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CASE SCENARIO  

 

ÇMr. X renowned  general  surgeon of sylhet  region 

suddenly collapsed due to profuse haematemesis and  

malena. He was resuscitated with 12 units of blood 

and referred to a corporate hospital in Dhaka . 

  

Ç There was controversy regarding management. 

 

Ç The working surgeon were in favor of ablative 

surgery but the internist were in favor of endoscopic 

procedure. Ultimately EVL and sclerotherapy was 

done and bleeding stops successively. 

 



 

Ç Initially all were suspecting rupture 

oesophageal  varices  due to cirrhosis of 

liver  

 

ÇAfter all investigation including LFT, viral 

markers and liver biopsy was normal.  

 

ÇHe is now enjoying good health for the last 

7 years.  

 

               



NON CIRRHOTIC PORTAL 

HYPERTENTION  (NCPH)  

   Is a disorder of unknown etiology, the 

lesions are usually vascular  and 

clinically characterized by -  

    

Ç   Features of PHT.  

Ç   Splenomegaly  

Ç   With or without hypersplenism .  

Ç   Normal liver functions.  

Ç   Patent hepatic & portal veins.  



Classified based on the site of 

resistance to blood flow as - 

 

Prehepatic    Hepatic  

Post 

hepatic  



   

Prehepatic  

 

 

 

ÇEHPVO  (portal vein thrombosis).  

ÇSplenic  vein thrombosis.  

ÇSplanchnic  arteriovenous  fistula.  

 



Hepatic  

 Presinusoidal  : 

 

ÇNoncirrhotic  portal fibrosis (NCPF)  

ÇIdiopathic portal hypertension (IPH)  

ÇHepatoportal  sclerosis  

ÇVinyl chloride, arsenic, or 

azathioprine  hepatotoxicity . 



Hepatic  

 Sinusoidal : 

ÁAlcoholic hepatitis  

ÁHypervitaminosis  A 

ÁNodular regenerative hyperplasia  

ÁMethotrexate  hepatoxicity  

 

 Postsinusoidal  : 

ÁVeno -occlusive disease  

ÁHepatic vein thrombosis (BCS)  

 

 



 

Posthepatic  

 

 

 

ÁInferior vena caval  web  

ÁConstrictive pericarditis . 

 

 

 



Two disease   are common  

in developing countries in 

EHPHTN  

 

  

A. Extrahepatic  portal vein 

obstruction (EHPVO).  

 

A. Noncirrhotic  portal fibrosis (NCPF).  

 



NCPF  v/s    EHPVO  



   

   Mainly caused by obstruction of  

   the extrahepatic  PV . 

 

Extrahepatic  portal vein 

obstruction (EHPVO)  

 



 

EPIDEMIOLOGY (EHPVO)  

 

 

ÇIn the west - 5% to 10% of all cases of 

portal hypertension..  

 

ÇDeveloping countries  - 15% to 20%.  

     

Ç In children   it accounts for 80% to 90%.  

 

 



ETIOLOGY  

 

ÇIdiopathic   (50% to 90%) of children  

 

ÇPortosplenic  vein inflammation  

                    Umbilical sepsis  

                     Neonatal peritonitis  

                Abdominal trauma.  

 



Non -cirrhotic Portal Fibrosis  

(NCPF)  

 

 

 

   Caused by obliteration of medium 

and large branches of intrahepatic  

portal vein.  



HISTORY  

ÇBANTI Ą 1889.  

    

    Pts with triad of anemia, splenomegaly, and 

UGI bleeding without known hematologic 

disease or ascites . 

 

Ç ICMR Ą first described the term  NCPF  in 

1969.  

 

Ç IN JAPAN : Idiopathic portal hypertension 

(IPH).        

 

Ç IN USA : Hepatoportal  sclerosis.  

 



EPIDEMIOLOGY  

 

ÇNCPF is mainly seen in the developing 

countries but reported from all parts of the 

world.  

 

ÇAccounts for 10 -30 % of all portal HTN.  

 

ÇMore common in low socio -economical 

class.  

 

 

 



Contd.  

 

ÇMale is predominant  in Indian  

subcontinent &  Iran .  

 

ÇFemale  is predominant  in Japan, Europe 

and  USA.  

 

ÇThe mean age of NCPF  varies from 3
rd 

- 4
th

 

decade  in developing countries  but in 

west  it is around 5
th

 decade.  



PATHOGENESIS  

ÇEtiopathogenesis  Ą poorly 

understood.  

 

ÇHypothesis proposed :  

×Infective( Schistosomiasis,HIV ) 

×Immune mediated.  

×Toxin mediated.  

×Combined.  

 

 





HIV and NCPF  

 
  

ÇThe prevalence of NCPF in HIV is around 0.45 ð

1% and is rapidly increasing.  

 

Ç  The exact mechanism still remains unclear  

 

ÇBut it may be due to one or a combination of the 

following factors ð 

 

ü  Direct effect of HIV  

ü  Recurrent opportunistic gut infections,  

ü  Usage of HAART especially didanosine . 

ü  Hypercoagulability . 

 

 

 



Immunologic hypothesis  

Evidence supporting :- 

 

o  Decreased T4 /T8 ratio.  

o  Poor CMI.  

o  High HLA DR3.  

o  Coexistent autoimmune disorders .      

     (SLE, Scleroderma)  

 



 Toxin mediated  

     Toxins implicated  

         Arsenic  

         Vinyl chloride  

         Copper sulfate  

         Drugs :    

                     MTX , 6 -MP, AZT,  

                     hypervitaminosis A,  

 



Combined Hypothesis  

           Genetically Predisposition  

 

 
 Prothrombotic event 

    ex, MPD 

Infection 

Microthrombosis of Medium   &  

Large branches of PV 

NCPF PHTN 



 EHPVO    v/s   NCPF  





Hemodynamics  in NCPF.  



GROSS PATHOLOGY 

(LIVER)  

 

ÇLiver is normal.  

 

ÇNodularity  in the sub -capsular zone 10 -15%.  

 

ÇPV is usually dilated with variable 

sclerosis.  

 

ÇThrombosis of medium(< 300 µm) and  

   large sized PV branches is seen in 75 -100% 

in  NCPF .                                                     

                                                                       Nakanuma  et al.                                  

                                               Histopath  2009  

 



HISTOPATHOLOGY 

(LIVER)  

 

ÇPatchy and segmental, subendothelial thickening of 

the medium  and large-sized branches of the PV. 

 

ÇPrimary lesions Ą fibrotic, sclerosed, and obliterated 

PV branches ( óobliterative portal venopathy of the 

liver ); with emergence of collaterals. 

 

ÇFibrosis Ą periportal  and subcapsular. 

 



Normal Portal Tract  Portal Vein Sclerosis  

PV 
BD 

HA 
PV 

BD 

HA 



 

  Diagnosis of NCPF  

 
 

ÇMainly clinical ð Presentation with 

features of PHT without any evidence of 

liver dysfunction.  

 

ÇPatency of hepatic and portal veins is 

needed for the diagnosis on doppler  

ultrasound (USG).  

 



Clinical Profile  

 

ÇNCPF is a disease of young to middle age.  

 

ÇThe commonest presentations are well 

tolerated episodes of variceal bleeding .  

 

ÇLong standing cases - splenomegaly and 

anemia.  

 

ÇFrequency of variceal bleeding episodes 

increase with age.  



Clinical Profile  

 

ÇHypersplenism, mostly asymptomatic. 

 

ÇBleeding from non-gastrointestinal sites may occur. 

 

ÇAscites develops in 10ï34% of  NCPF cases usually 

after a bleeding episode. 

 

ÇOther common presentations are repeated attacks of 

left upper quadrant pain  .  



SIGNS  

 

ÇModerate to massive splenomegaly  

(average size 11cm)  

 

Ç Liver is usually  normal but may be 

enlarged or slightly shrunken.  

 

ÇPeripheral stigmata  of chronic liver 

disease are absent.  

 

ÇJaundice and hepatic encephalopathy 

are rare ( Ḑ2%).  



Contd.  

ÇAnemia (common)  

 

ÇLeucopenia & Thrombocytopenia may be 

present.  

 

ÇSymptomatic Hypersplenism  is rare.  

 

ÇCoagulation and platelet function 

abnormalities may occur.  

 

 



Endoscopic findings   

 

 

ÇEsophageal varices  are seen in 80 ð90% of NCPF 

cases .  

    

Ç In comparison to cirrhosis, esophageal varices  

are more often large.  

          

 

Ç  Portal hypertensive gastropathy  (PHG) less 

common.  

 

     



 

Imaging ð Ultrasonography - 

Investigation of choice.  

 

Patent and dilated SPV system.  

 liver is normal in size and echotexture  

Moderate to severe splenomegaly . 

Presence of colllateral  circulation 

(spontaneous leinorenal  shunt).  

Hyperechoic  bands surrounding the portal 

vein branches.  



 

PATIENT WITH NCPF SHOWS WELL 

DEMARCATED   HYPERECHOIC BANDS 

ALONG THE WALLS OF THE MAIN PORTAL 

VESSELS  

 



Others -IMAGING  

 

 

ÇRadionuclide Scintigraphy  ð High marrow 

uptake is pathognomic  of cirrhosis.  

 

ÇCT Portography  and CT Angiography.  

 

 



 

Liver biopsy  

 
   It is indicated in NCPF to exclude 

cirrhosis and other etiologies of PHT.  

     

   4 pathological findings for diagnosis of 

NCPF ð  

     

1.     Hepatoportal  sclerosis  

2.     Periportal  fibrosis  

3.     Perisinusoidal  fibrosis and  

4.     Nodular regenerative hyperplasia .  

 




