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BETE LTV PETTR, ZOFBIENRT 4 T v RRGERMER 7 0 — Bt
DEHICH Tz > TV DL EMOPIFIZ 2Tz TT,
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BIE 2 (X)

T 4Ty RS YER 7 a—BEEEE (congenital nephrotic syndrome of
the Finnish type: CNF) Z & i/t 1 FELINIZHIET A % 7 o0 —VBIEEERE (E
% 3 0 H LUN 25 Ktk % 7 1 — B JEBERE (congenital nephrotic syndrome: CNS) |
Dtk Z L r 7 v —BREGRE L FES) 121X, Fx OBEBENREEND (R 15H)
(1, 2),

CNFIZBH LTI, BEARJER & Bl L CRIERIIZ 2B L, RIRE e i C R R
RBEFIIERZ I Z TRAEMICZETT 5 & W o miic2 5 (2),

IO & D 72BfIK - AT OS2 B O 7= O & 72 5,
s FMADIME « FKFD o 7= b TaT A UEEDEHE
- REEENSHAERED 25%L E
- MIET VT I PR 1.0 g/dL AR
B R R 2,000 mg/dL AL (E7 V7 X ¥EE 1.5 g/dL BA BICHIIE L
T=5e
- ERMAR T n—BREGEREE 2T OMIER AR (R 15H)
- %6 A £ T, BREREER (Cr 0.2-0.3 mg/dL)
- FIEkE D 1
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SZEPT R,
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F1 RN ARR T o —RIERERZ 232 ERIFERE Okl . 3Tk 2
£V —HE)

JeRME - LR F 7 v —VIEGREE BT 5 EARRNEEE ™Y, AF5E T
WAENC BT 5 ONF BWOBESAZ BT 2 2 & EHME Lz, BIBTO
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AT—bA b

1. BEOEH

O HmEE»T RN EGIHEDIRRE & 72 51K 7 V7 I v MECTEFIEIZ T L
T, RERAZ2 7 V7 I VBREAIOR R Z1T O (ARENIILL T O®mY ), £72
TOT I BIFI O ERCTEET 7 et 2 R 0.5-1. 0 mg/kg ZOFHT 5,
Bl 207 L7 X BIHF 1-2 g/kg/2 BERE 1 H 1-3 [H]

207 VT R HIHF 2-4 g/kg/6-8 W[ 1 H 1 [H]
20%7 V7 X BUA] 2-4 g/kg/24 I H R AN

Q@ TUUHAT o EWEERILERE (W7 N7 YL 1-5 mg/kg/day) THIREH
D &% Z LT A, Medical nephrectomy 73 FIRECTdr 5, ML CH
HICEE T 258138 E M7 5,

@ ARFROFEFITIT B H CIHEOEE N A[RE72 Z E N Z W, £ Dk, L@
DOIEYFREZ B L THERIZERE T 25513, AHMUE 2 UIERENT 2
BAT 5,

@ SEMHPREIRLCZ LS, BT R&TH D,

J

J

2. R
EmAhrU— (100-130kcal/kg/day) Z HIEIZSRBEH AT 5,

3. FFERIE

XD (T T7 7Ny R—L 0.1-0.3 pg/day 72 E) | AL X I
R, ~7 %7 a (50 mg/day) . BT (500-1,000 mg/day) . T U D
LR EDIRXTIVEMHIT D, FUIRIRA LT 134 FEE2 S TSH OEIC & 53
W E B (BAdhE : 5ug/ke/day FEEE) L. DX TSH 5u 1U/mL LLF % H
EICREGT 5,

4. EPHEDEH

@ MAIETBED =DA% 4 BED S P/ MR (7T A ) R0 e Y 4T —)L)
EPUEEEEE (LT VY vn) BT,

@ TPRIMZRPIEESCH v~ 7 a7 ) OB IIHER L2, BUfE % 5 - 725



A, PR BRI Z BRI UARITE K 2 & 555 & &b, MBI
IS TCH Yy~ a7 e db5d 5,

@ U U F UHARITREMAIITAT 5 A3, BRI X TR BRSO T O O KA G-
(3 B 7R B U IROVEIEDN R L TN S E Ly,

5. BT L

CNF TIEEIR D/NS WHBNIEHNSBITE AL 2 D 2 L 3% < | iREHT Tldad
FASEWBEE DB ET DRV, FEERREZ B3 720103, RS2
HELV,

fRFR,

CNF (&, /NRRFFEME R 7 1 — VHEMRE & 13872 0 IR 2K BB DO 72D DR
WIENFELRWEBTH S, IREORKBIEIL. BCE#RLEfRSE, &
BHZITO 2L ThD, Z0D, ZOIHREIL, 7 u—BH, Bref#, &
Bt o 3 BFSICTTEZL (M) . x7e—EBHTIE, &EEARICHED
IR & MR E O EE OO L 720 | BYYERMIARIE S & DA DF
JEOTEHZATWARN G, WU REBEHZITV)., BIROKERZELZMRT, BA
NI < OERIITERENT (peritoneal dialysis: PD) & 5 F., &#&H7e
HIE CHLBEBMEDFRE L 2 512 HiE L Tn< (3-6),

1. BEOEH
TNT I BRIORHET & FIRE
CNFICB T HEEEEAR (1,000-10,000 mg/dL) DBFAIX. Lz i#E
ROBFR, BYE, REREER SRR EIHERLE TH L, ZNLHOE
OO, AR T VT I U BERIOR TN SLE L 125,
BMEBRAROSGE. TVT7 I VMR EITo CTHIET V7 I AED BT —
R CTH D72, BEOIMET VT I VEIZED 2V, TV 7 I U HF DEIK
ELTEMRITRET D& THY . TomSIE, FHAMKOEAK, EEOHL
FREIR, RIS X 2 B OTEEMAR T, BOUER OFRe, SNBHRTE R IE, TR e &
Thb,



CNF OIRIZKT 27 07 I BIFNT, BOKORETIL (1), 20%7/4v7 2~
3-4g/kg/day % 1-3 [EITH3 1T THIFE LIR % 124K M 1 BIO R (6-8 Iff]) 128
T2 FENTH SN TWD, REIORE LT VT I RIS OERIR D
T=TNVEEPARAIRTHY , £OBEOFELHIRORIEICIS C TERD S
EDEIREE 720 . LURICH 2R T,

@D 20%7 L7 I B 1-2 g/kg/2 WifE] 1 H 1-3 [A]

@ 20%7 V7 I HIK) 2-4 g/kg/6-8 W[ 1 A 1A

@ 20%7 V7 X HUA 2-4 g/kg/24 W FHGEAT 7T,

JEMTENCIZ@ D 24 fEFREI R Z BET 5, £1T 7 I BB OMFEREIZ
ITEE 7 I R 0.5-1.0 mg/kg ZPFHT 5,

TR DT DIZHLFARD 7 — T VEE 21T 5 HAa i, WHEEIREZ H 38R &
T 5, BBHEOTLDICKREFIRZET L, FERONT v o MERO - DI E
THAR~DORBE GRET 5 Z ENEE LV, TLFRIRY T — T VR E IO ke
JE (MiZEfediE7n &) REMELZ R L-HELHY 8), AUy h-FT AU vk
DNT o A% BRI B [E L REE OS2 IR 2 MR 5,

IR E

CNF DWRIZINWT, T o IFT v v VEMEERIESL (ACEL) oA v KA X v
VICIREAEBDSELZENTEREEHRESN TS (5, 9-12), HIZ,
Medical nephrectomy ® HHJ & L THMEH IS, dTERMN/NE B ligin 2
(ESPN) @ CNF BlORFEHT & 0 | ACET BtARTH: CHEICMIE T V7 2 UAED E&R-
L7 N7 2 U BAIOHRENBD Lz OMENRH D (13), ACELITL =T v
VFET v REMEIT D 2 & Tl RIEN IR A S IRAV IR LR BRI S T A
T2 Z L TCIREAZELD &S, KRV A FOR#EERLET S (14), BEAKR
ZRWOTTOOFH R L L TR, RSCREDRZWERRIERR D 7 k7
UL 1-5 mg/kg/day T 25, MR >E, WEERBRDEHET S Z &2V
L7 GG A RGETT 5, BAGKREICIE, MEANBKORIEIZZ2N 2 & R+
NIRNZ L 2R L, A7 b7 UL 0.5-1.0 mg/kg/day 4 3 MO BRIET 5, &
MREZ SRR T 2 Z EDBMETH S, — 7, RILEIZ LV e d i £
THHATE2NWZ ERZ, BHRFIOGEITIE, A v KA Z T OB 503
EB S5, Finrmajor X° Fin-minor 72 ¥ FICHEIEMDOERNH 5 ONF O Tl



ACET oA ¥ RA XL U IR IERZ LOWERZ VR BRI > TIEARE
W35 Z ERAEETH D (15, 16),
* A RAZ > BFERNRIEIIRTE STV,

PR MR L

IR X D3 IES L OEOHEOEBITIXRA R H 0 . £ < ORER] TR
N ME L 725,

ABRHIC IV EAREZEO L, 77 UHHIOMABREEZ RS T2 &n
HRETH H (17, 18), AFTiX Fin—major, Fin—minor ZEAH|OHEITHELS . 7
4T RO XD BREBEIEFID DI, R CIREOE BN Z &
ME\N, ZOEGEZIBEL, RKIORET 7 — MNHATIX CNF oI 33 fil+ 25
BN Al 13 22 A s (3-96 22 H i) OFRFENZ A BRI 2T TR Y | —HirY
(BRI 21T S 72X 72 002 72 (19) o 7238, RN T ICEITE A
D2 SR e, BB S IREOEEICEE T 2580, B AT
WZIXRIER O 7= OFEMRII 72 FH 3 R EECTdo o 72 ACET 0o KA X U ¥IT LD
ML OBIMN GG ER S S (5), T THEBICHET 25615, xHl
A L PD 2B A5,

T TRBMAEMEE LA BB L OBEE ToRBIE, EICORER>
KB R SPD>IERBA, QR BHIPDIERAN (AR ML EIZS TR
i) B"ETHND (1), WRRIRRIZZEZZ L 2nGaid, BFERTHLERMZ 58
THZ LT BORTITA BRI 2.6 22 H . WEHE & OVPD fiTE T
W¥)36.5 A, BiiE THE A 0A EOMENRDH D (B), AFOFERTIL,
FBRE A O R SLE 13 224 PD B4A A e e fii 21 22 H . BRBAE A e i
59 M H ThH o712 (19), FEARMIZ, BHERFXEFIR (FREIRD L < 355§ IR
~OYEINEG 2 AN EBRRIZT 2 2 & AHEE S, BHERE A B AT
RE7R 72, BREIZEATT 2 A BRMIZAMAEE Ly, Bz, PDIC k> TEHEZ
TV, BBHEZIT O, AICTBWT, BEBIIRA ORI D Z &80
72, LBy RN 15 kebh FOBEIEL, BREKRIEK D72 O IR AR
& RO A ZE I D,



—F., 74272 RTHRLMNS Fin—major X° Fin—minor BR O H 5 mEEH
pR (10,000 mg/dL F2EE) DR TIL, AEMECTHMICERREZBAOIELZ L
FEEL WD, 740 T2 RTIEZO X ) RITx U TIERFE W (Tkg 28 H
) D BRI B S K OVPD HAZITV, £ D 10kg & B LI B BAK
ZITH-o T (4), IHEESPNIZ L D ONF BlORFHI L0 . 3pREL AL L
ToPRAFRIEIEDY . RO IEH] C O [ R i HE 36 K OF PD 3BT HL > TR 5 FTREME DS
RENTEY (13), ARERLIBMNBLEL 2D, B, A% 6 A RO
B TIE, L= R L, INERICERRRNEEZET 52 ER8HLHDT
HEERLETHD (20),

e I PR
CNFFAmDREBTHY AT A ROV 7 u AR e 8O i3 2 {1
U2 KRR 220 72132720, ONF b & D 2B B0 7 a0 —BIERERE (NS) O#H
BIZBWTH, AT A KRR 7 AR AN - TEMICE S TZIEFNTIT E
AL (21-24), F—r v RE MLadfERER 7 v —BREMRE (CNS) 45 A
D|ETIE, 1 NADOBB AT v A FgE CTRMBICE > TWDHD, £OERTFIIY
SR (7 4 F 0 REINE S DFH L TRW) Th D (25), NPHS1, NPHSZ,
WT1, PLCEI D—EBOJEB] TIIFSZIMHIFRE CUE 2RO T & DA S & 505,
ZDAN=ZALIRHTHSD (26-29), AT A RV 7 B ARY UHRAR R
A MZE#EEHA L, BEREOLERICFHFS L TODAREERH L, L Lan
5. CNF Z & 7= CNS DI PNCIEAR RYA b B X OZ OB #E L I EE
REBREHT D E NS SIEMBIIEIZIIAIS Ly, RIOEET v 7r—
N TIZ, ONF @ 29 il 3 Bl AT A RAEfEH Lafinme), £/, 28 i
3 B SR INHIFE 2] L 1 IS B L CWeD B THh-72(19), Lk
L0 GIEIHIEEIIRILICZ LSBT D RETHD LB 2D,

2. REWIE

CNF DRIZ, WLE OVRIE-LPIEK CRARPET L, WL AR TH D, 2% E
TOANEINC T, REREREMEIIEL Z DR A RET 5 EHRE T
Thdd (30), BERT XX —EBRNKRO TR+ RGA LT REEE
RFER EEHNTREREBLIT O, REREDRELRG S TP OIREEL



EET D, BEEOZNT 4T RO ORBEEHORIT, mhu Y —
(100-130 kcal/kg/day) . mfEH (3-4 g/kg/day) &SN TW5S 4, 6, 7)),
ZHIFEM O LEIREEZ O L GERL D 5 BEETH D, FEBAY 2T
HIRCREBIFHZITOR VOREOEH TIL, kKEBLOREZEOT-DICEIr Y
— (100-130 keal/kg/day) Z&EKT 25 Z L H#HIELE TS, BASCATANET
FHINDZBRZENODOREDHTZY O KL —FR L TEL 2D, =L
X —%2B DI 7 RUsE (s oMCT A1 v (JEIGELAL. 10-15 mL/day)
mEDHHHLERTH D,

3. fFERIE

EXID (TAT 7y R—/L 0.1-0.3 pg/day 7 ¥) oA EH I
A, ~7 x> 7L (50 mg/day) . BT 7L (500-1000 mg/day) . BV T
L7 EDOIRXTNVOHRLENTIIR LR, 2k, BEEIXTNEOER
B4 HZIZHES 5,

N AT7x2Y v, N7 Rang Iy, =Y AR F o RN RPICERT
%= OE M ﬁ@%ﬁm(mula T a Y AuRTF rofkbE, R
SN & D T2 D@ OEMEF R EE ~ORGE I b REICKNEIIRDZ L
ME, Flo, L e T T A IV DRPA~OIERIZ L D P ERED &2
HLEE SN TIRY (32, 33) . EDOFRITFHE L7 ECHiAELBET 2LERH D,

—WXEIZ ONF b 7o 7 a—RiEFERE (NS) ORTIE, 4 mx v Ufih
sua7 Uy (TBG) OwHIZEI Y, LIXUIZMED FRARE VT DMEfE & 72 5
(34-36) . 7 MiF AR MR AS )VE KA A Sk U C ORI AR L€ > (TSH)
2N EH LU, FARIRAR LT DT T TSH N EFLT 5 MG SnTnsd (37,
X MIE FARAR A VT o DMEAE & 72 2 R0 TSH 28 EF-9-5 23, ONF O34 L]
TIEMmE FRIR ALV AEDNMEMETH - TH, TSHRAER 1 H ETIHEETH
HZENRHY, TSHOMEIZEOFTAETRELDFRRFLVE 27T 56, 1),
BRGAEEIX, 7 —F 2 L LT5H peg/ke/day FEENGBIMG L, A% 1 ALK
EH5uﬂ%muT@%%%Hﬁ*%@%ﬁi%%ﬁTé

REFEFNTIEH LN ONF TRIBARAREETHZERHY, ZOHEIFAT B
A FOMIENLEEL 0D, BIBFAE @%F&Lf CNF O i TR DK b %
RBODLZENnDLHTD, RIEMEOREMSNH L EHEINTND (38),



4. EPHEDEHE

FEIR] & 72 % MARSE O T BhCBGIE DX R A VA TH D, MARKE T KFERT 221
REPHED KNI S 725 (4, 5)

TIAI ) =R T T e I (AT ORFA~OEROMRE L L
TH NI HENEE LS, ~7versaTd )y 747V 7y brYyiR
7T AF v BEERAT, V, VL X, XTI EF-95 (39), D7 dImRELEE
7RERE A PHEDS ONF 25 07 NS OIRTHEIN TS (40, 41), ATO2E
T — RFRATIE, ONF 32§ 5 B CIfiARfiE 2 = LT\ (19), IARSE T84
W2k U CAE% 4 B S P/ ICEE (7 A Y o 3-5mg/kg LTV E Y XE—)1)
EHgEEE (U7 VY s (PT-INR T2 RRENHE) ) 285725,
178 NALE % & & 7o MBI ALE O BRI E P i MCECHTEEE 3K 2 5-7 BRI b H
IEL, ATIIZ IEHFAL & 5720 —RpagIZ ATID 50 B /kg Z#iFET 5,

Hr~=ru7 )RR BIKF & DIRFORPA~DHRIZLY (42) . NS DR
IXFFIC IR ER R 72 & ORI A A9 5 I ORYYEICRRE LT 0, Ao 4
7 > — NRATIL, CONF 32 filH 19 B CLE I I IEYYE OBEE RN & - 72
(19), CNF 21 fflox 7 m—EH] (FFORfE 1. 1 4F) ORRYYEDFRIECHE 21477
BN T LTz o 5 (43), BIMAEDS 2. 5 [B]/4, BRIMAEREVMAS 2. 5 [8]/4F
boTem, FLERIRD T — 7 VO BIIRIERICEREE 5 2 o7, 0,
TR IESC T o~ 7 a 7 ) ORGIIRIEREZPEO SehoTc, BLEX
V. FEIRARPIEERSS N v~ 70 7 ) o OG- LME B o0 HER o i ) oo %
BLrWwWH T AU » hEBFEL, #EELRV, UL, BUEZ - 725805,
BN MG ERIR 2 R LRI EE A & G535 & &b, BBEIISUTH
v 7 ) o ERGT S, HTERA Yy~ a7 ) VRIANZOW T, R
BB T 2HREDPEFH Y (44-46) , SERDIEGIOFEPLEEN D, 2B, JRT
~OFEIAZ LD | CRPEITED L2272 ET 5, £72, BfIC L BujED
FIEREZWOTZ ENARETH D,

BB RITET 7 F o ORRNREEL 725720, EM PRI T XTI,
EE TS = 2 — /Ny 7 2ReO G FMIICHRGTT 5, 17 2 —EHiX
IgG BIRHNZTERT 5720, BRI 2 - PR ER OO O EERIT, &
IREEROFENBI L CTHo N E LUy,



5. BHTEIE

AIDOLET 47— FFRA TIX. ONF 33 f#ild1 26 il PD 23T TRV . PD
BRAAEEIR O P RfiEIX 21 A (4-90 /nH) Tho7z (19) , PDEEOMIZ, &
HREOUE, fIRNEOHEIN, [EOF v v F7 v 7REINTND (47-49),
FTAIZBNT, MiEZENT (hemodialysis: HD) & 33 fFilH 1 i T1To4L T
7= (19), CONF I D /NS WHLS RN ENT B A/ D Z 232 <, HD CldE
HIZEWBHE 72> T LE S, TEERELZ BIET 72010, A TILPD 23R
5T ENE,

BT 7 —7 V& FHWTHD 2173 DB, NEFIRE & —8RIRE T 5,
BB DT DI KERFAIRZ AT L, fFRON T ¥ > MERLIO 7 D128 E T HRR
SOEEZRETHZ ENREFE LU,

CNF OIZ LT LI~ =T 2805720, PD AT —T WV EfHAT D
BT TR RS L ONRIR 21T 5 = L 2 RaPd 5, EoBAERE, BRI
FNC 725 Z ERBNT2D PD BT —T T EMNCITEAT 2 ORLEE Ly,

6. BB

BEgsDRZE LT, &K 75-80cm, {KHEAK] 8-10kg |Z72 > 7o RE A CEBAE L 2
35 (50), AFOAEET 47— MRATIL, CNF 33 #ilH 17 il TEBM T
b Ty, PRAMIZ59 nH (34-96 22H) TH-o72(19), CNF HA~DFHE
TlE, BYYEIZ X DT EMAREIC L 2 BB R NRME S 2 57280, EEE
FRICEE D IREA - (KT v~ 7 1 7)) ek AECm g E R AE ) & i L 7= ik e
TEBMZITY ZENEE LW (51, 52), ARFICEIT 2 EHiZ OB CIE, I
BT N7 I >2.5g/dL Lo THBRBEAIT o722 LIT LV | B IARSE D
AT Rl L ME SN TS (63), KE B MIED R E A FHEAYIZAT 5 M2
W DT, AR T & 22 W ERB A OB PUTHE L vy,

BRI IEARMNCAEY 7 F BN REE L 72 D720, EM TR IT T
TATWV, AEE TS = 2 — /3y 7 2o/ b EBICRF 25, * 78
— BN 16 RPICHERT D720, BRI X - HUAER O 728 O 1
L, FEREARSEHENSRB L TOLRLEE LU,



Bt ox 7o —8RIEX, ONFIZBIT BB FERORKEO—>TH 5,
Fin—major., Fin-minor OB +2HA T HEIETIL., x 70 —ERIEDO U A7 A
B, BHFEAFERI T THoTEHEEINTND (54), 7 —EBE3HIEL
fﬁm’ﬂféﬁﬁkbfi ATHA R, vY/aT7xA7 7 IR, UUxy

MAEZHR DG AR HE SN TWD (54-60), ZiLHIREHREIZOVNT
MEu74/7/Fw%T%D\z7m~ﬁ®%ﬁ_iﬁz7)/ﬁm@%5
WRENTWD, —JF, REOEFNZBIT 2H50% 7 UV U HUROBE G513 RHTH
HIleH VY X~ T MERHOA MRS LR W ATREMEDN &S 0 EE 2 E 3
X8
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