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F—FBERFEIE L, EAIFIENRG F T Bm (Crohn /) HmEMALEFET
W, STARAR 40 4 9% 32 32 4 B 00T, B €L 2238 s RS S R AR A AR TR 3% F Sl
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F LA E 6 AR o B GO S RARAE , AR LR I S A S b r, ALO A5
T EMIIE RS it ER,

P2 E BN R 9 S W R R A AT P R K
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A5 B R A S WUIR F BE M S 2 A AR F 1E R AR T M 89 S ) AE X5, Ao
KA MG S )i BB AR R B R LB EB ALY SERFE (New
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SABIER A E R 5 <B0%EH L E D 90 Ko

oG S ABFGERE, PR ERF LA EETRERRABLE 2
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M AERKWEESR A RKSE LK (AKRFRHE) B HHom &S
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(2) Rt 677 9 P O RETL H Bz M B 8 BT r A F IR
&, RFERLFRANN EIT AL

(3) % R Y FHAFAT Rt K B

BARAT G A L% (AIDS) STk HIV s 3 4E A 8997 R4 A ILA G, RAER Ib

AIDS R ABEJF 7 FMAT L R lE, AMRER AR/ T ARAL.

AT B A4 7 X (ISR TR IR T A AR IEH F50) FROHIV AR

RERETEE A

B &4} E JT #1K 895 87 4 Duchenne, Becker, 3 Limb Girdle LB & KRR
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Fr, RN FEHFofn CPK A2 IE S .
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Bt T (MRI) R E®F K40 E4afs (PET) SR FHEILE, HRH
BT A&
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M I EARFFASRFERERL, HATENETITE;
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(3) i A2 i M AT AR RV Bk = JE o

B I 98 RN E AR5 3 4k KM a9 R NE B R R AERETEE A,
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(3) A7 4R A F 4R T & & B B TEAK, S R4RIE Am
(4) &8 Rk 3K

(5) MK,

BARASE L F AT TAF AP 3 S, S H IR F B4 3 e i S H AR

R R EAX R R B GIAE (HIV) o ik AT 5 &30 &4

(1) B LR AEBAFEAELNETLIRY THEF R4, ZIRLLHE T LT
kR ey B2k
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R b [ ) e T BT

EAFfTHEAL r+
FIFIEAR Elzy T
EAEIT B B FE TAEAR
B+ H AR

2R RE

FEAEAT 68 ik % (AIDS) SR ELE HIV @ &4E Bl 6957 2 R LA G, kALl 1k
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2% (&) WA,
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(2) TRAANCIEACIE R L TT S
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(2) B LA FR A&k, RERIZRSNAERDFAEFED PR
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AR RRIE, WA ERR AR T ENBERRERARELREA.

R ESROGREFTHRSXTRE, RAAXTEEEHN, BRLEVEANE
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B, FHCRB RREBR AT EAREDFR () IV R RKARTE
MREF R BMiHL TP A At

(1) B13;

(2) SARHE X T K ;

Q) ERBHETLY;

(4) £ RGBT A B,

GIXEKEFPEHXT GLBfr) S X TR,
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(2) WK 55 FF 4 A AR I 30 K 60 HE 471 A e 4K o
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FE L R EEFHROEMEERERFIRALE I THE AR, X2 Bk
Bk E R 20 % 110, 30 R & 04 BRI W1 FE bk R A o S 38 K, A
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— M RABRKR B L ERIARITHG IR, LEFf NS FOREHTE
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(1) B F ¥ Fedn F 504 X,
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O RE: T3 SR A A, F B B i B 5 Bk B R Ao il 5 7 5
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RN Mo REILABATH IR, RATZH) MG, THEAEF R
28 05 20 MR [ T HUAR AR I BUiR & 6 69 R I B 5T
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Fd TRMCE KEFEOOLEEAEEZ ) ZRRAE, R, SO
M E, BR—NFERBEIS T, Sl K BRI E, 4558 a5 477K,
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Q) LA IR E W AHIREAITT FRIETT
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() HA Z R, LERNRBE T RN G AREHLEE D 180 X;

2) A BB BRI, LRI T 3R AT F RGIT

AN PR S Qe B TR/} R N R B s W Dl A e e o R 2
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NYHA) SRt RS 5BV R, FFMiH T 3| &30 54+
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Q) AIEK AP B ML R AA (AR IRIEH 20%3 A L) b ot
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BRI, ERF KRB, B ER R, R RERHAY 180 REMALE A EEFR
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(2) ARG & T PR KA KBRS

(3) Bere R F IR

(4) A AR B LA @AY L2 RS
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F 3385 T F | E B S R e R SR ATIE ST o B B B B S A e

G

(1) REMALR, —MBFEHDFREK;
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FHBENEEED AT LR K AhEAELRAHL, LA E L2
B RIEE,

FabeAnAZ B A N, LI B A5 69 v AR A 2 i 3F & d AR 69 80% S # 80% A L,

T RER AR BAR I REF AT R R F BUE I Rt AT, 5l ASAT 4418 7 BR
it Bt E, ERMEKA . BN REALA B A M R ARt IRRAFIRE
AR WELE FAE VALY, BT IR K44
(1) 7 Joi KA Fer PR AT 3 84 i A i A T Ae RS 1R 40 B R4
(2) o R AR L IE HAAAY 3425

@) e R B AEE, REEV LI RBDMF 3 H.

R R RE H Z AR AT IR A

(M HRE REES A Z LW SATE kI h 69 RIEe E &R N Ma ik,

X RAERET SR FITREZ T AL M

(3) AL R E 5| B KB R% BRI AR

(4) A E £ AL,

R ALW A LT TR, A LEFRETTAAFTSHITHNEER IR FR
&7

ZFESEARBEFRETAERELEN,
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FEERLEZMRE
PEREMHET
M (AL BY)

FXEYETR

BT Sk
B Bi%fs

e =E3t

& 7 B SN B
HENER

Mg FH—ANRENBEEAAERESRET, HizknpERE ) 96 )

B, FEVHRAT —Fink:

("R EH, FRHATUEHEEIIRE A

(2) #t o AR <50 X 10°/L;

Q) hEe 4, f24rE&>6mg/dl 3 >102 pmol/L;

(4) 225 B3RS T ;

(5) Bk A2 Z A BAL I M Bk 048 (GCS, Glasgow Coma Scale) 2% H 9
DY DT ;

(6) 'K h e %38, fiFWLEF>300 umol/L 3% >3.5mg/dl & jk& <500ml/d;

(7) W Ao JE Ay o iR A B 9E SR

W o JE 5] AZ 69 MODS 9507 &2 oy & A E 4 1 57 . 3F Mo g 5| A2 49 MODS 7~ 72 AR [

EEA.

R—WBERGTRWOE EIER MR, Wik T 7 43R &1

(1) R & A 8) KT [ T2 69 B R ik AL A B A 4 15;

Q)M ELTRAZHHEh R, AR Eafermlt (BEALTEFE
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Q) iBRW B BB, LRERL. LRCERAEE O RAFIEE R FIER
F O BEILAR;

4 EHZRBEHRAEREAARIE, 2V HATI ZAFF:
OFM: HAKXKEEARREILA RRELIE, 24 )R E A% E>0. 5g,

akxaRE;
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T & Bos B A i N KSR AT sh Ak (NT-proBNP) >332ng/L;
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i 20 42 % A B A 5T
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FERR T TR AR R F A E ST O AR A AL

B = F KA Rk i R IEAT P BERA AR AR TEE). #
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M) o 50 W & BRS FLM B TAEF AT, SIS TAEH LA M F b £
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(2) % BRAA& S FE A ) TAE A 3E B K89 8 S A M E 52 BARAK /KT A2 E L B
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WIERBERGEHELR, A RAEmESG MBS, SRR AFA G
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15 AR F IRAT B AT AR AR K . e F AT E A AL, BB B
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(1) 5 & PRI 89 — AL Ns R & L

(2) i 5 te b BURHA

() I Z WU B AL LR, FH AR T SR Fe i I ABNLA 6937
& F Ko

RAMAAE KL RS T LB ER, TR TS, RA

PR AL K oL U AT T B R T PR A A4t

(1) = &R AL A
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=Mk k,

AR Fanconi 4z &4E, 453035 B/ NE D Re T+ 1 A28 — R 2, NE EA4

E A AL, HAUHLTIE S MR &4

(1) it LR AR AR . & R AR R R 2R

(2) fr i Al & ARER fn e . KR BR fn 2 R VL35 B B BR P &

() HAE RFAS . B RIRILE B

W) BEFHA . Amie., AMEIE P LR 9 REWITAAE B IR A B AR
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énﬂflo

v Afn fm A0 4% A AR AR d fl M K EL 4R R 4 38 £ £ (hemophagocytic
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K, HRIRILE AR L IR A IS A 1R T H AR & AP iE e fa e R A AR AY 47 S AR, AR

FRAFAETINEHTHE Y =R, H L2 FHEAINTH L ZHTHRETH

BT K

MHFEMFLEAFFROEARRT;
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Q) sr B by, £V BAHE, Ho<90g/L, # 4 )L Hb<100g/L, PLTS
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(4) BRE. BA iR MRAERARE 25 F 2 AF AR R d fm A 3E e, 1T MY B 69
¥

(5) ¥T %1 CD25=>2400U/ml ,
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HEA ke B e K SR
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BHRALAAELEET RO A m (2 VELET) R=ECH b Am (4
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B o2 27 W o i AR A B A AN
HEANAKLZARRATAER L AU e KK “2.4 TARR” F “@ERRR,
SRR B R EARFE GITRF,

45 B B o P oS E R R AT TR S LR F BRSO E R G, HRAFEIRELT

CRT & 77, VAKFIES EALE R AA S & SIEA i 32T 8IT ZATL M T

7T R A

M CHhit RBAEE LB EBFALYSIEHF S (New York Heart Association,
NYHA) & RS 0 R IR A h kg

(2) £ Z 4t o 53 B AKT 35%;

(3) £ F 47K KA M 42 =55mm;

(4) QRS & iA] =130msec;

(B) i AR TR, MAFREE, M K. K4, TEHKIF, MK
Jib er ) REL K 649 8 IR & 3L o

G K b o RS & AR R B AR e P e, B Rk
dn SR A ARG BRI, SRR AR K BRI 7 AR, 2
B EBRL T AR G R . Sk T P AR Atk
(1) 7 6 K h s b S0 5
OEATCET S EY VS EVERTE
(3) H BB A AR B AR — 4
(4) LT T IERMH LTI A5
D&k 2 @ICT (@is2 Rk, P IIE. 1H EROLA R
FoAUIPRBE R R AR F LR
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A B RS LT m Pt iT e R F R, 2R A @i
kB A F Kk AR e 30%3k 30% KA b, KR @ARARIE (P BAT K it

ARt TR R B d B A A BRI A AT, FBUORA R TTIE 8940 22 R 41
NRME . NEFFHELHL 180 R, MAEEALAEETRIZAKK, L&
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Fifi 78 F B Al ¢

2 Bh %5
(ALI) 2
FEIREELEZE
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10 B A R B T
BOIRRA

A I PR T LR
B1E

Fo—AF 5 B REA &, AT MGG B IR TR 69 VAL AR G R P T 4F AR 8Y
B, RILAPFREBAME, mowkenk. HE. 2, ARPTHASRRE L
B FIBIRAE, AR RN ZF A E A ALY, HE A ER R IEIEE RS
PEE CT (HRCT) ER A ARG L@ A | A K (UIP), JFE# 8RS T
RT3 R AR i 36mmHg .

BB TRV R I b AT M GG AR R M R, FLARAE N AR R R R TR
RILA BT IR UG BAY 278 Ik 15 27 o AR FE R BOEREAR A 1 48 2 F)
IE, W R R I A IEBE RS o FRE S TFVIE o R O A 1 U I EL3E AR K AR T 3£ AP
BRANRIEIF, BAEFEGEE Y 180 RALGWZE R LA KX HLTIE
Y —F A

(1) ERE RS ZN D FFEIELE, A5 B 2 Ao 5B H 3

Q) RFELHE “RNHBF", A 2HEIATF,

S R PR 2 R AR RS Ao

TR I F R 51 ARG A St R e b A K, ELiB T 3 A3 A4t

M F—HRKRAAZE (FEV)) DT 15t

(2) RB A LA ¥ A, E Uik 0.5kPa/L/s;

Q@) ERAEMR &M EZ (TLC) &) 60%VA L

(4) R AR BT &, AR A AEAG 170%;

(5) F Bk & 5 & (Pa0;) <60mmHg, #ikdr = A L% % /E (PaC0;) >50mmHg.

— R R IR TS IE T B Y KA, Ay 4% R F g S0 R % R % 69 5T KOE,

BRESRERD, ATES., MBS R EHE TR E A LESELIMNE R F

GEAEIF S, RARAILRENT A 25 B % AT, AR AT s RIEHE

X Ho

(1) EHAE (RRAEBLKG 6 E T2 1)

(2) ZH KA B9 ROERARAE, GL3EFR AL, "PRIE M, Sahidak, KT,
& G5 G BRI R E S sk (ERAFR . BB SR);

(3) MUAF i3 1E %

(4)Pa0./Fi0; (Fhhkdn)EH/E/BNAASE) I&T 200mmHg ;

(5) Bfi 5 ok #% N JEAK T 18mmHg ;

(6) Vo R T 205 B B )2 & B o

FEH BT S IEAL IR IE R EAE RS E SR, RIREHRT 2T AT S ARG SR
PAR 71
ZFEMNTF KA EALIEFIANAMANTF R RNEKETLER A

F— AR P AP 2 TR, ARMARRAE LR A4, KA.
MUK ) 15 23 BEH 5% W RAFIE, 206K EAFALE, HHRALEE
FRAZTARK, RERITRSALARAFTALAETEHFH=ZAR=AUL,
HHEATLAHFETIMALL,
¥l S AP 5] A 69 fF IR BB B R, e R VAT P R o AR Y
Fo 2L B RB A E. RHETINE Y =R 54
(1) 9F B fn A 3o 3R 7=

D T <20 X10°/L;
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BREFRIR
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ks E

QR yrmppys %,
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@& e it =20X10"/L;
(2) &HEEH, FREHRERT: oIE (Scr) =442 umol/L & GFR K
R T B <<25ml /ming
QB RALKEERHY, RAATEMLERT., RbEhE,;
(4) RIRFH T K ERETT REAETT -
BERRMELER o NARSTEEAA.

HAL KA A ORI R o TR ORI R AR, &
A EAHER, BB 25 B

A RO P AR S R A8 T4 BT AR L 2 3% R AR T
R RRARFIT ZRRNEFTAELPALW, BIUHLRRAL 180
REMAELEDTAEFRITERK, RERIZANALRLDFEEENFH
Z MR A LG S

R RA—MREAKFGREAFIINR, TRLE2 S ZANAEE, Uiifok e 2

TRRAF N FEMETREIA MG |24 A F R PP R e KB

o SR ik R BB S A

() AR5 Rt X BB A IV, B 2 s geik

(2) FRAR T E M 69 1% MF R ) A R 38, 16 K454 180 X3 bk & 4/ (Pa0,)
<50mmHg A=) Bk do E 4042 & (Sa0,) <80%.

B &M FE F B\ RS, Uk T P = R A St

(1) M B 2T Ak,

(2) B SN KA T 2B K

(3) 2w B Bk 7, A HR K

(4) 9h &2 A K ;

(5) £, FEIERE A,

(6) B % (F BvA L) : BP 3306 AP Aae s 2 B IR 4], 2B BYRA AT Rivh,
TR, TRAMEAFTHEL, EHE.

R —F G R AR AT, TR A S 2 0E B B d SR 5 15 B BR R AR R I

R, ERE A At R LR R, T REA ARG, B RES, K

LB R RRE . AT P At

(1) oo AR K 4% 8 17 BR A %

(2) /5 s 2t 2 Ak LA 45 AEPE 2K, LOES 94k (The X-ALD MRI Severity Scale)
XTHT 14;

) EMmHL 180 REMAEEA LA EFR N ZAKK, LFBRITRSALKR
AFAEFENPHZARZFA L,

BANAKLIZ KR IR/ FTAETR T AR e &3k “2. 4 LR 7 F “ErEMER,

FRWHH . EHREERTT” R4,

BRI AIRE N B LIS, FRAESCTRR, O 2% RAKATTEMGIKA
EHRA LR, AR E B AL SHERKSF S (New York Heart Association, NYHA)
CSHRRETR IV R ARSEEHELHYL, FALSFERLERE L TH
B RS TR ) kP 3 B AR i 36mmHg .
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B EIZRAEL T IF Ko
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(3) B & & I A 0 R R Ak O 4 Ao it b 4D 64 L IK T P AR G

(4) 485 F Binet 77 E A AR Z 0913 ML O 4 it & o 5%

(5) 485 F Ann Arbor T £ | AR E T ARE KA,
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