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1
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3
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P
65 0.000 1.057
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0.005 2.311
0.0017 5.966
0.000 6.151
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2015 PSC
PSC 428 PSC 2
1BD 39.6% PSC
69.. 4% 5 77 . 0%
ALP
PSC
2012
primary
sclerosing cholangitis; PSC o 2015 6
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PSC
PSC
2012
2005 PSC
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PSC 50
233 2012
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PSC
1964 60%  40%
1
PSC
PSC 30
211 60
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61.7% 2
ALP
2 3 16.4% 3
37.9%
2 45_6%
3 1964
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sclerosing cholangitis; 1gG4-SC
19G4
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135 mg/dl 27
12.9% 3
PSC
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83.8% MRC 83
21.2%
ERC
134 203
21
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small duct PSC

53.4%
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inflammatory bowel
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2.
Arizumi T, Tanaka A, Tazuma S, Takikawa
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2015

Mayo Clinic

PSC is a chronic cholestatic biliary
disease characterized pathologically by a
chronic inflammatory and  fibrosing
process, which leads to diffuse stenosis
and wall thickness throughout the intra-
and extra-hepatic biliary tracts. The



pathogenetic mechanism is  unknown.
Inflammatory changes have focused on the
biliary epithelium, and epithelial damage
is always observed. Exclusion of 19G4-SC,
SSC with an obvious cause and malignant
diseases is important in the diagnosis of
PSC.

The age distribution of PSC in
Japan shows two peaks, and IBD is common
in the age group corresponding to the
younger peak.

Persistent biliary stasis leads
to liver cirrhosis and liver failure. No
effective medications are available, and
liver transplantation is the only curative

treatment for PSC.

It is necessary to exclude 1gG4-related

sclerosing cholangitis, secondary
sclerosing cholangitis caused by diseases
with an obvious pathogenesis, and
malignant diseases such as biliary cancer.
A. Diagnostic items
I. Major items
A. Biliary tract imaging
1)Cholangiographic findings
characteristic of PSC
2) Cholangiographic findings not
specific to PSC
B. An increased alkaline phosphatase
level
1. Minor items
a. Association with inflammatory bowel
disease
b. Liver histology
Fibrous cholangitis/onion skin lesion
B. Diagnosis
Al) +B Definite diagnosis

+ a

+Db
Al) Probable diagnosis
A2) +B+atb Definite diagnosis

+B+a Probable diagnosis
+B+b

A2) +atb
+a Possible diagnosis
+b

Small duct PSC

(AIH)

PSC-AIH  overlap

Mayo Clinic
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6
4
rectal sparing
backwash ileitis
2015
5
Fibrous cholangitis (fibrous

obliterative cholangitis, onion-skin
lesion)

Small duct PSC
overlap

Naitoh I, Nakazawa T, Okumura F,
Takada H, Hirano A, Hayashi K,et al.
Comparison of intraductal ultrasonography
findings between primary sclerosing
cholangitis and lgG4-related sclerosing
cholangitis
J Gastroenterol Hepatol. 2015;30:1104-9

Nakazawa T, lkeda Y, Kawaguchi Y,

JDDwW Kitagawa H, Takada H, Takeda Y, et al.

Isolated intrapancreatic 1gG4-related



sclerosing cholangitis. World J

Gastroenterol 28; 21(4): 1049-1370 2015

. Nakazawa T, Naitoh I, Ohara H.
1gG4-related sclerosing cholangitis.
Auoimmune pancreatitis, Springer,
P101-110, 2015.

Vol71 381-388.2015.
19G4- 19G4
Vol30

107-115,2015

Tazuma S, Nakazawa T, Notohara K,

Isayama H, Tsuyuguchi T, Serikawa M et al.

APASL February 23 2016 Tokyo

Nakazawa T, Notohara K, Tazuma S
Amendments of the clinical daiagnostic
criteria for sclerosing cholangitis.
JDDW 2015, Octorber 8, 2015, Tokyo
3. Nakazawa T, Notohara K, Tazuma S
Amendments of the clinical daiagnostic
criteria for sclerosing cholangitis.

September 17
Utunomiya.

4. Naitoh 1, Nakazawa T. The efficacy and

safety of endoscopic retrograde
cholangiopancreatograhy-related

procedure in the dianosis of 1gG4-related

sclerosing cholangitis
JDDW 2015 Tokyo October 9 Tokyo
5.

19G4

101

19G4

2015
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lesion

PSC

small duct PSC

small duct PSC

onion-skin

fibrous obliterative cholangitis
Onion-skin lesion
3

PSC-autoimmune hepatitis overlap
small duct PSC

PSC

small duct PSC

PSC
PSC
PSC
PSC small
duct PSC
PSC
4 3

onion-skin lesion

small duct PSC

1. Lefcowitch JH: Scheuer’ s Liver
Biopsy Interpretation, 8 ed.
Saunders Elsevier, 2010.

2. Nakanuma Y, et al.: Diseases of the
bile ducts. [In: Burt AD, et al.
(eds): MacSween’ s Pathology of the
Liver, 6" ed. Churchill
Livingstone Elsevier, 2012.

3. Batts KP: Autoimmune and chronic
cholestatic disorders of the liver.
In Odze RD, et al. (eds): Surgical
Pathology of the GI Tract, Liver,
Biliary Tract, and Pancreas.
Elsevier Saunders, 2015.

4. Torbenson M: Biopsy Interpretation




A)

B)

©)

of the Liver. Wolter’ s Kluwer
Health, Philadelphia, PA, USA,
2015.

AASLD (American Association for the
Study of Liver Diseases) Practice
Guideline (Chapman R, et al.:
Hepatology 51: 660-678, 2010)
EASL (European Association for the
Study of the Liver) Clinical
Practice Guideline
(http://www._easl .eu/research/
our-contributions/clinical-practi
ce-guidelines/detail/management-o
f-cholestatic-liver-diseases/repo
rt/5)

ACG (American College of
Gastroenterology) Clinical
Guideline (Lindor KD, et al.: Am J
Gastroenterol 110: 646-659, 2015)

1 onion-skin lesion

periductal fibrosis
Mayo Clinic
Batts

hal Imark

Torbenson

onion-skin lesion

Batts

Torberson

EASL

3
small duct PSC

PSC-autoimmune hepatitis (AIH) overlap

Small duct PSC

PSC 2
3
idopathic adulthood
ductpenia ABCB4
PSC onion-skin
lesion
3

periductal fibrosis

onion-skin lesion

fibrous obliterative



cholangitis
Onion-skin lesion

Batts
Torbenson
onion-skin
lesion
Torbenson
PSC
onion-skin
lesion
2
3
79
Burak
PSC-AIH overlap 1 1

Burak KW. Am J
Gastroenterol 98: 1155-1158, 2003
PSC

PSC-AIH overlap small duct

PSC

small duct PSC

Idiopathic adulthood ductopenia
ABCB4

small duct PSC

PSC
onion-skin lesion

fibrous obliterative cholangitis

PSC-AlIH overlap
small duct PSC

small duct PSC

1gG4

Modern Physician 35(11): 1301-1305,
2015.

2.
Notohara K. Role of biopsy for the
diagnosis of 19gG4-SC and PSC. 51
2015
9 17



“ Onion-skin lesion”

1. Lefcowitch

Concentric fibrosis

Onion-skin type of periductal

2. Nak _ N
axanuma fibrosis
3. Batts Fibrous_(9bliterative) hal Imark
cholangitis

4. Torbenson

Onion-skinning fibrosis/
fibro-obliterative duct lesion

Periductal concentric (onion-kin)

A) AASLC eriduc
fibrosis

B) EASL Per!ducta! flbrOSIS/fl?rOUS
obliterative cholangitis

C) ACG Periductal concentric

“ onion-skin” Tfibrosis

1. Lefcowitch

2. Nakanuma

PSC

small duct PSC

3. Batts

4. Torbenson

Small duct PSC PSC-AIH

A) AASLC
overlap
B) EASL Small duct PSC
C) ACG Small duct PSC PSC-AIH

overlap




Small duct PSC

Small duct PSC

1. Lefcowitch
2. Nakanuma Small interlobular bile duct
PSC IBD small duct PSC
3. Batt L ) B}
ates idiopathic adulthood ductopenia

4. Torbenson PSC
A) AASLC

PSC
B) EASL
) 1BD ABCB4 deficiency
C) ACG PSC







