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BT oo F A BIMEF RERA GG ETTIRS A ETT I A#HZ AT &4
(1) BRBIMEEFERERESELLNEG, FEEAXR TR A ;

(2) BiExbR S ERmETHETF LERRE—H;

(3) dEA T BIFRAALE TT 84 T 69 742

(4) BZHEFIRSTCEZASEL M LEFHA 2.

St RE B EE AN A RARAEFEI, T, S ILaG RN HATF L e
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AGAT 2T B LI TG G AT B ST o AT RAR ) B AT TS B A6 09 AT R SR AT U 48
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BB — R AF S GO AR, 15 2 My S A A I 8 2m 69 75 M Ay AR T 3
B I% BN Bz S R L 09 T7 ko e FIT A0 Se R 6 7T B E A o R
FAERI L E R 5 B HE I MEN TIERETT.

ARG E VR SRS TG BIE & T R AR 0 IR A
BATEW, R GRS AR T R SRS F A

KB B PTG 09 R R 45 2 AT B @46 RAEIUR BTG RA TSN
N2 BN S . RANET S B IG . RA NI R BN R AP &
AR R IR B A G

AERL P o) BN s “ BB TR 5 “RMNE 2R,
FlAEGR 8.3 “BMitB—ER” 58.4 “THITE BE” MR, 12
#EE (BREATHARBTELSENR. T, TEA. WL, MIPERN
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WEA AT AP IEM TR E A R FR, a A ARAERAY, &
i —FHho—%, TE—FRHt.

ALR P48 ILE L&, RS AR LG AT & AT 69 %A &
FRERFAR, Eit 204, VILFLRBGGARRE L4 T -

Tl bk €8 LT e A — A IR R I3 R, T Bm A R AME G, L AE. &
EA G NIRRT E A, RSB TR &4
(1) 24050 T 3 W

(2) CTRFAUMIRZE M EHERLE;
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(Fanconi 24
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6. XN LELS
fE

7. #heR A 4E
(E&MMEX
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8. AT R K

Yo fetm X A ERALBHATERLGHEE QG ER, M X &EUHR
BB IER, REFEEMANLHATHRT K (PAS) FEatkey
FaMR, HRELTAEMELRSLES.

BB ER R E G F R R R ER, AR A T B, EAE R
QL EAE EAE AN, BSPERIRA BEBEER R,

FAREA BRI TG IP IR FECR AR E H F S, FABL T 2345
1
(1) EFRBELTIBIRGFK,
(2) FR180H GHE G2 A 4ME, LEBRITRTIAADFAEFEFD
Z—:
O#5h: ATKA—ABE 2] [ —A 5,
@it ATACBEEITFHBIAE T IREHHENT T,
ERBA G LM ERNMNE. BAEMNE. FEHLBTERECRNA.

L ARFanconi 42648, A5 sm K NVE R AR S Al AR — MR, MR A
EALW, L#HLTINE Y =0 E&4:

(1) it T d I E AR, & AL R R LR

(2) dited i AR fnJE | KR BR oo JE SR L 3% B B BR P &

(3) HAERFA, BRAHRIRBL 4

(4) BELFHA . a@mie, AMFE T[T RERITIEE ARA KA
BR4E 8 o

BWREAT 3 A Y WAL LR, 208 RREKERTE.

B O RE R BB Ak e R R B AR TSR SR E A E AL
RECHBAF S FERTIEEREFEAT A A

(1) ¥ shhk)E 2 T 40mmHg ;

(2) M Te A & F3mm/L/min (Wood¥4%)

(3) B3 Mt & B2 EAKT 15mmHg.

/

R—MERGFE R EARTEERE R, ER2ERAANTBABTRRFESEE TR,
F BV RBIEA N m I E W RE ., S W) EWRFHE, FEM
fE e e F B AR E R RIRIAL R WA, 7T X AR . g A=l
MIEFF . MEEAELRFHLW, HIHLT I3 5404

(1) ¥BFhd L TAEERRXE LD ®EOWELE ., BEMARE ] &
KIGE:. BHRERRAZXEHIRG;

(2) "8 %38: ik A5k (Pa0,) 1&F 8kPa (60mmHg) , K=& sz
J& (PaC0;) & T 6.65kPa (50mmHg)

ui

NS

R —Fr A F O ARAY 2 Fa B BE T B 09 P ARAY 22 R 4 M BLEE B ok
Fa, BEM/Lakim, ERENOIEOABL S EEEE: ONMMEE;, D%
WAL, ORERLZELIE; @L2rmTi2A04; O IREIER K EREH
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WAV AR T o LB EAEARALR, HEHBHMRI . FEARRAR,
A K A Ao dn & A B 25 BIE S,

ZRAMRIATERKELCAA.

HrH5Nova—scotia® B 2 IE % Kom, & T A7 3B 5B b = B 22 3585 15 KM
Bif. FEREHXEMALG-ERMILRZ AN, HAN, BT K, FARWEZZR
GRATIE T o RIS AR YB3, HFIRAY K FadP ZaE Ik, & 78R, 52
FFo LMBEAE LR HLW, FHEHTRUSMAIE, ZEA AT AESE
4ERIES

(1) 5P fe itk € 4m o An AT 2a I R 208

(2) BHAEAmAE;

(3) XE&AF30 2 F A S W R IZHE

(4) Al g HE i Ab 42 BEBRAG BF 38 o,
FHAAGRZ-E LA TELKELRA,

R —AP )G R IE R R, %Ak TiEnTmie PIG-A ARRE 5 £—
2838 i EUEZ A G (glycosy | phosphatidylinositol, GPI) 44i% &Mtk &
IR E a6k, FRMBMARRET, LG REINN RRALE 6 KAE M0
BRI, R ER AR, B ) R R B SR AR A A T R . LN
HAE ALY, AKX ERLEEE B E LK (FLARR) &% R
TSR

25t 8 g A4 (Peutz—Jdeghers 2 44E) XMEERE &ENLEAM, 27
FEARIHE R, BREIAANTIR, OB, BAE, FRPLEEZNE, VA
Bhid % BV & R MZEHBEENHLW, A S HFHE SR e AT
FREF

POEMS4: A fE 2 — AP 6% F e R M mo. LAY 89 EAE L FHH AR
ETHRBOSAH T EEI, P: ZRAMAZHR; 0: MENK; E: ADRFF;
M: ¥ 5MsfzR&a; S: KA E.
MzERELEHY, BNHZLT I 404
(1) 3BFIM T BARE T 2IH L.
% R BAY 2%
¥ % MK m AR R A MR R
(2) ZAREHBRLE S —F
= K i R Kt g R A K BT (VEGF)
Castlemanys;
FEALPEE o
(3) KEHEHRRLE Y —%:
W o issgim B (469 F ARAR 2 A AR R 2B AE R Jm R R AE AL BT ATR R )

R (IR TE, £ 5, kR, 2B, a7%) ;
BEMK UFK. BMAXIMKELEF K ;
ALFL K KA
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14. 2 B B3 dn JE

15. F-BE I b
L HRA

16. Castleman

e

17. Erdheim—
Chester %

Rtk (GE1) AN SRR
21 4m J3E % gE Ko ARIE %

HAITHRBEMEF Qe+ @ E (progressive familial intrahepatic
cholestasis, PFIC) & —4% F eihfaT A HEm,. RARRE FH2 T
HEL I Ag, RAM AT HR, T 2EREAAFITHGZE, = TRE, HF
HAIRRAREAERSEGH, VK. BEMEEZHRZ ARE, RETAENAN
M %B, MEEAELRNHLE, A ELFAAN, FREGESF. FiERES
BRI LE RIER, LT BEAETFRET.

FAR B P& A fe i A AR AT R A AR TSR A

X ARALAY B B JE R 2 BlEEfn g (phytosterolemia) , R —FENEF L E
PRI& P A5 69 16 LRI 27 & om e T2 A4 B BF A BOG , AU B mfie = £
KERTF, Rbakmiafo Bty k. EREILANESR R T L A%
G IR, FARAECHKH. FRERXTEE. LAZREHELNH
Bwr, SRR AT BT A &
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(3) mmaHShER AR m@mIeIE %, E Kb ) Aot MR ) ZBRAE
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Rk 5 e B BF o ik o Ho A K 50 64 3 02 B BF fn i R ARRTER A
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BONE, fET. ARRATHE, ASTHEA A RERE, KRN LR
IR RGP 2 R AR Rm. LA DEHEFEA, QRS E. 3
YR, AFFIET . RE, A%, ERRME, QRS T, RIEE,
JRILAETA L MRS AR, QEMEREESIE, KB, RAF. A%
A EAWALY, ISR ERAE (MRID) #5150 im % %6 4= DNA 547,
F ELHERR H AR AP 22 55 o

Castlemanys (Castleman disease, CD) X ARE KkE. 4538 4 K e E I O HK
EALLRIE A A — AR MREALIEAENR R R, LAEKRELE TR, F2E4
EARRLW . RILAIEA Y AR IR, o E B e 2 R AL 4938
Ao BREIMAFHINRA LR EZER R R (RELE4EEE =1cm), Hi
BN GFERR S ZAME, wEREGIE, ZHHET. TRENALY. AR
AZRE. FHRE. FERY, LERTZRERRE, HERXRE.

B R e 3L % R & R & Ui R 3 1) 3 B89 Castleman R AR ARBILR A,

Erdheim—Chesterss (ECD) & —#FF N a9 IE A X AT tm AR 40 L2 b AR 38 4 J5 , &
A S KB FRIHBRmMRIEAEE, RETRATR AL S NES,
RE R RKB G TRRAE T, THTHEIR A, ARF I
IREE, SHE, g, MR, B, BAEHIMeF B REN. LAEEHE
& ORI, B R AT TR &

(1) A AR AR & R I T ALK B R s 3 AR 89 AR AL % 7
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Pt B3 & RAIRJE 5| A2k B E A T, RAAF _BIEFAREF. ALY
KA. R E KSR ERREKFRT; Q% AW E 4R850,
% R B REE AR E, RIA RIS A E RS, LT R AR E TR B
HIBIA R AR, do UK R ARIE B 4F 44 3| R AAY 2 Uk B F BT AT R,
%8 QAL IHN G F ek £ 52, MEEFAELWAHLW, KEME
By KB METFRERTIIES 1L,

% IR A 2 (MIN) AR % LA BB S Ab 2w, & —FP LB ShAd
B RA RS REEAER, L LA R R 2R, AL E4
E A LW, FRiH T PP A i

(1) WEREINA AR BAYES A EGZHERITHERIL S . MELRRIREE R
AR

(2) WAV ARLET D TEFERORTHHFSEE, M, RpHiEHNE
S, ANALETSZELARNZERE —FH2OTRETE;

(3) AZAFERN IS AALE, LERIZZRSALRADFLEED (2
2) wEg AR L Lk,

R—H % ZATEGELIEX MR NEEAELENAHLY, FHTAT 4

A
(1) BEFERTRAER A FRinin, AR Raferalt (R TFEF
R EITA)

(2) BB BIFZEANL., LRFEX, RARCEIMEE O RAFIEFE N IR

RE O REIUAR,

(3) AAXREEHHAN R EAARIE, )V HAT I —AFF:
OFME: BAKERORREILA K REESIE, 24 RE G2 2>0. 5¢,
vla&xanx;

Qo fiE: SHEAR B T8 F BE R >12mm, HER RS IR R R, RAELE
TN 4 Bos B BN BN Ksm AT ARk 4Ak (NT-proBNP) >332ng/L;
Qffhe: HLT&Z FPLe8is & L2 Fa9MF LR FR69ES)
>15cm, SKAPE B ER BEAR T OE F L IRAG1. 54,
@I AP 2 e R B ARG T AR B AN AY 2T

Offi: #ARFRTIE R AE .

TR IR R 4G Q368 X T 69 B LR @468 X T 89 BEAT M

2. 7 AR R FALAZEH AN (1) FR: ATRBF RABR; (2) H3):
BTA—AFREEZ =AM (3) 173 AT ETRRETERAM; (4) 4=
. B AT KR (5) #R: B TR ST A B RE P BR L
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(1) W F AR 2 AR ITRY
(2) AfRFRFZTRBEINI FZE2HERER,

WA N K E IR RA 5], LESAATHAHA TR R F Tz E 45 A
Bt 4T TAE B AR L by 46 X F 47,

Ltk mmFRAL LR G RAE, ELEEHHIV, LEBIEAE LR RIEGRH
F | ARG FRIF M R IE BTGz 54, R4 5 A AIDS,

FE AR i S H AR AR P AR B 30 R R A S LR R A, R LG R
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BEFWMAEEFAREESF NP, dRESFLEETEEE, TBUEA,
IV FAL T AT, T, TREREFAFRENTR., BT FHL
INE VAR 2002 5F 9 A1 BAETHE (ETFRRLEP) AXAZHE, &
ZEBIAASITE, ABITE A 4.

HAEAD S L, HEXGREEELIFTANE, REZRHLE )i
WBhIRENFL Ty, K E T A AATAIE, KA AT,

B AEFAmIe R AT RAE R R e R) K AR T Ko B AT 3R 6%
A, BEEREFRMEEE KRG 2 AL BGFIE,

PR A AR EA T EHREEARFT . ERESH, THAF
ERFHRBYER LA MR (FRmfef 2R PGB R L) T rE
it (1CD-10) #4% .

AT TS AR F TS RE SR 89 B AL 2L

3 A VR SR S F DB, dos BRI AHE. BAE TR A
WA KPR, EEiE, FRIE. PO EFIiEs.

PRI 2 AT LA GG, B F RN R A R B, ARBAT R H ey, A
oy SR IL ARG 2 F . ASFA T H—MREAGRLSMEL=1ZHREA
—kME AL X (1-25%) X (1— 5490453 A /R E 8 &%) .
it AR RE—A BE— 8t H,

BRI A S RSB Bk, I FRIFF R Tk, REE IR IR
TPk, 24032, WA B, HTRELTW T &,
BIAREREIFEBE M, MABBRE I, RKERRLSBRES
EH XRBAREME, FIRRA, RITRERLEN T &, & THRREZFE
T, TETHEEREZHE.

CRomAety AR FIAL B IRt o £) % k44T (1C0-10) , ZHF 2
A2 (WHO) & Am b4 [ Il A9 R o £ 77 ik o

CEFRE R RN EFE4) % = (16D-0-3) , & WHO & #é44tst 16D F
MR EFARFEmBER ., 5. SRAEAZGIERD, LPHEFHD:
0 RERMME; 1 REFHESKRZMMING; 2 RERAZFEAIIZEMEE; 3K
ATBMEME RAM) ; 6 REBMWIE (E4H) ; s REBENE (BRK
MREEHEAETZ) o 4B HI 16D-10 5 16D-0-3 R —E #9151, VL 1CD-0-
3 A K,

TNM& 2% FIAJCCIE JE 0 A F MRk, it E B £EEEHEASER 2 5B IR

FRIRASTNNE R 2B A4 2, £ B AT ES o6y B iR AAnk. TR K
ek, BESE; NIEHREEWESFEIL, MISH L L B a4 H 0,
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pN.: 3Btk O 45 ik P 4%
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M. Az ik 4%
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