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&% 48 & 1 ( nephrotic syndrome, NS) R 15 & F JF 5 i8I K BB H R (3. 5g/d) A&
F 38 H MAE (<C30g/L) L7k Bib i (5R) 5 A I A8 i s PR 42 & 4iF YREBEERST B8
SRR RTFIG RS A, SRS A4 N R R ERBERR = AR(hE
FERBEEITALERYE) , T th ZR R e B ) 5 /N R S5k

& NS WA . B SRR BO M E L TEE R HE. & ¥ NS #yi2
BT, AN L HERR S R B BT B IR 46 & M NS Il A6 M 82 0% BT B NS JER RIS . B
B EM TR SRR R AR SR . BRI S 4 o B R R SR
#ﬂf\Zﬁfﬁﬁ*ﬁ%ﬁ%ﬁi\%Tﬁi%*ﬁ%ﬁi"%/J\Iﬁ?kh‘ﬁ@\HB%@%‘E'&%%%E%%@HF[E
BT R 2 e Bk ST D%, JLE NS B DA 1 B ERAMEAS BB (0 Alport £
BIE SR BIREAES) , 24 NS R 7 T HERR AR B R A A 6 NS,

X F NS BEENEHRRBIEEERBITB M NS, FRARLE B, 3 B IA B ) F
BRI, TREVTRER B 1S 07 X, B I R VS BT RSO 5 B (L I R 38 R 3 L
9 Alport ZEEIEBE A 30%~40% 2L NS, AR R4 M5 F SR ARG, th
FE—HAESE T F28 NS 53 K 58450 3 , ] 50 58 Kotk W 42 & 4E 25 22 I 2 By NPHS1 HH
GEALT 19913. 1, f K i nephrin) EASFIE, S ZIEHL A NS £ NPHS2 HE GEN
T 1q25-31, M 343 podocin) RAEFTBL. AP, FE4F BT IE S T 38 fe Ve T MyRE S (O 7F
ORI T HXMEERE. HBRBREHEZEE 2R NEHIER M NS B 20 52 B Y

1




2 %—% BRI

BB, B R S R NSYRF B MO 2 [HHHmEHE xR E B SR
7 BB R KMEEHRERR RUGREHNSSERE. HXBRME ORE L AR
PR BRI B E WM. Alport L8G4 AERE B 278 H o X HBOpT 3 [H 8 i 25 R BL
NEZ IR, BUlm ARMEAR ALITRE . [ Py A% 1 1 AR 912 W Bt 5 55 1 P B E /K F
AEREE.

=, REMEBRESIERGT

(—) BIsRN

R YE NS Ma T IR EEA LUTF L& OREARIRIEA R RIRARE TR
%NS FERYR R R /NKEZE B9 (minimal change disease, MCD) | & [ 18 4 4 '3 /N
BR'E # (mesangial proliferative glomerulonephritis, MsPGN) . B #: % %5 (membranous ne-
phropathy, MN) | Rjkb4E 5 Bt "B /N BREE AL (focal segmental glomerularsclerosis, FSGS) F
REEN MBS /NR'E & (mesangiocapillary glomerulonephritis, MCGN) , £ Fi B 7Y
HIATY RN T I RE I F i B R BRI B RN ERER, UAR RIS ERE RR A RE
WIERTTIRIT SR BT IRF S /NRERET IR P EEH#E. ONSHEIFERE
PUA R SR E AR 259 0 28, IR _b N7 7338 S R A0 R A B R R s/ 0 BIE T
AMBEFERRIENER T, LEMNTTZBAMEAARENY. 82, NEERENE
i VB /NERER R SRS D REE O L R B A AEAI N BE BAE S, A X AT ME L G
TR, ONSHRITANERE . IH R B HZ B AREER, B B e FE A R . e
Z . BHELEREILSEFRE. OFHEPEIhEE, BiiGEUES S RERIEL R
NSEIFTEZEBR.

(D) REMEEIHE

RETE NS WHETFHRE REECITHRERNERENR. ORGER. ¥ %Y R
&JEH Img/(kg « d), OAR 8 &, MEMAHEKE 12 F; QR8RS . EBIBITEE 2~3 /4
W AER 1020, B E 20mg/d &£/ NS B R E, N ESBRE; QKE4ER . B5UR
INERGER Q0mg/ D BHERREELEL . NIRX—E4 . 28 M1EIT 7 R KRR
RIS T RIEFHITR AR E KSR & i, mER, —RINEIEEY¥ (evi-
dence-based medicine) HZ5 R XTI EE G IR IT L R TR KB vy DA E %, 43¢
AFEREEERR, BB IEE =R IR A R, A REPNINT . :

L fUMEESR  BXEEIRITBUR, V6 & 1T SR I B3R TT s R YL .35 B
BhE, ERFEEHERBEAER, TR RBE RIS TR ERREREEN G AREZ
Y, h$E2RLEEHBLERMEN. ERBNAKE 4~6 BE, FIENEE, BIrRy
H 6 A . FBEBERTRAMER R ETVEN A SN —RIBIT YT BIGIT.

2. [EMEEE XMNTFARBET, BRIAREZS . BEBIEEFXNEER, BREFEmn
TR OB R TR DN SRR S AMREZY CF BB T RAIT) G
TR, BMRMENBEETRAARAR, —RAGNEREU L, BT 5EEBRSNA.
QBRI T R HIAT T RCR AR X BT, 5 5 T RE 7 H %4k, 1t AILEF > 354pmol/L BB E &
BN E B AL, WIARR AT ERIRTT. OQBERSARBAYIRITHMNRIENE



ERESE %—E 3

AR R EE R RS, ™ E R NS, T ohskiB M /NS R R AR E R
RS, RZ, MBI EETWE 6 A~ H , #5755k 2 5% B i 5 5
(ACED S M4 B9k &£ AT1 ZEFEEH (ARB) LMK R B 1. A E TG i S
BUHMBEAYNIRIT . 75 B ERE & A A A2 % H L5, A T HURBEE .

3. BHMETEREE/NKELY BEEANIRIEIT RN  JGIFEF 4R B RY 50%
BHE N BRI AR B BRERE, B U R B R BMIETF [ 1mg/ (kg » D) ]3~4 1 H.
ERREBERGT 6 MARIR R ABERT. BEBRITFRERAMEETRARMRE,
ZE A FSGS WMEWRITER . WG RIF. KA FSGS M M EIRIT RN 2, #ER,
ZTHENFHALRKYEE., HARA FSGSHWEN FREZH. NSEESEBRSHE
UK, RAEE TG4 REAE 6~10 N L5 R E ALK T8,

4 REEAMETES/NRER SRITHE KPEBREBTFTESTN )L ERE
HBETHREE L. X TRERE, HiRARE NARIZLAYIGIT AR, SR
RO AR 6~12 4~ B &] FSAk (325mg/d) FiT (BR) 45 1% 3£ (50~ 100mg, 4 H 3 %K) & LA
B RER (B IS S R T .

5. IgA Bi% BUBBERERMATHRERIT, NS HEES R, S kaE. 5
e P EZ B (M ULFFEEA R 8% ~10% M1 10 EN R BN AKX FHRE) N E K
RRMMBELYBRE A, IR REN . R S EEEA . RIEEEE B EEIHR 57
(point of no return) AR , M ALEF>265umol/L.(3mg/dl) . i 38 2 8 YL A B, Ji7 $048 44
B RBAL T, A F KRR N MR RN A 259 . ACEL & ARB 877,

ERVEIEEABIR A, B3 FSGS 87 1B K E BB F M RIS1, 4 MCD.
MN IR K F| 2% Ponticelli 75, 1998) 1 IgA 'B95 (A& A 2# Cattran HE,2001) ff
FIER NS BRGYT , B B K 44 200 IR A0 (B0 3 B 3 BE L 4E 5 ] AR R ) NS B4E 851877
HEHBREE, WM BIEE¥HRERL R R, R E (5% ERSH A 3 MCD.
MN.FSGS % BA R 47595730, BB B 255 B SRR SRR, 7T 333
RAERBITF I RGP BRIETT .

RE ERIFIEBE PR SE RE KTk AT ER EHEBNFEYL, NESE 2R
BE— PSR, TR BT . BOIKTE ARG IE B2 B o A 4 R T S B B s
PR3 1 R, A4k 1] B ot 4 S R BT AR A A A RN A SR . BB R 2 3 AR
T8, N P B A R ZE , R IE 8 3 50 RS I, S MR8 YT .

(=) FEREEBIFGETSHEER

LR DR MBI E ST AR T W B, X T B /NEREERS 4 B R B & NS
FREEE R, B ERH RIFAIGITRTR .

1. 3R E (cyclosporin)  BEEEHEMMH THBAKE T HRFR A, EERI
KLYRATHERBREAYRIT RN ERMENS, ¥ARINEHETHEE 4~
Smg, 7r PIIR 23 18 O IR , AR 245 1 B 7% 4 0 i 2% 3% 38 3 4 43 3 25 vk BE 8 (B H 100~ 200ng/
ml, JRZ53~6 MHEENRBE. FTRILEZ -, BIEAETIEE. ELE.BR
MRIAE ZERTMEES, A TFTHBRENMBRBRE R AEARZHEENESER . FH
NLAZ BRG] EFHPRES R BR, FEXEEE NS FIR#ZE X MCD.MN K738 T



4 %—% B /hERERR

FSGS, %t MCGN #2234 .

2. MO#E /R EE (mycophenolate moletil) BB FE®. HEERNNRE G EEZ B
B2, J5 A U B IS A T PR A R ), S i 2 GRS AL T BRI 2 B R AR, BRI
il T.B W EL 4R, S 3 S S BT R ERVRYTVE . BRI RN 1.5~2.0g/d, 41 2
B O, 3L 3~6 AR BIE AR 0. 5~1. 0g/d, 4¥F 6~12 M H . BEHEEZH
BT EHTEBAGHER KN . S —ERE R, X MG NS AR RE WM
B KRB RIBEX BOR . HE R ZEHN. RAMREER. RAGGFAREHR
F5 L, R LR 5 | A B AR LR 4 T AR B R (B A R SRR R BIE A 2
K., HAEENE, BEEZEWMERT 5™ HRY, AFERE. AE . El R R ER
(pneumocystis carinii)/E¥y , ™= i B4,

3. = E T (tacrolimus)  XFF FK-506,  BH KA N BRLE W B R HIFR . %259
AP FK-506 4568 H-12(FKBP-12) &5 T2 BUE 54 » 1 ¥5 8 5% B2 A ( calcineurin) [
TV, FETTMH T A58 TARE AL (5 B A2 5, Wi 3 2R He 7/ A B0 40 e 3 14 O 12 40 i
AR, Y T 4fEiE10, & Th 4R B 41 4, JFmdlaa £-2. 80 %-
VTR v SWBEEFHFE AN R-2 ZHRKNERE. EEGIHERAY, hERE A
TH.BEHEBHE, BN XA THERE: NSKIRIT. ¥HABESAERN 4~6mg/d,
47 2 WA UAR, FREEE4F B FI4ERF R B0 2~4mg/d, EH7RT E 4R . 259K BE BB R
HERFTE 5~10ng/ml, ZEA I KHBIEIT NS WIGBIEE¥LE, VIR EREL B R
BIFHRERRE RT3 REHBIERAEXNEER BT 5 T3t 5 mos . =547 MUAE 55 M
E AR R EIE RO AUESEAR BN, T LAE M.

4. EEAHF (lellunomide) FHHBEEH., B—FERNIEIT I RXIE T R K RE
015 59 , g A o S P YA R O S T T A L BT B A BR ) A ) L AT 3 B 30 1 A
EAEHEEE R H . B AR R E 7R A TR & R FMEGH NS 3897, X X
R NS BIRIT AR AT — P 04,

ERFACHIRH TR REAYE NS, MACERE T —EIr %, BN MEEXRED
AiE, HZ, 245EEEZMA. R F FORFRFE RSB EZ A ma M W EE R
HEE AR R M NS BIRYT 2590 . WOl PR AU LA .

(P9) ACEIfI(E)ARB 8T

KEEHRE NS HEZ L HIKKRERI, 7751 & NS By HALRRRZAM—RIH Kk
fE. BLAM, SR BERIRA S W RS /NG R, N E E /N -8 B4R 45 3
BREEAL, R W E/DRFFEWEERE. SO REQR NSIHIFPFRRE, LREA XK
RH I BRAELSE F I RE AL E8E . IE4E Sk, ACEL #1 () ARB # Fi/E NS 2 & /0 IR E A
RIFEEIAYT . BFRIESL, ACEL f1 (30 ARB BR R A K& EAE RIS, A o V1 38 0 FR 2 1
(AI3X 300 ~5000) MR F M FH RN FHARTFEMR. HERERFEANEENHC
FEXT B /INBR I 3 3 1 2 0 R R T VR R (33 ARt BR/NS) B, (BT B BR NS BR T 5K
{E & T ARR/NSIBK R E /NIRRT ST RS, DA R 3h 1 #ER
(MHGERE T  BOHMSNEROERD, ERF/NREL L TR RAELE. HB
S NSRBREREBEAFBTFELE, EMNEURSBEAMARTEEVAMER. BiX3
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