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JNER B S RS BEHE o BURE L B UL I 45 A E KDIGO SRR A TR, JE X A B SR E BT IR

FLE %
[RE]
HATHBRI¥ T
[£iA) BhRLEA I MR U KDIGO f; L

Jaste— 3 BTN R R B /N ER W 4R G PR VAT, 38 A2 B
B WG T )5 41 47 ( Kidney Disease; Improving Global Outcomes,
KDIGO) AR MR L K B45 T 2011 481 ALAGITART
RS0 E R W R B R U POk, JFF 2012 4F 6 A IEsUA T
T“KDIGO 'F/NER 5 4 Il IR 55 B 78 F§ ( KDIGO clinical practice
guideline for glomerulonephritis)” ( L1 F fai ¥ KDIGO #7) nly
R PIGIEEE N R E 5SS R A RHER M7, K ih
PRSCRRASTE MR B4 A HERERE L (43 B 1 F1 2 RR)2 14
B, TR E 48 B9 B B 2 s b AR AR (20 31 EL A BLC
D #iR)4 MEBSHR ., ARk 14 T, 058 E /DR L
B £ R R B 95 258 1L ( steroid-sensitive nephrotic syndrome,
SSNS) JLEME B B LA 1E A RILE UM KA
RAESRAL T BetE B NERRE AL Ry & PR B R R PR A
PR INER'E 6 BRI SEHEE AR TsA B G B SR R
BIEHEE R ERE R AR BIRTEN B /DR E R YL E
NEREEE RS k. BUBE )L E W RS A IE KDIGO R kT
SSNS HEATAEE N2F ST , 24 v AR AE 1 [l E A ZE B [ F) P 4%
Yt 53 E 6 A X B0 SRR DR AU

1 JLE SSNS KDIGO 58"

& B R EE A AE (INS) )L ¥ W B /NERIK R, 16 %
T ILERRRMEAR— (1710 /1 ~3/10 J77) ,80% ) £ L3S
WEBIT R Ebr JLE MR T MEZA (International Study
of Kidney Disease in Children, ISKDC) #8473, 93% W5 /)
FRE 25% ~50% B FMEHE A v /NER B R BRI AL B D
BRIEAL (focal segmental glomerulosclerosis, FSGS) X #{ & JA 47 #(
B R IR & 9% B9 % 2 LR 75 B AT 8 B I 2 30 75 K A
., KIAEKRHBILERSEMIRT IR P RIAXNBER
&, B KBS RiF (AR R S RIIEE)

SSNS ZEiRT it #2H1 80% ~90% My JLATRE& B 1 KA |
RE/BRK. Hphs0% kB ILER AR ERE/ Z XK, AL
RS RMEIRIT  BINRI IR B/ B R B EE Ak (fre-
quently relapsing nephrotic syndrome , FRNS ) 85 #§ 2 i B ' #5 25
41 ( steroid-dependent nephrotic syndrome, SDNS), FRNS,SDNS
MRS fER N Al B AL FS R R R R R R &, B RIETT

DOIL:10. 3760/ cma. j. issn. 2095- 428X. 2013. 17. 001
{5 4 :200040 LT LEBERE b A0 KA MR L BB
HE R B

B 6N AMMBRE/ %, KRER/N, BIRIGT AR &R
B, 5 1 R A T R R A LR . EIRIA
St AR A R PR R (1 U R A AT RERLY FRNS,
BHBENKPARRMRIEE, FRNS & SDNS &L
FERPMERT  EARRN BARAAEZN, AFERETR
BB A7 R AERE JEKSEAE R LR REHE T W 52 5
AR B HE RS, B E A R, FRNS 1 SDNS & L
FEHMZGY AT, W IE LT [ BB (CTX) ETRA
FF ] 2 0 R 4D 5 57 (CNIs ) W ER MRER) F,
1B X BeZ541 B A BRI S04 35 T BE T B R BRAR AR T RE N
(BALH)) X T RER R R RS, R
1.1 JLEERsAERExEX"
1.1.1 BRESE Kb, KEEORIKEBUE H(uPCR)
22 0 KREAEE > + + + ] MEESMAE(MEFEEH <
25 ¢/L).
1.1.2 2% (complete remission, CR)
(uPCR <0.2 IREHEME < +), 883 d UL,
1.1.3 ZB4 £ #% ( partial remission,PR) [REHRFEM,H
I PR AE DR B B 23 , PR 198020 50% LA |, uPCR 25 0.2 ~2.0,
1.1.4 KZ## (no remission) FRE M/ <50% ,uPCR
2% >2.0,
1.1.5 #) M Z (initial responder)
CR,
1.1.6 #FIEA R %/ # E Mit74 (initial nonresponder/steroid re-
sistance) W EJAST 8 FE 1A% CR,
1.1.7 €% REAHEMN, HIR oPCR & =2.0 SURBAE
=+ + + ,E83d0E,
1.1.8 4R &/ E % (infrequent relapse)
ARRE VIR, R ENRET~3 K,

REO¥MHA

WEIRIT 4 ARERE

HIKCRJG 6 1

1.1.9 35K E/S% (frequent relapse) EHIXK CR/F6 MHN
RE23 K, 5& 1 FHRE 4R L,
1.1.10 = k% ( steroid dependence) FEEEIRITFTRES

EEE2 WRE, SFRSEIRITE 4 dRIREARESR.
1.1.11 R%iz5(late nonresponder) 1 Ku{EBIKEMRG, M
BIATT 4 FSCE KB MR RS E R IR

1.2 JLEE INS MIEaaT' " HEAEM R R (R BB
M) T EL 12 F(1B) . #EHED R EH,60 mg/(m’® -
d) 82 mg/ (kg - d) (B AEA#IT 60 mg/d) (1D) ; HK 1 K
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R(1B), #EFHOMRERWMEL4~6 FAIC); RIEHFEH
W, A& K 40 mg/m” 5 1.5 mg/kg ([ H B K F & 40 mg)
(1D); LI B# B &, /72 2 ~5 1~ A (1B),

% B RETE SR SRR B IATY 3 A A BERIRAT & E R
GAERIILNWERE HMERTHEAEKE6 M, KE K%
W BREK. 94% i NS LB E BT 4 ANER., Ffd
FHERBIGIERE LU HA THRBTEL4 8, 85K
FEBEWRIT2~5 M H. XTEEETINS WEETBRAE,
¥ TCREHLA R % (RCT) SCHR 38 , P, 18 s AR 4 ISKDC 2
BURA 60 mg/(m’® - d) , MY F 2 mg/(kg - d) . B |, 3R
LRI RN BENRE N FRERERITEHN &, H
X 2 FiHE TR RN INS (I PR 36 T A58 7 A S M 3 To A 26
BEoEskil, BRI E A AT E R ER B A 7, BRI
IG5 I PR S B o AT LA g% 2 Ffh ok o AT A — R,

1.3 KEE/8% SSNS piE A

1.3.1 JEfRE/E% SSNS gy EaF" S TIHER
H/8K SSNS L PR E i, B S H R 60 mg/
(m* - d) 2R 2 mg/ (kg - d) (FAR 60 mg/d) %] CR E/>3 d
(2D), BWAEXE] CR G, K B al i B B WUR (R H & K
FIEH 40 mg/m® B 1.5 mg/kg, HABEARBHL 40 mg) , B>
4 (20,

24 EIEM I B/ E K& SSNS 1657 i RCT FFor %%, B
W IR TR E/ B R MIBIT F EFBET ISKDC #E#HH
—f35F JLE FRNS fj RCT Stk &,

1.3.2 FRNS 1 SDNS &4

1.3.2.1 # Y FRNS.SDNS # )L, 5 H O R E BT, HE CR
EL3AULE REURHEERT ITEEL3IANA(20),
1.3.2.2 EUGERRERFFHREEMNE/EH SEN &,
BEX—BENELTHI AR KN ATERT, @ Y K — Bt
(BPE N “HEEITEE”) (2D) .

1.3.2.3 SDNS 2JLRE H B ERIT R E o, 0] L& Bk #
B/ R ERNBEN R (AN ELHBREARR
PR AGERBERREARKL) , 5 H ORIEF(2D),
1.3.2.4 2R H¥E A7 A9 FRNS 5 SDNS &)L, 8 L g
MR SE R B L AR B 4 8 R O B AR LA D i X
B2 (2C), SSNS L, #1 40% K B4 FRNS = SDNS, {14 1%
% R BARIEMRYE (1 N30 RCT) 303 EE KM B8Pt [ B
KR M AE AR R R G IR 32 34 0 5% H /A B
MERRRKZLBRERE MR, 3 1 RCTs 1BiFKHE i
SDNS £ JL7E b PR g it , MR H M E AT B B R
BT R R E Y R AR

1.4 FRNS 71 SDNS 2 JL{& B £ b e sl 807"

1.4.1 FRNS SDNS B LB B M E AR R RN, #5464
HAth ez M FlA T M E (1B) 6

FRNS 1 SDNS £ JLAH F M A &% B R E W% 2R R
B EEE VSR TRER, Ht, A THOBERR R,
EZREERT BT RERSEL YA BN TR T
GRS, RTHEBHNRZYIEIT FRNS SDNS, 4 14 4
RCTs WF5E 3Rt , s 3 4~ RCTs % F CTX 2 METBREAIT 6 4
FERERKME 1 ANBRPE ST B2 2 MR MEIERS . CTX K TRREUT A
JHEBK e A% [ FRNS ,SDNS & JL 6 ~ 12 4 H 5 & i XU 3 3%
50% LA F.o 2 4~ RCTs BRSTiEIRAAE S CTX FEESH T
R IT#EUR 2> FRNS 1 SDNS 2 & XU Fr ki3 F L E R .

& B IR IEARHE S H B (CTX K TBRESY) &
HEBKMERN CNIs,,

1.4.2 HFERREF(CTX SETRET) EAREERY

7&f7 FRNS #1 SDNS (#EMIEEAFHHH4 1B f2C) 27
WCTX BN 2 mg/ (kg + d) 578 ~ 12 B (R A BHHA &
168 mg/kg) (2C) , BRI E CR 5 HEMH A CTX(2D), &
BOETRAFTHAENRO0.1~0.2 mg/ (kg + d) J7H2E 8 (KR
A 11.2 mg/kg) , ATERy CTX & R (2C) o REIE
% 2 AT RBSEAERITA T . 4 RCT A 5T 2 80 01 IR =5 e Bk
CTX WRRHEBAH M, BEFKA CTX WEMEEE, Laua
UV EIT Meta SAHT R I CTX O + R BHS T 8 ~ 12 P BEfHI%
BHEIL25% ~60% HrEE % 2 ~5 4F, B FRNS %5 SDNS 7408
¥ Durkan %'* § Meta 43745 5l 52 93 5 500 57 FF 80 8 4
He, CTX AT B3 6 ~ 12 > At B B & ; CTX 1 RIF 72
8 ~ 12 RN, KT R R WEMITHG A | kb b
ST 8 ~ 12 A O Ry PR RUEE (A R A IR AR T A
R4,

TREHF AW AS 2 MR RIFRIAI7, B ki A
MR EE S L RBRRMX, CTX MELFBIIAERE,H
Hifg K BB & 168 mg/kg /N B 3RE B TR IE O 7 p ) B
( >200~300 mg/kg) ", METHREIFEIFR SHELNE
FEFEE, B FECEH MBS CTX &7,

SR AR R4 A, R T BRAIT L AE B B s
LR AANMERRE/ EE, B¥INZZRr R
BROERANER. CTX 5ETRAITERD 12 ~24 A HEf
PR R KRR 2 5, (Bxf82> FRNS B R 2/ 5 RIF8H
B B 1L F SDNS,

1.4.3 HFLAERMELDBEERZEW(1B) SR
& 2.5 mg/kg, A HEER(2B) ;20 12 A (20),

WZAERF IR RCTs 3% B A2 e ok e 0 1 12 ~ 24 A A 889

BREAK FRNS SDNS JREE AR &M%, (815 FI A BEmK e /5, K 38
SRILEEE,
1.4.4 #¥FCNs(RAERMUEET ) EAREEREGY
(1C) HWABRRITRENES~5 mg/(kg - d), 2 2%kA
AR(2C) . HHAEARARRL (LT FLS) HZAR
B2t U A R R AR B RIRIT , B RE
HO0.1 mg/(kg + d), 7 2 IRHER(2D), R Y7 i3 B 0 75 18 0
CNIs 2593 B2, LATRB 259 Bt (R M) » KR LTRSS A
CNs Gt B &, At i CNIs 72 E 4 12 A4
(2C),

AHEESHATML, EEHEHELRER, 80% ~
85% FRNS =¥ SDNS X MEF M, HEF LR ETE/ &
WMERHA BRI FLER, Navndet!" LR THMUERRKT
BREITRL 6 AR T EIREMOER, 5 6 AR
R, 2 A ANFHEEZRAMETREI ., THRBES
CTX M (R 1241 H) ,9 AN A BBy 1B R E & B/ AR,
fHZ 24 4~ At CTX WIE A B AL THE, B4 RCT SUHRBF
FiAt R FILE SSNS HF R, (E RSB 9T R I HoAE SDNS
WA S A REAL, TS REWRERN RS ~ 10 wg/L™?,
1.4.5 i E & 8 EE ( mycophenolate mofetil, MMF ) 1t 3 i%
ZEARGYW(2C) ERESBIUEAMMF 2EE/ Sk, 8l
MMF IR ST HI & 1200 mg/(m® - d) 43 2 W IR, SFRRE
124HA(20),
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1.4.6 %FF SDNS, {U7EBE & 5 30 8 LAt G 410 61 59 1% 60
TRABEREM(R) BB RHAYAR R VA, BE /A
Z-H B4 (rituximab) JRYT (2D) o
1.4.7 ZAERL{E B Ei8Fr FRNS #1 SDNS(2C)
1.4.8 HFET{E MM BEN 47T FRNS 71 SDNS(1B)  {UF
12 B0 TIE AR 98 S 34 ) MMF, ) 1200 mg/(m’ - d)
[#530 mg/ (kg + d) 1" o LA % 1 A0 1E AR 406 S5 08 A
T AR N 375 my/m? BRI 1WA 1 ~4 RS,
A8 TR B AT AR U8 AR SRR e 37 T AR RIS YRS 7 FRNS \SDNS,
1.5 SSNS BEHERBHIE(F4%) " BRUEWS:S
B BRI S s 852 CNIs S8 it R U T RE T e
FST A HEFE FRNS #1 SDNS B LE M FHK 2z, AR
FUASHLE SRS SR, REEN AR T ERERE, T
BRI AR R B, iR B AE
B CNIs BHG4E BT B ISR, £ H LR B CNIs 3577 I i 3L
B rhRE FRERBE I E R
1.6 SSNS 2L Jmi/ SSNS B L™ E BRI X,
¥, KDIGO R (KRG : (1) 44Tl R A M HIHER; (2)
BILE SHBEMORER R BEATRBEEERM; (3) &%
HEMBARENE <1 mg/(kg - d) ( <20 mg/d) HFRH
2 mg/kg (I H 40 mg) B S2HE 5 (4) 6 FH i 90 70 S LA RE#E
FIERENT; (5) 558 LA 15 il 9 i e R JEE A0 B L T S5 196 B e LA
RS/ G S IR B LR R, AEEMERE 3 ~6
PR Ak R LB R R A 1 B 8 B SR GE B IR
AT ; (6) FABE Y E FH T, BAH LR IRE M X
Pl B LB BRI 2K R ERE o

2 SRERTHEEHLER

2009 44 THREILE HRE & B MRIRT
W, AR 2 JURL 2 4 2 B G 2 211 4F 2000 4E 11 A BRI 21X
HIETEICN LG ANER BRI R 2 J38 W7 R IRIT) 25 1, R
ST T OLES B R RIS IETEIES M (RT) ) (ML F ARk E
W) ,f24E SSNS .FRNS 218" . BUELE KT JLE SSNS
1BIE$5™ 5 KDIGO #5Mt1T L, H A A IERA KM ISR .
2.1 (2FHEREMRE P YASMHRERBT4 A
S ERO IR BN B S, ERBEIRIT 4 AAREART N
WEHUR,

{A KDIGO 457 5 MR " X T HEM " WAEAS
—3, KDIGO $4Ri L) E B EIAIT 8 AR EMH M ERZ,
Sk E 2009 4FRT M % FIE M 258 LB BN HE"
WRILLE B8 HIT 4 AASRAIMERE™ , BR,XTH
EWMHMEL, BRI EESE —, HFER MG R TE
BHINAESE B RE B AT R SSPR ik & , LA 4 BRI ER T 25
HRLE I B R RT3
22 XFINSHMIBEBEMET (1) MWBEHERITH
BT E R g — R ISKDC HEFERIIR e AR 60 mg/m” B
2 mg/kg N R EMEHESNE,H KDIGO e B R KK
AT 60 mg, T E AR #14 80 mg/d(HKEZATH &
HEBMERIGTF BN Y 60 mg), TR IEHEHRKE
60 mg/d 2R fH 80 mg/d AT BE 7 75 B W BRI 78 i LA IR HE
(2)EE IR i TEEA SR s R AR R R0 4
HELEE,FN, MEFE B EILR IR TAEH RER
g, REEERAEREREMATED 4, Filig 8 ~10

J& ;2012 4 KDIGO 5 % 2 B IR B AR IAYT 4 ~6 JA, 1fi 2009
e E AT @I R B R AMNATT 6 A FR R

B, R TFHERE T EREERITAMNTR, 81 EAH
REEA—BEARKEE, RE—-BEKP-KETR:MOR
REEEHR, BAFE 60 myd, REAEKHARRAEZL2 A,
B R4 B EER 13 BLRRE RERA AL RS2 ~
4 W5 ~10 mg; 7R 6 ~9 A BK 1240, BREENS
SRR T B (1970 4 ISKDC #EFH &), WO REE#
60 mg/(m’ - d) 3£ 4 &, 4k 40 mg/m’ FEH DR 4 A, Byr#e 8
J, BERT IR RZ Pk, Hodson %'V it Meta 4347 5
BT 194G XX L E NS IEF# RCTs B (4Fik 3 4
H~18 % ,3t923 #5)) , Hrh 6 MABRIEME T 2 MAITES
3IANBAHERMENGT, EREN: 58 AT ELE, BKITE
(3 ~TAH) JKFE (Rt 2922 mg/m” fl 4620 mg/m’ ) BRI
SFATH BB ILE AR ERARBURMERE L BILNE R
VOB T LR F R IR AR MR A bR (R A KRR A e I
FE AR R B B R KGR BE) % BILIAXT T INS
VR BEED3IANATE, BEWEFMTER T4 A B
.8 AERFECEHEANEAIERN INS BRIT TR, AT
I, B EAN LSRR A A T 28UH 12 ATk, 1988 4F APN ¥F
TR FE 12 &, 1990 FRAITRE 20 F.

KDIGO ¥t R BWE SRR AR i TEARB#
b B R e RS 4 AT DAGHRE 4 B T k- AA- R
ME AR BN, F, TokbEE BREE L 4 FARAR. m
“EHAEHEE R BT R 6 &, FE i —P RCTs 3(HF,
54, KDIGO 5 R R IRITIT R 2 ~5 DA, T 2009 4 [F
IR IR B ST RN AAIE R ESRES ZE,

2.3 FRNS #1SDNS&FHE (1) XF MR, M
W EERRTERFEEANE/ IR BBEANE(BLY
TR BEEAR BB , A AR & — Beat (], 2012 4E KDIGO
fEHARAE B BEREN BT, RERZLKRER
0.25 ~0.50 mg/kg F8 H AR, /9 ~ 18 M AN ZE/NLE
B2 2B BIE e 0.1 ~0. 5 me/kg B H IR, % 3 ~6 4
A /N A BB 0.5 ~ 0.7 mg/ke, i H 3
MR,ERI~18 AN, BR, ETFHETERREMRNER
STRMEES — S IR, (AR A RHRER EX R H
0.20 ~0.25 mg/kg F/NEME , 240 R EMEZ & 50% LU
FTIOLEXARRR™ . Hil, 84 &R KR 8RN A <
0.20 ~0.25 mg/kg, @ H #i B3 K AT, (2) FRNS 1 SDNS 4
BEMEIFRET , BN AME BB — B {B7E KDIGO #5/ +, R i
B FERME S FIRE R E (ACTH) A R BB R M oy
s, BWREEE CTX DIRAITHBIR , B 20 K R &bk b
FIBIr. MARFHETBREIT, 7 KDIGO f5m P A A, H
B R R R B AR B AR R AL, BN AEE M T
KIEIT . KDIGO $5 R B A HERKMETE YT B E WFT A R A
B, VM. A5, KDIGO FEH P HRERETKEHBIGIT
FRNS g SDNS,

2.4 REEM KDIGO fimPIEH MmN R T INS BLa
R, LSRR EE Rt b BLB X . T E e R
IR BFETTIEIEMG .

3 INE
PBIE B A — R B 2B it R AT 22 R B
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S REFFE S ERIEMREER FRERE AT T
HIBSSrBIR, E T e R A 2 30 W BE R B I PR B 24, 3
AR, B 2B T 9P I I PR 08 TIE B 55 AR L 36 77 45 7 R T 77
B, Ay R BRI SRA3E 1 o PR B B YT ARV

EMPIRER T AR B, HBTX T LE NS 1677 IR IEK
TEANHEREL 0 % 75 ZL 58 & RCTs 1 BA S 7, i LA 6 0 410 39
1677 INS #) RCTs YOR B R 6= ; it RE RSB 7E RCTs
Hub EHT TGS, BEATES S wE, BAL
BT AR IR AR L 4 B 8 BT & 19 % 0 RCTs B
Foo WAR IEUERERY b B MMAALIRTT B B W BRI T 9 B
B EHAS, (R T ZILRHE R TS TR ERE .
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LEVUMEIRIE 1 JLE SRNS 2141 ,2012 4F 6 A ¥ 2Bk B LR BUS 414 (KDIGO) SUEA T # i % F 5/
BRER,AUHE 1 ~ 18 [ )LE SRNS WigIAHRI. SHT# iR, 2012 42 KDIGO 4R 76 41W7 SRNS FRik (3R 8 J&
FIRLIERERIAST) S FRITE R (IR BT 5% 15/ NERIFAE A 95% BfE LHEBRIAE IR AE DT EE R
20 MEAERYE/NER) JRYT SR [ SR S VA BE BRI ( CNLs) , Akl FISFREBERE , 1 A B & ok
BMWEGE T CNIs TR EHE | ST EFAE—T 2R, HES R IR E R+ — S RiF 7%,

€S 1)

NS 21 T8/ ek g8 i BEXT 30 28 1 BB B, K&
EHR(EERFEA) BRPEKR TR - RIVRE AR
AR M — i RER Gk NS B ILEWIH WK B /DR, ™

U LE S DR BRI RS % 45 A 1E (SRNS) &35
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BRACHUB IR EF B AL s A R 2R S TS 41 485 7 5 AT ofemie s L3
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