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FENE B oL AR AP 2 SN FHE A B B A958R F RIS

B & I P KR —F R B A 6 1R MR 69 3R S K PR R, AUAR IR AL
MR, = AATSTITIE B & SR G FURF R B & RIR B, A s AT 2m e i€ &,
RFRE K AESRA, 3t KA IR, ol it PR VAT § 44

(1) & yREAMIE;

(2) foig b BB KT A F LIk, 4eANA (A HAAR) . SMA (AL-F 78 LA
). FLLKMT Fe R KA -SLA/LP ALk ;

(3) A AR &R R ST %

(4) W5 R & d MK, - Ik KF DT K SFAF A& A

JRB B BELT AR R B R B B R P R AT MR SE A, F A S, RILA
BATPHE R o BRI K F R R AR RAARB TR EALE TR AR ZEEE
R AEAEERALE, FESFETIFMEFH=0, AFSHHORESR
180 R A VAL, FLBRRIFFEHRT AT EIT:

(1) f 4% G<100g/L;

(2) &mpit#H>25X10°/L;

(3) Sh ) o JR 4 4w i = 1%

(4) Ao/ 43t 4<100X 107/L,
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(1) CHRERBEABERALYSMEHF S (New York Heart Association,
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OB EF I,
QM AT M+ &
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ZMkES. MEITILHITHFR, CORELABFARARELEAAR.

FARR T T@me— B 7 RAUEMA LSRR, FEAMAWBKE FF,
FINA R, bt mam Y, AR EHLTINNA F4:

(1) BitA £ ikmEA N T =R T F EJ7 ik m 5 A9 20885

Loy EIFHYS
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B S RE SR BB B E AR & R R W) AR WL S A E A 2AR
B H) B Fes FERTIEE R EFEUT A AR

(1) “F3HhF3h Pk JE 2 T 40mmHg ;

(2) M d A & F3mm/L/min (Wood343)

(3) i M fn & A2 EAK T 15mmHg .

A I 0 15 W 0 A A SROUATE AL B A AR SRS R I K Fe i P RSk PR T &
24 (CT). maLHRieE (MRI) RELTFT RKAE A% (PET) $#4hF4E
o ZEIE B oL AR A SN AN A A B89 A48 K R 7 3T RAE B MAR e A B A 22 FUR R
B it IT i BB R AR 69 5% B M R A SO K R AE, B sbirar e a4t
F ARG ST BB RARE A o

R BMNFRAR R &G W RAF0 KA RAF (B RAE) REARELRAA,
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(1) 2V R T =520 ;
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(1) FofE K Sl K H KIE, HFHEZIREF SRR IERENZFETHEIE
¥
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(3) ALK FF A E, LFRCEY KRS/ RABHYIEREARZRELEIERE,
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SR BB R G ERGANTEFNFEM AT AW R, o R B ER o B
FHBF T E h o, F B R ARG N RIEATIETT .

R —AP I &V BLAE SRS, O KT IR SRIGE IR o BUE o6 IR B AP AL
FHE A RIS A LR ERHAT

T K% (Alexander’ s Disease) A —#iifEM PARAYZ R ABITHRE,
B EARE AR ERT R 6 R EILAIFRAAE AT AR, £F XA,
BEMEGE . 70 KRaL AR AL, L% R KA 2 R %) AT,
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Ja A P 2B BAL, B2 2 AT T FARE A K . UG 695 WT o 4 R A 3
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AAGR AT R R oE K, KARAEEAEFAHALE, FH0H LT 7] 23
K

(1) A BB 7N 4 5% KRBTGS fE 57

(2) C3E% T AN 51 K AR 3 bk g S H A0S f 52 % PP 34T 89 F K6
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(3) REREFHHLTOREHHEP CRER LM S E2THE,
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OB BFABIEE A D RES;
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(2) WREAEADRESEER, ATEERDTERK, LERIRAST
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T RHREINFHED ARG DAY AW, Prieiey FHEEAE HiE
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AR A P AR AR T MR R R AR AR BT, 5K
ARG A E (ONV) F# AR FERBEANNRIE, HAELE LR, %
&R,

BRL A A RERFRREEEHEERTHHERH A TR, FHLLAEE
e IRAF AL E A A N R X R T

AR e AP 3 LS B AR IAN A MAL ) R B T eh 48 XAh B4R &
W7 E B R S AR

BAMBUE REATNS, FHAMARRE, I ) BRE S, &5F
KAMERZ, AP RT DN TR XA FH 2 LOFT, ERaEHXK
BREANEHASHAAEEER LIRS (B) BEEORHBEER.,

HHMAR KR TAMAR K REREPTRGREN. KRR, EREXANNZH
REARE KPR o AR K LR AL

ALRT A BA R KRBT E R AN RIE FEBMEEA— R —HAE
Bk (i24) MEBERAZARKGFELTRER.

AR (£4) MR RA T A& K, HERMILIB0RE R ZIMGEF X E180K )G,
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OERAE—FREA IO F KEER, T2EANLRE DR, 245
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88. B L A% f%
aRERT
R—3 BAY
¥R

89. e R4
A 4E
(Fanconi
L& 4E) —3
B % BHAY%
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BEGMEBRECAZTLIOE L E TR TIAAR AT ENZ —:
(1) #3h: ATKR—A 5B F—A 5\
(2) #8: AT EZITFHBIREBETIEHRAD F,

HFAERNIHEXTERE—AILEMARGRBEXT X, AHIALEZHZR
G AE A B R AEXT Ko
AERABRHERELXTRAPRUAXTERFRATHCENHFHLANEN
2HE P AR,

AR PEEIARNBUXTRE " R “PEHFREARNEBRXTE” AAFHEL
¥ —RAREREFTHE, SAEF—ARKEE, N5 —RAEEERKETHER
i3 S

AR F LegT A hBs AR, LR AR LA G, £ 2R AN HITH
BYAGAY B F S FF, A BRI T A () B EMERAARIKT S, A2 EHE
A58, RE2Rm A EAFRITARK, LERIZRASALRADFALETE
#H (GE7) PHZARZAAE, H4E V180K,

MAREA T ik ERE S8 L MA3RE Y AL,

B ARFanconi & AE, AR B NVE R R FE SR —IEAE R, M EAE
AW, BB TINE S Z &4

(1) FRikted HILVE AR, & A ABE R SRR 2R

(2) ik d d MARA i JE | AKARBR o JE S 3% BB BT &

(3) BIE MHAL, B R R ILE 4

(4) sBLFHA . Gmie, BHAEIE T 69255 5 AT R ERITAE A A AR

gé EIE%] o

BMREATIAY AL ZERA, AN RREERTE.

AIE R S PT BB & e e W R R AL A 45 A9 28K L AR,
PERR RS o M TAE LA H LY,

CHALEE, B4

FA AW T RBABEAE R RGAKRE I RE G . KEGELLINIIEL,
HEH AR (24) ARET IR AT (FHRT3H) UE
TAVERE,

AR ARRAEAAEME, KRIFRAET 2% m 95 ESMHF K.
ol FRARXMAEMT AR LKA R T FEOEREREMT RfTeF
R&HB 5T ARETE,
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96. FEZ K
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97. ER B
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98. o Pk &
A -

%A B BAREAT A o BOERE B A AP 2 LR IT R MR, AN AR AT
P s LAY AR Ao i T PRAY 42 AT A IR AT MEALAE IS AT, HERLALIA A F) Fe ik R AL

REFE AT

E m e s bk K IARRABR K AR K A F IR K, Ad S A ELAHD
Bf, FFEMARKARTIE (128) WaGEANBAR ((F4) HibEFRERKH., LIk
KRG LA KA T (728) Mk, BRIHELTINE S —A &4
(1) AR sRbk K R Ik

(2) HEMAKTO0.02 CR A BERAREN &, 4o R4 L CM A &7 #
H)s

(3) AEFF2DTFE5H.

— AR IN TS RE T BTN, RIS IR E e Tl R S A R R 69 5 K,
RSB ERB, ATEZ GG RE W TR FELESIELME TR R L
EHEFLE, BREAASRFRAE2E S AT, A PH AT 6 RIER
X

(1) BHAME URKFEMRALRKGOET2IE);

(2) &M R EeG N RAERMIE, QIE"FREAL, “FREE, SHhidk, KT,
&S G R RILE N mig (ERFR. BB R,

(3) AU 2% ;

(4) Pa0./Fi0, (Fhhkdn/EoHE/BNLESNIE) AKTF200mmHg ;

(5) Atiah k4 N JE 4K T 18mmHg ;

OV ENY T-: % F:

% KRR (BRI K R—F R AL Tk 25 X A9RH K E
A BRI, RILA T R E XA E KF A S K RARKZE S K
PR KK AHIRA (1A, AR TARIE o PRI AR #4358 3K A 3 Ak
AL RE KA LR EL T ERER T RTHR LR CRE T #AE
Ak BUE T Sk F AT R

EFANLEFESEFR, BARRARETHFEBETFR, T30k
#HITNFREHETFR, BREFERTHLEAFARALRELAAN.

WARRSAMPAALY N £EEEB, HLRIFRLT AT CHITHE R
MR FRETT
ZFECEARRFREAREARELAN.

— AT REFROEMGESIE, R amIeEd, BARRBAEIEE. Fi
Ji B 23 AR oL S W o iR e WO AR TS0, AR AL B TR A A5 F
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FEHWSE
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(1) FRELEANABLE R o, R, REE, s DB LR

(2) BEHU AR RABRAAET FIEENIEST
HETEAREFRGB oM A0, do: AFLAREZM T L, 5iambRik
FER XN B MR R, LmEHEK. RLZaRF, TELAKEEAA.

BB AHAL R AL, BB e A 6 0 AR 34 2] 0 36 K 0 A2 4980% K4 80% A L,
hk @AARAE (F B k) T

oy S fE A AL B A AR I R E R A RS B R LA AT, RS2 EAEAL
FIBTIN A MK AR IF L LT R SIEIRINE

& H MIe TR 51 AL a9 18 B R s AA PR K o OB T P AR A
(1) E—HKRAAH2E (FEV1) DTF15;

(2) REAMA A, 'V ikH0.5kPa/l/s;

(3) RAEMEMEE (TLC) #960%WA L ;

(4) R ARERIE, LE170 (AT 5 H);

(5) Pa0,<60mmHg, PaC0,>50mmHg.
RBREXBRFREREBLERBRFERETEMERELAAKRELAA.

B F e K doJF R AR ST & H VIR T35, IRiE P dn g P B a3 BB AR B fn IR
RAn ARG E R, B IR, TR, B LI R ARG, iR T
PR FAE
(1) B RKELREmE;
(2) &g BRDRBIR, HIRALEDI5%;
(3) BMFAETITHERT TELEIHK;
(4) 2BThERT:
D& ATetkF AR KT (AEEARKEELZ. PRI EF. REEREAALE.
IR E AR R AR E); Ao
QH#FE. PHRIREA., B ERAMEFLBIKT,
(5) FERLFHAEABRET AERFSF R, BERAEAHFREELT—F,
RN EFMET REER AR 2RA AT RAERELEAZA,

FHhEHEEHD AW hGE, FHEREHETILELRE, EFLX—AREA
BERAAEENREE, FRZHERNMETE LR E V96, BliTEVi#H
RVATF—5Ank:

(1) "FREB, FRHITAUEHFEIIER;

(2) %o ofn AR T £ <50x 103/ A
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(3) M R4s, leirE>bmg/dl £>102 pmol/L;

(4) FEZRAZSH;

(5) Bi: M5 kiks (GCS) <=9;

(6) Bohae %38, fi#FALEF>300 wmol/LK>3. 5mg/dl 3 sk &<500ml/d.
R E 5| LSBT AREFESERARELTEAA.

T KRG AE R BAAR ) R AT R Jm o BRI Rt 23, Gl AeAa st eI L | o
A&, AR, ERIEREKAA G AN, R I Ret | IRRAGIREATF
é‘%

MR GIETE M ZRERGILAFHRELH Y, FHETINA Fit:
(1) A KA A PR R 2 69 Ji B iR e B Ao AR F A TR

(2) s &m AR IEFIAA34E:

(3) BAREAEE, REE VA RRTHNFEIN.

EERRAE TR IBENRELALIZARERBEANT EIERES EARE
KL R BN, HFTEHATTRFRETTH.

B 2 F k3R AR R IR AT A IE (B ART#5). RBEHH (1Q),
B HAKE » R %% (1050-70). & (1035-50). £ & (1020-35) #=42 & & (I1Q
<20), & H AR LN E AN BN 69 £ B0 I B TR AT, SR T
HHE LB AR CEMNEELERSTEINE B ARBHRRE AF KA S
BN ERIFH AN BTN EER OLEFAZEARIRAT N EER). LMHLT
7 AR A A

(1) EBRBREATHIKE (BARTES) QR ERFAGRER (AANKL
HARE) RELBRKRBACE S UG ;

(2) +HREFHLHEEAR T ZE KIS R&ERERT KT

(3) HARLAE S AR TAE 2 18 B 15089 8 AR I IE R ARAR T A AT (B2
PE. EERMEL);

(4) ARG AGYF 1 AIKE B AN B A 180 R A L,

BAMAERB—AIEE, 2FM, KRR, T2RIOAEFREAEST, &
TRAMAAZRMNEANNTHERGEFAELPHLR, FAHLT 7L
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(1) P ER A
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ZMREAA L,
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16 A B IR R F B RN ZFIREE R K EAIRIG AR LT, £
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A ol B BAT R B AN R

FEBERETEREFHG AR IATAAIER, AN T 2HE, FAER
B A E AN, BN EARAR BAESHRER K,

FAMAG REIE. WBRAFEAMME S FH L, FRHLTILAL
1
(1) RIREXTHBIRGFK,
() FRI180B EMBABGWHZAGME, LR TR TIARDFALFTENZ
D5 A TA—AEE 2] G —A 5,
QiR ATALLZELZIFOHIBEF REHANDT T,
FEABAG AT ARE. BB, #EHEBTEKELEA.

N

R—MERGFFEAREEEE R, TR2ERANTRATFARHSEEXLR. £
25 RAFAER DT R E M RE . MR WA B AT RFE, R
RF B A9 R F T R R RIAZ L Aol B 2, 3T K A B A IR Aol B I 5
¥o MBEEAEALRNHLY, HAHLTI AR EM:

(1) ¥ FhE I THEERADXEEILNE EGMEL D, BEMKE D, kK
FaBR. BB AE R RA = XBHHG;

(2) "8 3% 38 : 3 bk o & & (Pa0,) 1& T 8kPa (60mmHg ) , 3 — AL 4% % /& (PaCO,)
% F6. 65kPa (50mmHg) .
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A RIZANF O UAMAY Z A B R T B A 2P ARAY 2 R R K MM SRR,
% et/ TatAaRm, BRRACIEABCREER: ORPLE;, QaHAM
K QME RLEAIE; @2 T 45048 ; Gk thad Ik & AF 341 18] i K 2%
& AEAFENMOSD 2 A &4 18] MR | 5kt 3 @)% Ak P K o £ & 4iE 1% NMOSD 2 A &% fisi 3% %
Ko LMEEARELERNALE, FERARMRI, BEARRAK, AHEHE R Elifodn
A B RIES,

ZARAMRUBRTELEELRA,

HF15Nova—scotia®l B % IT 52 Kopm, W T Ab 2 #8506 B 4k 2 B AY 22 555 15 K0 I
o FREFERELB-ERMILZAN, B, IR, PRAVEFRHER
THT, MRS AR AR FEE, IR KAir B, FHBRE, EFHEF. &
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(2) BREA ORmMAE;

(3) XTI E F A A R W RIZH

(4) A&l R HE e A 2 S5 B 0GB 23w
ARG RZ-E L RFAERRELRAN

A — PG R B R %IRRT &R T mIoPIG-ALR R T 542 —mid
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Ak, FEMIEERRAET, L5 KREILATEAR LG KAEELE A%
dn, MR P LR G AR BRI A T A RSB A Bt AR A9 T k. L H AR A
ALY, AKX E KA EEEE R RA (FLARR) &4 RIER,
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@)% F 1% K mABIETA PR o
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R E F o
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FAITHERERMT AT HARE (progressive familial intrahepatic
cholestasis, PFIC) & —4% £ ERTaMR R AR, RART T FHEI2THE
WA, RAMAETAR, T2 RKAAATHGLE, PEREE. AR
RIALEA KL EREF, HITK., BAREEZHRZ ARE, RATRENTR
3B, MEEME LA, HA ELFERN, AFEFRFE. FIERLFRER
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HAR BT AREFATERAKETLR A,

S ALY B BE o JE R B B B fnJE (phytosterolemia), & —#F & WA % J 4K
PRI AE B9 IR R ST R e i E A B B AL FOMG , RISk B e A K R A
T, AR mAe A BE A TS Ao e R R I A WU SR T 89 5 R K8 SRk
B, FREACK., FREfRXT LS, LAEEHELNHL, HH
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(1) A0 & 3LABCG5 & ABCG8 % 7 ;

(2) ik BBz, S BEBREARES;

(3) MM EbELN OB mMIIE S . B K e e OB Y = IR AE
(4) FATH AT KIETT .

Tkt & Re B BE Ao g A Jo Ak K 5 09 &5 12 B BE Ao JE R AE AARETE B A .
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