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Wr 3R P PRSI ST B 75 . E S ARG I SR S

i DR s Bl A 55 S EORUIR A ) 7K A AT et 2, XUHR A 4 4 BR 23
iR A 2D — T2 A

(1) HRERERK SRR

(2) HFIEM KT 0.02 CRHBEFRFRAEM 138, a0 5A%EH AR J1 R 8
HATHED

(3) WEFPAR/NT 5 .

8 PRI B A5 5 3 B0 T s R LB SRR BE R IS B T e K A S8 Ak
Ko BARBERIZAI IR KA e Ak, TRAIRIAIEL 180 RIFBURAIMEH K
A2 180 KJm, BRI = RTS8 e e A, SRR LIE 2
Z(F) R

TR ORI, L8 St 1 DD Co B AT PR O JUE 0 5 B i A
HIFAR.
FITAT AR DI o U 0 Co BEE FREREE A N T AR AN DR B YL TR A

Fa RUR M BEAT P . AN ATt oA S 808 B P B IR Bk R, IRIKRILA
FEE PN D RERRAS  REMAT N S AL AS B DR 55, L H W ARTE
Bz B NI . U Skl 234 (CT) | iR S (MRD
BOEH RSB ER (PET) SR B EIESL, AL RIEAR
12, HAuw e Sy E b — Ikt

(1) B A VRS A1 & RFE A4 AR 38 s IR % R VP € =& (CDR,
Clinical Dementia Rating) ¥FALZ5SE N 3 4

(2) HEATERADFTEER, TEMAL T8N A H & A S 3
=IE =T F.

R 7R IR RIS 22 A1 R At I 2R i SR AN PR 3 Bl A

TRAL AR Z HUMAE S 0, SR N EZE A 0, SEME RGUK A
M ThReREnG . U Skl EEH (CT) | BRI A (MRD BUEHET
KATWTE AR (PET) SR A EIESL . M4 RGUK AR DI ReFRES

TR0 180 KJm, 3R T 41 2 /b —Fh i

¥ KARTH: i EEHICREIMIFEREZ R, Z2EFB06YT 180 R, idaddiif BT FBikE.
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(2) WEFREIISEaER, Bl™ B MH A A Ty B Pt

(3) BELWBNFEEIR, TIEMILTE BN H W A 53 1 )
=SIE =T E

R AR R G RIRAT VRO, ImIRRBLUNIZZhIE 52 . L1 R B
AR ESE, MR ERELERZ, HIOUL B EAERRIIEaLk,
TCVEINNL TE BN TRFE A H H A TS Bl i = I = IR b
MR EREZEML. IHERBINGESIEAEREVEE A

TR DTREREONIIIRE ,  HLITIEEBE A (o Th AR A 3 4 B (R TETAR K 20%87 20% LA
Fo EREBRE CPEBILE) TR

Fa AN B I R () I Bl K o g R e Ve 3G vy, 3R AT MR R R BRI 1 R e
O & K AT AR 73 sl e 7152 PR, A BIEBAL LR %S
(New York Heart Association, NYHA) DINESMRASE IV 2%, HE AR
A FIsh kP EAE 36mmHg (5D BLE.

re— A PRI R G is B 2 T KT VEAR O, AR AT IR WL
AEAE S BEATVESEBERRAAE SRR 2 BEALAE < WL 6 1 I R A A
KM RLTRIELTS, HAUH 20— 0k

(1) 7™ SR ML Mg PR Ty B P

(2) WL URRS S BU™ BN XE, HOLRREAEAMRIL 7 X (&)
PAE;

(3) HEAEIHRI AWK, ToiEMALE oS WEEA H A5 3 o i
=T

RO B M F BBOE F RE e ek, adBtaar =L 12 A
7 58 VIR AN Z B T PR ) 5ozl A By 7 T Bk 2
PO B R 2R P S5 5 B8 /1R R ANE DRIV A

i R R 1 D) B M RF S PR a2 vl S 3 L R PRI i 9s 2> K I /)
BRI, HAGH R T B A Ak AT

(1) B HE 5 g A Bl BEVE A 45 SRS . B BN M i AR FR B IR
f 25%; 1= TE 5 ) 25%1E<50%, T 5% AT 3 L2 i 5 < 30%;

(2) A I R AT A UL = 044 A 0 79 10«

@ LA 4 67 <0. 5X 10°/Ls

@ ML %< 20 X 10°/L;

@ M/MRAXFHE20X10°/L,

T8 NIRYT F BN R E keI, S VT (B lEs ) 5.

0 EEALA PR FES (New York Heart Association, NYHA) O IGRERAS S : EEALOMFRFS (New York Heart
Association, NYHA) ¥LoIhReRA 4 A VULK

I g% ORI N HFE WSS EAZIRE], —BEshiATIRZ . WP SO R AR

I ORI ARG S0 32 2 BR M, KB TEH SRR, — s 3l T B0 2 EIR

Mg o ARG BB Z R, AR TP —Ad 2h B 5] e fiE k.

V& DR AABENFAEA R I3ES), ARERES T AR ORER, WE3IEINE.
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(1) 5 J2 T R PR PR i

(2) WHTheess—FPH IS AR (FEVD (5 TTHE R E 43 EE<30%;

(3) TEFERA MRS, Sk sy & (Pa0,) <50mmHg.

fE—FEPE R ZE MR K, BARHENERI e 2 BB (Crohn Ji) FEHZH LA
P, FURIEAIURELARS K2 Wy, H O 2 0E R E T It A i
BH B % AL o

TR Soan PE LR R LI SE B AN B I Sl %, AR O R K4
S5, RN EI MM R G ERERAARAE, AR I8 2 200 B 245 512
Wr, H A 1 25 )RR ek nl i R .

& — b DL R PR A B R v8 VE B IR JE AT B IOk« LA N I o B 5 B 4P 4R AL
NFEREE R A L0 . A LR AWz W, IF 400 2 51 2 /0
#Iﬁ%’ﬁ:

CL PR - i 0 s A 3k 10 A 8 Dy fire ) Jo £ A4 A4 A0 7™ B il 3 ik v [ o 7™ 2R
it 20y fok v s i P 20y fok s g R SR A 08 v, HEAT 1 R R T 3 B 18 A
238 MK AT B4R ) iE B RE ) 2 PR, T8 2S5 H A L)L ERT 72 &
OINRERES T IV 2, Higg BARE T Iish k-2 i id 30mmHg

(2) OfiE: O RESZ Ik B 56 B 41 2400 IE 27 2 10 T R 43 b 2 0
TIRE 1V 245

(3) 'BlE: B SBOUE DR AT Y5, 52 REEY.

JR R PEREAL I AR 28 48 — PRV IR AR SR B4, JLRRIE 2T N . FFAMIEIE
R AR 1 20E 1B MR gL iB i s as, HFRASEGEEHE MR EN
REVTIARUE TR L . 00 2 T 51 4 44 1

(1) FRelM sy s

(2) SRR BEEHL R RN &, yE ALP>200U/L;

(3) ZNBEWATHREER (ERCP) AR B2,

(4) HIURE AR A4k BT Bk 5 I

R] e i R A 5 1% S 4 R P R s A M R B 8 N AR B Y TR Y

Fe PRSI, R B OB NI R BT A I AR
B IR ARSI VLU A, R 2000 2 R 1 AR ok

(1) ZLHLVF P2 W

(2) CT R XU /R 8 P S 1 2T

(3) RIS ) IR A

(4) ZARNFNT B E RHE AN B EZFAT T AR
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AR TAHLT (WHO) ARIEPE 48 20 7.
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(1) EREFAZEM . B /INE 248 K 8] J 2T S8 B XA s
(2) "B Dy Re L8 PREFAE ]

(3) W2 B HLUH G E «

g —Fh i Gl (AR Ba I 35 A% (A A A T R 5T, DA IR0 R 1) 4 43 2
i AR AT 14 905 A8 T A I A A R DU A O HOm IR R AE, I 2000 2 T 314
A

(1) SRR

(2) MAREEAR (K-F )

(3D IHL7 0 IV 4 W B 1 PR, R 38

(4) M IEER2 .

BA VKRR IUE T EAZ ARG R “TifERbR”  “BEMER, TR
PERHE . DRk 7w BRI,

A AR GAE L . IRRRBUNILEF R BB ABEIE
gy, AR M BLREAT RN RO, MR . IR
R A AR AN H A 4L 2 P PR 809 B 1 1 B2

AT MR N IEVT VR AR (progressive familial intrahepatic
cholestasis, PFIC) J&—4l# JetaARBaPE B AL B . R 2L PR AR 3 5L
REAHEWARRE RS, A PRV, B IGRR B # AT i e, ™
HIEFE. (PAAFEEAKZ EERG, O, RS YL R = N
M, AR, NG TRIEARRIZE, Fa AR,
AR RAAR 5 T B 2 % R DRI W & Rk s, AT IR R R 06
7o

At Ji7 BRI 5040 JE DR AR JH AN E R e 3 B S o

H 5 G BNk BT 98 & — i B ERLAS B PR 08 A B PO R SEAE R A, LA e
FENURIBRIR, 2 A Bt XTI AE B S PUR PR S B0E & e SN, AT
IR BT 4 & ST T JAE SR AL, BE T A SN TR AL o i 25055 2 P AT LA T
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(D) &y BREE A A

(2) MR AAE SRR B &R hiik, W ANA (BUiZdiik) . SMA (3T
LA L BT LRMIL HiiAksii-SLA/LP ik,

(3) FFHETE AL S e MEAT 4% 5

(D R CE H BRI i ik it R 0 5 i o &5 A A R T

TRE S RS EIRR (AR FeatEYE BB RZES FEE FRE
EFNEYE'E LR E R D REIEOE . DA R BT A AR

(—) LI ERIERAH S, 568 LR i2WbsdE:

(D MRS b AR R FsER (ACTH) KFll %€, >100pg/ml;

(2) IMm¥E RGN, M SR I MEEERN E, S NERM S B
B IR T REIRR AiE 5

(3) "B b 57 Jii B 2R (ACTH) AR50 5 s it R 1 Vb Ji 2 I B e ik
IBE .

(=) CARH R R RS AR T 180 RUA L.

B ERRGE R HIV BB G IR B 35 iR 1 b i 5 T
REVROR AN 4R P E R B2 53 D RE IR AN PR B B Y o

iR — MR R R R R M, TR S 2 AT, CUA
WG 52 SR A O H Lo TR T S TR I ) AR AL 3 BUE M R
W DR . DA A B ITA 41T

(1) W50 X 2650 B8 TV B, BRI 2 b4 41k

(2) FRAANTT IS NS PE PR ThRE 5 0h, IRRFFSE 180 K HIBL Bk I 44
g3 (Pa0,) <50mmHg Fzh ik A AIE (Sa0.) <80%.

H e e 5 5 R SR s, FERRRICNTF. 2 DS AL
B, HE. @®AVATET AR T RIEAMIZ A ER T2 N
i, A T SR TR — T RORE

L) A w52 98 BSOR 28 I ACRE,  HL T B0 1R B 0 B E S P 1 R 2 T % SI2 56
FERE AR

(2) AWK FFRAE,  H BT 8 (1)1 R 2RI A S 56 = A B R4 5
(3) HONRIFRE, HIFBCOMEY KB 775 58 G IR RIS S5 %
K AR o

HHR Fanconi ZR&1E, faimu B /NE R DhRE 2 5l i — 4. A&
LRIEAZE, B2 e 520 =I5

(D) RS BBV ERE IR . A R NE IR B IR £8 K 5

(2) My 2 H RATR R I | ARG PR R I EE BT o 1 /N R HH 255

(3) HHIUE RERAS BB B T BlR B 45

(4D BB B4, BRI RS a2 B BRI
R BR 2 i o

fo— Mg WA S B AT, FE R KE ERRA A, F BRI

FAT RIS IS s RS, AL W 21 R BRI (B0 B R IR B R D RE AR

T, M LREAZE, HofdEkE EAERE ek, ik

SLSERSTUEA H AN sh R = 0iek =l B, sz 180 K.
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AN ZESE . DU ZE MR . MM A ESh. RIS . A TRHEA
iz, HETAERE S Eaek, TR 5E BN TEA H AT
S =me =l b, FFsiEs 180 K.

FRWMAE T3 — N A4 H KRG AT DD RERRAS,  MCIRLE 20 28 i kS
BUESEA BUR R R EANMB R R TR G ERY, @R EEZH S
(R W IURE T 802 28 B DU RERRAS 25 500, FRE AN EER W5 96 /NS
PLE, HIHFZDWE LT — 4 briE:

(1) PRI sy, 58t T &S B E MYUE <697

(2) B Thag e, RIS M M N & (DIC) , I /N B 11 %X
<50x10°/L;

(3) FFIhfEA 4, MAAHZ2>102 nmol/L;

(4) LIhReRE, TR H5EOH];

(5) HIMHENERERE, PS8 5% (GCS, Glasgow Coma
Scale &5 5889 7308k 9 LU R,

(6) 'BrhpesEsl, MIENIEF>300 nmol/L HAFH &R E<500ml .

M I AE 51 AL 1) 2 2% B ThReRanG 28 A AE A E PRIEE Y

T8 Bl OR B6 N DRLCo UL73 5 5008 1 4 T 8 49 26 36 7 AN AT 30 1A 1) o T R T
o WAL S BT LA 254t

(1) O Th e TE v RS k 3155 B AL L0 O E G 27 £ O THBE Y bt 2 00 T
Be TV 4%,

(2) BEORES N K AT M IR S5 8 RE J1 52 IR, A BE AT A4k I3
o

6 28 6 IR B kit B 4G 25 B A 12 W7 R 8 B 7 R AR AR, AU 2 T
G2 — oA

L 72 bR T AA e RSk R, — LM E s sE%E 15%0L b, H—X
I A s 35 2 60% LA s

2. FERIRE S S Rk, &b — S IEiE % 75%0L L,
FLAR R S I A R 1 € 60% LA L.

T TR ST A SIS A2 T S IR 0 S ML R A e IR 30 R 1) 43 S I A Ik
AEANE AR BE 1) i AR A

T At LRI N AT P 200 JUL 98 14 995 22 5 35000 Th 6 408 35 328 il op 48 1R 7k A AN ] 0
PE O DY RETE MR . DAZIH AL T DL R 4644

(1) O Tl BE 3 5 2 FE 08 1) 5 [ 41 240 00 JIF 995 2 1 0o T BE 0 b v 2 0o T
Ae IV 2, B ST BUR T 30%;

(2) RSl 180 K LAk,

(3) BEORRSE N K AR PE PR T35 B0 RE J1 52 R s ASBE N SFATATT 4 075
) 8

FEAPC ORI 81 188 AP it 0 92 5 5 5002 A1 o0 ) BE 457 75 36 F 7Kk A AN RT3 44 )
THREIE I o L LI RE 5 35 R JEE T8 31 56 [ 41200 I3 2% 2 1) 40 T RE 0 s 1
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1. 4 FFER MBS FRUE SEAm AR B VE OB, HS DR R Y4
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JE B EF 5K
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(1) O IIREEE M IA 236 B AL ONER 72 O OIRRIRES 7 9 IV R, FFHrs:
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(2) SEfrgesZ 7 UL MR — M FEARB AN OBEFIBR O ETIBRTFAR: W
BIEF DI SN FT R s A w1

ZRfEEE . BT LTI F AR DR T ARATE RSN A .

Fit DR LA o JUE 5 e e 1 o LS 5 008 P P O U R 0, o R N S
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L. Do ThAe vl FE B IA 3152 [ AL 20O lE e 22 2 O T RE 23 SRbn il 2 O Th g
T2 8% 1V 245

2. Jo YA EURT 35%;

3. A EEPTKORK BN 42 = 55mm;

4. QRS Ff[E] =130msec;

5. ZMNIRITRURAME, AER.

RO P EIAE s BAL A XL b BRSO S R AR, AN RE I H M
B0 B HPONEAE YRS, AL T I ITA %A

(1) O BB oR 5 SR ARST, = FR B0 IR/ 73 Bl

(2) IR —Hr25 B AE a0 /) 3 v R A T
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(2) CUBERE T B 1R 35 IR BT A o 5 546 047 0 2
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