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WAKFanconi R &1k, fiLim B /NE I DIRE S SR 1) — AU e . iz TR E
W2 W, HLAGH A2 T 51 20 P IS A«

(1) PRI & BB PERE PR . 4= S RN PR BB IR K

(2) M B 2 H BB ILRE EQ PR IR ILAE B30T o /N IR PP 455

(3) DU BRBAA B % W 1 B R I 45

(4 B EBE A A0 L R 1R 4 it o0 i SR R T A 2 A A DR R 5 i
(—BEF—) KM N 5 A1k

W5 1L 200 0 23 -5 i SR s I 2400 P bk B2 ZH 2R 40 388 A= FF Chemophagocytic lympho
histiocytosis, HLH) , J&—41 2 Fm RE KA R 1 “uAn =07 B, 204005 3 2
LA Z3 48 Jf 384 A P B A Wk &% Fhods T 40 B RRIE I SR G IR o AR AUAF & F F1 564 )
/=00, FF HAELCRHE AN H O EIHAT AR B SR E T A

(1) 43 T 512 W7 H B0 S 1 26 PR 5 A%
(2) #E 1 >500 1 g/L;

(3) M E g R, /DB EW SR, Hb<90g /L, #H4:JLHb<<100g /L, PLTS<
100X 10° /L, HERigf<1.0Xx10°/L;

(4) BHE. WBE W RN S bk B2 25 55 2 R A0 P 0 0 40 B 3 hn, I S g AR E 9
(5) A MECD25=2400U/m1 »
AF ] HoAh R R 5 B0 2% kMR M 40 fL SR S AE AN TEARBEYE B Y »

DRI N AR IEA TG SAE A AR 630 “ 5 =26 TUESRER” b “afe vk mm,
FeRVEMIE . A B R 2 KRR o
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15 AT 2 UK T SRk e 1 RS o AL B AR, H R BUK AR5 E, JF Bk
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Jpi T RHE AR

PRI N AR AR TR AT A AR 253K “ 38 =26 SiERbR” F “ BB,
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8 DAL e 2 o0 B9 B s MR O UL S IS MR P B I e, RS N SE bRz T
CRTVAYT, DA IEO U a A WA A e O IETh RS . 82320897 2 AT A0 2 T 3T A 4%
e

(D) LI EE R IR R EE AL O %% 2 (New York Heart Association,
NYHA) G DNREARAS 7 I S PA |
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(2) 7r 2 5 1 43 HAK T~ 35%;
(3) /£ &V K AR HH A 12 =55mm;
(4) QRSH}[E] =130msec;
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(4) S5 =S AL SE 20096 /2 N 1 4 i 2k 1
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TRONEE B S F N AL R0 T BEAT IO BB A TR, SR B SR 4 A0 T AR L 2
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B H H AW TS B I =0 = A SR

(—BEZEL) TERREMLT %L

fo— PRSI HEAT PR R BT i 748 A DL 2T 2 1 P 0 0 R 238 D SRR A FR 00
RILAWE R AE . IR T = 7, ORI B A D R AR . A
PRIRRZ TR WIS Wy, JF 28 SN R AR BEAIE S Bl i 70 95 32 CT (HRCT) HIESE 9 it
R E A () SRV RT 2 CUTP) , JF LA SOIRAS TR il sl ik 44 e i i 36mmilg o

(—BE—1) FERHHETRES)™ E K E 2 FE

A DA Dy 12 MR AT VR A RE A R, AR A BN BRI . I R I
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DN SERERRBE o B8 2 TFDRE 0 A0 12 W O HLAG JROR AN AT I R M 2 R D RERR NS, A7 4E
FPEE /D180 K LA B2 R ST U e S K I /2 T 51 &b — 26 At

(1) % B JRR 5T 52 3008 385 LR 00 o g 5 DY K R o TR A S

Q) UFEGE “JVUEF” , WI2HELLN.

S RMHFBE S RE A ERBETEE N .
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(2) KIEANFE 338G 0, Z/biK$)0. 5kPa/L/s;

() FRAFAG i & (TLC) 60% LA |

(4) B Ay SRR T, I B E R 170%;

(5) Fh kL% 7 JE (Pa0,) <60mmHg, Zhfkii — 4% LBk E (PaC0,) >50mmHg.
(—E+) atHRe ALD SSEPREIELEME (ARDS)

b R o O R S R K B, D9 B L R IURE S5 W PR 22 MBI ) O AORE, i
JR AR T e, SETCAS . SRR A B R R 45 IR R PR 2R G LR T
W, PR N BRI I SRR AE25 8 %2 LUR . IR AT BT AT BAR Il PRUE 98 S HF -

(1) BMERAE JFURBIR IR JR6 R T2/0)

(2) BERAE I AR AL, RLAEIFIR e WP IR A Oald i, KT,
o H LR B VLS BN eE CRSk R, $RJF FEIRD

(3) XU 5 ;

(4)Pa0,/Fi0, (FfKIL L5/ WANTES E) KT 200mnHg ;
(5) it B Rk #x AN B A T 18mmHg ;

(6) I R TC A 00 s R R R B

(=B +T=) LIERBUETMIBRA

T8 MR TT O BERG VBURE S FLAE R (RO BE S, SEBR S 1 28 T o N B 4700 BEE S VR
TEVIBEA -

2 BN AFREIANIETF M A F RAERETEE A
(—E+E) RRERTEME

fa— Mg PE ik R AR VEDR , AR IR AR s B Ak R DLk
TIREtG RS NI RS AE . AN IR EE2E WIRRZ T, iR N B B4R e 4
TR, ToIRMALTE N TRIEA HH ARG s o i =0 s =i bl b, W A b AR 852
Al NP

(—A+IL) Hiht/RELSEME

F5 FR 22 A DR 5 AR LA P I P RS e PR DA P B L AR D A S
V'S S35 9 RF R J A2 T A1 A D = TR A

(1) 41 & A 342 s -
@i /MR T 50 <20 X 10°/L;
Q@M LA LYl 3 % 5
@M E AT #<6g/dL:
@ 4t TH 4 =20 X 107/L;

(2) 2T, SLRERERR: MULE (Scr) =442 umol/LELGFR'E /NERE i
F<25ml/min;

(3) &' F AL BRI S, RIU BRI AE AL . Pl e A €
(4) SEPRSEHE 1 13 B #9677 BUEHTIRIT .
H & S Bt % 38 i A RIS E A
(—ET7N) KRBT R G RE
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AL R REPE BRI . MBI AR IR SR Y R BRI RE, RN
B PRGBS AT A 2 D BERE AT .

R SE AT BT B 28 Jn UAE 4R 12 W A BTPE A R H O 2808 UK AT il 22 R
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(1) File &8 59 X Ze 0 WM IV, BT 2 Bl 4 44k,

(2) FK AT TGP B 12 PR PR D) Re 3208, IR PRFFEE180 KANAK LA 70 . (Pa0,) <
50mmHg A1 30 Bk ML WA (Sa0,) <80%.

(—B+)\) EEEHRR

PR S A3 T T B A ROR B, A0 A2 T 8 =T E BL b2 A

(1) XU B 58 Ak 2k 5

(2) XM A1 B 58 AR 2k 5

(3) XU FEJ55 5E Ak 2 5

(4) Bk 5 58 ARk 5

(5) £y NIEAME B /N FUEE

(6) BRI (FFEEVLED - BISUARJE T A el 32 BIRR M, & B P,
AFHE, TERTEBIFAER, G

(—A+H/ PEELRRERERAR

Pl AR Bt . b T N = o SR A I T SO BE T RRAE AR N DTR, i
JR R B IR B AR . B R DUN G IR AT . 2 shThRERRAG . B b iR S S T RE R
A, A AL T A AR A

(1) i 5 AR A Pl s R T o

(2) i s B A 45 BLAG R AF M 2%, LOES43 %4 (The X-ALD MRI Severity Scale) A
FT&TF14;

(3) IR AL 180 KRG V5474 H T ATERE N1 58 A ie ok, ToVRMMAT 58 N AL A H # 7E
TR B I =T =T A

DB N ARIEA TR SAE A A RIS 263K “ 38 =26 JUERbR” o “ 8L Ve,
Fe RVEMIIE . A2 B et i e o 7 (A BR il o

(—EZ+ mEH4RMEHIKRE

kR VEM SR Sy RE st s, FECHOERE, CEIE K AA BT KR 7735 8)
ARSI IR, IAFIEEAL O 222 (New York Heart Association, NYHA) OrIfE
WREDHIVE . FIHOIELRIEARZ, I HO0FERERS B BRE T shik-r
¥4 s e id 36mmHg

BT Sa R A o HIE SR 78 L 82 BR 1A 2 51 R K fi s ik g IR ANFE AR PR v L Y

PAE (=) WM —E A7 2=« (1)) PEEBGIESER” FTEE R
SE SCHRAE r B PR IS AT Mk ip 2 15 B R U P K R A (10 RO O s (18 50 2 S A
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TS (20204F BT RO ) AR, FoAh BB d DR NI N, s SOl ORI AAR S i 47
R S b A A 52
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E M A 2 2 1 7 N T B 5O ORI T R A BB AR AIE S 5

(8D MR EE L B A WL R A2 3 48 B AR 11 R AS 50 VR 28 B AL 3l 24 1) Atk
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B A LE SN, 12 2 T SR A DR I 9% -

B ARNAE A M & R BROL A B3 — R AT ORI B, RIS v DR =R 92 X
[1-(RE A CETRE/RESHRRE) ] X (1-35%) . EEREAR—REE—RiTH.

WBRNFEA MO0 & F RO I B B AR ), RIS R B =A I & F
B =43 ORI 3 X [1- (BT E RY/ L FR R H0) 1 X (1-35%) « & RPARL—KR
HE—RitH.

T, HEREERE

HYUp B AR B RN RETIER . HHE FRIGETARINE, NEERRIUR R4
g, . YIR)E, BATWER AN .

R AR AR AL A . AR BUR AR AR AL G0 Y L A R AR B4 S AR 4 L
TARBRZMM, ®IRERA, #TORERENTE, BTHRREXRE, AET
HARELERE.

+%. ICD-1051CD-0-3

CRIR AN A SRR 0] R IR [ Bt vk 9328 ) B8 - RI2AT hik (1CD-10), s& A PAEH L (
WHO) A7 (1) 1 o a8 FH 00 0 28 5 1. CEIBREE 2 Mg 22 L4 ) 28 =ik (1CD-0-3)
s FEWHOR AT B EF X ICDH i TR S A AU Q2R . s R AN TR i .
HAp&¥mig: oK RMEME, VRRINER MR 2R EAE AAE 12 28 10
SRFWMEME (s kM) 5 6fCREBMEMBE (BB ; IR BMMIE (5 ke fs
BREE) » WEHILICD-1051CD-0-3 A —F M., LLICD-0-3 K.

+75. TNMZ:HA

TNMZ SR I AJCOREAE 70 I TRt o iR vHE 1 56 AR & &% A = 5 EBr U Ik & =
TNMZE RS 5E A2 H TR B 22 0 IR Bl Brid I AR o THR B BIR I RN 355
NFRH R4S ARSI 00 MIE A oA 25 1 e A2 1R O

R e TR TNM Ay 3R FH B BT ERAT AT CCER )\ R e Shn i, REE R DAMER R
2018LERATH (FRPIEZIT TG (20184EMR) Y R e b, EAKL .

FORIRFL SR U8 . (K70 A0 . Hurth1eZH B AR 40 A0
pTy JER IR A REVEAl

pTe: JCHMJRTIESE

pT.: FiRE Ja BRAE R A, e KfE<2cm

T.: M E A E<lcm

Ty: MBI HRRAE>1em, <2cm

pT,: JEI2~4cm

pTy: BRI >4em, JRIFRT FOR R P BOR AR 4R A0 FUIR B b R UL
pTy: MR >4em, J&PRT HARER A

pTy: RAAZIUHARIRSNHDIRAL, TG0 b eg R

HRIVESE: WESE UL Mg TR FREE VL RIS &AL
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HUR IR BE AR
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BEERfZEEIMIEREZHE, @FWRGEIIT180KE, k@it ig Bk
T FBIKE .

—+=. EEHALOERF S (New York Heart Association, NYHA) LrIhREIR
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