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"BETRARELRE, RPEABERARBER: ETRIZLLEL, BAFAEOREST (A0 EF. 555, viF
Fag k&) POEAT A, R FEWAAWG, A KIMiES PRCAHEREKEE; GRS REHF, 158 T &L
R EFHE R EAEIMNAEL, ABREEARABRIES, RARRHINREEBRRABGRE,
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25%; 4o = 1E ¥ 69 25%42<50%, W) 5K A 64k do sm i <30%;
(2) SM ) s F M B4 VAR =30 S A 09 PR

@ b bk 2w B 483 <0, 5X 10°/L ;

@R g 4xom it <20 X 10°/L;

@t A IFHE <20 X 10°/L

9.1.10 EEBHERR HBHTHEEAR R BRER LR REEER, BRELAZHDERE R

® R T o BRI K LI LW o AT Am e A B AR AR AR K i R A

%R GHRIRE FEAMRE AR — A LR FiEsh e KA T A

HRGFNT AN, A EEANAHREKATLER, HEBAHL 180 X

BERENMGERE 180 RE, HFREZKENTFHRRLTMARTLERE, R
BARIMA L 2B (&) AT,
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9.1.13 PEEDAE OB PPERIRF G ZHERBEERERT, FRIBEAREF, KI£
Ha4)oEmE 42 (New York Heart Association, NYHA) I RE SR
POOARKRENE VR, SHIEE LT 40y <30% HELEV 90 K.

PXREARFEAEEEYN: SRARAFAEFENAY: (NDFR: ATRYGFRABK; Q43 ATA—A5HEF—
ABE T AT ETERRETRAM: @) wm: AoisdstirRIME:; G)#tR: AT ESEFHs R T REY
HEATd: (6)#hiE: ATHTHERES. ~AEARAFALAEFNRNOLEZRERNT 0-3 A 4L,
PERAHSPEHF S (New York Heart Association, NYHA) K AEHNR: £EAHSEHFES (New York Heart
Association, NYHA) H S RAES AW : | B SHBKADFENERTHRE, —REFDRINLZ A, FRABEESF
SRR, IR SIEBBARD FHBRELRA, RERLARER, —MEDTTHILSRER. MR SIEHRAR
AEHHELTR, KTFR—REHIPIRCEER, VE: SIERBARBKREETIRS E, KRERETLALESTE
K, E#HhBRE,
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() A AR IkE, LERDIE T RMEERREHFSEE ) 180 X;

(2) A B FIRIG, BERET T ARG AT FKIETT .

K MERFINARGEEELR, TE2EEENANF, &, OEFIR{Z05
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R

(2) A Bl K SRR KIE, HFEFREBOYIERENALE R EAETIEE,
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K—HRARFHEEZ AT ERER, A2MAERNELHL, BL#H
BT P30 &

ML ERAFPE ARk BMER G, FRETEERITE;

(2) B 1% M ad B 4% AL B B A

QYR EFA TR ) RF BHE T (BRI EFHEE AR E X, H4
2V 6/NA)

WDAERPERELARFTHEIETT &
GYHEHFRAREABBRLZETHEE) 6N,

B 2 k3R RR R AR IS AR ) P B EIRE (FAKRTFE) .
REFH Q) , FAKFE»H4%E (1050-70) . + & (1035-50) . T
(1020-35) e Z & (10<20) o H AR FAZBE ML B F E A AL, B 10
50, %5 T 694 o4 A0 B F BRSO 30 TAEE BEAT, SIS TAEE LB
SN FELERATEINT T BB ASFHR RS 2024,
WmF R EFENEER OLEFNEELRRATNELR)

P B ol 0o T P AR A

(1) FHEAHLBARS AR T = F K045 R &R KT

(2) F B AA 0 F AN TAF % & 0 #0098 FAR M IE 52 A% AR e AT A AR F AR
HEPE. EEARMEEL, B I10<50;

(3) AR e A B9 %7 /1AK% B AHIN B A2454E 180 R A Lk,

WA HAREBEITHS X TRE, RANXFPELH, RIRES =4
FEEAY RXF. HEXT. AXT. BXT. BXT. BHET) XxF4a
(e Fa9 ZAA50 . FHAT, R9SALA, BHATHF) . AAEBHA
T RIS, HOABERERAT EARED»R GE) IVHREKA
T E MR TR, HAUHLT 7 230 &4
(1) Rf2;
(2) AFARME A F K,
Q) AN BHETLEY;
(4) £RGR AT B &
GXZEFEEGET BB FE) BFRA LTS,
E: RREBR AT R FTSH DA

| B: XP T E, —REHLET,

28: A XN REREHF, 2HikTR—FEFF
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i RAR B AL BALAR I RE AT MR R o F BRIy RO I 45, Al ATHE & 6 17 BR
B2, EAEAKA. EEEREKAAZHEAMR, R L Rek, REAEIRA
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(1) 7 Ji Kt Fer PP R S 2 89 6 R i A B Ae R 4 R

(2) fn R AR L EH ALY 343

Q) s R Ak, RAZEVEB KRB HF 3 B,

ENRBERH ALE“91.1 805" & “9.1.5 BE&mMRIB” 742 kme XARE T BHE

BEREE A7k tha G b B E T A 2020 SFHEA AT 69 (E KRR RES 6 R 2 AR
AHTE (2020 SF43THR) ) % T B B-F & 69 2 LA RE B 89 E 5470k )
T, AE“Q9Q16EXRBESHMAREL FTMAHERK” £29.1.9“FTAFE
Resd e R e ” AR BRI AT et & 5 P B BT A 2020 SR A6 (E
K AR 08 e 7 AR A ALE (2020 SE59THR) ) 4B, HAb v LB &
AW HAVE A, R Ll RAVRIBEAT Y E SRR
VALY U4 = 9 9 3 SR AR AN T 89 B TR H0 7

LILEREREX

DINERNERFE HEBRAREFSUT RBE LTRSS ERR, &Y HEFRELEAHLR,

HIRE X AT H b AR S A R, EARR IS TS B AT R B AR R LA

TEEBAARINET HB—mEEAMA R, FRRESOEEMBILAENE R, RIEREL S

MBELALR MBS, FEHLARRLE S ZART TR (E: dERHBETT) .

A AE BMNAKIEATR R FTERL AMRS £ 2.5 FHELR” & “HAERER, &
Rwfs . BRRFEEARTE” GIRF,

FEXER F&—Ab T e BARIG P R AL G EEBAR I ARE, AR BB IR EIS A B e 0 s B
HWERFRLZBET TR NERNMIL. NG EH EARIER HEETEEE®
Fo i) 3k B A BR 50, ELSR RR SR T ARAE 01k F K R ik e T e AS R
BRI AT R R FTAER L AR 53K “2.5 FT/ERL” b “HAERER, &
RWoA . ERREEARFFE” R,

TEEEAE KA ELOXEHREERR, OTF X LEARKT P EBD a-FILAEHE

(Fabry) ¥& A (a-Gal A) WARRE, FHa-FIIE3rEE A SHFAkrw, ALK

R = CAEAY 2Bk (Globotriaosylceramide, GL—3) A=AB % 3445 A5 £ 4
G H5EANBE KRBT FHGE RS, AR L R AN B A58, E
ik TN E Y — &1
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McCune—
Albright &4
{iE

() PHEAVZ R %% R, Al EeE T

Q) B e &, GFR B/ iRyEiT £ <30ml/min 2 CCR W AMNBEFFEFE<
30ml/min, A LEF=5mg/dL % =442 umol/L;

Q) AR T B F RSB, & BRI T RS IR

BAVRR KR R T ERT AR S “2.56 LR F “EEHER,
SRR BHMREEARFT” GIRF

F—AERIAA IR Y RARAET . FARBEFORERFAESFER
fr, MZEAELVHLE, LOB2ETTHEIZE@OELR AR T
BT o

BNAIR KRR R TIERT AR LK “2.5 FTHELR” 7 “DiEHRER,
S RMER . BHREEARFT” GIRF

6w TH A8 1 (arginase 1, Al) %4 5|42 09 Jk 5 16 R XM AT M %
Fho WARZRMAFITHEEMR R, NmE R, FME D, N2 EAH
B A ARIE 4r 4w 6Ky £UBR B ) X A= ARGT A B T A M BA 44 47, Ho £, &
AR F R TSRS I FD0.

BNAIBRR R TAERT ARG LK “2.5 FTHELR” F “RiEHhER,
SRR, B REEARFT” GIRF

44 P AL B R AT 3 M AR AE IR 7%, R H T AR B 5 R kS F A A 64 1 skt
EERAORRREATRG ARG B AR R, F LA f 3K A oK -F 9 2
AR B AR M ) AR S, FlARSHE, FBAL, RS S A4HRE. A%
LA E A AL,

BMALE AR ERITAERT ARG SR “2.5 THELL” b “EAEEER,
TR TR REEARRF R4

T H BN BB ARIE, HRFERAEBEEMBAN 2 RAA KENS
FAP B RG 0 R mI, Ak E R IMAMNMA K. B A AP 2 it 73 A
B EEBERG AR . M2 BAVINTT 89 B 25 A4 E 4 91 #7517

BMALE AR ERITAERT ARS SR “2.5 THELL” b “EAEEER,
TR TR REEARRT R4

F—FEERKFFT, REARTALY RART L ARG R,
AT K AR 4B, LA . RA LIRF A RIAFIE, RIE GAA B & AR M
AR M FALE, MHL A ETEFRATLEERK, LERITRSALL
B % A& E P 6= R E = Lay K44,
FAVAKLL KRR TAER T ARG 3 “2.56 TAHERIR” P “lA MR ER,
RV BA R EARFTF” IR,

R —FE Y WA R 2L AT NG R LE AL, B B2 A BFRELE AR
GC&EAMR) o« BREAEZEZATI| ZIRIE:

(1) = AREARAR MG ESIRIE A6 8 TR T, RN H i
FARAA AEFRE., i F K3 S RS E KFIKT
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(2) 3 R F e RrNA, 5 R AMEFRKE, RINA BHIER g 5Eod
R, W R ARILEF IR BIIEIEE G E IR, Lo UK R IRIE B 4F 440 5] A2
AP 2 IR F F BAL S AR K

(3) AL AHLI) 49 Ak ok & Z 3o

MEBAVAT O EREAELRAHALE, REMR@E. KE. HEFRENL
FHREV AL, BRETHALIES GNAS AR R T,

BRI ER IR AR T KRG 53 2.5 THLR” + “BEMERK, &
XA, B RFEARTT” GIRE,

SARE EMMIERIRIE, R—HERLGFTEE AR ER, T2E2ANF
BABIRHESHRETR. TGRSR DMK E QM. BWE. WL
o, BRAMRFT, FRMECRFEGITAEH AR BB ALE R R
M, LITRKAR. A, BRIRALRRE R T, AEEHELRHLE, BAH
RT3 5 At

M B EFAEETRTAERE X ZEAN T EGMEL D, BRI,
RKER BEHRE R R = LA

(2) "R Z35: Fhkd A 55 E (Pa02) 1&F 8kPa (60mmHg) , =AM &HH
& (PaC02) =T 6.65kPa (50mmHg) ;

(3) L HA&MBAH IS BmA BT F,

BAVARIZ KR/ FAER T ARG &3 “2.5 FTAERILR” b “SAE M EmR,
SRR, B REEARFT” GIRF

F—HP " EagAr 2R E R R, TERAATARE, FAKT. ZAKR
MEYS, WEEEWREE, AAYEER. KBS, NEEHELWAHL W,
Hez#RkaidFhhIctdikE, LERITRSALARDFTEEFEHN P
H=ZAR=AALE, H4Z) 180 X,

BNAIBRR R TAERT ARG LK “2.5 FTHELR” F “EiEnER,
SRR, BEHREEARFT” GIRF

MBI A/ BN F T FROGAEAIA LR A 095 FRRM,
AP MAARE TR ERIAFRIM G IR T A KRR IR EE LD
W, FaEAEEVALE, BUHLTIE DS AR FH4:

(1) BRI IL R 525

XSSP

(3) s B & KA

(4) AV 2290 & ;

(5) %5 /1 % 4%,

MK AT RATAERL AR SR 2.5 THERLR” & “HEERRB,
R, EHRFEARTE” R H.

A atiTh 2 AR RBEBRRIEAR, AaZRF . BT, Mg
R SRR 5 A RNAAE, MARERS &N 2 3B R L5475 B,
HiEmARIEAT KT (FARTES) - #RBHEH UQ FAKESH
2 (1050-70) | & (1035-50) . F & (1020-35) A= & & (10<20) ,
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FAO M I TAE K 34T, SIS TAEE LA SN EFLER AT
INE P AT AL B AR 180 R A L,

EMARIZ LR R B ITAERT RS S “2.5 THELR” b “@EHER,
R, B RFEARFT” BOIRF .

18T Ha 21-21LBs09 CYP21A2 A R 4kfEs, FRE LMRAF X B RE &
REFE, ARERNOIERRAZLG R E S ERFERERA KL, AL EANT)
INTREGEAEARHKLE, 48 21 ZiEiibhds, BT 2RT
1%,

BRI KR E R TAERT 2RSS “2.5 HELKR” b “EAHER,
RRWER ., BHREEARTT” G9RH,

T —Fr e R L ARCE RAE. VAT 6 KK Ao 2B I T KA R A4FIE09m R, &
F C1-INH, HAE-FXIIl. ANGPTI. PLG AR X%, FEAL O E Qi KFRA
RRFH, RAFREMKRKTRS, #nFRNORE, AHLTIES
— IR E A

(1) B & MoKk KM RIRERT LE 46
(2) FIREHRT AEWF R,
BINAIBRR R TIERT AR LK “2.5 FTHELR” F “EiEHhER,
SRR, B REEARFT” GIRF

-

wy

H—FG RRBNE LR, RRTEaFmi PIGA ARREIL
— AT AR B AR G R A Mo A MR R Ok, FRMBERRAET
o HeREAATERAZLG KM RENER, FRERILEZOR, B
% o o fb RSB AR AL BT B LM EALE AP ALW, HIEH A £
KRAFIEEF LK (FLAER) 02 RIER,

R —F B E IR A R, MR RAVINT 89 E T AL E A0,
WHRT P2 Wi KAt
(1) Mk R 3045 o o 2 K
(2) M A A B4R T
D AR $<50X10°/L;
@R Rirmppid % .
Ol HMs R omin, HiE>0.6%;
@ 21 % & 1 $<90g/L.
(3) FhiAE T T
@ E 4% tm s pi, 34 55 7%
QB HRAEE I A, £/ 2 A 4K,
4) B e E
(5) IR FEAH T o B IEF o
AL P A AR P AR D R S AR TR A .
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BEREE

Castleman 7, XARE KHE AR, £ —FnERHAGEEKEE LK
AMER, AL (Unicentric) 5% & (Multicentric) mE, 2
Rz RIBEA, HEEHEEHD,

KA te A Bl ALt % P o8& Cast | eman SRt /T3 I,

BAVRR KR R T ERT AR S “2.56 LR F “EEHER,
SRR BHMREEARFT” GIRF

F— R RO ZRGETHER, GREAATRRARZEG A IAAZHRE
BF, Mm% R BB T R AP E R E A AL, IR KA A AR
RALF R, HEECABZEFTRATLERK, LERITRSALLRD T
AFENFPHZRAREZAAL, BFLEELAFETIMALY, F34ZE
180 X,

APRE RIE . A R R RIEAR T E T EEARE R ARELAA.

E ol hk X XARFAFHIREK . BAHRK . AFNMEHIRE, A2 EHELN
BB, I R IK AT T b 6 AN AR ) A8 AT R AR R . SRR R A4S
BIRANA KATRTEMR KR, BRMFLTINE S —R 544

(1) BRER B K R H R

Q) HEMAKT 0.02 CRABFRAREMNS &, deRiE A HLCM & AT
#wHE)

QAFFZINT 5 K,

WA IFEE-FHLMAE 3 B AL, FEREERE S NG &
KLU B AR BRI (ARIRE R B HE R IR)

ALV ILFE & gm s A A, 2 Ul RAVRIE BT 09 EFAREF 2o
VARV )UF N 9% 3 A RAVIN T 69 B 24415 o

[ATRABLR]
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MRS TALTE (201850 0R) ) LR R ARk, BT :

FARARIL KRR . JRIESE . AKMLAE . HU rthlefmajE fo A LR

pTx: JB ANF I8 I~ RE T AE

pTo: TAPIZIENE

pTi: APIE BTRAET KRR, & AZE<2cm

T8 & K2 <1cm

Tt 98 | K2 >1cm, <2cm

pT.: ¥ JE2~4cm

pTs: AVJE>4cm, Bk T FARAE A R R ARIZAC F AR IZ SN A7 AR AL

pTa: BPIE>4cm, AFET ¥ HREA

pTan: KAAZICFRAE S TR, T IF I K]

WL E: B &R, ME TR, FRERI, BITEF I

pTa: KARIZAC F IR I A7 IR LI

pTa: ZALE. AE. BE. BRAAER LT 3R

pTaw: ZACARAT FIAE, RO EMANAk. A E

R AR E A R

pTx: JB AT I8 I~ RE T AE

pTo: TAPIZIEHE

pTi: APIE BTRAT KRR, & AZE<2cm

T8 & KZ<1cm

Tt 98 | K2 >1cm, <2cm

pT.: J¥JE2~4cm

pTs: AYIB>4cm, &R T FARIR A K KARAZAL T RAZ S R

pTa: BPIE>4cm, AFET ¥ HREA

pTa: RARAZACFARIRI A RAL, T AF 98 K

wRALEAE: FE SR, MF FIRIL, FIREFTI, BTSN
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B T 4my
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pN,: D%k 48 ik it 1
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LhEFS: R TRTR PR

Mo: iz ab345

M. iz 4445

FU kR SRR (9 ILA)
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A=A AEAT 0
Il 37 AEAT AEAT 1
F#h=55%
| #A 1 0/x 0
2 0/x 0
1] 1~2 1 0
3a~3b AT 0
11 7 4a AT 0
IV AR 4b AT 0
IV B AEAT AEAT 1
AR (TR SF¥ha)
| #A 1 0 0
Il #A 2~3 0 0
[[E:# 1~3 1a 0
IV A7 4a AT 0
1~3 1b 0
IV B 4b AT 0
IV CA AT AT 1
Ko (A Sk 4a)
IV A7 1~3a 0/x 0
IV B 1~3a 1 0
3b~4 AT 0
IV CA AT AT 1

Er AL ERARP T I5 B E R I A SR AR IR B A0 69 SR8




