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CRERAKANRTEGZRAARME. AL O ETEFTRITEERK, L
FRERRSNALADFZELLTEH PO FREFA LG &4,

B 2 F k3R AR R IERARIE AT ) b BRI EARE CFAIRTHFE) .
WEEH Q) , FHIKFE» A5 E (1050-70) . + & (1035-50) . £ & (1020-
35) FeME A (10<20) . ¥ AR FAZE LB F E AL, Bp 10<50, &
A9 KM o4 0 E BRS SL A e TAE K AT, oSN TAEH LAHEA SN S
bR ATAINE o RBAIRIE AR AT 6% 2R, od 235
NEk OLEFNELIRATNEELR) »

TG B oL IR T P A A A

(1) A E A A LBREA S T2 E KI5 R miE R A 7T

(2) FBRA A 0 AR ) T A 1 B K89 JEAS S 52 AL AR Te AT AR AL B R



8.1.96

8.1.97

8.1.98

8.1.99

8.1.100

8.1.101

FES

FEREMNS

[ % 1 R T £

B E, EEXMEE, B I0<S50;
(3) M ARTE A B9 4T /14K B #IA B A2 &4 180 XA L,

A R 22ty BUR SIS DR ANAMR, BEHATFRTARKEHR, P45
F AR T — RS RS A E £ AL

BEXRETRGHLE LR, ASRABRERMG &SR, IBRELAFHY
B, WA, BILEE ., #ATHRES. REEAEEAAL

36 AR F AT T B IUR RS E . A2 FAE AP HHT 0T, BRI
AT &K

(1) & AP SRR 09 — A I R £ L

(2) mA E AR H HRA ;

() HIL Z AL BAL LRI, FHHAE R T I L e i IR VA BN B 4
% Ao

BAMBAERZ GRS THERMER, E2ROHFEFREBAESGT, RA
PR AR K oL IR AR 5 BT ST Bt T PP R A

(1) = E A A1

Q) azAEFRATAKR, RERITRSAERRFLEEFEN =X
=ZMA L,

HAR Fanconi 426 4E, 48035 B NERNRE W FI R —MIEIEE, AL EA
E AL, BB TINES AR EM4:

(1) kit & H IR MR . A R BN R R RBR 2R

(2) dn ik A B LAKBR dn JE | AR AR BR o JE SR 95 BN E R T A s

Q) HILE M FAR . B AT RS

4B FHA . AMIE. AP O R o R AT E AR A b AR

é:g EEl)ﬂ o

"B R A IE X A R A e i3S £ JE  (hemophagocytic
lympho histiocytosis, HLH) , 2 — & 2 M mEAF L MR T “EHh X7 #
K, YLLRIR IR VAL LR b I8 A Ak T L B & APt o R AR ARG 42 A4, K
FRAGETIEMFHE Y =0, FELEEHELINTH L ZHATHAREH
BT R

M FAEBFLHEAFFRGARTE;

(2) & G >500 ug/L;

Q) s fmpaR Y, 2V EAMA, Hb<90g /L, # 4 JLHb<<100g /L, PLTS
<100X10° /L, #Htmi<<1.0x10°/L;

@) FRE. AR, MR LEF Z A A s d dm 038 A, BN AY B 69E
£

(5) T %t CD25=>2400U/ml o

AT H A B S 209 2k K M o B 42 A AE R R AR B SR B o



8.1.102

8.1.103

8.1.104

8.1.105

8.1.106

8.1.107

Fr& B EM
THFEFA

RN RS
fR %

FERELZ
B i &%

EE RS
LIEBRS A
J5 (CRT)

FEXREETE

AERERF
A

BRI ARE R FTAERT AR &2 2.7 727 b “SGAEMEER, &
RWoR . BRHREEARTT” G9R4,

BRI AR A AEMT, FKIRERT 2RO ESMF R, 28 T4
RPERAEM T AR E AR o R &I F AUk KR AEM T w470 F KRG T7
RAEREEE N,

A5 B AR SR R e | AL A AL IR R T, AL BOKAMAYZIRE,
H A i A & B I R SR M,

KAMEAY ZIRE RIS H mE AL K 5 R K. SR ERA.
FeBe. AR, H _E#JEREFL: 180 R AL A EE %,

HARIE AL M A & L= EFA f A (B2 VI ] F) R=E A b AR (5
ZIXBELRT), mBaBAFVIRELRT IXOEEKFYFarz—0 &
W o4 0 ) A iR e A B A AN

EAMAKIZ KRR/ TR T KRS 3 “2.7 wiERIR” F “AEHER, &
RMegfs, BRRFEARTF” GIRF,

A5 B B o P 3 B S AT SRS LR F B M B S IR RSB, RIS AR TRIE R
T CRT 7677, VAFRIE S EANLE AR AA &SRR A o 3527677 Z AT oL M ith &
TRTA K

M CHRRBEELBNER ALY SHERF S (New York Heart Association,
NYHA) o R & - IR A& A b

(2) £ % 4% o 5 BAKT 35%;

(3) £ 'F 477k KA A 12 =55mm;

(4) QRS B8] =130msec;

(B) B4 677 AR TME, MIA PR B M, AFREAY K. R4, T 2K, MK
Fo B E K 69 15 IR & Lo

FEZB R K, & F AR RBAIRZ A E N B, B 2R
Ao IR e EAR G BL R TR, AR TR, B LR R AR, F4
FHEBRETAEF IR, AR TIN50
(M) B Kbtk emL;
Q) MR LT o 2R FHE 4 RH K
Q) HLERAE B RBEFEALAL—F;
(4) F 3 E AR BRItk LT 7] 230 54
D& FL@KT (BIAKEE. RPRIRE. 2E LI %
. RIS E . RERERERELEE)
Qh#E., PHRBRE., FERERAEELAIKT .

A E RS LT oM u s P st iT 09 A F R, B K kA6 @ AR
KB 4 G KR @ AR e 30%3k 30% A L. Kk mARARYE (R E ALY A



8.1.108 ™EAIEME
) =piatnd

8.1.109 =E4FL 4R
paviidie

8.1.110 =EHELET
TERE S ™ EAY
T BEES RRE

8.1.111 B FEAR

8.1.112 2Mhhints
(ALI) 2
BTN E=SEEE
&1E (ARDS)

8.1. 113 iLBEAsRETF
FREIRRA

8.1.114 HEERKRDHIET

AR R R R ] AR R RE A R IE AT, FBORAT T 42 2 2%
RRME. MEFFHELHL 180 R, MALEATZATRITARE, L&
T RSN ARREFAEEENF AR AL 44

Fo—A R B A BTG, BFR TR 69 AL Aok sk &k s T R A4 ay
HHm, RAAFRBEE, RRRE KR 2, ARRTHAFAREfA
O RIBIRAE, KERMEEAE L AL, F 2 A SR IE R RS
#F CT (HRCT) ESR A #A &)L @A S K (UIP) , H B# SRS T
K34 R A% L 36mmHg .

ARE TR A AT AR T M e, AR AR 2 R R 1R
FIA R FF . WE LG BAYZE KRG, AT RE R BIERAR A L/ =R
E, W R A IR IERE AR o ARE = T E oL ST A 14 B IF EL3E AR AT T 1 64 AP
BZEAGARERF, BAEREEV 180 AU LMW 2 ARG BEFHLTIE
b=t

(1) ERERIF LN D F EIESE ., A E 3o Bl B 2 ;

QD uFEHE “NBF7, WA 2EIAT,
ARMEAMZRERERELEA.

1B IFTEF R A1 A0 A R K m B K, BB R T ] AR A

M F—HKRAA=Z (FEV) DT 155

() ABAM Y ¥, % ViK% 0.5kPa/L/s;

Q@) EZAEMEMEZE (TLC) &9 60%KA E;

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

(5) Sk dn A /E (Pa0,) <60mmHg, #)hkfe = fALe% % & (PaC0,) >50mmHg.

— AR IR TS IE RSB R ITKAT, R 145 R E e JE 5 I R % A R w09 9T KR,
BRESBERD, ATES, BB R G PR F 842 I LM B TR F
SEAEIFLW, BARSALEEFHE 25 B 5 AT, FAHAUTIERIE
e Z o

(1) &HAE (RARRBRELRE 6 £ 72 1)

(2) 1 RAR 6915 R RIRAE, QIR 24T, R Bk, wahitik, kiT. @
EB ORI FAIEFH R ERFR. RASFR) ;

(3) S 20 %5

(4)Pa0,/Fi0, (Fhhikidn/EsE/BNAASLIE) KT 200mmHg;

(5) M5 Bk N JEAK T 18mmHg;

(6) W6 R o o0 3 & JB % HLo

F& R BT S NEFEIRIB B A R OGS IE R, FIREHE T BIF MO ARG O
iR IB IR R,
BFEMNFRAEEIEFEAGMINF R ERETLE A

g —APIE P R AV T RIR, ATRKARRAEG AR A4, KA



8.1.115

8.1.116

8.1.117

8.1.118

8.1.119

B I PR LR
B

B
S T
HF

Tk
it
&

= ERhEE TR

=E'S _ERRN
HEEFTR

LTk /) SR B EBFH ARG RFIE, A2 ERELPNHLTE, HESBARD L
AERARARE, RERIZRSALA D FAEEF P =7 K =7 LA
t, ORAEAFLANFLETEAKY,

Fd %At A 5] AL 8 fo P IR B Bt B R, e R VAVE e R ot N AR OB S
Fo g B RBAK . MR TINE Y =R 54t
(1) 41 B oA B 4R o=
D AR £ <20X10°/L 5
QRyirminit %,
Q& it <ébg/dL;
@ tm it 4 =20X10°/L;
(D EMERB, FRELERT: LIE (Scr) =442 umol/L 3 GFR K] 3k
JEid R <<25ml /min;
Q)2 RALRILERHY, RN RFRMLERT., HoFiE;
(4) RIRFH T R EHETT REHETT .
g%z EEatR b NERETEEAN,

KR AR E AR AR, MABAMEREEEY BT EARM, £
MAZH) T, R ErF B ZAY 2T e 75,

A€ B9RTT M ARE KB BEARSBT AT AR K L B3 K AT T £ 69
A2 R RN EIT L ERN A E AR HTL R, LU R &IRAL 180 K
BB LEAIAFR DT ALRE, RERIZRAAEADFEALAFEFNPH=
I R EIR VAR

ToRA—MBRRARPAGRERF IR, TRLEFEANAEE, Aifetke
TRRATFT . BPEMET REAIAIE | 240 A F RGP RA AR B,
LR T PP A

() M4 T meg X KoKk IV AR, Bp S 2 A4 4L

(2) KATVT i P 6 B PR 2 A6 R 58, 16 R 4F4: 180 R &bk fe A 4 & (Pa0.)
<50mmHg Ao sh bk fe £ 484 E (Sa0,) <80%.

MR ok

B &M F F B @ 3RIR S, AT 5 = ROA L A A

(1) Mg 272K

(2) B ShE0 R H XA B K ;

(3) 2 BBk T AR K

(4) Sh B R A bk ;

(6) £, FTEIERF e,

(6) BHAEE (FFAL) @ BRI BEAP Rk e B4, SR, BORA TR
o, TR, TEAEAFTRHEK, fHE,

A — ARG AR AT, B T AR A B2 id B A B BOK B G b BR AR AR I
AR, A AR BRI, ERERANERIEF, B HRES, K
LRRE R T e R . i AT 5 A3 R



8.1.120

8.2

FEE R % 1Al
kS E

TE SCKRIIR K 1
ZERSEE

(1) o AR K 5 RG A7 BR T &

(2) /o fs a2k 3k LR 4 AR PR P T, LOES 44& (The X-ALD MRI Severity Scale)
XTH5T 14;

Q) HEmA#AYL 180 R EATAEFR I DL KK, LFERITRAALR
HEAFEEDPHZAR=ZAUL,

EMAIEER R/ ITAETRT KRS 3 “2.7 wHERR” F “[EMEER, &

R, BN RFEARFF” GIRF,

WAMMHREA KL S, FRESCERZ, O5%ERKARTEEGIKSY
FARA TR, KB EBAHSMEHF S (New York Heart Association,
NYHA) S kB0 % IV R ekt EAHDL, FHLOFERERE
277 8K A TS bk -F ¥ EAZ T 36mmHg

BT A S ROV itk o L33 2% 8] 3 5 | A2 B A Bl Bk iy R R AR IR SR o

AL “81.1 BEMNB—ER” £ “8.1.28 FEHmHLEmE” FialE ki
o XARIEF BRET LS5 ¢ B EIFPS 2020 FEENHG (E KERH
PRI 9 gk g 2 SUAE R ALTE (2020 SFH53T 08D ) AR, HAeE Kok Jgm b K A3E e,
o2 LB AAVRAB BT EF AT AR o

AL RIR, RZERRESIGE., & EimKEAE (Reye 226 4E, AR KAE,
HFREASIM) AAELATBEIITACH =R ERHL I, Lk m¥ e b4
AREFRELATERITAEH B AL (52R) EXHAY.

[ARAEFSR]



MR 1 R RIR

PRI HA T8] P9 A TR 80

e ARHA
X £
— M E ST R 2 200 7
T RKERET KRGS 400 77
400 7

BUNB—E AT EST BRI S

(FAz % 1% 1500 T/ %)

—REFREES, TREARETREES, &
I E—ERRTERTESREEZ A

400 7




FE& 2: FRAESZ 49 TNM 537

R AR SZ A9 TNM 5K ) B AT IL4T 89AJCC 3 A\ ik & AR R, &lﬂ%ﬂiﬁ&éﬁémm#iﬁ%«?&

MRS ALE (201850 0R) ) R ML SUARE, BARRL

FOARBRIU KRR, ISR KL m”mmmm#%i\%#

Tx: JB RIF I8 7R84

pTo: TAPIBIEIE

Ti: BP9g B e FORAR Y, R AZ2<2cm

TiF 78 & K2 <1cm

TwAT B &R K2 >1cm, <2cm

To: AFB2~4cm

Ts: APJE>4em, FBFk T FARAEA B RARAZAL F IR IH i RAL

pTa: AP IE>4cm, AFET ¥ KRR

pTan: KARAZAC T RAE S A KA, AR K]

MRILEL A6 JAEE B, IR FARIL, FREFIL, AW SR

pTa: KARIZAC F ARARIF A7 K ALSL

pTa: AL, AE. BE. BRAZR LT AR

pTa: RACAERATAHIZ, R EAFIK. A E

R AR

Tx: JB RIF I8 7R 17 4%

pTo: TAPIBIEIE

Ti: WRBAERAEFTIRRA, RAE<S2cm

T8 & K2 <1cm

TwAT 9B R K2 >1cm, <2cm

T.: IPJE2~4cm

Ta: APE>4em, FBfR T FARAE A 3R F HRARID AL

pTs: AP 9E>4cm, AFET ¥ KRR

pTaw: KARMZACF RIZ SR, A IFIE K

MRILELAE: JAEEF I IR FARIL, RSB, AW SR
B EIRE

pTa: W EBEE, K DEINE, ZILFRIBIANE B R E AR, vk, LE. RE. BRRWE

BOL T H#my

pTw: THEIEE, KGR, 1ZMHEATHE, ROERAANR, Koo d

M. &R TR FIRIRE

pN,: KBk .48 £ ik it 4%

pNo: Tk E L5345 1E 45

pNi: X 3%k & 45 445

pNi.: #A3ZEVI, VIR (BFELETF. LFM vﬁwwmmmaLAM)#am,Tuﬁiw&ﬂmo

PNiv: A, UMM ST AR L5445 (s 1, I, Il VRV R) HELRBEHELZHA,

TR A R TR PR

Mo: Tz &b 4545

Mi: A iz 4t 4545

FUSk R BB AR R (L AD)

Fgh <55 ¥




T N M
' - b 0
IE: AT A4 1

F#h=55%
| 28 1 0/x 0

2 0/x 0
IE 1~2 1 0
3a~3b AT 0

Il 24 4a AEAT 0

IV A 4b AEAT 0

IV B AT A4 1

RA R (TR SFd)
| #A 1 0 0
IE 2~3 0 0
Il 28 1~3 1a 0

IV A 4a AT 0

1~3 1b 0

IV B 4b AT 0

IV G2 AT A4 1

Aptsg (BT R F#a)

IV AZR 1~3a 0/x 0

IV B 1~3a 1 0

3b~4 AT 0

IV G2 AEAT AgAeT 1

Er AERAEE R AR E K RITA SR AR IE BT 69 F




