Outline of Lecture 13 (02-18 PA; Argani)

Pediatric GI
	Proximal to distal
	Abnormality
	Clinical
	Pathology
	Treatment

	Tracheo-esophageal fistulas & atresias
	Incomplete or abnormal separation of lung bud from foregut
	- Assoc w/ other malformations

- Sx: polyhydramnios, choking on secretions, aspiration pneumonia, inability to place NG tube
	Most commonly TE fistula plus esophageal atresia
	Immediate surgical reconstruction

	Hypertrophic pyloric stenosis
	Name says it all, usually idiopathic
	Nonbilious projectile vomiting, vigorous gastric peristalsis, olive-shaped epigastric mass
	Hypertrophy of inner circular smooth mm of pylorus
	Myotomy of pyloric sphincter, excellent prognosis

	Atresia, stenosis, & webs
	Bowel obstruction, usually from in utero ischemic injury
	Duodenal atresia is most common, shows XR “double bubble” (dilated stomach & duodenum) and is assoc w/ Down syndrome
	Atresia (complete obliteration), stenosis (narrowing), or webs (discrete band of tissue)
	Surgical resection

	Biliary atresia
(commonest extrahepatic dz)
	Idiopathic fibrous inflam. obliteration of extrahepatic bile tree
	- Results in cholestasis & cirrhosis

- Dx Disida scan (OK isotope uptake, but poor excretion), biopsy, cholangiogram
	Bile duct: inflam., injury, fibrosis

Liver: reactive bile duct proliferation, periportal fibrosis
	Surgical resection of atresic bile ducts (Kasai procedure), liver Xplant

	Neonatal hepatitis
(commonest intrahepatic dz)
	Nonstructural liver disease leading to cholestasis
	- Idiopathic, infectious, & metabolic causes
- Dx Disida scan (poor isotope uptake, but excretion is OK)
	Uniform hepatocyte disarray, inflam. w/ possible giant cells
	Medical therapy for underlying disorder, supportive therapy

	Neonatal necrotizing enterocolitis (NEC)
	Acquired multifactorial process resulting in segmental ischemic necrosis of bowel
	- Assoc w/ preemies and low birth weights; high mortality
- Classic triad: abdominal distention, bilious vomiting, bloody stools

- XR double contour (see pathology)
	Ischemic necrosis (mucosal extending transmurally), gas in bowel wall (bacterial H2, aka pneumatosis cystoides intestinalis)
	Supportive therapy, surgical resection of necrotic segments

	Meckel’s diverticulum
	Persistent remnant of vitelline (omphalo-mesenteric) duct
	- Common and usually Asx, but most have gastric mucosa ( acid ( ulcer, GI bleed
- Dx 99mTc-pertechnetate scan for gastric mucosa
	Outpouching on antimesenteric side of ileum, ectopic gastric mucosa, ileal mucosa ulceration
	Surgical resection

	Meconium ileus
	Thick viscous meconium leading to ileal obstruction
	- Highly specific for cystic fibrosis
- Sx: failure to pass meconium, dilation proximally and microcolon distally
	Meconium filling lumen, compressed and atrophic mucosa
	Hypertonic enema or surgery if complications

	Hirschsprung’s disease
	Failure of NCC migration leading to aganglionic & paralyzed  distal bowel
	- Assoc w/ RET mutations & Down syndrome

- Sx: failure to pass meconium, “blast” sign

- Dx rectal biopsy
	Absent submucosal ganglion cells, abnl mucosal parasymp fibers (AChE stain)
	Surgical resection, excellent prognosis


Fetal GI obstruction results in polyhydramnios (excessive amniotic fluid) and failure to pass meconium within 24 hrs after birth
