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(BRZ IXHEMLRF) 5 HL Bk PR VB if B IX PR AP T H r 22—
AR 22 w48 € BOA T BT HURA A IO B BHEE B2 . A A =] 7K dH
AIPIRTAEAZA G F TR Rbrh “BEMERM . e RIERE . A2 g
AR AR

TRINBEAR hRETE S, CAsCil 1 78 4 B BRI N AT RBRER K SR as B (0N
MNEGED BHET AR, BARSBE. B BRRARARARKBEAERR
RREES Bl Y

Fa et 2 RAE IR SORE FEBUBIR I 2 P4k . SR3E. oRiE S L KR

PRI, BRI RS HICERRIRNERAR . 20k 2 T54

A

(1) CT EoRBRARS 2 F e 4T EAE A g 5 (ERCP) B R Hidh. ik
R

(2) RS RAREIRIT B ACIAIT 180 KL L.
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S BB KA RAR AR RS A .

TR B SR iRe &AL, S LIRBAANS IS FIR R D) RERGR . 20
BB A 2 A
(D e, fF65E T i2BbsiE:
a. IMFALE FAR B E (ACTH) /Kl & KF 100pg/ml;
b. L PRV B8 B R I S R 17 S B R S [T« 17 I 2 Jo 283 (] ezl 7
MHE R M SR B E ERI e, oo R B

B J5 D) RERABE
c. (W ERR R B (ACTH) RS0 2 7m  JEUR R W I B Joi T R
TRARE o

(2) &R RS ARIGST 180 KA F.

ALRFEAELEE HE & e DI RE X ELIT SR NE T LIRThRe A 4, RAbEREHE
(AFEEARRT: T EIREZ. HIV BRAaum . B, M) FrstiE R
PR b RR B TR T RE TR F 4k &k 1 B L AR B2 R T RE VB S AN TE R RS B Y

TR A LR g 2 — e VA B i, 2 B B SRR g a] it . SV
LA AR R P ER IR B T LS 46 2 20 A2 B f Ak

(1 2AZURHEELW

(2) CT R XUioRiEVEFNE AL

(3) MM FERREIAE, ShlkMA > K (Pa0.) #FE:<50mmHg.

7 S B R M R BUNB IR E I SO . A0 2 T B A B AR AT
(1) ZDUIBR T =72 /N
(2) EEMINETRFF 3 M HUL,

i 28 et R B ik i BAAS: 2 WA 2 T Ol = B I A T EE R AR AR, AU L N A A

> — T 2% A

(D ARk I FAA RSk, — MBI 75%00 F, 55—
S E 60% LA |

(2)  FERTRESE TSR RSk, &/ — ST s 42 75%0 L,
FOA TR S M s 3 E 60% LA I

ARSI M . A RESZ 14 2 M5 KA s R 3l k4 2 8 IR EA

YE AR B IR

e e ORSr N TR A il 8 5 1 5 BN 2 500 T BB A3 T 36 K A AN mT I M 0 T

T . O INRE TR R REIA B3 E AL L DR 2 D I REIRE S H IV . PR

B N K AAS R PE AR J 15 B BE 152 IR, A RE N FAT A 1753

18 PR OB RE B0 B2 AEE R IZ R . 1R A4, O

VZE, TN EFERORANSE, O AT B AR AR 2 e, FELASH Lo (£ 5K

i 2R B AR AR A

(1) LoIhRETEIRIE BISE E ALY LT 2 D DRGSRV S, JFFF4E 180
KU E;

(2)  SERREYC T DL MR — R AR B AR IO BRI B8O BB T AR TR
fe BE IEFRYI s XU AT D) I s e R e o) .

SMEg. MESTILHITHFER, OEMERBFARPERETEEA
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TRE KBk

FEERBRR R

FEEBATEZ B
e

7™ B0 B PR
T

TR0 S BENE s BAC T X . b AR SO R AR, ASRE I A% 2.0

PO SR . A0 2 T84 AT

(1 O ERIR b ST, 0 A <50 IR/ 735

(2)  HBIPT- Wi S AL et F) 558 R 5

(3) LA BRSO IS 18 AR 445 O I IE W DI e, H O B K AR O I
(EELE

[RL /0 JIRE 0 5 B 1R ™ B Bl K v e A AT TR 22 43t e AR AR 2 W) 4 BN AT 1) %
IT LA O JIE R o) 2 A AR i 7 00 Bl TR O SR B UE S 12, A0 2 T
| eeis Ta

(1) ~FEIfBglk S =T 40mmHg;

(2) FHIMH 7% 3mmHg/L/min (Wood BA47)

(3)  IEF MU E B AT 15mmHg.

AN T RARTE TG TR Z A R ST e BRI, SRERTE.
AT AR ST BRI

IREE AR oy w48 78 BOA ] BRI T ML B O IR RS BHER AE #1200 2 T 514230
A

(D HEPRECOIEIRIFR L, FHRETEERIZIT 05

(2) OB A T Y Brugada 3

(3) B&w T KA ERREIES .

T4 A 24 w4 € SO AT R ST HLAG 00 I BULE AR RHEE A2, J0 2

O AR

(1) Ll e C e M dE H e T IEH A

(2) HFERE. CTA for i sl e i A% B R S8 E B ik & H 1 B0 ST AE IR
A, EREEE 75%0h b X B C KA F B 8 K.
TR T I3 CREF EFUSBIK. Z280E TaO « BE3IK.
JEEBNIK S EE 3 BT B RIE BB, R Tk B3l
kO

(3) O PRA MBIKEAT T FARIEIT

BREAHR 245 Hh T3 B8R 205 25 AL P SR R PR I RE I NI 5)
ThReR FH B TE /7. PRIEBR I A 22 R G D RT3 3 B ORI N — Bk
R L ERARHLEE R A e A ie k. BANLEE AR Ak, RIS 180
K, FRERRATH IR RAIR e B, sURRNLIE 2 90 (8
LUR . ETRE SRR SBRBE RS M ST R, DA A% B BT BURI AR
B, Bl EANGEENAR TAS R R SRERER .

BEAT PEA% AR IRRBE (PSP) & —Fh /b AP Z RGEARNEDIN, LUBRIFRB |
HE ELPEARZ EVEIRUBRSE . HERSN RNV P ASIETF R AR B SRR O 2 2L
I RAFAE o ANEAS 2y F] 48 E BN AT (BT HUR (AP 22 W R L BHER AR /12, 1
PRGN H FANERE I8 ek, Toi ML 58 BN IR AL H AR s 3 i) =
T =LA L

R A2 — A RT S  R AT PR 0 P AR A e 5 200 e i v P Sk R S 4
(CT) « BEHEILIRAS & (MRT) « 1E L7 S W7 /2 43486 (PET) SRR 2R A IESE
AR ERELME, Hile TIEiks:
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(1) ARERI N E B R RE-FEZERAE SR AE, CEBREEEZ I
WIRZWiR)T 20 180 K,

(2) st 7 ifyT RARVERR A A AL SRR
47 BRSO /N A T T R AR R ANEE A TR R Rt T Y

A RURBASUEN HAER A A AT R T GRS, e KBRS
BIGAGRTHH HIRH

TR AR 1 B ATA B 458 35 09 A A 28 o A9 ) R 26 | 1 sk i A R 2
T3 18 MR R S B T B — P LI B PR A e e RGEIR A ESR . 3]
D2 TeNd ¥t/ SR 1 Sk 22 N L i SR P ARSIV S S
FIRFIETE SR 2 — o OWIRS 180 K, V5t T —Fh—Ff DL L feh
(1) =B A BRI AE 58 4 e K s

(2)  EFREJIEH AW EE /)58 a1k

(3)  HEEAEWREN TR, TIEMILTE M NTEEA 0 ARSI =

T =L L

e AP Sk B B I, ORI T R RN . AR w4 52 B
AT BT R A ARl G R B R AR AR I 4L S A i 2

D] 712 B S 5 1) 497 Bl o it o TR B N AR CRIJMIR TR o AR

(I1Q) , B IR/ N (1Q50-70) « HE (1Q35-50)  EF (1Q20-35)

AR EE (1Q<20) o B 7 A I 20 F AR A 7 A AT 1 & BROC BRI G TAE#

BEAT, OERINLE TAR G LA O TR RS A E . AR

PRI NAFERE R X R4y R an 45 e Wih & 1Rk LB ST EREURA

BMAOBER) o FHL AWK

(1) BEERERBAEMEE (EARTED PEELFHGERER (U
At BN RAEEHREA 6 A% UE;

(2) BRHEABS AR BT 7 5 Sk 35 BB i B TR

(3) LA OGN A 2 3 B 0170 O BEAS U AE S 4t ORI N B IR (5
FE HE. EEEREE

(1) BEEREE NI R E E #il H R RRSE 180 KL L.

15 PR 22 du Rk e 5 B0 LB 28 1k 7™ bR 7K M, 2 30) [ B L5 2 2 AR L2 e
SIS, W RARIN B A S B, i SR B g B A 30% LA b, B EA S
RE /1 SE R, VAN SE N T A H & ARG 53 P i = =T B E
IREEAS > R FE B AT IR ST LR B Aok B2 A ARG e PR AR BN 13 22 ) (R AL 562
SRz,

WORBE N HA C St 2R R IR CCAUIT R #E) , ANEIERES
AFARMZEBBEFZNFFAR. EHMG TSRS FRAERETEEZ A .
B0 iR i A 2R SMRHER A B 2 W S S PRI
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R RLERR
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AL

sRELVERHERIE AR YE. B rE. RYEPOW, EERIUEHESBCEERY.

IREEA N 35 2 BOANTT BT WU I B R 2R 12, Ji 2 R 81 4B 251t

(1) JREFHERE: MR, AL TR 5 BRER G
WAL B E . RES

(2) HEAETFRE B TR, TIEMALTE RN TR H % A% i 30 o ) =70
L 1)

IR AL A BE A A A0 S SE BE IS S A% AP e TR AT PR AR R . AE AR
S A HY B A AT e 0 A AR B HEAT PEATLRE RS, PEBEIVLIA JE ) AAE
BENLRERRAG . A A R KRR SR SZA G R DT RbR A “ B n,
e RVEMGIE . AR B A A5 AR

HH T B A 3 B A D AR A AR PR, P i B T IR T e S
IBEIIRESE AR AR K. AT RHE RS i A B A 45 R 12 .

FRERZ — M IIENEEREN . BEVE R RE R 4R SO R B,
RYNBBNIERG . LR L2 D ERRhG . 1851 R0 18 28 Jm BURE SR
COAMGIERHR, ERUK AR L RSB, Fr4L 180 KIoik
WAL 5E RN TIHEA HH AR i 3 P I = I e = B L.

TRBORES N AR AR AE S, FE A2 R R E BN AT (BT B SEPR St 7
XAZIRIIHF LSRR . BTSRRI NS R AR B S B 4k
RAEF M B TEAT I FARETAEREEEA .

TR S o ™ F R e S SO I BN AR, DL B RO B . AN
AR E BOA AT BT MU B L R AR WS, HANA IR v BB B8 iR A
FAAE BN R L

FoAth BB R BRI O AN E R VS A

TR B /INE R DI RES W SR B — 4LREMRHE . 2 A2 T 21 2= /b =Tk A

(1) R A BB S e SRR B R B R PR

(2) Ik & B AR | IR R R MR B o /N PR P 5

(3) BV BRGRA  H Ha J7 BR B 4

(4) EEEE T BAIR. BRI B4AE & M B BT A A AT e
R4 b o

AN T RAEARTIA TAEARZA G FTUERbrh “BALTERR . e RIERIE

AR B A S (KPR o

TR B I RIE, — DN ANEE KRG ARG . WULE R 55
IR 2 IE S U0 AR R N LR R G F B SRy PRI N AT EE
W s 220 96 /N, B 2 R FIE b — Tk

(1) PR g, 587 = EHmE N UE

(2) BRI NMR <50 X 10° /T Ht

(3) WFIhfEAR4s, JHL 2 >6mg/dl Bi>102 umol/L;

(4 LIjReEEE, N 5RO

(5) KRR EIEPES (GCS) <9;

(6) 'BIhfezEs, IMmiEHUEF>300 nmol/L 5¢>3. 5mg/d]l )R & <500ml/d.
e MLAE 5| RE ) 2 88 B DIREEAS 4R SRR RIBVE R A o
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J= O i 3FE
CRT 0> B F»P
BIT

HHEA PR

W SRR
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4

LR BN

B PR SR A otk
HpEA

PP B i ¢

HATERZ &
Jigi ¢

3 LRI R — R g A P P A A 22 R GEIRAT IR, IR AR E TR AR
I RRION IR A A BTN BE BRIBRBE . SRSF ORI RN . Aiah
A FRE ORI ERIE LS, #2180 RJE, UMFER T/
HREAISE AR, IR SE AN T AR H AR 3 i 3 T K =T e =T Bl L.
WARK NI SRR D RFESER =R S 2 )5 -

FeiZ W ™ B0 I v HSEPRSER 7 CRT J697, DR IE O 4a A oA AL
oY1) U M = Y 5500 A1 Al N e o o

(1) Z/DIERNEE AL NER 2 O I RRIRA 7 T2k ;

(2) AZEFMrE<35%;

(3) K ZEIKARIANE =55mm;

(4) QRS If[A] =130msec.

TR HEA ARSI, HL R & R e 1 O F S SO . Ji 2 T 814

HIESEE

(1) SERRESE TR VIR FAR

(2) FAR 180 HJE{nst e R g, HHEIAENRIIEEIR, ik
SL5E RN TS A A3 i Bl ) =T e =T .

ARFBEN AT AR B EERE . MEGEREAERETEE N

RIS ROR R R S BUL MR . e Qo T RIE AL, JURYE LR

FRAEUEK . 2R MR IR 5 =+ R JE R B F R .

18 P i 350975 5 BUK AAS AT I (P18 PR P IR Th RE 3 vy . AR WP RE B R A
2, 20 R R B A Ak A

(1) flizhBEmH FEV, B4 T 0. 75 TF;

(2) NG, B2 2 Mt T A 697

(3) KI5 485 R AL T 55mmtg.

T B AR DA = T50AH B O UE B SCAF B B R .

SRR A B PR R AR G B BEAR VB “B IR SR I AR G R B BEAR 1
TR AR A ME (ONV) 8 ARG BRI AR, B E2
e, B . ZURIETOCR IRR ML A 2 UE LI TR X AR BT R
BEARAF IR EBINTT BRI R IRFIE R EETES . SRR A PSR
IAREOE 3 A AR BRIE BRI ER G SWHERH R
iR, FENRPBFREFENIMET 0.02 CRAERREN /R, WR
fE ARSI R NHATHEL)

Ft E I B 5 | A ) TSR P S A PR I 9% o 2005 2 T A1) A A
(D FE—FARHIIFAE (FEV% /N1 FFs

(2) SEWBH I m, 2483 0. 5kPa/L/s;

(3) FRAAFEBLMEE (TLO) 1 60%LL I

(4) BN SARERAT G, I EERE R 170%;

(5) Pa0,<60mmHg, PaC0.>50mmHg.

8 KBTS I LI AN D RIS RN 2 . B2 180 K, 1)

B A P DL A
(1) — BB — B A BB AL RE e A 5k
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(2) B F RESIBUH AR RE ) 78 4k

(3) HEAEIRRE 78R, ToiE ML 58 BN TS A 5 A 05 1 3l () =73
B =TRLL L.

BRI FERUDFEEHR =S 25

FE AL B B IR BE RSN o o B RN 2R UK B A
IR — /NI BE AL o L BE A DX A m D OR B, R A R X AR ) 2
BN . AN 62 BOA AT BT U B AR A2, B EAERETI5E
AR, TCIFMMALSE NI A H R AT S A =T =L . R
N R ERDREFRHR =L 25

MARPABUE R, BIEALHVIRES, RINPFERE AR TS MEA ARG E
SN ERITHVA  L R AR 2, B EAERE M HAR, TR 5 K
NI H RS B P ) =T =T B b, ZRZERF 2 /D 30 I SLidoR .
BRI ERUDFEFEHR =L 25 .

TS AP, UARFRAAE TR B A e KA
JUVTK 7 B RG B  35 e 9 LI R AR AIE o 2048 AR 24 W) 4 € 5O WT ) R 97 WL 1
BREAEWHLS, BEAGRIEETER, TR EMoNIEA B H AN
P =IE =L L.

A E R TR, EERIUOVTE RN ME. B O R
I NN e oy G B TN VG EAE = NI S TSR N TE 2 /N = P R NG )
T WU LRI B2, B BN ISR, TR e N TR A
FR ARG S T ) = =T B b, RREeEb 180 K. BARKABHISHFRE
DWHEEH =S LG .

TRAERIR B P S 2L G o IR RBUVRAAT 8K AR LR ZE
BEAT YRR S o IR AS N IR E BOA AT I BT HUAB K& BHER A2

TR R AT B T B ISR ZE VL 28 o ANE AR 24 W) 4 5 BA AT ) R 7 HLAY

ML RS, e NIRRT

(1) FFEMERIE R — s AR R ;

(2)  4HFE TR EUw A

(3) B ZVENLA R HZURSE, Il SEsits 1 IR SELLZAR S i L JULAT )
DIBRFAR

THAARPERETEE A

5t E R SR R SRR Y, EEOERIRERIN T 2 PSR
EZ. g, ) UBHLREERZNERT 20, HIMEHXNS gM 5t
PR B B A VR A D BT E R B, IR N8 =3 R R — B0
i :

(1) AR B R, IF ML RGN ISR
B IUE ). SR B e RS, HA S EORE5 1 Ik R R
S AT AR, T AN e PR A2 B SCHF

() AR IERE, HA SO I R R DU S = A e, JF
AT A e PRAZ W7 S 5

(3) HLMAIFRE, HATSECL SR In R R SIS SR A iEdE, I
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R PO ES T RIS IV 2, ARSI AR IR S, 2500 2 T A1l 4 4 1«
(1D FEmermse (BZOHR) ;
(2) WM,
(3> FFIh KRG 5 o
(4) FFEBHERR LA MERME.

A H I X B AN AR T R Y
120 FEEHBMmMER 1A B R AR S R A ZE A L, S EURAEA I e
JEHAE RGThReIE, ROVEFES YRR, T AR w6 E SO 7L

BREAEHZ 180 Ka, ViAfEB AT LR, IR NI
A H F RS A I =30 =1L

Ay B AR AR TG ST Z A A R TR bR “BAE BN, SR MEmRIE .
AT AR ST BRI
121 M HRER T — P G B2 A 5 1) LR o 2 FIEBE 52 53009 32 (1) R AX fH 48 3R 48 8 12k I o AR
Wi, ZAME SRR, INKRIERE 6 A O0REER: MAER; 2aME
BES; WIEIXZEAIE; SR T2 E; RER M HEAR & 1 Bl 2 [ i 1 PR 25
A AEFE NMOSD SR (¥ [A]fixi MRI 3kt IR M K 25 & AE £ NMOSD 378 1)
MR AL . A B RIEA I E, FEEA LTI A AL Rk A
MRI, BERRGH . MEIHE A EAL. M AQP4-1gG K er, I AQP4-IgG 1
BTN,
122 = E  McCune— #8—Fhi/b WA RN b RASFIRIRSE AL, B MM H R 4E A & AR
Albright ZE&1E (G HEAM) o IHREDFEEN R HI = BE:
(D) — B W I A SR 51 RS 1) B P Dh R ek, RIUAEE Mk
IERRE . AR MMEME /K3 S e PEIR B AR
Mm%
() ZRUHFAYE TG, 2 R &K, RN IR E 5%
W TE, AR R] R AR i BV T B R S B e R R, P BRI 1 41 4
5] EAL 2 FLBR A T B0 7 b5 Bk B
(3)  IHGEAFME B et R, AL RHEA RIS W, &AM
Ko MEBFSREEEIT S 1 4, HRRHLUEST GNAS R R,
123 ZHMEFIHE NHZIVEBEEEE S AR, & —fLhsshiMaz 8o 82 K ik
) BARRZRNE, S/ UL e B P . G L RHE L RS T, TR
B RBP4
(D) IGPRIRIIN CAE Bl AP 2 23Ai e AT HELTE /0 48 JORER A2 A A
XFHR
(2) HFEEIFRENEAEKATER, ToIFEMAT 58 RN TS A HH A5 s sl
) =IE =T LA .

124 BT SEATI A PP R R R B IR R ZE O, T RN 2 A E, DU E
GE RO DL TR A TR BN ) A AL T U M R T e
Yo W R TN AT AL
(1D JHEETRE X &8 IV IH, BT iz iieh4Edb
(2) FRAATIENE G R Dy RE S, IR IRFFSE 180 RBNK I 4 73 He
(Pa02) <50mmHg ANk MAEFIE (Sa02) <80%.
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(1) FRE S e o

(2)  RBMHARMERMEA R RN F &, M ALP>200U/L;

(3) ZLWETITIEEEER (ERCP) AR AL,

(4)  HIUAE IR AR A AL 5] Bk =

ER| e BB 1R 4 S5 4k R MR R AL AR B RASTE PRI R A -

FEE POEMS ZEGE A2 — PP WA S e FE SR AN B s . B RR A I AN TS B
AR TR b MR EERIL, P ZRMEMSAH; 0. MESSMOK; E: A4
WSRH M: FOgRERIEERE A S WK, AL RIEARZ, HUa
EHATAE A ST -

(1) 2R MR IR E

(2 BT o S A P 6 B 1 0

(3) IMiEE R M A R AEKEF (VEGE) T

(4) Castleman Ji;

(5) BEALPEE 9 -

T—MZ KRG AR R . A ERIEAWGIZE, 2T
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(D) PIRME b, RBEDOE. Tyl BB Bl ik 8% H i 2 2k SR o i
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W

BEAT R X R AT
A BB IR BAE

5+ [ B I AE

7™ B i 4T o R B
BV AR

a. BE: HILKREEORBEENAEWRLEEME, 24 DB REHEE>
0.5g, NHEAATE;

b. D OMERE T A0 EEE R > 12mm, FERR AR O RSO, BAET
B hEEAN 4 B0 5 BBl iy N A iy 5T AR B84k (NT-proBNP) >332ng/L;

c. JFAE: BF EF&E FASE8E & E R AR B A2 T AR
>15cm, BEHRVERERREGEE B W EIRI 1.5 £

d. AMERRZ: IR PR B FR P 00T JR R 38 Bl A 22 955 A2 5

e. Jific S EERRANIN ) T AL o

Erdheim-Chester Jp§ (ECD) A& —FF 2% WL BAAS ST ZH 24 B s AR hE, AR
N2 RN AL ZRAH B G AR RE . AR ] R E B RGN A B 2 A AR,
5 R A KB T BT, TTHILE R KB, BLEE AR
WIERAE, O & B RME IR, BRI IR IR RN . st
BHEEA A2 W, B0 2 LSBT A 24

(1) WAUA SR AR T RIS T JAK B i s R PR A A A A 7 2 5

(2) JR2AR2H S5 B A A AR VB T ULa ke P R S VAR A 2H A A 1

(3) HBR/NERZ Birbeck Hilki.

BEAT M O B N BV IR AL E (progressive familial intrahepatic
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