(17) HFHEBRSH
SEXUEBREREY (CAKUT)

M=

HEXRMBERIREE (CAKUT) FIHALGBERBORERE. FH. HEEE, BLUEhoDESL
FRETHD, EITL-BUEBRBOREEDNT 60 % BHMEASNLIEBROFEEREDNDKH 10 %%
D, ZLIMMEROTHPEEZHFOLLVERBEHRORETHLI—FH. BUOBHEEED—
DELTERBEERZEHI LFMRERELE(AOND, BRERKIZZL RROLOIZILE
ERBREZILOLETIEGRENMDETH D RPN DBEN LI+ 0T v TICKYETFHREZ
HESES D

&F
CAKUT [3#9 500 HEIZ 1 FlICERohn b, EITL/PMREMEERERS (CKD) D#60%ZE5HD,

RRA

CAKUT MIRELEEF & LT, HNFIB, PAX2 (B OAR—<ERBEORREESETF) . EYA, SIXT (8
SEE (BOR) EERBOEREEF) . SALL1 (22X - TOv Y RERBOREREERETF) BED
FCEERFELUVEEHREEFZI—FIHEGEFARESNTINS, LA L., CAKUT DBSEE
EFEEBHTEL . SHICCNLDBEEFEENMRHE SN D DX 15%FZEZT E4 0 KF D CAKUT
FEQIIIEAE LTEDRARZTHATH S,

BERRE LA GEBRBEE (BEK - ERABLEORERE. KT - KIREG LD R EBRE
EERRESRLEE) #2955, EEAREZDBDDIENHIN,. REBHABEED-HFRRTH
Y. HBRHETORTEIEH#L L, BREHIZFEKED, FTER - ZLRHICEDERTROAEEMNTR
ERDBEL DD, MRHICIEZH - ZROVBEERZRD D, BHEEZTOETELELIZ, LD
WERBIEL LTEFDORRLLBHRDERIPHERET 5. BEOEEDHEICITRALRICKPER
2IZE S,

BHHE
FRERERAE. ER - RIR. HEREE. BHRERENETSI S L. BT, BREERE. K817
F—2 X, BEMm., FIrJILRBEE. RREFLGENARLGND,

=t} =97

FICREERDEEICH L TBRBHUNADNDEL LD, ERE~NQETFHO, BAELIE

TURZZLWEET o OF T UEBMBERBEEE (ACED) ©7 0 oF 700 U 1 RBKERE
(ARB) . KMMBERFDREALZEINT NS, KHABFZITENTEN - BHENIDEELELT D,

DA
B - WIRBROF/D - BAMRERCET DRMEE - BEAA F54 D OHID-H DR



(18) =D ithsr B
JEHRB R M REFEEIEREE (aHUS)

M=

FFHEAMMIRBAEREIREE (aHUS) FEEZRICL HAMMERFBAEREIRSE S . ADANTS1S JEHEER
(2 & B Imie /MR A BRSOV EREE T, MUMNLEEEALEEMm, m/MMRED .
AMBETE=IHMLTIRETHS, PRAMTRIEIEL, BEROBERLEE . BEICHBIE
BHAREDREIEICED, FHLULDERSFARASEFEREEICK S aHUS FEFITH S

EZ
AHMETEBEBITH, FRTE 100 BAIZ0.1-0.2 ATH S,

RRA

aHUS (3% K DIRE L DBEEMNRO 5N TLVEH, FHLUEDES THIARERFREEECHD
HAEDBREIFEEAREATHLZ EMNHIBAL TS, REE L TRIE S M- AR FIZ(E H
EF. [EF. MCP, FrAVAREDaY >, (3, BAFOEENRESINA TS, T, HEFIIH
3 HECHE MHAFRE) BNEETHEMNLH D,

FEIR

BPEGEEZEHE LT, MO EREFEENEEM. /MDY, SRBREERET 5. KET
RIIEERFOEEICEI-TEL D, PRIMFREFTR T, BBIERDBRELSE S UBERDR
HEERERERLE BISTHL,

BHHE
hiR R EHHE (8. KES. ¥5ME. AR, §E) | REERE. Migdm - FRkFE, O
EELEES

BEE

MmIFacH - MIFET L EOMBAEEITI. BE,. E LG E/VO—F LK (ZHY ) A< D) I
K BBENATTEHLEBEIN TS, KPBFRLIZWV - -EBEXBRIEEE. FEEEREET
SCENHD,

DA
B BRBROF/D - HIBMERERICET ODMAE - BRI FS5A VOEID-HDHR



(18) £ Dithn %
7 ILAR— MERE

M=

ETHECHEBELAORRMWERETH IS X EHEELRERET S, TOMERBASHER, BRE
RKEUELASH D, EEFITIEBMHT 10 KEFH,D 20 KATHICKEBL2ITHETT 5. BEENE
ADERATH D, RHRFEEEEICEFEBRTHEMNEERELEZRD. FLRERZEELGED
WEIS—7UEHDOREZRET S ELVBWICERTH S, BELFRMNLEAETH D,

ey
ASBO R EBE MG 25,000 TH5,

RRA

7ILR— MEBRBE TIIABRARERICHEHNLEELNR o, TOREEAKREEEREERT 5
WEAS—FTUNERFEETHSH, XEHETILR— MEEFEOREEEF(E X022 EimFEEIC
HETSH VRSS2 ab(IV)EHEETF (COLAAS) | BEBARSHETILR— MEEEOREER
FIFE2REBHKELED IVEIS—45 2 a3(V)HEEF (COL4A) & ad(IV)SHEEF (COL4A4) T
Hb. BRETHFOFHMEITHAT, TORANSRORETHD.

FEIR

RAOHICEMRAE—DIIRTHS, EERITFHADETLEEHITEML, RTO-EERBEZE
FTHELELS HDETHEDEBUEBERTHY /NRAICEIBREBTHRERLIERE T, BEHLUR. R4
[CEHENMETLEILSH, BEHEEBTIHI0KEF. 208, IR TERHPABTFZITEDHLDASZL,
XEHREOLEBREE—MRIETIELS ., BFRRICETI S EEWMTIF Y I T—ICHRDB I NS
LY,

B HHE
MR, HR - 818 - KEHRE.

BEUE

WA, RERERFICRENTAREZIGCSRORETH DS BFREETTHOLOT O T
VO UEMBERIAESRE (ACED) ©7 oA T U 1] RBEFERE (ARB) OBREN/THA—ED
MREROTVD, —BIZU IV ORRY) UAEEDHRENH LD, BRDOHDHEAHTHDH, X
HBEREICENILEN - BEASABELEL D,

5
B - WRBROFMD - BIBTHREHCET DBMELE - DBRAA F54 D OEID-H DR



(18) £ DB
/IR ANCA BEER 28

BME

ANCA BEEIME % & (X, PusFHBRITIA (ANCA) & LS H B DOEBAEFAIZ K /N EIRFEMEIE XD
—#HThHD, EMBEMNZHRMERX WA . D5 F—AFEE/ZRMERMERFEAE GPA) . Fv
—5 « R T OREREE/IFEAERME SR M ME R MERSFIE (EGPA) D 3 EELH D, TnLDEEIK
ZHOBRICONERREZHRT SN A TEERIIFRFETHY . FTEADEZEHNKE LV, ANCA
FEBREFIINODERICEHT IBTROBMTH D, EFE. AT ANCA BEME XRDEMA
MESNTULSH, DRIZOVWTIEFTHETH S,

ey
INEOSEREIETHIT 53 (B IFBIE SRR BDRMAEL 8000 A) .

[RE

MPA CIZIFHERD I TORLAF S F—VIdT 2R THS WPO-ANCA (2 & Y MERNKEE - M
EREEL D, BEEEE LT, HLA-DRB1 *09:01 - DAB1 *03:03 NTO 4 A TOREARE S 1
T3, A ELTITRRBEL D RZVS I UG EAMBNTINS, W6 TIXFPEROMREIC
%19 % PR3-ANCA HBEES 9% Z £AE LY, AGA 1 #0350 T MPO-ANCA ASIB1E T 5. ANCA (47 Bk %
EMIAEL., EMHEFRERKIIEENERNEEETE X7,

fiE 4K

£EMHOMERE LTHE., RERD. B, BHRX. HILEEOEZEH D5, WA DERES
FEXNZRBHE L. 10-80%DBFICED. FAREEEDDRETHERKAEETRZEEKT, 40-60%
[CREMmMA OB EEEHT S, W6 TIEETE. [REX. Wit EORFEMEREFFHE
L. SCICBEEF#E/-9, EPCA TIEKEIMENEITL. TOH®K. FHBEKESEEVRET 5,
T, SREHBROFEREETZEHDH, ANCA EEBXTIEHRERR. BHABRNETHROEE
ITWHETHD,

AfHE
HIS WPA ISV TRBEF AR A OB HHEEAEL . KRB BREREAETL TS
%<, TOBABHEETRYBT2IETT 5.

BB

JLR=vAay, A7FA4 R/NLREER, 02 0KRRAT77 3 FREFHFIBRENEHEABREELT
BAuonds, BEFICEK, MBRHEOLY) YO T ITDENEZRT 5, EREFREICIE. EA
EDATAOA REIZFHFATYRPIaIz/ —ILBBEIFILEZANS,

Rt
B - WIRBROF/D - BAMRERCET DRMELE - DBRAA P54 U OEID-H DR



18) €Dy E
ITF 34 ViEEE

1. #@&E
I TS84 VEEEE, 1) ERIV/MRE/MOBEAE. 2) £THEBEHERS. 3) HELE6
THEGHERETHD, BHETESIIETETHY . EHICKYBEHRIZT TISKHPBTFRLICE
5LDLHD, HEE EFIZK > TITTZLLBENERLX) 25 =H. BFED QL FE L <ELEHA.
FIMREEDLAH LI LMD, MBBEHCFHAELRYBEZBOLHEMEETHD,

2. E®
AIMAEEHITF 2002 TH D,
3. RH

AARMDBEESITE Y., TT a8 VEGRBENFEHEI AL O EH 28 MYHY EEFITKY
O—KFEhd) BEICLDZENAHLMNIINA TS, WH BIFOREBRIOERICLYITT
DA VERRERET DA EAHAEEHBALDODOH S,

4. JER
1) BEXI/Mris /R A fiE
2) HEITHBREREE GETABRVWLDOTEREERRICKHBBTFR2ICMV=5)
3) i GEITARVEDIE20BETEREICHEAELRS)

5. BHHE
HIERIZE LB SBRADEHE. BRRICHEITHEROEHE,

6. AKX
IT 234 EEEICH L TOREL SNABEE AL, —AXRARIIORMIE S DHAETIE.,
BTN Ay MBS T OO T UL URBREREDZ VNV RBVIREEZRL.FLFE
HEEEOERZERIESIIELHERALTLS,

7. HWAEM
B IMRBROFD - BAMKRERICET IZMEE - BB FSA4 VOEILIDO-HDHEL



(18) £ Dithn %
EEERTIOVE

BE
EEMRT7O2E (Juvenile nephronophthisis) (&, BHEICEMERZROIEEORRTH
UMITHEDOBIEEEEL22T 5, RPBFRAIEIEHIZLY. 3205 TL2A4 FIZhEEIN 5B,

&F
BEE 500~600 & CNMNREWEER 23 FADS LD 4%) .

RRA

WE. *7AEIZIE, NPHPT~NPHP1T ETOEEEGEFIRESNATVSHL, ChoDWLWThD
BEFISLEEZREERVLDL DN THET . EGHRREE L LTERBARLSMERE
TIMN. NEGLHD

FEIR
EITHEBHEESICLSZR. AREET. EMEEY 5,

BHHE
KECIE, BIMERN SRR SN DBILH 5. FIS. MERREMNE (=7 - A—7 VERE) .
RECEBIDREA (02— VIERE) | FHRHE. SR CEROEREGCEILRHRRD-OOBER
£G5B,

AR
WEF R TIXBEBELUNAFRN A ARETE < BHREDETAETT 255(21F,. —MRIVKRTE
TERMTON D, REICHT HEGCHKXLEETHD.

W
B - WRBROFMD - BAMHRERCET RMELE - BBRAA F54 VOEID-H DR



(7) ERBREEDE
MNEELEESLE

M=

MNREMEMHSHER/NEOZREENENFERE L TIHEENSVWERETHS BERICKDHA
HEEAR T2 RBRENMEONAGBMEEN S, 200mHg L ENEELGEMEZET 51581
PG EREOEMERSETRET 5551 H5. alESFHRINIE, EZEXRGED
DMEREEZB. —A. RABICEE L., BEA/NIL—HRRTARI LT <, #EY)ICEHL
RRZRETENITIRATRLGEETH D,

o
INREIEE D 5~10% % o 8 % S E R B B35

EYES)

INETIRIRMEFIERMR (FD) DEEARELE <. TOMKREIRKAIREE. MIEHREREPCL®
LVORBENRERET D, Tz, 11-60%ICKEMEDRENBRESNTEY .. EEFEZOFED
EREN TS, ZLIEREBHBHEETHLIN, ZEREIHALATHD, ChoDEREIZHESE
BIROHXEIZL Y., BEBPOMBMETT SRR, L=-7o04 T2 (RN ROFEMHE
ZHEL. REMEBERMERT D EEBITTARRTO DO WMMREL. T I LBLUKS
DBERINZREST -6, FREORENMERNLIMEA LRI 5,

FEIR
Ui HA 200mmHg AR DBOH THIEZET HHENE . GMERECOLR LG EDEEREHFHER
THRRSINDEEIED, 2L BRERICE S22 FO—LARHESIBZENS L,

BHHE

10~15% DEF TEZOCEHEZT L EOSMEMEZ. 1% DESF TOFEEEHT S, NILHE
LEMEMSMENEHEN—DTHD, =, LIFLIFESF MY DLMIE, EHY I LMIE.
RGEEEHT D, BMENFERDENC, BYARICFISHELEEMEDNERICK Y. SBREICD
MmEREERA <

BEE

LoZy—TF7oPHAT UV URBEEFTE LERAMBAEREZTOIN. O FO— AR LFH NS
WG /NRIZFMD ISR T 2610 % < SIREIARIEIL D L LRAFI & LB L THRIIEBENE N EM D,
NIL—=2AT—TILERW-BEEENETMERAM (PTRA) MEBULEIGE %S, PTRA TOMAT
BEVAR#LTIZEOCHEEZRI-ITENTE. NENTEBERMLOVIRR. BREBAEMN. B
LRATEIDELH D,

Rt
B - WIRBROF/D - BAMRERICET SRMEE - DEAA F54 D OEID-H DR



(18) =Dty %
B4 1K FR B i fiE

. BE
BHEREMAEIX, BR(CEH TS REOBRIVET X2 WITHE & W > - REDH#TEISER
¥ HREEEEARTH Y . MFRFBRIEDET L RPREFREDEMERFHL TS, GHELLT
EETEPRIUBTTREORBEAENEEE LD,

o
BIERBNE | 2, 2B 410, ERGEST— 505 FRTHE,

[RE

NFETIZ, BMHERBMAE 1 B OREEEFH Urate transporter 1 (URAT1/SLC22A12) TH 5
CEPRESINTU:, RE. AARMONMESICE>T2RDKEAEMRFE L T Glucose
transporter 9 (GLUT9/SLC2A9) AEIE EMt=e T BIEE HITEELMRME IZH L TREEFRIRIC
B<EEARTH D, BMERBOAEICIEZIRICHL2HRICERILVEDIFEELTHEY ., #H-5HK
FEEFORER VS FHEEDORERAE ZNICE DL FHEDHENADELINTILNS,

FEIR

BE ., ERERIMEBRICE SEREROLGN. RSUBTELEERLEMEEZREL THLHAOHT
RREINHIENEL REORMEILBENC &M, ELDEFITEHEZEH THEYIIZEZH.
BEAEEINTUVELDARIKTH S,

BHHE

NEDEHESE LT, EFREUBFELLRBEENETOND. RVEELGEHETHLHEBR
AMBEF2E. EBRYUFRE L THOORFLCEFTHE. BX. BUASKETH D, 2-4BFTE
HWEEDHEZHDENZLN. #1 0%ITHBREZRO L. FRRED L YERTEFHOAN., &
HRAMBEFLEZECLOPTVEEZZAONTWN S, REBHEEDIEIRE L TIE, HEE. MRGEN
Elfohd,

AR

BHEDTFHMEE LT, EBRIO+2GKSHRENET NS, =, BREFR. MIRERE GER
TOA FHERKER (NSAID) 3 E) ORNBRFEICEFHRAMEFRENELOT VI EABESNT
BY, COEIBEECE, RBEEHZHITEIENDETH D, AFHEZSISECITHFIET
BATHY . TORANRAFIND L LB, BULFHRDORELEFRISVDETH D,

5 EA
B - WIRBROF/D - BAMRERICET SRMELE - DBRAA F54 VD OBID-H DR



(18) £ Dithn %
SXMR 7 O—EEER

. B=E
ERMER T O—EERFETERIMALUANICRES SR ITA—EEBRBET,. KE<C T4 5V FE
EVFARA Y XD LELEICITONS. FRE L TEEDEGFEENSRESA TS, 7
4 VSV FRIERBARLSHEGHATRIET 5. BAFKMIE, FEOEERE T 50 FE
TEWA, SR OMAEFTEHERREIEETH D, TORBHENMETT 5, VFAMAY X
D LBEEEEIL. BREIDNSCBRERSEES. WThLXT04 FOREIFIREIIBENTH S,

-
RAREH T

EYES)

T4 030 FRIE, REMA LRI GREYA M) ICRBRT SMREERFTHLAIRT ) VDEX
HEEICIYRET S, REEEFIENPHST TH LA, AMTHEBRARE T4 5V FETHD
LODBEEFEEEZHDLBVESNER SN, TORANRETH L. UFAMEA S FILEL
EIX. TZXA—-FS YV ERE. E7YVVERBREICEH L. REEERFE LT W, PLCET
ARESN TS BRRERREREEGFEREMEL TEREBEENET D LNSERDRET
Hdo

FEIR

T4 0T FETH, BERISBFIBEDALCREICEY ., BERAECME. SEDFE
ARONERBRELLG D, FEEIDTI D, FEEF IV, BEARF. FREBERLEVHES
BERLGEDIRET b, HICEEGHERPECMASENFRLEBRT 5. BHEIRAITIETL.
45 BMTRBMBEFRICED, UFAMAY VX VLELER, EROBEF TV FRLVE
WA, RIERHNCBHEREZ LGV, BrADSBITKABTEICES, VM ILLRXERD
BHNPR LN D,

BHHE
EEGHBARRAE. MsfE. SEME. SMEREE. VA ILLARES

AR

F70—EHIL, RFEOEE. XEHH. RLECEEORE. BREEAOXE. MISETFRHEE
DHREREZTI. KE7keg BETER (FAIFELEEAD 270, RABT2ITE = o&EN
BAETI, BEAIKKHE., SEREREORERICEBEEZIT . UFAMAY XD LIELET
X, BEWETICKHMBERLRICES-OENBAL, RICBBEZT.

3R
B - WRBROFMD - BUAMRERICET SRMELE - DBRAA P54 D OEILID OO



