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(Z) & BRARGEENTERN, B EEET
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. FAAFREE) fMEHE &,
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(=) #EERR: LERANESRITS KA ; 25720
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CH . & It 57 (NPC) & — Ff ' 428 1A e M 3% 15 1y 75 Tl
KRR, TERRAERERWE 25, ALY ILE
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PEEE . MR K. BB R E AT B AL B IR ALK N 1
R RAEE R, BARERLE, EANHERRERT
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57 VLRt i 2 BE [ B2 SUNPC(NPC 1 3 NPC2) 2k F 4h 2 &
RBRMERE .

1% £ 4 40 A K 1o A

(1)FilipinZ: & : Filipin e 5 Ji ¥ B9 2 B B 45 R 45 &,
KA BT T A% B A B R R R 5 B (B U 5 E R,
FNPCH P20 j, Z#PNPCH 7 % . 85%tWNPC & LA &
AP HA R, T 15% B 7 FBMROKFROLERA, BIR
A Kk,

QREEREANFHEEERLELN. LALLM
FANPEERVEAERREENE, MEFA A0
MARREZ®, X—kBH, RELHEME E,

QEFSM AT H Y IR, LESMNETH, FHREL
K Wy 45 RIEAT 72 0T 15 W o

(Z) & ZRARGEENTERN, B EEETH
WEAENBEEFEZ IR, TKNEZHEE, TFHESY
REHH I

=+%. FHEhBkEE

(=) L WrArvg: & & BT % IR A o0 flkos JE e R 12
TR,
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A FERE, LERFE RS UL TIRRE:

(1)mPAP>25 mmHg

(2)PVR>3 Wu

(3) PCWP<15 mmHg

(Z) &8 ZRARGEENTEN, B R ETL
WA NEEFZ AR, TKAFZ4E, RFFEEHY
B E BT A R .

=+7%. RB®

(—) L WraniE: & ) EFT AR AR A I R 297 #
LA N o

(=) #EEFR: LRGSO 2Km 0 i
W 3 AR R, RETER B AT ()
Bi 4 & UL T AR 2 —

LAASA W RE R LRR . WE, a8 iR
A

2. F R FEREM B R F R B A RE M R

3.k 4 SR B A BT B4R B O 09K R R AE 5
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(3) |1 A A7 &7 48 T & X 402 /)N B afn #E>11. 1mmol/L;

(D)HE b A 21 & E1>6.5%;

TofE R BB E R, FHHEEH A,
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WENEELEZZ AR, TKMEZXFE, TFEHFEEH
B HH IF
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BLYfF A U TR EZ —:

1.3EF B = k¥ % 2L i E>140/90mmHg;

2.24/\NB 3 S 4 K M R >130/80mmHg, B K ¥
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H40007C, H AR T ERT AR E R EWS, HEikE
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(=) #EERR: LERANESRITS KA ; 208720
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BL Y4 A LT AR
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20 B D (A A TR 46 40 fE S % SMDSAE < 40 il 3 R F
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WrR PO A . RARE. ERARRRE RE AN
PbA81>10%;(2) ZR R 45 4T 4 21 40 L, o 7 4% 21 28 A8 Eb 310 >15%, 2K
>5% EL[F] it £ A SF3BI X % 5 (3)R 4640 M. B 860k b R 46 4
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FISHA: H A MDS 2 I & SUBy 328 1R 7

3BT I TR &L ELR . KA FTEMRE. FE
By AR R B oK 48 R <F o IUMDS Il K R L B, e
B4 W BNARE , I8 B IMDS):(1) B % 441 #0 7
R R A R T HEMDS S B (2)F 8 48 J i i R 4
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WA G R A; Q)R ENF A BMDSAHE X & F R
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BIBINANEZREU L ERRIERETIEH, (£F)

8 o 24° I 1112 5

(—) L WrArvE : & & BT % PR A I K597 A
SRR

(=) "REEFH: LHREASESRITSR T 2680
W 3. AR HoR . RERHE RN ATRES (£IE)
BL % 75 A DA T AT
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FERI A E, N ER D, A nE, EAEIL
B RANAL, HFELZFARIMIEHE B RS L, T
2 A BRI N S5 20 F A Ja By B i 1]

2.E R ERE
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/s e AR AN, EAAPTTE K EILFH#H — P&
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BILAPTTH £ E¥ b, wEgERE N L Am, wFH*
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)# i dr: 1) 0% 3  F vt — FARNFVIIL, FIX7E
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58278 BIIARE LA K,
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3.5 7Dt

(1) 3k 15 e it & 3F fn A& &L 7 4 FLF VI FIX
B G4 R TR, A T A8 R H T By 0 T BB f T e
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RE,E GEXUFAREZWTEMNE., B8RRI,



R, KFAZE, BRARYRFL, EhERERMER
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KWAPTT A e 1: 1B fn ¢ P &4 1E, 3@ 3 o8 ofn R 740 4 4
S 77 ik BT AR I A A

(2)vWD & & 3 5 & W 3 M A R OR (KR R
0.5% ~ 1.5%),18 & H i R HH N & 1%, HEEXZTE L E
KPS R MER L B G AR AR, DK kR
il E, HLRL;AEFTAHNME ML AKE F (von
Willebrand  factor, VWF) L& K & M (G £ #2 5% & 4 B 7 0%
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B ARERE, VWFE AW ik%E, LED T H 22 H F &
Z—

G) MR M B FHZ & B0~ 68 883 & LR 2L 4
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59 __



Bk, A A HAKE25%~30% I, W IE A AR
B ] 4% o K] F B9 7720 ~ 50N & #& B (exposure day,ED), K
e L o A A R A TR A B R LA EE 3R A e 3
FRE L F AT R, HEE R ER DT, I K A AE
BLEYIE T o
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E(T)THF =T E48 47

(1) AL BF 7% % £ (Cer)<l0ml/min, 4 3 % & & o
Cer<15ml/min

(2)11 & & €.>28.6mmol/L(80mg/dl)

(3). ALEF>707.2umol/L(8mg/dl)

(4)% #9 L K+>6.5mmol/L

(5)R# M+ F HCOs<16.74mmol/L
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5-BH 4 6 R

(DB BAERFN . BEPRAERELE #F;

() B # #F BRI BAE 3, SRR B AT B SR
W . WIER S s 2, AR

()X A AT FEAT R BE T8, SO A A A DA
W29, SORIET &R —3 00y Hth 2k B g 4797 5

A5 XA AREARRS T LA FE M E
B, wEFEM R RS M. AN EMGE S (W
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B, B AN WA, Bk SRR S A A A

64—



W E TR B B 47 5 5

O) BB AR TR FEANE, FRFEFER, HA
B 1E T TR

(NEKMEAT N, wXe, BLY, SR, HH8.
%R BB

QVAMER, wEFHEARE, TELAZ . BHRRE
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(3) B FE A A0 To 1R RS (BR 3 A2 22 R PE W A 7 );(4) A 4 BT
W AEW(S); BB B R ABAT N (6)IEIRERR; (7)
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MHEFE SR, (DHEEREEBRE TR FE LT, (8)
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NheFH.EFHHS, TEEEREA BEREFRED . LR
AEFERY . WHREFAT N, ERH L BRI ESF)HK
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(=) "REEFH: LHREASESRITSR T 2680
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(WFEREEHR ZHE, MERFCAE T ERE N
BE, TEHFEZEVIEHGEBREEE D KT4XR),

QUULAEEUTED =4, HXHENMAIEA —
ERE: DEHHLZHLEBTT; 2)EEHS; HEELE
FEME; HERFERD; SYHAREER; OOREEE, =
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HAl KA FRNR A TANAT N DNEZAT N LBt
ORI 2o Q)M KA & i T b 7 Ve A B R B A A
28 MR b T RR T B

2.3WH KA AR

— FX PRV

(WA EFFFEE D2 ;

(2)FE IR AT VE

AR E; )X Bk ek 3)% B R Ao A
EHRD WS B, B) EREEBENEN BK; 2)8R
TN B R 3) B WA REMER (FIEERELE
A ) 4) A 0 BT IR B R AR 5) B A Bk B R LA ERAT

O)IE IR [ 5% 5 TR T %

G)EH B TAE, M A G i % 2| % ;

(4) 7 A o T8 4 0 VAl A B2 R A PR BT B

3ARNE R IEAR F AT 6 LT A Am o

(1) AR R AERE 4 3 — A0 2 B AR/ R AT R AE AT 0

(2) VA BT 7 A8 R W PR A BROR A M R M, dnde B AE K B
Ja XA A RAE SR A MR R

(Z) & BHRARBAENTER, B2 EEFT
WEMEAELEFZ AR, TKNEZHFE, TFHELY
B EH Wi

E+—. BB HER
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(—) DBARYE: BT BUR P BUR # 1 5%

(=) RBFR: LW R/ANERIT DRI 2K D1
s 3 WA R R R E R ATIER (FIL)
L2 FF 6 DL T AT

1.3 BT U 5

27 AT AT AR, A AT AWK P DA 5 N A& 1E
A% B AG [ 25 A B R 1R TE ok 9 1 18] A A A P 45 A
BLFE R AR R R A R AR R AR IR AR, T LRI A
R AL BRI S ) MR 2 R AR
Resn GZa R85, BY R FHERZE. BEER. B
FAFERQREFERLIRE, &8, BEDXES, FRIE
Wandpar, g, BB, ZHEF). ABRRRE I HF
%F;

3 AT AR 5 BN AR K 5

4. Ji v, ] BCR R AR A 2 P RGP M L, RT DAER T e B

(Z) & ZRARGEENMPER, BEREFL
WM EGEEZBR, TRHPFHE, THELEEY
B E AT R

T+ BHAFEFHLIBHER

(—) PBIARME: DB R K F SRR RO M R 5

(=) RBFR: LW R/ANERIT DRI 2K 51
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TEW; 3. AR K R, REEFEOR R R A TAE AR (1AIE)
BL Y4 A DL T AR

R B R R — MR E X A28, D
TR E W18 I r R I S 5 0 £ THAE, X
Bk tmildn, 85, T MAE LMD, WRT AR
T KB AR B R A TR R AT R SRR
D, KA R B IR RORE R B 1 AT VE AT A UL T AR

LA A DU T AT — R AR JE B R 4 R B3R B9 10 BT AR

()& EREM R B R

)& B AQ) Bl A 4 750 ~ 69, 0 TR A9~ 124

2)% 3] ik G 2= (FE B B AR 3] B RO B Y ) Bk
TAEfE A 22 (R Ak 58 BRI 8 S 1 F 1% 3h);

3)fE 4 7E B

NT R EF B, [EXT1EF WIEMAE R 0 A
A2 EYFER

Q) E AR K R

)& B (IQ) L B A 4435~ 49, 0 AR A6~9%

2) A b 1E B R AR 3], AT AL A,
TE; TANEERET S, ERENR. BHFEE;

DA ¥ ML, EFEEMR, HE;

4)F EE A TEFE, ERERILAZ.

QVEEHM R TR
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)& B IQ) Bl A 4720 ~ 34, 0 FEE A3 ~ 62 ;
2)F L F W5 5 B F R AR K BB, f R 3] Ao

%o
3) A& VE e H
HFEH M, TRAATHNIES IR,
OUEE LV RS

DEBEAQ)E FA20U T, LHEFWNAEIL UT;

Dtk Takk, TaibEmk;

) VE TR AL HIE, K/MEXLE,

HEEHEEZ K

2AEBAE AT HIER, FT LRI 0 5 AR (AR E
BAELE, BERE), BREEESRGN, 8, HEWE
4T A T E),

(Z) & ZRARGEENTERN, B EEETH
WENEHBLEEZZ R, TRNZZHE, TFEHEEY
BT IF

F+=. #higeim

(—) Yl 8 B A3 BB 3 o 4 dn (4o
MAMEHEEERER D) EERLTALEHY, EEFZ I
R IEIT B

(=) #EERR: LHRANESRITY R T ; 25720
W 3. AE K R, REEFEOR B R & TAE AR (1AIE )
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BL % 75 A DA T AT

ILFEEFEZMRFRENLS, —REHE:

(W s: o, wgREil. BH%;

Q)T 4af 5% —# UMCV. MCH A ¥ i ff & 4847,
IMCV<80fL = (F1)MCH<27pg ¥ 1k 4 3 & By 7T 5% 3947 5

Q) s E MR ERSEERY, HEEK
TR

(4) L 21 % & Bk AT . BB & 15 i (HPLC) A £ 41
& WK K (CE), 345 B4 ] 3 £ 40 48 3 38 ik BR
Xt A0 A

(5)F A EHbR N . &5+ W BRI, HbHE 8 & 5
%, A THbHJA fr At 57 % HbJw 1y 7 2 .

DERLHE: B E NN EFRLMNH R 2 ERE A
i 0 2 A 2k Rt AL B T B LR R BEAT IR A, B S
BiF s R, 40 FE WRA AR A — RN 7 F RN

(1) B Zn A i 3 TR s B9 A 00 <

1) 5 i i 2 5 B PCR(Gap-PCR): & i T & A 3t [H b [#4
B A, A% 7 R ot A A R FE T Bk G (e -a3.7,-a4.2,--SEA)
i A B £ AR I 7 3

2)PCR R ] & 2 2 3 W g 4 o 07 2 An 5 W7 i A2 R
(PCR-RDB): & fl TR & A ZL F & [ ey AW, % 7 2 2P
G 8 3 D 1 0 A Foodk B & 2K AL B [ (CS,QS,WS) iy
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FEAM T %

DNMASEF RIERA: ZEAREILEPCR HATEF
BRI B Fa b, BN RS & A AR AGE A TR
R B R A AR

4)iE 2 PR A(HRM)BAR : = — R EH AR EA,
Xﬁ%)‘ﬂﬁ‘wﬂ Z ﬂafi’:%néﬁié@j«}{ 5 A AR A

, BHABEHBRIEERE. RBEENM®TL;

5) % BLPCR: & @ By PCREUE 1 & H 10007 DA 1, He
48 3 APCRA E i W aEUE M, IERE L FE Bidn (ADO)
., HR R

(2)F 25 8 Sk [ 8 A I

DEHELRF: ZEAYFEAERRERE, T Ha, BHA
HEEVWAER KSR ETx, EATATBREL

2)% EHEERAY AR (MLPA): A T/HE EARF 7
B DBk S DA RO B gk, 3T R e ok i BB Sk LA
By A A B KB &L

3)DNAM 7. — R FBA B R LR, A 3 A
AR ETT 2. AR B R A X K R RE AT S ARVE
MEMNFR AL, AN KRD B E Ak E, & A
A REE R, MEF DB ER K, MDRD REY . BB
0 2 kA 3 E D W7 ok 4 B AT Ok, B B D AR L
WA, BRELSES.
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(Z) & ZHRARGENTES, B ERETL
WA EEFZZ R, TRAE XA, THEPESH

cs S LEE
R, BALME (ILIT. RSSETT. REDETT. &
YIBEATT)

(=) DHRE: LE2REFRESDRFRE XX
fode, VAN BN, 2FEHRATHFET . AW
BT R E GG . 2TAWA B

(=) "ETR: LHR/ANERIT ORI 28558
W 3 AR R R, AR B A TR AR (I
B 2 A B35 B A

(Z) & ZRARTEENTER, BEREFL
WA REREZHR, 20 NLFNEEH . ZFR
BN A WY EL. RROBENA ., Y 7%, EHE
o (FF)

h+E. HMEME G

(=) D LEREFRERPRFLSE XX
iy, LU BERE; 2.FBHATHANE T . 284
AT B

(=) RBFR: LW R/ANERIT ORI 2K D1
s 3 WA R R, R E R AT (L)
B 2 A B0 B A

76—



(Z) & ZHRARFEENERN, BEREFTL
WM ENELEZZHR, 20 ARFEHELY, 24 FR
BIRZOR W ME LR EATENHT 7 £, UEARE (30
RN BOTESE (FEli12), EHREH, (2F)

75 FERFDSERRTIBM KRR MR

(=) YirirE: 1. BliR FRaEo i@ a i
fF”s 20 FEEZE SN t (95 22) (q34; qll); 3.
Fishfe 2 IF £ 7 £ BCR-ablg & 2 H . £ D F 4 H 1. 28 F 1,
370, SRR CFBERF LSRG .

(Z) #tEH: LERKT2HHEXRERR,; 2.0
i, 7w, BEEREERE. T BETESE; 380 —
SEAE R CH BEER AP I B RIE T W BB KOO WTAE WA . R R
TR A TR (£ ) FH AV BTk,

(Z) & ZHRARFENERN, BEREFTL
MEREEEZZ AR, TKPZXHFE, TFIEEH
BCE BT W R

1+t FERFESE AT B MERE

(—) DiWririk:

1.3 F 48 %A A AGIST, FERCD117M M H %7,
7 DU GISTHy 4 5

20T 4 4 H A AGIST, {2 2CD117 M FDOG-1
FEPE B Y, T DL GISTE#Y 1T 5
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3 4 A A-GIST. CD117#0DOG-134 y [ M ey i
B, PR W T W T A R E AR R E A o-kit =
PDGFRAFZ F R %, LLthBY WA GISTH i, R F A
7 E R R, U GIST#  I ;

4.3 F 4 8 ¥ A4 GIST, 12CD117#2DOG-13 A [
M, 3 H Tc-kitst PDGFRA A H R & By " 7], 40 R 8696 He ik
S AL . A 2R M B S L e, R LB GISTH
B th 5 W

M

L.GISTR E#H B 6T . & GGISTE# ;

2.5 G KB A R GISTH 49T

3 AR EIT 5

4.1 B B A R R BRI B RIB T o

(=) REFH: LRAEIERFEMRE; 2MHXBH
FRE SHEL—FHEAFHEBRFLERBTNERERLD
WTE B o 4 B ORH R R B & TR AT (P ) F AT 6D BT AR

(Z) & ZRARGEENTERN, B EEETH
WENEHBLEEZZ R, TRNZZHE, TFEHEEY
B AT IF

E+/\ FiEmREREE I N2RERTT

(=) Virm: EREFIMHFALAE () A4 T4
BEE JHRERBIT T REETRER T REFEHA
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KTHA<HAMREREZ T ESREBREE BT T E)
B4 ) (ETEE (2020) 995 ) #HLEH,

(=) BEEHA: LERANERITDRE; 28/ 2 W
TEW; 3. AR K R, REEER R R & TR AR (1AIE)
BL Y FF A AT AR Z —

1.2 BT R 3 AT H AR B AN #2585
HERFAVIT 7 E 5% UM UM IR & 9 IR 5 005 v 3%k
B

2HANRREBH FATR I S IE . BRI
A ARG FE o B AT — TR AR

(Z)E&h: ZRARBAENRENR, 8EEETHL
W EABEEFZBRL, IVANTFEAELEN,

S FRMEIIANH N FE4 6T 7 £ GRFIE
. AAFERES) MEHEE,

AFHER: £3HAF
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