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Q) HEAAILT 0.02 CRABRAREMNA £, 4o F48 B LA H £ B 3E4T
wmE)

Q) AF ¥ 1T 5 Ko

KRERBRREINMGEFEAREIARALEAE ZEH DR RAT LKL,
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B0 F R, ZAPRGI K. TG Folb o0 (B 230 hkAIE 25
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(1) 7% .08 B AL R ) Az
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BRI R K B, CERET A H KRBT AT BIRG FRE THAEF K,
PRGBS, HOBIRAR R MBS ARETEA.

BRI RF R TR R, FFHLT 2 23 514
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AFo

PR B b SR I A FRAFAE A ARG AG9 P A o i A A 09 AR Ao 58 45 53X 2o 4
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itk mmERE &R IR,

Fo—AP et AR S AE, HAFAERAT A T IMIEE B 4 At KR R #TRE
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VAL (A BREIERE B & A&
VIAL CE s e Al) 5 B % 5B

KHAEPENRLEHRZ FRG—AHE, . FaRRHAFFEEE, LM
AN R IR B & AT ARG B ARl A . KRRAZREDZN
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Q) ChiE: SHRETREINEBD ALY SIEHF L (New York Heart
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(3) Bl : WIELIRFEME A RAZ T E RE, KRB RFEM

AT R R T B A

(1) BT MR e (i KA B R RBERIRE ) 5

(2) "R M AL K

(3) CREST 4z &4t

B S R KA MR R B RAE, FERIR AT AR, B e R AL
B BRI R CTREIEEBIRELE)] ZHK, REATHRIEE &R
(ERCP) BFMREHE ., ¥k, LLMETHERARIEEZHNRE
77 180 B A bk, RN L RAVINT 69 E 1254+ B AR50,
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I‘lﬂ]i]/%}élj%f&, &géii,]ﬁfi—‘f,?.ﬁ&lﬁﬁl]ﬁo ﬂ%ééﬁi@&ﬁ%zﬁ[ﬁfiﬁiﬁhé&
RIS FRATA RS T BIER,

AWK AR F IR TAE A2 P8 iEINMG, IR E A ik XA C R
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FR 2 Bk SE B A A9 AR Ak

(2) L IMARAEAR R A FTIR F G K £69 5 RAR AT ETIRE, ZHRE
BN R TR A RA R R TG BRTG R E (HIV) A/ RA R R IRH1E TR
#F (HIV) HuiRi b,

Q) LREFR A LG 6 /A NIEFEHIAIE AIRA HEAE LIRS TE K FE
(HIV) AL 2R BTEGHRE (HIV) ik,

PR & BR b

EAfTFHEL, Pt ERLBREIFAR. ERP L, EABERTE
B, By EIHEAR. BhEE. HHAR. 28, RE,

HAEATE L& AR TLEA R R RS R (HIV) JmE4E A 697 R4 K A
G, ARG LEXBRRENET 7 ERATERAE, AMRERRET LS
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HAAHSHBRFREISARRKESBINVG, LEHLEZE ) 90 X,

Jilv bk 8 LT o & — AP IR R AR 30, ERREATAMMEM A, L E.
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NYHA) &2y RS9 RV R, F #4180 R A k;
(2) FIrEL T AT AT — M FARBZGSEF RS OmRF AR
FR#%AZ:
a. A EF o,
b. S AT A 1 &2 5
c. ZRTIAM Al v
RS, MEBITILSHITH TR, SORERBFARARNERELRA,

ZHERETERLFHENINRIIAER, ASEH I EHIE, RAEER
HILBREEAVATHER EH E LML, LI ARAR GEERER K,
H AR R R F R s AR LR A .

FEE MG FHIEL T RIE T NS RGEEETEFRK, FRLHAA
HBAVATHETZEAE AN R EITHNE WHILT 347,
Al F BN ERETEE RN

2 HZAVNT W E RS BEA 5 A E AARIE G R E R A Ao w | & LA 44
By, FEZRMNANTHEREHELHBINALRAERELERCEET KA
PESETR B %

R—FREA R OF R ERER, ETE2EAAANLRAE BTG, £2HEER
T BREBREKME, FTEAKRLE, WEZR, HiE., W, F%. R
BAP 2 F G ARE 0 O BmAr A28 K.

ARG B LR, AR ERAKANTEGE R LD REME,
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(3) Bend R FPURM;
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= F il B RIME FE DR E H KR, kR VAT A &4
MEYMIG T =02Z=101%;
Q) 7Mbb ERIF =AML,

A E NS | e SRR A R B PR, AREA LS
BT RIS — S SR F R, BRI A A E A
7o

FERRG WAL SRR AR T A MR (WHO) 2008 217 &

93 TE R fm IR Y A R AE e -1 (RAEB-1) | Xeib e ¥ o tm il )
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& i LT IRTA A

(1) 22 FAVIN T 0931 A s i & A6 B 1% o ik & A £ 06 B A L 6) B 4 o
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Q) R AT HGHEL —A A AL R FMABHET .

1 Em R RAGAZ A N, @R E 515 69 & AR B & 3F & & A2 49 80% 3% 80%
Ak,

R—Fr e KLE I8, WREIA EW KK, BRI R B A=k & 25 0F Ko
AR BAVNT A EML £ A E AP AL, B E 0 E i3 A2 E O3
R &iEsE, HLTIEY —REH:

MHHZBRAIB, EERNRBTREMERAREFEE ) 180 X;

() A BRAIRIG, BFRFETT ARG HTOFRIETT

FehmEmEFI ARG ERELER, TE2REREAANTF, L. 2lEF32em

LA, Bf. BHRAVANTHEREHELHL N F LR, FEHTH =0

A& — I R E

M AR B K H L, LFEEREARBEGOEREAREB TS
L

(2) A Ml K SRR K IE, HFHFRRBIE R EILALE R EAAEIERE;
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()T EMF PG A FEFLRBMERSGTT, HRETEERITE;

(2) B 1% M it B e A5 B Brwdr A
RVERFERZBAVNTHERREAE AL 7769 8 U677 5

N BEEAFRACREBELEEFFEEEVSAMA.

RS A T F LR SR LREFH T RA Y Z A,

W& Ry ik T P 3R &

(1) BiZm3 &) ZRXTHIR, CEERTHAIGXT E 2,

(2) & I8 m  FHE £ 5 2 5.

HRHITRTHHEMEE LALRZSTEmE (HIV) , LB TIALE

i

M AR AR LT LERFEHREZ TS, FFLESTHHEREEALR LT
fema (HIV) ;

QREHBEHRHETHEETHEP SRESAATHER S B4, ZAE
EAHREETET TAEFRNRE, A BERLFRLAES THEHF
B RE L

QYRUEBEHHETORETBHEFT CREKNVATHERLAMA &E%
EEI N

HAEATE L& AR LA R R IRSRTGm A (HIV) JRmE4E A 6957 R4 K A

G, ARG UEXBRRENET 7T ERALERAE, AMRERRET LS

AFo

HEAMA AR KR TAERT AR LK “2.5 THELR” & “HWARE AR S

itk RELER” R,

AT E AR, FF AT RGN A L% HATIT
B [ R D A5 A A AL B R SUE R A

AR DI EMREA —EA N REHEALFRAN BB RE RO ER. LA
PP A AT St
(1) ABE I T MR L N2 RAVINT 09 BT 87, HA A TR L 4
a. BRFRTIEELELEDIEES;
b. 16 R &2 A AELF KA, 53 BAFIK FF
QA FEE BN EERF, AFZAEAFRITLERR, LERITRSA
AARABFAZTFNFH=ARZAUAL,

LR NEHRFF IR —BEERE, AHRLTINES AT
(1) fRigte & R AR AR & FARBRAE R RARER AR

(2) o ig e &y MAKE dn i | KR BR i JE R AL 5% KB B F &

Q) A E AN F R RIRIELE T
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EHAREERAM R K. ZRNEBANTH EZEAELEFAHALE,
Ay b A 2B 25 RIER,

B o Ik 3 B B E BB B B R A @) 0 iRe ST MR BAVNT R E L
SREFAEAZAR B OH IS FERTIER AT FE AT A ARE:

(1) F 34 M 5h Bk & % T 36mmHg ;

(2) ifi £ %8 T2 77 % F 3mm/L/min (Wood ¥#4%) ;

(3) i % M ¥ fn B 2R AK T 15mmHg ;
BEMNAREARARBTERT AR KK “2.5 THELR” ¥ “@HEMHER,
R B REEARFT” BRF,

% B E AR B IE F B S, —ARENE T RALEAREAT,
RizmMELE D 96 DB, FEDHRAT —KAnk:

() "R 738, F 2T UEHE MM

(2) #t o ]S48 2 <50 X103/ uL;

Q)VH R4, IeirFk >bmg/dl % >10"umol/L;

(4) FZ A2 SR

(5) Bk A2 Bk ¥4 (GCS) <9;

(6) B ohae %58, fFHMLEF>300 pmol/L % >3.5mg/dl & k& <500ml/d;
(7) M o e Ay o i Fo RIAR S AR TSR

(8) AE e T JE U5 47 9% B 4K 96 ]NB

N BEHRBFLEIFE S 15 R,

W fn JE 5| A2 49 MODS 893517 5 22 RAIAT 89 BTz A E £ E 5%,

JE Mk foJE 5| A2 69 MODS R 72 Pk 36 B Y o

B LEHAALBEIE R BREAAZFRA, KB, RO LiEH),
B RAL I AT A E R, WERE . %k L Jh BB E T HLA AR
FH IR E @ 89 K I m AL

B B E KRG R IR RARE AT K E (BARTES) « REFH

Q) , HA&FEH» A+ & (1035-50) . £ & (1020-35) A= F & (10<20),

BB AR LR B AAVNT W BT £ A4 E AT, RIERRIE AT R AT

R ERmF 2T IR OLEFNZEARIRAT A EELR) o LR

T P A A

(1) BRI AT AKTH (BT FE) 692 FR30e45 Rkm (ANIR
BHNARE) RAELEMKEA 6 RS ABE;

(2) 2 KAVNT 89 E 12 A E A H AR A T & k304015 KR 5% % &
KT

(3) HF IR #50 FLAR M) TAF 2 1 B 89 S SR AR M GE R AR AR HIKFE OF
B TEIMEE) ;
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(4) AR A G977 J1 AR T B #IN B AZH4E 180 XA L,

BATERHFREREXT XK, FHRERTHEXTRBELT EHRTF K.
GFRERERT KR —MILERARGE X T K, LHFEALES KR
MR AE B ILE A B K AKX Ko

AR [ AR i 14 BT B ol S S+ A\ B AT

F{EZE KBt RIK . 2 FBARE, REHLE A 5D 5 Hx &R
f R A EARG LA TR, EARMEMR. TR, B LR RERE, &
it BT PV R At
(1) =B K fotk 2w L s
(2) /= F I AR BE AR, BIFAZ L >95%;
R A E2 xR E XSk X L
W) FRHEAELT:

a. BRAT R E A @IKT (AFEAKEKE, PR E. BT LR A%

. AR EAEIRERE) ;

b. ik F . PTHIRE., HEMERAEELEIKT;
B)EELGHEBRRETALEFFRAE, BLRASHEREEFLL—
Fo

B[HRAER AT AL ENE, FERMMUAERE, I () RRE L,
EFRDMERE, D RZEWTRBERGHFHEF EGFE, 218
HW X AEA KRG EHEFRAERBER G 3 () IR & 6918 A AR
AAVRIZ AR R TER L ARIE FR “2.5 THRR” & “@EHRR,
R, BN RFEEARFF” GRH,

Fo dn iR %R B R GiAe 705 R 09 1L TE B F B B dn AR R dn /SRR B
HFAHBF T T ddn, FRWE LR ARGE dn MREATIETT

Ao etk P bk B ik R GTAT . TN Fe A AT A S KK I 69
BRI R EE N B e, A AR T ARE,
TR RRSAERADEAEEFH PO AR AU, B EAEFLAS
L RMARY ., FEBERGERBLMAALE, FHLATEGER, £
FAUR A ELERIER,

AP E AL AR IR BB A BRI E A RETEE A .

BB AFB T Z A HIER S R IR AR, &R A R AH ., [T AL A=
N ERF A4 IR, MRIEA R ZAFR )T AR K, RERI DAL L
HRATENFPHZAR=AUL, BFEFLAFELIRALY . TR
Ho R WY KR L R W, SRR R EHER, FRERFBRFEELERIE
AR RIE . AT RR R BAR T F BRI E N ERETTE N

A 09 BT A0 2 RAVINTT 88 [ T2 AP 228 3 OUA & A B A AR LA IS R g2 K A
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e RAE SR K KAE, BOATAYZINEF KL R A RAEW B .

KRR RABLH & F M KA KA KAE G RIE) RARBEAA.

FH—HAKEO RAF R RRERN ZHLE R, ARG R AL THRRE RS
FERMFER LA —MHE RGBS TR 2R AR ERK. T
AREHRENE, MM I AN E TR R MG L, ZA SRR AR
AFIEH R T Z —, HAFAL 180 RE, MG T 7| —Fr s —F A L5
(1) — B3 — B A LR ALAE T2 & &
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=R L,
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FVE, R IAIEFERSR . AR TR AR oL A0 AR 15 B S B3 R K AR OT 1E 69 A
% RGN EH,

KARTE P2 R GARE MR AFLE 180 R L Ex BRI TR~ TAEKA
FAFEEFN P AR =AU L,

AR AMBERASMME FHASR. ALEENNTHEREAHE L HDS
B, JFELiH AT 7 23 Kt
(1) R T A BIIR G FRKiE77
Q) FK180 G, MARBRGEREFLLE I TR TINARDFEEED
Z—:
i BTA—ANENE B B A5,
P2 AT ERIF B R T R AN D P,

F—mEERNARIK., FRAMEFOARMICIE LR K. RIBRILEEH
LW, FHELARBRES S RARART TIRALT CE: FRAE7) .
AAVRIZ KA FR R TER L AR FR “2.5 THRR” & “@EHRR,
R, BN RFEEARFH” GRH,

R —Fb T AR e R R . AR RAVINT 89 B [z 5 A E 4481,
HATINE Y R KA
(1) Rk B e 23R4 o oK
(2) 5F Bl AL B2 4% 7
DR H<50X107/L;
QR irimfpit % .
Qb P ENLSHE wmit, tAE>0. 6%:
@i 41 % G 1+ <90g/L,
Q) B ERT:
@D E A% @ il o, 3415 7%
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HEA% M A P R D MR SRR TE R A .

18 B MR S JOAT B PT AR R R K o 042 RAVINTT 89 B [ & A B 4 9 44
By, HAR ST 7&K

(1) A M SRR 69 — A ls R & L

(2) il =5t BUR A ;

(3) e B AR AL (AR T RB X T LH) -

WO HEFNESHEERIFR, FERBRLS LN KA, TRAEIEF A RS
FH SRR FHRR, SRR T 7 35

M SERIFEEHFHRIIE L, SF R <50 K/ 045

(2) & I ET—Hf 42 A AE RS F) 3B £ I

Q) LN LEBRF A ERFZCREFT R, LR ESBRALAHEE,

R —F e R, B TR 2 T A A BEm 2K 46 7 BR AR T
AR, ERMEARAE LR AR, T 2ERANH BT, B3RS,
B LR R R ) R RGEF . i T P A At

(1) oo AR K 4% A8 17 BR A 5

(2) PR B A k3R B AF 42 2K, LOES %4k (The X-ALD MR| Severity Scale)
KT%$T14;

() EMAHL 180 REMBEA EEFR N TAL&KK, LRI T m<ALLR
% A&EENFHZJRRZFAL,

HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMERm,
R, BR R EARFT T AITRE

R B KERAEMT, FIREHRT 3z m 08 E5NFF K

16 B B K SR R A A AL 09 AR AL AR MR T, B F BRK ARAY 2R E,
FH590 Rk, F A REE D TRERIGRA MM, KA ZRE R
R mAEEAE R I ARNEFE., R, HRAVZHRE. k. K,
B HREE T EAEMRE, B ERERES 90 R A LG LK & %,

2o megRBEETRSATRE, RAAXTEEEN, BILEV =4
F2EAT RAT. HEF. RAT. REXT. AT, HXT) K£F4a
(mF 89 %450, £HXT, LHSANARI, BAEXTF) . ARNEBHX
TR LW, FCRB ERBE X LRIV R KA T E X
TR AT, A AT P 3Kt

(1) BAg;

(2) 2 FRE %3 K

R)EREHETED;
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Castleman &

(4) XRE BT A=
GX AR TEENXT BRAFF) AT X T,

F§—FF J GARFE PR AT 69 BRI AR SR, VAR B MRS A B R 4w B0 s B
WERFH LR TR AR, JURTE R 28 a3 15 B & M ) B 24 75
By, HSEERSE T ARk F K30k o F a5 K,

EAMAK AR KE R TAERT AR K “2.5 THELR” & “QHEMRER,
TR, B REERTT” R4,

B AR BRAMAT A m R E B AP B L RITHE T k. EHAER
SF ) sk B 69 B BE Aol T FRAY 20T A s AL SR AT LA B AT, ARREALIA LA Aeak
REALRE [T,

EMA AR FERTAERT AR SR “2.5 THELR” & “@HEMRER,

TR, BHREEKRTT” IR,

F—ArF G X MR AR ERK, T X FERKG b B0 a-FIL4EFEE

A (a-Gal A) AR RE, FHa-FIBEFE A SMHRFT, HLIK

R = AP 2Bl (Globotriaosylceramide, GL-3) Fn48 X% ¥i4E 5 £ &

G EANRE N KREERITF RN R EZ SR, IMARSE A R A B 50 51y, H

Mtk XTI 2y — KA

(1) FARAV 2 R R, AASmEEE P ;

(2) BAr%E &% R, GFR'H /) 3kiEid & <30ml/min 3 CCR M £ MAEFFik £ <
30ml/min, A UEF=5mg/dL 2 =442 umol/L;

() BRI T B FE S S dr & BEHF L 5 R F S LR

HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMERm,

T RWHET, . THREERFF” 9IRH,

F—FITH S RAT ROBBREARR, ABEFT. TREGH. HFMg
K SHEREE ARSI, FAREEEFEN < XA R T T 547905581,
HiE SR ATT KT g HKRTEE) « REFH Q) FHKELSA
K (1050-70) . + & (1035-50) . €& (1020-35) A=# & & (10<20) ,
B HARE RARABRRIEASFR R ARG A Z R F A8 FHELR OL
FEHNERRRAFT A EER) BAIEFE. 5 HOEMNAEENNNTHER S
HEART, FAHKE 8 HL B ALLL 180 R L,

EMA AR FRTAERT AR SR “2.5 THELR” & “QHEMRER,
TR, BHREERTT” R4,

Castleman K&, XARE KR#KEEW A, £ —FmE NG K HE
WAMER, »HAEHEE (Unicentric) 5%+ .3& (Multicentric) B £,
LIRB R ER, FHEEMNATHEREAELHL, KSRGS F oA
Castleman j& it T3 &,

HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMERm,
T RWHET, . THREERFF” 9IRH,
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TR, B REERTT” R4,

¥ TH ABREE 1 (arginase 1, Al) £:T4 % 5]42 69 & VAR A B A3 %
Foo W R EAMAITHETHRE., Nrbk ) 0B, FMHED. AL RN
INTT 89 B T2+ AHE A ARYE 4o 2m AR 2085 Bl ) 3, 3 M Al ) BR 24 35 17, B ofm 2,
B AEBIE R R EAS LHLW.
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TR, B REERTT” IR,

4§ P Ak 35 [ AT R P AR I AT, R T @l fE £ 5 P sk F 4w /) 69 P skt
EROERRENBRG—AIEHBR B ANNRM R RIAAmE R BKFRA LT
AR B AR LR M ) R kR 2, FlAS SRR, BRI, S % A4ME. AL
HAVINT 69 B [ £ A4+ E £ 5 10 ,

EMA AR KE R TAERT AR SR “2.5 THELR” & “@HEMRER,
TR, B REERTT” R4,

Fod T4 21-21CBE6) CYP21A2 A H 418, FEHE LRA A XEAEBELZ &
AT, BREAOIETRRRENRE S EREILERA KL, AL KM
T EIREHELAHLE, A 21 BEBEEELES, AT RKT 1%.
HAVRIZ KA KA FTAERT ARG 3 “2.5 TR F “@EMER,
TR, B REERTT” R4,

MR B BRI AE, RN ERLEME LM foir 2R AH KRS
HAY G EEERGR A ML, AR R R IA NI K & AP AY 22 5 it 15 75 1A
BENBIG AR, MEEAVANT 8 Bl S4B AR H DL,

BAVRIZE AR I L ARG ok “2.5 FTHERR” & “HEAEHRR,
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2 FAVINT 69 B Iz &4+ E £ P H L0,

HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMERm,
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(M MFLET e X Ko A8 IV AR, Bp T 2l 4F 44k

(2) ARAT T M 6 1 PR o ik K98, I R # 42 180 R &) bikde A 4 & (Pa0,)
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