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1. BB EREM

SRR ESREMNNENERREN, HE/MISNEAR, S/IMEAXHS/NKNS/NEAR, SNEHE
HNE—BEZANBEM, SREBEFNESERA, SEURESHIBUYRARRNEEERNEERS, 818
BNKRS MR RER, SNE. EEEERKERYENEAMEYRRBRERE., FAlt, SBALEHE
MERRALKIEERANERREN, NEESHENNESEEEEREMER,
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i
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2. 5B UREE[2]

E AR AR 5 2

RIBMEER, SIETTARSHSEEBME, NS REME (mesangium) . WEME
(endothelium) . E4fE (podocyte) . B/NE LR MF S8 FRAF LM,

YL

REMEXS/NKEAMERGIFNRIPER, ERBETEANENRENTK, BSFEHEEAMELM
RE, ERIEERNIEEING., REARERGERINGE, URE—EXNFYER, SERAEEREKRE LN
TR, IS, REEMBAERSHAWSHEBNEYEENR, S5ERENEE. 2RRN. B/NKKIE
RMEFZMERLRE,
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Epithelial cell
[podocyte) Mesangial cell

(mesangium)

Endothelial cell
(endothelium)

Glomerular
Lum:en of basement
capillary loop membrane

‘ Urinary space

Proximal tubule

E3. B/NKYIE _ EARHBRAE

FEMABZRSFME/NRNEREIER, NERENIIRSIENGE, RRARSEREEETREE/INKE
RIS, W REAR EXREAGEMNEREE, HREXSSHBRE S B LEXRBMERR.

PA B2 4H B

RERERERERE/NKEANESATENREINE, EREEMERIRENENE —ENL
(70~100nm) , EFHE. ?nﬂﬂ*%ﬁ/ﬁli*ﬂﬂ*”z/J\BkEﬂumEﬂjJ?—E’M’Eﬂi SRR ARSREAR—ES
SERENEMNESE, ARARERGE, ENEEETRE, SEOMRNMMENTN, ENERREES
KRERE, SRB—RINSEHERAECHELEF,

B

BHAEES/NKEEREN—ET, HSBMRREZBEAMERIRER, RXZBNSEIRARL,
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LERB/N (40nm) , EEARASFEY, EIVMERENIER; LINEMMIRED W R BEIERR
REBSTYER, ENRTFENER. CAREEREEZ LMRENAR, BEARZRSSHRILAE,
BEFEERES, SEEMEER, MENESHNBAMALL, #MSEE/NKEWX,
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E4. BMEAE R3]

EINE LA

BNE LRARNEREBNEENRRBTERRNER, REMRNEREFENRELES, B/NE

FRBBZIREESERKESZ, BRRKLL, RPSFENK,

18] /5 i £ 44 4B B

B R A 4ARER AR ERERSEMNINGE, SS5MANRETRE. BNEEGEENMK, BEMRTEH
FARRESHEAEAECNXBAN, REBATEEMALEBENFERESTEREMWINER, #if
SEEINBRNA4KL,
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EENEABNILTERRIFEINGE.

REINERNDERCER, NAERSE DM FRANMRMNZ

N, BERAENFNNSEERES, SEHNMAREEBERES, BaIAIRTSEXEGMREP, B
JEP ARG ERRAE. ERAKR. EAXARSFSHAEMEE.
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AEEMENRBRESR (B35HE) HEABEEmarkerBEER TR CreEHB THSREER, HRE
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EEmnEXEYRERDERAE
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BERS oo F @R FRiHmAEE RE&
NM-KI-210003 Upk3a-2A-EGFP-Cre | Bt LR, RREAR wRD
NM-KI-190037 Myh11-2A-DreERT2 | FiBimm BRRRIETE
NM-KI-200127 Wt1-CreERT2 | WREARGZNESKAZHARRE N B R EIX A

| NM-KI-200128 Wt1-GFPCre | WREBRANBEASHARBEN DR RIE EE
NM-KI-200171 Nkx3-1-IRES-iCre | A B AR 4B A ‘ LN
NM-KI-200071 Nkx3-1-IRES-CreERT2 | BB AR 4R A8 EE
NM-KI-200024 S100a4-2A-CreERT2 | BIZUAR. AIE . ALIRSARBEMFERE MR %S
NM-KI-00128 Nphs2-CreERT2 (=W dvtin]id) FRBE R TF
NM-KI-200151 Pax8-Cre | BN PRIZITEAN B
NM-KI-200174 Meox1-Dre 15 Six2 pEMEIE) 78 R A BEBRIARTF
NM-KI-200212 Foxd1-EGFP-Cre | 5 i8] R A A &S

| NM-KI-210103 | Slc34a1-EGFP-IRES-CreERT2 iR S/NE LR T M wRP
NM-KI-210110 Slc34a1-CreERT2 | EHENE LRTHE RSP

B R E AR REE

NFERER, BNEFEFE2NMARLNERR, £—, SARER RBXEMNEESIFHEINEELF, (B
IREREBHLEXE, £Z, BIRERNAREEHIRES, 2RSS+ MIATHRE—MEEERESE, &ﬁ
ERBZEA. BREMAL NI E TR . WF BREZE, ARETRERAIRNEERMZ—.
E/NRARRN B E LAY 'S B ZE R AN 48 N AR 5T AR B,

IgAB /IR 3¢

RRKERA (IgA) BREEFEENRERNRLEE/NERR, CERERELNS/NRER, G&F
AMBNKEXEI30%-40%, IQABRKUXRIANSHIRRGEME, SRTEREMRIFEAR. BHEB/NK
Bk, [HEBERABEREEE. IIABRIRENHIER 2B, BRI ZEZNEILINA, 19ABE
Tm%ﬂlmﬁ?ﬂ,\lﬂ%ﬁﬁ’ﬂ, MAEE—AE], RN "SEITHRE” , BRRBEITHT: OFERE
KIgAT, HMEMG-IgAT; OQBBHRAZPRERVESHEKIRG, OSHEXNRRESWNRER
BRX; @RUEREMRE,
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mGN

Endothelzellen

Immunkomplexe

Glomerulare Kapillare

Kapillarlumen

Mesangiumzellen

IgA-Nephritis

El6. B/NKE R K EREHE[S]

Anti-GBM-Nephritis

/ Podozyten

GBM

ANCA-assoziierte-GN

RIENHREFE, MEMNMRRAREIGAERPHLIFEERER, fl, MREAHIAMMEERREX,
MEXREREESMPEFETAKIAME, FIa0CHMARIAMEARE FH,

EE

B, NIREHEKE (RCC) , BMREAARELNMEZ —, ERESERARRMRTENE, LEBRK
R EE2, SEESHAENER, UEERMEE. ALKSHREE. SHReARE. SRERS
MEEE, HhSSHEARERERL, A5ME5EN0%, SEUMANE, AUNHEF/EEF, 8.
HA SR S E TR AR TIX95%FN88%, MIVEISENSEEFTRNE20%,
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Gerota's Adrenal
fascia gland Stage |
Aort e ge ;
o 3 gy cid Tumor <7 cm in greatest dimension and
\ i S - ey limited to kidney; 5-year survival, 95%
f 4
] %
Inferior \ g
vena cava H % Stage Il ;
s \ Tumor =7 cm in greatest dimension and
\ / h limited to kidney; 5-year survival, 88%
? \
sl i
II
; Stage Ill
' Turmor in major veins or adrenal gland,
Lymph - 8 ; tumor within Gerota's fascia, or
nodes : ' 1 regional lymph node involved;

' h 5-year survival, 59%

Y A Stage IV

Va - Tumor beyond Gerota's fascia or
=1 regional lymph node involved;
S-year survival, 20%

E7. SR AN S 6]
BENARSS M ERBIAX, W

» VHLERE: ERTARNXSREMNSEHSHEE (CCRCC) AX, MA70%ALBEAMCCRCCES
BVHLRZE, RHIIBEDPRTXEa N SHENHIER,

» PBRM1EE: FE5CCRCCHEX, ECCRCCHEIRTHRIKXA40%, UXRFVHLEHR,

= FLCNER: ZEERZTo]5|#2Birt Hogg DubeZ&1E, ZRBELESASBIAHEERE, 9
B34%WMBHDIBEA S KEN SE,

B ERFTERTERESS, wBFH, TSC1/TSC2, MET, SETD2. BAP1. JARID1c/KDM5C, UTX/KDM6A.
NF2. MLL2, CUL7HIBRTCHEERS BB ARTFE—ENIXEE,

ZacharyFIFANF2-flox/ MR 5Villin-Crex e, KBTI BEASENA/NEZER[10], HE 15 BRI
MEFESNE LENIRG, B3N NEKRE, SHIUBSNEERNET, 2 6 MNAK, MEIX/NFIE=EM,
OEENERRER, HEANRAME.

REZMRER, EEEVMEETNR-flo NG, DESKBZRFTEAEREEENE, RIt25h, 1149
BT BREAEREXERVHL, PBRMTEIBRMEMERIRMNRRE, HESERENEHRR. FHOEE
ERILSCRERES.
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BHEER

EMEREEESHRUNENHZSIMNERENREEMEESHER, UBGMHERMSENL, HXAZE
g, BREFRECHARMNARIE, MERESHNABREEREEINESENHEGEEN. EE

"REHEFJXﬁE'HEiﬁﬁl?jEO Xfrt, BAMEERNENFEABREELN—MEMARE, SHAEEMLSE
Hfﬁrﬁ’WO%ZEE RREEFRIEEMIEL, MRGEER, NERNENRAEEART AKX, Bk
B —REAFTERTHN, REGHFE—FHEZHMILL,

Renal Examples of Fully Functional
phenotype (hypomorphic) penetrant PC1
allele allele

combinations  genotypes

Healthy = PKD1*" 100%

PKDIRH??E o,
PKD1* 75%

Few cysts

o
Modifying
factors

* Germline PKD2-like PKO 3%« PKD1*"~
and somatic

PKD1*
genetic variants

at disease locus | | 50%
and other loci Adult PKD1R37IC PKD1+-
= Stochastic onset PKD1®3277¢

effects
* Kidney damage
A

s

25%
PKD 1R3¢ ~
PKD1-

In utero
onset

Embrwmcally j/f

lethal |

t

. PKD1 0%

E8.PKD1:RT 5 £ 8 SHIMHE X M[7]

ZE5% (PKD) HRENKEZE, PKDRERENNEEHSIEER, 8EFREAEMEEHER
(ADPKD) MEREMARRBMEEME® (ARPKD) , ADPKDEBEEREM, fLT165REAR LAIPKDT
HEE (RF85%85%H) HiF45 %@%J:E’JPKDZEI (RF15%095%%)) RESKFETHEX, PKDT
MPKD2ERA MR FBEENEEOLEER-TNSEER-2, WELWEM, sTREHEEER. PKD1
FPKD2HRLOSBUE S KA, HMBBREEKTEAS, RESEENEN.
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B0 FEMRK, Zhou JFEIRIREARE Pkd1 EMFRETSIA/NE, L ADPKD b &IAIZREE, Pkd1
BREASFNREEHENER, MASTFERTHXLT, #EXSEANEE,. REEMNHLAEAR.
SO AR TARAREE 15.5 X (E15.5) FEiAiR/INE D, FREHEURAENESLR, BREFFESK,
FENGEFNEEBIRLFEREEEMERAN], ZZARBR, EEEMEEWETPKD1EBRIZ MG
HEBREVNE, TRTFSESRNHAR, FHEERERINNEKREE,

X1 IR

BT ERMEB/NKEX (FSGS) HAARRBENER, ME—TPRIERE, CRoERURA N RHE-IR
HARERNER, LoEREERBRIEHERER (CKD) RS RE. FSGS EESANFRELRME. %K
MHAEEE=E, HPRAMEASHRASHNBESE; #AMNZEEHHIERE, SFKRSE (HIV) |
ZYMER (BPF) | BARRLD (HUB) . BRORE (SMESRE. SafkkE) | EERKS,

Steroid Resistant Primary FSGS Single Kidney
MNephrotic
Syndrome

Responsive Group

Genetic
mutations

E9.FSGSHY & MiER[8]

S| FSGSEHIBURE E B IE NPHS1/2. CD2AP, MYO1E, MYQ9A%, XLH K= S| M FSGS B E L
BREMSENSS, BEETFILENEARK. a-actinin-4, TRPC6 F INF2 TN EM A & RLEBAE
HiEfE, BESTHRARLRR, —REBENSHESMEERN,

Indra R Gupta f1Alda Tufro BI##E T Cd2apFfIMyo9amifR/NE, RWXENESEMERASRE.
EAR. BINEEHEFSCSERBVIEIR[12,13], Blt/Fk, MEEYMEFHEET Cd2apfMyoatIEEER/N
BAEE, STHTFFSGSHIRAR, HFAERER MK EE,
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BREMSHRARAXDIRE

REEMBEERETSHERZN/NG, THTIGAB/NKEX. BE. BEEBSFSHERERNHARNS
Mimik, FHBEEERLTER:

EE ®"s ER & R
Pkd1 NM-CKO-200058 Pkd1-Flox EESRHR RRRIRTE
Pkd1 NM-KO-200652  Pkd1-KO ZEBRIEE RBRRTE
Nf2 'NM-CKO-200017  Nf2-Flox SIS LY
Pbrm1 NM-CKO-200124 Pbrm1-Flox EREZFMNEHR prEs
Vhl 'NM-CKO-200016  Vhl-Flox SREEFMNENR E
Vhl  NM-KO-200625 Vhl-KO VHLE SR IR RTE
EEHRWARMAR. 2EMES
Nphs2 NM-KI-200277 Nphs2-R231Q INRE 5 ER
EHEKRARAR. BEES
Nphs2 NM-KI-200278 Nphs2-A286V N EIR
Agtria NM-KO-190909 Agtria-KO =S RMAEMRR ER
Clic5 NM-KO-190939 = Clic5-KO E/NEKTRFE R RRRIRTE
Parpl NM-KO-190848  Parp1-KO & TR IR G 57 55 RBRRTE
Cth = NM-KI-00004 Cth-Luc LA Bk PR YE AFF 55 RBRRTE

Cd2ap NM-K0-202027 = Cd2ap-KO @ BEiMES/NKEAESE e
Myo9a NM-KO-201017 Myo9a-KO = Bt E/NKEAEISE fFac

FAREMAMERREIE, RUHEHSVUERNEVRS, SEERSHARERMEN, MIUERES. 13
FEH. RESH. AWINEF, BEFARDZREFZK.
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