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Non cirrhotic portal fibrosis (NCPF) is characterized by an
increase in portal pressure, due to intrahepatic or prehepatic le-
sions, in the absence of cirrhosis of the liver. Various terminologies
are used for describing same term i.e. NCPF in different parts of
the world. E.g. in Japan, it is recognized by term idiopathic portal
hypertension(IPH); though there are subtle differences between
NCPF and IPH. Different terms used such as Hepatoportal sclerosis,
non cirrhotic intrahepatic portal hypertension and idiopathic non
cirrhotic intrahepatic portal hypertension signify same disease
process i.e. NCPF [1-4].

NCPF is more commonly seen in developing countries as com-
pared to developed countries [5-7]. It is difficult to comment on
the incidence and prevalence of NCPF in India due to unavailability
of national data registry system on NCPF. Peak age of incidence is
between third and fourth decade of life which is almost a decade
earlier than in Japan and there is no sex predilection for the disease
in India [8-10]. Improved sanitation and hygiene, living conditions,
changes in seroepidemiology of hepatitis A, reduction in frequency
of umbilical sepsis, etc. are different proposed mechanisms for re-

duction of overall prevalence of NCPF in India.

Repeated septic embolization of portal circulation, xenobiotic
exposure, immunologic abnormalities such as increased T4 to T8
ratio, chronic arsenic ingestion. Schistosomiasis, etc are a variety
of mechanisms supposed to be involved in the pathogenesis of
the NCPF [11]. On gross examination, liver may appear enlarged,
shrunkened or normal in size. Surface may be smooth or nodular
as in cirrhosis. Fibrous capsular thickening with increased vascu-
larity may be seen. Deeper liver parenchyma is usually normal.
Histological features reveal intimal fibrosis with subendothelial
thickening of the wall of medium sized portal vein branches [12].
Increased portal collagenous connective tissue and sclerosis and

obliteration of small branches of portal veins is reported. This is

histological hallmark of the disease and is known as Obliterative
portal venopathy [13].

GI bleed (hematemesis/melena) and splenomegaly are most
common clinical presentations of the NCPF. Left upper quadrant
pain can also occur as a result of perisplenitis and splenic infarc-
tion [14]. Anemia ensues as a result of hypersplenism. Jaundice,
ascites and encephalopathy are relatively uncommon and transient
features and usually follow an episode of GI bleed. Mortality sec-
ondary to variceal bleed is less common as the liver function is well
preserved. Glomerulonephritis, hypoxemia, autonomic dysfunction
arerare presentations [15-18]. Bleeding rate from the gastroesoph-
ageal varices in NCPF is very high (32-95%). Even though mortality
due to GI bleed is less commonly seen due to preserved liver func-
tions, GI bleed (variceal) is the most common cause of mortality in
NCPF. Successful eradication of gastroesophageal varices ensures a
2 to 5 year survival rate of nearly 100% [19]. Development of asci-
tes and portal venous thrombosis are indicators of clinical deterio-

ration and progression of the disease process.

Absence of regenerative nodules with features of possible or
definite cirrhosis in an adequate-sized liver biopsy is important for
diagnosis of NCPFE. Presence of moderate to massive splenomegaly,
evidence of portal hypertension, varices, and/or collaterals, patent
spleno-portal axis and hepatic veins on ultrasound Doppler, test
results indicating normal or near-normal liver functions, normal
or near-normal hepatic venous pressure gradient, and liver histol-
ogy—no evidence of cirrhosis or parenchymal injury are six es-
sential diagnostic criteria. Other features include absence of signs
of chronic liver disease, no decompensation after variceal bleed
except occasional transient ascites, absence of serum markers of
hepatitis B or C virus infection, no known etiology of liver disease,
and imaging with ultrasound or other imaging techniques show-
ing dilated and thickened portal vein with peripheral pruning and

periportal hyperechoic areas [11].
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Liver function tests are normal or near normal in patients with
NCPF. Patients do have microcytic hypochromic anemia ( due to GI
bleed) or normocytic normochromci anemia (due to hypersplen-
ism). Hypersplenism is reflected in complete blood counts as pan-
cytopenia. Significant prolongation of the prothrombin time and
significantly reduced fibrinogen levels have been reported by some
authors [19]. Esophageal varices are seen in 85-90% patients on
endoscopy and varices are generally large at the time of diagnosis.
Gastric varices in NCPF are more commonly seen than with cirrho-
sis and are usually associated with large esophageal varices [20].
Prevalence of anorectal varices is also reported to be significantly
higher in NCPF than cirrhosis (89 Vs 56%) [21]. Hepatic venous
pressure gradient (HVPG) is normal in NCPF and the hemody-
namic studies indicate that the site of resistance is predominantly
presinusoidal [11]. Whether HVPG increases in long run needs to
be studied.

Management of acute variceal bleeding revolves around endo-
scopic therapy ( Endoscopic sclerotherapy - EST or endoscopic
variceal ligation - EVL).Endoscopic variceal ligation is the pre-
ferred modality due lesser complication rate. A combination of
pharmacotherapy (Octreotide or terlipressin) plus endotherapy is
superior to either pharmacotherapy or endothearpy alone in con-
trolling acute bleed and preventing rebleed within 5 days [22,23].
Continued variceal bleed after two endoscopic treatments during
single hospital admission for acute bleed is considered as failure
of endoscopic therapy. Alternative treatment options such as res-
cue transjugular intrahepatic portosystemic shunt (TIPS) should
be considered in such cases depending on the available expertise.
Patients with transient ascites should undergo devascularization

procedure.

EVL and beta blockers are routinely used therapies for primary
prophylaxis of large esophageal varices in cirrhosis [24]. However,
same treatment modalities may not be applicable in the setting of
NCPF as majority patients of NCPF fall under Child Pugh Class A.
In a study done by Sarin et. al, beta blockers and EVL was found
to be equally effective in preventing first bleed [25]. A shunt sur-
gery may be indicated for primary prophylaxis in patients with
large esophageal varices with massive symptomatic splenomegaly,
platelet counts less than 20,000/dl, non availability of GI endosco-
py unit where variceal bleed can be managed. Patients with gastric
varices of more than 2 cm could be taken up for surgical shunt or

balloon-occluded retrograde transvenous obliteration (BRTO) if a

17
splenorenal shunt is present. However, more studies validating this

recommendation are needed.
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