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o FPESR EAPEEAERIGA LD AN AT A BB & B AL W2 I, IR 2t

IaalESHiE It

(1) EHHEE;

(2) AEAER N TR, TIEMALTE BN IHEA H % A5 1 3 H) =0
=T .
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10. 111 PEZRAF
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10. 112 FEAFHZN
fiE

T8 LK) N IEHICR S BRI TS KEE IR I R BRI . AEAE S,
LBk T Bk K IR Sk AL 55 5. 2 Wl A L R A RS g R
UESE, AR E0fE HNWR S, MR S R e S B e R A
EW], T R EHAT RSB TR,

TGRS S dU™ G S R BN RE R, DRSO R BRI, N
PRI L RHEAE RN, HANA MR A AA B e B
A B s K] 5014 3 AN DRB 90 BT A

TRAABE A K R AR o iR A0S BOR B0 31 S BoREse, IR0 A2 TSIl 4 Ef
XA
(1) SEbriaz 7B VIERI TR
(2) FARIBOHAHE AL R0 TH, TIRMMLTER N AIA H & AT
B
O3lh: HOM—ADH RS 55 ),
@it fr: B O CLeER I A s BN
ARG RE N B HARAE S YRR . AEIR . LT 4R AN DRV A

L RGHG OIS e —FHUR P2 RGBSR, ISR R R
0 AR THRENERS . Xt e % B E R SIS B M AR A AE L N
Fi 3 SR AU SRSk . A & TR (R T2 B2 R B4 A%
GREAETL, BAERINR, S0 R MR R RS, 40 2
B R D A, TOHE ML e B T A BRI S i = i =
L L.

A BE ST B AT PR R AR Ve, AR N BRI R . R
NRGE W VG AP 48 RS . A B S TRE B S BB AR O SE 5 2
i, RIAERERRE . ARG FFrORRER) «7™ B " DAL R}
= A= BRfIZ W7 9 B K AN AT (A RG DI RERRRG . #HE RGK AAT]
WThRERES, RS 180 KJG, sty Kol 2 b —FhiEhg.

(1) JEHE AR 52 3000 25 T WL 4 ) 3 R A0 e MR e 5

(2) MFBEHE “NTEF” HEDL— LRI 24 (&) LR

A T AR AR TR TR A Z ARG R TR fu b BB, Je R M
. BBt BRG]
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10. 113 JZJRFEESEHAE
P

10. 114 F*EASMIHE

10. 115 Jg & H:gk i 4
MRS AR

TR — g PERE PR AR, DARIRARAE R s s LR B AR &
FI WLSK A BafG S 28 35 3 B MM IR AE . ZRAEAH R L RHE A IR I, 5 &
GRS SE Ak, JIRIRAL SE BN IR A H AR S B 1 = e = 15 A
E.

T EHBCIR 28 AT B B LR SRR o e R R A W2 I, EL 3R]

G

(D) FFEESIE A — Bl R R

(2) 4R HEIRAG U R 5

(3) B MENLA L HLURTE, T Ot 7 RFEA SR I AL
DIER TR

TR BIARAE CREEEE A -

I I 290 JH0 2535 1 SRR e I 4 A P vk L ZHL R4 P 3 A (HLHD , 22—k £

Fhog R 5 A A M IR 7~ “URAT S BRI, AU 2 LA SR Pl G A A A

Wik £ Fhods M40 B AR AE I 25 G AE . A R T ORBRE I« J5 & PEWE 40 i 2% &

fIE” AR5E T AR R =301, If HEBRHE AN AT A D B AT AR

BERMET A

(1) 53T 2 W th IR S e PR DR R AR

(2) #&EH>500ng / ml;

(3) AME Mt pkb, B=ADREHWAR, MLEHA (Hb) <90g /L, IMi/Mi
(PLTS) <<100X109 /L, "HHER4iie<<1.0X109/L;

(4) EHE W T AR T a5 S5 A R e PR 2 g, HLG R R
HIUESE ;

(5) Al CD25=2400U/ml .

AEART FEBO PR 3 SO 4k R MR LA 25 S AR AN FEDRBEVE LN o A W] R HE A

TR DT EANZ ARG [F ST AR S b “ BB IEIO0, SeRMERTE . TR e gt

P H " BRI

10.116 JeER Mkl & —Fh DLROIL R A R 18 A 0L /NS LA T2 BSCA AR AIE P I PE AL A 95, 22 1

VN U i
»

WRHERIEA T2 W, 2 T8 (1) 2 (5) Wi 1 2 /b DY I %A -
(1) AN MACEG AR R A A T F1 S A4 A i — T

I/ <50 X 109/L;

AT A3 % 5

MR I LD A A A AL 20, LU AE > 0. 6%;
ML A TH4<90g/L.

®» @O
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10. 117 MBI A4E

10. 118 . IESEE
Py i A S
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10. 119 DIEKEWEE
AR

10. 120 F=ER R g2
WY PRE

10. 121 SFYekin H R
BFRAR

B RERL AT T AN S AF A — I

© BRI SRR

@ BRI A, R/ EE R

(3) 'BrhfesEH, HPLE A RN R

(4) B&Y 1 IR EHIRT (AR MREERIT)

(5) C&esLiti 1 FRVIBR AR .

A AR 0 /N el 1 58 T 2 ML /N AR ) B I A T AN E DR B ] 1Y

(2)

MARNEALHVIRES, T2 BT N S BRIV 7 SOOU A 2, 3 00U B2

JHH BE AR SCE = SR LUT B BRI T A0 80, ROR AR ORFFR IR, (HA2

B E IR . UM R L RHEAE, HENA S IR %

1

(D) VUM BAR B RIssh DI fE K A s ek $a/i12 180 KA, RER=KK
TIPSR TR e 4B AR, sUBANLIAE 2 % (&) BUR;

(2) X TEF I LAEAR, HRIEVHE, HRegdd iRk LM issiRg.

Fi AR 0L oo JRE B R Ao UG S B ™ O D) e 3, A% T O

JEFFFZE V6T (CRTD , DABFIE O LA DM AT 438 o IE D) BE . 45652 CRT

TRIT BT 2 T ST A A

(1) SRk AT EPERIR TGS RE /152 BR, 3L 2S5 E AL DR 2
(New York Heart Association, NYHA) aIJEEARZS 3K 1V 2%,

(2) e # g7 BUR T 35%;

(3) 22 ZEF AW AL =55mm;

(4) O EEIR QRS BAER B = 130msec,

RN TIRT OIERS R, Casit 1 UITT O RO IERS BUR UTRR TR . 3BV
TFOE 2 FE AN T RIBIT AEREETEE A

re AU B BRI, B 2 E RIS R AN RAE SN o IR R HY
HIER A TR VUt SV, MHIGE . A3 WA R 5 ERnT, IR A IR ERBEL RS G
Fo MLV, HAUN 2 8 AR ek, ik
J N THEAS H A i ) =T =T .

PR R R A TEARDR ,  EEERIUONAT R . BRI
4. VUM . MRS, RIES. AT RIEAWIZEH,
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10. 122 FRsffkRImEs
H ML % P
FA

10. 123 Erdheim-

Chesterjpi
(ECD)

10. 124 PMZHHR

10. 125 DB &-Pt
SN

H BB 154k, TRIEMNT 58 BN WS AR H 5 AR V&I 3l H 1 = TR
ZILA L, FRsRE 180 K.

Bl RBS N FR T BRSNS SR8 A UE = % DA b, I H S LB I8 24 I 12005005 12 W
Sk ARG RL e A ) A AR TR 51 AR A 2 A S B ST S Brrh “agifk
PRSI, Se RPERTE . AR TR B g oAk S 7 BRI o

F15 DT 3 KR8 T8 2R PRI P S T JEs e I, R St 1 T sl Bk e P AR
NENIE CRBEZD WREFAR. METAFAR. SR ETAR, MEN
TR B Fe A U T ARAE R B i L A

R PR AR DU A M A S 2 B, A R LI RS PR

ARG WRARG. BRE. EEE. IRIESS. ZI2 0500 B2 A W2 I,

I /2 T 51 A D P IR A

(1) SRS IRIR . B SEAZ T IBCE AL Bl N 22 A

2) LERZRBIOEBM. IREIIK S R I ILERIL L R LG
7135 35

(3)  Jibq A B A 5 P A e

& — M A g5 A T K DA A 22 FE i 52 B 08 3 IR KR 28 2R e 4% 1 i i 28

Wi, 22t/ e, IGRRINEFE 6 HAZ DR

© AR,

@ SEEER;

@ MEIXEEEAE;

@ ZMEMNTLREAE:

© PR REERR i AF B 1A G PR 255410 A1 NMOSD B2 (1 1) i MRT g k5

© GERMEKRIZEE AL NMOSD S 7Y (RN ER A A o« I 22 BB AR B 12
Wr, JFAEERRE MRI. ARV A . AR5 155 & oA AL AR A Ao A &4 SR iE
52,

2 RAEREAIRAEA OR RV A o

K518 Nova-scotia B JE R VLT KIp, T L B AR Mo = Somh 22 5wk i X
WG . FEURHEERE - ERAR RGN, MBI RS, o
L RGUBATIEA . PR AT IR E L TR NP2, B iR |
W E RhG . WA LRIV RIS, JFE P RLBUR AR, LA LT
P ks 45 A SE

(1) A1 il bk 200 ff S R F A A PR A 3 5
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10. 126 B e ek P
MAEHK—
22 ST
173

10. 127 #HTHE B
JF R BEHIR R
i

10. 128 Castleman J5

(2) B HEA IR

(3) X Zifii 8 52 SRR B X PRI 51

(4) AW PR HE I Ah 22 B i I B S 14

HA SRR JE 8 -VL Oim AEAORER VN .

FT MG RIFAFIEVE MG o 208 I T3 ML T2H 0 PIG-A BRI RAE 5| —
HIE I BELEEE IS (glycosylphosphatidylinositol, GPI) 4fiZE{E4Hfins%
MRS A sk, BRI R R A . HRIRR AN A AR FE ) R AR
PRI VI B MEMALE PR BB I I D) 6 3 v R i I A (1) T o
WL RIEEARTHIZE, JErEA M RE K R TE R 1K (FLAER)
o 45 AR SE

BRI NFS I AE RS 20 FE 22 J S BLF o

AT VE R MR N BB IR FRURE (progressive familial intrahepatic
cholestasis, PFIC) J&—4H & Bt fiBathst e . IR R4 S EUH
ARG, KNI RN, FEIRIRRI AT R E . ™ E R
B EAAFRREAKZ HER, HMOR. TS E R s, &
Al RN . MELERIEARCE, Ha RN, g,
JFF I 2 27 e SR DR N & SRR S, HHAT IR RS T ARI6 9T

F A B R B SR RE SR AR A I8 ANAE A ORI 9 Bl A

Castlemani (Castleman disease, CD) N FRE Kbk 48 #8 A= Bl I B 8 v 1R bk
EHLIEA, A—MgEMEH LG Ao .. Bk gk, et
R B2, R ERRIE Y W2 bk U8 . I3 AR A 52 AN R R FE 1
B I PRERI LS AR 2A B DA Bk A Xz R (R RAE T =1em)
LI SRR &2 RgHE, WEIRLGEESE. TEmAEEE. BN
JIv FEMERAR . FRAE. S5, HinRE 2 REBIERE, 5 HF KK
Yo DRI G 3005995 9 75 B8 S 999 391 1] 5 BUK) Cas t 1eman g A 7E £ i ¥ [
Mo

@ e XL

1.1 Sy

T8 R B A 2SI P s it ) — 0 B A DD B AR
B RS D DIBR TR PRGN IRREAT 15 VI ER T AR B SRR 51 B2 i) T AR A
FEDRFEVE L A o
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11.2

11.3

OABRTIBRAR

AL i A LT B

PUIES RIS
A

XA B S DT B
A

H B i 1

H BB B
JCHA

8 PR B 3 B L 2 D B D) B oR B L BEAT A AT 7 EL 0N DT R
MIFAR. FARBIECAERE LN BT N AT,

T8 R B A 2SI s it ) — M AR DD B AR
SR B 50 DI T A i FEESR R 5 A P 5 A ATl e P e 5 2 () AR ANE £
P& L FEI Y

TR T I SE R 52 1 22 I AT VDT BN i B 14 AT (X 00 52 R 58 e DIRR T
Ao TEEBUAE PRER T P -

(1) #73 HVIER;

(2) [RIEAE IR AT 1 52 ALDIRR A s

(3) BIAMETAL BPIVETARBEAT 2 ADIBRAR

TROIRYT IR SEPR 32 1 22 IR VDT IR B AT X 0L B 1 58 A DI T
Ao THNE AL REE V] A -

(1) #873 INEDIER;

(2) [RIEAE i AT (¥ 9N BEDIRRA

(3) THBPEEN IR

(4) ARTEFAREAT RN RTIERA

TR SR ERE A UNES 77, SHRN E E A, SHhe RUK AR DI RE
BEfG. ZUH MRS (CT) . MRHRIEE (MRT) BRIE AR5 W R 434
(PET) “FRER AR EIUESL . ML RGUK AT IIRERRRS, 8 {5 180X
Ja, Vi T RS —FER, (HREE “10.18 JUEMHI 7 K4 AR
E:

(1) —Me (& BLEBARNLA J939K:

(2) AFEAEIEBR AR, ToIEMLTE RN R A H H AT 3 fw

Tt

xR RGUB A TC AT VE AN, BEATIE R AeE 3EAT
VESEBBRRBAE  JRAMEMZRAE A . WIS AR PR ZRAEAE . 000 2 B E A0
REZISEAER, IR S8 BN IR A H & 2R i Bl 1 P

RN IR A5 R U R B R 3 B e R GUK AN T R DD RERRES , (HARIARIAS
FESR R BERNAR R THR EOROR 10, 11 7 N A% e SR B R A R AR AR,

R RAE

B O B RERIZ 180K )5, Ihist B I hREREG, HH T EIERE 1%
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11.9 o EIERH
IR AE

11.10  JRR Mzl ik
Rk

1111 Bk
il

11.12 R HrPR
ThRBTE %

1113 Epphkid B4
AR

Sy TR SE RN I A HH AR i Bl 1 300

7 HE B AN BN S BUNI IR E I AORE,  HORIE RIS & [F B4R 5O
“10. 67 J"EIERIREIFAAE” FIARTE . IZBRIA A A2 LA B T 2% 1

(1) ZMVIERT =2 —/NMhs

(2) sEEMmINEF R A AU L.

PetrIg N CIEBIA S FPTHRIE ARG “10.67 ™ ERIEHRIR I AAE” 5
HER), AN F ARG 53

B BIRFTE “11.9 HREMHERIR I A" AMEACREETEEZ N

o T R RS K S AT TR R S Eh O E R, C&IE MK AT
WA TGS RE 1 IR, AR SEE AL ONERI %2 (New York Heart
Association, NYHA) OyINERARZS />IN, HERERES T Mizhlikcr3 T
i 25mmHg, (HARIEBIAE [F prda E RGO “10. 21 =B KR VEGBh ke s
(b o

WAZWON R RO, BEARRIE B ERPIR “10.48 P2 JFUR M OILE "

Hea AT hniE, BAFE NI %A

(1) FFOEIIREZH, HZHMAEEIEREEAL QR E2 (New York
Heart Association, NYHA) ‘CIREARZAS /NI, B FEL A,
B TSR IR, RERTEAER, BT HWBE s R 5] i re i
OSBRI AR s

(2) 73 HULVER <35%;

() JFERMECIRFIZ B AT A A "RAT] BB OB R AN, FFqit
OOl A A A R AR

ALRBEE FBL A () L0 B AR SR AL C U« BB JEE RS o JL05 A IR A 280 L5 o

TR VENFIR RGN FEOFR 0, RSB G [FFTHEE BN “10.26 ™
G PEMPIRTENE (bR,  FLS WA Zi 2 DR BT 264

(1) FHE—FRH I E (FEVD) /N1

(2) WRABM G RE (TLC) #I50%LL L

(3) Pa0,<60mmHg.

TREH D R e 2R A, PUBIL TR RS ARG KL I & . b
WP AR R REEAE N E NES: BRI T T
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(2) X —2kBFE — 2K LB LR B IKEAT 1 IS A NRTT, A IR &
/BE AT SCORBCE SRR FERT R ER T AR

IR E K K12 W A SR SR T R B A 20 H I 0 1R R IR 2R

JE o

TRIRIESBIE AT B LR, 12— 2B LL LS/ e i (&

b —SCMAE A I BAR IR 50% LA ED o AR LRI WIS, [ L2010

LRI LR FAR AL A AR -

(1) BSEREATENIKA B DIRRA s B

(2) BASEHHTIE A ANIRYT, BRI E AR L/ s A TR SR B AR
HERTFA.

PRI 25 B X 2 (ACR) HIiWibsdE, B XIERNERIEL MW AT &
NPT B SR, RIS BIARG R P48 =B “10. 36 ™ H R KRS
TR HIbRHE: RINRTEEARY, RPN FETTEOCA (0. XX
F (ZFI) KA. RE (ZREED SR XIS BB &1 AR %
o KRG 28 D ZUBR A 2 W B O A8 B RUB MO TT R ThRE 7 2
¢ LA BRI DI RERERS (ORTIES ™ BRG], ARETE RO ER 71 H 8 TAEANE
3

i — Tl 22 5 LA B S A A% 128 B b5 1) ) B SR B PRSI i RARFAE 2 Jm) R

2GR TR 5 TS )1, MG EREA WIS, e T o4

A

(1) &2Z5¥iay7 Sl IR FARIGTT — L EIIEEHR T, R, RN
A I

(2) HFEAEWGRE ) M EARL, TCIEMAL5E BN T A H H A5 T 30 ) 0
(e 1 Sl o
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11.18 HENEREAR H 4R THIRREEVERN, InREIN S E R G T REINLIA T /A

11.19

11. 20

11.21

11. 22

11. 23

Ui

H B 45
7P

H B T R ITLRE
Beti

Bk 72/

AN R

H BE 5 B R

HINAE T Sl oS S B

(1) JULPAIZH 2R3 s 45 SR A LB IR AN RURE RO LA 40 A8 P L SR AE 4% B 1 X
A

(2) HEAIER ™ HEAK, ToIRIMAL 58 BN THEA H 6 A 35 i 3l i) 0
BT .

AN T AR IR TAEAZ SUERbRT “BAETERI . e RIERTE . AT

B ARSRH” KIFR

Tot0 1R 45 P 9 i A A S0 P AR it 25 L B P P A B A P 23 ) XS ) K

W (il B KRR RAE. A0 2 T IIITA &1

(1) Zig A BB R BAE SRR IR L s i 4 i S B, I i B A1)
Fi KL B UES i a1 46 i 72 5

(2) @B RHEA: UASSRE I s A B i LR T 761 H

W KA T B2 R R ITA N & BT i T R O R AT

FETH AR AR 9IRS, LT A0S L2 Jo 07 14 i A s 28] i #4835 1 A X 60% A% LA
b, AERIEBEBIE “10.99 FREE ALY 4 AR, EE VLT
&R FETM NS, MR NSRS X, SR, )
Al MEFR. SER. SHS. U, WS, WA AR LA .

FR AR B A B S BRI R, XA FRIEAA N TR TE N, B kA
FE R RS A B Bk 42 (GCS, Glasgow Coma Scale) 45 H N543EK54 LA
T, B OAFrEAE IR S H Al AR ar 4ERE RGET2/0NN DA b, (HRIABIA S
[FFTHR B R “10. 12 IRE Bk BIARfE.

AT T4 71 5 245 P -5 S50 ) B R ANAE DR By B A

TR B AT 3 2 BB B O BRI BRIk Tam ) BLL
AT .

Ho— BB g B AERER 52 B (Crohnfi) FERALLLE: A
e, FURAR AL LT, R 5 5 DK s S e
T IB0RLL L, (EAKEIA & RFHE R AR “10.27 P20 5B B (0%
etk
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11. 24

11.25

11. 26

11. 27

11.28

11. 29

H B4 By TS
Feli

B B e

Ry

6 it B Th B R
&

i BE 2 R
ALE

H B K R
R

TEERGEE
4 (MSA)

TR OIRERENIEE, B4R BOkpetss, QR HEME TAHH, HINE
I8 473 FA) T A 3] 4 B AR TR AR AR 16% 8 16% PA L, HoARIE B EKBm “10. 20
PRI ” g fhriE. ARIMBRE (HEFLMNE) 5.

TR I 2 B AR E T N Z R AT AR SR N o S2 G AT LAY
MEMRZENL, MRS, JEHFRIE, RIEBAE, #Loiesk, WBE, WIAZSE,
UREZE,  HEATMROR AR A0 A2 B EAETERES LR, oML e RN
TREEAS H 8 A 5 2l B P I

PASAE R BRI YT BT BURm AN ORFEVE I Y o

TRl ORI N RSV Dl et AN n] W 400 TR 2 B D Re s v B, 12 W 2 2
FT A LA A

(1) GFRE/NERJEILHR <30ml/min, BXCCRANANIEHER:Z <30ml/min;

(2) IALEF (Scr) =5mg/d1B>442 nmol/L;

(3) FB90K,

FRB ORI N R S B BE N B B AR T BB 2 R R 2 I (RN 26
(DA AHUNA =R E CREE—0 BRME) B, iHiE
MUK ZHHE (CT) . RRBSHRA S (MRD) BUIE R 7R SWEHHR (PET) 4
BRI, HOSERME EANERE I EIZR, TR e R H
WAEEA T e IR b, RRgr e 180K,

FHHE AT 282 A B AT AR S A T B e Ve IR PR R BLNIE 3]

IR BIRTE /) A BEAR T R LA I . ARG RO BB R iE

PR RGN REIRE S BRI R ALER 2 RS DIRE T EE RS, BT 9

T E REIZ 180K A, A58t B 1 41— Ffal—Ff L L [

(1) — B — R B L JBARNL 3B 2 LA T I B D) b

(2) HELIERENER IR, TVEMALTE NI HH A5 IE 30 A 0
B IEL L.

B MUK 2 R GARTERIR, ImRRIL A FIRE R B 2T
RERRAG . X /e fie e BRI MNA R MG ARSE AL /MisPEISF R R A
PRAAEEFREAR . (EARIEBIA S FIFrIGE RPN “10. 15 Rt ” HbstE. ZULH
B Bw 2, O A S BRIRR. SHR SN AR L RIES . I HAUH
SEMERES N E EATERE VI 5E ek, LS S8 BN TR A H o AR s 3 v Y
PRI, AT AR B2 B
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MZEEREIE . KO SIS 25 BT Ui 8 35 AN DR RV B Y

11.30 AR 2 FhErte stk R R, TERUAHESECSHRIY. LAMBHZEIFH
R e T Atk At
(1) B,

(2) HEEWGAEIELK, TIEMALTE RN THA H % A5 i 30 o 1 50
B L.

@ ZEEm X

12.1  Ehpg— B SZIE R AT MG K AN B, R AN B R R, nT R
L7353 SME . R AR Y B 8 B S AR AR AL, 3 k20 4 20 3 2 A A
GRS E RS A) S RPMHIZH, RKiZHE TR T AN
(WHO, World Health Organization) Wy A4 I {d B o] A i) [ B e 1140
2 T ABITH (ICD-10) RS g 2 5 S I e i 7 S b g 2 %
Y =R (ICD-0-3) MIMRIEAFomiLjE T3, 6. 9 GRMEMIE) Jung,
{EANTE OB —— B CREEJE IR . HAFR N oISl —:
(1) TNMAHASA T H1 FOIR B
(2)  TNMA3 A T NMo T £ A5 371 J e
(3) B £r 3R LAAI oA A vk B2 435 Tz A A A 1) I JOR G P e 9 5
(4) A2 FBinet ) {77 ARIFEEE (1844 Ik E2 40 B 1 15 s
(5) AH2TAnn Arbor s #7758 1 WIREEE BT 28 4 IR 5
(6) A A= ik B s Rz b B 7 HLWHO 23 2 NG ) (B 43 %445 << 10/50HPF Al
ki-67=<2%) HIFHEE A 73 s IR o
THRRART CBHEME——RE” , AEREEE -
ICD-0-3MI LA Fgmid)E T0 (RMEMB) 1 GIAREEMRE 2 (&
Py FIAEAZ 28 R0 ) Ym0, -
a.  JRORE, FERTHAR, dEREVE, JEEEME, MR REILER
B, LREWNREAS, AN SR PR A 5
b, AZFEMIE, AFUEVEMRE, MUK B ISR, YRR R R
%,

12.2 R0l SO UUSESESSE i T e IR 3 Kk P41 2E SR FH 51 S B 700 VL™ 2 AR 5 AV ok I i
274 BRSO AARSE . Sk UUESE 2 Wb U FE b A2 Wb e, 755
(1) A 2 PUER AR IR TEg (CK-MB) BUULESEE I (cTn) Fhmy Al /BRI
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