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FRmE ., AR LORES QekdE. ZRK, REBAKR, BRAE) A
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BB AR LR B AAVNT W BT £ A4 E A 3T, RIERRIE AT R AT
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B TEIMEE) ;
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B B MANY . FHBLORERLMAH/LE, AT ZEGE R, £k
FhB R F T L RIER,

Y2 REAE AV R IR BB & AT HUEAR F AR TEE N,
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M e BB FTEEHHRIIRZ, SFFE <50 R/ 94

(2) & I T—Hf 42 A AE RS 7] 3B £ I

(3) L RFF L AR B IEACIF B EHF IR EF AL, LOBHKE SREAHFS,

R —F e R, B TR 2 T A A BEm KRG 7 BR AR T
AR, ERMEA RAE LR AR, T RERANE BT, B3RS,
B LR R ) R RGEF . i T P A At

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

(2) PR Ak 3k B AF 42 2K, LOES 44k (The X-ALD MR| Severity Scale)
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% A&EENFHZJHRZFAL,
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FRBRERAEMT, KIRFE®T %R OH EIFF R

16 B B K SR R A A A2 09 i AR AL AR MR T, B F B K ARAY 2R E,
F4590 RAL, FHmAREE D TRERIGRE M., KA ZIRE R
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WA B AR LR M ) Rk 2, BlASSRE, BRI, S % A4ME. AL
HAVINT 69 B [ F A4+ E £ #4510,

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

T d T4 21-21CBE69 CYP21A2 A H 418, FEHE LA A XEAEBELZ &
AT, BREAOIETRRRENRE S EREZLERA KL, AL KMA
T EIREHELAHLE, A 21 BEBEEELES, AAEERKT 1%.
HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMER,
TR, BHREERTT” R4,

T BRI BB AE, AR ERLEBESMIPEERA KEN S
AP ZIBENG G AR ML, AR TR RIMANMM K. &A% 2 58 545 A
BRI AR, IN% BATVINYT 89 B 12 54 E 4 9 #4517 .

EMAK AR KER/TAERT AR SR “2.5 THELR” & “QHEMRER,
TR, BHREERTT” IR,

A6 By 4t S A A% o TE K R oAk 3L 5] A K RE o Ak AT BUK A TS T £ 69 A 42
RANRME, RANBRRE DR, Ad KN T G EREHEERH
BT 5t B T 5] A3 At
(1) 4 i #e & CSF 2. fafk ;
(2) AREMRI, & HF R EA TR
) #4180 R 6, ARG R mH AL FRI TR TINARDFALEED
Z—:
i BTA—ANENE B B A5
iR AT EESEIF R F R T REMAAND T,

10 LA mE G| A E N IE 8 R, W R AR R, AR
VA B B RBARE, MR TINE S = &4
(1) 4M B fe AL B 42 7
DR #<20X107/L;
QR irimfpit % .
Q2 & & it $ <6g/dL;
@ & @ fe it =20 X10°/L;
(2) 2B xB, THERTRT: LB =442 umol/L 3 GFR '3k gL
F£<L25ml/min;
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Q) &R L IRILFRH Y, RINA B IEMEERE ., b Eie X,
(4) RIRFE AT fo K B 3IEIT REATETT .

SERBINRRKIBEAAL WA CSEERE, LRXRRAETEZSAWTFHE
BB F K.

A G AR, ERERE SRR, R AR KA

W AAVINTT 89 [E I & A E A 90 #3500 F B2 T 7 &30 &4

(1) A X B iE 52 64 U] 3 S AR AR % 37 3%

(2) feMe L AT By M BAG AR 3N T @B R =E;

(3) M Br & & 58 B )T 2. 5em;

M aEAEFRATAKRR, RERITRSALRDFTAEFTEZF P =X
=R L,

K—FEBERRHPFE, REARTAL T RERO T EECIREEEE TR,
DA K AR, LA . KB LIRF AR, HIE GAA B & M AR 3
A BAMBAALE, MBTAETAEEFRI)TLARR, RERITR < TLALR
A% A FEHN PO ZARFE = Eay &4,
EMA AR KE R TAERT AR SR “2.5 THELR” & “QHEMRER,
TR, BHREERTT” IR,

FHTATP7TA KRR R E, FRAEMEIONG, MR a0 ik ds o0 i A2
7, {EARANRBE (et 28R BB, B RABRBES) FHIEIK, FlIRMKRR
BT, RENAERE Bhodbh, £, sSEFWHERRKEF 15,
SZHMER. RAREE, WEEFfi ) HREF, BRFEERTF AL
Ax, B RIF R CT R MRl B kfa. D%k, TARBETHb, HmEM
2 BAVINT 69 B Iz &AL E £ P50,

HAVRIZ KA KA FTAERT ARG 3 “2.5 THERGR” F “@EMERm,
TR, B REERTT” R4,

AUMER AL EEAMER, BT EAMERISKEY BT EANARM,
kAR BHAEFF, BRIEETf ) TG AREFF, BFTORT AR LB R
JEAG B AR T AR K LB SR AR TE A E R A EF. Lk
IR % BAVNT 69 B 2 54 E £ AL, LN#H L RmBHAL 180 REMNH
BAZTAFRNTEREK, RERIZRSALRADFAEE FHF =K
=A%

BN RAE—FREKRAGIEEAFMNE, TRLLEFZANARE, Uifeke
HLRRANFT N, PEMETREILAMG 2L F BB TR LR
B LIMiHRT IR K4

M IFEFHRG X Ko H IV A, B 2 Iher4eib;

(2) ARAT T 1M 6 1 P 2B o ik K98, I R # 42 180 R &) bikde A 5 & (Pa0,)
<50mmHg F=#h ko & 4 F=E (Sa0,) <80%.
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AR AN 2R AT MR, BREAARRAZLNY O LAV E A REE
B M AR S Cle kMRS TN RGP &R EEAAE L P R R R A HR AR
RIEFER, MRGADZEFRIZEEKR, LERZZASALLDF
AFEHFPHZRARZAUL, BFEFLAFELIMALEY . FEHR
AL AL, AR ZENER, FREAVRFERELERIES,
AR RIE . AT RR R BAR T F BRI E N ERETTE N

EERABEFHORETIRLGEIHA LR, A—FARBERRK, BFAER
o MBEAVATHEILEAELWHLE, FRAHATI—HREH=E
B F a0 R &I

(1) o 3 5 0 BAR S2 3% i AR i A o 2R I 3fE

Q= Ehdr: i b, i Kdide, A S, ARG RS T 2t R
IR T dht) ;

QB EERETMERRD: HAEMAG (ALT & AST>10001U/L) . ARDS (& H*f
REMLZHIE) L B OHRRID, EREHRRB. K.

JEAR P ke BE A AR E (CPM) R — AP XS PEBLBE ¥ & B . CPM & Adams B K 4%
b, REFLEEAAMBERR T RER L. ERT LERART KWL
PERE, PR, RRA T ERAE, IRERBREMEEF, M KNNTEE
EEAEERHLY, DAHKLAATAFTRITARR, LERITRAA
AARABFAZTFNFH=ARZAAL,

B BB F B A A P RS E N ERETER A

WIERBEENEEAE LR, GAREILAFRGEK, MR, BILEE,
FATHRRRSE ., MERANNTHWER S 4 E A HAL

Erdheim—Chester 5% (ECD) & —#t % W aY3E BAAS RAT A L2 dmfe 38 £ 7, AR
AHRWERIEBEmMIEIELEIE, RETRERBRAALFENMESR,
RE BRI RRFGTHRAE T, THRBEAER. KK, ARFI
I BREE, SRR, dE . WAL, MR, BREEIFEFEREL, LREK
AVNTT 69 B T2 £ 4 E A AW, BUH AT R A &4

(1) LA HRF T KIS T BRK R 5 AR 9 A AR T

Q) REALRELFE RN T LA A K E @RS AR @Iz,

(3) ©4% 8 742 Birbeck #k,

Rosai—Dorfman J5 (RDD) #=PAA& X Affmfesn 22tmfinss £ £ (LCH) & A4%
(RN

BRKma RN ER, LA REESAREANMEHERL LT SMBERETE
Bl S B EKRKZHD], B KRFHRKEERLEK, Nb+ H b Eia28
(CT) . BaEREeET (MRI) SHRFALEILE, HAHRRAZTAFTRIZ
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180 Ko RN L BAVINT 69 E T2 E 41 E £ 90 H0 ,

SARMBUEAERE, BPEAHRE, AR EARIN BT, RERNNTH
ExtHELRAHALY, FLEHLAITAFTRAT T RE, LERITR
NAEAAADFAFETHPH AR =ZF L,

E mia bk X XARRAH KK . BMAIRKE . AFIFEINIRE, AERANINTH
EleHAHE AL E, % oK AT T #0069 AN IR 2 A% 5 A3 s IR R
Bl LIRRAME LR KA THE MR X, BRFAFLTINE S —A L4
RS T TEEE ¥

(2) HFEMAKT 0.02 CRRERFEND R, o RENL NS &2
T

(3) MEFFZNT5 Ko

AR A i AR AL E 3 A S AL, A EREEE Y s e AL Rk
LU B A BIE R (IRIRB K RF IR AT IR)

ol Rk A R 5 AR L EAF VF I M im K o B RENE RATINT 89
EREAEEAHLR, HmMAL 180 X, MR G T 7| —Ax—F A LR
A

(1) —B S —RBOA L BUARBLRE T4 & K

(2) BRI SCLFE B TLEERK;

B) AEAFRAITLAEKK, LERZZRSAXLRD FAEZTENFH=
REFA L,

B & 55 F F B\ SRS, i T P =W S A kS

(1) 2 2 %A B K

(2) ML SMEN R AH T 2B K

(3) A B B 7 A B K

(4) Sh E R bk ;

(5) £, TS ERE ) 0w,

(6) WAL E (P EAL) « BPHI B Raeds BIIR4], KB, BBA MY
W, TR, FERAEAFRHER, RAlbs.

AR R AR Z AR B A AT PR A

M FREINAE S ZAZ LW SITOBRIR O REAT R Ak,
QX XA LR BT LTI RER G AALG M G

() AIEM A B % T B R F RGBT A5

(4) 22 EAVINT 8 B 12 LR A E A B 343511,

— AR R PR ZE R G T RN RR, KIEEHS R T A2
TR A AN R EZIAEIT SRR, NEAZEHRINE., I(THHES,
TR oL N2 BAVINTT 09 B 2 54 B A AR 2R & & &9 K I & A #41,
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F Bk R = B0

FkiE

McCune—Albrig
ht £ZE &1

PEEREAKA

AERERF

P/

FERHEE

H— AR EBRAYE T HER, AR ARREG AR ALEASIE, XA,
WUFK 7 18 23 B R4 5 Fg Bl JRAFAE . B BAVANT W EIZ 4L E A W45
B, WREADZETRITEEKRK, LERITRSALRD FALEFED
P ZRREZAAL, BEAEFLRAFELETIRALY,

& ARG NI Ak BT B iR RN IR PR Rk B FIRIE . EFIRAGHT
EFK ZAIR G FolE ZFNIR (B ZFPRAME ZHNR) , TN IEF ZFK.
EANIRG Aole Z ARG X E o DR LINERANVINT 0 Bl 5 A E AE T
BIARIERE, REOERECHE. RFRYLETER, #LRHA#
ER b EFEHRCFERTWILN, FEFRERT R EM54F K,

McCune-Albright 42 44E% —Ab& 'V W a9 e R ik B 306 R 42 S48, &
B2 HRESTAOMm (GRAOMR) « WAEXINETEN T ZIKIE:

(1) = ANREANN G BMIGESIRIB 2098 TH AR T, RIALAFH i
FRE. AETRE, R F KPS R RE KT,

(2) 3 KRB R FHEHE, % 2B BAKE, RINA EIAR T B
5, T R AEJRILEF IR EIRIE IR IR, e FRUR S ARIE B 4F 4210 5] A2
LAY 2 5Lk E 5 B ) AT K

(3) AL AHLI &9 Ak ok &, F 3

M2 EAVNTO B EHEAAHLE, KER@E. KE. EFTFHREHR
BHEY 1L, BBRTHELIES GNAS LB T T,

642 RAVAT 89 B 12 Sk R NS AH B ARL 8 KK, Ak LT 5
A3 KA

() iR B CREE A ST EFAL;

QAFHhE, CTA hE RO FEYRTIELEIHNRALIZD L AELERE,
BREEE T5% L L

Q) LM IR EFIRETT FRIEST -

WG E RIS L TOHALSEHRAFTO RS ET R, ERABKSHEGTE
ARA B A F AR & @ A6 30%3% 30% VA L, Rk @ ARARE (P B ALY R HE

F—F LA F W AAAY A BRE T B A 269 PARAY 2 F S K MR 3 %
Fo EUAEMMBL . Bl REFEFBIRFILARE, ROELFERELSE
(o 7f AQP4-1gG) BRARISIT, EAEA KO, MRk, 280857, KERRE
FF, R KB EREAR, HRIEA L RAVIAT 0 E 125 A E & AL,

SHEEMMAERFE, A—MERLGTLEEREREEE R, TE2EANF
BABRREHLSRE TR, TR2GRMFIEN D RREFGAE, BWE. WL
2 BEMRFT, FRMECRFEONAE R EAZE 6 F R F
M, BT RAER . BRALRAERT. AEEMATHEREAE LY
LW, HIRH R T 5 AR At
MBMFEEERITHEERRX KRR ZOG T4, BEEKREE D, %
KM B, BB AEIRRAZIBHHG;
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il 7 F B A 2¢

SMIEREB
42 & 1E (ARDS)

[F % % Wk 1 4
RLR&1E

BRERGESE

(2) "R XB: FHhkd A5 /E (Pa0,) 1&F 8kPa (60mmHg) , KA L& 4 E
(PaC0,) & F 6. 65kPa (50mmHg) :
(3) A R AW B # JS HomE R T R,

I hIFA-TH I AGR AR IR, BT I A&

M EF— AR+ = (FEV) NT 155

() RBAM A ¥, £V iLF|0.5kPa/L/s;

R ERAEAR LI EZ (TLC) 49 60% A L ;

(4) A AR EARTT &, A ARG 170%;

(5) #h Ak & 4/ (Pa0,) <60mmHg, 30k fe — & fk.4% 5 & (PaC0,) >50mmHg.

— AR I TS KB, A, IR R F s R S A R R A K
G, EREBERB, ATEZ. LG REEFR TG LIELMY
wpof R G EALEITIS B, ARG AR A 25 B Y AT, HAMART
1 ARAEAE X 4.

(1) &M EME (REABRRLRE 6 £ 72 JBF)

(2) &t ARG IS RAEARARAE, QA6 FoR 248, "FoR H . wahidik, KT,
&% G BAE R ALE S A0gk (EkPERL. BB ER)

(3) AUtz iA % ;

(4)Pa0,/Fi0, (Zhhkdn/E5E/BNALASN/E) 1&TF 200mmHg;

(5) A3 Bkt N JEAK T 18mmHg;

(6) Vo R T 20 B 5 )R % I

i R E S IE XA e m AR E B m L 4 E (hemophagocytic
lympho histiocytosis, HLH) , R —2dH 2 mEA L mERF “FEAH X"
B, LR IR IE S VAR R R 38 A ¥ ML AR &Y i e R ) AR R 4R A
ABRBAEAETINEHEFTOEY =R, HELEEMNNTHEREAHEALINT
ok BT FRE AT R

MHFEMFL R EAFFEOEARRE;

()4 &a>500pug/L;

Q) s A mpak Y, 2V EABEEZ, Ho<90g /L, # 4 )L Hb<100g /L, PLTS
<100X10° /L, ®H4min<<1.0X10’/L;

(4) B RE. M hik . MERE RO B 255 Z AR M v o sm 038 e, T T T 69
;

(5) ¥T % CD25=>2400U/ml .

AFAT Eo At B - B9 4 R MR o w42 A AE N R AR R SR B A o

AAVRIZ AR R TER L ARIE FR “2.5 THRR” + “@EHRR,
RS, BN RFEEARFH” GMRA,

FHREAERRERAREEFF R R, TR KM EFT, 5l AL4a4E 0507
B, AT, ERBERIT, E2BERERLNEERK, ARt REA
BIREAAE, ELALERAATHEREAELRNHLE, HiHL T2
A A

(1) & B K AF Fa PR A R 2 69 I B it AR A B 45
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LR X AL

(2) fn R AR L EH ALY 343
Q) IR Bk, RAEE S KB RBI>HF 3 Mo

F—Fr " E A Z R RM D, EERANITARE, FAHIKT. ZRAK
MES, WIEERBE, AWEER., £iE5F. ALBMANTHERFA
EAVE, HE2ERAZTATRITALAERK, LERITR<ALRDF
AFFENPHZARZAAE, H8ZEV 180 K.

EMA AR KE R TAERT AR SR “2.5 THELR” & “QHEMRER,
TR, BHREERTT” R4,

KRZEBAR I RGEME, FRAKARNZRADR T LR, FFERE
KL 180 R, Viik 8 F 9| —R K —A UL LK.

(1) — L 3 — B VA B BEARAL A 1128 B | R VATF 6935 3 2 e 5 4%

) aEEFRAIMS K, LFERZTR<TAEKR B FAEEEH T AKX
P IIA L,

RGBT b M SAVINT 0 B IR AY & HAHE AR, H LA &Y 0k EiEHN
AR K.

K— WL AGTROE LR MR, Wik T 7 43R &0

(1) IR BAVINT 89 B 1% BBk R ik A5 AHE £ 5

Q) BB EFRT R EH o Rt AR, AR Raferakt (R L TEZFR
Fe k)

Q@) A E f Iz, TR K. RIRCERMEFK O MAFIER A RIEIK
OB,

W) EAZREEORAERENARIE, 2V HATI ZREF:

OFME: HAKXKSZRAORREAA EmELSIE, 24 I RE A% 20 5¢,
ek ariE;

Qs fi: SHEAR B T3S E R R E>12mm, HER R ALS IR R, RAEL KA
T B ol it N RsaaT R a4h ik (NT-proBNP) >332ng/L;

@M fE: W ET#H (FoPLaaiF P& ELZ/FOH ERAFTRGE
#) >15cm, RARPEBEEREGEAZT BT LIRAY 1.5 4%

@IF AV % . e R BT ARG 09 T IR B AT 2R

OMi: BMERTHEARHE .

AL Ry TR TARRECEAA.

G — I REAR M o/ R RS F B AR AN A % R A 289 5 R Gk,
AP IARE £ &R ILA TR BT R A RN SR & LHFY
Wi, HFZEMNTHEREAESRHLY, LAHBLTHE Y HRLME:
(1) BRSPILAR S ;

(2) HiF%A:

(3) Hgin BB AN s

(4) A2 IR ;

(5) % 71 A%,

EAVKA R TR IR FAER L AR S “2.5 FTERR” + “ A ikom,
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(2) ¥ F18 K mpb3g 7A M R

(3) B AK-F oo i St K o ) A KB F (VEGF)

(4) Castleman ¥ :
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H—FEam, ERERAARERITHDRERFRA, WFEFRR,
%R 05 % BAVIKTT 89 BT 54 E A AREBR K 6 09 LI m A #H5H,

Fe—Fr s R VAR B RAE. XM AT 69 B Ik AR5 BE T ARAP A 4FIE09m T, &
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AE “Q1 1 BEAMB—EFRE” £ “91.28FFHHMEHE” IEAL
F o 8 XARYE T BRI AT LA 5 P B E T B4 2020 F RSN 69 (F Kk
PR e 09 2 AR A HLTE (2020 4597 HR) ) AR, HARE B R b R
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FE LML, AT Rm LA F, BEARRETR R LAERA R RL
e LA .

HRERREIIMEFEIFESEME, CEKETH AL TIRFRINE
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(2) B BB KA ik A 240 5] By &R R A F oL
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(4) 15 A4 5 B ARaKAE ! KA R F K.

KR ERAENMEFHMATERE, CRERT EMEIFI%RF K,
TFHHERATEEKETLE A :
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#2i% 25mmHg, 42 KAZiT 36mmHg.
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A A
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