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Abstract

Idiopathic nephrotic syndrome newly affects 1-3 per 100,000 children per year. Approximately 85% of cases show complete
remission of proteinuria following glucocorticoid treatment. Patients who do not achieve complete remission within 46 weeks of
glucocorticoid treatment have steroid-resistant nephrotic syndrome (SRNS). In 10-30% of steroid-resistant patients, mutations in
podocyte-associated genes can be detected, whereas an undefined circulating factor of immune origin is assumed in the remaining
ones. Diagnosis and management of SRNS is a great challenge due to its heterogeneous etiology, frequent lack of remission by
further immunosuppressive treatment, and severe complications including the development of end-stage kidney disease and
recurrence after renal transplantation. A team of experts including pediatric nephrologists and renal geneticists from the
International Pediatric Nephrology Association (IPNA), a renal pathologist, and an adult nephrologist have now developed com-
prehensive clinical practice recommendations on the diagnosis and management of SRNS in children. The team performed a
systematic literature review on 9 clinically relevant PICO (Patient or Population covered, Intervention, Comparator, Qutcome)
questions, formulated recommendations and formally graded them at a consensus meeting, with input from patient representatives
and a dietician acting as external advisors and a voting panel of pediatric nephrologists. Research recommendations are also given.
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BE

RRMERTO—EEEREL, 1 FREITNE 10 BASHTY 1~3 ADRET D, VIL33LFI
ARABEIZEYH 85%IETLEMITED, VLT FIMRAERRRE 4~6 BRLAIZES
BRELGWEEIX, XAT7O0/FERERT7O0—EAEIEE (steroid-resistant nephrotic syndrome :
SRNS) T#H%. SRNS M 10~30%TIE, RS+ EEEDERZFEEMNREHSh, — AT, &Y
DEEBTEHREICASIHIRMDBRAFHNEEINTLVS, SRNS OZMEEEE, £DRK
RANZHRTHAHACLE, REINFHREZZEMLTEZAERZRONGNIE, REBERAE~D
ETOBBRIERBRLGEDEELGEHELHICLH,D, RELREELLH>TLS, ZOWY, B
[/ R B =2 & (International Pediatric Nephrology Association: IPNA) M /MR B g N FLE & B g
BERZEE, BRFREE AAERAMEZECEMRFT—LA, /MR SRNS OB HEEEIZHE
THAENLGEBRAANRTAO TR LT, ERIREAE®D 9 DD PICO (Patient or Population
covered, Intervention, Comparator, Qutcome) [ZCDWNWTYV RATITAvILE 2 —%1T\, #E%H
ERL, NBTRENAF—LLTEBERREREL, TLUMNRBEREMENLLLIBREER
[2&BaVEUHREEBT, EXITHETL—FREREL -, £z, #HEINIGFROHAELIRT
LTS,
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[XCHI

HREMRTIO—EIEIEEE (nephrotic syndrome:NS) (X, SEZEBMR, E7ILIIVME, BELU
/FEIEFEEFHELN, 2], 16 MRBD/NE 10 BAH=YE 1~3 ADFET H[3-5], £
85%MIEBITIE, BERAEDTLF=Y DY /FLF=V> (PDN)ERARRICEYTLERICES
(6], 4~6 BEREIDAEERTERICELLVVEEE, ATASMERMERTO—EEIRE (steroid-
resistant nephrotic syndrome: SRNS) &N 5[7], SRNS LFIETEN5FE TIZWHEZL PDN D HAR
[COVWTIEEROKMAHY, FYRVVAELME (6~8 BRM)LAFILILE=VAY
(methylprednisolone : MPDN) 7/ V)L R B D EE+ 8 B[6],

JERIRIE SRNS D 10~30%TlE, REH A MEHEDERFEENRHSNED, —HT, &Y
DIEFI TIERAMDBREAFHEEINTLVS[8-10], SRNS THHN D EAfRIBMBEMN S
&, BRSO EIE R IKIRTEIL fE (focal and segmental glomerulosclerosis: FSGS), /N L&Y
(minimal change disease : MCD), %J:UUEAJ'E)"U'/;\:"?AEEKJL(dlffuse mesangial
sclerosis:DMS) T#H 5, JEiERM SRNS DBEIL, BEL=2-7ooF T2 -7ILLRTOY
% FAZEZ (inhibitors of the renin—angiotensin—aldosterone system:RAAS) B LUVAHIL S =a2—1)
> BAE ZE (calcineurin inhibitors: CNI) BMEFEN S, CDEEA AT, 50~T10%DEFITELE
BELIIBIEREIZESD[6, T,

SRNS DEEL, TOREAMNSHRTHLHC L, REMFIEEEZTOTLEHAERZLFoNGL
& BIUEYEN, BPE, MRE, RABFNEIS (end-stage renal disease: ESKD) ~DHETT,
ERMEROBRUEDEHEZEICE,ND, KEGRELL>TWLA[M], BREDETS,
KDIGO (Kidney Disease :Improving Global Outcomes) D RIKIKE X H AR5 [6]EFRNT, /MR
SRNS DEME LV ERICET S, TET U RIZEIERRMIERSN=H ARSIV IEFEL
L, FD1=6, BER/NEBIEZEE (International Pediatric Nephrology Association:IPNA) [&
2018 4 12 AIZEZEH AFS51 > (clinical practice recommendation:CPR) J—%> 454 )L—T%
HBEL, /NE SRNS DBMEEBD=ODEBERA A1V EE/LTz, F1=, SRNS [ZH1THE
EFMEER AT S ERERSNLIMRIC OV THIRRL TS,

ik

HARSALTASIIFNDBE

H 4 1E, ZEHTAKS4>2 D RIGHT (Reporting Items for Practice Guidelines in HealThcare) AT
—IAVMZREST[12], A7) —F =T L —T, SHBEMRTIL—T, BREESD 3 2DU )L
—JEmBLTz. a7V L —TF, MNRBEREME BRECEME, E¥E HABREME,
BRFREEMEEZSE 18 20D IPNA AUN—THERINTz, A7 T IL—TDE AV /IN—DEM
HEEMBIZDONTIE, MREK ST ITRU SMBEMRIL—T13, BERRIALEREL 14
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THEEENT, BERRIL a7 I —TAVN—D DRI -EREBORBENTER
L, ZOHRZERBICKMIEI-, BREZEXICIE, /NE SRNS DEEZEMET S, IPNA Dt
BFEEORERER 3I~5 L2880 BAO/NERBREMENSMLZ BEITIL—TDA/N—
(X, Web 7o4r—hz&kY, 5 mim GEKRELEL, RELEL, EE5THHL, RET S, 5#8<
FAET %) TRBREZROONTI=(TILIFAE), 100 LDV Y REERK TEGEM oM
VZIZDWTIE, A7 T I —TIC&>THESENBFE, BESHh, 705U LDV HRL
NILDERSNDET, BREERICL>THFHESN -,

PICO MiR5E

PICO (Patient or Population covered, Intervention, Comparator, Outcome) & LA F D KD ITRE
L7=[13], st B & (Population) :SRNS M/NR (O 4£% 3 A, < 18 &), T A (Intervention)
B LU LLE R R (Comparator) : FAEEE, D] uJﬁfﬁ, BEUOT SR LLEB LI AEREE, <t
K L1 1=850% (Outcome) : /MR SRNS MW, (K, $LUTA0—T7 v T T SIEEE
(ERBADOENMSLUVEMORERZED),

XERR R

2019 4 9 A 15 AETICRRINI-HFEE PubMed T—RAN—XTHFK LT, /NE SRNS DA
EIZEET BT 4 Lb L # 5K E& (randomized controlled trials:RCTs) DT R TDL R TITAYY
LEa—, U4 LILLLEREAER, RIRESIEXT AR, BB, SLU/NR SRNS DML EE
[CRATHLORMN AR E, ZEDEMARICREL TRELT -, VAVLERW =504 LR
REBDOAITFIIRIE, FTRELBY, /NR SRNS ADNAIZETIRENDIVSUORMFMLE L
—Mo5IALE4], COBBAAMRSAVITHERAL-HRYMOFMEENIL, MEEH (HREX
S2-S5) [ZRC&EL 1=,

Jo—TAVTVRTLA

el KENMNRBEZEDTL—T40 0 AT LICHEST-(K1;[16]) , TETVADEIE, &
LN(A), FEEE(B), ELN(C), FEFEITIELVD), ZBLGEWNX) TEMEL-, IBZELEWIE, &
BHEFEEEETEIACNTH SO, RIARREEETESTLELGINLKREIEL, BEE
PREUNTA—FDEZFIRZTMT 5=OICERASNT -z, HEDARSIL, 8L, PREE, 55
LY, FERE GEENTELGUMGS) TERMT TSN T,

HARSAOTAERADRBRR

SRNS [T EKRETH D, L1=A2T, LOM DT F LMELLERERICE L TITREE AL
K, REBOEMMEND, [FEALDHRBIEEH L ~PEELL-OTLS, 20D IPNA Oz
BRYBANDFENBEON TN 120, MBEMRELTEERREXETOANSMLT -,
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SRNS EEEL, LW/ FEFARBOARENMGIZRAGT DRI, Do 1 B, BEHRDA
DINDBE /LT F =t (urinary protein creatinine ratio: UPCR) 1= 24 BRIZERDLNVG
NHOTEARDEEREBZITICELEHET L. TORORCOFFMICCHOEEEEZER
FTHILEHRTDH(UL—F A EBUHEE),

SRNS DZMEBEIZIX, R 1 [CERESN-EEFFRITHEEFHEITSH(UL—K B, F
BEOHSR),

ZERZD PDN NARBAIAR 4~6 BB OIHERERIZFIALT, FIIL3a)LFa(FIZ&D
BIEEOAMMEEFTML, F7- RAAS [HEELZFIRT HLEHRETLH(UL—F C, FBL
HER), F-, COBRTEGFRESLV/ FEBERETICLEHETSH(UL—F B,
PIEEDOHLE),

IRTOD SRNS BEDBEBFH, BRIKH, BIEFHT—Z2EEL AN PEEZENT—
AR—RIZEFL, KELTDARBENDEBERODIELHRETH(UL—FEL),

IEFURERH

EEROFHE

INBIZBITAREEDORT7O—EEEBEDERZ(E, EBR> 40 mg/h/m?, = 1000 mg/m?/H,
UPCR = 200 mg/mmol (2 mg/mg), FREXERHR (3+) 120X TIE7IL TS MYE (< 30 g/L) £=(iF
[BZEDHD, ODLWThhERBTEDTHD7], RBERMKIE, ZEEARDRY)—=2FBLUE
ETHDE-ASF—IZHEATHSH, ARLOREICE, VAL 1 BAIXERGREATEE, T4
15, ZILF—X PDN T 4 BRI L EDEEZICREHARD UPCR F1=(d 24 BFEZRICEDINT
TONERETHL EBIMEEROEEELERMT L0, HERREIYLBFHRMIFELL
[18, 19], BERFFRD UPCRE 24 BFIE R D EBELDORICERERMAHHZLEEZSHE, UPCR
DBAEMHREEIN S, UPCR AY 200 mg/mmol (2 mg/mg) UL ETHNIE, SRNS DAERERIAT
RETHD, RABRMOFEENEIL, MR S6 [TRTEBYTH A,

SRNS O &
INRERMERIO—EERERBOIARIL %, PDN 60 mg/m*/ BEE 2 mg/ke/B (R
K60mg/H)%E 4~6 BREEBRARL, D% 40 mg/m? E£1=1E 1.5 mg/keg & 4~6 EfE R B MR
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(QOD) ¥ %, ZJLE—X PDN O NARFASE# 4 B T2 E A% (UPCR = 20 mg/mmol (0.2 mg/mg)
FERARIET, 3 B EERLTRENMEE) ITEDL, ATAMRRZERTO—EERE
THEILERTED, BHRERBDIZEIL, VEVEIEEN 2 AROEBNAEETAIIELER
THREENNSILEER, R IZRMIET 5, COHMTPIZ, 1BND PDN EHRAR, F1-
(X PDNEHRNREAFILTLREZY B2 /8LR (500 mg/m? E£1z(& 15 mg/kg) 3 V—ILDFEA, &
KU RAAS [AERICKTIRIGEHERTDH (R 2),6 BETICELEEMRICESTIHFE, Nate
responder IATAAFRBRZMERTO—LERBELERIN, ATAMRREZMELTAET 5,6 8
FTICEENRIONGI-12IHEE(E, SRNS LTSNS (K 2), ATEE%RY B¢, BEMIZIE 2
BRI OERHABRICBEERETITIEEHIC, (ARETHNL) ETFRELTERT 5, HRHM
BTHFECICEGFREOKBRENFIONLEVESE, ML Za— U BEERICKLAEEH
1L, BETFRECHERHIARICAREERITOILEHET L, EGTFRECREHARIE
EMNTELGWMEERETIX, BELICHLYZa—) U EERICKZRENFIEEZMBLTLEX
Woe ALY Za—)UREENMEATELGVNGS I, BBIRELIIEOS VORI T7IF
(cyclophosphamide : CPH) ZBAIAL TH KXWV (TEESHR) . 6D EEDIE TR OIEMDEE
LB ERCREL,

ANy ma—) UV AERERERIO—EERBOER

BIEHERMGLVNE SRNS D55, A EYDEIEN—EDHAMR (BBRMN SN A) THIL
VZa— ) UBRERICRIEETRY . ALY Za—YUBRERICRIGZERLI-F]# SRNS D/MEIF,
ZTOR®RIT, BRGLFLIFERBRLZELLERREBEMRIT 0, FLETREICRTA
ARRBREZUELGDHENH D LY Za— ) VEERBERMEOERL, BUGAESLVMAIR
ETREMNAMNLY Za— UV EERERETOTH, VIKELBIBERENFONGIEGES
THbo

ZHIFERIO—EERBEDEEH

ANSZa—)OBREEBRED/NRE, MOXRTAAREHFEETAHEETLHIENTES
(TPICO NEMDIRE;H 2 5XUHER S2 ZH) . SRNS [TEWT, RERAETERESN- 2
BEOEAKFEORLGIRATOAMRERFE (DL Za— U EEEEZED) CLEREE 12 H
AT THRLEMAEONLGMGE, 2RI ERSNDS,

/MR SRNS D #)HAR I
BEFIUBNRRIIOVWTOREREL, MiGEAGRESNIILEZESD, EEICEERTHIL
FHRT DL, REICERENHDHEEICIE, AEELRY, REFEH, ABRE~NORGEED
FRIRAZIE, B BAERVCEGCTREDHRERINETHAH(JL—F A BHSRE),
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BIRER, #REE REE HER BREEEBCEOBNHIZ, RTOO0—EEERFEOZ
KRR (EICFEEN) OBRRESDT-, BEEGRFLEEHRETS(R ) (JL—F A’
L\*EX o

SRNS DAREFHFELTREHDODRREZHREL, EHRDFEE, eGFR (estimated
glomerular filtration rate), S LU BB FMNEEMZEITSIOIC, & 2 [CREB SN TLDME
BRE, BLURBREBEFITOICLEZHRETH(UL—F B, FIEEDHRE),

BIEFREZITIAITHOTY, SRNS BEDRBICRIREEITICEEHETH(JL—FC,
HIREDHE),

TEFURERH

SRNS DREREEETF (K 3 ITRB) ZRHICRAETAILIEETHS, GELGDL, ThoDE
FETREMHNORELXZ(THEEMIES, FHITHRENRIALEL, BEERIZTAIEEENH ST
HTHD RIEMEEHER T 5-OICKEEZHAELL, EEMEREOENMUIE(HREXR SHZEH
EYDOITEEGRERBRETIENTARTHS, SRNS [FF &R, EITHAAHADA)L
R (cytomegalovirus:CMV), ERRIER LA JL A (human immunodeficiency virus:HIV), B ZYfF
%, XJUT, 1INILRIAILR B19, 1BHLEDBRRIEICHRFES H_EMHS. SRNS DD RE
ELTIE, SRFIMIRAE, U/ \[E, IBMEEE, RIETEMERKAE X, C3 BIE, A B &5
HTUTIN—T R, 7ILR—MERE/25—72 IV BIE, 7IOAR— X, MARERMU/MEE
(thrombotic microangiopathy: TMA) ZZE M S, 452 eGFR NMETLTWWAEETIE, Chidd
KRBICHTIREEZER I RNETHY, BLER, ERFRE, BXU/EFIXMHA(C3, C4),
B, AL TRavhRBUR, B&U ANCA OFFTiL1RETT 5. RERBDERF TIE, eGFR
DIETNEEDET, 2EBFEE (acute kidney injury: AKIL), F-IXEMEEERETHEN
Hd. FvI>—iHizECBHEST KREL EEROFRERLGYF/IAEREEREBERE LM
PRAE DRI D, HEBKSE SRNS DIFE, RBENFEET HVRAVIE 25%THEH =0
RBDFRBEEZITICEEHET S,

iﬁ{z‘:ﬂﬁﬁaﬁ‘imo)ﬁm
RETHNIL, [RFEME SRNS EZHEN-T R TO/NRIZHL CGEGFREZERT SHE
E?’Ex?é(o L—Fk B, IEEDHLEE),

REMEDES (BER/MRDRERE, FERRAFADEEERER), BNRRERETS
R, BEFVEBBEERPOEG T, BEEFREZEBATHEEHESTHIL—F C,
EEL\*EK c
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SRNS EBZMEN=I RTH/PMRISHLTEEREITICELTHET D, =L, BREPE
MEBEED —RMEDIGEE, REMESIV/FITEEMEDIEES, SRNS DEGHERZ
BIDHAREMEAHIZEITRA(TL—K A RULELE),

INR SRNS Tl #HIZEBEEM(LESH) THEENTCICEERILIRNIZ) AFTESIE
EEEIC, BERAISEGTFREETOICLEHRETLH(JL—FD, HULVHE),

MHAFRATAOABRZMETHo=H, REFBTRIC SRNS ZRELEE (Ths, =
M7 O/ MERME) ISEGEFIREZITICEEHELLGWN (U L—F C, hEEEDHE),

EFo R LR

BEFRE

SRNS BEICEITHEEFREIL, () BELZORKICHABLZEHEZSZ, (i) AEATREG
SRNS DK (FIZIX, ATUH AL QI0)ZEESMIZL, (i) BEKREFRBL, RENTIEEDER
BB ZATREICL, (v) BRBEEROBRIRVEET, ERTHALERICE DV -EEhYY
)T ERREICLI23, 24], (v) BSMBIEDBE YR E EEL AIREIZ T 525, 26], éI’]‘/—
Li—HT2 2% (hole exome sequencing: WES) HiffrlZ&kY, IRTE, /MNED 10~30% M E—
EFERBLEZHEINTUIVD[8], NPHS2, WT1, NPHST ZE(E, 3—0Ov/RTIXRL— M4 4::
£ SRNS DIRETHY, BEEHBERIHIEFDENTN 42, 16, 13% % SHHTLVS[26],
NPHS2 R, A—hY R ANIZEITEH80FKBID 20~30%LL T T, SRNS #5|EFE297[23], [RE
LIGDRAERZRTETELMREMEL, REBFOERICRLEFILTEY, RIEEEIEE4MEE
EHTHLEMTHH27], HAIEEATIE—RMICESLTWDEEFD, FIOEATIE—AZH
TIFEWEENHH[28-30], B—EIGEREDELRKEKELS SRNS TIE, AEMEILNE
ERMAFTEIIETUALNH A0, REMFIEEEZRILETAETHB31],

BE®

BERTIE, LEROMOERZE (BIZEEEEE) ZBRNML, RFEMERES A~/ SF— B
ZAEE, BRDEIMEARERAEILE, FEUFAEAY XD LELE) ZHERTHIEMNTTEE
THD. oI, FRY—D—ELT, RBEZEHE, MEORMELL, KREEKBELOREEITL—T
AV MNATRETH B[32, 33], LI=M>T, /NR SRNS E2ZHiLE=5, SEIHEICRELENIEN
HoNTWAE—BEERENDEERRKEED SRNS ANBAREICRIESNALEY, AL =1—1)
VHERICKISHAEFIBAIC, ERFREBERETSLOOBLERE, BREEHICEHLTLS
RITEEIRO>TERITARETH D, NI, BEEFREOREHIH#LVRECTIIFICEET
Hb,
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BIEFRELDI LIV
BRARKRFEUNMEEDIREBERE T HHEEZRE, SENERTF/ \RIVEN (THh5, ]
HEHONTWSTRTD SARNS DELEFEEORER S —IIU T 1AL, ThIFED
LIHBEGEFREICHTIRLEANMRENEVNT ITO—FTHR) EHETLGEGFIE
= 3 ITRRH)  ERRKRBFAENBFEDKRELZ TR T H5E(E, B—ELRFRMETISLEHE
BB L—KB, hIEEDHRE),

American College of Medical Genetics [34]DHARSA VK- T, RIESNEEFEED
TREMERETHLEHET D, EHZEERLT, REDMEEELTHKLLN (I L—F B,
hIEEDHRE),

FREND, BLUPBINEBELNFTRE, BELZORESRRT 1O OHBE
LT, BIENYL RV T BT LERET S (T L—F B, REEOHE).,

IETURERH

REDEFEEIR>TEGFREZITIELHET H[24, 35], ThIZlF, yoH——oTY
DUTIZEBFEEYE, HIVIHREEDOTREABVERDERNSEND ., BHDEE T/
FITRELGDIEENROMNSLENGES, HFISEGHERDEL LS TNIE, £TIV—LY
— DIV FERFIET /LI T ERFELTEELV EENTRALGEROHERICIE
AECEMAMBIABETHD86], Bizhoo ) TETHEITNE BEELZORKILER
HIFT RDBRZEBTELEULDELNAELN3T],

BEFEDODRY)—=2Y
ERERRIICBE MR EENRDONSEE, FERTHIEICEEHSLIERITLTLS
BEICE, BROHARFAUICLIzA>TEHEZE TS (THHEIE X iz, YNILI)Y
RIGRE, VAV I7zAVRIELRE) CEEHETH(UL—F C, PREEDOHE),

B BUFF %, C BUFF%, HBFE, HIV DREZHET D, () RTO—CEERFEDO ZRHUFERZFR
N B1=8, F£f=, (i) REINH, FHI)YXIITHREDHIZ, ChLORBRLEENAESETHR
TLTVBIELEBELT, RETHIEERETH(UL—F C, BLEE),

IEFURERR

EECLORBERELEAOURSEEELT, SRNS O RMFELLSBRE Oz
RTEHHETHE,

10
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Bl
SRNS I2B1T5E —RIR D FERE N HI &=
SRNS ¢(EZHan=EFm T, RAAS BEEED 7oA T EH#afER A E ZE (angiotensin
converting enzyme inhibitors : ACEi) £1= X7 oA TP 0 2B AR E Z (angiotensin
receptor blockers: ARB) ZFIA T 5 L& T H (K 2) (U L—F B, FIEEDHE),

RAAS HEHEBIREIC, RHRCTREBEDELEHER T HLEHETH(UL—FD, 5
L\*EX o

BRTEDHRY, WHRER S8 IZRBINTVWIRARDHAEZHIE I LEFHRETEH(IL—
K C, 33U \#3E),

ACE FHEZEA® ARB (X CKD R7— 4 OEFBIZITEELTHERAIRETHY, MERNMK
EEY, SUBEEE, 5HYYLME, HEOEM - THAHIIEEIZIE, IREFFHIBLA
WD, BEZFRIETRETHA (U L—F X, BULHEER),

BRETHoTHLERLLGUV =6, BRBITIEALY RAAS FEEZEE (S3IT1)JL1O ARB &) %
EHTHEEHRETH(UL—KRD, 33LELE),

RAAS FREEDEFHIEERZEITL-0IC, BEEHOXEFIEELTHIIZITONETH
B (JL—F X, 58UVERE),

IEFURERI

CKD FB&IZHLVT, RAAS [HEZE D ACE FHEEFT-IX ARB (&, RIKANEZETEHE, CKD
DHETEIHIL, EARERAD S S[38-42], ACE HEE(IHAEKREMT, KA 30%EEDR
ERERVHRENPFINSGO, BETESRY, RRSNTWIREXAEZHELTLHL
ZHEEES H[39], /MR SRNS TI, PDN LIS DBMELERE$I1Z, ACE FHEZEFT-IL ARB I
KBHBBETRELEERELI-LOMENHSH[43], LIzH>T, SRNS A HEE FI=EEEHNE/NMNETIE,
PDN BRtamM o RIFHIE 48R, Lo HFEREAR G ACE BAEFEET-IX ARB ZBtAL TH&
LYo LA, 51 CKD ASETLTLWSEECMERNMAENFEPLTLSEE T, ACE BE
ZF/ARB [ERHMBEZDIVRIZEMSELHAREMNH D44, 45], SHBESORCEZSTH
FEEZRDIYRINEEST=, ACE [AEZEL ARB D P AT HEEI N [46], CKD THLEELY
WERB LN DERIEEIRT NETHD (R S8)[44], RAAS [REREDEFTHIEL #1151
OIZ, BEHOLMETHENRAIRTHB[47],

11
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INR SRNS [2H115 5% — RIRBEHHIRE
SRNS T, AL Za—U REE(L/ORR) U F=IEFE2I0) LR)EE—ZBIROGBE
MFEEEL, ZEAEEL- A TRHIAT AL HETDH(H 2) (JL—FK B, HIEED
*E?C o

SRNS DB FEFELT-F =T PDN AEFHEEL, 6 MARICHIETEHIEEHETDH(S
l/_p D, ESL\?E:I?‘C_;)O

eGFR < 30 mL/min/1.73 m?, AHEEE, bXUO/F-[FaVrA—/ILFABROEMEEEIC
&, AL Za—) U REEFRBFIIEIRTHELEHETH(UL—FR X, EHER),

SRNS N —BInRENEEHERAZESICENERINTWWSEETIE, AL Za—
EEZREL, PDNABEEZHIL T 5ILEHETH(JL—K B, HEEDHE),

AN Za—YRERAFIRATELGNGES L, BERANEHETERWMERICK, YAKRRT
7INERIREISRORE) B, RV IVORRT7INEERAEATOANDOHAZEH
TYH(JL—KRD, BULHEE),

R 4 ITRT LI, RENMFHREOBENGRMERICOVTEESLURKICRHSEHL
EHRTDH(TL—F X EBHERE),

EFo R LR

AL =a—)oREE

INR SRNS I2H 175 FE—BIRBEATHSHIL 21— HEEDFERIE, T5tR[48], &A
#&[49, 501, AFIILTLR=VOUBEIRES[51], 237 /—ILEEET T F L (mycophenolate
mofetil: MMF) &T 5 A2V L D A52], #4901 Lu X (tacrolimus: TAC) [63, 54], LU0

AR (cyclosporine : CsA) £1=1F40 0 LR ELHORR T 73R EARE 555, 56], DLVT
nmeEHaRR) U DENMEELLE LT 8 DD RCT Tilfich, [T BRF- I EREL
T—A’ﬂl]@iﬂﬂ?b‘ﬁﬂﬂﬂéht(’@E?E S2), T5tR, AR AFILTLEZY OURHIRIRE L
BG5S, VAR VISR EBERBFMATRIC F£l1$7a<1§fru‘—$wm(~75% vs 22%) %R
L,T:('bett 3.50 [95%CI 1.04~9.57])[14], #oAY LRELHVORR) U ELE LGS, &R
([ZE %A o1z (IJRILE 1.05[95%C10.87-1.25]1)[14, 53, 54], U ORR U FE=(F2o0O) LR
F0RRIT7INBREHIRIEELVBMRNTH>7-(78% vs 40% ;) XUt 1.98 [95% CI
1.25-3.13])[55, 56], ST/ —ILEEETIFILET XU AR U DHBELLELT, ¥oaXKRY
CDENEILRFETH>=(46% vs 33% ;') AL 1.38 [95% CI 0.9-2.10]) [52], B fF#f 45
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LTI, 290 LAREZSAT7/—ILEEETIIFILELLEL TERYSI R TH 1= (90% vs 45%;!)
AL 2.01 [95%CI 1.32-3.071)[57], YV BRKRYUET 51K, FAE, FEAFILTLEZY
A ELBLI-5E, REBBREZRETHIEERICEL G oA, REIBHERBOFEEHT
JER(ZD7EM o748, 51, 58], ALY =a—) U HEE LS VORI T 7IN Rk S LLLEL
=5mE, YVRRATI7IRTIREELREMERAMSEMLA, BEMBSEFEIEETISONT
E(FEho1[55], VBRKR) Y, 2T/ —ILEEEIIFILET I H AU OHA, 4701 L
RELEB LI5S, RUBBRDER, F1=(X eGFRD 50%E TIZ DL TEIFLEMo1=[52, 53,
55, 571,

BEMENHL-0, eGFR BMETLTLSEE, 2HEBEREE, 8L/ F-EIVA—ILFE
DEMEERETIE, AL =a—)UATRICLSABRISHRESNGL, LAL, CKD TH-TH
HICKEBEEBROBIRNENEVEETE, AL Za—) U EEENEAREHREL, RUBE
BREQRESLDHAREENHSH[59].

AN =a— ) HEET 6 NAURNICOELELT R EME RS SRNS (&, AL =a—
DUBREEERMEEALGEIN, T, WL Za—)UBREREIEREENELLIEREHAL,
RiE 12 N ABOBREETOTH, ARICRIELEVEEILZSHIT LTSNS (LESE),
REINHIZRELEDIENHMONTWSE—EIREREDEGERHE LS SRNS THAHZEAHE
RBIn, UENCRENGICRELEN>T-I5EE, RENGHZFLETRETHDL, CNEDHT
JY—DEHIZE, REMEHZPIELE-EE, CKD DEITIZEYEBRTELLLETRAASHEE
REMTTHILEHETIH(E2),

FILEILELBEERIRIRIE

PDN/FS5RELLEBLI=HE, Y IORRTI7IREREERDEGRIRICEFROEM21=(VRY
tt 1.06 [95%CI 0.61-1.871)[60, 611, £{ATlE, PDN B D 35%[ZxL T YARRAI7IRETIE
36%N/NEMNFELERICES1-[60], VVARRI7IRERHBRE IR OK/EINTNIESE
TLRBDERR(FRLEFIEK 50%) NERHONT=[14, 62-64], LNONDBERME TIRES
Nz oRRRI7IRICHTERIGIE, ATAAMREZERTO—CEEELE SRNS D, HEHIEE
DA —N—59TERLTLDMELNIZLNGS, 66], BIZFREMN—RMIZITHhN TS o1z
2000~2010 FLRIOMETIE, B—EREBEDOEGHEAZLLIRTO—EEREOREEE
DINEMNEFENTL 20, VORI IT7IFOREENENI-AIEEENH D, BEREMRS
NFIRETHE, BMREATLOICOIARRAT7IREHATHEVD, RIEALLBWNSEEIEFIE
FTRETH S, VAT LT )UIF RCT TEHESN TLVELV =80, ERICDOLTOHLRITALY,

hiLoZa—) RBEDOEZRSEE, E=4—
2HORR) U DFIRAE(L 3~5 mg/kg/B (B X 250 mg/B)% 1 B 2 AZAKZKETHL
FHETH(JL—F B, [LVEE),

13
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BT LEESMETARSNI-RRICEDE, EMHPDFSTEM 80~120 ng/mL E755
FIIT, HakEL 1 BERTYIVRRARYVORAEZHIET 5L HETH(JL—FKB, 58
LSRR,

290 LADBIEAZIE01~02mg/kg/BH (T K 5mg/B)Z 1 B2 BFAOKRETHE%F
HRTDH(JL—FB, 38LVER),

FSOMEM 4~8 ng/mL 2B E3(2290) LAADRAEXEIET HILEHET S, £, 4
e 3 BREIRTHET A EA#HETH(UL—K B, BLHE),

SYRRRY /IR LADMSIENBREISETHET, DalEtE 1 |, £0&KIF 1
~3 MNAZELIZ, RRR)/EB LAADM IES LUR L/ \TA—2LLTHEY
L7 FUEZEZR—FHEEHETH(JL—FD, BULHEE) (R 2),

eGFR A% 30 mL/min/1.73 m? L FIZIETFLE=BE, DL Za—) U REEDFBEHSLNE
RiEZ#RET S5 (U L—F X, 38LVER),

IEFURERH

BRA 2 BEfE#& (C2) DL YARKR) U E=A—IE, RPEEICIFBEELZTHTL/-HODE—4
A LRAUETHAHH[67], SRNS @ C2 BEMPREIFEHIINTELY, HEMICERYT
BOICIFEAMTIILED, RDYIZ, 3o T LEENEICKSISTEOEMBIELHESN
%, CNLDBIEEE, DRMERAINTO-REFAEELYLBIEEIELES, RCT TH
HEINF=LUORR) ol iRE OB T KRECELSH[48, 49, 52, 53, 56, 58], RIADHAETIL,
5~6 mg/ke/ BDWEABBAET, ELVHYARRY 2 MAREE (80~150 ng/mL DLST{E) %
ERALTLS[53-55, 57], &L\ YARKRY NS TEDOADNNRILEGEEIMELNGLD, 12&
AZDYPARRIYD DS IEMECTLRAMAGBSHEEEET SR RN H D=0, VDR KR
Yo DS IEBE% 80~120ng/mL &L, RE/NRFA—RELTIEIL 7 FUELEHE TR
BT HILEHRT D, /ARKR) U DERAE(C2 1|E> 600 ng/mL) (&, $IZ/NRRTAARKTE
MR T7O0—EfEEEE T ACE [HEZ/ARB LAHALIZIGEE, L VRRRYVBEEDURINELL
BHIENRENTLVA[68], MARENTEEIKREEIC méirliﬂL FDEIZ1~3NATEIZE
ZH—YFRETHD,

AN =a—) U EERDERIRM
AN Za—UBRERICHT HIRISEHIES 5102, RIETEH 6 NADBRIMERE
THEEHETH(JL—K B, BULEE),

14
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6 MNADKRTHAERICESGNOIGRIE AL Za—) U AEREPILTRETH
%(JL—kB, PEEEDH#LE),

TEBRICESBEICK BREHFII-OIWEGREREFTTHILLZ2— U
ERZREITNETHD. Tz, CNhoDBETEIBEESHEDIRIZERT DD 12~24
MARICHLNS Za—)UBERDHILZRETHEEHMETH(TL—F C, BLIHE),
oD EBEETE, BEMERDRICHZA D OEMREMFI A-HITZ07/—)LEEETT
FIANDEEERFHLTERN (TSR,

BABRICEHHRIE, ALV Za— U BEERZR—AETHE 12 HMARMKT S
LEWRETH(TL—RC, BULHEER),

IEFURERH

RO REINGCRELI-BEECRMERDOURINSH D10 (F 4 BHR), VIKELENE
BINBLNENMEAIE, 6 MARICHILYZ2—)UREEEZDIETRETHD, T2 BRICE
S>fzBEE 12~24 MARICHILS Za—) U HEEDOPIEFREITHEEHET L. BXEA
BIZOVWTHIBROABEIZSROIL,

SO7x/—IVBBEIIFIL
eGFR /Y 30 mL/min/1.73 m? k& T#H5 SRNS O/NE TRENNHERELEES, AL =
A—)UBEEEICEIBEMHDIRIZEELT, 27/ —IIVBEIIFILEFERTH L
EHRTDH(UL—KC, BULHEE),

INR SRNS [2BEWT, AL Za—)UREEKRSRICERZL, BRBICRTOANNRERZHEE
o158 EIZIE, BREZ#ETA-OICZIa7/—ILBEIIFILOEREZRNTIIEE
#eETBH (U L—K C, FBLVERE),

AW Za—UREETHEKEL 12 B2 E#EZHFLIZ- SRNS (X, AL =a1—1)
VHEEEBGETSOTIEEL, REBOGRENFIEELTIOT/—ILBEIZFILADE
BERETTHEEMETSH(TL—K C, L),

IETURERH
eGFR A% 30 mL/min/1.73 m? k% T#5 SRNS D/NRTHRENFHIZEERTIBEE, HLi=
A—)UEBEENOEEMEE TS0, 37/ —IVBEIIFIILEFERTEIIENTED, &
HORRYVDEREF, ST/ —ILEBEIIFILETI AR UOHBAELELT, Bt

15
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(7% >7=(45% vs 33%)[52], SRNS D/NRT, WL =a— ) URERKRSRICERIZEY,
ZTORODBENRATOANRRZETHBE, RATOMRRZHOBRICHETH5I07/—)L
BAEDTFILEFH@L /- RCT [22, 69, 70]ICEDINT, %Zﬁ#%ﬁ?#@f:&)k::l?:/—)bﬁ*&%?:?
LEFEALTHEEWD AL Za— U EEELUNOREIHFEICUVEZSERE, REAMAG
AN Za—UBRBREDENEETE-OTHS, /MR SRNS [ZEWT, EHMLGEYE=S
—ZTVVENSEY 1.7 EOHLSZa—UEERAEEZ{To%, JAI—ILTHILY =2
—)UBREENSZIOT/—LBEIIFILADEREToECH, HERIIBIFTHo[711,
LAL, 290 LRTERLEZEETIE, 490U LRMNSIOTI/—LBEEIIFILAEET D
& BRHEFEMNRNBILTHIEN RTC TRENI[57], ATAARRZURTIO—EREEHET
DIERZFEFEZ, SRNS BETIHII/—ILBEIFIILORBAEZE 1200 mg/m?/BEL, =
07z /—I)LEEIREEE (AUC) > 50 pgxh/mLZBEICABRET=4—%TOILEHET B[22],

BERBROER
2407y 7RIZJRRTFBED eGFR ETOEARDIEMAH-I=1HE, AL =a—1)Y
BEEECLIBEMEZTMIT S5-I, BERODBREZBRATHIIEEHETSH(UL—F C,
5LVHERR)

AN —a—)UBRBEICRIB QELUL)BESNTWSEEY, AL Za—) HEE
BEFZBEHLTC2EEDREEZZTTVSIEEL, BERERATHILEHRETLH(UL—
K C, 5L V#EE),

EFo R LR
[REFREAD eGFRIETH-[EIERREMIE, AW Za— U RERORIAREZZITT
WHEETI, REOETEEEFEHEICLILDOTHIAREELDH D, BEMIX, HFE
MBCOBAREFIE, FEMERL, BOMRRAER, SAKAEEBRRE, (FIKD)M
BB LUVUREEZEBOFECEMTON, FLEFEMBCTOIFMIVN)TEREDHFE
TEM TN B[72],

SILaa)lFaCsRn6tH
AN =Za—UHERELE RAAS HEEZGAL, L—FUTOREI(6 MALIL)PDN j&
BEHELGWN (T L—KC, hiEEDIHE),

HLo=a—) U BERREH O PDN U T O&LSIHIHT BT LEHRT D, 40 mg/m’ R
BHIxE% 4 58/, 30 mg/m’fRB 5% 4 B, 20 mg/m?fRaBRE% 4 8RR, 10 mg/m? @
Bi%5% 8 @M, ZOHFILTS(TL—FD, BLER).
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IEFURERH

TURZYUIELKDOHM D RCT THARLLTHEASA TLVS[52, 53, 55, 56], PDN D A= & Hf
FIlE, 1 mg/ke/ BDRBBRNRE 6 MARITERETHLDMND5, 03 mg/kg/B% 6 MARKRST
L DETHA TH>T=, SRNS IZHELVT, PDN RARICKHREIBABRBNARTHLD, £, X
TAAREEESIERITMNIOVTDIETURIEEW, LIzA2T, LEEDOLIAVEFERALT
PDN ZERFSHIICBET LT (73, 741, PDN (&, HIZJ LI Fa(REREETD
BETIE, KYBHICHIELTEEWL LML, ChIZHILSZa— ) UREETREEERICE-
F=RICATOAREKEFEMEELRT2, —880D) SRNS [ZIEHTIEFESLRL, COLSHEEFEICIE, KR
[ZIECTIEFAE PDN OFEHNARICKZEIMAEEIT,

THAURSAoT7TA—F
BIEHEE, EIEEEARETIEIARUOSRNS T, ALY Za— U EERTOE LR, EfE
[CELIEM-=BAEICIE, SRNS [T T HHRNEAFEINSFLL VAR EZFTE I SRR
BADESMEKETRETHSH(JL—FEL),

ERREBRAFIATELGLMGEIL, YYFIITDFERAEREFELTLENN (I L—F C, BUL

&),

CD19 #ifa%Z 5/ u L LLTFEIF 1%L TITY 5101, JYFLIT% 1 BIAE 375 mg/m’
T2REABERETHEEHETHRE, 2BRLUAIC 1 ~2EEAFERSE5T5H) (JL—kC,
FULHELR),

18, B EBETH, JC VMIILRBREELHIZEE L, JYFIITEREL TGRSR, ERER
RIICERLAHY, B TRITL TV RIEEICIE, M5 X RRE, SROEBEREF ZOK
BRE, FEENLFELTOAIESICILILE HBs HREE, JC 1L RRLEERIET DR
FERDBH DG BICIEHEREICKIRI)—= T ETOTHLYYF I ITEFIRTRET
BB (T L—FK X, BaUL#EE),

JYXIITESBEEFVYFOITRMEDBETIE, A 77T OERLMER M,
RERE, BE77IL—VRAGEDMBFLREERAL TIEN(TL—F C, BULMESR),

IEFURERH

HEMETIE, ZHIMME SRNS ITxFTHLRFa1—ARELTUYFIIITZREINT-ESE
D 0%FEETELEBMNEOLNT=[75-85], LML, VYF I T EMERIB{OREREETS
$AREITOLa—)LELEBLTENIZLD TIEEMo12[85], (EFEALE D ZHIMME SRNS DHE
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[ZHULVT, CD19 Mlfa%EkE 5/ L L AT, FEU2/BRED 1% U TICHADSE 52012, 1 BA
2 375 mg/m’ DUYIYFIIITANRRE RGN, BEL 2 BELAOD 1~2 BORFHEZSTHL
THo1=. MR ERFITLBERICESBEETE, BHPROERRE B #ilaizE=4—L,
B il M EE&RICEB RN KIZIZIEML =155 (CD19 #RRED 5/ 1L, T[T/ \BRED 1%
LE)IZIK, 2 EED)YXRSITEELITINETH D VIXIITOERICIE, B BT, #
¥, JC VA INABEREENEEND, AN EXY Y —ILDFHIRELFERHICECI-FRHEEDSE
THHERIND (HMEAEFHRSLFHIER IO IVESR), JYF I TRERICIE
G [EEZE=—A4—F RETHY, 30%NDEETIEIELL D86, 87,

WO DNMRIBINEDOBRIZEWNT, VYFIITERMEFE () YF I IT R D IE
fil, BEUVYFIITABEEZITTUOENEED, CD20 MZHIRT IREETHDIAI7Y
LYTTREBEMLI-CENRESNTIVSD[88-90], 77 VLRI, 2 DDMETIIVWEAE
300 mg/1.73 m?(FX 300 mg), FMD# 2000 mg/1.73 m?(FxK 2000 mg) %38 5 [R5 Eh[89,
90], EF1= 1 DDEFIFRE Tl 750 mg/1.73 m? THRE SN TLVS[88],

ZEIMtE SRNS BEITIE, HRALGEEZMELUVARNEENKBRMISEAIN TS, M3
FEEE, MERMER, RERSE, BE77zL—2R[91-93], B7-1 [BEZET7/\ 27 ~94-96],
BLUOBOASTVM—RICLDBEEZTEFIFRE[97-99], F=F/NMRELGr—X1)—Xdh

DLEBIT, MR EREIETLERICE>IERESN TS, CNODBRE, BSLUZTDHM
DFRAEEERBIIEERDZBADEZDOSMMNBRBEIN TS (BEETHOMEIL,
LITRIZYRR 7Y TENTULVS : https://kidneyhealthgateway.com/trials—research/) o

B E 1+ SR B MHEIR D IE
ELEHRBIMFNETOINENERET SO, DR YA AF—EIEZFDRI)—
ZUUERTICEEMBETH(UL—R X, EIMEE),

BIEES RO/ FEEHIME SRNS TERERHABTEADETIRINENILITDONT,
BEBIUEBRICHI IV TETICEEHETH(TL—F X, BOEE),

BROLBVRBMFFEER L, RAAS BEEOTOMOXBHIEEET REMHLL
DEBERET HLERETH(TL—F X, BOEE),

BLHERAGVEETHE, BRABRNMTHON TOSHHAREEERKELTIREATS
CEEHMETH(TL—FX Eﬁb\?ﬁx )o

BInMERTEEDN, RENHICIYBDBERFLEITERBRICESLGEE, UTOIE
EHRT D,
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AREITHRREMEFHOTWSIDONEHERT S0, BGFERZBERIAIANESTHLH (U
l/_p A, gﬁb\*ﬁ%—é}) o

REINFREEZRTTINPILTIHADREL, BEICIVEAFINSFE FERDRE
M, RBEEVRIDET), BEMGIRY CEREEDEE, BEE), SEUEBREIC
DWVTDAI BT ERETORITIEESNEHIRETH S (JL—K A, BHEE),

EFo R LR

ABRERICIEIRKPABTRAE~O2RGETEEELTLS[11, 100, 101], i&{=1E SRNS T,
HEAH TREEERF (27~3.0%) F-[EEBD EF (108~16%) [CELHEEMNENENHES
nTLA[9, 11, 101, 102], &R SRNS (&, BEMERNGOVEEBICHRTRATTRE~E

T EHEENEC(T1~T4% vs 4~29%), BEGFHARBO P REHLFELV(45~48 N A vs 58~
205 M A) TEATRENTLVA[11, 100-102], FRIBEFIBD/NFUREEZSE, B—ERER
DEEHKELD SRNS T, BERIGHENGZEVNZO, RENHZRILETIEEHETD,
COQ BRIZRIEDHDHEETIEL, COQI0 DHFERETL THLLN103-105], ZHITEDEE
TIERBRAARICRIST HHEEINELO, ABEOBHEMNMEVATEEYE, BLWAREICKLE
HOAEEEIC DOV, BESIUVERICERND )T ETo-RITREZRET (89, 91,
106-108],

SEREREFETEO-HDEBMNNE
B9
/INR SRNS (fi B % S11) Tl, BEIGIENENMER(THILEHRETSH(UL—F C, FHLHE

K)o

ARETHNIEIRBLINCEESLUREIC, BULGERERRELIVEITIRERES RS
[COVWTEHRIEEEZIRETHSH(JL—FD, BLEE),

ID

K5
SRNS Tl&, L—F L DKADHIBREHELLZLN (U L—F C, FHLIVHESE),

FRE, KANFUR, MEFMNIDLEEEEL, N\SURDENT-KPEREFHRETLIL
_l“ C, EEL\*EK c
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FIREE
EE@;?HEE%?%)%%—GIJ:, )b_j*uﬁ§ (7]]-‘25[:?;8) (:J:éjﬁﬁ%*ﬁg‘f?é:&@?ﬁ
B9 5, WALZEOBETIE, ANSYY, FATFARRRRE, Er-3hU ARFHHE
FIREEOEMBEEILTELEWNI L—K C, hIEEDHE),

MRESLIVREBEZTDIRILAH A=, EMMEEITHEERM (capillary refill time) M
ER, $8k, MEET, ZREEONEANRERLVOBIRNHDLEFIZIE, FIREEZER
B RETIERN(TL—F X, 5RUESR),

FILIIUERE
HAMZEOLDER-BWKETE, £258FE, HHFR SLU FLITEEEORBROES
B, E-EBRIMS A (MERNNREFRVICEEZZR)EETIEEICIE ERFILTIY
DEEEHRETL(JL—KC, hRREDHE),

20~25% M T ILTZL 05~1g/kg & 4~8 BFEIM (T TREFIRIZEL, BEDRFELULF
TR THICTOEIR (1~2 mg/kg ZRREBIRIRE) 20T A5 #HETH(UL—F C,
5LVHERR)

FILVIIUEEEZITTOA/NRIE, SHIFMESDAE 30 2T ETHIEL, MERDK
DBEETRET HERNBENZEE, BREREEZRDEINHILETEINETHLH(JL—F
X, SRULMERR)

E AL 1)
SRNS T, 2V N\IVEREDEEZHETHIET U RER+7THS(JL—FEL),

IEFURERH

RO7AO—ECEEEICBSIT2EEDFIEX, MERABRER L (“underfilled patient”) £1=[EBE
BEE| (“overfilled patient”) DULNT NAIZREEEL TULNDATREENHB[109], LI=H > T, FEDFE
ELMERNBTEDKREICIELT, INTORREARIT IVDENH D, RAFM) I LREF(FH
1)y LBE#ZE[FeNa] < 0.2%) Di5E, RENEWRHGE (EHLERFTEHFBEOER), 5k, K
[, ZRAMERNBERDDERKRIERELD, MBHIC, BMES KUY FeNad> 0.2%(E, BEH@
F|% R B[110-112],

B9
“underfilled” B & U “overfilled" iR EEIC &S L, BFHRMERTO—EEEEICE TS ZFERKIL, 18
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PREEE LU/ FEED OBV LBEELTNSEEZ LN TIVD[109], LE=A 2T, /MNEFR
JO0—EERBETIEFM Y LEREL 2 mEa/ke/ B (K 35 mg/ke/ B) DEABTBEEHIRAHELE
SNTE[110, 113, 114], LAL, COKIEERANGEFT R0 LHIRIT/NETIEIEITHELLS £
DEBTEFLEINGLNELNGN, LI=A2T, LIRERDDDTIEEL, FEDEEICES
CTBEDEMEREZE#ITAILEHETHFHRRK S11). CICIEEE, XELICLSBREE
BIRBETHD,

K&

FTO—EHERBTIE, #HED 3 50 2 FTTKAEFHRT SN HRESNTER[11], L
ML, ChIEFEZHHELTLSICEMDDLT, TTICOHENTENBIOLTLEIEE
(“underfilled patients”) %, FEIEMEDREIRMMEZFD D) RVIZEH T AIEEEMNH D, LIzH - T,
SRNS TIEIL—F U TOKDFIREHRELLL, ZORDYIZ, [RE, KH/N\SUX, IFEFRY
L (MFFR) D LAMELMEE IR RBREIZ RET D) EERBICANT, INTURDENTKS
EmMEHRET D, BEIE OEDBEEEMIELIEFTDEVRBREZRITEIRNETHD FHER
S11),

FIpRZE
INRRDOO—EEEFHDOMERNBT=ENM (“overfilled patient”) Z {5 FEAEFIBIZ X I 5 FIREE
BETOREIX, RE2THRENTHSAHL[113], —ATHREICLIBEEBHUTAREIL,

“underfilled patients” DIFE(ZIE, MENBREFELD, SUHEEE, SLUMBEDIRIEEDS
[115], L1=A'>T, LR DEEKREEICEDVWTHERABRERVN BN ESN-BEIZDOH, BIE

FREICHLARE (OL—TRRENMFELW) [CEDABERIITIILEHET S, ANV,
YATHAR, FELREF NI LFYRILBAFEEDOTIOSAR, BLUTILFRTOVER
EDOREQ/SUREETH) D LRFERRELOGRAEEE, L —TFIREREMELELT
FIRVERZIERT HIENTES20, HAMZFBOBRETIEIEZEETRETHA[116], LHL,
EEOEA)YLME, SHUDLNE, BRMLAEDREY, BEIUTILHO—XEE# TS
DIZ, BEZIEFEEITHINENHB[117-120], 7O0CIFIZEAERAEL (1, 6 BRRE),
BONAFATARASE) TA—IZKERESDELH D126 (10~100%), FIRRENELMEEI(Z
(&, V7aded 1 B2 BBAKRETHH, BHIRESTILENHD[121, 122],

TILITEUERE

W—TRREEHAEDLELTILIIVREE, EEQHAMTFEERE, 552 underfilled
patients” ICEWVTIX, BEEREEFLUBMITHENRET S EICKYFIREZEMSES
[123-125], LALGEDS, CALDEFET—@EMEICLAMEREI126], HFICRRICESINTZEE,
“overfilled patients”DIHFE, FEIVZRDIGEIZIE[126], FLILF—KRIE[127], HFEAR L, 5o
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mELFEDEREN DS, LI=A>T, BEEOMERNBTEDRES LIV REDEELFHEA
WATHA[110], 20~25%7 LTIV, RRIZREE 1 g/kg ZDEDL 4 BREMNTTIRETHD
NRELEEZONTIND[128], EEDZFELDER-MIKETE, £5FE, HHFZFE), EEY
DBRIEERLD, FLEBAMEEHOBETIE, 7ILIIVRE5EGHRTHILEHRT D,
TIWITIUEREDGRFE LV F(ERTHIZIOEIREGHRAT L, FREAL BRSNS,

AR ;)

B7IIIVMEEL, MRESLIUVEEBEEZTDIRIEZEL, SRNS [ZHEFHLLDOHDEH
FELRBEL TULSAN115], OV NYEREOEMMNMETIILIIUE, FIEEEDEGRIRE
WETHENSIETURITAL129],

AFEEICET O HE
/MR SRNS TIE, BAFBLBRIGREEYR—IL, BEDREANE CKD RT—CIH
BBIEDYR—NEHET D BEEIERDILEHET D (JL—F C, dEEDHLE),

EFo R LR

SRNS ([FiLMEKRRBMI0]E LV EDEEEZ[131, 132]JDVRIHNEL, LA >T, EHH
BEKFEESEITICE, BUHE BF4/\0, FLEEPOEREEZLIE, BLU—BERLR
BROBEMLGREBEMETOICLLHRET L, RELTDREDLLE, +ALRIRILEF—ERET
V185 (EEESER) OV OBREIEREZERIT, FELOER EROBVWFELIIERER &
KU CKD DARAT—UICEDLEREBIRBEZITOINETHA[133, 134], &g HERH MIE
MTIIES, FREEMEERALEREREBEERRDIEMNMFELOGER R S11), HiE, AER
&, MIBGRIE BBTHRAR 100%RIIESNDIES, BHEIVOEFENFEICEV-HTHD
[134],

FIO—FEEHOEHELRDEERADE=S2—LER

Aﬁﬂx‘ﬁo)%:’i'—
BAERTO—EERBEOAFECEDEER (KR 4SB)DE_4—%HRETLH(JL—F
B, MIREDHE),

IETURERH

REBEDAHELLTIE, BEE, BHV /O dE SHEME, SmE, BRIZHEE
ETE, #ARMIERLE, E4IV D RZIE AEEE, BE *EBTR, SMHEBEE, CKD 4
ENH D BFIDOBEMGEERZR4ITRL, BR/MATHERAT LSOO EFFMIIBEE D/
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TA—FEFHER SIITRT,

NA—FhLER

BH =T OT)omiE—RETOTY T
Mm% eG EMNEL, M OBESLV/FEEEERPEAHIBEICIE, RESFOT I ER
ERETAHIELEHRETH(UL—RD, BLHER),

EFo R LR
Mm% IgG EAETLI-BEA, L—FU T IgG BREITOIEIZERIHIERELTIE, ()
HFER DRICKR,NLEET S, (b) TROGLEI/ATIYUHAIZERTSA TS IgG (&, MM
FEDRRELGDEEME (TR OERE, EHEKE, JILRMR) (I 5 A@AMEL135], (c)
ARMDELY, BEDBIFOND, LIzH>T, BRERBLW/ FEEERLELZETHEEICE,
“REEA T AT MEEE T HMDEFERIRIC, TR G HFTERTTEHILEH
9 51361,

REEOFHRE
INR SRNS TlE, L—FUTONEED FHIRGEHRELLZLN (U L—F C, FHLIVHEEE),

PYXTTREEZZITEEEICIE B #HlAOEEESLAENHZEDOHABERIZGCT,
3~6 NARAMEX Y —ILICKAMBEDFTHIRSEEHRETH(JL—F C, 5L \EERE),

IEFURERH

70— EEIRFEETED 60%IXBEITERT 51D THAHMN[137], /MR SRNS [ZHLTH
BEOFHIREEHETIIETURITAL138-142], BEEAED 30~50% (At 26 3R B B
£5HDT, BYFTILEMRE (XITKBER)ICEDLDTHA[2, 114, 137, 143-146], fifik
HKEMEREXAE 1 @FHT 50121, 110 ADFELLE 1| ERAERTIDENHILHTE
SINTWVB[147], Za—FLRFRAARF AL DR D TENT N EEEZDE, UYF
URTEEEZITTLWSERICIK, B HEAOEEESLHALTWSREIMHZECELT, 3~6
MABONJEXR YV —ILERETEHIEEHET H75], AN EXF YV —ILOFIHIESIE, 3
MR (DECELER 4B BEUMNRIZIE, 1 B 1 EOERERE, X 12BRS&Z2BEIZH
(+THE 3 [E(3 BE#HEILRA), 5~10 mg TMP/kg/BZE =1L 150 mg TMP/m?/ B (K TMP
= 320mg/B) ARSI TLVS[148], BEFEHOXEO/REE(E, 1 H80~160mgD TMPZ 1 H
18, F7z(X 160 mg D TMP %38 3 B T#HH[149], eGFR < 30 mL/m?*/min MQIFEIAN)EXHY
—IILORAEIL 50%FEENVETHY, eGFR < 15 mL/m*/min DB AIZIFANJEFHI—ILD
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FERIFHEREINGN, COXIPIGEICE, FHHMIZIT7Y —IESNE=AVEIDUERRT D
CELBIRFRELTEZONDD, TOEMECONTIE+ALIETUANFONTLVELY,

PRy
RIERFIC TP IR OIKNEHEL, FICARER RKRE, BEXRE 1oLy
B) &, AIRETHNITKE -FRAZ VMNILAZEDT, IRTOFHEEZEFLECETS
HHIEEMETH(TL—F A RUELE),

FEEAVINIVYDOFUEBEEETHILEHETDH(UL—FA BUNHE

REMGEHREDEEADRFILTIFUOELIVEDIFODEESICOVNTIE, EEDTH
FARTEHARSAVICRSIEEHRTH (U L—F A, 5BULVHEER),

AN =Za—UEEE a7z /—I)LEEEITFIL, PONEZEOHRENHIZELZERRALT
V5 SRNS MEFEICIEX, £VIVFUERETRETIEHWN (T L—R X, BBUHER),

KEDERT I
RIZMOEWVNEE (T0bhb, KETIFUEEBLTULGL, FEKEICHTLREN
T+ RERETKEICBRELI-EE) ICIE, KE-FREZRES DT (varicella—zoster
immunoglobulin: VZIG) DX 54T H (T L—K A, J&ULVHEE),

KE-BRABSEESIOTYUAAFTELRNMES L BEE 7~10 BUARO 720
ROBKS (10 mg/ke, THAE, 7 AR EHRETH(TL—F C, hIEEDHLE).

KEISHTIRENGVNEEL, BERAMOREMFIRZRRL TOGOERIIC, KED
DFUEREETHIEEHETH(UL—F A RUHEE),

ETU R LR

/MR OSRNS [2HEWNT, KEREFIEGEEN T ARIELNH D, KEEMEZEMS (Food and
Drug Administration: FDA) [&, BEZMEDHWEE, IHHEDIF U EEBLTELT, KEDEE
FELNGOBEOKEEREERT 5012, KE-HREZREZEI QT EE&KBLI=[150], K
fE-HRETREI DTV, TEEHETERLS FF% 10 BLURICEETRETHSH[151-154],
BREHNDE, [FEAEDETRKE -FRAEBREITOTIODAFEESZ TGN, RENIE
H1Z 52 AD/NREMRELE 2 DOMREMEL, ALFIARXTASRERSSN TV S EERA
DR 8 NERRLELIZARTIE, BER 7~10 BURNIZFTIYAELIREEREL, 7 BRE#
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g oL KEDIVRINBLTHIENRERINTIVS[155-157], BFEL REINHRERAL
TWEWMESIE, KEICHTIREDLTVEEZELELIVEDREN, KETIFUEEETANET
Hdo

425 D F B
BEHEZTEHETEAL, ARSHLHIN D —HHMELEMENHLHIZEERE, FILFHIRS
AVEBELLGWIEZETH(JL—R X, EMHELE),

/MR OSRNS Tld, MREDBEERDLYRILLZITFNIE, IL—FoOFHMLEERETH#
BIBIZIE+HLBIETUANGNT L—KREEL),

IR EROBEENHZBEIZE, STV EHEOBEREI 5P Hi
HREREETL, BMOBRET (hOBIRKS 2 BE, BUOEEENRIERE, A
REMSAMKRE, BREFEBKEDURY) EHT IBECILARERHTHoLEH
/Y H(TL—F C, BOHE),

FILEIRS MY, BENGRIO—FELRIILOEAR, BLUNBEMEROREELNH D
LEEBD, BMDEBEREFHNHS SRNS TlE, MMEDAY)—=2 0% HRBTEH(R2)(J
l/_p C, SEL\%:;‘Z‘)O

EFo R LR

INRRDO—CEEBRICEITAMBEEREANRIDRERT 3% LHESN TS ([158-
160]IZFEHONTINDG) , BREFICIE, FREEEDREITE, BANLGMSERRA, BRPEAE
[161], BLVRLEIRS A HEEDBENH D, SRNS D/NRLB(C, HEDZERE (XK 2 I
RE)FVHRERICER I RNETH D, NA(VRI (MEEARUEDOERE, FEBM0ERE
HmRERE) DEBRETE, FUEBRS2 Y BIZIETRTAY C, TATAV S, FUFRAVEY)
DEEHIRIE, HLUTOROUEY (factor I G20210A) &5 V EFEIEF (factor V G1691A) [
BITEZ—BEZRDORY)—=U %7V, BURERD -0 #7525 #RT 5, Tz,
M) XU DE L SRNS D EF(Z(E, BEAMICIHES FANUUICESFHMERREEE, &
HMIZIXEZIY K EREICKDFHMMARERREZRET T HILEHET 5H([158],

BiEMECERERED AR
ZEIMERT7O—EEERBEAFGEL, ZEF LDL LA TO—/LEAEZEMIZEL O 130
mg/dL;> 3.4 mmol/L) /NRIZH LTI, E&RICIGCIBER TEREAZRITTHILEHET
5(JL—KC, BUL#RE),
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IEFURERH

RMICH-2aE0iE/EEEEEE, FHEERTIO—CERELZELLSE, DOEKRED
BIREFEEHD, NRICETAMBEREEAEDIES ELET —RIEZ LUN162-166], /)

RATO—EEERERNRELE-FEMBRAETIE, RIFUEEFTEBOEEREHFATIILIC
&Y, LDL B&LUHAL R TFO—)LED 30~40%iF T B EATENT=A, /MR SRNS 345
ELT- RCT TIHEBELANILOBELGER A ERENGEMN-1=[167-169], EEEEEICEEL =D
MEZRDBEENSINEEFEZDHE, LDLALATO—)LEHNEEEAIZ 130 mg/dL (3.4 mmol/L)
ZHZ5/NR SRNS TIX, BENZEE, SR EEDRLEL, REEELGEDEEFBEBOEEREEZMHA
SRL. BEETEREFIRET H[166], R VO—EEIEET, BRERTHEALHIRIFUOER
EHRTHIETURITAL, ZRERF LDL OL R TA—/LIEAFEHEERIIZ 160 me/dL (4.1 mmol/L)
A 5HE[140, 170], FEIEDMEDIYRVEAFIHLEZEIZIE, SSITREVER (O 130
mg/dL (3.4 mmol/L)) TRAFUZERETT HLEHET HEMRBLVSH[166],

AVOI L, RTRII L, EASY D DFEFE
AFMNEB LG/ EIETIVISUHIELIZAIL D D LEIZEDSWTEAIL D D LI TFE
THERIE, ALV LDEOREEHETH(TL—FC, BULHEE),

25-OH-E 5S> D fEAMELY (< 30 ng/mLFAIZ(E, ALALSTzO—LELET LT AL
VIIR—LDWMAEHRETSH(UL—F C, FIEEDIHELR),

FEIRMETT RO LMEDISHEICE, BOXT ROV LDEBREEHRTH(JL—F D,
EEL\*EK c

IETURERH
/INE SRNS TlE, EA3IY D #EAAV/\YEE 25-CERFOFXVEAIY D TR LE'/EL, EAS
Y D RZEZFRELTEAIILS Y LME, BIFKIREEETTERE, BLUBDRIKILEELZSIE
RITAIREMELHB[171], CNEDBETIEERSC D DHFRITBEMTHY[172-174], fhd CKD
BELRBRICHEREIND[175], WL =a—)UABEE, TROTVLWNAZSIFEITIETS
2V LMEEET AHEENH D, RTRIILDOROKRSICEY, EREETS R D LME
ZERATRETH D,

FREBERILEDDFETE

AR EETEDHESILARFOXL U (THZMIRTHLEHRETH(UL—F A, 5L
H#E),
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TIETFURERH

INR SRNS (26869 DR RIRMEEIE TIEL, Y/OX U BEEANRFICIEERT H2HT
H5[176, 177], LI=h'>T, BEEBRIFHRTSEE TIE, TSH SLU R T4 ELXEHMIC
EZA—FRETHAH(XK 2)[178, 179], TSH{EH 10 mU/L Z#BZ, 88k T4 NMELVNETIE, L
RFOFXS U (TA) ICKBAEEHRET H[180], TSH EAS 4.5~ 10 mU/L Tk T4 NIEELEE
BED/NRTIE, FRIRMEEEZEHAMICE=4—L_, AEDOEICEBEIHET 5[177, 180, 181],

BIEE CKD BEASHHEDA
SMmMECKL, £F-8M, REET7IRF— X, BIFRIRHERETTEIELE D CKD (CEAET S
BHHEICHRL, MITOHARSAVITHLVABREITICEEZHRET S (U L—F A BULHEER),

TIETFURERH

/NE SRNS (&, DIERBDVRIMNEFRIZEMT H[130, 132], ;ME OFEH-ENELD
FRAl 95 /A—t224)L) (&, fhd CKD D/MNRER, EERMELVNRTIEXMEEA 75 /8
— ALK, BEARIHD/NMNETIXMEES 50 /S—E 2 ILEKFBIZHRDLIITHET
RETHH[182, 183], ZDfthd CKD BIEDEHHE(L, MEDHAFSA VIR > THETARE
T 5133, 175, 184],

BEBTICHIT5 SRNS BRODEZM - TR -AR
BRI
VEADERRIE - THR A/ NS A—E M5, SRNS OBEHEEZFATEILIETELRNN I L
_F@L)o

IEFURERH

BRRICES-%, EOREFTENDOHBE IR UEEFTRENTHETHB53, 711, L=
A—)UAEEABENENTHO I-EEDZKT0%T, RIELI-6 NBFLIT12MNARIZESR
N#HoNT-, BERFELHILL 22— ) UBRERFFIOT/—ILBEEIFIVICE SR EIH
B|ix%, VoK 1 EUERTTHILEHET BH(6, 57], RBLEHIULETEALS, AL =a—)
UHEEE/ZOTI/—IVBEIIFIEHRTHLT, RPBEREHCILATESNBLNALL
[50],

BROGR
AN =a— U RERERPDER
£ 2 ISR EZL—RTDa—LISHEL, MEMIEEERALTALY Z2—VBEED
TRETSURAEE=4—FHILEHRTH(TL—F C, FREDHE),
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BREICESET, £EHRET 4 BE, PDN(60 mg/m*”/ B)ZEBHRNARL, BEERTEHRT
BHTEEHRETH(JL—FC, BLER),

AL Za—) U RERICHTEIRENLENES, SERIBHTHIEE, HAHWIIEFDEIE
BANHBIBEIZIE, HE SRNSOTOra—)LIZHSZEE#HETL(TEHURSAo7TO
—F1%S8R) (JL—KiL),

REINHBEMREROBRR
BRRICEDET, £-IERET 4 @R, PDN(60 mg/m*/ B)EEBARNRL, BFEIEEEHT
BIEFERET D, HAHWNE, BREFUAETEL-RENFEEZBERI I EFRETHIL
—K D, 3L VERR),

ERELUAICEEEMMAELNEWNGES, BRIBEHKTSEE, HHIVIIEZIOBERANH
BIEEIZIE, AT SRNS OTFORI—JLIZHSZEE#HETHTEAVRSAOT7TO—F)
#2M) (JL—F%HL),

IEFURERH

SRNS B LA TAARFDHRE]

LD DHRTIE, SRNS DB FEEFIC, BREEAT SH7=6HD PDN 2 mg/kg/BDAARZEITLY
[52, 53], PDN fREHMAIR~NZEE%, 6 N AT TEHBT 50185, 186]ZLDEIMEMN TSN TLY
5, BREEEOEMZEEITE, AFILTLRZYOVEHIKIS 5L A THo1=[71, 74, 1871, 4
EDEEIZENTHo=ES LN FA(RREFNEBHT LR Y TH S,

UNEE 20} -8 o)
BT EE
BREEZBEOEERGERZRSICTHEOIC, BEBEDBEHRENERELTLSEETIE,
BHERICREOHMEZ BT T HILEHRTH(UL—R A AR,

BRERICFESNIBRIRIIIONT, BREREEHE T HRICRKKRLEZELEVET
ICEEWRETH(TL—F A GBULMERE),

KB EANDETICRYRTO—EERBEVBRINDANBEBENTONIEST,
BAERTICARME I RN ERHINTZRE TS LEHET H(JL—F D, BLHRE),
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EFo R LR
IR ERED)RVER/MEL, BIEEBROE-4—REZRALIES-HIC, BEHY
[CIEBHEERBELTRIA—EERBEDERNVLETH D, EMFERED, 24 BFREZBRICEL
TEERHENTRICHEESNGIMEE X, REMELEINEMNBRENZREETLIILTH
BIH LML, BNERBICT -0, KERELREDF RLEEIT RETHD,

BHELIEIVMDRE
SRNS MEHRAVZEMB1=0I2, BiERIIEGTFREZTOICEEHETS(UL—KB, t
BEDHER),

SRNS D REAEERID, IEEEMN D HST, SRNS [TIHERT IR BELRLIZE-ST-
INRICHLTERBEETOILEHETSH (U L—F B, HIEEEDHE),

SRNS BREEMNHLBETEBIEETE T HRICE, BESLUVREEEDO-BEF—L
AT, BBBOYRVERR T IMIDWTELEITEEHETH(TL—F A, BUIHEE),

IEFURERH

SRNS D% BRICEET IRFIE FELRMHE vs BE—ERERBEDEEHKELSD SRNS
(TS NDOaR—FTIEEH 24% vs 0% [188], A—0 v/ \DIR—KF Tl 50% vs 7% [101]),
MHPRATOARIERME vs B (OR 30, 95%CI 6.6~135.9)[189], KEABFLE THHARK 48
MA vs > 48 MA (OR 11.7, 95%CI 1.53~89.1), ELKUBEMRIFD REKFIEILE 55% (OR
16, 95%CI 1.45~1.76) T3HH[190], LRI DFHET SRNS BHDEIERDHLH/NEH, TDED
BHETHEHE T HAEEMEE 80% L ETHA[188], TLEMEMAIERIL, BHERICERL-RD
A—EEIRFHEED 63%E 8% THRESNTEY, 10 FOEBIER EFZEIL 50% THo1=[191,
192],

BHEFF—0RE
EREBIBNF—I&EE, EEM SRNS OFFHEDN—IRELT, AIRETHNITELGFIRE
ERITHILEMBETH(JL—R X, BHE),

EROBRADDLS, BIEEETFISHRIENDS, FrEHRIEOTRIENBILR
EHORF—IRIIE, RO SN T BEEHET H(TL—F X, BUHER)

SRNS DEMBIEFLEEDATOEAXT Y7 Eiehort)o i Dk, Fr—&idEs
1B EMNTIEETH S (COLIAL, COLIA3, BLU COL4A4 DIFIRMELZTEDX¥)T7EKEL)
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(JL—K C, BL ),

EENTHTHIZEZATHAEEEETYI7IE, ICESBRZHEOERBENLZMEEIC
&, BEGFEEHDIU IV T DRIZIEHEELEDZENARETHD (U L—FK C, UL
),

Fr—Iz@DREHZIE, FESNIBEBLIUBETODRHBETLRLEDIRIEZEDEHLE
HWRETBH(TL—F A, sBUHELE),

IEFURERHL

BERUEBERBEOERNHIERENF—(F, FHlAGrF—E EELEREOEGERADKR
&, BLUEEHVUEIVT EEGREBEEZITOINETH D193, 194], BEBA LM (autosomal
recessive: AR) BB REDREREL, £ERBFF—OERLFFZON TG, REIW
HBHRAET —2 XA ELTULA[193], F F A E M (autosomal dominant:AD) &L SRNS
TlE, BEENVDREALISOERBFRBTHREING D, FF—EHENECHTEERE
BLTWSHEID, £-TDHEEMN CKD 5| EFRIFT AREMEAHINESHHAFHGIFSEIZIL,
BRERIRBEVPREBELLBEDIRIER T —EHEIEGA-LTOH, RBEZEDHINET
$H 5193, 194],

COLASRIBDAZEE V)7 (BELMHK) (X, RPBFEEZRET HEHNHMEN TN
&, BIRMEIEZ H5RETHA[195], thdd COLIA(COL4AZ BE LT COLIAY) DIRRMENTOHE
BARRIBEZETAFNT—ICLRBKDMEE T RETHSDH, IoIT, BRMICIERF—IZURIZEDL
o AIREMD HARI T URRATAITERERTHEFZAOND R229Q DLILERRKITES
T, ANTOESD NPHS?2 ERE=HTHFFT—DURVIFERSINLAREMENH D196, 197], K
H&ME SRNS TlE, FF—FHAED —IRELTITONAEERPMREEOREL, HITEELTE
R BRETHD, FT—IEFHEDEGFHFETERTHLID, REEEZFITHEEE, 27
TRBALTH— LR UMD RITIREEEDHEIRETH D,

BRIRVEBRL-EHRBEBENF—DER
JEiE{RE SRNS DEENYEDOHKIELZZITHEEE, EREEEHEFF—DWLWTIT
HELN(TL—F B, HIEEEDH#ELE),

TIETURER

ERBLEHRBOBIEEBREIIRZE (10~50% vs 3~45%) THoT=H, BIRHDEHitELRBRIK
BILENBRLE-SEE, BB ELEBLTEARBTOBTEERIAENTLV=[198-200],
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BRLBELSHIBFICEITIBEORE
PEIOBETERLEZBEICE, £ARBBIEETHENEEHETH(UL—F B, FiEE
*E?C o

BICENMOFGRARBTIBEE L, EMEENT AU EELGREE, AREE LU/
F1=[F QOL DETZHIHZEITE, RTIO—FEEFOBRICHOIBETREAOBRELNH
PEBREBTHO>TL, MEBBEITOTELN(JL—FC, BULMESE),

EFo R LR

BREIJRVZETIELELDT, SRNS TEBIELTELE HNETIEARL200-204], FIEI DT
EETHRELIEBEE TORDBIEETETOHEREI)RIA 60~80%H5_ L RELTLND[199,
203, 204], BROEEICAVLON R (GREHNLIZ2—)UREE, AFLTILE=VOY
BERES, JYFITT, BLUBENMEE) (L, &K 60%DAEFI TEAEFZZFELT-[200, 205,
206], BH D RHZ M EBBILARERICKY, BEALGVBETLRZDGFENELNHAEE
MERET HHENONHSHH207, 208], BRABRICRIGLEVEESDIERRE, BEETR
TH5[209-214], LT=A>T, SRNS OEHENHIIGEICIE, BELEREBRELITOCLFHE
8qINT, BTG EBENREMNISEY THL EEAON TS,

BRIEROBFRM.L
PMEIOEBEEZ T/NRIZEVNT, BEFHDOODNTABBEHRETLIIET VR
TR THS(TL—FEL),

LBTDEBEBIET, R70—EEEBEBRICIIBETREOBREELAHLS/NMNRIZIK, FiH
RIMEEALHE, REREFLIEET7IIL—IX, BLURARHAD Y XTI EREHE
$5(JL—FC, BBULESR),

TIETFURERH

PEIDEBIELZ(T1- SRNS [TEWT, BREZFBOSELARENENH S, SEBASN - FIHEE
(TR0, [RFEME, JEEIRTE SRNS [ZHEUNVT, BHER 1 F£LINIZ SRNS BREELNHLHIGEEDEH
FIAEER L, FERIRER LU 8 ADBEEZST/IMRED) —XTHEUMEINRENA TS, Thb
([ZIX, £EARBBED 1 AMBTELIEEERED 1 BLAIZ, & 3 E, 2 @8R 0FrHrmEE
(ARBMBED 1.5 F2)ERBTIIL, BEUUYFIITERAMPFELIIBEERICERS
L, Z8ICE->TIIB4ER 7 BRIZ 2 BB DIREZITISENRINTLVA[93, 215-217],

BHEBOBER (X1 IZERINTLD)
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BBMELAND UPCR DE=F—ICLYBEDERZREL, MEOBEARBARESLE
H, ZOREEHNICBIZE, B:8% 4 8H, BRZ 1 £/, TOREEFHATLID) HEk
THEEWETDH(JL—FC, hHIEEDHLE),

LETERTHo=EBEICHET, 4% D UPCR = 100 mg/mmol (1 mg/mg) IX R EAFE %,
RRGE, X ZDMDEZEERE T HRIREELAHY, FEHMEITIEEHRETEH(UL—F
C, BULVHELE),

BIERICEAREROHDEEICELNT, UPCR = 100 mg/mmol (1 mg/mg) ~DI&HNIL E &1
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CNI {E#tE SRNS
ZHImE SRNS
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Ehtt
BBIEROBRE

&

B &R T UPCR = 200 mg/mmol (2 mg/mg), Ff=I& 24 BFEIZERT= 1000 mg/m?/H,
CHISPRERERIR T 3+FE =1L 4+12HR Y

F7A—ELARNJILDEBAR, METIVIIVME (MET7IVITIAE < 30 g/L), £=ILMmEFT
WISV ELRONEWNGELFE

EX£RAE(60mg/m/BE=IE2mg/ke/B, ER60mg/B)DTLR=Y>/FLRE=Y A (PDN)
BETIEARURICERERT LD

BEERE0 PDN JAET 4 BRLAICEEEHELLGLDD

4 BEITEHHEMANESI-BHEICET, 1BMND PDN AR, =1 PDN HREAFILTILRZ
VaUNILAOHA, BEU RAAS BAEEIC T IRICERERT 51D, PDN NARRIEE 4
~6 BEOHAM., 6 BETICELERLI-EL D% late responder|EEET D, 4 BB TE D EfE
ANE-IZEMDDHLT, 6 BETISELEMLALLDZE SRNS EEET S,
UPCR(EEARZE = (F 24 BFRERIZE D) = 20 mg/mmol (0.2 mg/mg) Ef-IXRIREMR TIEM
MEEZ 3 EIULEEHLTRTED

UPCR(EEARE= (L 24 BERIZEFRIZE D) > 20 hhD <200 mg/mmol, EXUVMFTILIZIUE
> 30g/L

F70—ELANILOEAROEHE, /NEOBRIE—RNIZREEMR MmN S, LA, 5
BRFLETEEERICEST/MNRICBVT, ZEOBROEEICHIDHST, 3 BREERTR
BB +LIEF-ITREARD UPCR = 200 mg/mmol (2 mg/mg) EEZESN D,
BEYLRAEELY/ F-IEMPEETHL Za—UEEES 6 NARBELTE, 2iKEd
o ERLIFONELDED

BERETERSIN: 2 BEOERABFOELGLIRATOANEBREICLDBEEX 12 MATTHT
LELBRLEVLO (RXSHE),

VHPIIRTOMREZETH>1=H, TDHRDOEFH T SRNS EHRIEL-LD

BRHEEZ(T1=/NR SRNS IZBWT, thOBASHARERB LW/ FIEBERTREF A LDRE
TEGHEEAEL, RIO—FELRNILOEERODER, LA, ERRKEIZH-EETEAR
(UPCR = 100 mg/mmol (1 mg/mg)) MR T HHEIZ, F-EBHERICDOBELHLZREL
BWNZEMDI OO T EEAREETAEETIXUPCR = 100 mg/mmol (1 mg/mg) NEMNT 515
B, CORHEEETRNETHD,

UPCR urine protein/creatinine ratio, SSNS steroid sensitive nephrotic syndrome, SRNS steroid-resistant

nephrotic syndrome, PDN prednisolone or prednisone, RAAS/ renin—angiotensin—aldosterone system, CN/

calcineurin inhibitor

62



€) I P NA International Pediatric Nephrology Association
- GREAT CARE FOR LITTLE KIDNEYS. EVERYWHERE

2
FOO—UHAERERE ARERE L F = DU AR s
4E8 7 OAFESEM BHREET e el )
SRNS l SSNS
4~68 8 TR + ACERREZF /- (FARBTONEB R 8E y
FPONIIR + AF LT = D ATIRES g ool
prevmea ORYESEES ik i D —L
v
S
— JERIEMESRNS L1 Efnﬁécﬁz)sﬁiﬂkﬂﬂ)
v v
0P A CNIRSGHE ONI+ ACERH EHE /2 (LARB + PDNA B POERAEEE - (FARBHER
l l PDNeh1F
6h° A =emm . WHEE @y —>
| i i * CNEEHTHESRNS
£\ DONI b DHRET ONIp
+MMF(ZF0-TE P CNIHi#
RS ) P v _l l
12 A o REER wREY |
v Yy ERFRHERNZ0
- OB I
12~240 A [ BNFARSIYFL T TEE
ONIgh | 270 I
e ERLGC BRYT — SHIFSRNS
- v v
2ahE MMFADZEE +ONIEZ(S FT7Y LT, MERETR, R,
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INRRDO—EEEREICETAERO7ILT)R L, BEIL 4 BREOTLE=/0O> (PDN) AREEIHTH K
GICIELTHEOToNS, R2BERICESHVEEITHEREHBICAY, 7ooATU U EBRBRIEEE
(ACEDN Fz[E 7o oA T U ZRIABEE (ARB) DWL\F A EHFHALT, :BND PDN MAR, Ef-Ik PDN RAR
EAFLTLEZU O (MPDN) /SLRADBAIZH T 2 RGEERL, FBEEFHE LCRERGZ T EE
115, IFEIRME SRNS TIXEMDAEMNFEZER T AETHAD, BE—ERFEEDELHEXEELLSEETE
BMOREINFZEITIRETIEELD GEHITAICER) . EEFMB LU/ F-ITREBEMABENFRA TEL
WMEERETIE, EbICHhILYZa—UEERICLSRENFIAEREZRBLTOEN, AL Za—) URESE
MEATELGWNES L, BFRFEBOI VORI TI7IFERBLTHEV DL Za— U AEFERIRE
IZ, LD &SI PDN 2@ 9 5 &R T 5,40 mg/m’ [RB 5% 4 8, 30 mg/m’ fRB®RE% 4 B,
20 mg/m’fRB 5% 48[, 10 mg/m’[RA%XS% 8 @M, TDEFPLT D, "BIEROIGEITHILIZa—
JUBREEEZBELTELL ™4 BRURICELERLGWGS, HSEERLES, FEEXORERL
HHIGAEIE, #AME SRNS TOra—/LICRS T EE#EE T D, SRNS steroid-resistant nephrotic syndrome, ACE/
angiotensin—converting enzyme inhibitor, ARB angiotensin—receptor blocker, PDN prednisolone, /V intravenous,
CNI calcineurin inhibitor, MMF mycophenolate mofetil
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MNEEITZETI~3INAE
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MIERL o T R E v WHEIZIRLT
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- 5 MRIC)/NBERE, ¥EeREBNER, BMER, IS4 /0-——  SEITW
TADA, RE, EENKRER, EfMEESE) LT

- HRECLBHEEHIFME B INEFL, BAME, AR, R
BEMRE FMAE ERA, AfKRE, Rk

- BREH B EREDEE)

- ARDBFHGVERER, BRYEEE REMEEAR K
P IERS, #ERAR)

- BEF B R R IKAERE)

- B (RERTORIB/IEMEK, BEHBIWEMRBIE)

- ERFRERERERSE)
- MFF(EXRI/MREES MM DE, T—L/IMK)
- BEF(REITHEE)

ALP alkaline phosphatase, PTH parathyroid hormone, CN/ calcineurin inhibitor, CsA cyclosporine A, BP blood
pressure, MMF mycophenolate mofetil

* BWAIEEE, RFOERNEIEERMELE (WHO Fr—H20]) EEENEHRETH D

® eGFR (ml/min/1.73 m)=k B & (cm)/MIBILTF= (mg/dl), SZT AIEEH = 0413, RELFBRF LT
HBETIE, DRAFUICE KA EFERAITRETHB[21],

° Gellerman 512k 5[22]
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5
ACTN4 * AD NM_004924 RIEMHES LB F M SRNSGEE R A)
ADCK4 * AR NM_024876 SRNS
ALGT AR NM_019109 SERMEMEERE
ANKFY1 AR NM_001330063.2 = /N2 SRNS
ANLN AD NM_018685 FSGS(EIZEKRA)
ARHGAP24 =~ AD NM_001025616 FSGS
ARHGDIA AR NM_001185078 CNS
AVIL AR NM_006576.3 SRNS
cD151 AR NM_004357 NS, AR EKAEMRE, BREHHE MAREEREE, O
ARATq—, BXUHSEITIAF—
CD2AP AD/AR NM_012120 FSGS/SRNS
CFH AR NM_000186 MPGN type II+NS
CLCN5 XR NM_001127898.4 ' Dent¥% = FSGS = mAIL I LRES LUVBHER
COL4A3* | AR NM_000091 7 ILIR—ME{REE/FSGS
COL4A4 AR NM_000092 7 ILIR—ME{REE/FSGS
COL4A5*  XR NM_000495 7 ILIR—ME{REE/FSGS
coQ2 AR NM_015697 Shav R T R/IFEMEE 2%
coQ6 AR NM_182476 NS + BB EEE; DMS
CRB2* AR NM_173689 SRNS
CUBN AR NM_001081 BMRERIO—ELRJILEAR £ TADA
DGKE * AR NM_003647 B REAEAEIREE, SRNS
DLCT AR NM_182643.3 INREB LU SSNS, SRNS
E2F3 AD NM_001949 FSGS + AR EER (2ELTFXRIE)
EMP2 AR NM_001424 INRFESE SRNS BT SSNS
FATT AR NM_005245.4 SRNS, FRHIE YR, MROE B
FNT AD? NM_212482.3 T4TARIFUBIE
GAPVD1 AR NM_001282680.3 = BHIFIJE NS
INF2 AD NM_022489 Charcot-Marie-Tooth —a1—0/\F—I[ZBH&ET 3, KiEMEH &
VB34 SRNS, FSGS
ITGA3 AR NM_002204 SERMREMMES, NS, BLUBREDREKAERE
ITGB4 AR NM_000213 KBRS K UPIEASEAE + FSGS
ITSNT AR NM_003024.3 CNS/SRNS/SSNS (B4 T MCD/FSGS #~d")
ITSNZ AR NM_019595.4 SSNS/SDNS (B 44T MCD/MPGN %#7Rr9")
KANKT AR NM_015158 SSNS
KANKZ AR NM_015493 SSNS/SDNS =+ IffR
KANK4 AR NM_181712 SRNS + IIfR
KIRREL 1 AR NM_018240.7 SRNS
LAGE3 AR NM_006014.4 [E S /NEERER S NS
LAMAS AR NM_005560.6 /MR NS
LAMB2* AR NM_002292 Pierson SE{Z
LCAT AR NM_000229.2 Norum ¥&
LMNA AD NM_170707 KRR MEREIAZEMEE + FSGS
LMXIB* AD NM_002316 Nail patella FE{EEE ; BoMEIRZE 440y FSGS £H5
MAFB AD NM_005461.5 Duane ARER#%IBAEIZEEZ 15 FSGS
MAGI2 AR NM_012301.4 NS + #HRFHES
MMACHC AR NM_015506.3 O/N\SEY C RIBSE, MARHEM/DMMEES KU NS
MYOIE* AR NM_004998 K& SRNS
NEUT AR NM_000434.4 BOTUR—LR(OT7IVE— X TR + DR NS)
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NPHP4 AR NM_015102.5 FSGS #Re R 7OVE, BLURT7O—ELRILOEARK

NPHST * AR NM_004646 CNS/SRNS

NPHS2* AR NM_014625 CNS, SRNS

NUP85 AR NM_024844.5 SRNS

NUP93 * AR NM_014669 /MR SRNS

NUPT07% | AR NM_020401 /MR SRNS

NUP160 AR NM_015231.2 SRNS

NUP205 AR NM_015135 /MR SRNS

NXF5 XR NM_032946 HosL IOy %E#ES FSGS

OCRL* XR NM_000276 TUNE 2 B, Lowe fEIZEE, = FSGS, £ RT7A—HELANLD
EA=]7

OSGEP AR NM_017807.4 EFM/NEEEEEES NS

PAX2 AD NM_003987 F MR E OB FIE FSGS

PDSS2 AR NM_020381 Leigh fE{EEE

PLCel AR NM_016341 CNS/SRNS

PMM2 AR NM_000303 HRMET LAV IV EREE

PODXL * AD NM_005397 FSGS

PTPRO AR NM_030667 NS

SCARB2 AR NM_005506 EMEMIA IO —XRABARLMEREE = HEE

SGPL1 AR NM_003901.4 [FRMEBEBELEH KU SRNS

SMARCAL! AR NM_014140 Schimke E M4 ERKT £

SYNPO AD NM_007286 Bt FSGS(FOE—4—ZE)

TBCID8B | XR NM_017752.3 FSGS Z >R EAFAE SRNS

TNS2 AR NM_170754.3 SSNS/SDNS (B4 T MCD/FSGS/DMS %7Rr3)

TP53RK AR NM_033550.4 [RFE M /INBEREZ 15 NS

TPRKB AR NM_001330389.1 = [R&F!4E/NEBIEZFS NS

TRPC6 * AD NM_004621 RIEMHES L UELFE M SRNS (EITALA)

TTC21B AR NM_024753 RIERBEHEEZE4FS FSGS

WDR73 AR NM_032856 Galloway-Mowat fE{EEE (/NEAFEE SRNS)

wrr* AD NM_024426 BFEME SRNSUNMNRTIESMVEREE L BEET HaREENH D),
Denys—Drash fFE{REEH LU Frasier SE{EEE

XPO5 AR NM_020750 /MR SRNS

ZMPSTE24 = AR NM_005857 FSGS ##5> THEBERHK

MYH9 AD/assoc. | NM_002473 MYH9 B8 & & ; Epstein fE{ZE$ 55 KU Fechtner fE{ZEE

APOLT* G1, G2 risk | NM_003661 FTIVARTA)AN, ERIRZVHRTA)AN, TI2UhHEEE

alleles Tl&, FSGS B LU ESRD NDRESZ MM ENT S

AD autosomal dominant, AR autosomal recessive, CNS congenital nephrotic syndrome, DMS diffuse mesangial

sclerosis, ESRD end-stage renal disease, FSGS focal segmental glomerulosclerosis,

MPGN membranoproliferative glomerulonephritis, NS nephrotic syndrome, SDNS steroid—dependent nephrotic

syndrome, SANS steroid resistant nephrotic syndrome, SSNS steroid sensitive nephrotic syndrome

*TDHAR—MIBT,

SMEEF

RARLEDREMNHHEETF, TIEIBRMDORALEEFEDBEELF, TREVRIR
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CNS congenital nephrotic syndrome, MMF mycophenolate mofetil
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B3 S1-S5 HIERRR

MR S6 HMEVALFREAER MR D 4 2 1E (van der Watt, Ped Neph 7th ed. 2016)

RERERER - 4=174

=3): 0 ~ <15 mg/dl
wE 15 ~ <30 mg/di
1+ 30 ~ <100 mg/dl
2+ 100 ~ < 300 mg/dl
3+ 300 ~ < 1000 mg/dl
4+ = 1000 mg/dl

70



€) I P NA International Pediatric Nephrology Association
GREAT CARE FOR LITTLE KIDNEYS. EVERYWHERE

R %k ST Ei=E! SRNS ICEEL-F 5 iz

BiEF Bis FEfEE

ERANCSES

wri AD Denys Drash
Frasier
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RFETY)L >6 8% 0.2 mg/kg/B (Fx X 10 mg/8) 0.6 mg/kg/H(EXK 40 mg/R)
vapd o)) 2L%R 0.05 mg/kg/[A] 6mg/kg/H, 1 B4EET
INR 0.5 mg/kg/[A] 6 mg/kg/H, 1 B 3[A]
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Uy J7YIL >68E 0.07 mg/kg/ B (g K 5 mg/H) 0.6 mg/kg/H (FxX 40 mg/R)
STyt — 1.6 mg/m?/H 6 mg/m%/H
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HIBOEE THEEFERLEN
N—TPORINAREFALTHIET S

FRUDLEFEMNMEL, T75H5 100 ¢ H7=Y 300 mg RiFED ) T ILHIFELLY

A= DVINGE, BRIZTE INDNTWDHAEHEF MDD LEZEERTS
BRI FIZIE, BN —TOREN—T, H—=Uvo0H—=) oI5 —%FERAL, F=FVILrDRDhYIZH=F>
NS —% OV ILrORHYIZEA) S —REFERT S

1)ybILHT=Y 20 mg LT D, FRIDLEFBEDVHENIRTILIA—F—HFELLY

fHEFRS11-2
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