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Short Commentary

IgG4-related sclerosing cholangitis (IgG4-SC) is a characteristic
type of sclerosing cholangitis which may be regarded as a biliary lesion
of IgG4 related disease [1]. The disease name of IgG4-SC is now well
known among gastroenterologists, however, there is a confusing
problem about its diagnosis. That is, how to deal with intrapancreatic
biliary stricture is very difficult. It is known that IgG4-SC is often
associated with autoimmune pancreatitis (AIP). As pancreatic head
edema may cause the compression of intrapancreatic bile duct, such
lesion can be regarded as a part of pancreatic lesion [2,3]. On the other
hand, there is another opinion that it should be also regarded as a
biliary lesion because biliary wall thickening is often observed in such
patients [4].

Recently published diagnostic criteria of IgG4-SC included biliary
stricture limited to the intrapancreatic area in IgG4-SC (Type 1 IgG4-
SC) [1]. Same authors of this diagnostic criteria reported in another
paper that 72% of IgG4-SC belonged to Type 1, and 99.2% of Type 1
IgG4-SC was associated with AIP [5] (Figure 1). This very high
association rate (99.2%) may suggest that Type 1 IgG4-SC is not an
independent biliary lesion. In my previous paper, AIP patients with
and without pancreatic head lesion were compared. Intrapancreatic
bile duct stricture was observed more frequently in the former group
(41/44 vs 2/12, p<0.0001). In addition, the frequency of intrapancreatic
biliary wall thickening was also higher in the former group (20/20 vs
2/9, p<0.0001). Thus, intrapancreatic biliary stricture as well as wall
thickening is rare without pancreatic head lesion [3]. In fact, according
to the recent Japanese national survey of IgG4-SC patients without
AIP, only 2% (3/43) belonged to Type 1 [6]. Even if intrapancreatic
biliary wall thickening is observed and its pathological findings do not
contradict those of IgG4 related diseases, it may be difficult to say that
its inflammatory origin is bile duct because such biliary lesion is very
rare without pancreatic head lesion. It should be ragarded as spreading
of inflammation from pancreas. If pancreatic head cancer infiltrates
bile duct and biopsy of bile duct reveals adenocarcinoma, nobody says
that such biliary lesion is bile duct cancer. Biliary stricture associated
with alcoholic acute or chronic pancreatitis has not been called
cholangitis if mild biliary wall thickening was observed [3]. Likewise,
the term “Ig4-SC” as an independent disease name should be used
when the inflammatory origin is bile duct, not pancreas.

The recent study by Watanabe et al. [7] also showed that there were
a small number of patients in whom biliary wall thickening was the
dominant factor for the intrapancreatic bile duct stricture [7].
Perplexingly, however, they concluded that type1 IgG4-SC should be
included in IgG4-SC. They argued that inherent biliary wall thickening
was a dominant factor for the intrapancreatic blle duct stricture in
some patients, thus the classification of Type 1 was necessary to pick
up them. Objectively speaking, such stricture is dependent on
pancreatic head lesion in many cases, and it seems very unreasonable
to discuss Type 1 IgG4-SC in line with other types. The problem of
including or excluding Type 1 is important because it affects the
statistics of IgG4-SC. If this problem is unsolved, it will cause a lot of
confusion in discussing IgG4-SC. Many doctors may believe that
diagnostic criteria are authoritative, and they should not be changed
easily once they are established. However, it is never too late to mend.
Type 1 should be excluded from IgG4-SC, or at least it should be
separately documented from other types of IgG4-SC considering the
difference of pathogenesis.
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