). Surg Neurol. 2009;71:727-8.

M. Asuncién Acosta-Mérida®, Raul Medina-Veldzquez?,
Joaquin Marchena-Gémez?, Jaime Alonso-Gomez?,
Hani Mhaildli®

Servicio de Cirugia General y Aparato Digestivo, Hospital
Universitario de Gran Canaria Dr. Negrin, Las Palmas

de Gran Canaria, Las Palmas, Spain

®Unidad de Raquis, Servicio de Traumatologia, Hospital Universitario
de Gran Canaria Dr. Negrin, Las Palmas de Gran Canaria,

Las Palmas, Spain

*Corresponding author.
E-mail address: maacosta03@yahoo.es (M.A. Acosta-Mérida).

2173-5077/
© 2015 AEC. Published by Elsevier Espafia, S.L.U. All rights
reserved.

Diagnostic/Therapeutic Management of Pancreatic

Py
@ CrossMark

Neuroendocrine Tumours Associated with MEN 1
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Manejo diagndstico/terapéutico en los tumores neuroendocrinos

pancreaticos asociados a MEN 1

As described by Wermer,! multiple endocrine neoplasia type
1 (MEN 1) syndrome is a disorder with a prevalence of 2/
100 000 inhabitants. It is characterised by the association of
parathyroid adenomas, gastroenterohepatic neuroendocrine
tumours and pituitary adenomas,” with a predisposition
towards other lesions, such as adrenal and carcinoid
tumours, facial angiofibromas, meningiomas, etc.?

Pancreatic neuroendocrine tumours (PNET) represent 3% of
the lesions in said location. Most are sporadic but can appear
in endocrinopathies such as MEN 1.

The patient is a 55-year-old woman with a genetic
diagnosis of MEN 1 after having undergone surgery at the
age of 17 due to microprolactinoma and at 26 for primary

hyperparathyroidism related with parathyroid hyperplasia.
Follow-up included annual hormone determinations (calcium,
PTH, glucose, insulin, glucagon, IGF-1, prolactin and chromo-
granin A) and cervical/abdominal ultrasound every 3 years,
with no abnormal findings for 20 years.

After inconclusive findings on the last ultrasound, magnetic
resonance imaging (MRI) was used at the next follow-up, which
detected a retroperitoneal mass measuring 16 cmx13 cmx10 cm
in contact with the body/tail of the pancreas and left kidney
(Fig. 1). With a suspected diagnosis of non-functioning PNET, we
decided to operate and performed en bloc resection including the
tail of the pancreas, spleen, left kidney and descending colon due
to infiltration (Fig. 2). The histopathology study reported a
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Fig. 1 - Abdominal MRI: retroperitoneal mass in close contact with the body and tail of the pancreas, and left kidney.

Fig. 2 - Macroscopic images of the procedure; en bloc resection of the tumour.

neuroendocrine tumour (22 cmx 16 cmx7 cm) that was modera-
tely differentiated and pancreatic in origin, which surpassed the
pancreatic limits (pT3); resected margins were disease free.

Twelve months later, the patient has received no adjuvant
treatment and is disease free (octreotide study showed no
evidence of lesions).

MEN 1 is an autosomal dominant genetic disorder,
although 10% are associated with de novo mutations.> The
most frequent genetic alteration is in the MEN 1 gene
(chromosome 11), with a penetrance greater than 95% at the
age of 40.*

Parathyroid adenomas are the most frequent manifesta-
tion, with a penetrance of almost 100% at ages 40-50, and
typically the earliest, with a presentation some 30 years before
sporadic cases.?

Pituitary adenomas present an incidence of 15%-50%, and
prolactinomas are the most frequent. They tend to be larger,
more aggressive and less responsive to treatment, although
the prevalence of carcinoma does not increase.’

Associated PNET usually appear earlier, are multiple and
tend to degenerate towards malignancy.”

Traditionally,  gastrinomas  with  Zollinger-Ellison
syndrome were more frequent (40%).° Advances in imaging
studies has resulted in non-functioning tumours being the
most frequent in the pancreatic-duodenal region (30%-80%),
with a penetrance of 35% at 50 years. More than 70% are not
truly non-functioning; instead, they secrete substances like
pancreatic polypeptide, enolase or neurotensin,” but entail no
clinical repercussions.

As they are not associated with any clinical syndromes and
the associated symptoms are vague, diagnosis is made in

advanced stages and at sizes larger than 5 cm in 70% of cases;
metastasis is found at the time of diagnosis in 60% of patients.”

Indications for surgery are based on tumour growth or size
>2 cm; at smaller sizes, no benefits are seen in survival.®° In
the management of lesions measuring 1-2 cm, due to the
morbidity and mortality associated with pancreatic surgery
and the appearance of new lesions in the remaining
pancreas,®® there is no consensus about the optimal moment
for surgery or its extension.

As for the screening of PNET associated with MEN 1, there is
no standard protocol, but it should always include an annual
biochemical screening (calcium, PTH, prolactin, glucose,
insulin and chromogranin A) and variable imaging studies.
In some cases, endoscopic ultrasound, thoracoabdominal CT
(if there is a history of pancreatic surgery or thymic carcinoid
tumour) and somatostatin receptor scintigraphy (if malignant
PNET) are recommended every 3 years.'® Meanwhile, others
propose the use of imaging studies every 3-5 years® or
annually,’ always depending on the patient’s wishes. At our
hospital and based on this case, biochemical determinations
are currently done annually and abdominal MRI is done every
3 years.

Survival is shorter in this population group compared to a
population that is similar in age, sex and other demographic
characteristics, with a probability of death of 50% at the age of
50 if not treated. PNET are the main prognostic indicators in
MEN 1 and their malignisation is the main cause of death.?
Screening has not been related with increased survival rates.°

Sizes larger than 3 cm and the presence of metastasis are
related with prognosis, and diameters of 1.5-2 cm are related
with increased risk of malignisation.”®
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Therefore, our case is relevant due to the presence of a
large, non-functioning PNET without metastasis at diagnosis,
which resulted in a certain improvement in the prognosis of
the patient. We also emphasise the need to standardise the
radiological follow-up in these patients.
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Estenosis del tronco celiaco por el ligamento arcuato, éun riesgo en la

duodenopancreatectomia cefalica?

Median arcuate ligament syndrome is caused by compression
at the origin of the celiac trunk by the arcuate ligament, a
fibrous band that joins the 2 crura of the diaphragm. Although
the stenosis is usually asymptomatic, when it interrupts the
pancreaticoduodenal arterial arcades (as in pancreaticoduo-
denectomy), it may lead to visceral ischaemia.

We present the case of a 74-year-old man who was admitted for
further study of epigastric pain, general malaise and jaundice.
Work-up showed a total Br of 5.50 and GPT of 615. Abdominal

ultrasound reported dilatation of the intrahepatic bile duct and the
common bile duct of 15 mm, with no observable cause.

CT demonstrated a mass in the uncinate process of the
pancreas, which caused an important dilatation of the bile
duct and main pancreatic duct. Results of endoscopic
ultrasound-guided FNA were compatible with adenocarci-
noma, and it was necessary to insert a plastic stent by ERCP.

Likewise, an important amount of stenosis was observed at
the origin of the celiac trunk (Fig. 1) with post-stenotic
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tronco celiaco por el ligamento arcuato, ¢un riesgo en la duodenopancreatectomia cefdlica? Cir Esp. 2015;93:541-543.
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