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HA1

T8IRTT EBIKPIR B B0, C2sEit 7T CERESE ) BOTE G RE
BN HATHIVIER. B, BAMmmESIKINE . keI B ER TR Eak
eIt ik, kSRS (Bl EsIRE k), NEEFEK. E
Bk SMEEERNBKAI S ZME

R AR SEhE s R E KRN N BT A ERESEE A

TR VE RPN R G T BUK AR TSR RPN E,  Z2 i BIRIA T 180 K Jm i A2 A
R

(1) e JEL AR HE 0 e B A

(2) MThEesE — PP AJFAAER (FEVD (S PHE R E 2 E<30%:

(3) fERFEIIRAS . PRI TRAF T, Bk 7 & (PaO2) <50mmHg.

TR— AR VE R ZE R 2, B RHEYER 5 P BB (Crohnfii) B 2248 4k, i
RGP B 22 RS s W, H C B3 OB W A AT i 15 BE 55 28 L. o

TRAEA Soam Ve R R AL SUE B R ME B M S ¢, AR DG R aediln, RN
7 H A MLAE AN R GEVEAEIRARAE, ZURYE AU B 245 12, H O&SEiE 1 45 DIk
o [l i PR

BRI TR S H I A M ARBHGURIAVEE KRN T BN B 1 2 HoAl 45 H B2
fIH & iR, I 2T T ST AR T .

T BE S A S SRR AT A A DAL S (WHO) 2008 4F43 7 & AR A A
PETE M40 B s Rk R A I 22 -1 (RAEB-1) VA PEZE L4 B el 2D 1 Ji7 46 240 i 185
%-2 (RAEB-2) . MDS-A%r3 (MDS-U) . MDS f£8a4 5q-, H 35 2 T2 Frf 5%
1

(1) HBATNAT BB B I R B A 612

(2) B B8 78 I BB BB VE A 45 SR SRR W

(3) AR N 85230 K LA L 497 8 B 352 B B R A V6T o

JiR R M RE LT AL L R AS B 1) i v R AT e 2 g e, A BB AN I, R INEEAT
PRSI P OR SRR o A8 Z00AR 5 B 38 110 3 4L RS 2 R JE) L i S A el AT A T
PR MR BHEE A B2, FERDRFE TAIRMET R =0, HAFG KRR
FFEL 180 R AL L

(1) IMALE E<100g/L;

(2) E4fTH#>25%10%/L;

(3) A MR G640 fE>1%:;

(4) /MR TH4<100x10%/L.
EMEERESHNSA 4 EHETHE A ERETEA.

H 5 G BN 28 8 — il DR AN B ) 08 A1 JE U PR SR BE R R A > LA e E WL 1 B s
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N, PEAREN R IE B S PR PR S ECE B B RN, AT IR 40 3 R A 8 AE
WNBE, HBER ENRFREAL . AN 2 BT DL 24

(1) /&y BRE A ILE

(2) M FAAEREKTFRE S REPUAE, W ANA (BUZPiiE) « SMA (Bl
&) HULKM1 ik eidi-SLA/LP Hiik;

(3) FFAR IS AL S50 2 PE T 46 5

(4) IWRCE IR T8 F K ok A O S5 A 1 3R 0

PP A 20 3 S hidls, I B 9% ORI 3 1) 98 T N RRAE Y B AR e i . RStk 4L
BESRIE 12 W 0 200 f FRA 1IN AT TRT IR Bt b 1R e e 2 T RHER ZE AR HE o

AP0 TR B DR B 1 R e M LD BE RIS AN PR T R A B R RR oL, T IEEA RN, F
EERE MR Y2 ASND XTREHEE R rg 8L, v A, VAL VIR T2 iz
e

bR R 222 (ISND SR TIRIEHE S 28 1953 B bRk

I B2 R RRIE M 28

I0 20— 2R JE 3 A BRI 98

TIT 70— 5y ek 186 A ARG R AR 1 8

IV B R08 5 B e ml R 189 A AL B IR 1 1 48

V A JEARIE I 4 5

VI 2% g A A AR 1 2%

BRI BMIRE, WEKIRE, NERMBREXTHHIREAERECEA.

B S R A2 W B R B 5 B K

(1) Bl AR B /NE i S 8] o 2T A5 PR AR

(2) P ZhAEIE o S I R R D5

(3) Wizt th F HIUE R E -

AR T AR ARG ORI THE A AR KK 2.4 “THERIR” h “IBAETESON, Je R
W AT E G O AR AIBR .

N E G R hRe AL, S FARASGURMZ 8%, M7 B B S SR U
IR R B AT . RBIRAE AN B A b B RHE AL, AU =
TR A5 A R4 -

(D E BRI E (ACTH) L

(2) MIRAREE IR ER (ACTHD) 7K-FIE s

(3) MK EZ=FEME (PRA) ME.

ARENEIEEB S RBZERILSEMNEMES LRGN S, HttREE SRR
4o

Fo—Fh LR BRPE B TRIE M 5 R BG JE AN 7 Bk T PRERR B S70 4F 4R A0 N RRAIE 1) 45 46
LU . ABIRNE AN WL L RBHEA e W, 202 F a2 —Di%k
(a

CU) AR it A a3k T A o M 1) Joid 21 44 A A i 3 ik v s

(2) O fE: O T RE A2 00 B 35 [E 41 29 0 E 9 %% 2 (New York Heart Association ,
NYHA) GINRERE G IV 4L

(3) BfE: B2 BT DIRe B AT 5 v, 182 REEH .

TN ERERESEEA

OERMERRF FRERFBRHERRE) ;

QREBE M ERIE K ;

(CRESTLZE1E -

R MR RER GAL, HAFAEZAT A BFAMIETE PR 27 4E A0 PR JOE IR Ak 7, IF ek
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SR 4 I ZE T RSB NI . AT N N B0 AT R IE A 3 S 5 AR S G AT IE S,
A L R P A A A -

(D) BEIRZMEEMEORFN A&, M ALP>200U/L;

(2) BT yE i 5

(3) HABLRE P A Ak B8] ik o8 I

E pE s BEE R F R L MR L REE R A ERETCEA .

7 5 i TE P B MG S BN E IR RORE AR A0 2 UL BT A
(1) DIBRER 7 B4 E /N
(2) SBEMINEFRFFOORLL L,

TR s B /N E IR D BE S 8 S A — URE (R . NN B B B RHEE 2 W, H
2L /2 B 2 D P

(1) PR E LB VERE PR A L B R B R £ R

(2) M yoks: B Y AR MORE | PR R TIUAE BT 3 /DN R T 2 5

(3) HBUEFBRAL . i BOR B 45 A 5

(4) B EHER . FAML. B R R 45 o M SRR KT R 2 A A e PR 4
HH o

AR T AR AR TG ORI THE AN AR KK 2.4 “THERIR” h “BAETEGON, Je R
T ARG R BB

& — P A] BESE A A A PARAR T, DUER SrORR 3 i 1) 3 1 o e 4 55 K /Bl ph 2 T
WAV NHRAE . 200 R BRATTIN T PR 12 Bt T o 12 A e o O i 2 G 7 4 SR e 12 W IR D
BEEFTNAT R 2 /b 180 K.

AN T KPR AT ARG TR AR ALK 2.4 “TAEHRBR” o “mALMERm, e Rk
W . AT Bt " B .

PR MLV E ] 22 G2 AN ET8 AR S K L 30 5 SOOI A AR A /NS L% et o PR 6 o
AN B L, R B AR G L NMRGEAT IR T, BRI N DA 2 ICU ELE M
TG RTT, Wl 2T BA T AT (R B e L RHE A2

i S SR A ™ EE SR BRI o 00 A2 LA AR AR A

(1) £ G G SRS B RTT, ROt e BRI,
(2) FF8: HH AR A IR SEE B R 10T #8250 180 K

(3) ISP < 3 BRI R I I 5

(4) BliThaess— M JJ AR (FEVD 5 BHE R 73 EE<30%:
(5) FERFEIIRAS . PRI TRMF T, Bk 70 & (PaO2) <50mmHg.

i B BRATA T B BE Bt % BB AR 2 N INCILSE , F Fh iy Sl f e ks AR UE SE 80w B, K
— AN EAN BT RS LI RERERS, ISR AT R R s 2 96/, RS
R Ty —:

(1) WP s, 5B T B mENIME S

(2) HEI IR T 3<50 X 10° /14T

(3) FFIhReA4:, ML Z>6mg/dIE>102umol/L;

(4) CL& R RO

(5) EFRRA&HLITAF IR IE > (GCS) <9;

(6) 'BThRETEM, M ALEF>300umol /LE>3.5mg/d] B R E<500ml/d.

IEMMAE 5 | REHD % 28 B T RERE RS SR A EAN R IESEE A .

5 XU it 0 200 SV Js P TR A AT R i R AR IR . I A2 R BT A
(1) SV B 1 G BT 060 it Vi A g B, 7 HE SV A 78 i A L R &5 K (PAS)
FHAE B & ERE I
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(2) PR S N\ DA e 252 I S DAY i A1 40 HILAE T S B 24T 4 B BRI T 1) 4 i 8 e v
I7o

Tt — PRI M, R EE S I R L SRR I R LA O H IR K
RPN A, [R5 2 R F1 A ok

(1) &L B 212 W

(2) CT o XUl 7R 8 M e 1t 2R s

(3) MAFREAMAE, KA E (PaO,) FF4i<50mmHg.

& b At R SR TR SR PR SR A 58 o R 2 R B A Ak 1
(D F—ARHIFSE (FEVD MT17F

(2) SIENFE A3, % /bik8 $0.5kPa/l/s;

(3) FRAFM (RV) dHfitigdiE (TLC) 160%LA L ;

(4) BN SRR T E, Bid170 GEHERE )

(5) Pa0,<60mmHg, PaCO>>50mmHg.

ik 5% 2% R 2R AR PR A E T MR I 2R o e A A R T 51 DA I R R A B KT 3 N RRAE
AR PN 23 b5, HL 8 or M AR A8 1 i & R 4k 7180 H DA b o 2R i i 5
FE  IMCHKI E BARCREI 2, B2 W7 A JE B 22 A0 050 280 PR s 13 12 R 31 2 /b
— ANk

(1) FERITEE PR AS, SR EERF EM K103 CRHEFRFrAEN /122, 1
SRS HABRE R AT IS

(2) FEIRIE'E, HIRE[A>0.5g/24h;

(3) DRIBE R 2 BEPRIE AT 2 BBl T i A AR

(4) ZRENCE I ZR G700 -

PR BRIR DU RETES , SEPRSRHt 1 76 4 5 BRIE R BEAT IRBRAR 0 57 A 8 B TR
BARBBE. BORRA[AKMENBENERECEAN.

TR IR B JER B 9 0 I SRS IR AR 23 B S AL I SR 2 VR RO . AP AT IRA TN
AR e L BHEE AL BRI T, R SERRSICNE 1R SEAL SRR o e U0 B s B AR 2 DB
MIFARIBTT

EEREE B SRR R N R IESEE A

fete ik S 2R AE RO BRER AE T BUBRBRII T Z 2T 464 . SRAE. ORI PEES AL S AR S i
J I8 SRR R D) RE RGBT ERE BOR AN E FRAN R . AU A T ST A

(1) BESFICRIESEAFAENS MR AR 2 S B S A A0 o2 5

(2) CT SR BRAR Z 5L B AT BRAR A 3& % (ERCP) SRR JBig i . 4 5K A gk
GE

(3) FREEA2I0E S 2 B AR T A & QR YT 180 REL L
BRESHRMEE X MRRE T ERETERA.

Fo— MR IATC O WEE 8 (R Bt K e, B MR IURE S5 1 IR 22 P (1 JF R e . &
PERR I F 18 £ A AE 0 200 FRAT T AT (1) I B W I R} 28 oA B 47 = 4 B IR AR B A 2 T
TR KT H1 A I R RS AE «

(D 2R RS 6 2 72 /NN RTD

(2) SHERAERIERAERARIL, EFEFR SR PR, O, KiF. me
B E AR LE S nsE RSk, $2U8E R

(3) BRI ;

(4) PaOy/FiO2 (KA /M NEMWKEE) KT 200mmHg;

(5) zhfkik A EAK T 18mmHg.
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fe— M TG BN B LR GAE, TN L, B D Re R KR FRE . W L
PR SR A 20 IR S IR REES 92 W, I ELi 2 R 51 i 2 A

(1) SIS EHFNAE MMM MR JREPRE /NI M 2800 5

(2) PA'FREShRESE 35 SE it 15 BEEATIR T

EUIEERASHAMMRN, BSREMAMMRM. SOMBREREEEXHE
msm. I4keleR. MAERRYS, TEREEER.

ol R U L 40T P IR E 4L 2R A B B A i, 2 — 2L PR 22 o [R5 4 P R A SRR
ZH 2393 B 2 DA ZH 23 40 i 39 A A i JH e W % o 3 L 4 B R SRR AIE PRI 2R B AL

IR IATATT IS B & BHE B/, H AU 2 T A2 /0 =14 F:

(1) A =500ng/ml;

(2) AhAE My, =B EHR, MAEA<9g/dL, A LML EA<10g/dL,
IMfL/MR<100 X 10%L, A RL4He<1.0 X 10%/L;

(3) B8 WO MEE R bk B 485 P R RO 1 Mk L & AR o, G 2 e e ) IR
W ;

(4) Ay CD25>2400U/ml.

R % MR I 4B AR LR S E N ERFESEEIA .

T Gt PR B A 1 A AR S DR 8 R A S 5 2 L I A A
B A5 E 52 RONRIURFAL o Z0UHR 08 781 2 0 0 20 I Pl 0 1R A D W 2, ELSEBn St 1
JRAE D) bR TR BGE T4 P A A AR
A T AR AR IE R ORI TTAEA ALK 2.4 “TUERBR” h BN, Rk
T AR B AR IR

o —Fh 2 W XEBUERAL RN, T XA O b B i o-F FUMEH A (o-Gal
A) HIFEIRAE, S Ho-F AR REA S5 M ThRER &, A HACHRY) = OBl b 22 1
% (Globotriaosylceramide, GL-3) FIAHHEIHENEE 2 & 2428 B AW K EHER T 33
MR SR B AL . ZUAR Y 5 R U B 1 12 18, HLA5G 2 1 91 2220 — Tk A

(1) PR RGR R, AR S

(2) BWJE# T2 R, GFR'E /B jE L % <30ml/min 2 CCR A 2 JIL BT 7 Bk %
<30ml/min, [ ALEF>5mg/dLE>442umol /L;

(3) s RBNHKSZ B2 T MUER L O IR A2 B AR S O UL

AR N T ARAE A TR R TR AR 2.4 “THT PR BTN, So R
T BIEE G AR 7 BRI

g DRI I 2 o JUE 58 BT Tk M o LS T B0ME P P E O I By, W PRI N SERR$E5Z T CRT
BIT, D IEO S WAEAAUCE O DhRE . B2I6 9T Z AT AU 2 R AT A 4%
(s

(1) O T g 32 ol 72 2 04 3 36 [J 41 240 0 IF 9 2% 2 (New York Heart Association ,
NYHA) OIIRERE 7 I G sV 2 ;

(2) P M BART 35%:

(3) FEEEFHKARMINE>55mm;

(4) QRS W} [A]>130msec.

B2 bR B kit AR 1 B 12 I D 0 A T S AR MR AR, I 2 T A B b — Ak
15

(1) A RB K T A4 R s kb, — 2 % 75%0L L, 5 — L&
Jl 4 78 60%LA |

(2) KRTBESCS e e Rs ik, 20— m & 3% % 75%0L b, HAhw
S I 3 %E 60%LA 1.
ERETHNZME. ARIZNSZME RGBSR S X MERFEENMEARR
FERI =645
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Fa O USRI BR 4 B R 38 1 1) 2 B R SE AR, S ECOLIEDhREREAS, 1A RISEE L0
E%R %< (New York Heart Association, NYHA) O INEEIRESHZ IV &%, HiFgzE/b
90 <.

& T % b i B SRR AR T 4k R I I Bk s s, B e S B DU = I ORI 0
W o ZRTRATTIN T 1 = B WP & B AR w2, DA 20 R IH 2 a0 T 12 Wb -

(D fetpmEdiieE CMET 20 M40

(2) it BE A F IE % AE 3 N7 (Pulmonary Resistance) ;

(3) Mtz ik ifn £ AMEK T 40mmHg;

(4) Wz kEE AT 6mmHg;

(5) AL OHEEIKIHA L /I AMKT 8mmHg;

(6) AL FEALR 95k, HE AT o308 i AN TR DR 3

DURZAPER MG RO IEN IR K, IFFF & BRI 41
1) I IR AR E5 RONBAE, R SEAF IR E R ED, HFEDRFE LT % fF 2

OWMAED: B, ZERBEY SO0 D 225 77 U SV AR SE A A
QFRBEIERT AL . ZH GG UE SRR AR W s A O A i Bl O AL 5

@7 A PR MR FRE A IR 2 ), H SO NIRRT &

@FFSE MBI FRUE LA WEYBIE R, H5OWBERFTE .

(2) PR 28 51 A B P P B AN 4 (R IR IAE 70 B 20% B DA 1) s 2 0o i 3%
(RO DE B DT 85 T IEH 130%)

(3) Lo PIREE R B o e 4 SBURE JEE 5 44 F BRAT T ] (R 15 gL ik 5 RHER ZE 112
ERRMMELRR . RREMERTORE R LRE, TEREEEN.

HH TP RO SORE FECO BT ZARE 2 AR . B RS AL, OB, B
B— N 4ERIR A 5E, A EFUR A MR e, BHAS ORI T 5K

Bl ORI N 75 4 BB 12 W 98 4 7 e O 56 HL 20036 2 DA BT 2

(1) O Yyre ik )56 E A 2905 %22 (New York Heart Association, NYHA)
DNRERE TR IV 4, FHRrEE 180 KL L

(2) SEPRSLHE T UL AR —Fh F R A2 M AR B SO A IBRFAR: Mg IEF Y]
[ PG i R 7 Pt 1 ol 1R 7

ZRRESR . REATFLEHITRFEAR, (LEMENRBF AT EREEEA .

TR0 ANAE i BAS T X B AR S oy ST R AR AN BE LR 3 A% 210 (1 E
P PUES, AP L T 5T A A

(1) LB SR by MBI IAL, 0 ZE AR <50/ 7 Bl

(2) H TR -$fr 35 ik B0 ) TE B R R I 5

(3) ALARF EEPE U Co N 10 25 4E RO IR IE B T RE,  H S iU K AN O S
o

T8 TIRIT COMERG R, SEBRSHE 1 T B oIRGB DI B TR
ZKFENANFRIETAEREEREA.

[R5 3 501740 77 2 il ) ik v I R A e) A 43t o 12 T A 2 ER FRAT TN PT B I Be O E
FHEE AR 22 7 0 2 B ALG S A AR S LR A& DL N BT Fn it :

(1) Ptk & & T 40mmHg;

(2) i FE 778 T 3mm/L/min (Wood H.47)

(3) IEF MU B RS T 15mmHg .

AN T R ARTE AR AT A AR KK 2.4 “TfERbr” F “stLtEEm, SRtk
W AR iR S PRI
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B AR BSN 06200 R ATTIA BT B = B O I % B} 2= 28 B A 12 W1 8 Brugada 85 1iE, I Hoi 2
YA %A

(D) HEPRECO IR 5L, FRRAE e R12IT 1d5%

(2) LrEEA AR 1 Brugada #;

(3) C&wHe T KA CIEBREIA .

AN T AR TR AR AT A A KK 2.4 “TfERbr” F “sttErm, SRtk
W . AR e iR ST m” IFR .

WARBE NI B2 W oy e == = BER, JF LS PRd%e 2 1 JT IO HEAT 1 2 B R D o T
ARIGIT
ZFELERARBEFAET A ERETEE A,

B BATATT R B e o M BRUALAE AR RE G BHER A2 IR Bk 4, A0 A2 T 91 Al 2%
P

(1) ZLAMPTRE R J C [N ey T IR

(2) BFEKA. CTA K2 sl & foke Ak S 1 B ik b e 32 By SO AE kA
(3) Q&R MBI RKEEAT T FARBIT

FEA B R 51— R0 IUR A, BHEEAMEY s AL IR . T R R JE AL O L B
Jir A BIR o) R Co L8 =, 5 738 00 200 %3 B 5 5 00 35 T R 1 T I B S 0 D
T, IEFPEEALONER %4 (New York Heart Association, NYHA) O INHEIRES
SRV, HAMIERET IR ERIVEO IR EIRE R R D0 . AR
IR FRA TN T ) = Bt & B A B A 2

Hip AW E LM OIREASRA OB ERETCERN.

— A REEAAE, IRRI SRR, BOPRE BB SR AT L A5 K . Ao A4
AT TT B e B2 AL W2 W, [ I 200 LA 32 5 B B 75 Do Bl PR BEE S, 6
IR E UV SO

(D) ARSI, RN IR T ) S RO Ja R85/ 180 K

(2) ARSI, HSLbREZ 10 e RS KR HEAT T ARIETT o

FER R AR EE R AN B N iR, IR 2 LRSS, JFHE A
BEAT T AR CAYI B b8 o 1o 6% 240 TR 10 12 Wi a0 250 et FRATTIA T ) B e P9 70 1 2 R 1= ZE 7
SE o

B2 IN  JE R AR AR AR T e RS, T R PRI IE B KO, TS I
FREEMEMRN:, &%, ARME, WU, Bk FIERCOR, FIheeRs, MR, iz
Wi R TAFT IR B RHEAERES, HFELLTITH %4

1) A 7K Ff R 0 Py s T v £ o VA 2 R A5 A IR 3

(2) MM IEF R 3 £

(3) IRARHEIEE, WREZRDERR SIS 3 1.

CIDSE — ML Qerb e 45 RN, i PRER IO DR AT VAR UL 2 A A A M e
A o AT AL A TN T I = B % BHE ZERIEWHO L Wb B w2 Wy, JF HAldr
B N K AAN AT SR H BTG RE T, TEIEAAL 58 BN TR A H 8 2R 15 5 23 P K =108k
=P E.

TR XM R S8 A R 2 AL R AL, AR I RO . 2 KA AL 6 A 12
Wi e 24 (CT) BUZIEILIREE A (MRD S5 =R B IESE, 1 H 456G ik
AT R G E

IKAANFE I RGE, SRR N RRSE 180 RICTEINIL S /K T FI I A H 3 AR i
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CEZIE
(1) %3 BOMN—ABEE 25— 51
(2) #f: BN ORI B R L.

fa— R 2 S WLAECK AR B bT 1 E B e VB, IR AL A2 Rl R B4 B LAY
TSI 5 TS5, AR BA TN BB L BHERAE M2 W, HAgdris A
B EATRE A 5e 2R, ToVEMAL 58 ON T A H & 3G 15 30 o () =T s =T LA L

fa—HEUR T WIS, IRIRR I 5ME KRG TRV TS AL ZE
4. HZGH 2 T A At

(1) LA E LSS R AL IS TR A RAE VLA G AR E . PRS0S54 Ae s

(2) BEAEFERIGEEHR, RIS RONTEEAS H A 5 2l i) =T 8 =151
LA b

AR FRAAR TR RIS TR A Z ALK 2.4 “THERFR”  “BEMEEm, Rkt
W AT E G O AR AIBR .

REBATAAT MR LRIEAEZ, o500 B ST B SO B R iR, &
WRsE Ak, RN T AT LR A e DR PR R e i o A ZIUELAT ™ S 453 T FOAIE
oo I NIRZS 26 204 22180 K LA_EJ7 A HA i BRI

PR T ENE S A 2 PR R IR MRS ERIESEEA .

F A1 ] 7R R R 9 LA A (10 10 48 S A2 % 5 36 ol i 2 e 308 385 3 07K AN RT3 4 ) 7
R RN W HINRIRE IRk« AT 5 A S RE 0808 - il RES N H 2R
REJI e ek, iRl SE ON T A H 8 AR sl i) =T s =T Ll b, H A
WA EEZ BN o S BURIR KR L AT BA TR (B e B 2R B2 W,
I HA EREMImAR . S0 % AR A 75 45 RAIESK
WA BREREREPEABRRESERESEEA.

fa— MR MR AT VE R AR, AR s s B4R Ak SR ALK T
B AG Ae S 4 S W L m PRAFALE o A0 /2 IR 12 180 KRR A7 AE A B4R RE T 56 423k
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