VI2TAEEE [RGB R BB & (EE TR B BRI 7E S )
oriRmE e

TFREBREEDT S 28— B0 & 2 BRMRHE DD AL

WHoEsa & i &

TSR (A & L
PR

mooR W B

A & LRIk

s & LB B

IR, hEA0 S (IEHERAHRAEREETRSE L5 —)
REAREAC (42 7 B 5 25 K228 B ok ;2 ),
HREE (= I L & W B R & OB,

RS R (AR RER BT B R
(NN RO o R o WA B R BN )

ug/g Th o7z,

[AAREE]

55 5 I ZEROVERRHESE (CF) & EVEFREO IR ICB W, CF BE (B 7 %, h10%, E#i: 1%
~ 395%) DEF 5 2 % — P ORGBEIE L HBEICOWTHRET L7z, oo 2% — 853200 ug /g LLF
DWEAV WAL (Pancreatic Insufficiency: PI) & 13124 (67%), BV o725 B (Pancreatic
Sufficiency: PS)1d 6 %4 Th - 7z. PLEF OVI4HEE (7.35%) 1d, PS 3% (27.3%) L W B o7z, fEhr T
A& —¥ix, PLEHT2+4 (mean = SD; range: 0~13) ug/g, PS B# 13566+ 140 (range: 319~686)
FHIGEDOHRT, 12%H0BFTHEP LIRS —EE2FHMRTX 7. AilE PI THh - 7210
%(0.1~125 ug/g) 1, 4Ed PI(0~135 ug/g) Th -7z, HilEl PS Th o 728 2 4 (280, 450 ug/g) I,
4% PS(320, 613 ug/g) Th o7z fEHTT Ay —¥IZL D PI OB,
72, Wik fFh I A4 —¥ 2L 5 CF Ok PLOZ» FIWICOF, FfllcKRR S N-BEREMTT
PRE LW AR O %, EEACOERZIZ A2 ZEPTFHOUEICHEETHLLEZOND.

fEEPE & BRI ERL T

A. THRER

FENMERRAESE (Cystic Fibrosis: CF) 1Z cystic
fibrosis transmembrane conductance regulator
(CFTR) &g iz a4 4+ v Fx %
VOBMLTERELYFERIE T 5HGEOAS BN
WEETH2Y. CFTR IZ &L O WIRICH
FA270 74 FA 4 2 (CD) 7% 6 2 KE %%
FEIL T 5b. CFTR ORREMNHET L L, H
{LERRBEOKRGTWIMRT § 5. FEEE, HE
RLMRE L e & OB WREAKETE 72 53U CTRZE T
L7290, EHONGMBRPEEIND. TO
R, bR B A Lo R, ZRaMERHEE, H
HERFREZS), PR o (I8 1 A R g, SUE SR
BRIE, MPANAD) RFEE - RERE R EEF RIE
Rzemd.

201547 H 1 HIZ CF 23| Icige s, &
Wi SN R SNz JERD S CF % 5k 7285
#1213, CFTR OfRelEEDOH M2 MET 5 72
DI, o CligE2ET 2. o Cl i
FE X 1E T 1340mmol/L Kiiii Td % A5, CF T

A CU B EE IVl (~ 110 mmol/L) & 7
A. O Cl EEA60 mmol/L LLETHILIE,
CFTR CI' 7 ¥ A VOMEEIEEEICEE ST
By, CFL3HT&5,

BLA Y 7 EIR & T EBRIC £ 0 CF & 3B,
FREEZHET LI EDPVETH L. SHOY
STHLHECIL, MPIRREE b geagfEE b 2 55 L <
F 1> T3 5. Stage SULEDSAE B
BOXTR & T B, W IR REAR A TR
fiss. % 1% (% FEV]1= FEV1Zillfi +
FEV1F I x 100) 390 % i T L, [EE
HyEHEL, BE, WHEE HEICSETS
(#22)?. %3E[E% (3 Body Mass Index (BMI)
TRHE L, 1EH, BE, bERE, EEICOH
T5(£3)7. EEM Q8K K 0 EBETIE,
Nt v A NV%BMICHET A, ZOFEEE
SPEETIE, FiBERE DM E AR EE 7 6 RGO
LD EARRRE e B Z E RIS L LT T
w5,



F1 TR (CF) O HAE L /74

Stage I 2 B KEEEE
0 L L
1 L (23
2 R T/ R
3 LIRS EALES &
4 HE

FR2 IR FREE O FEAERE 74

HIERE % FEV1
1EH =90%
BEE 70% ~ 89%

AR 40% ~ 69%
HE <40%

# 6L EOIESICEE T S

x3 FEREOTERELHE

TEJERE % BMI (18 Ai)  BMI (18f%LA I2)
B =50% =22
135S 25% ~ 49% 185~ 219
rh S 10%~ 24% 16 ~ 184
A <10% <16

CFTR O REN b b &, B E LA
L, EWENICEBBRIIER S, /INEE D2
5. BREMIIEE L 2k bin, E & AR
LAsEFT L, BRI MERHESE (cystic fibrosis of
the pancreas) & 72 4. BEORBEEIIFRAEMICMG E
D, RN EMERERE I E AL Rb R,
£ AL 75 A AS 4 (pancreatic insufficiency: PI) &
Y. ZOREE, JEHOMAL & AN E &
MWHRIAEASI I L, REEE L EENEE SN
L. —, MiBEEIHARLI VBT, 2ok
T AZEDSD H. 6 R OREFIZEE LT
X, MiEREEME A EMEICATS) 2 &1, WEETH
L. JEBHALL N B CT 7 & D4
TR X ZHEDRA SN T VDA, HE N T
IHEERZ b DI,

HA® CFTR #zF CIIHE D & WEET
IR & BN IR BE D BIARASH & 2012 7 - T
%% CFTR OERENIZ L A L JebN b EIET
X, BEIVWAEPD 2. iE- T, PI
OFEEELFIL, BEOBETERDFEET

X7 {CTH CFTR OHRENTER L T2, 7%
HFLTCOWLDHETESL, Ay —+
YR PL 2 I CE 5 HETHD
T WkOHA FTA v THRIATWLY,
KufgedEClx, CFAEEB L OMEEROFEF T
A% —¥EMELT, CFDPIZMEIIDHE
TELILEWRELTERY. RKifeTid, &%
5 [ FE VAL E A EE R A o kAR IS
BWC, FREIMER T XY —EOfEEIE
REOM D KL, FECZOFHBEIZOW
THME L 72

B. WA AE

55 5 MM VERAMEE O —RFRATIC, FEOH
1% Fedk L 7oA iiEsd Ca Rt 1) P =T X
Y — VY ORNEGRB L OREHDOL Y =3y 7
wEE L, ZERMERMEE (CF) B8 H g R
) CFEEDOTIREICHEL /2. FEELIC
FEMES AL, BRIH, FH, M FRLK
HLPAMZIE, HADPFETE 2L HIZLT.
FHREFEZEDL L IZREDFEE 15 TIKIE
L, BEL 729~ i & LRk =
(RE SNz, P T 2% — ¥ ELISA i
(Pancreatic Elastase 1 Stool Test, ScheBo *1)
(2 XD MIsE L7z Bl o # A (20124F) 7 O o
PRAFAAR & Al A Sz ik 2 e L 72,

(fBRTE ~ D BLE)

i I A% —EOUENIEIL, ALLHTER
WREMEE B S OAKRE LY 2172 (201248 H 6
H, 2449%562437% ) . WEFERUARAHEE (CF) B 8%
BIXEEBRACEERPH ), EREIESR
AT . BERHIE 2 R L2 ZE LRk
FAFERE S (201348 1 H17H) B L O EHEK
LAFPZEE 2 (20134E 2 H27TH) 1B W TR S
N7z, 55 R MERMEE S EE A 44
BRFE A B2 B4 (20144E10H 9 H,
AT H54992) THGER S L7z,



C. MIsEER

(1) CF&E#

LS 1 %~ 39 £ TI8% D CF B (BB 7
%, TE10%) 2 SR DO RN DD ), Frh TS
Ay —EEHEL7.

(2) BRI T RXE—EIZk BB BHEEE
T T 25 —EH200 ug /g LT OS5
WAEPD O BEHETBMES #, KT 4, B
1244 (67%) Td -7z, BN W ORIzIS B
¥ (pancreatic sufficiency: PS) i, %1% 34,
V3%, 64 THho72. PLEZEDFIHFE
W (7.35% ) 1X, PSEEHQIIFK) L ) HE» o7z
(K1), s A% —¥iE, PIEZET24
(mean * SD; range: 0~13) ug/g, PS HE& X
566 = 140 (range: 319~686) ug/g CT&h-7-.

ue/g
800 1
700 1 o o
{E 6001 © o
? 500 1 o
2 |
2 400
/)I-l 300 ©
T 001
100 1
0 oo T T T T T )
0 5 10 15 20 25 30 35 40
FHh (%)

1 CFEE =18 DiEkLfihTI A5 —+¥,

Q) FEhIZXFZ—tEOHIRM

Bl OFZE (20124F) B L OZF DO EHTH
FEMFEZ 521 F 72 CF & EF20% 0T, 4l
ETE72DIX12% (B3 %, KEI%) Th-o
72, SEXH0E B PR IX 164 (B 1754, i
04~274) TH - 7z, Hilnl P1 TH - 721044 (0.1
~125 ug/g) &, 4l b PI(0~135 ug/g) T
Hol2(K2). 72, i PSTHo7-HEE2
£4(280, 450 ug/g)ix, 4y PS(320, 613 ug/
g) ThHo7z.

ug/e
700 -

600 - O
500- O/
400 1

300 | o ©
200
100 1
0 OCCOCoOTR——— 0000000 —
Air[E S

2 [{—® CF B (n=12) 12 BT AFiH O T (20124F) & 4
[Wl DR (20154E) DfFEH T 5 2 & — Bl 2 [ROFEAD
SEI N E R S 1L 164

A — X NJIIHB M

D. &%&

CF 23858 124872 S, /N2 MRS E B BIE
JEIF 7R F IR E O SN RN 72 - T H 8
B LTI NLZ Ellhor. 1) NS
WAL LE i ) 73— B HEF] (20114F),
2)RET W OREERILT S5 Ny —
7N 77 (20124F), 3)ARIERIC & 2 5EK
YSE = HIET 5 N7 T~ A4 v v OE AR
B (20134F) pSAKER X 7 2 k2T CF &
HIZE S THIMTH S, RESN-BWEET
&, CF Ot & FEREFHEIREIR SN
TWh, INETOBMEEIIINZ, #H/-llHE
fmrZlhsimb-o7-. LarL, HRAD CFTR
BT EEROFHANOWTIIANHZE D Z ]
B EERAEIR & I Cl R o Bt il T2 ik
THIENRERTHBY, o ClEEDNE
i, BB O VY VA o v A
THFIZ LI >TWwAY. LaL, baET
ZTFRERH A A » B AEEY O AT %
55 2 ENHEEERIKID RN T WA, HfE, €
OANVE A F VB NEEITTE50D1EA L
L RsbefR s T, fgeras 4 R
SHERS 70 SRS 2 8 VIR
ZHh 5.

CFTR OHEREDIT & A E kbl b Eim 2R
&, BSR4 (PD) 2 4£ 5%, PI 24 ik
B CF IZEMEMD L . HAAND CFTR EfnT
TER\IMGRERTHY, =7 VEHOBZT
THEW$ 22 L IEREETH2Y. LaL, PIO



FE2FANE, BEOBMLTEENFEETX
7 { T CFTR OEREMNTELL L TV 5 ), AT
LTWAPHHETE L, JLYED CF BED
Pl oW, i 2 & —EOMELIHH
THO BRKDOHA FTA4 o THiEIEES R
TWaY, RIS 287 —EH200 ug/g LT T
HIUL, PLEZMTE S, SHOBHRATD,
WiE oA & S, #970% D CF #B3% 755 PI
THhotz. SRIOFALETH PIL & PSOEETHE
LI 27 —FDOLNVIEKRELSELRY, HE
ICEEE T 2 BE TV (1). F72, %
1EFOMBE 22T CHR L 2R, mrhls
R EARL72(M2). fE-TC, SROME
TIN5 7278, FEHEAE (200 ug/g) LIV D
%773 CF EBHEDAMNE, 1 ROHE THEZEIZ

Pl OZ W geE Ebhd, 22 L, PID
CF BEIZ CFTRRESIZ L AL LW L2
MLl CWwbeEEZLND.

AT WAR D HIUE, w78 — 82
L OBEMTEEOBEETH L. BEDOFHL
PI ORI 1) % BiuEsh» s X )12, fEirhr
FAY—XIZL) Pl ZA41ETHEEIZSH
THETH 5. PLIIREREDORKDOEKTH
L. RN L CEEEmTEE v G TaE N
X, CFRBEOER L ZHEIIZTITH I LD 6
T 5. CFOTRITFREIRE &L HRICHEEL T
B, FRENRVE TR RWY i
TR —EOWEIEE=— XD E\KKGE
R SFO RS AT 2 BEEOZEE IS
HAFRSES2 D HE SN TEB Y (20134), T

F4 CFEREEBOFH & EELHELEICBI2HPLT A5 - OkE

i 6 A 187 A | B
Bes o3 A4z (PD) TS 28—
FeReheE % BMI | BMI
I [ % FEV1
A CFEERSERFRAER
1. BN BT
o mnER > FoOZAR(CHERER
4. RIEE

7L
0

HY
<200ug/g

fESN 2 b A2 Pl

=L PS

1) 2)

40~59 mmol/L

<40 mmol/L

EH

e EhIs>RE—F
7L
HY
<200ug/g

fEN BT E PL 7EL PS

3) 3)* )

Definite CF

Probable CF

BhISRs—t || EETRE |

FEB || ERTsRs—+ | #ETRE |

K3 FHClgEE L fERTT Ay —EOWlEIZ L % CF ORK 7V T1) X 4



XLPRTRLKBEENLZENEEINS.

F AL R OFEIEEH ERLLE L BEOEHKO
MRE T, SRIOHELRETIE, 6K
- [ 52 4 M RE CHIE T E 2V LIZHh 5.
Wk, CT % CW{EZWOREIZLY ZDZEH
R B LENSH B, JiEEILCF BREOT
HBEROLHKOKTTHSL. L2L, CFTR
DOREFERTE & i E O BRI, FEIMV ST
CHATIE v, CFTR Okferdebn s &
KA DR HSA URB DS 9. RB 2
WD 72 ORTRTE 2 ) T T v ADEEES
5L, KHORBRLFELRHET 5. IFH
L7 IC# 7 B BRI AR IR W AN EE T 5
E RGeS A U B AOBEREIIRE L 2%
O RIEMIEIE, RS WSS & 5. LIk
L 720 i Bk A S 3R PE DD TE WS ' O
DNA 25t &, b oMM 2 Eicm o
%. P1® CF BEDOSZHEOREE I ARSI
F 0, MRERENTTREE 225 6 T A 121,
RESILHRIE 2 & O ESBHIELT 5. P
F—EBTINT RN T I T O AR
X, COIREDHETEESELY. FHhIT A
5 — ¥ ORI EITESELTTREME D E WV PLEH %
ffifE O BRI OB Tl L ¢, RIS ESE
B ARG T H720ICEHTH L EE
bbb, K312, SRIOBKEEIIHES 7,
THClBEEFPIT Ay —EOHEIZLS
CFOZW 7TV T XL%ERT.

E. #5aR

55 5 [ 2 AR HEE (CF) & EE iAo —
KREIZBWTC, CFEHEPBMIT 4, &0
%, i 1~ 39%) DRI Xy — &
DR BEREE L FHMEICOWTHE L2, fEh
LT Ay — ¥ & 0 EEAT A4 (Pancreatic
Insufficiency: PI) @ & 124 (67 %), WE4¢
W DRz S B (Pancreatic Sufficiency:
PS) 6 %A HESHIEHTE . FhLI Ry —
Y2 LA PLOZINIL, MEMEEFEHEICERL
TwWa, FilRefihr 2% —-¥I12L %5 CF
& PI ORI M A EAE L O AL R O Pl & T 1%
DYUFICEETH 5.

. BEX

JELAE 57 R F 58 B Al B e v 1 A T R
Wr7ediZE R PER BB 9 2 AT
oMt . BERGHEEOZEDOFT] & (KM
B, ORIEE M) . 7 — 2 AT 1 72008,
TRFEZ, AR, B E N
FE DR ZEZ BT 5 FRE B O FFH A4 & 5
ST DML, V- R264F B AR 57 B i
e & (B TR B BRI R 3E) 4
HBFFE RS E2015 ¢ 74-79.

RO E, BOAREEA, du=, AR
IWARBF-, FgEmrw &, EEER, HHHEL
Z, PrilE . FERMERRAEE B O SR FEET
fifi. ~PRC264F FEIE A 57 @t hF 78 2wl B 4
(BEGMERE BBORPIZE ) B se i
#2015:7 1-7 3.

Imrie JR, Fagan DG, Sturgess JM.
Quantitative evaluation of the
development of the exocrine pancreas in
cystic fibrosis and control infants. Am J
Pathol. 1979 ;95:697-708.

Durno C1, Corey M, Zielenski J, Tullis
E, Tsui LC, Durie P. Genotype and
phenotype correlations in patients
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Gastroenterology. 2002;123:1857-1864.
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2006;5:71-76.

Naruse S, Ishiguro H, Ko SB, Yoshikawa
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H. M@V EEDLRE - BFIKR(FEZETE.)
1. FEEFHUS B
2. FERFEEH FAL A
3. ZOfh AL

B Nk N - AR A VA Al A= N O D
ﬁ%ﬂﬂwﬁ@ﬁ'ﬁiﬁkﬁwﬁb E&
AR R PE s A - FEE RS NRIRRES: )
K g, BIE Eﬂﬁ% RV EH L, E
SRR RE TAECE R ANER s b, 5
WAT 4 vty — ANEE SIER], ER
HRFESE WPREENE R E, HARER
KRB/ ISR WIERNEE B ZER, fh4s
NS Z S L Ef Y v ¥ — BASHe L
B, SRS ANER RS, A EE R
Togwbe ANBE MHER, REFRT, 45E
T VEEREE R v 7 — /NBAVEE ekl 1, &
T AR A Iwbe /NEEE g %2, S/ MR
e /R R A, ﬁ%ﬁ%i%ﬁlﬂfﬁm AN
B/ NRFRETGRER BB, SRR T
FRbE ANERE EAKRER, WENT, SR
AUaTEEE ANEERF AT LB JLIUNR A EEE N
B REEeZ, /INEEEY > Y — MlREENE H
T, ENIRERERE T ERE E ~ & — /R
B AR, RIS ERE M SR E
fRHHE—, FERBRFEESE ANEE JulfEs
MITEZEAr



BEH B 7 > 7 — F O BEL

FENVERRHEIE O EIRER D ONTHEE DEE~DOT -y — A BREW

Z ORI, F 5 RIS EREREIC BV EH DN E ) TXNET,
AEIOEEFHEICATE LT, LD 3 SOREIC W HEBEVLET,

1) FERMERRHERE O BE AR B9 2 A
M DO RENED B OARKFRIE - S MR F S oM R 2 =17 T, 2011
@ IOV N—BRFN A3 2012 FIKE 7 WIROIEEEAR TS E LRV —ET
V778, 2013 FATRRIRE IC LA KGERGME A HI 587 T~ A2 > O E MW N EE
NEFINFELT, 5% AEEZ BRI T, Zhb03A 2RI fE 95281280,
BEIADOTENEETDIZEN, SN TRBYET, AR OFHETIE, FHAETFYIRIX
FI19 F=TLER, SRITESHB 22T LS EREE T2 EL B TIIR WM N D
EEDNET, LinL, A4 OFFIRLRFBEOEBICKMZ RO, BEBHBELXITHZEL
HLUWVEFESANBONALZLLHEHE T, 22T, BESADORLIRNEEREL T AL T
NTREB BT DI ORI T2 EBWET,
HIRBSROEAR BT EZFRVNT, F: [ 10 » A9 5L LT BEZEr Hil S TEd,
FEZLIZ— I LTS, RO EALIZ I D AR HIVUE, [BIEZFTEAL TES,
FEHE TR B E TRELES A RIEEFFER TORLTESW (F]:2 F4% 2
BIOHA. 3 FEEELT2ELL, 4 FEHITZ 3 FLLTLIEEN)

2) %%éﬁ%f$%§#®%f$®@$%ﬂﬁﬁ

CFTR Bin AR ORREZ L, BRI IERE R, BEREIER ED Y 27 )3
mié&éhfbi?#\HKAT ﬁﬁ#%@iﬁhoéﬂi\%lﬁf%éﬁﬁ
RBDOPIREDORERNZHET D HDTT,

3) = F A& —8IZ X DS WRERE DR B 22

B S DRI WHERE DR AP =T A X —EBOWPEIZL VAT LIV &
BWET, BAADWARDRNEE S AL, TRROET & TSN WHEE MK T 9
HZENDHY ET, ISTOFBAREIZEN, 2l 72T 5 &0 TT, SRIES
EVLE— Ny P ERBEIMCBELWEZES, BENLEEL TWEEWTHLEHET
7

BICLWVAET, BICERAY £33, THHDIEELA LB LET,

Rk 27 6 A

JE A Sl TR IR B SO IR AT JE = 2

HERMERER BRI BT DR AT AT
FeEA Al

SRNETEE AR . AR T




