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BSEP : hile salt export pump, CYP : cytochrome p450, MDR | multi drug resistance gene,
MRP © multi drug resistance-associated protein, NTCP © Na*/taurocholate cotransporter,
OATP : organic anion transporter, OST © organic solute transporter, FIC : familial intrahe-

patic cholestasis
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FIC (familial intrahepatic cholestasis 1)
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WEHMFEFCTHODLEL LT, Bo0HETHE
(partial external biliary diversion : PEBD) A#%H%)
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MBI BT OB AORESH Y,
BHEOYAI L TERESBWTENEETH S,

BR - REAFE

PFICI Ci&, FIC1 BRI T I
 EBRICEM L Chw A0, BRI
Pl S s L5k b s, WHHEORIEET
Hix B, WENES &3V —J, BSEP &#H
O AIZ B L Tw A 728, PFIC2 TIEIFR
HHROTHRIZBITFTHSY.
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D Wil BERF PSS o oM AR
43 1 1034~1037, 2011
2) Naoi S, et al. » Improved liver function and relieved
pruritus after 4-phenylbutyrate therapy in a patient
with progressive familial intrahepatic cholestasis type
2. ] Pediatr 164 © 1219-1227, 2014
3) Melter M., et al. : Progressive familial intrahepatic
cholestasis * partial biliary diversion normalizes serum
lipids and improves growth in noncirrhotic patients.
Am ] Gastroenterol 95 : 3522-3528, 2000
4) Lykavieris P, et al. | Progressive familial intrahepatic
cholestasis type 1 and extrahepatic features < no
catch-up of stature growth, exacerbation of diarrhea,
and appearance of liver steatosis after liver transplan-
tation, ] Hepatol 39 : 447-452, 2003
5) Goto K, et al. : Bile salt export pump gene mutations
in two Japanese patients with progressive familial
intrahepatic cholestasis. J Pediatr Gastroenterol Nutr
36 647-650, 2003
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@ NAFLD i3 NAFL (H#MIEIEIT simple steatosis & & FE8) & Rl ZEME - 8138, &5

RRMEILE D NASHICKBI SNBSS, BEIGNIHIE LT, LIELIEELLICBEIL T
F VRS HENICHEMT S, NASH OBRLHEF & LT Day 5388 L7 “two-hit
theory” <% Tilg & @ multiple parallel hits hypothesis 2> &3 iU, BRZ O L 5 R
O R B 5P EESFETS.

@ ¥7%bH, NAFLD t£ NAFL & NASH I KIS L5 4%, Matteoni HIidFRICERZE
WOBRHEIT R 5 NAFLD 2 S S22 < type 1 ~4 25481, Brunt SIENASHD 7
L— K&1~312, RAF—T&1~4icmHELL.

O ARETIE RHROOBHETLHATHEA Y MER2 ballooning, <oy — - Fro44
Mallory-Denk body, gHH{tL, #BiE{LOFr ROHIEEZ BEEMICRL, BEEEOH—

CHESTLILREMNE L.
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[1] ballooning OFE(H

@ ballooning (FFXABLEARERZSNE) 12, JRERSEAICIE, ZKIEZSME, zZefassd, HBfkZ b w
bbb, B LORBENEN S SWHIVTBRWRERENL L T2 00 L v ) IR
&b, JAARbiE, UHBEE, KE EREECIZMBOEETIATHY, BEOE
Meh S EE O ¥ CHEBA ARZEIE A SN S, ballooning i&, NAFL 2> NASH 2% #
Mt L EELHFRTCHLIENS, T2 TIEBEE® ballooning 254 % 55§ 2 FL#E%
1ITRT,

© ¥ 52, ballooning FFlid 7 a—F v — b 2R 2R,

2] ¥OU— 5 @E0OFFE

& vy — - FroEkiE, EFF SN HIBEEEO 1 OTHEPREET714 T AV
intermediate filament (IF) OB E ZEEY (B2 5 8BY ClZa ) 6% %. HERE
THFEEMEIC et S N A RIEE (B EFERB) O AMLKT, 7ra—WEFRDORZE
T NASH, I, BSEEEHEFEE L EEN S o MR Z S s, NASH
TIBHZE &, BB MEAEHH L CRPFIRRERICA 5. NASH TIEHIlREIC
FEAET A ABHGTHIC X b IF R/ itk % & L MIE /N EESE S W TIF ki fea & 1,
—R=a)— FrIEICRIAD, TREARICFMLEZWI LPIEETHS. A
R0 2 Bl EE A R B ISR T,
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EBRPHORENERZ EE BN CENIENAFLD LBl a b,

© MR ORELEO% C RARHETH 5P, MNEEREESFHEONR & 55, FIHIC

Lo THIFEORBENR 25D T, KILK (X 4) LK (x 10~ 20) THRAEITHE
5. REWRUOFREREAIRT.

3 A0

@ Masson trichrome, Elastica van Gieson (EVG), $8 (Ag) Jefa7 EOUFHMEEITH T

ECHRMEILOFMMIA LT b ®, FHEilCH o Tk, HE LS 2 002 CFF

flighTENEFNE. FEICHIoTE, BEHEESEDCROTTOATHWEZE
ZHERT 5.

@ Brunt /O stage 1 ~4ICHE T AT RZE5 IR T, stage Lk Kleiner #FIZHE - T,
stage la, 1b, lclCXHIZH¥HENA. ]
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@ NAFLDFHMEORRHEHEZRI1DLBY TH S, INETRRCELFROFMEICIEIE,

AR NASH 2» NAFL 2% ¥4 5. ballooning % 9, lobular inflammation 1+ =,

fat 5% 2L ECNASH & B3 5.

NASH, NAFL OEBOFFlFIZ2ER2ICART.

burn out NASHAEEHNZEMICH L Tk, (EHEEHROFRE, BERR, 8%

FHEZC) EEICHEUARERE OIS, ARICEL TR, FRBOKIENE LD,

ballooning Ff RS2 { v, Kleiner 7 FHICBIT B le /87 — AL v &, ALY

AR A BBHIHL .

BB, BABHMIIE LT, NAS (NAFLD activity score), Brunt 734, Matteoni 74
ZEART 5. Brunt/¥, Matteoni DHOMREN LT REZESG, 71057

£1 FHEORE

fat: O %

ballooning - % L, =<8, 28
Mallory-Denk body : 1z L, &4

lobular inflammation : -~ 3 -+

portal inflammation” : none, mild, moderate
fibrosis . stage 0~ 4

* grading BIEO T/ AHE Tlih v, BEFRREL LCERTA.

R®2 EEROFES)
ONASHDSBS  ONAFRLOHR
~ liver, needle biapsy s s liver, needle biopsy
’ Msteatchepatttts, i ,  ——steatosis

fat : 60%

ballooning : 4 L - :
~ Mallory-Denk body KL
| 24 lobular inflammation : —

porta! mﬁammataon moderate Lol - portal snﬂammat;on e
ﬁbroms stageB ; ’ - fibrosis: stage 0 :

M %'@%mf ?—5 LIZTRE aai&“é‘f;’-»

NAS:O/8
Brunt%348 i stage 1 ~4, grade1~3
Matteoni 9348 . type 1 ~4
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grade 3{severe) 1/3~ ‘mild-moderate >4 foci/ X 20 field " marked
B6 Brunt® NASH grade /34§

7 Matteonii
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4 a g B R Ry L N L R R L L L L T R Py
- | o %

O BAFIE LTHAEHWONEZ &%\, NAS(NAFLD activity score), Brunt 54§,
Matteoni % FR3~612, FLIP7 VT X A% &0 EOMEE %X 8iCF%
T5.

#F3 NAFLD activity score (NAS)

XM 0EORE)

‘NASHEBHEORETSH Y, BT ENE LALOTEZY,
(k6 & D31

4 Brunt® NASH grade/stage 5358

(s, 194 B

(ks 6. 19 % 9 31E)
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steatosis  ballooning  lobular 2
inflammation

B8 BHICHELSNAESROEERE
B S OME MR, Bedossa bOHRL (FLIP T MY L4 0822 L H3IE LR - BiFomaicss
AT E DR IA TR L,
2 ERLAAT VI steatosis AT (D) A MAS, A7 1=5~33%steatosis AP 2=34~66%; AIT73=66%<
WINAFLDERSELTv R, BL2grade IRENLLOT, FEFOEAMIBETIIIEDI V0,
BAMICHET 5.
4 type 3/4iE~ 0 —  FU UG E B OEETHETS.
*JEEH{E & ballooning % #8  AEE X B VR, FLIP CiXNAFL, Matteoni T type 3/4 (NASH) & 5H
BRBILIZREN, COLIREFNREDDTENT, HHHTSH .
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