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Chronic intestinal pseudo 

obstruction syn. 



* Sym Para sym

ENS

neurons – glial cells- Icc

GI muscles

ج

motility

Iccs are gut pacemaker and modulator 

between enteric neurons and gut muscles 







 Toxic : ketamine 

Carbamazepine 

Clonidine 

Opiates 

Ca- blockers 

Vinblastine 

Anti cholinergics

Cases of sec. CIP



Immune: celiac 
SS

lupus
Guillain – barre

Tumors : neuroblastoma
pheochromocytoma
Thymoma

Striated myopathy: myotonic dystrophy 
Duchenne
mitochondrial myopathy 

Neuropathy : DM – amyloidosis – familial dysautonomia

Mis: Angioedema
postradiation
kawasaki



 Metabolic : electrolyte imbalance 

hypothyroidism 

hypoparathyroidism

carnitine

vit. E (brown bowel syn) 

 Infections : CMV – EBV – HSV – rotavirus 

Lyme -HIV







*Clinical manifestations 

 Prenatal : In  20%of cases

MCMC IHS

The most common: megacyctis 88%

hydronephrosis: 53%

AF 34%

gastric dilation 10%



 Neonatal : severe abd. distention 

bilious vomiting 

air fliud levels in abd XR 

diarrhea secondary to bact. Overg

* should be differentiated from motility

immaturity in premature infants 







*Infantile or late onset 

Major ( acute) : episodes of GI obstruction 

water and electrolyte losses 

Exacerbation with intercurrent infections –vaccination – fever – general 
anesthesia and stress 

Severe pain            malnutrition 

Megacyctis and cystic adynamia uretrohydronephrosis in 56-68%

Subacute : constipation 70% 

abd. Distention 

bilious vomiting 

FTT



*Diagnosis 

1. Recurrent vomiting after ladd’s operation

2. Gut obstruction sign and symptoms without   

mechanical problem 

3. Cystic dysmotility

4. R/O of hirschsprung and hypothyroidism in a full term neonate 

with GI obstruction 



*3 steps in diagnosis 

1. R /O of mechanical obstructions

2. Documentation of GI motility disorder

3. Finding a systemic treatable cause 



*X Ray 
Air fluid level in abd.XR

Microcolon in neonates 

Megacystis

Contrast study for  R/O of extra or intra luminal lesions with dilute nontoxic water 

soluble contrast 

Bowel distention is the most common finding 60%

Bowel diverticticulosis

Pneumatosis cystoides intestinalis

Int. malrotation



*DD
Aerophagia

Gastroparesis

Functional constipation 

Cyclic vomiting syn.

Severe IBS

Bacterial overgrowth 

Aerodigestive fistula 

Munchhausen syn.



*Manometery 

The most sensitive way for evaluation of gut muscle 
contractions 

In non dilated loop.

In relax and non motile patient 

*Visceral neuropathy               contractions with normal 
amplitude but disorganizing and not propagative 

*Visceral myopathy                 low amplitude contractions but 
organized 









*50-90%  abnormal esophageal manometery

*Inhibitory rectoanal reflex is present in CIP

* antroduodenal manometery is always abnormal 

and normal test rules out CIP

*Octreotide or erythromycin stimulation test is 

abnormal 

*Gastric emptying scan is abnormal 



 Pathology: maturational arrest 

hypo or hyper ganglionosis

ultrastructural study (mitochonria)

immunohistochemistery for 

receptors and transmitters

 IND: 1) hyperplasia of parasympathic and 

myenteric plexus neurons.

2)    Acetyl cholinesterase + fibers 

3) heterotopic cell bodies 



*PE: light  reflex

deafnens

motility of globe 

(external ophtalmoplegia)

accomodation

Orthostatic hypotension

sweat abnormalities 

vertigo 



*

Skin rash 

Palmar erythema 

Telangiactasis

Nodules 

Scleroderma 

Reynoud

Peripheral Neuropathy 



Familial dysautonomia :  1) no axon flare after histamine

2) no papila in tongue

3) myosis after metacholin

4) no deep tendon reflexes 

5)     tears 

GI cardinal sign is chronic vomiting



Lab // electrolytes 
TFT
TTG
Urine cat 
Plasma VIP
ESR-C3- C4- ANA
Plasma carinitine and vit. E 
Plasma lactate and pyrovate

Sono and CT of  chest and abdomen for neural crest tumors 
Brain MRI for leukoencephalopathy
Heart echo ( in myopathies ) 
Rectal full thicknenss biopsy



*Treatment:

*Symptomatic management

*Dietary modification

*Prokinetics

*Tx of complications

*Avoidance of unnecessary surgery



*Treatment 
In autoimmune dis : steroids

NG suction or gastrostomy and gut decompression 

IV therapy 

AB 

Nutritional support (enteral is preferred ) TPN        
infection – liver dis – thrombosis 

Prokinetics

Opiates – loperamide

Surgery 



Prokinetics :  cisapride

erythromycin 

octreotide

betanechol

tegaserod

prucalopride

Surgery : for gastrostomy or jejunostomy

tapering of bowel 

or bowel, colon resection 

sym. Plexus neurolysis

cecostomy

small bowel TX 



*Complications 

 Ostomal prolapse 

 Recurrent pancreatitis 

 Diversion colitis 

 ileostomy out put 

 Gastric perforation 

 Gastric bezoar 

 TPN comp. 

 Secretory mucosa             severe dehydration 



*Out come 
 Bad prognosis : - neonatal onset 

- urinary disorders 

- need to surgery 

- myopathic CIP 

- absent MMC (phase III) 

- need to TPN> 6 mo

- MENIIb – thyroid med.   
Carcinoma 


