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1o MR F AT A T BRI IUIR LRI K . N2 FAE AN H LW, HIARE B
HAETIEL:

(1) A A RE & — Al R £ AL

(2) Ml =5t B B ;

() I Z LA BB LR R, HH K F e T IR LR A e i IR VA B LY 69 47
% F Ko

BAMABEER —ARELA I EEER, T2BFLAEFHAAEST, 5%
B AL K LR AT L T P AR S

(1) = E A A5 ;

Q) AEAFR)TALKRK, LERITRARAERRFAEEFEF T =K
=Ml tk,

AR Fanconi 4Z&-4E, AUL3HH BRI ST AL —UERH, A
AHE AP H LB, LK T P E SRR

(1) RikA T B IR HAB R & FARBRAR R R AR 2R ;

(2) fig e F hy IR dn i | AR R BR o e R 8 BB B &

(3) A R IRAN B RO RIRIELE T

(4)BELFHA . G@it., AMAIE P 028 AT RE AT 4 & A B A e RUBR

gj\g E]E%] o

o 4m 47 A AE AR o fm AP K B 28 2 m I3 4 g (hemophagocytic

lympho histiocytosis, HLH) , R —20H 2 mRAF X @IEEF “FEH X"

R, B IRIL S A L m a3 A A [ 3 B & AP e tm 0 A AR A 42 B AE

AKRBAFATIFMETHES =R, FAEEHELNTA LEHTRAK

AT A

M HFAEMFLR N FEOEARRE;

()4 & a>500pug/L;

() sr A ftmpri v, 2V B AME, Hb<90g /L, #74 )L Ho<100g / L, PLTS
<100X10° /L, #H4imin<1.0X10"/L;



6.1.102

6.1.103

6.1.104

6.1.105

6.1.106

6.1.107

6.1.108

Fr& B EM
THHEFA

M e

BR&

FERERZ
B &

PEEIDERIS
ILIEBRESE
J7 (CRT)

FEXRERETE

AERERF
Y/

R E

(4) B RE. Ak MRAE B E 455 Z A fEtE vt e 20 IO 3E e, LB AT 69 9E
P&

(5) 7T &M CD25=>2400U/ml .

AEAT B B F R A R Rt Rl AR B T R AR A2 E R ERm.

AN B RIBAAR R ITAERL AGR TR T “RERRR. LR,

B RP EARFF 7 G9IRH]

FBHREAR L ERAEMT, KIFEET iR EISMAHF K. 2d T
RRMAAEMT AR ALK R R ESF R B RERAEMT it iTe)FKig
BB TAERACHER KA.

G A K R B G R AR R T, AR ARABRNERE,
HH R At B R R SR i,

KAMEAYZE RIGH WA AL L e T, KA. FHIRAYZ R,
e, AR, H ERIERFL 180 RA LA A ET .

MRS ALRAE EPEF AL AR (B2 VIELET) =LA b AR
(B2 IX BeBF) , mEaRFVISELRTF IX GERKEYTFEHZ
—o LWL ik A E A A

AN B R ATR R ITAER L AEG R TAERR T “@AERRRF, LR,
T RP EARFF 7 691,

A5 A Hh ot b RE R BT IRE S IUR 5 BOR M SIE RS, AR AR IR

%7 CRT 7677, A ES TG NP AFK &SI, B8 TT AT LM

AT TR

M CHARBEELBER ALY SAERF S (New York Heart Association,
NYHA) &3 ReIRE 5 IR A VA L

(2) £ F 5t fo 50 BAKT 35%;

(3) £ 477K X A 4 42 =55mm;

(4) QRS B8 =130msec;

(B) 25463 AR E, MAFRE M, MK, K4, TE2EKM, K

A Fa BARE K 69 W6 IR & o

FEZ B KB RIKE . 2 FBIRREFIRZ T N S, F B &K
B o IR e ARG LB R R, AR, FARAR. R R BR R Ak R,
FAHBEBRRET AER IR Mk LT3 2305404
(1) )6 K fotk % L s
(2) MR Ao AL o AR T E 45 30H K
Q) HLERA S BN B EALL—F;
(4) 5230 F Ao FE R LT 7] a3 51t
D&KATT % EZL2EIKT (LIEEARKEE. RTPTHRIRE ., U BRI
. I E. REAREREMELEE) |
Qh#E., PHRBRE., FERERAEELAIKT .

WHBE R EE TR EMTHITH BT, LIRS G T
AR B A G R E @AY 30% 3 30% A L, Rk @ ARARIE (F B AT ALY T,

A E R R G b AR REFAT, FHRKATLTEMAE R



6.1.109

6.1.110

6.1.111

6.1.112

6.1.113

6.1.114

6.1.115

T IR

=B & MR
“YEL

FENEED
ERESK = E Y
TEBE = TR AE

Fifi 78 F Bl A ¢

2% Bh A
(ALI) k&t
FIREEEES
fiE (ARDS)

10 ARG R T
RIIRRA

FRERTE

Kt

R

B % PR B LR

BiE

KRR E, A2 EHELHTL 180 15, MEAAITAFRIT ALK L,
TR T RZRSTERADFAFTEH P ARG E4,

F—FRE G, AT BIRT IR AL A3 F R T A 454
B, RIAFRAEE, Rk, HE. 2, ARBTHEAFRRE
Fode O RBHRIE, KEMRNEEAE LW HILDE, 2T E R ILIER
K2 #% CT (HRCT) GESE A A 6@ A ] ju A & (UIP) , JF H#F 84K
& T IR h Bk -F 3 R A2 iE 36bmmHg .

AR RER RGBT REER, EHEARMAZTRAHR. b
REILH B FH . NWEGREBAYEEREA, A RE R BIEREAR N LR
FIRE, Wa R R IR IEREARA . ABE R TR A oL AR B A 5B A L R K AR T
FA AP R R AT, BAEFEE Y 180 R A L&A R R A s X I
RTFIE Y — 54

(1) LR R FEMELE . M5 B e fe BB 1 A

QRFELHE “INHBF”, WA 2HRAUT,
ARAMAMZRERE T ARG ERL KRR,

16 A Ta-T 5 51 AL 69 18] BUbE K s e AT L, ELiB R T B ARk A

M H—HRXRA+2E (FEV.) T 15,

(2) R A LA A, % ik3]0.5kPa/L/s;

Q) ARAEMR LM EZ (TLC) 49 60% A L ;

4) R AR TR &, AT A 170%;

(5) Fhk e &5 & (Pa0;) <60mmHg, Ak — &AL 5 E (PaC0,) >50mmHg.

— PRI TS B R B IR KAT, A aIG . IR e H 06 R % A R R 69 R

JE, BREZBEFTRB, ATEZ. GG REEFREELEZSIELNH

"R ARG EAE IS, MR AZEI S 25 B Y AT, FHAAAT

e RAEYE X 4.

(M) &WAE (RRERLRE 6 £ 72 1)

(2) &t ARG I RAERARAE, QL3E"FoR 248, "FRIE A, wHhidk, KT,
& &% ORI FRIES R (EKFR L REFR) ;

(3) AU 28 84

(4)Pa0,/Fi0, (FAkf/EHE/BRNALALD/E) 1&F 200mmHg;

(5) Jifi 7 ik N JEAK T 18mmHg;

(6) s R 0 B & /R & Lo

T8 R B TT S REAL R IE BRI K OGS ISR IR, FIRFERT BT OANR GO
REAS i K
23 FANFRARMIFMAANF TS T RER LR HELRR.

A — AP PR PEAY 2 T MR, AR AR R R s iR ALz A 4E, k.
LK 7 B33 BOR B Fo i Rl R AR AE. 2 W6 R B A L0, HARGAR
IAERATALREL, AERIZASALADFAETEDTHZFAR=A
ME, BEAFELAKELIRALY

ol % A B 5 AL 69t E N IS A Sl B R, I R AE S R o AR
Ve R RBAM R AHLTINES Z A5



6.1.116

6.1.117

6.1.118

6.1.119

6.1.120

FrERIE M
HIERFIEAE

T E LT

P 5 AR
ARERTR

FEEG L M
k= E

(1) 91 & o3 42 =
D+ <20 X10°/L;
QR Bt %
Qi & &3t #<bg/dL;
@ & bt $=20X10°/L;
() &MERB, FHERETRT: IEF (Scr) =442 umol/L 3 GFR H /)
R T R <25ml /min;
Q) 2R LRI FRAY, KA B ERE., R EhE;
(4) FIREH T f K F G T7 REHETT o
BFRREENR nTETASRYZTHERLRMA,

ARER AR EMRAMR AR, BTHARELIEEY BRTEANAHR,
RINAEHAEFF, RICEFFA O AV 2R FT

g B9 R BT ARE KB ARG S BT A AETTR R K 23 K AR T 14 89
%R ARSI, ZRANEEAELENHALE, HHUHRERAL 180
REMBEOIAFRIZARE, RERZZRANALRDFELEFEH T
89 = IR R =L L6 A,

FomA—f R ERAGZEAF IR, TRILESFIANASTE, UWiifke
TRBRAT N, PEMETREAILNITE ] 2 RN FEAR RS R
3B o LI T PP A Stk

(M) AL mes X B8 A IV, Bp S iz AR it

(2) KA E MGG 1 MR 2 fE %58, W6 AR A 4L 180 R #h ke & 4/ (Pa0,)
<50mmHg Ao sh Bk fe £ 484 B (Sa0,) <80%.

2%
2%

B & 5MG F F R @R, kAT 3 = SR L&

(1) M B 2T 2K,

(2) M SN R H TR K

(3) 240 BBk 2 A SR K

(4) Sh SR Ak ;

(6) . FTEIERF Do,

(6) AL (F FAL) « BRERIGAP R s B FRF], R BBA TH
W, TR, FTERAEAFTHK, e,

R —# G AR P, B TR A s 2 0d B A B i BOK 45 RE R BR R AR A I

AR, EE G R LR R IR, £ 2 RN RREAT, BT,

B LR R MBEF . LTI &0:

(1) o Fe AR K 5% 6 B BR FT 9

(2) P fioa B 2 Ak B AT A AR 20, LOES 434% (The X—ALD MRI Sever ity Scale)
XTHT 14;

Q) ML 180 REMBGEA LA FR N TALKRK, LERITR<ALL
BEAFENPHZRRAEZFAL,

AN B RIBARNBKRR{ITAERL AR LR T “EEERR. LR,

TR RFEhRFT” RA

YRR AIRE A B G, FRESTFIE, C5E KA T M4k
HEHR A TR, LB ERLLY IR F S (New York Heart Association,



6.2 EMFER AL “6.1.1%M% 3
L ERRSERE

NYHA) St R AR IV R, b E4EALHYL, FLSFEALETRSE
275 8k T bk -F ¥ E A2 T 36mmHg o

Pl R RS R AR RIS R IT IR G ETE T ALRAZHZTE
FE o

T E 6128 EFHEEMR” IR ELAE
o & X AR P BARSAT ka5 & B EIF 220206550 6 (F K&
1R 68 g o 2 A I ALTE (202054597 RR) ) #Eth, HALEE &t AL 5]

A, H2 SO AN S ARG BAT 09 B FAR R L o

AEER KRR, BREZRAESIR, P EHRLEE

JE (Reye 42 &-4E, AR

HERAE, FREAM) MAEILAITEEITAZH=Z8UAL (5=8) ELH
Boh, AR R RLEDLATEFRI VAR B AL (5R) ELHD.

Mk 1: FARBRSE &9 TNM 227

FORARE G TNM 2285 Bl B ATILAT69 AJCC % AR ARk, REERX I AR ELER L 2018 F XAty ((F

KAIRIZL T AGE (2018 SFR) ) sk b SUARAE, BRI T:
FARARIL KRR . JRIASE . IKMLAE . HU rthle R B A= A D ILIE
pTx: JB ANF I8 T~ RE AT AE

pTo: AV IEAE

pTi: APIE ETRAT KRR, & AKZE<2cm

T At g K2 <1cm

T AT 98 R K2 >1cm, <2cm

pTo: 78 2~4cm

pTs: AFIE>4cm, AT FARIR A R RARARAL FARBR b o R AL
pTa: BPIE>4cm, AFET ¥ HREA

pTaw: KAAZACF IRBE ISP AR, T A IFIE K

wRALEAE: FE SR, MF FRIL, FIREFTI, BTSN
pTa: KARAZAL T HKAZSH A RIS

pla: AR, LE. BE. BRAER KT IALR

pTw: RACHEAT FHIE, RERMANAK. WA E

PRI AL AR SR

pTx: JB AT I8 T~ RE AT AE

pTo: TAYIEIEE

pTi: APIE BTRAT KRR, & AKZE<2cm

T At K2 <1cm

T AP 9% R K2 >1cm, <2cm

pT.: APJ& 2~4cm

pTs: MFIED>4cm, BT FARME A S KARIZAL FARBRIL A7 ARAL

pTa: AFIE>4em, EFETF FHREA

pTa: KARAZACFRAE S RN, T IF I K]

wORALEAE: FE SR AL, F FRIL, FIREFTI. AT SR
pT.: BEMBET

pTa: RS, AT KA, 120 F RIRI B35 B B B Ao sk

2 deviE

AEN BE. BRAVYE



B TFHmy

pTw: EEBE, AT RAWIG, 1ZICAHERT R, ROERNR. sfams

EEMHess: E/HTHAFRBE

pN.: IR O 45 ik 4E

pNo: Tk 4535 45E 45

pNi: X3R5 4:4

pNi.: 345 ZVI, VIR (BFERLEF. LEA. %Mﬂ&%mn&i%%)ﬁam,Tﬂﬁimﬁﬂmo
pNip: AU, UM R AR E 2445 (36 1. 11, I, VRV RE) HELREEH LA,

LR EF . R TRTR PR

m:i@%%ﬁ

2 BT AL A
%L%Jk RIEBRE (HHAE)
SFHh<55 ¥
T N M
| #A AEAT AEAeT 0
[l #A AEAT A AT 1
=55 ¥
| 1 0/x 0
2 0/x 0
1~2 1 0
14 3a~3b AEAT 0
] 4a AEAT 0
VA #7 4b AEAT 0
VB #7 AEAT AEAT 1
AR (PR SF¥h2a)
| 7 1 0 0
[l 43 2~3 0 0
(]t 1~3 1a 0
4a A4 0
VA #3
1~3 1b 0
IVB #5 4b AE AT 0
IVC #5 AE AT AEAT 1
Ao (B F¥h4a)
VA #3 1~3a 0/x 0
1~3a 1 0
VB % 3b~4 AEAT 0
IVC #A AEAT AEAT 1

Er ALEERRP CHEET I8 EF R LUR A FRIR B H90T 89 S5,



