A 13-year-old girl with chronic abdominal pain and vomiting
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Fast history:
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Fhivsical examination:

GA good conciousnaess BW 32 kg, HT 142.4 om

WS normal

HEENT: not pale, noicteric sclera, no cervical lymphadenopathy

RS normal

CWw'Sonormal 51 52, no murmur

Abdomen: soft, mild tenderness at epigastrium, no gaurding, no rigidity. no mass, no hepatosplenomeadgaly
Extremities: no edema

Easic investigations:

CEC: Hb 11.7 g/dL. WBC 6,300 (PMN 4222, Eo b2, Ba 1%, lymp 4822, Mo 422), plit 410,000
A normal

Stool exam T no WEBC, no REC, no parasite

EUN 8.6 magfdl Cr 0.49 rgidl

LFET - albfglob 4.4/2.8 gidl, DE/TE 0.45/0 66 mg/dl, AST/ALT 18115 [U/L, ALF 329

Serum amylase: 110 UJL

CT abdomen:
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Marked dilatation of the entire pancreatic duct from head 1o 1ail with a diameter about 2.7 om due 1o chronic pancreatitis. A pancreafic pseudocyst
Froblem lists

- Chronic abdominal painfarmiting

LCCTHUS show a diagnosis of pancreatic pseudocyst

Further Investigations:

Serdm Calcium 104 mgs

Fhosphate 5.2 mg?s

Triglyceride 105 mg>a

Cholesteral 149 mg=s

ERCP and EUS-quided endoscopic drainage

Irreqular pancreafic duct with stenosis at pancreatic head. The pancreatic duct was not communicated with pseudocyst.
Mo pancreatic divisum,

Genetic study (SPINK 1 gene)

3] 32 33 34 385 3. I’ 3 32 33 34 3B 36 I/
(RN i R G L N K Gy Y NS TR B
FAAATGTTACA ;-i'r CAACTTAAT CARATGTTA C:Fai_'\' TGAACTTAAT

’ : M

Normal sequence Patient sequence
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The patient was heterozvgous for a missense mutation, N34S,

Clinical course after EUS drainage:

4 wks anmsthafizaditu fuewnsanniu wdisdonnsthanazen Fauunaasa a4 admit Snenlu 5w Tndthn

B 33.4 kg, abdomen soft. no mass

7 wks

=== |15 Abdomen - 15 % 12 mm. cystic mass at the tail of pan crease. Irregular dilated pancreatic duct 7.2 - 9.4 mm. at the tall of pancrease. The
==x=ERCP

- Rermove drainage stent

- Showed stricture of pancreatic duct af the pancreatic head but the rest distal part of pancreatic duct was dilated. Guide wire could not be passed
Flan Surgical freatment

Supportive care

12 wks fapathafisauszan Saw uadaes

»>Rx Pancreaticojejunostormy (Peustow operation)

Finding : Fibrofic pancrease with dilated pancreafic duct

(bead-liked stricture)

At 2 wks and 12 wks after surgery

lilthafies Auanwiginia
wi. gain 3.5 kg
Final diagnosis:
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Chronic pancreatitis (CP) is characterized by recurring or persisting abdominal pain (attacks of acute pancreatitis), with developrment of
The diagnosis of CP is essentially dependent upon imaging. including CT, MRI {MRCP). ERCP. and endoscopic ultrasound (EUS).
Etiology:

Hypercalcemia

Hyperlipidemia

Toxic-metabolic . .
Chronic renal Tailure

Dirugs

Toxins

|solated autoimmune CF
Altoimmune Association with IBD, FBC, Sjogren's

synidrorme

Fancreafic divisum
Obstruction Sphincter of Oddi dysfunction

Cuct obstruction

FESS 1 mutations
Genetics SFINE 1 rutations
CFTR rutations (not CF genotypes)
Postnecrotic (severe acute
pancreatitis)
Fecurrent acute pancreatitis
Yascular disease/lschermia
Fostirradiation

Fecurrent and severe
acite pancreafitis

|diopathic

Role of ERCP in childhood chronic pancreatitis

==Confirmation of the diagnosis of chronic pancreatitis

==|dentification of congenital or acquired anomalies of the pancrease or biliary free
=>Preoperative assessment of surgically correctable lesions (stricturefcysts)
==3phincterotomy, stent placement, or stone removal

Pancreatic pseudocyst drainage

>>3urgical (open cystgastrostormy)

==Radiological infervention

==Endoscopical (cystenterostormy or transpapillary)

Genetics of chronic pancreatitis:

Pancreatitis genes

>>>PRSS 1 (serine protease 1 or cationic trypsinogen)

»>=>SPINK 1 (serine protease inhibitor Kazal tvpe 1)

==>CFTR (cystic fibrosis transmernbrane conductance regulator)

Novel gene mutations

===Calcium sensing receplor gene

>»>MOCP-1, GSTT-1

Role of genetic mutation in pathogenesis of CP Pathogenesis of CP : new concept
Physiclogie Oissase Interaction between enviroment risk factors and genes
PRSS 1 gene SPINK 1 gene encoding proteins invelving pancreatic excretory function.
PRSS 1 gene rnuttljun mutation
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Pathogenesis of Chronic Pancreatitis

Treatment of Chronic Pancreatitis:

1. Nutritional support

2. Pain management
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3. Specific management

Fancreatic enzyme

FFI

Non medical interventions

1. Drainage procedures (endoscopic, sphincterotory, stone removal, stent placement, Peustow pancreatojejunostonmy)
2. Fancreatic resection
3. Celiac axis nerve blockad

Long term outcome of longitudinal pancreaticojejunostomy
in children with chronic pancreatitis

Mo  agelyrs] Fulyrs) Cutcome

Chiu B, et al 4 4-16 26 no recurrant

J Pediatr Surg 2006 pancreatitis, no abd,
pain

DuBay D, &t al. 12 216 0.5-26 1112 good to excellent,

J Pediatr Surg 2000 + pain, 4 recurrent
pancreatitis

Meir CR, et al. 21 317 1-28 T6% symptom-free

J Pediatr Surg 1992





