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OWRIE « FEIE M &L\ A (55 VITT K 18 EIE % 2D 2% BL E o BHE)
OType I« Type IIA @ von Willebrand A

ABShTW3HAE-HAE

B, T AEST L UOBEREBEKRKTY E L Tl AR AL 0.2~
0.4u g/kg # . von Willebrand 9% 1% 0.4 g/kg % £ H B H %K
20mL AR L., 10~20 1 CHHBRICHEIRNEKE ET 5,

KB #=FmicEETH2EA1F., TEINLDIIARBLED 30
SEIC LR ERFEO FIETHIIRNE S T 5,
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7w v IR BT LRI BB R AR v 2 (ACTH) | F 1B,
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JFAIE LT, T RAEF Vv UEERIE K [HEHE] 2 T2 v v
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BEER
(1) H%EME oML - &
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(2)  AKAFEER O M P ACTHE 2N AR HIE D 1.6 fFLL LIS ML 2B 6
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410 vvwrnEy GEFH®MZ) UMRM7 3)

O JREXEM (EHpa—F)
g T AR R LE Al (241)

O HH%A
Y brbtry (Bari#rz) [EHA]

O FhLh#E&R4A
/) bbb aA—r7 A4 v 5.3 mg, 12mg. /a7 b6
mg, 12mg, /LT 4 vt 7L v 7 A7a 5,10,15mg, Y=/ b1
Y TCHEHEMSG 3, 12mg, Ea—~ e —FESH 6, 12mg Mm% RN H
"

O EBEIATWLWLHEE - DR
O FHBWmMHAEZEDLRZVWKEFRLVE VWA SR EIE
O FBuMHAEZMEDZWVWKROKERIZBIT 2K E
K o— J — i o B
R = N

O FiBEHBEZ DV SGA (small-for—gestational age) MIKH
RIE

O FI7X— v VIEGERIZE T 5 KM R &K OE 5t 8 2 £
bhhniky &k

O WMAREFRNLVEV DWAEE (BIEICZRD)

@) %%éhruém% AE
SRS A EDL R VWK E R ALE WA SR Y EE >

% 1B ICIRE kg 4720, Y~ bhuebtr GEarM#x) LT
0.176mg # 2~4 [T CHANICER T 0, 50 I 6~7 [
ATT&T’E%#%

Bt AEHE DR VWROBERIZBIT 2R E >

« K o— T —JE B

WE 1 EMICHRE kg2, Y~ bovy (BaF#H#z) &L
T 0.35mg % 2~4 BT CTHARNICERT LI, H D0 6~T7 1
W2 TR TIWCENT S,
- MR R A

WE 1 EMICAKE kg2, Y~bobvry (BFl#z) &
LCO0.175mg & 6~7 R/ TR FICHEFT N, RE5EEHEK 6D
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ABVUBHEERLBICES LLELS130.3ng ETHET HZ &N T
x5,

< Bt HEZ P2V SGA (small-for—gestationalage) ik H £ >
BE 1IHEMICAKE kgb720, Y~hirvy (B1FH#Z) & LT

0.23mg & 6~7 [\ T TR TICENT L., kB, IRAR+00GE
X 1 EAMICARE kg 24720 0.4Tmg ETH &L, 6~7TEIZHIT THET

WZHEH T 5,
T TH— 4 VIEBEREIZRB T DR 2w & OVE G fR B8 %2 b
WK E >

WE L NEICE, TEHBICKRE kg 4720, Y~ ihrbvtry (Bixfi
$az) &L TO0.245mg &% 6~7 [T/ TR FICHES T %,

WE, RACE, A EE LT, 1 HMICHKEKkg S0, Y~ b
oty GEEFMHz) & LT 0.042mg & 6~7 [B|Z4 1 TR FITHE
95, BEOBREIERICHE T T 1 EMICHEE kg 4720 0.084mg £
THET S, b, BEEITIHERERLOCNEA > R Y VK ER T
-1 (IGF-1) BESOoBRAEF RIS CHEEHEMT 5, -72L. 1 HE
LT l.6mg xR 2 NI &,
<HABEARVE WA ERE (EEICRS) >

WHEBHBHEE LT, LHMICHEE kg 472, Y~ ety (BB
FHFLz) L LT 0.02lmg & 6~7 HIZH T TR FICHERNT S, BE
DOEFRIERIZI U T 1 BEMICAE kg 4729 0.084mg & LR & L Tl
WML, 1THBIC6~TEICHT TR TICERT S, k., &5 &ITHR
JER S Vs IGFIIREFEORAENN RICIC L CHEEMM T 5. 7272 L.
IHEEL L Clmg 222V &,

O E#H{EHRM
ERALVECAER (IFY ~ 8 A A S WAR )

O E=HH
JFHlE LT, Iy~btrby (BB x) [EHA] 2 [Fmi
A Z D nAg 2 Y Uk ER 7+ (IGF-1) RISEICE I KE E
(BEFHIIZ IGFIR BRENFRE I N TWAIERFICIR D) 1 2% L CHEH
Lie%a., YSEHEMZ2%EE RO D,

O HHAAICEVTEELROSRN
KHERDBREKTHY, R EHEESN D,
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O BEEH
(1) YZERFAOHE - HE
(BARNEANGWFES TEAE-REREEZESIER  SCAEKY
FEIEICRBIT D GH IBIEO Fo X ICHEM L), 33 g ke B (F7=i%,
0.23 mg/ kg /M) THEHBL, KEDPETFTIIX 6Tueg kg H (£
%, 0.47 mg/ kg W) EFTHEEL TH LU,

(2) ARANIL.SCA KRG RICE LG T 2856 B EI & OV E T 121X,
IGF-T 233 H~6 3 AIC1THEHAEL  BFNBOONTHEITITE
Hiilbk#ZET L3N TWDEN, KIEDOEE GH & 5% IGF- 1 i
2SDUL LD EEZRT ZENLZWR IGF-T/EHITHEB LRV,
IGF- T EEE O AEO&EG T IEDEE T SCA MIKFE O L v i
RN EZLIRTLELE Db S,

O TOthsEZEEHE
International Consensus Guideline on Small for Gestational

Age: Etiology and Management From Infancy to Early Adulthood
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411 ToNFy2avyURE7 4)

O JREXEM (EHa—F)
BRI AAL (39 6)

O mH4%
TR Y Ta Yy [NRE]

O FLHARA
X T 4T ALE 10mg. 25mg

O EBINhTWLS:heE-DE
<V x¥F 47T v ABE 10mg ¢ 25mg >
O 2 HpE R
<V xXT 47T v A 10mg >
O BHELR4e
i, BHELAEOEENRIBERZZIT TVWLIEFIZRD,
O 18 M B g v
L. REMBEARXITEZT TR OBE ZRL,

O EBIhTW3RZ-HRAE

<2 WBE IR 9 >

WHE L ORACIEZ N Y e LT 10mg & 1 B 1 [E A
XIFHERIIKEAEESET L, BB, IRA+25EICEF, REax +
TWBE LN D 26mgl H 1R EST DI N TE D,
<A@ PR A A, 18R NN >

WL, RACIED N Y e LT 10ng 2 1 B 1 [EF &
A BERICROEET 5,

O XHE#EHR
1. 5AG HE /£ H

O =R/
JRAlE LT, T=o "7y o7e vy [NRFE]) 2 THEE b BT

DRFHRERBADIE T L TR G LTS E . YR EHEZEE LD D,
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O HFHAAICEVTEELROSRN
KHERDBREKTHY, HEHEESIN D,

O BE=FH
(1) HEEHAORHE - HE
0.3-0.4mg/kg TR L. Zh R IC XD 0.05mg T 2FfHI 9 5, 10 % LA

EO/NRTIT 1omg/HBBBT 5, mKEIX 0.9mg/kg/H &3 5,
Iz 1 H 1~2EICS T AR, BEREOMGEREZZE L. KA
DI KETHD 26mg/ HEB W &,

2 EmPEDOYV R NH DD, =87 ) 7o Y E AP R
W, EFHEBIChEEENET S 2 L AR T S, AT
PIER T OZOHE®R | AP O3 — 2 2 Z —F & 5% 0Ok H
MHELE S N2 08, IRIMBESER 2 & 72 LT W & R ~ O 8 PR 8
M LW ARETI D 2EEGE2ZET 5, Z O%A XK MK M
RELRICEDERICH T H2EEZET S,

BHGR., BRBAMEERBOLAFIZF N TV R—V2AORENBEIN
L7, BHEHRIEEBET S,

O XTNHBSZEEHF

(1) Treatment recommendations for glycogen storage disease
type Ib—associated neutropenia and neutrophil dysfunction
with empagliflozin:Consensus from an international workshop.
Molecular Genetics and Metabolism 2024; 141: 108144.

(2) Efficacy and safety of empagliflozin in glycogen storage
disease type Ib: Data from an international questionnaire.
Genet Med. 2022; 24:1781-1788.

(3) Treating neutropenia and neutrophil dysfunction in
glycogen storage disease type Ib with an SGLT2 inhibitor.
Blood. 2020; 136:1033-1043.

(4) Empagliflozin ameliorated neutropenia in a girl with

glycogen storage disease Ib. Pediatr Int. 2021; 63: 1394-
1396
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12 A brHRILIVEEHE (BERHBES)

BEEH (EHa—F)
BRI AAL (39 6)

B 5 4
A BRI R [P IREE]

FoERA
A KN TV 3 g 250mg, A b 7L 2 §E 500mg, 7Y 2T U BE 250 mg. i

‘FEMD Y

O

O

ERBSAhTLLIDE-DE
O 2 BBER I

L, TROWTNDPDOBBE T RIRPTOLNRWVEAIC
R 25,

(1) ‘BHERIE - EBREO R

2) BERE - BHRECMATAALR= VY LT Az HH
O ZREBVEINEIEMREICT T D IEIVEE . £ %M I0 BE I o &
FE A B R R F8 1 D # Ei DN B A

L. B, TR RE ., XA 2 VROt 2
TORHAICRD,

BRBEhTWSIHAE-BAE
< 2 BUPE IR 5 >

WECRAICEA MRV CHERBRELE L C1 H 500mg X VBIAAL,
1 B 2~3EICHE L CRBEMXITEEBICROKRET S, HEEITD
REBRLNOH®RD DN, @HF 1 H750~1,500mg &35, 2B,
BEORBICIVEEHBT 22, 1 HRm&E 5 ®IT 2, 250mg £ T
T 5,

WE L. 10U ED/NIRICIZA PRV UHEBREE L C1H 500ng
FOBB L IA2~3EICHE L CRAEMXIIRZBICROKEGT D,
MERBEIDRZBR LN ORD DN, @ 1 H 500~1,500mg & 3
L, B, BEORBICLIVEBEHB T 228, 1| BRkE®RS EBIX
2,000mg £ TET 5,
< L FENAME I B E R BT D HEON S 5 >

fOPEIFEHRELEOFHT, BH. A MFALVI VBRI E LT
500mg ® 1 H 1 EROHEEGEIVHEBT L2, BEFEOIAERMEZHEIE L 2N

HbMEL, 1 AHES5EL LT 1,500mg 2B VWHETLH 2~3 [

_10_
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B L TRAOBEET S, B, RAZHEINE Clch k3 5,

< % F& fa Mk I BLOE e BE oo A E A B R R W2 35 0 B i DF BRI B>
fOINEFMIE L OHH T, @F. A PRV IUHEBRIEE LT
500mg ® 1 H 1EROEEGEIVHEHET S, BEOXRMZHAB LR
NOHEEL, 1HEEREL LT 1,500ng AR WHEPH T, 1 H 2~
S E L TROBEET S, B, AFEFRINETICHIET 5,

O X=E#%HR
JF T oREF EME RECTORERAMRE, BE»S D7 L3 — 2RI
1 1l

O E=RH/
JRATE LT TA MR iRt [IRE] 2 TRRARET 1 RbE R
i (probable) JIZXI L TRFT LA YA E2F & LR D,

O FHAAICEVTEELRO SR
KHEERDBFREKTHY, RHEHEESIN D,

O BE=HH

1) MFEERGOHE - HE
W RAICIE A AL UHEREE S LT 1 H500mg X VB L.
1 H2~3BEIZHELTCREMXITEBICRAOKRGT D5, MEEIEID
REBR LN H®RD DN, @E 1 H 750~1,500mg &35, 2B,
BEORBICEIVEEHBT S22, 1 BxEm&EE®EIT 2,250mg £ T
LT 5,

2 A2V AMKAFREE D 1 BUPE R IE (233 2 AR K o Bl & 53 S
ThHoH, 20D, LTRSS RY UHWMREDREZTHERL Th
LEEH T %,
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413 YRTJUYTFUoYUBEBEKNY HER®K6)

O JREXEM (EHpa—F)
BRI AAL (3 9 6)

O HH%A
Y27V TF Y K [P ]

O FhLh#E&R4A
Uy XETHE 12.5mg, V¥ X ET B 25mg, ¥ ¥ X BT BE 50mg, V¥
X ETE 100mg, 77 7T 4 78 12.5mg. 7 T VT 4 7§ 26mg. 7 T
7T 4 78 50mg., 7T VT 4 7 & 100mg

O ERBENTWLWSMEE - DR
2 TRPE PR I

O ERBEhTWHAX -HE
WH . ARy X7 7F LT hmg 2 1 H 1 EIKEROEES
L. B, IRATLRGAEICIE., BRBEL+2ICBE LN S 100mgl
HIBETHET LS N TE D,

O X®B#iH
DPP-4 EEFEAPHE L, £ > Z LF D DPP-4 I L AN EME T 5,

O =AM

FHIE LT, T2 270 7FF 0 vk [NIRIE)) & [iEmik
171 BUBER S (probable) ] Zxt LT L2 E& . Mkl HHFH G % 5%
HERD 5,

O FHAAICEVTEELRO SR
KEEHNFAKETHY, H TSN D,

O BEEH

(1) HEZFEHFOHE - HE
WHE . RAICIEZYF 70 FF L LTh0mg &2 1 B 1 EFROHFES
L. B.IRATSRGAITIE. RBE +SICBE L2205 100mgl
H1IFEEFTHET LI ENTE D,

2] A RY MRAFR B O 1 BB RIS I kT 5 R H O Bl #5134 =
Thd, 20D T HRERMEA AV UG WEDKRFZ MR L Th

_12_
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ST 5,
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O

14 A2VRYVY TIHILTY (EF#HBRZ) (BERE7)

BEEED (Eha—F)
F O D FRNLECHF (249)

54
ARV Yy FTIALTFTI (B z) [HE K]

FoERA
Moy —REF7LY T AEXETF L —RNEXT7 4L

ERBINTWLSE%IEE - R
A AU CIPEREN IS &R DR IE

BRBEhTWLIHE-BAE

BE. RATIE, MIEIE 1 H 1B 4~20 BALZ2 2 FHEHT 5, &5
BEIXTRAEZORBIZIEU CHEHEHMK T S, oA XY C8AZ T
L2 bon oA ) CRAOKRGEEZOLMEREIT, B
1 HA4~80HALTH D, HL, REBIZIY L HAEEZ2B A CHERT D Z
END D, EHBELIZFEME L TER BT 08, LERGAITEN
2 2 EHTE D,

WHE MR TIT IR IEE FTERST A2 EHERNTER —EE T 5,
BHEREITZRAFORBIZHN U CEHEMEB T 2, Lo 22U 8A %O
AT 23050, thoa 2 VRAIOKREELZ GO -HEEEIX
BWH 1 H 0.5~1.5H{7/kg Thd, HL, LEIZLY FEHELEZ
THEHTDHIZERNDH 5,

O XHE{#%MR

ARV T ITAT 7 EETHBICBWTSA LT, IE%ETE
ﬁvw%A%#7~%%ﬁb\%/7~#%b;%%?5tb\&5%
MNOERICHOFHRMIICM PRI, f A LT ¥ —|C
WAL, MBEEEABETIES, A2 VIFBRICBITET., RIRICHE
BRI ER 2 KIET 2 Lk v, AN B W TARF O I T
LEEARRBAEHM SN TEBY, AU LELL2ERBOLNATND

O =R/

JRAE LT T2 >~ ?ﬁw?ﬁ(ﬁﬁ%ﬁ@i)ﬁﬂﬁﬂj
Z EIRBEIRE IS LT L7chG & A% ENFH zF A& LD 5,
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O HFHAAICEVTEELRO RN
KHERDBREKTHY, HEHEESIN D,

O BE=FH

(1) HFEFEAGOHE - A&
WE L. AT, EIX 1L H 1R 4~20 B2 TS T2, &5
BITERFORBICE U CHEEEBT 5,

2 MFRTITIEERZICL VA LAY VEEERAELL LT WD,
HOmBERERSICED MERREERLZETCA RV HESE
HWEONICHE T 20 ERH 5,
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4

O

15 AVARYY 5Ly (EGF#HBRZ) (BERHES)

BEEED (Eha—F)

F O D FRNLECHF (249)

5 4

ARV Yy TIANXr (Bl z) [HEEHK]
FHEGA

T AEY B AL —

RBEIhTWsHeE R
A AU CIPEREN IS &R DR IE

EBEhTWIAE-HBAE

WE. AT, 8 1 8 1\ 4~20 AL 2 &Z FHESNTLZI0N, &
oA R CRRAEZHATLIZEND D, FEHEEZITHEFTX
FBEmOWTATLIVWR, HEH —ELT D, 5 EIT, BEOER
LFOBREFRAIZIH CTHB TS, 28, 204 2 C8H O ERE
BAEBOLHMEFREIT., B% 1 H4~80 B Th 5,

L, RECLY FEEAEREEABZCHEAT I END D,

O XBE{#HRA

AL AV Yy TITAX LK pHd OBAEWHRWIK TH DN, BT
CREGETHLEELICAHENPHIZ X D MM AR LBEY E2 Ak L TR FICH
MLEZOWEY»OBERICEMRL, KT MPICBITLTA X
)VV?f& A L. MEHEEETSED, A2 VIR IECE

TETVIRRICEENRERBERZ RIET 2 30, A ICES W TAR
ﬂ@ﬁ%’ﬂ#é%ﬁm%ﬁ SN THRY ., AohEEZaENR
HiILTW5

O &E=RM/

FRHI LT, T4 &1~ 7?w¥y(ﬁ6%ﬁ@ijlﬁﬁﬁh
ZIUIRIRBERB W L CHEA LSS YU EHEMN 2% LR 5,

O HFHAAICEVTEELRO RN

KEEHNNFEETHY, H LTSN D,

O BEEHR

_16_
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1) MFEERGOHE - HE
WE L. AT, I LR 1E 4~20 A 2K FTHES T2, &5
BIITERFORBICE U CHEEEBT 5,

2 MEIEFITERERBRICL VA R VEEHERELLLT VWD,
BOmBERERSICE) MR AEHEELEZETCA XY HESE
WO T2 HLERND 5,
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416 250U LAKMNHOUUNREIR?2)

O EEEDN (Ea—F)
Az S 7 WA PE = 38 0 (399)

O m&e4%
27 v sAKFY [NAREK]

O hHhBER4A
a7 7 7 0.b6mg.Jd Img. A S5mg, 7 v 7 T 7R 0. 2mg.

F lmg, /o9& 7% —Hh &/ 0.5mg. [ Ilmg. [F] 5mg

O ERBRIATLLIDE-DE

O TR OB I T 2 HE# S o 3l
BB, B, LB, M., B, G BHE
O  BHEBALIZ BT 2 4B HE SOG M OV AE F ot 18 22 8 o #114fl
O HEE ) 8 )
O HEHVY~F (BMFHETHRATDLLEEICRS)
O NW—=72B&Ek (A7 vuA FAIOERGNHRA 0, XITEIHEMIC

KON E)
O #EWRME (A7 mA MU, X7 v A FKAFAME) o3 8 5 15 5 v
KGR (P 5EE ~BHIEICR S)
O  ZFRMM K - BE M RICE DR D WE MM &

O ERBEhTWHAX -HE

<BBMHOLGEAE >

WmE ., 7Y A xE LT 10E0.15meg/kg & 1 H 2 A%
NG L, g, iRxICBET 5, MEFFEIE1ME 0.06mg/kg, 1 H
2EEARGEZERELTLIN, ERICOCTHEEEBT 5,
<FBHo%H4E >

WmE, M7 A xE LT 1EO0.15mg/kg & 1 H 2 [A]#%
A#&5325, g, BRelC& L, MFFEIZ L HEO0. 10mg/kg & 1%
W20, ERICIGEC CEEHEBT 5,
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<LBHEOYAE >

WL, MM 72 A2 L LT 10E0.03~0.15mg/kg & 1 H
2RO EGT 5, £, HHEROERBZBICAAOE G EZRMHT 5
LA, @E, #7ua UL T1EO0.075~0. 15mg/kg & 1
H2R&EO&EET D, Uth, BRI THEEHEB L, Z2€ L72IR
ERBELNTERICIE, RelCHBEL TAMRDVETHRT %,
< i % D 35 & >

WE . i 7 e ) A AL LT 1MHE0.05~0.15mg/kg % 1 H
2B AOKET 5, U, JERICIGC CHEEHEE L., £& L7 IkEE
MELNTERBIZIE, RAICHEL THRDETHET S,
<JEBHEOLAE >

W, 7Y A xE LT 10E0.15meg/kg & 1 H 2 A%
N#G53%, Uk, A ICEL CTHERDETHEET D,
</NGBHE OS5 E >

WmE, M7 ) A xE LT 1EO0.15mg/kg & 1 H 2 [A]#%
N#G53%, Uk, eI EL CTHRDETHEET D,
<EBHBMHOSE >

BHE. B 1 Haikl v 27 mv U AxE LTI 0. 06mg/kg & 1
A2lEERA&EET L, BHEOHIZIEZF 7r ) A2 L T1H
0.06mg/kg Z# 1 A 2EERAKELE L, UE, RxICHET S, 7.
BHRSEEFRBERZICAAOEELZHRET 25 6I1C1X. BE ., ¥
s ) AALELT1EO0. 16mg/kgx 1 H2HROEET S, .
JEARAZ IS U Tl BT 5,

B, AFOBROBESEHEORN T -ELTELT, BEICXLDHE
NENH DO T, MHPREOGEWEESOEIERIF O I 4 38 E 2K
WA DOEMKIGE R OBEF I EEROBBEEZ D, BEOR
M TcmPfEELZMEL, M7 7 L)L (trough level) o I
FTREZZZBICLTCEREZZHE T2 L, RIIBHERZ® 5 W I
B REBERIIHEEIZDL TR ERMEEZITI>IZERHEELL, &
B, MMH b7 7REN 20ng/nl 2B 2 2 HBERE WSS, BIERR
FKHELLITL 20O THEET L L,
< HJE 5 B ) 5E O 35 A >

WHE, RAICIEZ 78 A2 1L CT3mgx 1 H1IBAYEBHZICKRD
w595,
<BE®EHIVU~TFOHEE>

WHE, RACIEZ 78 ) A2 1L CT3mgx 1 H1IBAYEZICKRD
KE5+T5, B, BWEICIT 1.bngxa 1 H 1RIAYRBEROKZEND
BtG L., JEIRICE Y 1 H 18] 3mg £ THE TE 5,
<INV —TZABERKRDOEE >
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VIRANICIE Y7 e A AL L T3ng a1 H1IEIAYESHZICREO
&5#50
<ﬁf@k%*@%é>

VR ANICIE, IR 27 e ) A xE LT 1 0.025mg/ke
%152@%@%&U&ﬁﬁ_pD&@#éou%ZﬁW\ H A% i
T 7EEA 10~16ng/mL & L, MP F T 7EEET =X T
LanoEGEEZHE TS, K5HAGEZ 2 HUERIX, BELF ~Z
TR A 5~10ng/mL & L5 BEXZHAE T 5,
<§%$%%-&ﬁ%% AOFT 2 EIEMEME OSAE >

VAT, gIliciE 27 e ) A xE LT 1A 0.0375mg/kg
%152@%@%&0&@%;&m&5#50u%\aﬁm¢b7
TEEAZ 5~10ng/mL L L, MHP NTFTEEEZE=FY T LN
LG EERATGT 5.

O X®B#H
IL-2 0 L THREROEEILZNMS T2, prr=o—1 U HEK
Tbh D,

O E=RH/

JRFRlE LT, T2z m ) nzxkiny [WRE]] 2 T27 v 4 R
27w —BREME I L TLGT LESE., SN FEG L2 %A LR
60

O FHAAICEVTEELRO SR
KHEERDBREKTHY, R EHEESIN D,

O BESEH
(1) HEZFEHFOHE - HE
0.1lmg/kg/H 47 2 TR L, MHPBREZE=FV T LENLHK
HEZHfETH, BHEMF MT 7REIX 5~10ng/nL ZHLZ & T 5,
2 AFOEHEIZBNT, BERZEMERN (B, DAL, BEEE, &
B f i EAREEE RMORE ZE ke KD i B E . YL I EBR R E 4
WCED  EENRREBET-ED2ZENHDIO T, BAKICHSICHE
TEAEBEBHREOARFNICONVWTO S mMFEERBREAHT 5 EH
MERT 52 &,
B Y7o ARY U XEFAREByZ o REFTOEFEICFTEE LN &,
@) KATERIZTET 7 F o BBERE LR L,
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O ZTNOsZEHE
Q)RR 7 m —BIEBBEZ R A N T A 2 2020
(2) R ERIEB & D 7= @ KDIGO BIR A A KT A > 2021
(3) E B /N R B g = W A4 K F A > (IPNA clinical practice
recommendations for the diagnosis and management of children

with steroid-resistant nephrotic syndrome)
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417 42590)LAKXKNY@® (IMRERSI)
O EEEDN (Ea—F)
Az S 7 WA PE = 38 0 (399)
O HH4A
27 v sAKFY [NAREK]
O FHHHKA
a7 7 7 0.b6mg.Jd Img. A S5mg, 7 v 7 T 7R 0. 2mg.
[l lmg, 7o 7%—Hh 7%/ 0.5mg. [ lmg. [F 5mg
O EPBINhTWLWE%IEE - R
O TR OlEBR BT D s o
BB, B, OB, WEH., BB, /NI
O BHBMIZEB T DHEMKIS N OB R x1E 95 O 5l
O HEIIEH &S IE
O HMfivv~TF (BEFHETCHER+DRGEICRD)
O N—T28K (A7 FHOEEXNHER 4., ITEIERIC
L0 KNG A)
O #WEME (A7o 4 FEE, A7 04 FEEMN) o8G5t
KGR (FEE~FEIEICRD)
O LMK - KEMHRICE DT 2 MM %
O ERBIhTWHAEEK -HBE

<BEBMHEOEE >

WL, Iy 7 e ) A2 LC1EO0.15mg/kg 2 1 H 2 [B#%
b L, g, el &E+T 5, #EFFEIX 1A 0.06mg/kg, 1 H
2RO EBEAEL T DN, JEWRICIH U CTEEEBT 5,

<IFBHEOLE >

BE L. I 72 A2 LT 1HEO0.16mg/kg 2 1 H 2 [\
OEE53 5, ltg, A EL., MFFEIX 1 H & 0. 10mg/kg & 1%
e b+ 508, JERICIS U CHEEET 5,

< LB O 5E >

WE L. IWCiEZ 7 e ) A AL LT 10E0.03~0.15mg/kg % 1 H
2RO TS, £, HEEROERBZBICAAOE G EZRMET 5
BAWCIE, @%., #7080 U X ELTI1EO0.075~0.15mg/kg % 1
H2Rm&EO&EET D, Uik, ERICIHEC THEEEBL, Z2€ L72IR
ERBELNTERICIE, RelTHBEL TAMRDVETHRT %,
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< B D5 A >

WE . M2 7 e ) A2 LT 10E0.05~0.15mg/kg & 1 H
2O &EE5T 5, Uk, ERICIE U CHEEHEE L., Z8 L7 IRE
MELNTEBIZIE, RAICHEL THRDETHET S,
<M?ﬁ@%é>

P2 7Y A2 E LT 1E 0. 15meg/kg & 1 H 2 [A]#%
m&&#éou%\@ﬁ_ﬁibfﬁﬂwwgfﬁﬁﬁéo
< INBEBHE O B >

WE, 7Y A 2L LT 10E0.15meg/kg & 1 H 2 A%
N¥545, k., A ICBEL CHSRDVETCHRET S,
<EBHBMHOSE >

BHE., B 1 Haikl v 27 mv U AxELTI1IHE 0. 06mg/kg & 1
H2E&AERET LS, BT 70 A2 L T1H
0.06mg/kg Z# 1 H 2REIZEOLE L, UB, RACHBET S, £72.
BHERSEERBERZICAAOEELZHRET 25 61C1X., BE ., ¥
s AALELT1EO0. 16mg/kg# 1 H2HROEET S, B,
JEARIC IS U Tl EHEE T 5,

B, AROBROBESEFEORINIT-ELTELT., BFICLD @
NENH DO T, MHPREOEWEESOEIERIE O I 4 38 E 2N K
WA OEMKIE R OB EEROBBEEZE 7D, BEOR
RAZIs U T RELZHEL., M7 7 L (trough level) O I
PREZZZBLCLTCEEREZHE T2 L, FRIIBHERZ® 5 W I
BEREBERITIHEEIZDL TR ERMEEZITI>ZERHEELL, &
B, MMH b7 7REN 20ng/nl 2B 2 2 HBERE WSS, BIERNR
KHLRLTL RO THEET LI L,
< HE i & ) i O A >

WE ., RACEFEZ 70 AXLELT3mgxd 1 HIFEAIEZICIKD
w595,
<% )?7%®% >

CEEAICEZ 70 ) A XL T3ng A 1 H LRIV REEKICRD
&ﬁféoﬁk EEFEICIE 1.5mg 2 1 H 1R EZKEOKREND
Bt L. JEIRICE Y 1 H 18 3mg & THETX 5,
<) — T AR DOYEE >

WE . RAICIEZ 708 A2 1L C3nga 1 H1EYEBHICTKA
w595,
<&ﬁ§$k%’on%é>

VRN, g2 2 e Y A AL LT 1a 0.0256mg/ke
%152@%@%&U&ﬁﬁ_pm&@#éouﬁzﬁﬁ\ SNl
W hT 7EEA 10~15ng/mL &L, MP N T 7VEEEZE=HXY T
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Lok ELZHEG TS, BEMK®E 2 BUREIX., BEDLS K7
TEE A 5~10ng/mL & LS EEZFHET 5,
<EHRMEHR - REMRICEHFT2HEEMEOLE >

WE L. R AT, I 7 e ) a2 LT 10E 0.0375mg/kg
Z1l1H2EEH BB BHICRAOKRET S, Uk, BEMLF N
TEEZ 5~10ng/mL £ L, MHP N T 7REEZE=FY 7 LN
bERGEERAEGT S,

O EH#EHR
IL-2 2 Lz THIROIEE/ALZIE 325, prv=o—1U U HEHK
Th b,

O &E=RM/

JRATE LT T2 7w Az [AIRE] 2 THEFRM R 7 0o —
VIEBRH - A7 04 FMEFEEX 7 e —BiEGRBE) I L TR LA,
VMR E 2FEA LR D,

O HFHAAICEVTEELROSRN
KHEERDBREKTHY, RHEHEEIN D,

O BEEIHE
(1) HFEERAGOHE - HE
0.1mg/kg/H 43 2 THBL, MPREZE=FIV 7 L&
HEZ#E+T5, FF 7 5~Tng/mL T 62 AM. UL 3~56ng/ mL
2 AKFlOEGIZEBWNT, BEEREEHN (BRE2, DAE, BYEE., &
By R EGRBE R . MR ZE i AR MR/ I R UL i Bk A E &)
XD BN RBEZLEDZZENHL2OT, BARKICHICHE
TELERBHRLOAAICONVWTO oMk s R E2A T 25 EH
DEHT 22 &,
B vrZ7oARY U XEFAREryr2 o5 PhoRFICIIRS LAY L,
4) KAFTERIZTAET 7 F o BBERE LR L,

O TOMESEFTENSE

(1) /MRFERER T —BREERBEZR T A NT A4 2020

(2) HREREBE LD HD KDIGO BTN A KT A > 2021

3) HEE/NEBEMBHFEENIA KT A (IPNA clinical practice
recommendations for the diagnhosis and management of children
with steroid-sensitive nephrotic syndrome)
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418 7EA220Q (HE3 1)

O #EED (EMHa—F)
AT m A FUEPIRIE - 8R « AV (114)

O m&e4%
TEAZT [NIRK]

O HhBER4A
F Y — )L a— kg

O ERBEThTLIHE-DE
O TREBRIECITIEROW R - W
JE BEEJE P g8 . EROIE . SR E R AE . ATRMERIEIE . BT Y U~ F
Fl & KOS G &R O R - W
TRERE DM - B
At EXERX (AEREXRE2HE R ERERZ G D)

O O

O ERBEhTWHAX -HE
< JH BA & JE P& MR OE L SHE BE B RE L AT M EIE . B Y U~ 7
%ﬁ%&@%{%@%“-%r>
VAT EA XL LT 1E 30mg B2 1 H 3~4 08 (1
E&Lf9mqmm>%u&5#50
ek, Film, ERICKXVEESEBT A2, 1 HiemHEIX 180mg &
T 5,
<%ﬁLth@Wﬂ PE R >
CRANCIE T EA XL T, 1 HE 3mg TEHHAT S,
@%\ﬁw\Fh_iD%ﬂ%ﬁ#éotﬁb\ﬁ%kbflﬁz
BlEFTE L., 1 HKEKIOmg Z2RE LT 5,
Flo, EEFEFEORGIIEITIEDLIENEE L,

O XHE{FH

TEAZITERATA V RAZ VIR SN T 620 ) %2 3
B+ 270N v 7 ThHDH, RIEODTFIDNVAT 4 =o—H—ToHDS
RAZT T DEERERET LD LI THERE., HELO
MEBER ZTRT A RAZ VU RIGMHE ~O/EH & LT, A
R~DOBITR BILERICKFE LM EERELZRLET S 2 & A
nTws
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O HE=RH/

JFALE LT 7 A2y [NIRHE] 2 TR 8 . f DU I 20 (8%
SRR ) . BAEME R SR . FEREME A I ER . — IRPE KR R . —
WPETEB) RFEE R . — IRPEZRRIAREER ) IS L TG Le . Sk
Fh 2 FA LD D,

&

O FHAAICEVTEELRO SR
KEEHNNFEKETHY, E LHfEESND,

O BE=HH
1) MFEERGOHE - HE
BRI M R (B OIR A TR ) . R VR A BR R . e e A A
SER . — RMERE MR IR . RMEE BRI . — ROME AR R R BE LI
1[F 30me% 1 H 3-41E, OFLET D, Fhn, SEKRIC LD EEHE K
TOHON I HEmMAREIT 180me s 5,
2 o FHELTUTFTATHIALTN S,
1. HEMEEBOL 2 HBH [HLHEE., SHEHLERNREINLTE

n, BEEEALIEDIBZNNH D, ]
EELMEORTOLLIBEE [(MIROBRFEAREINTEY | E

fkx¥sB8Exnnd b, ]

3. HEHELTEBEEEODLHBEE
. BEERFEEOL HEE

5. EERLEEAROLL2EBE [FeRA& 7T 005k EE
Hizk bk, Na R A S D720, EREZELLIEIBEZ0N
H5,]

6. EEZEOLEEOSLIEHR [TuoRrX T T 0V ERMEEEM
Ik DK, Na BFRBEm NS 5720, MEZFIC LA T8N
ndH b, ]

7. BEERERODDEE [FEAT oA REHERKERAIC X DER
NEINTEY, ERZELLIEDLIBZNDH D]

8. AKAIDKY, AV RAXZ XTIV IV FLVEBRILAEW (7 ALY
V) Ikt LIBEBUEOBEERE O H D HBEE

9. TAVEVUVEE (FEAT oA RHEHERERAZIC X DmERE
DFER) XFZOHMEROLLIBEFE [T RE T TV a5kl E
EHICEY, mEBEZEANTIFZERETLIBENLND 5, ]

10, #FE8F ITEBE L TV D ATREME O & 5 otk

N}

11. FrUTATFLUAEEETDORE

_27_



3/29 2026/03/30 000097

O ZTNhsEEHRE
B DO BRI A N7 4 2021
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4

O

O

O

19 RITSHYUITILEE (GHIERE1)

BEEH (EHa—F)
HAE P A (232)

494
R TFSH 7w [NRE]

FHEGA
KX v 7 8E 20mg, [A OD & 20mg  # 7 % ¥ 7 & 10 mg, [F OD &€ 10 mg

EBIAhTLSHEE '3'3]%

O HEE. +HEWmEE. fiteEx, RKAET A Y U EHRIC
JJL/SULZDElEEJ'YE%Xliﬁ“:&uﬂﬁ(»%@ﬁ%ﬁﬂﬂﬁ?ﬂ\ AT v A FHEHLRIE
W HRICB T 2 HIEE XTI+ 2B BEE O Rk

O TFTiRicBFsz~Vansz—--vtal OREH)

HiEL. + BB ES. 8§ MALT U > NE, oo M i /s A i
FHIEEICTT2NAENERERS., ~) annrs ¥ — .o EYEE

XK

BRBEhTWLIHE-BAE
<HBWEE. + BB EE>

3 E}ZJ\ iT/77“9‘/EL’C1|E|20mg’5_’1EIIIEHXD&EL
#6oﬁ%\ . HEBECIESEME T, +HBIEE TIX 6 BHM
if@&ﬁkﬁéo
<ﬁﬁ$ﬁﬁ’

PN iT/77#/ka1@mm%151@um&5
ﬁéo&k\% 4 METCoOREE L, WRATH5O5E L 8 H
FCHRETDHZENTE D,

DT, B -HREZEY KTV RMEREROMERFEIEICE W TR
1E 1omg 2 1 H1IEEAOERGT LIV IRA+0O5EEE 1 FE 20mg
Z1H1BKERAKREGET DI ENTE D,

<EHET AV RGBT 2EERE X+ HBBEEO TR
ﬂ>

CERAIER Y T L LT 1E 10mg 2 1 H 1 EIRAEE
ﬁéo

<HEARAT A FMERREERELEGERICBT2HEEEXIT+ _EBBEED
ﬁ%mﬁ>

CERANIZER T LT LA 10mg 2 1 H L REIRAOKRE
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<

O

)
=
@)

O
(1)

(2)

@)

2026/03/30 000099

T 5,
ANy anyyg—--rvol OREMB >

WHE . RAICEAR Y, 77 L LT 10E 20mg, TEXF U K
My e LT 1| 750mg (i) K7 Z7 VA ~vA & LT 1 H
200mg (J1ffi) © 3 FAZFEFC 1 H 2B, 7THEROEET D, tE.
77V AT A T E MBI L TCEEEETHZIENTE DS, 2
7Z L., 118 400mg (/ffi) 1 H 2\ % EfRE T 5,

T bRy e X —, TEXVVI UK EDRT T
Z2n<wATrD 3 FEGICIDEZ~NYans— ol ORERK
MARIIOGEIL, TR 2EEE LT, @H ., KAZER 7
T L TLE 2mg,. 7EF Y UAKFMPE L TILIE 750mg (/7
fli) XOA b=V —,L 4t LT 1I[E 250mg @ 3 F&ERFEIZ 1T H 2
m, 7THE&ERO®RET 5,

XHEEH
HleswmtER (K 7737~ Vi)

= A 5

FHIE LT, R 75V 7< i [NIRIE] | &2 [CAM Mt M~
ANy —-ErUVEHO - KRREEZEBMNIZALFLESAE., Y%A
il FhE LR 5,

ERAMICENTEELROSBA
KHEMEMICESHWTEBY, Y LTSN D,

BEHFIE

MEE RGO RE - HE

AWIWEAR 7L LT 1A 20mg, TEXF VU KM L
LC11E 750mg (J1ffi) XA he=%Y— Lt L TI1I[E 250mg D 3
HAzREICLIH2ME, THHREO®RET S,
ErUVEOKRZEREICEID 770 2~ A v om0 FENH
5NTHDHI L,

TOMSEERE
H.pylori JEE DO Z W LIBEDO T A KT A4 > 2024 & FT I
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420 F7EXIIONIUKHMYPO (GHIEBHE2)

O JREEM (EHa—F)
EE LTI 75 - BUERICIENT 260 (613)

O me4%
TEXFVY ATY [NIREE]

O FhLh#E&m4A
U TN 20meg, MUY UEE250mg., TEFXF VY
v 126meh TN TEXRT VY U 260meh TREAL, TTEFTLY &
BN 126mgl TCK . 7EF v U7/ 125megl HETL],
TEXFVYI U T EAL20me T TCKJ, 7&FF vV 7k
250mg [HETL)], YUY v h 7125, U U MK 10%, i
®BFEMDY

O EBEINTLLIMEE - DR
<H UYL TRAI2. BT h PR 250 T Y UEE 250
>
C3E s 1 R )

AFNCEMEDO 7 RUKER, VoV ERER., MREKE., BEKRERE.
WMHE. KB, a7 X IV A vy 7Lr=rFHEH, ~U =2
Ny F—tnrl) tHERLRAR—7
(3 s i )

RAEVE R B RRYLE | RIEME R IRGIE . U X8 - U U ViR, 18
PERR R E . A5 - BVE R O FITAIZE O “RIEER, b A - BEO K
e FLIRK . BBER. WHER - MEEAKR . RkKR, REKE XK. M
R, BYEFERERIFHAEO ZREGE, Bk, BEB R, AL (2%
SE . BYEAE) . R BARKR (RIERRK) ., B RYE, . 2 N
o, FEME SR, FTESMHEOMR. RER. ZRHE, THX,
JE Rk 2% . oh L JE BH S, BRAE . PEALEA . BB - + IR - B MALT
U S E - R E - REIE RO T 2 NHEENRKEEZSE
BT Ar2~Yanns gz —-va JEEE, ~Jannrsg—.rvnalgk
guH K
<Y T UKL 10% >
C3E s 1 R )

AFIZEMEDO 7 RUKER., Lo VERFER . MXEKE. B KERE.
WMHE. KB, a7 00X IV A A7z FHEH, ~U =2
Ny H—-vnrl HELMLARX—7
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(I JEE )

RAENE B RG REYLE . IRAEME R EIRGIE . U N - U N Hi Rk, 18
PENR BIE . MG - BVE R O FINAIE O “REGE, Ob A - HEO KR
e, AR, EHER. WHEH - MREER, RkR. SMERE SR, N
R, BVEMREGIRZ O IR, BEER. BRBE R, AL IRE (At
HE. BMEIE) . KR EARR (RISEAR) . WMERGE, . 5 N
Je. FEME SR, FESHGME, RER, ZHE., PHERX, H
JE AR AR S . s JE PR, R, RALE, BIEE -+ HBEGICR T
LY any g—-.vn KGR E

O EABINTWLWSHZE -HE
< A I m >
(~Vanyyx—.- ol E&ry k< ERYEE)
AN TR ki E L C, #@E 1 Al 250mg () i) &
1 H 3 ~4BROEETD,
B, Flm, ERICIVEEHEM T S,
MR TEX Y kI E LT, BE 1 H 20~40mg  (J11)
/kg & 3 ~ 4 HZHhEIROEST 5,
¥, FE, ERICEIVEEHEBET S, 1 BEE L THRAK 90mg
(i) /kg 2z 2722 &,
<Y U YU TENALL125, YUY U H T 250, T U UEE

250 >

(~V ARy s — - En Y ERIE, ~) a8 E— s B o R
y(

%)

TEXTVI K, 77 ) AL R R MR Y
T4 e e —0tHoOLA

WE . AT EXF Y Kk E LT 1 [ 750mg ()
i), 77V Ar~A & LT 1 [A200mg (SHfli) KOFm k
VIRV TA e X —0 3 KAEFEEIC1IH2 B, 7 HEEAO®E
593 5%,

kB, 77 AuvA 3, MBI LU THEHEET S L
MWMTEx5, 72720, 1 I8 400mg (S)ffi) 1 H 2 [ % ERE T
%o

TEXVI K, 77 ) AL R R MR Y
TArvee X —ffHICED~AV anns 22— Er U OREIREN
KRB O %A

W, AIZTEXF U KR E LT 1 | 750mg (7
i), A b=y =& LT1[H20mg xR bR 7 A
YebEX—0 3 FlEFEEIZ 1 H 2B, 7T HEBOEET S,
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<Y T KL 10% >
(B -+ BB Bcsd s~ anxy Z— .. vnal EYEE)

TEXVVI KM, 77V Au~v AT o RO T YT T
V=P O %A

WE . RAIZTEXF U Kk E LT 1 | 750mg ()
i), 77V Ar~A & LT 1 [0 200mg (SIfli) ROXNT v
77— LT 1 A 30mg D 3 FAEREIZC 1 H 2\, 7 H
Mk 05T 5,

B, V7V AL T E, RBICSLTHEHAEEET S Z &
MT&ED, 2L, 1 [ 400mg (Afli) 1 H 2 B % ERET
2 .

TEXTVI KM, 77V AL T KD TRT T —
VT NIV U AFHOSE

W, AIZTEXF U KR E LT 1 | 750mg (7
i), 77V Ap~A LT 1 [E200mg (Ffli) LT T
FV =)t rV sl LT 1 [E10ng® 3 AEFREIZ 1 H 2
b, 7 AFERAERELET S,

B, 77V AL T 0E, KBS LTHEAEEET S Z &
MT&ED, 2L, 1 v 400mg (AHfli) 1 B 2 B % ERET
2

O X=E#%HR
Ml EE S R FEMEMR (TEXF U KMY)

O F=HAMH

JFAHIE LT, IT7EXx U vk [NWRIEK] &2 TCAMfif ¢~V =
R B —- o VEO - KEREZHBBIC LG LESA. Yk HEa
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