A 14-year-old girl with chronic epigastric pain
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Fhivsical examinantion

GA A Thai girl, alert, no pallor, no jaundice

wital signs: T 37, PR 80/minfull, BF T00/70 rmmHg, RRE 19/min

B\W 27 6 kg (=P3 ), Ht 143 cm (P10)
HEEMNT: mildly pale, mild icteric sclera, tonsils and pharyrx- not injected, cervical LN- not palpable, thyroid gland- not enlarged, no oral ulcer, no neck vein engorged,
Mormal nose and ears

Lungs: normal breath sounds
Heart: reqular, normal S1, 52, no murmur
Abdomen: soft, mild tender epigastrium, no rebound tenderness, no guarding, no abnormal mass, liver & spleen not palpable, liver span 7 cm

Exfremities: normal

Skin: normal

Meuro exarm: grassly intact

Fubertal assessment: breast tanner stage 3, no pubic hair
Irvestigation:

CBC : Het 3622, WEBC 4690/cumm (NBE, L31, M7), PIt 282000/cumm, MCY 79

LA vellow, clear, sp.gr.1.01b | glucose and protein negative, no cells
Electrolytes: Na 140 mmaol/L, K 391 mmaol/L, Cl 102 mmol/L, CO2CF 276 mmal/L. BUN 4 mmol/L, Cr 0.5 mgid

LFT: AMG 4.7/2 6 gfdl, AP 286 [UJL, AST/ALT 20432 [U/L TB/DB 0.4/0.2 mgidl. GGT 17 [UJL
Arnylase: 6O UJL Lipase: 137 UJL
Ca 9.8 mgid. P 4.7 magfdl, Mg 1.7 ma/dl. Uric acid 3.6 mag/dl

TG b6 magfidl. Cholesterol 189 rgidl,
FT 21 3cec FTIT47 3sec, INE349, TT 8.4 cec
FProblem lists:

Chronic abdmonal pain, caused? Organic vs. Non-organic cause’?

Further investigation :

Fig 1. Ultrasound abdomen shows a 2-crm pancreatic tumor (sanes 2543)

Progession:
tthal #5uns investigation 1fisi Siamiaannt ultrasound abdomen laa fin CT abdomen wu Hypervascular mass at pancreatic neck 2x2.2x2.3 cm DDX.
Functioning/non Functioning pancreatic islet cell tumor such as gastrinoma. insulinoma. pancreatoblastoma or adenocarcinoma

tihal S unsesa i fisma endocrine 1#ia 118 definite diagnosis leannsaa hormonal assays

insulin level 4.4 UlUml, OGTT test (glucose 1.75 glkg) - normal, Hb ATCE 6 g/dl,

QEET £ rnin S0 min BOmin 90 min 120 min
ES (rog/dl) 7 1659 132 92 54
Insulin (mcU/L) 2.3 b3 g4 51 its

TFET-FT4 1.21 ng/dl. TSH 274 ullUfml, IGFT 162 ngidl {(180-850)

CEA 154 ngldl (0-4.6), A 19-9 15.3 wiml (0-37)

Pathological diagnosis: Fancreafic endocrine carcinoma, well differentiated, fumor size 2.4 cm in greatest dimension, mitotic activity less than 1/10 HPF, with
angiolymphatic invasions in the microcirculation. (Free but closed excisional margins, less than 1 rmm).

The tumaor cells show positive reaction to chromogranin and NSE immunosiains.

Fesected Ivmph nodes: Presence of endocring tumaor in at least 3 nodes and préesence of two isolated tumor nodules in soft tissue,

Pancreatic Tumors
By Fasinee Taycharpipranai, MO,
= Annual incidence inthe S of 3-10 cases per million persons.

= Insulinormas and gastrinomas : more than half clinically apparent pancreatic endocring fumars.

= Nonfunctional tumors account for 14-48%5.
= Patients with sporadic pancreatic endocrine tumors present most commonly when aged 30-50 yr.

= Pancreafic endocring tumors develop as part of MEN 1 syndrome present commaonly at adge 10-30 vears,

= Pancreafic tumaors can be devided into Endocring vs. Non-Endacring angin.

Endocrine origin pancreatic tumors
= Most pancreatic endocring neoplasms discovered clinically are functional,

= Tumors secrete one or more hormonal products into the blood, which leads to a recognizable clinical syndrome.

= Pancreatic polypeptide (PP) is a product that appears to be a marker for pancreatic endocrine tumors.

= Pancreatic endocrine tumor syndromes |
1. Zollinger-Ellison syndrome (also termed gastrinoma syndrome)

2 Second types D3 tumaor syndromes

2.1 Werner-Morrison syndrorme

2 2 WDOHA (watery diarrhea hypokalernia, and achlorbydria) syndrome

2.3 pancreatic cholera (vasoactive intestinal peptide [vIF]-releasing tumor or vIPoma)

3. Glucagonoma syndrome
4 Somatostatinoma syndrome

b, Several other rare clinical syndromes e.q. Calcitoninoma, Parathyrinoma, Growth hormone-releasing factor—secreting turmor (GRFoma), Adrenocorticotropin
horrmone—secreting tumor (ACTHoma), Neurotensinoma

Clinical presentations of pancreatic endocrine tumors:

Insulin-secreting tumor e .q. Whipple triad

Insulinoma
1. Symptorns of fasting hypoglycernia (3-4 hr after
meal) - "headache, light-headedness. confusion,
visual disturbances, palpitations, weakness,
trembling. diaphoresis, tachycardia, irritability.,
seizures, personality changes, obtundation, and
Corna”

2. Documented fasting hypoglycemia with 2 serum
glucose level less than b0 mig/dl

3. Relief of hypodlycemic symptoms after glucose
adrministration

(Gastrin-secrefing tumar
Classic triad of Zollinger-Ellison syndrome

1. severe gastrointestinal ulcerafive disease
2. gastric acid hypersecretion
3. non-betaislet cell tumors of the pancreas

Steatorrhea, diarrhea (gastrinoma)

WIFoma Secrefory diarrhea

Non-Endocrine origin pancreatic tumors:
= Monfunctional pancreafic endocrine neoplasms typically present [ater in the course of their disease, when their tumors bedin to cause symptoms related 1o 2 mass
affect.

= Mo associated elevation in plasma hormone level

Diagnosis of pancreatic tumors:

Meed imaging studies. e.g. utrasound, CT scan, MR

Principle of medical treatments:

(Gastrinoma 1. =tabilize the general hemodynamic condition of
the patient and control bleeding from gastrointestinal
ulcers

2. Establish a nonacidic gastric pH with the use of
proton pump inhibitors, eq, omeprazole

3. Administration of the somatostatin analogue
actreatide or chemaotherapeUtic agent in ZE
synidrome

Insulinoma, May require immediate potassium replacement and
dextrose administration

WIFoma Frirnary initial concern in the freatment of 2 patient
whi presents first with vIFoma-associated diarrhea
s the replacement of volume losses and the
correction of acid-base and electrolvte abnormalities

Glucagonoma Generally have nutritional depletion and offen require
blood transfusions, total parenteral nutrition, and
precperative control of hyperglycemia

Somatostatinoma Mutritional repletion and control of hyperglycemia are

important aspects of good medical care in patients
with sormafostatinoma syndrome.

surgical treatment of pancreatic tumors:

Goals
1. To contral the symptoms of hormone excess

2. To safely resect the maximal amount of tumaor
mass possible

3. To preserve the maximal amount of pancreatic
parenchyma possible

surgical treatment plans:
> Tumors deep in the substance of the pancreatic gland, and therefore close to the main duct, have lll-defined capsules, and tumars [arger than 2 cm in diameter
should be treated with regional pancreatectonmy.

= Tumors in the body or tail of the pancreas can be managed with distal pancreatectonmy

= Tumors in the neck of the pancreas can now be managed with middle-segment pancreatectomy by oversewing the proximal pancreatic stump and draining the distal
pancreatic duct via a pancreaficogastrostomy or pancreaficojejunostomy

= Lesions in the head or uncinate process of the pancreas can be resected with pancreaticoducdenactormy

Prognosis:

= (Good for completely resected endocrine tumaors

= Poor for carcinomas, even with extensive surgery

= Children who suryive parfial or complete pancreatectormy may have decreased pancreatic exocring and endocring reserye





