916 EEFREIGERT % 2 7 0 —BiERE
& BEEMER7O0—CERBEOSTFRELERR
EH BILFEE BiEF BER BEEIhSHEEE BRERFT R OMIM
Nephrin 19q13.1 NPHS1 AR AUy hNEBED 7oy IYRBEREXT7O— 256300
4 CIEEEE, 4 3 WBELMICH
fE, 2~3 ME CICBR2ITET
Podocin 1g25-31 NPHS2 AR Bt 2704 FERER70—-CEE 604766
&% (SRNS), fHRERITRER D
B R IRARREILE (FSGS) 1'%
Wo/NRERICBER2ICHET. 3 —
0w /XTiE AR ik SRNS
D 45 %, BEGAID 11 %% 56
3,
CD2-associated 6p12 CD2AP AD AL XA FAE FSGS 604241
protein
TRPC6 11921-22 TRPC6 AD M Ca HAEIFE  #E{=M FSGS. BEH, mMAH 603652
ZElLLBRREYA ICEAREER, 30 MALEICE
N EE M DI TEIET
a-actinin-4 19q13 ACTN4 AD RRTA NERE  EfsM FSGS., BEM AAH 604638
DHEERARE  ICEHREIER. 40 BAUEICE
TEET
Formin 14932 IFN2 AD RRYA MERE  EEMH FSGS, BEH, RAH 613237
DHFEBRARE  ICEBRER, 40 RALECE
RE(TEST
Myosin heavy 22g11.2 MYH9 AD AR~ B FI7UVHRFZTAYAAD
chain 9 DHFEBIETARE FSGS OHFEEY A7 ICEELT
W3,
Laminin 82 3p21 LAMB2 AR RIKGEEEERE  Pierson fEER. £%I<ICHE 609049
p%aXopsel iE UBALICET, RENEER
EHESZEMNEL,
WTA 11p13 WT1 a) RIKFEHES Denys-Drash fE{&2f (Wilms & 194080
BEMES), Frasier iEfEEE, O
FAMAY Y XU LIETE
(DMS), 33 \L\(E FSGS D#Ef
e
LMX1B 9q34.1 LMXB1 AD il Nail-patella fE{EE, BEE/MD 161200
FREBEZHS,
Phospholipase ~ 10923.33 PLCE1 AR Gl Truncating REFHPREED 608414

C epsilon-1
(PLCE1)

X7 O—-EERETHERBIE
DMS, S At v AZRIFHERN
FREFHOB VR T O—EER
BT BT2N\OETHEERN
BV, —HOEE T RENHIR
EICRIGY %

AR BFEESME, AD . BREMXREMNE, a) | REOEMIZEEMN TH I, BSREFELEETERDDDEH 3,

EL1: 27 OB FARICE D EAOMRSFHICEFILL TL
Fo, EAMPHEL 85, %7 Y YZE Fin-major Td 90 7 I / &, Fin-
minor Ti& 1109 7 2 /Bt %%, 747 FDx7 Y vERES

tion FLEEFAENSE I D, ZNHAFRICZ TS NER
LCEBIREMR), 747y FACREERNOHRE

PIn%ntEZ NS, THICHLRT7 Y v EARRERE

D 65 %1% Fin-major O K €&, 8 %I Fin-minor O+ EE A, 7%

Y i% Fin-major/minor [#l& % \> (X Fin-major/minor & I A& ¥ R4 H
DEE~TOEEHETH S,

BORPIZIE, BUNEEREOREEBGEZ R L T, 5~6 %

DI RAE T 20EM S A 5N 39, Ffldic B AEMR
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2704 FiERE
70— tEERE

BX 2
IR R, TR
HEEE HRES
LiEE(E EtEs | | I I |
[ l REs .
- ARkE BRkE BEE TERR
/g B AHA £ : g ;
e e e INEEFL HEE Uk 18 s
ACTNA DDS, FS Pierson Alport Nail- R N N N i
@ @ e s B AEREE fEIEEE  patella ZTE
IFN2 wr1 LAMB?2 COL4A  LMXB1 tRNAleU(UUR)
NPHST _ i
NPHS2 YO
PLCE1

M2 ARFOA4 REFEXR7O0-CE0EGEEH70—-Fv—b
SHER (BREBEEROEY, BER, #ELQE, SERGE)OEE REEHR BCHXN(ENE S48, BEehrs

REBEGTFZHANT 5,

L7 0, ACE FHEHEDPZ 57 a4 FBBICKIET 2REH b #H
HXhTw3Y,

2. NPHS2 RRIY

NPHS2 i, BN, b7 7V 2 0% H#EE, NEE SRNS
EBREBEOEBBETE L THESNLY, NPHS2 12X Y
I—-FEINBRFVIE 383 HDOT7 I/ BEREILOKS
MREEEMNOEATH S HEIFR YA FICRENT,
2y MEFAFICEB W TR 7 U vy OEIBICHFEL T
3,

ZDHREE, 27V DY T IVERIZDEL TR
L%, HEKTBICHEE - RE2RET 2 LS
NTws, HMBICBIFARFY VHEMEEBRTH % mec-2
EAD, MEZEREBRT 2 Na 7+ 2 VOFEMHZHR
THREZRLLTOREREBLL T3, FFY UK
BEHRAC EEAKERZICEETH ), #hoBE TS
B Eo = — I T 5 - ootz R L7 bD
LEbLNS,

ZDBDERBITT, NEDOAL ST, BAD SRNS 2
HE5T 2 2 ESRENT VS, KM TS NPHS2 BETF
ZE B3/ SRNS @ 25 %, A 15%IcBi5- L, FSGS @
FKIEZMET 2 ERETFMBEOFo TS, L
L, Z&FD SRNS fEHI Tk NPHS2 ZBAEEIIEF D7
{, bhvbhDOBHEF % &0 TEEARETER2 LR
b 39, ZOW Sk SRNS ELRIETORKEER, #
BT 5727 AD SRNS REDEY / AL XV TORE
BETREZTIRESLREBES T L7,

NPHS? BEFERZHETHHRE T, AT704 FRESP

4 O FEIGRE ICIEFiETH D, IoICEBERDE
FRER (70— YER) LEHEETH L GRUT)Z &h
5, 3—u v APKETIE, AToA FEHiERr70—%
FEMERED FRHEE R IREIEOEIRE T4 9 2T NPHS2 #
BEFEHpBHERS N TR E™,

3. PLCEI phospholipase C epsilon-1

& AME A9 >~ ¥ 7 LAt (diffuse mesangial sclerosis *
DMS) %> FSGS D fHi{5 % = 3/ JHIFEAE SRNS 5%ICH
W, PLCE] ERBHE SN0, 208, F 1 RUT
THIET 2 DMS 35 FKRDENMZRETT, 10 FEF (29 %)
I2$\>C truncating PLCE] ZERAFAE ST 21, Hif
FEHED DMS FEFITIZ W1 & 3 A TH 172K B EHRE
FTH2 EEZ 515, phospholipase Cel (£, 4/ h—
WS TFNEBENT 2EZTHY, RRERTICERELRRE
Hx B TARESTB I NS08, BIiCB T 560
ELFATH S,

PLCE] ZERICi%, BRikE LGBERGEDEZERLE VW) 20
DEWDH 5, FEOER % L5LD DMS aF— FOE
BT AR5 L, PERRE(M VA, A A7), HSFA
% V) DSEEINIC% {, PLCEI ZRIZT X TEARKMEL B
Mg 2 THEME O E o truncating BIE R TH o7z, & AN
=y 7 T2OD PLCE] EEPAEINT WS, §DL
CAHa—AY T ICiEEENL Y, 8D PLCEI &
BEECATOL PPy 7 AR VICEZHEART L
DBHISN TV SO, PLCE] 3 At v AERIIBIET, AF
RIGHTd % WHEHED S %,

Folf, PLCE] DR EHEGHERZE T 2 BEMVRTRE
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WERIROEFALHREIN TS, F7, phospholipase
Cel /v 777 7 AEBROBRELZTR IR, Lk
35T, PLCEl BERI3 % 7 u —¥ERBREOETEET
EVI LD, BEZUEHETIREAZRLL TR LELE
26N, SHOEROEMBELNS,

4. LAMB2 S3=v[32

FHIFEIED DMS & IRAER CDESL, BNRE - KEFZE
T, MEEE) 2R L T 2 5 MEEERES Plerson fEfE
BEL LY Pierson SEMREREIX, T 3 = B2 @{EF LAMB2
EEMBFEHRTHZ, 73 = B21%, (a5, B2, y1)D 3>
Do LS MIANEEREER T, BEE27 -7 &4
YTV RVAIR YAV EEEEEAL, RFYA
FEKH % GBM 10555, RAGBM 37 3 => 11
(a52, yUDERSTH Y, LAMB2 ZZHIZ L H GBM DHf
EEEZEL L EELIONS,

f7, 7 3= B2 FEIIRE DILEOEREPFLIE -
KEEER, BRFOHMFEEHIEECH L0, £R
I & D IRERPHHIERZ & 5, B Ea P29
truncation %4 7 % Pierson fiEEEEEIL, /DEILS, Fi
B 2 A 5 D ORRFER (BHE, BRIR, (KEaFEREE) 27
To LD L IRV ZEROEEIZRERZ ED L WS
DHBYW, LihioT LAMB2 i, BHIIAIEREZMES
FeREF 7 0 —ETRENEMBEEETFCH B0, LEZXR
WD 72 THEANBMBETFO—2 L LTEETRET
b5,

B HBEIED SRNS ELF

1. ACTN4 7IFZ> 4

KEE AT Y —HEEDRARIE - EHR&IE FSGS DARK
ROfEHTCTRE SN, 208, KD FSGS iEFTD
EROBEPHAI NI, 7LVEEEREEZI NS,
ACTN4 1% a-actinin-4 # 2 — F§ 543, Z D a-actinin—4
1% F-actin L4HET 2R FH A FofilgEREAND—D2T
b5,

Pollak 5'91%, FSGS 3 %D I A v AERIZ7 7 F v~
f& & 383K (actin binding domain) 7> & 5z 1] 0 £ FH I8, (first
rod domain) # 23— F$327 YV v 8ICERLTED, kv
FAXRY bTH B EHEHIL T3, EBRICHEEERT,
7V 8DI ALY A ACTNG ZEMEITI AT X b E@E I
F-actin &EfE&E L7z, ZOFEHERZ, 77 F v EEERLED
7 2/ BB EY A HARE - etIc BT s L
ZRBLTHwA5,

ACTN4 ZEBREBH 3 ERAFIE CREZEHREE % &
ZDEA9 . BZ6 K ACTINA DI A v ABETIIA
BRIFHESRICE 2 5 BB IR W 2 0ig, BAIKR 2 £
THERBEELM L 2 EEZSNE, ZDLIHIC
ACTN4 BT At v AL B IBM i RREMERY &
U, BFMEo FSGS DERICZE: 2 Ll N5,

2. TRPC6 transient receptor potential (TRP) cation

channel 6

Winn 513, BAZE & 7 0 —CREBRBEO® REfEE
BEHMO=2—Y =7V FORKRRICEOTHEA AV F ¥
F)VEH TRPC6 # 2— F$ 5% TRPC6 iBRIZTD P112Q I
Ay ABERZFE LY, RN - fk - 7707
TR NEBEEE FSGS 5 KRR, CHii 58 7 2/ MABREKT 5
Fre v AERD I AL v A TRPCS MG FERPHE X
N, BKRICE T BHA - B FSGS DJFEF & L T,
TRPC6 ZZRDIZ ) 13 ACTNA ER L D %\ LIS N T
V5,10 BT O/NEBIFIE SRNS BE % & U EEEER
FITH, TRPC6 ERMBAEINT2®, JR7 S 7RIE
® SRNS TIZ5DEIABRIEIRDDP-> TR,

TRPC6 (% transient receptor potential (TRP) 7 7 3 Y —IZ
BT % CalBildl - ERENBAA Y F+ 2NV TH 3,
TRPC6 (il & O FHHICEEICHEL Twah, B
BOTITRRE(EFH A b)) ERMBICHETEL Tw3, R
FoA FAY y MEREFICEEL, KPP v E267T52
EHRINTVL S,

TRPC6 BHITIZ, MDA /> b — LY v EBRR#EY T
HBESTINTYea— ik ) iEELE B30, Ml
FED MR X > CTHITHE L, MU AT (mechano-
sensation) IC LIS T3 EEZH6NE, KFH A PlcBWw
T, MEBAIL, EDXIERIRELLSTHICOVT,
F LT IETHTH S, TRPCO iF CaTiA> 7V EH
fiTaZickhRERD T 7+ HEELHIEL w3
DTIF WP L LI REPRBI N TS,

TRPC6 % BAARDFEIFER T, oI L MfaEm
NDF ¥ FNFEEBTGEL, TrIATI I REDT
TZAMFEICE > T CaliAY 7 FIVITHEET 5, vb
W % HEHE TLAE IR HE (gain of function) IZ& % & \» ) HE D%
W2 I DOFERIZ, TRPCE BETFERICE - TREIL
oA AV MADBEL, FFYA FMEELF| ER 2§ A6
ERBLTWw5S, RFYA MBS TRPC6 DEHEERE
RRFvo&EICOWTIR, 5%, BREtE2ET 5,

3. MYH9 wmyosin heavy chain 9

RS T7 79 AFRT AU A NTAANCHE L TEEL
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FED U R 70387 2 fEEw 2 LRGN Tz, ZDANER
BAREBRRZEER, T7VAANFEDT / LERICED
MESNZEEZO6NS, ZITKRED 2 7V —713
admixture linkage disequilibrium mapping (ALDM) & M3 #41
2hEERAGT, 77 Y 4 A FSGS ([CRE OFEEEZEE
EF~y v 72T,

EHE, SBEE % o 2E SRR T BERTEISIIAL D A D
TH 20~30cM TH Y, ZOHMICH 2 BIEHRIFEARTDH
h, HEEEGFOREIRECR S, —F, HEHRETH
55 AL 1~2cM L Ds, A7 Y —= v JHIC
Husw—h—HE2ES LA ERKL 240 2800
H5, BABTAYACBRL CABRBEANIZ2EDT
J LEBRDOBRMDIEE - 7= DDHEIERGE D 30~40 HEAR
fitwbhs, ZORER BAREDT / LAH#EIE 5~
10cM DEXT, BAY /7 2FEBRICKHEICEEL Tw» 3,
ZORFNEEEBANFEOT / LEBOBREICHAL %
DHALDM ETH D, dhve—A—HTHERIEBEA
BERAEBREETERETES LIRSS S,

RED 2 SN—TiREbIC, Rk R FOIALVE
$458 15 7 (nonmuscle myosin heavy chain 9) MYH9 D A >~ |
o SNP %8 (7 L VAEEE 02~0.6 @ common SNP) 37
ZUAZRTAYAADHIV ICf9 FSGS 8 L NEIMEME
KHBLREORIE) A7 %2 24 ERODDZEZRRL
7219 MYHO FABREEE R4 A4 MIcRBEL w5, REE
BFLRIEI A4 VEMEADREZRIET 2528 L TH
R4 4 FMlfgtEoRrLENZ5 | E- I L, FSGS DY A
JRFERBEEZONS, L L MYHI ZEIRERIEE
BE IS ) RIIBAZOREICIIBEES L TE6 T, FERE
BILICBRERE - BRI b3 HERTEPELS
LRI ND,

£ 7 MYH9 BT 7y vilTOERZ, BHEX
VFNLVEERMOERE TH 5 Epstein fiE 8 # (OMIM
153650 ; ERM/IMERAE, HEHE, BRE) OFHA L4252 &
DREISNT 3O, Bz 12 FHOT A X =y a Fvid%E
Bory PARy bTHZ, BIEORIERF ZAHTSH -
7208, BOEARD MYH9 BIETEREETHY D o BE
ELE| FEFOBTRELE 2 —%2fT-7% & 25, FSGS
WETH L I EPME I N, ZOMKEIL MYHI DERSD
RIS, RFEHA MEEENL TFESGS RAZ ElT L
IRFEZRETHHDTH 5,

4. IFN2 7#IL=ZY

Pollak 5 134 F+ ¥ D ANRIE - HHREFENERED
FSGS R AZMM 1 k b, #HHJEEEEF INF2 (inverted

formin 2) Z W L 7220, WM, 77V ART AV AAD
FSGS 11 BT, INF2 I At v AEBEIPHER I NIz, IFN2
ERZHTIEEFITND 10~20 R CTEBEKRZ B

L, 30~50 R CAHBEAZ L Lo T, HERIEF7
O—XLSVICES OHIAS C, ERBF, MRPE
MEEEHT 2010 RN HIRETSH 5,

INF2 37 7 F v RGO 7 7 F v~ DAL (nucleation)
ZHIGEL, MEEBROTEIC»PDE 7 4L 3 v EFEEN
A7 7 IU—ICEL T3, IEN2 325 OIESR ICHKE
LTED, BRIRETRANSA Micdbh, A vy MEE
HEHRBET 2, BELRE [FN2 @ diaphanous-inhibitory
domain (DID fHI%) % a—F$ 227V v 4 iIZEHFLTL
#-, DID fff ¥, 741 3 v o HCOEERAS PHNEE
ERIZEELHOTH LD, BROFy PARy bER
2H5DLEZLGND,

N FE THRAFAE FSGS 1213, 77 F vl E R olE
I 33 F (a-actinin-4, I 4> VEEH 9) DERENEHE
THIEWRENTER, BRERDT 7 F v HIKEERST
LEICHE D E, FSGS IEDY AV HEE S Z ERBIRL
TWw3, INF2 ZROFERE, RREREEEDHERICT 7
F UMM ERPEETHL L) AEEZXFTIHLDOTH
NEHI NS,

5. CD2AP CD2 HEEH

CD2-associated protein (CD2AP) I3 763K T U v /RBRDFE
HZEEOMIENT ¥ 75— & L CHEf S n, RERITIC
BELZZoNTwriz, Lo L CD2AP DRE~ T A DS
DMS %3 Z# ¥ 2 L HiE &, BARETOMAED:
Bt 2B BERE o7,

£7:, CD2AP ~"7'uAEe 7 A (null 7 LAV DO~T 0
k2 2)TlE, RFY A by FH A b= AiEEE
KA O /NEEERRAET L Twi?, 6 BTRENE
HIRZ2 L THLET % CD2AP Riff~7 AL, CD2AP
NT7aFRee T ABEETH L2, 9 VHEBAEHKY
75 FSGS DHIERZE % Bbh¥ 3 X4 v ¥ 7 LiflifarEhE,
EEMEZEO:, BT, RENEYIRIEEDONK
PEETICHERLTEDY, R FYA FOMBANDORD A
AMETBIEDFRRTIE AL LI N TL 5, FEHIC
WEHICEALREITS 358, o CA2AP DRETHEF
Y4 MEEBEI 205, ZOBEFICOVLTERAHELRES
%<, VEEHEHOEZEZ 2,

NRFFED 2 7 0 —LIEH T CD2AP D RBH a2 F v
EHRERO N ERAESAEINLY, & 5ICHA FSGS
DAZYVTANRT 7Y AFRT A A NDENTT CD2AP D
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SRV RER, TIIBRE, A v burEao%ils
HWEENTw3, BEDQLEZIAPC 7 ATD CD2AP R
DL, & b FSGS (B F 3 CD2AP DEFHZHS
DY BIIIE R BREFI DO EE L ETH B,

6. WI1 Wilms BEB&EF

WT1 EIEFZRIC X 5 E I Denys-Drash fEERE &
Fraiser fEfERED 2 DA3H15 41TV 3%, Denys-Drash i fE&
BEIZEAE (DMS), BHAETHBUEA LT, & XU Wilms [E
Brx 3MEL, WII 27V Y89 DALy ALRE
(R394W I3+ v P ARy M ICk 3 Z &M%\, BE WTI
ZIEH WT1 20T 22 LIk D(FSF U b RTTF4 T
EH), BRE - £MBARORERELELTLEIZON
5,

—77, Denys-Drash fE R IC I U TEYEDERIRE, T74b
b EE X FSGS DR T, BHAEMBHRA2EZME) 2
Wilms JEEH 34 U 2\ —8ED35H O, Fraiser SEMRRE & WEITH
%, Fraiser JEREETIX, WII A Y bR Y 9 AT F4AF
F—MUDEERBRODPB I LS, TORTIFTA R
BRI, EBNICEET 2 WIT A7 74 ABBORKOR
Bfi% 27293, ok Wil BEREADEEE 2L,
WTI DENELZ E1-T LD TIE AR\, BAEOFRER
ICEEFEBERDNS,

WT1 BEFEIIRIC 2~3 I H 7 2 BERERZOR
EbH 205, REFHMFEETH2, AL wrl EEEZET
BREHITHREROBEIC NN 21—y a v R 6 05, KT
LD Fraiser FEMERERE T3, BB LEE 4 IS
D FSGS L EKBID DD WHilAidH b, BEICHERSLE
Th3Y,

Hildebrandt 521%, FKMI/NREWHIZE S L — 7 TINEL 7
PIFEME SRNS 115 Bl BT 5~9 %ic WTT BETE RS
B E TV B, Niaudet & IZT1FEME DMS @ 17 %I WTI
BETERZ2ADE, EREL TV, AHICE LT,
KIGEED T2 { B IRG R %2 &0F 9 2 DMS, FSGS
REGICHEBH & (BB I N 5, Wil BEIE ClREAFIC
Wilms BB ZFRE L 72 D, ERERICHIERENR 255 2

12 46XY TREZET 200 B0 KR TH -7 D, HHf
D> THRFELTEHHBAPIRE TREZMES .
H3: sV v9nCilI 7 /8 VPr-ALkeF=v-U v
DHET, KIS+/— LI N5 2 fiDO R 774 AHHR AL,
IE# Tl KTS+8AS KTS— B L ) {72 Tdh 5 (KTS +/KTS — Hildk >
2 IR NT R B),

Fraiser BL A 775 4 A 893% 3 & KIS+ /KIS—<2 & 74 3,
KTS—HRANBHEIC A4 5, ZOfREE, MNIICIERICHFET 2 KIS+
OATaURLEERY, WIT BEEERZEC B LELoNS,

L3, LizdioT, AT RA FBEOMETH, EE
LU R 75 iz &, BEARED - D ICEIEF2ET DR
T REILRE W, Wl BETFE 10BoZ 7 v v 6 HE
HENnz, BhiEL R TEAOEETFERIZ C O Zin
finger €EF—7%2a—F92277 89 Il FLTWVS
7o, FTIOETEAIV =T TEIEDZHICER
ThHb,

7. LMXIB

Nail-patella FEMERE S TUEA R £, BREB - WK,
B RRE D B £ OBHEEREEZ T8 L, &,
BRERZEHT2EBEEEEBTH 2 (REHE L 1/
50,000)%, MEEE & INBIETRER (21210 F T, MOZELD
80~90 %Iz R o5, £ 1/3 DREFNRERAEELZ XL @
LT ARMBREE AT 5, ML NV TIE, RERR
Wit R E R 7o, BEOEKEREDBENZHOE
HiFhnh i s HEEO R WG EERZENT 5
FRAER 2 7 — 7 v RIS & ) ABEAN: JEL) Bl X
N3, Yy vRERETaTI—S U OMEIT L VEEE 2 3,
FEREE ML RIAFAE D S R D b O F TEIIE VDS, £
1/3 OREFIHFH 30 RATHRICEARICES,

LIM F A4 F A4 VIRERTTH 5 LMXIB #IGFH54
MEDRERTH H, AHEFIZEDT 0 2B A 5 BEFE
EAHE I N TV 32, LMXIB &, B TR HIfE 1 8 <
ZEiTmA, BAREICE TR NS, FEA(RT7Y
v, R F¥ >, CD2AP) RS Col Va3, 4 DFEE
ZHET 2, IMXIB / v 777 b= AT, FFYA
FRERIIRIL AT, AUy MED L RERES
EULTED, SHICEERICOMAIPEEINS, EF
LMXIBERZHT 5 EETIE, X FHA b PREEBEEIC
DB FOFRBREICBRE 2 &7 L, EFREEOTN
DRI DFERIC R 3 LEZ 6N TV S,

I ZOMOBEFER I

= b O R'Y 7 %E (mitochondriopathy)

T ravFYT7OBBREE, MO X —EEN
BT T272DI2HICS I ERMWBRERSEZD, St
Ay FYPREEHEENTWS, I Fary FY 7hE, b
aYFYZ7DNARIPav FY7EAZ2—-FT 5%
DNA (#if2# M2 5 DNA) DEHEDOWTHTHLE T 5,
S hay P TREQRYDEBEIERBREICE Z D FSGS
RELTIEDHIONT VS,

S a3y FY 7 DNA @O RNA“YWRBIET (0 > v %

i (i
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X7 F FICHMT % RNA) D A3243G AR IE FSGS iR E
B E 7T, SHIGIC IR, BEIRAE, TADA, BIER,
JR#E B E (Fanconi SEMEHE) 2 2 APEL, b\ 5 syn-
dromic FSGS" D& I b a vy FY 7HEZEE) . BREE
BRTHNLESICI Fav FY THEDREVIIRELE 43
25, ALBEEFEREZETIRRAA v A—ChHIEERED
SACEEE I EEESS ), EEE2ET S, L2rLlE
BFRE D 72\ > “non-syndromic FSGS” T % rRNA R ER T2
EPREINTOUIOTEE2ET 2,

FRRE, T v FY 7HRED CoQl0 ART—FD
BEZa—F75%DNA, Tbb Co02 EET, PDSS
(prenyl diphosphate synthetase subunit 2) i {5 F @ # ¥ (2
X 5T FSGS * collapsing glomerulopathy ##2 Z 3§ Z & 43
WMEINE?, IS DRERIZ, S hary FY 7HERERY
DR YA FEEZEZ LAREELICES Z L2781
TWwa,

7 IT RIERDINR SRNS KEBBIGFDRFR |

MM % sk SRNS 2 & — F OB T, #Hfaks
YBE DO KB SRNS DFY 40 %, FEREMED SRNS TH
%7 10 %12 NPHS2 DEIETFERMEHIN T3, L&
B30 TERIM T, NPHS2 DEIETFERIET L IVEENE
{, SRNS DFEHEETEHIN TS 7®, SRNS DFi%
HEPHBEDREIR% T2 9 2 T NPHS2 BET 2D HE
BIXNTHLB™,

bhbiVig, AROIEREE FSGS fiEHl©, OBEE
DFERED O, @16 BAMDFEE, FSRNS H 2\ EH
EEARCEEE 2% 2T %, @FSGS, MAIELD 5\
FOFAMEA T VX7 LD T NI OBERFTRZ 2
T3, OBBH%ZT 5T, BEBEREZED RV,
729 36 FlIC 2\ T NPHS2 BRAEZM L7, LaL,
WIRICAR D 9 % NPHS2 ZRIZ b7z,

5, HAR, BMEOFREE FSGS fEFl O3 A A2 5
10 B £ TICRAE, @15 KT TIORBIE R 2IET, OF
PEELMEREBICFE LR\ EED SRNS BEDFTKRN
WCHETET %, @FSGS & % WiINELD »TFhh DB 4
BFFRZET, OBMACRBEEEREZO L, v
GEM R T 15 RRENR L LT NPHSI, NPHS2,
Nephl DERMENF 2ITo 7, LH L, 3BEFICEREIR
o 3,

Thbt, 7Y TRED SRNS TIXRCKD FSGS K&
BFREEL TwAVnEEZ NS, KEID L) RRIE

MZERAELZ2DTH S I 0, RIMNDIESIT NPHS2 £
B%HOHEEBRE LT, NEOERICEWT, 7Y 7Ea—A
S vRIENSPNBIZ, a—Ay 7 vREOHEIC
NPHS2 EEDEZ > - AN EZ S 5, HlZIE, i
KIZHEFED 7 7 7 N SRNS Tlk NPHS? BEFER %S
B B, 1Y ANCRERBZVY, 457, F
4 VR4 AT ZNVOREFICA SIS RIZEQ ° RIISX BE
X, "NTay4 TN ET S LGB L HRICHET A
Ehshh o739,

L7soC, B2 T 2RES V- 7THIZIE,
WhW B AIRE RIS & o CTEEFMICIHE L 7 NPHS2 &
EFEENHET 2 ARERD 5, 2 O MEFIHS R2290 T
H3, R29Q 1T IPNARa—H LT UVBEAD LD
1.6~36%D 7 L VHECHEEL TWw5, IMFE, KEHE
FSGS &A% T, R229Q L DEA~TuEEERBBEIN
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