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ik, I B MR B 2 BT AR R R AT A G AR L o A
PRI B AR B R R A ST, (R 2 BRSaRPE + i C
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100.

TR YR T AT ITL

LRk

MEHER

FEEROLR

BAEKRAERE

FEESHIE

T B P

JRBUEERER C MMESRIUESE, D&% T REFBRSRIBT 180
RELE, FHIWE I ZD—Tk A

(1) FFEAABTANEAN AN AL 5

() FFRUHERAR, HAMEN OAEEM EEATIRT

(3) &b MR AT QST AR

LR R SR I R B 30 B T
WU LR T RSB AITE b L, B L AR L N4
7.

A H A MARBHARIAE AR T ENUR SR S H A T
RN LR, FFOEBA T TERFAREITH.

FZEIR A A 4 Sk M SO, EERBUNE Rk L
B AFHAR IR BRARTE, JFaT R AR . e R 458
I, il B, REMERGRER A EROWIE AR .
PZE ISR LI, IF H CEERAAN T E AR RS
BEHRE . KAWL R T TR ORI A\ RRSE 180 RICHEMM
SESERONIEEA B AT E S P = =R B

BOURR TSI SR R, SECLIEThRERERS,
EBEEAA AR FES (New York Heart Association, NYHA)
LIRS HKIVE, HIaFSEZ2/b 6 MA.

R PRI, REENE 0 B RN S T APIRA 4 Fhk
A DAL IR I, VAL UEREA SRR AR RS
HEZWARR A KEIBRS%. ZREEIT TR A
T BRI Rl 5 AN A 2 W AU B AR B K
S X A BRI AR S SR R B AR T RHR A2 . B
KA TR, T8, IVABSAERETEEN .
BATVRIEARTBIR REAZEM IS FTAERERT BN,
SRV REBRGEMTRE” BIRRE

T8 PR MU TSRS E B o AR BRBE AR L RHER 2R

WtHiZT, BIUWFE T IERER:

(D) FFE MR R AR R

(2) 4TI HH EOw #

(3) B ZAENIA KHGURIE, I SEPRSEHE T SR SCAFBIIR A K
WIAKITIERFAR

AR FEAR BT A o

JIHBAIRIIAER, AEER. B, FE R R IE R (B
KL EIEERFE WHO BERGBINRKEBNR) « AEMFISHL
UHEBERIARR LR E IR T RIEF] WHO SRR 2R
IV AR Y o
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FEE) IR (SRR
FEBEM R LR AT

R (EFRETFH /KA

B

EREFE R

B LHHAT YR I Z40AE

Fo— PR IR AR REFAIE, IRRERI SRR, R PR

TRARAIAREE SR . AL e IR R B R AL B W, R

Z3 L3 S OB P O PR TR S, R TR 2D — Tk A

(1) ARSI,  ERIRSIE T R Sk Ao Jm Rk D>
180 K;

@ HAEIRSRIE, HSERREAZ TR RS AT T AR
I7 o

TRl LSS ARG, ABVESSTS SO B, IR 4
HENRGIZR, WA IR B B MREEEEE. A0
A LRI RHEAE IS, RN 20 L2 SO BRI R
TWEBRFR.

Fa— M S RA R B S BH IR, AR TRE A

Wiz, HAZRNRE-E T EfibaE:

(1) LM R SRS E R iRYT, TR R RS
3K

@) B R S B ER

(3) FEF P RHRELEAELTT RIS

(@) FFEk H WA IR EIREERIG T R RN A

HRER RS SR g, FERIREIN T 2. HEAER

RIRIBLEZ . . GBRBEIAC R ERMIZ BT T2 IR,

FHHEAR T A= RER — U RAE

(1) AR BN R I AE,  H SO IR aie s i I RIS
KR A A

@) AR ARE, SIS (Al RIS S &
o EIES:

3) HONRIFIAE, HFBCCME Kt /) 2 IR I S
Rt A,

AP ete R A BEHT A A S RS A A IR T A
Jii. 7 A JE AR A B E BB AN AR 2 B A A B T A LR
FEhs, FEBENLRITC I RENLRERENG . A L ZZs FHIZE B R AH O
LRHEA I VIERTTRIZ . BRGSO 20 AL PR YA s B
. HERRRPENEg L T R R T A0, TR
DAERIE NI ZEYEAE (Kugelberg—Welander BSJR) AEARBETERE A -
BATAEARTEREAZ AN E R ERRS “BIEHRR,
SRV R YaRRE” FIFRH].

o G AR MRS AL VA B A R0, DL RE N H AR 72 B
MABE RIS B A S FROVRIURFIE . 50 Al 46 B o i
e EAS TN B A2 18T, HLSEPRSCit 1 A DR TR B0 T2 A%
fEAR

BATVRIEAIBIR RAEAZAM NG FTERERT “BIEMEIR,
SeRIEETE.. BTG EARE” IR .
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B A L/ R D
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TR R MR RN
RBEAZ (AL B

JEUR PN 40 fU £ A AE

Pl DABHIIL /B P R 38 A I /DA I AR T F A AR A F I e A o
i, W& MBAFERIEARS, WE T (D 2 (5 Tz n
T2k A
(1) AN MBS R & R B AT A T
@©  IfMRHEE<50X10"/L;
@ WYL,
®  IMERA IR AN A LA, LR >0, 6%;
@  MmLEATE<90g/L.
(2) BEERERTA NI
©  EAZYH R AR
@  EBEIEERAE, R/ A
(3) 'BhfefE, HIEAKRMIMIEK,
(4) B&SLit 7 MR EFIRT RS RAli) MR EIRIT).
(5) &St T RYIRFA.
FoA ISR /MR IR P SRR i/ MR Th RERRRS P BOR AN E SR &
JEREW.

e RGN RTINSk
(1) G m AT ER B A 'B B R B R A2
(2) HAGFR A WIE AT, HRIRA GO (iR

I RIFREEIT);
(3) VIR, Selemt. Gore re B BT 1 2 1 A AR
SN GRERR B R BEIUAR,

(4) HAZZZEIRIEARFIARAE, 2L 10 R

© B BIKEEARIGRIUNBIRSEEE, 24 /NN JRE A
FEE>0.5g, UEEBANFE;

@ OfIE: MR A0 B RE L > 12mm,  HERRICADL R,
BUAE TG T REAN 42 JoL s BEN I N AR Sy i A i A EE - (NT-
proBNP) >332ng/L;

@ AR ERR GRS g4 FER T EARI R
(REEES) >15cm, BHRPERERRNGHE L EH ERRIY 1.5 £

@ HMEMZ: IR ISFRME IR BB IZ E #2945

® fiti: FARFHLRIBE AL .

3k AL ZYURTERA R AR RIETE A

M6 ML 4 A% 5 I SR I 2 P P Rk L 2H 2R A A 0 Ao
(hemophagocyticlymphohistiocytosis, HLH), J&—ZlHZFRE
FERAIMIA T VB B SV 2E DA 2 i A RE
B s ot M AR SR EAE . AT NI 2
M=T0, HHETRHEA WA DLEHT B ETA: (D
VAW IR AR R s (2) BkERE >500ng / ml;
(3) SMA Mtk >, /> BEFH R, Hb<90g /L, PLTS<100X 10’
/L, YRR <1.0X10"/L; (41588, Wi, PUE ik egs
S FHIEYERR ARG N, JoE MR AR (5) Rl CD25=
2400U/m1 . AR ERE SRR R LR SIEAFE RS
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F=E B4k R

RRLERR
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W PLRIR
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SR A RETA R

FEIP.

EAMI B A SPRFEIRK A « SBIIKR « AZF MBI « REERE
EEITBRAEHT, HIEBUK A AT IE MR U A RE 58 2 REN
BRREA. JRANLRETE BT RAR: TR = RS P AP ST 1
tfl, BANRERE RIS S, TOEMALTEONIEA H A =
BT a1 S 4 X (R 1Y = SR EE 0k < Wl w5 2 R e Yt DK
NI REHRMI K AA K, Z05 /2 T2/ — T2
(1) BRIEMAMET 0. 02 CRAIEFRREN IR, WRAHHEi
RNHATHED;
) EFARNT 5 L

AP ™ B S BRI BN AER, LS Ry 3 EAFAE . i
RUYESHZ W B RIEAERA, BANE IR A AR e R . B
At B B S IR AE RIS BT A o

TR BB SRR TN, 8 M NI A T 28 28, S1EM
2 RGINRERRE , RBUORIR - T T e BN ¢ - BRI AR
ISR, FRE BTN EARSERER T EEMRE

TREREAN RGBT R o VRIS RCA B0 T S B0 ZR R 2
IREN S SE
(D webriS NSChrBesz 1 MBI T ARG T
@) PR A/ THEEE L RGHH, TEEMLERmR
=% N G TN P
© #ah: HOA—AEEE 5
@ bt HONCHER BB BN
A BRI HEAME R P R AR Mg AR
Mo

WL IR (Alexander’ s Disease) s&—Fig L X2 RSLE
AT, FERURMEUEFRA RI%. IRRRIAR A BT
By BRIBREEL, LSRRI MRS, DI KL s LA A B A
W, I HIEBUKAERE RATIRERERS . BRI B EAERE /)58
AR, TTBMITERATEAR H ARSI == L,
H AT U SR N

FRPRIK VB MY B 7K A 93 e S UM P P =R LA P T R

FE 5| FH R E R M AN D RefnG . AR T 51 iR Rk

(1) FEPRFRI AR A A3 BB S5 50N 50 5

(2) AREMEFEZE FEREE, XU T1T Rak 11T HLF,
42180 RLA L.

FHUSMEER 1 ZURERA 2 BURER A ERRETEE A .

oAl E AR EAR R, EEERIUDVITERXE. BT,
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119.
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H GE) BETIFAE

JEEPATE (Fabry)
]

FitTBAAR SE A I 4H 340
WARE

BB

PRAITENZES . DUBOR R, phe24e. RS, JIRERIE
ABImLET, HECZEME TEFRIBEWER, TRMILSERN
TREEA H AR IEES P ==L b, KigEZEsD 180 K-

T AL S TR P IRARERBUNIETHR I, R AE
B3, RN BT IR AR, MR . ORI E
FHEAARGEALI B BN A R P BRSO 8 B T AR IS BT

BHEIRE IS AT P B M, HRFIE A N 25 T
TR RIS WG S B FRanG . R IiPhE 28 A4
BERIFRONIEREZIRE, R AEREIRRET o B B8 2SI RE L0 TR AR
EIARER T ORD BAFZE, FF HE KA IR /5
IIRERRS, fF7ERrska/b 180 HUL LMME RGtThReshe, I
NHUEAT— bRt

(1) ZEBERRST I WIZEAA 2 PR AR 7R PR

(2) MFZEHE “NULF”, BT 2 e .
FREHAGI A RS EREE RN -

7 E T RERRAG, (ERIARMN T DIRE TE 5 o BEASAIRHI R SRR FEA HIA
FITHRE, SRARMEMTRIBII RN, Aje S HA AT, B EREA
s, gk Eo— MR IR,

FR— MR L XOEB LTSN, BT X Qe KB B R o —F

FUBEHEE A (a—Gal A HFERIRE, S a LM A 29

Dhe s, FHACHIRY) = OHE 2 BZ (Globotriaosy 1ceramide,

GL-3) FAHCHEFENGIE 4 & 24 B WK EHERT REUNIRIRSE &

fiE. ZiARAE BRI BA A2, B2 2 T 2 b — gk A

(1) XA RGERZ R, (AR A

(2) BNEESE R, GFR 'B/NkIEd 3 <30ml/min B¢ CCR AL
BFiE bR % <<30ml/min, IMILEF=5mg/dl (=442 umol/L;

(3) TEIRBNEKSZ 2 FECOIUERIL . CoIEIRESS AR S AL JE L O

BATRHEARTER REAZAM NG FIRERERT “BAERR,

SRR, BEEGEARE” FIRRT .

efr AR - BN (AN RO . %R T
P %A%

(1) STREBEE R i AR B RS

(2) O PPN IESEAIAT CaFEva;

(3) BRI E BRI R fifio

ST — PR R B RIS R 2 M, RIS 2T, LU

FHIR LS 52 R BN H Mo 7 EE R T 558 A 1) T A AL 3

SRR e, Hig R T 5k

(1) &5 X & AV, B2t 4t

(2) FRAATTIERIEERFIR DI RES L, IMREFSE 180 RBkI A 7
J& (Pa0,) <50mmHg AIZK M EAE (Sa0,) <80%.
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F B TR O REFE IR
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KEBEEZFA

P PRIBR OO N B TR AR OO U S U P P EL O R, SR

Z T OIERFPIEYT (CRT), DA IE S U YMAAGE O D)

At. BRIRIT ZRTLIE R TFIFTE %4

(1) O IhREFEMEFE IR B L O 2 O T RE S SR REZ 0 T
fg TTT 0Bl IV 4¢;

(2) A=HFMAEIET 35%;

(3) =& IRARHINE =55mm;

(4) QRS H}E]=130msec;

(5) ZHWETTRERAME, A REIR.

rEFEANKIE PR AR A R, b DU A BBk s

BNk B BN R AL, A FIARTEE B O FHE

ITERZHIRBIIKS, H R T 2R ok

(1) ZLAMTREA f C VAR F 1 IR s

(2) HARIE. CTA A eI G A A S KB KA AE SR A B
%,

TRNIBE B ST MAHGERBUITIHEAT I BURAE TR, EOR B
PR A AU B A B A TR 1) 30%5k 30%LA . AREARYE ¢
EFTEY



