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e — A X 22 RGeS A 22 T0 AT VE AR RO, AR REAT R WL 4
RES HEATPEIEBERRBE . SRAME M RAEAAE . WIS APEMI R AEALAE, ZAHK
BRIEAEWS, HAGH 2 T 52D — Uk

(1) ™ ELNH A A D R 1 5

(2) WP LRRER S BO™ EIFIR N A, H OZRFSEEHIERAL 7 R (&) R
E;

(3) HEAEWERE R, TIEMALTE RONTUEA H & A FEs =
e =1L k.

RGO EESNM F R BUE S R e ek, adBiarELS 12 1A
7 58 VI BR AN Z UL TR BR 1D, 5 Aol Il B 7 FER R
O EE R AES E WL ERETER A,

i R R I Th eS8 1 R el M 3 vl S B T A R 4 B 92> B I /N D
A, HZRGH R B A AT

(1) B 88 5 G 7 ol SRS A 45 SRR S . B BB 40 P 196 A R 3 < IE 5 1)
25%; WI>IEH I 25%(E<50%, TUARAF )38 1 40 i v <30%:;

(2) A LR AUE A LA = 100544 A 1 7 1«

(O r P 24 i 24 5 4. <0.5< 10/

@ N 232141 a1+ $<20x10%/L;

@I NMR A X{E<20x10%/L o

TeRIRIT AR BORE R Bk, St T (Rl s T BT IE
CE RGN BATIDIRR. B, BAbmiR Eshbkoie . Eshhkelyi)s 2
BT AR ket £k, Eanhk S ML G553 kR g 3 3)
WO . NEEFEDK EZRKSFEERKE S ME .
FR AR SEHE Bz FF R ENBK A /T NG TT N ERBESERE A

T RS PEIF IR R S5 T BUK AT I I RE I 3255y, I B IGTT 180 K
JE i 2 AR BT A

(1) ST N R A 4 5

(2) Mlizhess—AH AR (FEVD) 5 TAHE R E 4 Eb<30%:;



3.2.27

3.2.28

3.2.29

3.2.30

3.2.31

3.2.32

3.2.33

e
Ve

JEH R
ik K

R %
JG CEERE
MR R

e
HREL B

7

PEHERR
HHELTHENE

Vs V=E- s/
FEVERT K

WRIe-II7
LR
HE

39-9

(3) FEFREARA . WA T, Sk (PaOy) <50mmHg.
fa— PSPPI SR i 2, HARRAEYE R 5% B (Crohn ) i B4 21 %
Ak, R AL H A ST, B O i T A i P
L.

TRAEA B vk s AL SR B RIS RS I R, AR DG R el
W, DU BRI AR GAVEAERARAL,  SURYE AL GUm B 245 sz, H
SRS W) 7p7)] G b sz NS

RPN R R W AN AR AR A KRN T B UZ B0 2 2 HoAl 2%
HEALMHEN, ORI IST ERTFARIRIT .

R A S AR AR T AR DAL (WHO) 2008 4E4 A5 %
PR M YA 1 B I A0 R R SR AR AT B 22 -1 (RAEB-1) . MEVE 14 7% 1 40 B
WL R IR I % -2 (RAEB-2) . MDS-AK7%r2% (MDS-U) . MDS £ 5
gl 5q-, HFi 2 FHIpTH &

(1) HFRATINAT B2 B iR & R EE AL HE

(2) BB 7 R B B VA 45 S S S s

(3) WAR N CRFEE52 30 KU ERAL)T SR C 2 B BE R M VR TT -

i VB R A 2 A S D DR AN B I B S P R AT R A B i, A REANE I, SR
IAHAT ST R R EERER o AT AR U5 15 Bl 1Y) 375 2H 2R 2 R ) i
G A FRATTA AT 1 B2 B MR B BHE A B2 b, 32056 841
=T, HAFEZRRERS: 180 R & LL

(1) IM4LEH<100g/L;

(2) E4TH#>25%10%/L;

(3) AhE I E LR A > 1%

(4) I /MR TTH£<100x10%/L .
RTEERESHNS L BT E A ERETCEA.

B G2 11 T 98 2 — i I DR A BH 02 P B RO R BB 98 P i, AL B e ML
BN, AR I B S PR PR S 3 E & e N, AR -4
i3 BT 28 SESR AT, BE I R A AL . A A0 2 BT DA 254
(1) FyBREE (A MU

(2) MR FAFLE R E S R diik, W ANA (FUZbuil) « SMA (i
SE LAY . F LKMI HiikeHi-SLA/LP Hifk;

(3D R vi5 AU ST 92 1 T 48 5

(4 R EH UK T8 B ik sk AR R S5 A AL R B

CL=A: 280 B Grhuik, I G N A T 1) 98 R AR I 1 A4 6o 8 M 20
R L BEARIE (1912 W7 06 200 e FRAT I AT (1) 12 e 5 (1) S 2= B R AR AR o
A F T REE ) R G A BORIER T B R G, & TSR
N, FFAEEPREIRYS (SN) KFREWE R M, vE., Vi,
VI 2 BiAn i .

E bR B IR 2E 2 (ISND ST IR B 48 1) 43 B b -
D32 R BRI I 5% 5

T8 2R i A ORI 1 5%

TR — Jay o 448 A5 AL R P 1

TV B B/RI8 T B 1k B IR P 100 25 FORE Ak BRI PR 5 45 5

VI JERIRIE M B R

VI E A AL BRI PR 1T 2%
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A A AR AR TR DRI DT AR A 2 A K 2.5 “ TR bR AR PR
Wi, e RUEMGIE . BB Gk HIBR .

RN H GG EhRe Xal, 'S FIRAZUREZ8, MR B 5208 5 i
FINE ERR R R ER B AT AR TRATIN AT B BE N 2 i B R A=
Wiz, HA LN =R &5 1E il

(D 28 BRI (ACTH) Rl

(2) MRS R iz (ACTHD 7Kl 7€ 5

(3) MF'EZRIEME (PRA) WIE.
ARENEIEHESRENEZRILS IENEMS LIRS E, HMERES]
ECHIBRII .

Fo—Fh LLR BRYE RIS M R B JE AN Bk I3 . PSR BS B 5 AR 4R A R
TERI 5 SRR o AN AN FRATTIN AT 1 = Bt & B A2 B2 BT, 3 2000 2
N BTk

CU) Bl it 72 3 T A e 2o il 160 Joid 28 24 A AN B 3 ok v s

(2) OHE: O IhEE 2k 3 3 E 4 29 0 % % = (New York Heart
Association, NYHA) OINRERS 3 HIVL

(3) BAE: B4R S EBO0E DhReS A T R v, I8 B JRERAE
UTERAERETEE A :

OERMERR FRERREIERIRE) ;

QRERS M AR BR A ;

QCREST LR &1

e — MR ARG AAE, HRRE R F N . AN TE DR 41 4 fh 4 98 E 1 T Bk
A, A FEGE AL EN K BN . AP N B AT AR 18 52
LRARER AR, FRAUH 2 T A A kA

(1) SR EEEA KRR 5, MG ALP>200U/L;

(2) FropEEE R L,

(3) HBLIE - A A B 1] ik o

E b B E TS A AR EEEE RN ERETCERN.

7 L 3 P B AT 3 BUN AR I RCRE AN A A2 LA BT 254
(1) DIERHR 73 B4 HR /N s
(2) FEEMANETRSCRF 90 KUL L,

FaT i B /NVE T RE 2 SR I — 4R A . A BA TN AT R & BHEE
2, B2 2 T A1 2Py

(1) RS E DU TERE R . A S BRPE PR BB IR £ K 5

(2) 1B A I BB IAE | I PR IR MR BT 3 /N PR P 2 5

(3) HBUE BTG B B R BOR B2 A

(4) I EBEFT YN B R A AR £ i o3 A R UKD A A A A Bk
ARG .

A TR A TR DR B8 STAE A 2 AR 2.5 “ TR SRR R R
Wi, e RVERGE . A TE gtk H BRI,
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FE ARl RESE S A A HRACETER  DAARTITURRAE J (10 3 2t 1 BT D st o K/ ok
M2 DNREBANFFE . AT AT AT (15 g L B2 2R L AT A G 22U
SR WO G B S RTT RS2/ 180 K.
A TR A TR DR (8 STAE A 2 AR 2.5 “ TR SRR h R R
Wi, e RVERGTE . A TB Gtk i (BR .

T8 IV RE [ 28 G AN 21 28 G 1) 0% 3 5 BURUILE AR A J s I /IR % st I
PRl B s M ™ B L, A R AR A L MRGEEAT IR TT . R A B2
52 1CU HAE W Wi b3 (iR, 12 BA AT IR e T RHEE A 112

Fo— P s 2R A B 7 B SO P ZE MR o A0 A DL R AR AR

(1) £ P o R BN RREDIRS A Beia T, IR it e B A B il %
(2) FrE:H MR A DOREFE B R Ia T Frgi 20 180 K

(3) DRI ¥ < 2 BUR BRI I 5

(4) fifiThae s —FH IR 58 (FEVD (5 TOTHE R E 43 Hh<30%;
(5) FEFFEIRA . PR SMN, lki 5 & (PaOy) <50mmHg.

it E AT AT R B e 1 BB A B2 WO IILE s 9 H I v B A A I S 3
W, fER—NEREANE RO FLIIRREAT, I BRIZ 00 N AT HORE 1 57
P& 96 /B, AR R AL —:

(1) WP s, BT B NS

(2) FAf LR T 2<50x 103/ Tt 5

(3) HIhfgA4r, M Z>6mg/dl 5>102umol/L;

(4) &N H 0

(5) BFRRA%HLTAF B R IE 2> (GCS) <9:

(6) B IhRETES, IMiEHLEF>300umol/L B¢>3.5mg/dl B bR FE<500ml/d.

IEM I FES | EEHY % 38 B WIREPERS LR S EA ERIESEE A -

O i i R 20 SR P TR AN RV A B RO
2%t

C1) S0 B A BT i it ¥75 o 3 B ey 285 F i v 1 70 3 A i AR =5 K
(PAS) BetalHE R E R BT

(2 e P 6 N TA] m 5 2 e W DY e U 4 LR TSI B 4T 22 5 JRR IR 1 114 22 il
BEVLIRTT -

2L 2 N BT

fE— Py PRI, BB R R BT SO
R IR BT WL T 1 A, RIS 753 2 T 81 4 il ok A
(1) UL A2 W

(2) CT SRR MUl 7R 18 1 FE vk 2 s

(3) MR AREAUAE, Bk 7> (PaO2) F74:<50mmHg.

I R B Y

i B A oA SRS I TR SRR SR A 28 o R 2000 2 T B 4 kA
(1D BE—FARH ISR E (FEVD M1 H

(2) SIEWNFH 13N, #/I8%] 0.5kPa/l/s;

(3) HABH (RV) HfifigsE (TLC) B 60%LA F;

(4) BN SARER TR, Hid 170 GEERH D |

(5) Pa02<60mmHg, PaCO;>50mmHg.

Ik I 2R MRS PR S H T % & 3K A A8 0 A A T 51 7S DAL % 7 4 W K
AR AR AR A 0 WA, HL LR KRB AR A MR R % 2K 4 FF 180 H
PAEo ZRZE MBS R ME . 1M C kI E B8R C BRIE , BIRRIZ Wi i
AT PRI 0 /2 T 1 2 D — A2

(1) FFRIGTAVELIM R AL, SR R AR IEML R T 0.3 CRATE PR ERL
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213, a0 FAE AR SR AT R D

(2) WERWEW, HJIREE>0.5g/24h;

(3) [RIHHE PRI R ESR IR 3R 4T A R BN AT A 5
(4) AN 287697 0o EA

TR SRR D RE 336, SEPRSENt 1 76 42 B BRI T b AT IO BRARIK) S 1A 48 B 1T
Ao
BARSHE. B RIRAASNMENBENERETERN.

TR IR Pl 7 IR A 9 B I 51 S TR R A 23 B B T AL R S EAL SR SO . AR
L BATAAT IS B L RHEEAE MR W, JFSERRSENt T IR EAZUERR . kvl
B3 BUBR IR 748 73 DI B (K T AR T

EERE{E R B S BRR R N EREEE A .

fete I B R A B IR 28 5 S BUBRAR I 2 4 4ifh . SRBE. TRIB A1 R AR
PEFERNE R, 8RR R AR T BE B A B R R RS FE AN R . A R T A
FI s 244

(1) BEIFICFAESEAFTE S MR AR 28 e B 2 AR 5

(2) CT BRI 2 M 8Os TR &5 (ERCP) S R REH . ¥
kA A 5

(3) FRERBE7 1 5 = BRI IS AIATT 180 KL L.
BEESEMNEMYE L MRER N EREEEAN .

fa— PRI TO o e 3 38 (7K b, DB s RRE IMUAE S5 11 PR 22 Mo o 1R I
RIE o SERFICE B L5 AE 0 20 FRAT T AT B 2= B ) P IR Bl B0 M 4 =
LRIEAAHIZE, FEAUH R T A I R R

(1) SR URABRRERG 6 2 72 /NN AR

(2) BVERAERIGRIERBAE, BAEIF SR PR A, CshidE, K
e A A ARG S N GE CRERER, $RB PR

(3) MR E ;

(4) PaOy/FiOy (B 73 /MU NEIK LD IKT 200mmHg;

(5) BBk A EALT 18mmHg.

fR—M T RRESB MG A, SR MEDL, B Ihae s &R
E o W IMLAE PR B 45 A AR 200 LR R E L RHER 2R 2 W, R LA AT
K AE

(1) SEES SR A FAE ML MR JREERE . /N M 500
(2) PRI HE T e s S 1 B IS AT VR T o
FHTERRRASHAMMERDL, BSREMAMMRM. SOMBRRE
BXRARMMTIM. THME8RF. NAERRS, FTEREEER.

BRI L 200 42 9k B 2 2 4 P 38 A o6, R —2H El 22 Bl [R5 4 P IR ik A
SR, AL 23003 B 27 DLZE 2R 20 it 184 A 1 o H A I 25 o I B RRAE R 25
s

MAEFRATANTT IR ERIE TS, HAUH 2 T 52D =T

(1) & H>500ng/ml;

(2) AbE Mman >, BAOREMW AR, MLEA<9ydL, #HiE )L E A
<10g/dL, If/MR<100x10%L, HPERI4HAE<1.0x10%/L;

(3) B8 M MELE S bk B2 45 P PR e A0 e e of 00 388, 0 G 0% 1k i
I8 ) I PR TR 5

(4) AJ¥ M CD25>2400U/ml.

R & Ml 2R LR SIEERIESEE A .
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TR — Tl e AR B PRI A% (R AT A, LIS 0 B i R A v i
IR P2 a8 E 52 ROVRIURFE « 50N H15 381 260 3 10 6 fg s 1 A 00 B i 12
Wr, HLSERRSCHE 1R AR )RR TR B0E I T8 A A

A TR A TR DR (8 STAE A 2 AR 2.5 “ TR SRR h R R
Wi, SeRPERE . AT e ik = iR E] .

FE— M) XOEBBRAA R, T X K Bt o- AL BE T
M A (a-Gal A) FIREFRRA, FHo-LAVETE A GG R, i
R R = E b £ BE % (Globotriaosylceramide, GL-3) FlAH 2% §5 4 ig 75
G ZANBENRERER T SEAIEIRCEEIE . SR Pk I B R 12
B0 2 N &b — Tk

(1D HFARXFHE RS R, AFEBR RN 25

(2) BESHERZ R, GFR BE/NERIE F<30ml/min 5 CCR A ZELETHE B2
<30ml/min, IfALEF>5mg/dL 5{>442pmol/L;

(3) FARBNIKSZ B S ECO LB ML O I A5 A8 Bl e A4 O L

A T AR A T ORBS STAE A2 AR KK 2.5 “ IR bR “astfE PR
Wi, e RUVERTTE . AR TEER g R i i 7 1) PRI

Fi DRIl A o0 JU 05 BRAT 5 RO LS 2 BN 1 7™ OO I R v, e DR A S PR
% 1 CRTIRYT, VB IE OB AR SCE OREDIRE . B2 1097 Z AT
I3 2 B BT AR A

(1) O IrexumfE I8 2 32 E 440 F% %% (New York Heart
Association, NYHA) 0IhEEIRA 73 I BTV 2 5

(2) FEEH M BART 35%:

(3) FEEEFHRARYINE>55mm;

(4) QRS H[A]>130msec-

T8 28 IR B ks AR 25 B W12 BT oA 32 i A e S A AR MR AR, I 2 R A &
TR A

(1D sl Rk EF A bR ko, — Sl s s % 75%0L b, 55—
S A E i 3 2E 60% LA L

(2) FERTBESC . A WESCRA bR Bk, 28 /b — S I 8 I 15 38 75% LA
by HA R S i 1 2E 60% LA L.

LRI TME. LRINSXMEREGE RN ZMERRER
YEARRIENEEIEIR.

F8 0o ISR IR 4 B R 38 1 ) 2t B 1 R SE I AR, S ECOLIEDhRERRAS, 18356
E A L) 0o JIF IR < (New York Heart Association, NYHA) OIhREIRTS 70 2%
IV, HFFEE/D 90 K.

i o T A Tl i S SCRUE R AR T AR R B I s K s R, BROE REIUE SRR
FRAERCERR o AN FATIATT IR Be e B RHEE AR A2, HL 20 [R]85 A2 4
W

(1 fetp e CAMET 20 M4

(2) Wi B T IE % B 3 #2447 (Pulmonary Resistance)

(3) Jiizh ik ifil & AMIE T 40mmHg:

(4) iz ks AT 6mmHg;

(5) 0O IEE SRR K ) AT 8mmHg;:

(6) A LEMJENER. §ak,  H I 03 by A0 I

DR GRS S A= i G E AL R 58 JFAF 5 R BT AT 2% AF
C1D M IR L RO, UESEAF A, FFEDF ST
Mz
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OMAEY: 5N, KIENBEY 0NN b 28 77 A HUe B S
TWEEYD;

@FRBEIERT AL . ZH UG B UE SRR AR sl A O A i Bl 0 AL 5

@7 A PRI FRAE S IR 2 ), H SO NIRRT &

@S M FRUE A WUEYI B N, HA5 DA R T & .

(2) oA SIS rp RECo B PR BN 42 (IR U 70 4 20% 80 A 1) B i
ORISR AE (g CoIRIBET 1 Bl D T 3% T IR # H 30%)

(3) Lo AR 58 Bz o 3l 45 S8CRE B8 5 228 ] AT T W 1) 1% e - 2 B8 B 2
.

ERXMEMRER. ARMEMERTIRERRBHFELHRE, FTEREEE
Ao

T8 O A R E S ECO AT E IR 22 BORRGIE . RS, O
P2, TER— NEF4EmIR s 5e, O E AT KIS #R S 52 ,  FHAS O IR &7
ik

BEARBS N 75 4 B2 W 02 M 4 78 1 o 8 HL DA 2006 2 LA BT 264

(1) D IyRe sz v il B 36 E 4 290 i1 %2 (New York Heart Association,
NYHA) OINRERS BRIV, HFrE: 180 KL L

(2) SEFRsLE 1 LA AL —FFARBA ORI BB RFA: HE
N15%x ek 7) W PR s ) N ey 1 i ST R 7

LR WETFLHITHFER, DEMERBF AT ERETEA.

TR0 BN b A X =R Ly IR R AR AN BE IR 3 A 20
RO AR ST, AR AT L N ST AR A

(1) L HL B 7R B3 SR B A ST, 038 58 <50 T/ 73 Bl

(2) HH IR - Hir 3 A ik B0 ) 3 3 PR R B 5

(3) W ZBAF Bk AR O M S 405 25 2 45500 IR D Re s H Ol E K AL
L 1 45 o

BN T IRTT RS BUR ,  SEPRSERE 1 B O RS OB VTR T R
ZFENANFRETIEREEEA,

DR 975 3 501740 7 2 il 20 ik v I R % A ) e 43t o 12 BT DA 20 E AT T RT T
Bt o T L B AR 22 A O Bl ROy R B R 52 H R /5 & LA T E hs
(1) ¥l K =T 40mmHg;

(2) M5 F 3mm/L/min (Wood H.47)

(3) IEH MU E# R T 15mmHg.

AN T AP A TP PR TR AR K 2.5 “ AT bR s AR R
i, e RMERTE . AR EAR T E T PR .

B AR BSE N 200 FRAT TN AT (1 2= Bt 0o I & B} 2 BH 12 Wi 8 Brugada 25 & 1iE,
I Hw 2 T oA %44

(1D A2 BRECO RTS8, FHPR AL e BRI T i

(2) CrHE A H#AE T8 Brugada #;

(3) @ dL 7 KA NERREIA -

A T AR A TR ORBS STAE A SZ A KK 2.5 “ IR bR “astfE PR
W, SeRMEEETE . AT B G AT R IR .

WORB NI IZ Wy 220 5 S BESRE, I HLSR bRz 1 T JT 0o EAT 1) 25 BE
VIR T ARIBTT -
Z2FELERARBEFARET N EREEERN.

FRZFA TN AT B e o E B I SRR B A 012 IO R BIRK K, 2 A2 1 31
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(1) ZLAMPTRER K C ML H T IR H{H

(2) A, CTA k& B & A B UE S8 3 3k & e 35 20y SOAF ARk
s

(3) Ct XA MBIKEEAT 7 FARIEIT

FEA R 51— 0NREAE, OFEERMEY IKRALOIE . R ARS8
o U S J5 5 e IR o) 2R UL = b, 0 728 DA 20 L 36 Bl 5 5 b 25 Dy e e g T
OB B 0 T RE R uE, GA B 36 B 41290 I % %% & (New York Heart
Association, NYHA) OIJREIRE DRIV, HAMIRERRET LR TRV
B IhRE RS EFFEE R /D 90 H o AR A FATN AT 1 B2 B & RBF B 2R
B2 T

Hi XA EL M OB RE® LT OB ERETEA,

— MU REZEAE, IRARRITE RN, BRI 45 R 4 oK. A
PR A AT T R B2 e BHEE A= WA 2 Wy, [R) I 230 o L6873 52 B o 7 o
R EIESE, T2 T 42D — Tk AT

(1) ARSI, HERSKRE T A Sk A0 5 Rrg /b 180 K
(2) ARSI, HSEPRi%sz 7 e RSB REAT I P ARIE T

FEARH L RR GRS S A 2 Y A R, R Iid 2 (1) LRI R,
I HOEHAT FARCLUIBR IR . 0 5 40 MR (1012 06 200 el BATTIA AT BB Y
UL RHEEE -

B SR I F I R AV E AR AR D RERRAG, WA L PR TE G KO
1M A BLRF S e, %, R, WO, B3k BHAERCR, BFIhegs,
FEIRIT AR o L2 I R BRATATT IBE B L RHE A2, AT E LU A %%
-

C1D A7 06 7 R0 P30 pAY S P e DO A A A AR A I

(2) Mz IEF AR 3 £

(3) IR ISR, JREE A IERI55 7 I 26 3 3.

CID & — Al e VEHE 4R, e PR B PO AT PERR . LRE 2R RS Ak
PR R B AR A o AT AR BATTIA T (8 g 2 BHE AR B WHO 12 Wik 1 1]
iz, IF HRORE N K ANk B EATERE ST, TCIRMAL S il N Tk
A H RS I =T =T .

TR ZE RS8R 2 AL PE BB AZ, AR I RO 2 R Ak AL
U2 WOF 2 494 (CT) BURERIE A (MRD & i &1k
S, 1 H B2 ISR AT R RS0 .

KA RS E, FREORI N FFEE 180 RICTEIMAL 5E i T FIHEA
H o A s 30

(1) %3 BOMN—ABiEE 55— b5 1E;

(2) #fr: B M CHER L AR R T B TN F

TR R 22 5L K AR AR B RGBS S BE MR IR RS S =) 7 B
B AFIEBI 5 TR 57T 71, ABIR A BATTN AT I B B L A= A= I
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