Gl 2 IRDFITICH 72> T

201345 H, [CKD @27 X A F 2202 ) DI E L HMEO#EEE D 72 012 ] 2 R A KFE
AN B A3 U 725 56 [l H AR A AR Ot & L TRITIE 0K E X
L7z, ZOHMNZEREMED AL 5T, 2000 DT ERERIMEE & &%  DERIC BRI
772%, CKDDOBEILEP L TR ELVWER LS TLL, 4 DI FICHRATHRLE
WEZEEADREF LB TR T, 20 o1 9 H 2, CKD DB & iR
DWTUFALHSNS XH IR, HFEEDHEZIINTEL LI ICBVET, ZIUTId 1gA BIE
ICB B RPEHM + 2 T a4 PV 2BETH o7 D, FEREIERES (diabetic kidney disease:
DKD) &t WIHEBMADIBRZ ENEENTHET, £45ETIE, XZRP7L AL -H)La
R=7 DR S CKD ICE T 2 8F - EHEFEEOTHEHIN TV E ., LarLADS, CKD EE
X A D E LSRRI B - S B R RE R S A DRI S X D, KIEAR2ENT
PR A BEBIIKAR L LTHWLRESG L TOE T, B, HABEES IR 2 2480
455 L s & RO BN BEBOHIEIC 12 ANLTHE T,

SRIOYETIZH 72> TE, MRE KA AR NN B O SR N % & iR ESBEZ I
MEEZ B E L, BTAIE, PIROMEHHZBKRL TW2E, JIELELEATOL
FEFELL 9FERVEAPRLEOMEL b IHEL R E ZANEFH L CKD DBHFIZH 7> T
ZIERAY, HALIEREAEVZECTOVET., Wi 2R () 2FEDBE] L
THHBIFETO T 74 <) —r 7o lE - iBEE T2 L2 DR TR L, [HREMEOZ
BENZO O TIFHEMEDT ) RERED & FHEROBE - BEME T2MH L Tl EE LA
Fl, ROFHHETHESAY T Iy Z7IhrHAlan 74 L AEYE (COVID-19) & BEEEIC
DVTENTVALEEE L, AEOWNFICEHRFTOARNE TN TE ) BEMEMEO AL 5T
% L DEMOEEAD CKD BIBITIEDP L TR EEITZ LD EHALTHET, LiLl, I#ED
HWARLHAIDEEDLNETOT, HEIEL»oBHMOLWIBRZWAZITNITECTT. K
FEHEMNCHEZTOHEI AL, a0 MO TREBICL W E 25 Iviz 72 EE Il
HLHITET. 72, b0 EBOBHITHO bR ¢ RAF-> TL X o T 3 IERSKEH
BEEZ N HERAICEHN O L E T, RBICAFOTITIC IRV & £ L/NIZEERRE
ZIZC ORI EAE OB S FICHILR LT T

2022 QI FilanF oA LV RABPEO—H b R WKEZH-> T
ERHHC
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@ FRIARE

ROBRAICEEL SNTERRBIIIEDLILB DD H ET»7?

t X7 57 ADRD & IRONBLUIZWNIE L Ton T, fita—a vy RDBERi% 6 1%
matula £V F 22—V v TOHED & I BIFDIRT 7 RAIBEDIRE AL, HISED L TRDOEH
LR L7,

JROEFE, RICEENI2WHEOH L EHRICK>TELT 2. BE, IRPFEOWEIXIZIE
FTRTREINTED, ROOIFNIEREIC & > TEa 2 P oISy — L L4 5,

BROERICEBZES-IERER
IRIF# I~ - Bfaicb b, fke h@iznd? (’1),
1) HE
EFORIE, var7a—LRRPICEET AL THEBEZET S, vu v u—s0fEt&E Iz

1 E& IR

2 REE AIRR FREER, RELANKR ERR,
5 Ca MEF L), PREFIE

3 AB& BER (RTJO—TERE), chyluria (FRE
SME. X007 MRIRRE), FRESREAE (MR
7% BVHH), JORT+—IU EEIHFALBID)

4 GWARE MR GRIKGME, FERIKAM, REES
[CHSBO, e ERME)

5 R ARNMER (REEOREO, BRE ER).
BY - EYOEZRND RE—Y, TSy INU—,
AT, PRUTPIAVY, T/ FTPIVEE)

6 FBE ATJOCVRCEM, =ATJ0OEVRG

WAEIREE, BUMAE, HMG-CoA BEEE), MR CRERAME),
AROZFV—)UER, 2EBESMRILD « UV

7 88 CUILEVER GIEMEE). UIrrEY
Y, PARYV® £IV®

8 B~HE RRERPE EYOBRMy (1
RX5Y, NUTPLTLY, URTUY®RE),
JORTz—=)U (PIVAVURDEGE)

9 ¥@ HRHT—TIUEEBEF (purple urine bag
syndrome), Hartnup &
K1 FROBREEKERR
10 RE~B& 7ILATN/RE BHEEE, _ (AK%%. BFEEC, . Fv— hAH
a- AF)U RINER P, B PANESL 2009. p. 241-4"
KO —EBE)

. PS4 U—47 [acoPY] 498-12497
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EIGERER

BLEMDOHLIERBICREDIIZLDHDHH ETH7?

RN RZ S OBHE L LTE, KE O TR AR 2 ) B E LB 2N 7 B

ZED R HIRRBRY 2 B 2R T EREOE T 5.
B REENERZHOBEEEN
1) ERE (ZRMERE) PKD (polycystic kidney disease)

O BREADMER: 20O TH (1/10,000-40,000 HiE) T, AR LW

ARPKD (autosomal recessive polycystic kidney disease)

(PKHD1: 6p21.1-12 7 74 7R ¥ A F ¥ /R V) ¥ 7 F v EAEEE T O BE)

SV FEIE T 2 & &% <, INERL 2 mm £iii) %7 T 5.

@ BReAENESD:

ADPKD (autosomal dominant polycystic kidney disease)

(PKD1: 16p13.3, PKD2: 4q13-23)

PKD1: FY T AF v 1 (F185%), PKD2: AU T AF v 2 (fM15%) EAEEET OB

40 FRUAREIZ 70 o CHERE L KN4 ORI L F6 3 5. AR - MUK, SILE, IR o B i
RKOERPHBLIT 2. KIAEA S F CHEfT LIMIBGENT BT 72 5 2 L 3%, INBIIRIE .0
REEZAGHT 22 b H 5. MBGENTEE D 3%28 ADPKD D HE#H T, 14ERICRIIEA A4
%57 ADPKD & DE A3 4.8 A/100 TATH 57, FOE M AANTE Y (L 2HY) offifins
FENTRAHNH] - BHEEE R LIIEc D 2232 2 E WG S, HATS 2014 4F 3 HICHRBUEIE &
o722,

B EENEREHFDEVBEREN
1) 7ZJUiIR—b (Alport) JEfRE#

SRR - IR (AR YY) 24 BEWETEERTH 5. 80% M Fid X Fetafkpit
R (COL4A5 Xq22) T, 15% I3 HREAEHEERE, 5% I 3HROAEEEETH 5. RERESE
JEIEOIVEI 2 7 — 7 v OFEREICL 2 L EZ N TV, MIRPEITL, WEIETT 2 L&
FIRS BT 5,

TV — MEGEROBZEIL, KEH 2 \IEAERICTT ) 2, RIREIC X > THRERSAR
Wk s bbb s, BHEMENRICE O TAHILE S ORBREILEE, H b, B E oW
H, TG EEOFTRBB NS,

X GES TR IR T 2356, BHEOETSFEC PEIE G, 0 E TICHEA LR
5, WETREARETES I LD, HREOKETERBEGERZ Y, Va7 -7 vidhk
PR ILCIRER 7 A A 5, WHD aLFREDOEEERI 2 EAE TH 270, J6 DRERS
T2 LEZNTVS,

BRI RERIETH D, RIEPEAIRE R T 2 BEICH L TE ACE BIESE S L < 13 ARB 28

498-12497 E. BER
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N RIRE

HRERIZED LS IZLTEHERT 2D TTH?
g7, RERIBEDL ) LEFITHARLDTIT»?

JRIZEBZEICE 5 TRASTERZELTHIMIC, LR DIELREZRNTE 220, HLp
S KB ICH A I N T E .

L L, BEEEWHIAEEZ SO T, RIZEMHFICE 2R ECENEBH D, EHEED
RS HRZ 13 2 72 012 REY) R BRIR T & SRIRIF I 2 B IR T 2 081035 %,
RAICERIRAEINC AL RBA ORI Z R U 7228, SREBEDMEEZW 1) IRREICH 7 -
TIRPRHRZ & 2 DDEAITH 3.

IR DBREUTHE, PERDIR E 5 7 SIRPI DT IIET, Z0H%OMSy (PREIR) ZHRIRE
FICEIT 5. PHROKED D O IZRH OB FKIE T2 (B1),

HHIRZ BT 5 & & T, RECIHETRHROME Lo e EDRAZIC I EMNTE S,
RIZ, T2 A ITERIRI RIS & 72 SR D g2 R L 72,

BEIRE R IR O RFRRNICERIL L 72 R T, JBREE B X CMEEZW TORRDL L IEZ I DIRTH
2, BHEDAZ ) —= v B L L CRBRIRT T TH 20, ROPFRIN T 38ED%

BRRIERIC B T FRAR MR

1. FER: BRDICHRE SNz

2. PREER: RANEHEDDRIFIET, PREDED ZHRELIZR
3. 2R RID SO ETOETERRUIZR

4. 2MDBR: B4 % T 2 DOBEEICH T TEREL LR

BUDR R BHOR
5 5 o
o o o
o X o o X
o > o > o
v v v

BT BRCAND BT

1 SRR OERERAE

498-12497 A. RIBE
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BIRIRE

ED LS REFICEMBERRELXTTIOTT»?

MR I, BRI IR H 2 HAPCEIMOE - KESE2MBDIfT>T
W5,

fEEICHEf T TE 2 9 2, BERBHIREDS W I L2 o HEEBKR THA I w2, BlkoZHo
AR T 27210 T, RMMEERECL I RINE, BHa, KB |5, Fy 27y
A —BIROZWi %5 ERIPREOFHIIICH M TH 5. JWEIRETSH 5 BE— FITIA, FEREMRE
THDF77EERITI T EICLD, EEREOFHEC AR A 2o PEfEE, BiEhEEiED
B2 Eb179) ZLWTE, BEMRLOZHICOENTH 5.

F 7" 7R BEIRO A2 2 k< &, BIEESEoZWIcEHTtH S, £/, BE—FT
e & S OSENDREE RS A&ICD F 7 7PV S5, Y CT Rl MRI AMEfT L i< { w»
BSRERE IR E ICB VT, WA (perfluorobutane (Sonazoid™)) % FH\» 72 35 I 13 JEEE O IfiL.
WM 2 2 23T, BGoBHIcEN EHEIhTwsY,

BERBE KGN

B DR W DIEARBAIIIEEN T 2. HEMITORIETE 223, EEMZOI1Z ) 25l D 4k
BREHHT 2L Tw5, FHIMEIZER 105 cm, HEE4.5cm BETH 5. IEFHFIZINMIY
D% b o THIH X N, B BB ISR 2 8 2 SIREIIRIC X > TR L XAl S 5, B
BUENEZBE > T35 E EMEMICHAET 5 Bertn HEIC 105, 5 E O S I$#E
6~12mm TH Y, FEIZIEFHOIHFRHMEFL 2>, H 2V IFPREIa—LLIcHiian s, ¥
BOIa—LOLRREX L, B L 12ITHET 2. BEnoAR, BRE, BIHEE, BB
JE7 8% L OFRERSIDSEHEAE L B L, & ICBARII R L i B2 R, BliaNad
% G E B OFEREAE & IZMBIR A ER O E I TL £ 9 2 otkig L OMBII3I & 3N T
Wics, HEECERIL 2B O R REE L BRERE L OB 2 AT L 2 WEi T, BoRR X
D HBEEEDIZ ) HHEE GFR & X D ECHBDBE SN ExnTw3?, LaLl, BRmEER
JETIE CKD AT =Y H Do THIZIFEY A RFIEHTH Y, BEBEEE L MBI v, B
BEREE DBz a—L~vz2R L, REE DK 2.3 SRERE G S, B, I, R
7% EOBHRICHE T 2857 1%, BHEE T IR VEDIRIFE L WES THZI NS, Bz
a—F, Za—1L N )LoEunfLElT 2 — (central echo complex: CEC) %#TEHT %.

BEEROFFHN

Bl K E 13, StEEAe (BH) PatEBaER, BMiasss, KERE, 73a4 F—>
ATIHERL, BEEALTIIEREOIEHLO7-0ZE T 2 (B1). FERFEERE TlIZIFE
WCThDIENS ., ik, MEEPEIE L & oEMrEEcBit L, BRIBMZE SRS
BRTIRBMT 5, BARY (A, 18 ToREIa—L X CEC DR LD 729 LA
L, BB 32— L )UVHAE PR A KT AT 5, SRR B O R W2 O B2

[. B& [acoPY] 498-12497
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IgA BIEEIFEDSWVWDSIKREBETIH ?
Xz, IgA MMEREDEWNIE?

HigA BIEDRRIVIFEN

IgA BFAE (%, 1968 4F Berger ] & Hinglais N 1 & o CRERIE X o X7 AFHIHRAD IgA & 1gG DIk
B ([gA>1gG) 2D 5 T L 2R L T 2 R BRIRBE & LTI THlid Sz, [1RHRERAE 28
DI L, REEXT XY LN L EE ORI L XDV X7 LFIEAD gA 2 TR LT 2
WEMZRDBHD] & L TRIEMRMEZ b LICER DT IN TV D, IgA M K IEATE &
U 7 B AT 2 7R LA %48, S5 (100%), MM, BAiZeZ: & 28 midd IgA BRE & o
MR L%,

ARPE RS IF TSR BRIR B R D 72 > Tl bSO R ORI R Th 2. EBRIVIC 13
s I N Tw 5, LI, HA, @HE, FELEORT Y 7 THENE W, BN A — 2
P2 U7, Ak ETHHEEVDY, MICEK, 77 ) AGETIEA R, R TORADSE
RERIHE Y, DM b ANEZRR T 2G50 D, BENTRSERIN TV, KIED
% CIFIMFEYEICHERE T 523, 7K L HBENE R B 2 RIGERIE 1gA BRI, 21k
DI10%RIE L SN, MFEE A BREICB W TH SR TEENES L, &4/ &g
(GWAS) PSEETONRKELRREEZEF TS,

HAR S 2 ERL O A B Y —I2EHI N T2 [gA BEREDERIiZ A2 &, Bk
HIZ30mENIcE— 27 23D 578, BEEIZLETOERCDIZ->TWSY, #HAETIIEMEIC PR
Ll s, A THARESERICE T 2E2RR 2w, AL, 2 ToEAR -
MRH% < %5057, WIRMIRIZ 10%FHH#ICE EE > T3, §#5HE T chance hematuria
H#AME S, AWIRININR =i IE 2 & ORI RO RO E L D bEve, T o2RIE, @2
Tl S0 B A WA TN SRR OB IRIHEN R 2 72 D EFEZ 5N T B,

W) IgA BHE IR, TPREGAEREEZ SN TV, 20RO XD, FiED 559 20 4ED
T PIZ 30~40% DIEFI DK IBA LRIV 2 PHRARDEERTH 2 L \0H) T &b, KB LU
79 Y AD SR TG Sz, PRI OV TS BABCHEEAIC 3 5 HLkk R H 3
LEFETE2EETH 2 L) 2 LICEERmDE L, 2 DOMDEKIT RO 7% > TR ARG O S
FERB AT, SEEAKR, BEOEERL EVPTPRIE RAEATHS 2 L HE L 27k e
oT\Wn5,

HigA BiEDRE M

AIEFTHRARTERICHEESINTED, BIBNAROMRIZABETH 59, ZOBEEDHR
FWVFE AL D, LS NIARBRHERAEL Tk, RREBIFANAD 2 & < REHAR A
EFRITHMTH 228, ZOHKE X OHMERIILETHL I L6, TOBEEBPRLLT [H—
DPETHZD? ] L) T LD, RIFFEMINTE R, TD [heterogeneity | 73, Z DPHED
WRZ X DEMICLTwr —~REEZ OGNS, INETOWKEMEL S, REREICIHET 2
IgAl & %\ 1% IgAl S AE (IgAL-IC) 13, BREZHRT 2EENL [effector] TH 2 EHZ
ENTWVS, —7), IgA BIEIC K D RIIBEAAICRD, BEBME R 7 BH OB 1gA BHE

[3COPY] 498-12497 B. IBABELFESVDIEETIN? Ffe, IgAMBEREDEWVE?





