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W - T ARG L E 2 HN T2 H ORISR % (autoimmune pancreatitis: AIP) OFEFIZ, If
E, PO - BEEOSHEAERE SN TVA, PR YK T4 AIP 2 fEANC R & D
HAabh, AIP SSRGS ATTHEES#EMN SN 5. Case 1 (179 &ct%, prednisolone
(PSL) 4 BHEREE 5-cb 12 AIP 2 PR L 4 SEEICIRIEE 2 G0F L 7=, Case 2 (267i Bk, AIP 6 4%
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A8 M st O BEHLELPI T 2 &Y helper T #Iu (Th2) cytokine T2 5 interleukin—4 (IL~4) 23440 L Th2
OB EAI 25 L O%E SOBMEE Y, MREETEMIRE T Th2 @ftigEshTuwsl s
LA ff T, AIP BE~ o Th2 @i & RO &0 L OO EYEEL, BRAE L
LAz AIP & WEPEHE & OB 2 fit L 7=
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A. fZEE®

H C R E % (AIP) O #E#1C 1L predniso-
lone (PSL) #4584 C, PSLICHEPitEwxn
AIPHER i L skt - FTHERLLICBETS
HEZLNTWA. LAL, EELTAIP
HPSLESHPICLBSRTRICLHRTSC
CAREFLEELAY. £, bhbhit AIP
BAE D 5 A FHICPERE A EDFL 722 1 HEHI (Case
DAEFEELZVMEEIOL AIPICHESY G
OF L iEAA TS Y, KA POICH
i, &0 AIP fEFISWME Sh TV 50,

LIET, FIWFEHTHe LY, #IC EREL A
AIP FEdifkrho) cytokines OHEBRAR VRS b,
AIP Bh4p€+ LT 5 aly/aly HitE~ 7 A8 T
{2 ME L& P interferon-y (IFN-y) it 2 R EEH
B — @A 2 L 20icx L, interleu-
kin (IL-4) i&¢E(E 2 itk o L, #aksEmic
AIP 5B & (1 EBYGRIC IL-4 &, 2% 9
2 %Y helper T flff1 (Th2) 25 F I &2+ 5 0]
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B A e L Az (1% 156),

F = C, fib Bk % 4% T 1A helper T #f 2
(Th1)/Th2 balance 7578 <> #% i fa O 4 7 -
MERICPE G S uTEM S B A G AR L 12
LI, BELILLOBMESAKREZ R
72912 1 K55 Tt interleukin-2 (IL-2)
i 5-1c & 9, KRR 49 B8 12 Thl cytokine:
IFN-y 738 hn L Th2 cytokine: IL—-4 28§ 4>+
A9 . 4-Nitroquinoline—1-oxide # 7} SD =
o P ERFE RS TE, 8O B2 A
Thl—-Th2 ~@ shift H@EDHHNDHW. L FF
WEAE & OF ARG 1 B0 AT BB b ek O
progressive disease (PD) B T{1, i o
CD4~ T #iiffard eyvtokines 4347 C Th2 72 |
R4 A1, Pine (A8) Ol 5 T % poly-
phenylpropenoid-polysaccharide complex
(PPC)Ic £ v, IL-4 E @ L IFN-y (338 L
Th1/Th2 balance %% Thl #{ZiZ7% 5. PPCiZ
electrochemotherapy & OO H#ftk THEREA
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pancreatic IL-4 activities (pg/protein mg)
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week of age
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IL S OHER
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A EeNHEESIRAY. L, &8 T
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- RIS L Do Thl @it A A SN
HEEZLN, AIPICHEWTYH Th2 Szt &
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FRIR L 7= #HR if % 3,000 rpm T 104313805
L., Eifs7E->% DM+ o IFN-y, @& &g
IL-4 15 %, % 4 enzyme immunoassay (EIA),
{l2F 78 9% 3% S0 #2522 & ¢ chemiluminescent
enzyme immunoassay (CLEIA) THlsE L 7=.

(7% 1IFN-y fHOMTE :

I | IFN-y ELISA # «~ |- (BIOSOURCE EU-
ROPE S. A/ 74 =7V — : B # A
WTiT- 7.

—#i {4 - blank - standard %, [F]#&50 ul O]
IFN-yHRP Conjugate & » & |2 SE{R T 2 K,
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;oo
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oD
—+450 nm THREEAREL, L.

I IL-4 fEOE :
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—+LB-96 (VEG&G BERHOLD : #I§§) A F v
THRCAHEE A2 B L 7.
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1. Ifitii§ cytokine fif

Case 1 T, Muff IFN-y (i =0.1(FE#EH
=011U/mL) L EW@REATSH Y, WEE
IL-4 fifii37.6 (LT = 6.0 pg/mL) & @i % &
LT,

%72, Case 2 Cit, i IFN-y{iiix =0.1
(R <0.1 IU/mL) & EHWEATHD, —
Ji, EHRREE 1L-4 ii36.3 (FE % =6.0 pg/mL)
LIHEE A 2 TV,

2. Wi e

Case 1 DOYIEERE (AT« BEARTIVIERAT) i1,
AIP#IE L D 4 FBROKE/EHFTH D,
PR FOICFLEURIR A S L 7. BRI
S AE MR OB L A fE - T, IR
(3 1gG4* 2 fifiu i ¥ (Figure (2775 3 7z W)
PHAEMBIRRAGEEL, AIPOFRLEE 2
Hhie.

¥/, Case 2 (3 4MARZTZD 61T L i
L DS 4O AIP ARIEL, PAZEHSEE
Df-HEEIC 2 B2 7= D metallic stent %8
EExhTuws, ZRRERERO+ _iEH2EC
Iz bR AR b NG FlO®IES b -
fotzeh, MAFER - BHE Ry S - B
B & o7 (s BT % WefT LI ES A fT L
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B2 Case 2(67M) : FF#Lk

Adenncarcinnma

B3 Case 1(79F) : Pf#tiikrbod CD4* T ik

7o MEECEAYIZIIIRERS 2 5 8/ e A Y
B LSt 2 4 5 @ e BV IR A 5 L.
B 98 BRUIR I (2 AR HE( L i n 2 1gG4~ T BB 2
¥ (Figure {377 & 7)) 2 M SE M R IR 22 4% % FE
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b b, CD4- T flilg L L i -
7-(®4). £/, Casel - Case 2 & 2,
IgG4* IRE MBI EEMAMICI LA LR
SHhENEh- 7.
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Bl RE~OBMI Vi hn o7z,

Thl cytokine T @ 4 IFN-y (& ifit iitf ¥ BE 75 &

B4 Case 1(79F) : BEgl@irba CD8" T #illie

#iftir 5L, —7%, Th2 cytokine T#H % [L-4
2 R P 5 IS A 8 L T
AMETHOLN HREMOBELETHS
1) WERREIRIC 35\ T AIP 12 & 6F 4 5 BT
Bric #2445 CD4* T #ilKa,
2) BEEHG & OF AP SE G0 fupl TL~4 ff o3
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“AIP Cii, Thl/Th2 balance /' Th2 (Z shift
15 LA A0S Sl iE A B 5.7
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SEGICBES A RBFREORERIE, BEO &/ T
@) Th2 - 12 A %L + 56K TH- 2.
LAL, RBBEE&IEGHHFAIPH H Wit
AIP JE & BHIF A H O BEAEL A b CD4* T il -
CD8* T fiifig - IgG4* EMIR = & (213 % 6
cytokine O Et=°, aly/aly Mt~ 7 A - aly/
+ HEtE < 7 A d51 S BE cytokine @) % i ik
(L2t i & % { O EREL R L TV 5.
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2. Th1l/Th2 balance @ Th2 ~ @ shift 7 &
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MLk WL BT e MRl & (BERGHE SRS IRER S0
ECIELE s

BAA CF fEFID CFTRBEFERICRT S8R

MM S SHHE ERAHARFAGHEGSE ROMMEFREL 72— K

HEIBFEH
LHTHET (ROMRBRFREL /7 —Hk)

(AREE]

FE bk B HEE (cystic fibrosis, CF) (3, RRkDVETRMAER LE L LTV A, ZOEKY
S FEEETF CFTR OZFREHIL, APICU6AIcEh2-o55. &A% CF (1§980% DiE |
) T [ 2+ 53 B fiE I 92 (pancreatic insufficiency, PD) % £ 2 75, A& EIIVFRIBER S THRLEST 5.
PCR #i#i 3 L U BB ER VIRT L AW RETFEROKHICLD, bhbhi@+TICIhETD
AEIZEH H2300 CF BHICHEWTEORETERYERL -, —HOEATIER—ORETFER

AitEicEEEhTaTwWa. £, FAECFTRMMER AERBLA#HEEH, 15wWL 27

)@ CFTR ETFORKIZE S BB OBEHESBE SN TW 5, SFEE>, BERaICHE
I T E AR BIFRFLOU £ AR L %8 (DPB) O 2 M K A 27 420480 B Lo
FE@IcHBWT, —HDCFTR 7 U2 2 At A% T12201 ###2 L #7-0T, MR CF LOE
%L@ﬁﬁﬁ&.mmacmkwﬁﬁﬁkLT@%%&ﬁmfﬂﬁLt.%&%ﬂEHEE$A|
CFH;UCMRHE%EO&%&&*%EU?<%&-ﬁﬁL.EET6CﬂRﬂﬁ$wﬁWE:
ROMESHEAWOMCILAD 2T, bAEBMHOCNOCEBOMREFERAI V-V TV AT

LBTELT HUEND 5.

A. iRBE®

¥ a4 8 #E4E (cystic fibrosis, CF) 4 fifi, BE
i, ML Y OLFONTWTHEERYH
W EEBEREREBTH Y, SRERAT
& 5 cAMP (A Cl- 4 A4 v F % )L CFTR
a—F 45 REFORRERICERT 519,
CF kA AR 2 b THERICREIET 545
BTHAHH, —J), HEAZIILDETHHE
A2 303 % CF ORIFEREL DO TEW &
25N TW5SY. bHEOCFIEMCBML T
(XEEFISTAE A0 © OO 4 4 5 72 VB B 1 VR R
BUFEHEIC L 5 £ EEED S 290 O MRS M A
X TWAHY, Yamashiro 57 O
£ 5 EDHBETIE I N £ TICICBRETIZ¥I120641
o CF IRl sl s, RESE L HAE
BJHABN1IARELHEESN. Thid
INT A FEEO R PEATO CF BIEHHE (49
FALEBZDIA) EBRFELEVWE
Y, bAETIE, BLoH4EI0FABLD 1
ABEORERLEZONS.

HHEOBEICHT S CFTR BT R M

FIZBIL T, #%icit DNA k0B o h i
#HCTO AF508 75 ¥ ik THEO @V BEO%E
REE, HHVIEROWABOTZ?Y V/TD
PCR $itEMedT 7 & AR S h/z, Thbo
HETIRHEL CFTR Bz T AN ITHE S h
¥, FRRRIZES S FAHTH- 238, 0D
FTEALEMIE, DHAEOCFEEICLT S
CFTRERMVM KBS LILEL T, ZROM
LIS LANE, EOARY PS5 LHEL
Rizg-TWAZ ticEBIRTS. LALAKS,
COLDBROP, 10K FHT2 S, W<
bHETOCFTRERORRAH LM EH
TET\W539, ¥E5i: PCR-SSCP &, M
=P IV AEREICEB2IT IV V/LTD
FREHERH AL, YRR L 5D HE
TOLEFE CEM S AEMAL Y 2Ll
CF @2 t7c\ LEER2 M) CFTR B {5 2 B
FAEDH TR0, CORE, CNETICH
#2300 CF fEFIC 5V CGRIEFERATERL
B-6(F1). chbHOBIZIE, BREXTLED
HTRAEZERS, Thx TEENE CF Muta-
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F1 DAETIHETICHIE =N/ CFEMOEERAKER - 20 CFTR Rz T2 R
Case Age Sex PI/PS CI- Mutation Exon Mutation Exon COutcome
1 15y F Pl 201 HI1085R 17b HI1085R 17b alive
2 1lybm F Pl 126 MI152R 4 1540del10 10 alive
3 1ylm F PI ND A4F508 10 L5718 12 deceased
4 15y M Pl 74 125C 1 Q9SR 4 alive
5 42y F PS ND E217G 4 Q1352H 22 deceased
6* 21y M Pl 166 125C 1 L441P 9 alive
™ by F Pl 100 125C 1 LA41P 9 deceased
8 9y F PI 166 1540dellD 10 1540del10 10 alive
9 30y M PS 403 125C+T10861 1. 17b 125C + T10861 1, 17b alive/ ABPA
10* 28y F PS ND 125C+TI10861 1, 17b 125C+ T10861 1,17 alive
11 17y F PS ND R75X 3 R347H 7 alive
12 26y F PI 121 E267V Bb T663P 13 alive/ TP
13 28y M Pl 117 125C 1 460insAT 4 deceased
14 11y M Pl 154 125C +delel6-17b 1, 16-17Tb 125C+ delel6-17 1, 16-17b deceased
15 24y F PI 91 L548Q 11 2848delA 15 alive
16 2y F PI ND L441P 9 ND ? deceased
17 18y M PS 93 125C+dell6-17b 1, 16-17b 125C+dell6-17b+ V13181 1, 16-17b, 21 alive/ABPA
18 9y F Pl 40 5T intron 8 DY24N 15 alive
19 13y F Pl 55 QUBR 4 QUBR 4 alive
20 29y F Pl 60 125C 1 R347H 7 alive
21 11y F PS 22 R1453W 24 ND ? alive
22 18y M PI ND 556V 11 ND ? alive
23 4m F P1 ND 125C 1 G85R 3 alive

PI/PS: pancreatic insufficiency/sufficiency, CP: consanguineous parents, * siblings, TP: live lung transplantation, %_ BPA: al-

lergic bronchopulmonary aspergillosis, ND: not detected

tion Database (CFMD)iZB&HIIKD M\
CFTR RN K% DT E%0,

—F, WFRERE, L CHENHSEERO
7T CF LOENHALBELLHEEBE LT, 108
LU BREAIC A B ST F AMENMRE R
(DPB), U % AMRAE LINRIE, BIREIE
MHEER L EAETF NS, LD, DPB
# %\ i3 DPB ©—#i3 CF 72\ L WEU% 3345 iE
OH#wETAHCF (CFTR)BMHERB Tl v
D, EWLSERICH LT, bhbhiibhiEo
DPB ¥\ T4 CF O EH 5T CFTR
DERPBRICAVZEZINAT L ThETH
HELTEAM, X6, WAL CFIERT
DLMBEEDO—>THLHHO ClBEIZLC
b, L% s L7-DPBEEDSSH IHTIE
W EBR® 60 mmol/L L 0 @{fiA& oL A0,
DEo2cPic £t DPBO—OFER Tid
CFTR 2% & OB 6 < mgEEh 5.

SIERER, BKRMCHEESBMEREID
DPB Z Wi 2L 88 % Z /- 472010 B i W2 fiE 411
BWT, —HOCFTR7YWMIZCTI /MaF

e
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VOBBRE LHT I AL AER T12201 #
R LBz T, RN CF L O EORE
fib CFTREBEEBICDOWTOERLEHT
#5435,

B. IRF £ (REE~DOER)

SAERELL 2 Bl BRI CF BUE R 31
% CFTR BEETEROMY % 17- 1=, fEMIT
HTRE295%, 25O BHERH T, LLcEhd
R4 HUEBE - BEEH D, 10f8F T COMBEER
BEROFREAL T/ WAEA THEg -
Tld FEE O PRREY - [AE IR A 5
L, &3 FERINE L -S4 8603 T -
7z (M 1), WEEE» HEFFEAYIC P, aeruginosa /¢
B sh, ¥TIC75) A=AV IC L5k
Hhadlik~rsos5 4 FR#RELBITSATY
B WRALICIXESTEHY, KR ¥
(LB EOFIREL <, Higdr, HToi
BHENLIEHREE TH-7-. —K, FhoCl-
WIE (37 N #4347, 40 (mmol /L) & 35 Fil (40
~60 mmol/L) T# - #-. CFTR #i{sF#H&ET
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(a: WO X BEN,

o L

ik, €277 /oOEEENYEEY— 7T
VAT L /.

P~ OB : [ HOMFBE
A - BEE PRI 2HRERS | OB
WT TEARAREBGHEREICET S
CFTR iz TEROKRE | FEOFE
KR A 9 7= DF9E ot i (42 ) 5 545 2005-5
LT, MM CFTR MET A RKFED
fRKEY, B EEr BERACHEYL -
E, RELREL .

kA

h Bl F,

)i

C. AR
WHEM 2 bic—HOT7T VIO T 7Y /192
T12201 (37T91C>T)ER A S h /-

T12201 {21220 BO7 I /EBH ALV = b
bAvOAfA v VICBBRENSCFTRO I At

VAERTHY, ChETIADOCF BH, &K

77K

-]

tasis) DB HFICHE VW TLHE SN THWLERT
H 51218, T12201 OBAER R EICB L TH,
FETAAERT I BEBORTWRWA, C
NOOEERELGIRC A4V F 4+ RO
BIE T Ak 2BRLEZOLNS. KAEH
IZEEPRAIZ 1 DPB O Mk 8 % i 7= 4 7= D,

A

F i APESUE % IR5RE (diffuse bronchiec-
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CFTR BB RSB OME X 8% & CT i
b: COREHMCT, c: BOWNE X @5, d: BORNERKECT

DPB & o %[ (=B L “C/Rue (= i 25 CF BU i
BTHAS.

¥4, £OMOESRIZBHL T,
WWICEWTMATOVHA—HOT I INVICED S
n, A Fav80(TG)mTn £# 1 (TG)
11T7/(TG)12T7 TaH - 7=,

5 o di A

D. #%

SEge Lz 2HEMTIE, FoCl- @#ER
BRERICH D, BRZELWOELTIHEWI L
b, ZEEHE)SIIHBNCF LV ey
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XL 45HCF, A4 CFBRHERLE
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AW 4 @HEREZ NE, FEEEIZ DPB
LEWETRERFETH D, FERRHUR T LIE
LT+ 2ERATH - 7o, HEE, #(=
FRHT Tl —HOCFTR 7 U WD ADT I/
OB £ 5 R AR S his.

ChETIC, WRIAZNIE CF O4TOR
RIBILR S T, HIMRE, PR, HiEEmesx
YOO ETEBESAEH SN,
NODIERTIEE < H—HD CFTR 7V i
fi] SO RY > Z LG Sh, CF-3
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DERAHERL 121,
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BB (EEAMIZE DPB & 5\ 2 Bl s A8 %
FEGERE) OB A #E L, ZOME S~
BEtL7z. %L HHEO KA CF M L,
SHICH—BRREDAR R4S CFTR Y
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ARG BE P RRM S (GBI RN
ST ERE S

CFTR BEFD 70T —4 — B OB

PFEEE A R

R TEE
EARR (AHBFEAFETHERTH)

=RFETIAIEE Bilc

AR ¥ PERADE, AT, AEFR (AR TRBUREESY)

[(AREE]

RS BEBBA (7 L a— B S MECSA, FrRIEHEBREEE2A), REALSALX
@12, CFTRBEFO/ 0% — 7 —FK (BREUIKO LHl# 2kb) OBEF R LT /2. £OK
B, BEFECHELTR-1523G/A0 @), —T7904TB @A) AR>Mm-»7. TFSEARCH #% fi\ 7= f#f
Pz £ D, — 790 i3S MMA T HFH-2(FOXD3) O GRLIIEF— 7 &2 Liibir- 7.

A. HRBEH

CFTR (& LMl 3384 % cAMP (K7 {E
DA FVF % 2IVT, ClI- LU HCO - ik
i TW5. EFERIEHELE (cystic fibrosis;
CF)3 CFTR BfETOERICE» TRIET S
W EASEEE T, KiE, BE FEE R
T, BRI S O A A v B X UTKEERED
Bt xn sy, EWRERE LM ERNW
FTUNMCRONAHE, BATBBRESRS LK
SRS A P S BRI CF #5829 5. BEEOR
ERE A O ERLERONT G LT
BE, R R AR C T IRE AR E R
(nonclassic CF) # #IE L 2+ W0, Thid
CFTRPBgM#A R L L0 h, HREMER
R39S RO SE SR R REET, A
KHAREE'?, BRU—Tig EHFEh L2,

BERE S (IR 5 REE, MHEL, STwr
2B LERT, BaEHESI LS. E
R, TVa—-IlEIUBRETDH
Y., B OpHXEH®EOCFTRIC £ %
HCO*- Fhc & » TR TH D, CFTR
BHREOMETIC & 0 BER AR TEIC 22 5 L REECK
AR SR D23 /xh LN RIEBFO—
DEEZLNTNSY,

CFTR B{rFi% 27exon L D7/ N14807 2 /
BBy ao—F45. ChETIZI000L ED
TR - SRHRESH DS, TOMB LB
BERREICEDRAES. WA ChETIC, H

AANOBEMLEEL LUBRHEAO CFTR &
ETRARITL, Exon9DAT5 A4/ 7#H
EERALIC 51 AR T S8 & 58 L OB,
EENICSRONHAREFEMLFEL TZ
7=,

CFTR (2 {FIR Tt ClI- O BRIIC L8 75 7=
¥, CFTREBENET 5 LTFOCl- REH
Wb, MU BEDTOCH REL N
FELRER, S EREE (60 mM) % 2
AERELRLED. B, DHEOBERR
O—Ic L CFTR BT OMMEAFREE h
7o. LpL, RBMEBREFRS LKV
L d -7,

ChE THFRREETFOFRBEOZERL L
USRAMT L TEH, 2V 70ORBED
EWICANHLEND S, BIEETOBREEKD
ERICiR 7 oE—2—HKkAH D, KxlkE
R T RS G+ 5 L0 k- TRBEAMEE
XhTWwWa. ErICEiTA CFTR BIGFOR
s A 2 A% A, Exonl O
Ei1.6 kb (& Tlo, #MEETRTHAERT
A LHEEEN S Y AFRERTISHFET S,

AWRIZE FOCFTR#MET O 7 1€ —
2 —HKOER L JU SRS, KBEFORER
Fiits L U CFTR RE~OFH % /v L T8
BERRIEY A7 ICRIFTHEZHOLMITST
LERHMETS.
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-1523G/A
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-895T/G

| Exonl

.

-190AT

1 !
125G/C

Bl1 CFTRRF7/oE—4—HEOTR - 58

¥1 CTFRfcF7/0e— 7 —fiIc L+ 5T R - 2RO

1 -1523G/A -895T/G =790 delT 125C
ER -0 G/A T/G deIT G/C
Tha—E | GG 64(985) | TT 18(27.7) | 9T/9T 62( 954) | GG 54(83.1)
1 B8 55 GA 1( 15) | TG 28(43.1) | 9T/8T 3( 46 | GC 10(15.4)

n=65 AA  O( 00) | GG 19(292) | 8T/8T 0( 00) | CC 1(15)

Rt GG 118(100.0) | TT 8(348) | 9T/9T 23(100.0) | GG 22(95.7)
o R o5 GA 0 0.0) | TG 9391 | 9T/8T 0 00) | GC 1(43)

n=23 AA  0( 00) | GG 6(261) | ST/ST 0( 00) & CC  0(0.0)

— GG 118(100.0) | TT 30(25.4) | 9T/9T 118(100.0) A& GG 105(89.0)

—— GA 0( 00) | TG 67(568) | 9T/8T 0( 0.0) GC 13(11.0)

AA  0( 00) | GG 2117.8) | 8T/8T o( 0.0) & CC  0(0.0)

(%)

B. BiZeH% [ m‘l] 790 At — (TG)y, — M4TOV

A/ 7x—AFaveEys (BHBKEES
PHEFHBAEZE B &0 TORZB A2 TR
B AR R FOBG |, RBES114-
2) AR A M 48 B EB8 A (7 L a— LS 1
PERBHEGSAN, FrRMEERAEHR2BAN B L
UER ALIB AN Z X &I, Hpims 6 A iMmERK
#0 DNA #hhitl L 7-. CFTR iz #HaR stk
D EHFM2kb A PCREICEDIMEL, B2
U=/ AETRIETRAZREL -, &5H
MATORKAERINEF—7BEICIZ
TFSEARCH # R\ 7-.

C. HiR&ER
CFTRBEFOTnE—4 —@HIKICHIT 5
EFER - 28
R1ICCFTRMEFO 7 o€ — % — i
(Exonl @ _Lifi#y 2 kbp) 2 FISE & W /=B T%
R-BWERT. —1623G/A BTNV a—i
MBS BETCOL LAR22 522, —T790
AT 7 a— SR RBEFICOA 3 H
Robolz. BR - 2ROBELH 1 ITRT.
Haplotype it
BEIZ BT i 2 OBIR UL O (= T 2RO R
6, =790 At % ¥ 1E M) Haplotype # %

(TG),; — M470V

EM2] -790At — (TG),, — M4TOV ——
(TG),, — M470
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B2 -790 4t & FFEFAD Haplotype

-790
|
ACCTCCTTGCAGATTTTTTTTTCTCTTTCA

HFH-2
®BeEF—7
B3 -790fhioEEMnR TSRS —7

frL7-. —790 At % Intron8 O D5 L &L %1
(TG)y2, Exonl0? %R M470V L E—7 LV
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WEEEWT b (B2).
EEHNA TR SR EF— T RE

CFTR #f{r O —790fHEDOEFICHFET 5
G BER & &€ F—7 % TFSEARCH (Z
LML AR BEE@EHEA T HFH-2
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7= (1R 3).
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HAIZH 5 CF ORERIWDTELY,
CHETHEDD S CFTR BInTFOER L
ROICEDTREZ 4 TDLDTHBY. Lo
L, BxiiChxTCicAARADBHEEREED
CFTRISHE R VT (FF hCl- R E R FE )V 2
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& CFTIR Bin¥ L OB % R T 5 REH
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Wi Y oOwERAE 2, BT RO ik
DER - BRI 21T /-,

&EIfT- 7= CFTR REEF O/ OE—4 —#
% (BRSO L& 2kb) OMHF T, 7L
a— SRR B CHEOBER - 1523 G/
ABXU-790AT HREL 2. #IiZ, —790
ATR 7V a— L EBERRBEIZOLIH
(4.6%, 7VIVHRE23%) RonY, EBLOD
AR S NA. COBRICML T RLo
AD CF FRTOHME (1B L, ZOMDOA
fTOWEIIAL, KBRLOBM LT THS.

- 790 AT (2 (d, &% K F HFH-2
(FOXD3 ) o & 6 E 7l £ F — 7
GATTTTTTTTTC 5. ZOEFRTIL
B TRAARD LN TV A, CFTR#
(T FEBLBH L OMAI A TH 5.

SHINOER - HRHRETRBEICRE
TWEYIL T 15—V T v b AETRHESTS
FETH 5.

E. &

WGt 6 B b K U A D CFTR BR{EF
7RE—=2—BKOMI & T- 7-fR, BEIC
HAELEBER-1523G/ABLU-7904T H R
2p otz T I B F MM A T HFH-2
(FOXD3) D ERINEF— 7RO LHD
Moz,

F. 2F3
1. Rowe SM, Miller S, Sorscher EJ. Mechanisms
of disease: Cystic fibrosis. N Eng J Med 2005;
352: 1992-2001.

10.

11.

12.

— 265 —

. Cohn JA. Reduced CFTR function and the

pathobiology of idiopathic pancreatitis. J Clin
Gastroenterol 2005; 39: s70-77.

. Naruse S, Kitagawa M, Ishiguro H, Fujiki K,

Hayakawa T. Cystic fibrosis and related dis-
eases of the pancreas. Best Pract Res Clin Gas-
troenterol 2002; 16: 511-526.

. BATEN. fib: BMRRORERE, FAESE

HFEG B RESE [GE s BIC 5
FEPIREE | FRI2FEFRAEE, 2001; p43-
53

. B R, EAER, BB MMERROR

fiEB A - CFTR, ME#iE=FE 2007; 62: 62-68.

. Fujiki K, Ishiguro H, Ko SBH, et al. Genetic evi-

dence for CFTR dysfunction in Japanese: back-
ground for chronic pancreatitis. ] Med Genet
2004; 41: eb5.

. Naruse S, Ishiguro H, Suzuki Y, et al. A finger

sweat chloride test for the detection of the high-
risk group of chronic pancreatitis. Pancreas
2004; 28: eB0-5.

. R, B3 ERSEIHHEAE S R

FORFHE R oW T [HEEREERIC+ 5
WEUR | PRITEEERE, SEmRdsEm,
p123-130, 2006.

. wHRHE, b DA EORERBHEHEEMIZ S

% CFTR R{G T2 RICH T % Wl [0 G
BEBICH MR | PRIBFERERRES, i
Wroes e, p261-264, 2007.

Noone PG, Zhou Z, Silverman LM, Jowell PS,
Knowles MR, Cohn JA. Cystic fibrosis gene mu-
tations and pancreatitis risk: relation to epitheli-
al ion transport and trypsin inhibitor gene muta-
tions. Gastroenterology 2001; 121: 1310-1319.
Anzai C, Morokawa N, Okada H, Kamidono S,
Eto Y, Yoshimura K. CFTR gene mutations in
Japanese individuals with congenital bilateral
absence of the vas deferens. J Cyst Fibros.
2003; 2: 14-18.

Ngiam NS, Chong SS, Shek LP, Goh DL, Ong
KC, Chng SY, Yeo GH, Goh DY. Cystic fibrosis
transmembrane conductance regulator (CFTR)
gene mutations in Asians with chronic pulmona-



