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BETREZ L L LT, XEEHMN L EE OREIZL T L BTV & HmNY
Ty REALTWTHOBATOT VLOHETHIUIRIRIEF bHVELZ L, O TREMERX
EVEMLR & MFEN T FZRORRD S KRERSNFEX IV B a T —F VBB 72 MOER
L. BT LHRENEETIE RN LR ERD D,

ZOX DR EES, [T VR — MEBRE~EET N EEME~] 21k Lz, 51%
BIEFI OB, O FEE KL TZ2DEFT LT FPETH D, AEFIENEEOR 2 D
BIRO—PIZ 2 EENTH D,
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X H A T VAR — NEERE

FER] 1

31 m F

FIEIE © LS BRAR Sy B R BRORREA LI,
EAMER - BRI L,

Z) L NFAER D DEEIRIEMEGYE, XENSERRZBO TV, X+ 2 FICHTE TR A
BT & M 2B CREL O TRMIND, 7 T BB T IR SRR L 0 i 238
foo IVI= T — 5L Yol THERIRES & O &~ VB0 b OIS F 2382 Alport fE
e DS BEDAV T, X+ 10 4R ORELTE PR (0.5 glgCr) L LR IFHERE L eGFR 62 mL/min/1.73
m2 & BRI T 2 3850 7= 2SE T B & 72>/l 1 B oM, IRIEIERD e o T, BER
AT LOEZABEMEE CIERE Ok, SAERIER Y < U BOZERAE ARz, IV H=Z
— T URATIIAR Y~ CRIZBIT D ob $H - ab SHIZE VA 7 IROBADRIRZ RO T, B
SR ER AL DI, FIBALIC E01 2 L % 783> Alport FERRE & I L7z
R TRAEITRE LR ST RIETCTH 5,

HHFHEAS IV RaT =5 b RO TR~V TOET A 72— 2 2 LT3
Alport JEEREDO—fF]. HESFE 2021 ; 63 : 860.

FES] 2

26 % HE

FHERE : £ ERICRIRBE R H 0 | RITB AR T IgA BIE L 2l iz,
AMER - IR - HSBHRRE 13 h o 72,

ELK) /NI S R ARG C L RIREY O B o B A C IR LR IEE A DM & 72 1 |
IEIXE N2 h o7, 26 ERFICIEZ CIREN 4+ 2B SN OFEH N TYRI=2, JIKFT
RCRReFIE R < | 1MiF Cr0.77 mg/dL, JREEH 2.10 g/gCr, JRHPZEARIMEKPEM 25872
720, FREBERMN CEEREIT 72, AV U XU LLE L MOBERAEND Y | ok
Yt T IgA & C3 ITILAE & 380 [gA BIEN ALz, — )7 CIRMAE ERTaIRIRZ M & WU
L. BFIAMSE CRAERIEH L. lamellation #3887, IVAIa T —4 1 ob $HDOMIEFGLH,
I E LR ChoToTod, SHICEBFRELZ BN L ZAREARIER D COL4AS
IR & 72 0 155 85 T AR Z[FE L X EEHA Alport SEEREE B LT, #7777 h—AXK



8 IgAl OfE YT TH Y | IgA A DIFHIE FITZ L &I LU Comsiiis 2z
[F58E L 7=,

FREZ G FEHRREREBIEN X o0 T & 70 b TgA BUE L8R L 2 7= X E#EHA Alport JiE
fEfED 1], HEFERE 2020 ; 62 : 555.

FES] 3

17 ]

FHERE + AUTFR BB C A AR B R & BT T
EAMER ;72 L,

T ¢ 1 REFFOSIHERIRIR T CIZIRIEIM - A & BICHMEAER SN TB Y . TIFHIY]

[ OB AR & HFT LTz, SEFBARSE CHE A 0 X 0 A - FYEHEIE 238 7208, d0OEhT
IRIE T IgA TR A S R0 o T, BB PSR THIEBR OB 5 232 REFT RITFR D 5T,
FEIgA A X7 ABAFEVEB A & 2 L=, 13 meBICE R 1.0 g/gCr, 1 Cr 1.0 mg/dL
FTCHRAICER L TE 20, HAERZEIT LAIEIAR L REORT A Sz, 17 ik
(BB &2 Mi1T L. COL4AS {5+ intron 7 fEIRIC~T 0 SHZE BN FE Sh.,
R DRIEAL D~ I EATIE RN FE SN2, XLAS (X #8H% Alport JEMERE) & e
P LT,

BEHAR T 5 2 JE OB AR TN E S 720y 72 X Y (ASE §47 Alport SE e D — 2 R ).
H/hR2EE 2020 ; 124 : 417.

2 % B
FHERE - RS Rt iR & 0 ,
REAMESR - BE A -CIR R ik (2 B ER DT,

HHY 2 DA RTOFERE, WIRAIIMIR A2 RV YPEz 2, ECB MBS, it M
TR BT LABERRBEILE L Cne iy, MR & B ARDFHE T 5729 2 5% 3 7> A REICE
R AT o 1o, JEFBAME 113 MGA (BUINRERIRZE L) C, #OtHtRIE T TR o 72,
Alport JEERE % 58\ Type-IV collagen (« 2, 5) Yeta & fifT L 7-fEF, o b 13 RERIASLECHE,
e~ R L IR o T, BEABAESCIREHSEEIC RETR O, BIn FRR B L,
COL4AS5 DT Y 2 49 ITHIK & B 2 b D~ IS IRBIA TR RRIE S 7208, mElic



RIEREZBD IR -T2, de novoZF D X #HEHM Alport JEMERENEEDILIZ NS, REZHMLIRA
D RHIR/ AR R RPN E Y A 7 BB ORI REMEIIAE CE T, FICEET 5 fREtt %
Ik U EEm el mh vt U o SN L bz,

AT O - BHCAEMIRAE Y A 7 BREZFT 5 2 &b X R Alport JiE #
FEO BRG], BH/NESEE 2020 ; 124 : 879.

FEB] 5

26 At

FHERE - 5Lh Alport SEERE,
EAMELR © FhEe L,

B - 3 B IR 2 5, FHEE TN Alport JEWERE & SO 71605 Alport JEFERE
BEVWTHMRE L S, 18 ik BIFEIRIR 2521 T D, 26 DIy 2 L7 F =4 1.8
mg/dL, HEHJK 1.8 g/gCr TH 7=, CT THMDOEDAIKAL, FRI/ALE DFR R ARALD
TR ZRBOT, ABITEM L e, MRI THRBROFTR Th -7, L/ 77 5 MAG3
DIRETHEEIEZFMI L2 & 2 A, EBEAOME OPMLREIEZ B0 7o, KFAEMRT 48
Collagen ® ab $HDKFDOFT R Z FIEFIZFRD . BI5 T#A T 4 B Collagen @ ab DiFEfs
F-HH RO -T2 Alport JEMERE DI & 72 o 77,

ML - mE R ARG AR LT Alport SEMERED—F]. ABSEE 2019 ; 61 : 746.

KES] 6

36 i

FHERE - REDSER %, SIS 2 BB ChRe i, IRICEEIX 2V b O OBENE
KNGO, X4E, BB REICIEST,

AMER W), AIRITIER S o7,

PR 20 B X D BIREE B B 0 | X-20 4F, E AR 3+, JRIEIL 2+ THJZ2, Cre 0.66 mg/dL,
EAR 1.2 g/H, LA CTHRIMER 10-30/hpf T o7, HIFHEMRERIAB A AR (2 7L S 4,
HOEPURITE BT 72 < BBl L s, X104, 2, Cre 0.73 mg/dL, ZEFJK 1.0
g/ A . LA THRIMLEK 30-40/hpf Th o7z, [FERIZEE OHFEMEE R 2580, [ERME R
(XBA & THETT U, JalRMIa b i D avie, 1B C I SR Li8es i o JEM ke L3 AL
BT, MPE T, BB RZ, WA FEHIECIN 2 & AR Ciebiv, LICEIIZ2 VWb oD



BB RN DN, X, ROABAREICEY, SFHMBEZBN L, BRERETO 4
WaS—4 ab $HOKRE - WENTE > T-0, FHO~NToESEKRI A AL R
[COL4A5 (NM_000495.4) exonl5 ¢.859 G>A p.(Gly287Lys)] %78, Alport JEMERE & 2
B L 7=,

EVTE— D RWICEBIEFRANA I TH o 7= Alport JEMEREO LMEF]. ABESEE 2019 ;
61 : 745.

AEF 7

11 B IR

FIRIE « REDSBREERIIIR . BT BRI ORI A4 (70 K TEITEA) - A
HERE - BN,
BFAMIEIR : IRFHEIIC Alport SEMHEICRFRAYZRFT RITERO DIV, RS EEEIE G 2o 72,

ZIKY 3 RR TR « BMPARZFER S 4L, TR 0% 1 B AER TIEIgA A F 0 L
HHIEMERR R & B ERZW S, 11 RO 2 [RIB AR O IV R 2 T — 57 et (o5 YA T
R~ BRITGMETS AR ER IR B L LB XA 12XV Alport SEMEREL W L7, &
BIERIT IV B 27— 7 ab BHOY 7 — 2 D BITF YR BRI S S =28, @i
THRHT T COL4A5 exon2l |2 9 D RKKIZE DA 7 L—LERZFRD, X Yeto (s
L2 LTz,

ERRRF 5« BN R THRAD A Th > 72 Alport JEBREO LS. BB 2019 ;
61 : 745.

FES] 8

T B (3 ARHD 3FH)

FIERE « RTINS GREAIAER) . RHIE AR & MRS, RO IR O FaHHE -3
D,

RAMER ¢ AR,

FH) 01 F B oy ARRCREE & bic, AIRAMIMEASHEL L=, fi##% ¢ U-TP/U-Cr = 0.2-
0.8 g/gCr LHEE L, IRIBEM G EMETH 72, 24 8 » ARE, 1BMRERKE R 25, ACE
PRERABM LT, L, REAIFEMEI Lol 7 FRICEERE T L7,
A BEREETIX 8 O RERIAH 3 B AV X T AHIGE 2 58 7=, BB OB



IRl WIEHURETIZ IV a T — 4 0 ab S80I B O GRERB SRR 3+~ 1+, R—
v VREEEREIT 2+ Th o7, EBMEETIX, SREREREROIEH L, fERibrgligEsn
oo LEDOFRER KXV IVEI2 T —5 a3 1 LI ad HORFEDREEDNT T2, fF R
BRI 2 U=, FERIT COL4AS D=7 v v 22 ITFEINE E 2 BN D~ S
REE AR (c.1481G>Ap.(GLy494Asp) . X At AEH) MEE S v, X HEHT Alport
JEGEREEMEE Lz, £, BBIOWIIICHLREI AR ZFRE LT,

KHEBA D - WYKL RN GO T2, B A T ORI X #EEHE Alport JEERE &2
Wraiuz 1. BIREREEE 2018 ; 31 @ 184.

FES] 9

10 %A R

FIRIE « REJFAE A0S Fr s GERIREA) . REDSE AR &R, R AR,
EAMEIR @ RIS, EEREIIRR D 220,

P 6 RSB AR TR IV T — 5 db ﬁ‘é%/}}ﬁwﬁ’%m  Alport SEBRE & e E
W LB & 72> TV B R Th 5, 10 IFICEE 2 & > T I X B E O RH
REAEMINL., HEOKE, BREICUE /u'fiI#%ﬁ%ﬂiﬁE%m ¥ Alport-leiomyomatosis
syndrome (A-LS) LZWrL7z, 5612, BELIMIERIC S FifEzE 0, BB
57N Tl BIRIE COL4A57)>5 COL4A6 £ TOIRFPIC O 2 RKERBD, 2N E T
D& LR LB FORENZ = Thole, BOBIR T TIIREEZRD 2o T20
B, AFEFNIIRF THDH LB X b,

HEEED Al L EIBI IR IE A R 7 Alport-leiomyomatosis syndrome @ 1 %1, H
IRREFEE 2017 5 30 @ 41-47.

17 w2t
FHENE « B - #EE e L,
AR - BRI L

ZK 6 RIS ERRIR TR - AR 2R S, Uik a2 Lz, UP/UC 1.0 #if%
D AR Z Rt CRE8 0 B ZMAT L7oRER, DA EmMEE % < 15 @ 9 I mE bk
ERIRZRB D T2IE D TAIRAIIE & UL S e, BT BAREUR TIIRERIR L EBLE O R )5S0



B oL E RO, AS(Alport SEGERL) gLz, 4Hla T —47 L ob S TEF A

7R OY &8 XLAS (X Y A#gs R Alport JEMERE) & HEE2Wr, Bl FHAE T
COL4AS #8151 exond9 |2 2 Ak 2 AR AT 7=, BHERELRFF - R & D & H145 L ARB
A LT3, %Eﬁﬁiﬁ”\ EANR BN 15BN g Jiﬂ‘?% Cre i FH- %587, ACE1%
BN U 72 SR REAR T 13T T, 15 % CKD stage3 (2 . BifE UP/UC 1.5~2.0, eGFR
35 mL/min/1.73 m?2 ﬁﬁfﬁﬂ?ﬁ% LT,

BHEEED - /NRBIC IZE - 72 X Yett (REEH Alport JEGREDO IR B]. A/NREEE
2017 ; 121 : 236.

FER] 11

23 B

FIERE « REGAEEDS 20 R CTBRBZ 5. 40 RIBIMEA SN 45 5T, BN ERA Tl
PRZETRS ., IR E A RfE Sz,

BAMEIR - AR L OIRBZE CTH L2 RE 2 L,

B 3 %) Eﬂﬁ?ﬁ&fﬁé’amﬁ R, 14 R ARMIMIR S 0 BN =2 Uiz, 18 1 D~
0.3 g/gCre FREDE AR Z 7D, 20 k> HE AR FRE L, 28 mElFIC B A B I ARE L
7. B 164cm, {KHE 51 kg MF 112/65 mmHg, BHEEEITIER CiEMER L, Fafls X
DIRBIZE TSR B 72 L, & AR 0.35 g/gCre, JLAIRIMER > 100/F, Y& RS Tl
HL o 7o iiE7e < | B BAIEE CIIRERIR LRI OV E AMEIZIE L 23R O 7223, JEIRZE
(b0 B AR T 22 o T2, SR CTlE a BHRAICERFE 238070 o7, FEHEREE
FEEERE DS G DI T- 23 BB TR C COL4AS O exon 19 (28T 36 HIED K Z 5D
XLAS (X #E#47% Alport SEMERE) & 2Wr L7-,

EAEIE— D @ ab SHNIE R 1Y SN IEE LS BEMERE DN B DT, B T FEAT T2 W
o= XM T VR — MEBEREO BMEE]. B IEEGE 2015 ; 28 1 124.

FES] 12

13 AR

FHERE « FEMBER AL (OBICEE FREBECTHEIE &bz X E@HA Alport JEMEREE 2
W), REGRURE, REHAERE, RV E 2R - EAREEHRSATWS,

AELR - RRHe L
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) 3 IR D OILR « MARDT-O 7 RFHIBEAREZHIT L& 2 A, 35 HO#E5%
BT ARt IR Z 1R, FR VD I T N TITRED A 0 AHIIIE A2 RO 7,

BB CIL, BEBEO RBAZ2IEE L LI - BUEE OZEb AR, REYE T IV
Mo —0 v ab SR REEDT D, Alport JEMEREE W L7z, UL, MEYRA T IgA 28
SRERIBERBRBEIC IR » CILAE L, BT BEE CITIRIEMRAN &7 2 0 F U AR electric
dense deposits (EDD) 23MfEL TV /=, EDD OIWLHITEERMNICEETH Y . IgA DIk
BNA— B BRI TgA BUE L I3 R 72> TV s, IgA BIEDOEDF LB ETE T, 7
XAT 3 BRI EREO®RE TRIBBIZ L TV e, 12 E K SR E AR OH
& BHEED AL AR O T T2, 13 WERFIZ 2 I H OB AR EIEIT LIz & 2 A, HFBHMEE
Tl CEAMEDOFEED A Y 507 AIIIEIE A RO, BT ORRMEL & RIS 2
Mg 2RO TN o 7 a7 ) IR OEE 1372 < EFHMEE TS EDD IO o7,

BARZE A WA AR T IgA B2 - 7228 8] B IckEME(k L Cuh7= Alport JEERED —
B BIEESE 2015 ; 28 : 219.

FES] 13

11 AR

FIERE - B NG EARETRRHR STV D
BEAMIEIR O kR LTIk I S

B T kR O FRARIR CHE AR & MR 24540 S 4v7z, SRR REIRM & T RRIC V7 IE 2 38
270 —BIEBEREOZBICARE L, JREMA 3+, i 3+, WERMEK 50-99/hpf, 1 HIR
EH42g. TP 3.4gdL, Alb1.51 g/dL T.cho 345 mg/dL, #iRIER ., BHEEIER, B4
B D YEZABAMEE TIEA I F 7 AR L O O AN b, Sy IEERN & — IRk RE
@ double contour, FRHMEHIRANE: A KR, MEWRZA 278070, SEHUARE Tl IgM (++,
RAGGREREE) | Fbg (++, RIHEREREE) . C3 (-, RIHERED 2385, IgA. IgG. Clqi3kz
P MPGN OffkE Th o7z, AT A KL AREBLI N7 u 7427 73 FEEE
fTolm, IREAFEDET, v 7axR)» (CyA) &5 L7 ZARERIL 1g/BLL
ey, REAMEDKEL -, VETL F=Y o FEARNARE CyA #5 %2k L1z
P, BEBSIGRITERE L, IRE AT REREMOEE 10 mLAERE IS Lz, £72 9
(R M & :/“Lﬁénto 11 kPP AR B AR AT, D BRREE AT W3] B i A R Rl
MPGN Th v | B FBMEAT RIRERE RO AR A 22 966 b, IR L & BuEfE 0L e
(L2580, SRERIRILECHE ER T IZ deposit 258572, IV A collagen o D e EYuta ¢

T ab HDOKEZ RO =720 X Jeto s gH R Alport SEMERE S 2W Uiz, BITERMERE X EF
T“E@éi)ﬂ%f;%lﬂﬁé (4~6g/H) MFEHEL TV 5,
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= 5 2T u—VERERE A RIE LB TEME R ER AR 28 (MPGN) RS 2 S L7
XHEEHA Alport JEERED —f]. HIEEEE 2014 ; 27 : 157-158.

SEF] 14
11 B IR
FIERE - R RE 72 L,

EAMER + AR

T 0 3 REFRRIRIC TIRE N - W2 e, 4 a7 —5 v ab $HORBLE T A 7 IRICR
W, COL4A5EETFITB L PCR « E#:S — 7 = 0 ZVEIC T, EXON25 HIZ G638S ™
SRR ABR L IEEOMEY 2 MRS LTz, YefkiT 46XY T, lldEY o 7 ZRIZE D
Alport JEMEEE (AS) DOIIEH] &2, RERITRE 22 L, AS IXBEIER 2 TR 85% 48 X He
CIRESHITH Y | ab DE VA 7 IRBEBUIAKRLMETRD D, BIRFIIMD THTH Y #®
HT D,

BIERMAD IV a T —7 2 ab HORBZ TV A 7RISR O 7= Alport SEBERED 1 BIR
Bl B/NEEEE 2009 ; 113 : 1028.

FES] 15

26 % HE

FIEE © £ & R OMAH 80 e THRIIB AL, KIH/ENEH C 30 mfl Tk, &K
SN NI C 40 RIS ST, HEEH 0,

EAMER ¢ EERE, R FEN, T - O S M,

B 3 IR LI, MR ZIEM S TOEAN BT E Pl LT, X—2 @2 T
PREEF 2+, R 3+ ZHaH S 4L, MEHEM 2 & 72 o7, Cre 0.90 mg/dL & BHEREIL R
HFCThoT=n, REARIMER (0.59g/gCr) D= XH 12 AR EMREIT-T-, JLFEBM
BEPT IR LSRER IR & VR S RIRAIAD 2 380D | B BAMMEE T I XIE R R Ch o 7o, BB
WEEPT R CIE, REBOIEE & 3R, MR RbZRD -, BIEFHRET, R, M, BFIC
2 BYtaIR COL4AL BT OFHH I A AE R (¢.827G>C) ., Rk, fili, BHIC X Yok
COL4AS BInTOHMI At AER (c4351G>C) v bz, Ukl hoo
digenic ZFIZLE D TLR — MEMEEE 2T LT,
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ZAIES « Digenic 25U D X Qe (Rl R 7 LR — MEBREO—FI. HE=EE 2022
64 : 731.

KES 16

68 kA

FIEE - B & B ORALH 80 i CHRIIE A2, EILS Bl C 30 mft ClEiEHr, &
SN NI C 40 RIS ST, HEH 0,

EAMER ¢ EERE, R FEN, T - O S M,

T 15k CHRERIRBI R L2 S, LIk bIRE R - BLFRGE L T e, 60 mRFIs M Besz
DO LRI, I Mo oM, REA 2+, REMm 3+, FRmEKMAFE, Cre 1 mg/dL
BRETH o7z, PHEAEE U THBRELOAFER O DRGR, i H 0, FHREIX 72 < |
ERFIF ORI A 80 AR TR A2, RSB T 30 st ClifBE AT, 40 mefRIZ i
REWWRIE THFPZE, KIS T 40 AN IBOENT. 50 meEEIC P IEE TR, D
D, FIEFRETHY | Bl FREE21To1-E 2 A, COL4A5 D=7 V2 10 1R E 785
~NIBEGRBRETERERE L, TR BMEAR TR SV B IEAT L7203 & h /e B
WITHER S e o T,

CARIK D RIE I FHEN SV, W5 R FEha - TN 2 A9 25 Alport JEMERED —H3.
HB22E 2022 ; 64 : 731.

JEB] 17
TR - CRFREA T XM Alport JEMERED case series)

[GER 1] 16 B, 3REL 0 R, HEERZ R, MiE Cr 1.2 mg/dL F CTH{E LB 4
BT, ARERIRITHR 1/3 3 amlifb C, B EAMEE (EM) TITEo 722 IR L 4 58
7o BE BEGAHARIC 30 ik CRUIB AN EOFERED V , R 4 R AEM S IgA BIE &
B SN Tz, B TRE TARANS COL4AS 1T~ A NRER, BBICLRZLREZRED
X Yoo (REEHA Alport JEMERE (XLAS) & 22T,

[EG] 2] 35 mktctt, 8 FRICIIR, 11 MR AR HEL, 13 MRS AR S 5 M A
THaA RTHEEISN, 24 RFICHAR CTIE IgA A X0 AHFEMERR 2 s AT
oA REHETREIEE, X—2 4858 1 FERZEICIRE BN, X FIHRALH D BE4EMm
MiAT, HREE A Y Xy AREIAE . EM TV 172 BIKESER L 2 380 7o, RO FTHFRHC
BARBDOFIEIEN & 0 BIE A REMIT, COL4AS \Z~T 05K B2 78 XLAS & 2T,

13



=D ﬂ%lﬂtﬁ%#ﬁﬂﬁﬁ&k B FRENZHICERA TH - T T VAR — NEBRED 2 5
%. B2 2022 ; 64 : 730.

w

i e
FIRIE « REDSILIR . BT REDSHERIVERE I X 2 B A2 D720 N T#EMT .,
FEAMIEIR - Bl Lo

TR 3 R TRRIR TR Z 455 S v, FEO 7= OICEHER Kbtz % Uiz, MER R
TEHEREIXIER TH Y . A TIXEM 3+, RBC 50-99, 115 & A1 R ASFR® DAL=
N, BARIIENE T 512, ZERMENRD bivz, FHEREE L TRHICHIRAFE D H i,
FEHHREDPERIFTERIEIC X DB ARRDTO N LB Th o7, FRRMRBED i,
FHZIMR 23588 H 1% 728 Alport SEMGRRECIEH AN O FEEMENR B 2 bivlz, B DOH

MEH I B BAn TR ORI & 2 TR > — 7 = — %R B\ C COL4A3. COL4A4.,
COL4AS5 DBAG 1T 24T > T2, FEd:. COL4A5 2 splicing B9 % 4E U 2 ¥l D variant
i, BRI X HEHME Alport JEWERE & 2l L7,

ARG & : 3 ik ARIR D MR 2 228 Ikttt — 7 = — 2 W B s T ETIC L 0
Wr L7 X g7 Alport SEMERE. HIEEEE 2022 ; 35 : 181.

p=i{
N

FE 19

5k LR

FHERE 72 L,
AGER - FRH L

P 3R CRERA TR SN2, FIROHE CR&ESZIT S 2o 7o, WHSEE %
FIRIGEENER 2522 U7 BS, RS E ERES R A & JRE R (34, R (2+) %
| A RIS BRI STz, W2 Hﬂﬁﬁf 9.76 g/gCre D F EHE AR & >100/HPF
DOPEEAI MR 2 388 72, 1K Alb MECEHEREREE | R ME TR O 7R o 72, ABED 9
%jﬁéﬁﬂ&ﬁé%%%fﬁi_ﬂ'éLf:ﬂmﬁﬁﬁ@ﬂﬁz%w%%zhfocb\f:&b\ AR ERITLAT 17
A RV AL LA U, BAEM O LBAPT RIZECR S EitEE LiE Ch o 7o, AT A RB
BB LEARDPEME L2 W, 7 2R &2 Lz, £ O%EHG CEEREO R
B2 B EIEEC R 3B 5 E 72 0 | Alport JERRE 25> T IV R T — 47 o $HY:
BEBM LT, ab $HYE TRERFELIEIED T A 7R Z — 2 2580, X @A

14



Alport JEBRE (XLAS) & @2Wr Uz, # P R/ NERBHIKE LB Fitr 2 E L7 & 2 A,
COL4AS BAn T \Z~T v AL R EZFE Uiz, mMBUCRZRIT72< de novo BHR L5 2
STz, TOERIFIEFET — X RX—R 8BGO R VHTHER TH T2, fifbTIck A7 Z
AV T REDRNERDZ ENRHBNERoTz, VY aARY v EATaA REefikL,
ACE PHFEHEAEA LCH 47 95 HIZIBBE L7z, SORBEIZE I ARB b L7z, 1
g/gCre FRFEE DJRE A DR L TV 5,

THEEALD « S bW o @ EEARE 2 LN X Qe R Alport SEMRE D & L.
FEREE 2022 ; 35 : 181.

32 ek
FHEE « B AR AR S, FHORHB A2 L BEAOEEDOZFELEESH Y ,
BIAMELR - HERECIRR AL A0 L TV,

PRI & R AR A FFICZZ Lic, BARROFERER &V | /NEHN A TR AR
b, FIRMERMEMIR & 20 ST e, FIREE & BRARRE 7> DA 5 7O ARME B IR B3
EEDINT T2 DB ERZAT o T2y, P ISR E CAH BRI IR b, EBEEkIIX
SRERIRITE £ o 7o, & 2 T/NEH OB RERRIR A PEH G B Y T, EBEO FERHb
w{Tolz & 2 A, Alport JEMEREICHRRARFTR TH D DRERIRELERE O R TAHLHI 78
JE LR L) DBRBO LN, T ORREZ T CRENELE T 2T 2 A, IV R
aT— BT CThD COL4A5 DT V> 35 D 3080 ZEHD T T DT T =2 ~D
WIHEH A ~T 0 AR TR, S5I2, ZOHEERIT 10271 ZHBHO T U VNI VE
SUBICEBRINDIFHI AR ALRTHDL Z EBHBA L, Zb k0 X gy
4 Alport SEGEREOBH I A v AR L2 LT,

TREREALD - S bW bR AR E 2 LN X Qe R 1E Alport SEMRE D & VL.
FERERE 2022 ; 35 : 181.

38 i A
FIRIE RS, IRFHREOFIRIEZ L,
FEFAMIEIR « BERE 0D B,
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TR PRI L B AR E ERICZZ Lic, BRROFRENH 0 | /NEHNMEE TR AR
IThi, FIRMERMEMIR & 20 ST e, FIREE & BRARRE 7> DA 5 7O ARME IR B3
DN oD EMREAT > 23, HFBMEMAE CHERT I b T BRI
SRERIRITE £ 070, & 2 T/NEH OB RERRIR A PEH G B Y T, EBEO FERHb
7oL A, Alport JEMGREICRFRANZRFTR CTH D DRERAILIERID R T A BRI 72 AT
JEE IR L) DR LN, T OREZ T CRENEBLE T 2T 2 A, IV R
2T —F Bt ThHD COLIAE DT Y 35 D 3080 HHD I T DT F = ~D
WIHEH A ~T o AR TR, S5I12, ZOHEERIT 10271 ZHBO T U VNI VA
SUBICEBRINDIFHI AR AERTHDL Z EBHBA L, 2 b k0 X gy
4 Alport SEBEREDOBH I A v AR L2 LT,

MAEH S IV 2 T — 4 ob Yea DS RERIRESISIE CIER, A—~ L EBCERMELZ 2L X
Yuta (B SE Alport JEMERED —f]. HESEE 2023 ; 65 : 769.

FER] 22 (FREEEFN)

66 kM

FIENE « BB 20 A0 HARMIB A & HIE, SMEME< BT HIM, RHE 20 5K
A L, RSN M FE, REELANME MR R & EEE,

MR - R L,

) 3 AR S ETO BRI NELZBR VIR L, e T8 L7z DIc ABE LT,
BEAEIRR I/ NI & OBMER 28, ABERFICEHERRIR T & AR AR A RIEHEE L BHIEEED
BB T VB AN ZE . A5 KRIMENIR & A5 1% KIMBIAR & 5 T 2 58 1 0F 25 N B R pe 42
(ICAS) 2@ ® iz, T15RFHD vessel wall imaging TlE. A HH KAMENIR o 1 B BE | % [7)
DFPROIRAE R E — o PR H BTz, BB THAET COL4AS D=7 YV 24 ITI A AN
U7 v b (e.G1700>C:p.(Gly567Arg)) 3d 0, BFII~T n#EAME, RE~IBEEHTH
DDLU, TR — MEGREE W ST, BARESHIEOFIREN H 5 B T,
SHBENENRPZAEDJRK & LT VAR — MEGEREOFREEEZZE L, IV a7 —5 U @s 7
DBIBFIRNTZATH 2 ENEETH D,

Egashira S, et al: Exploring the link between Alport syndrome and multiple intracranial
artery stenoses: A case report of COL4A5 mutation. J Stroke Cerebrovasc Dis. 2024; 33:
107816. doi: 10.1016/j.jstrokecerebrovasdis.2024.107816
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FER 23 (FRAEHE AR/ Z5K)

15 ikttt

FIEE - Bl 3 R EFRER L,
BEAMER : BERA, R ITIER,

B 15 M tEAy 2 WO FRRTEIEZ HRRIC% 2 LTz, AT A M. JE Bfidk. %
ZX7R o Tz, BEEREIE, S BIORIET 5 IRBEYYE, R - BEITIEF CTh oz, ME
1% 140/90 mmHg & &<, R TIE TRREELZRD 7208, TOMBEE X2 o7z, JRIGET
PREEE 3+ L BAMEEN MR 278, M T eGFR 1 130 mL/min/1.73 m2 ¢, 7/ 7 3
il 23 g/L (2.3 g/dL FHRREE) LIKME CTH - 7=, JREH/Cr HiX 474 mg/mmol Cr (4.18
g/lgCr FRRFE) & bR Lo, A CERREHMCRERIRIE(WIE L 2 sh, A7 A R
BHExR 7 v —BJEREE (SRNS) ThHY | BT/ SRAMREN Tz, COL4ASELT
AT RSN T RGN E Y X EEHA Alport JEGERE & BB SNz, WiE o
BARFIRA CIXERFEII R o7,

Wildes DM, et al: An unusual case of nephrotic syndrome. Pediatr Nephrol. 2024; 39:
3205-3208. doi: 10.1007/s00467-024-06408-3

A 24

TR - CRIREATE WY REANER Alport JEERE D case series)
UiES] 1]

TR

FIEIE © ALH3 PHRAYIMIR,,
BOMER - BER, RRIERE L,

4 MRAFFRET 2720 TR ISR =2 Lo, BMEinmiR, EAR (REHA/Cr b :
0.9 mg/mg) Z#W, “UWMARERIKBROA S V—=0 713, BIgRE S MRE T, &
BT ERABRD NI, BT N T UV Sz, 8IS, IREHESHEM L7
(JREH/Cr Lt : 1.6 mg/mg) . BAEMREIT o7, FHRM IgA BIENEEDIIZT20, B
BATuA RETHFATY & 2F ML SNR, BRENTIZ Lo, 0%, 5
EFWNIRIZTB SN (Fey 77w ), 17 %R, CrfE 0.9 mg/dL T, #EHk & CT
BAEIZL Y, W EEERICERERNZEGRD bivic, 7 N T U EfkGE L7223, Cr
EIXZ D% 10 EM THRAICEF L, 1.7mg/dL 27220, BERBRE T, BRE, g0
fidks X O (R 18 ecm) ASHEFTPEICAER L7z, Mo BIREMEL %2 L, i afEts
FEPEFENE (ADPKD) ORI %% T2/, BIETREEZITOTIZ MANT X U h S
Nize L L. 90 A LINICRERIATER ST 42 5 24 mL/min/1.73 m?>~ZUH I T L7,
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REAEITS HIZEML REA/CrH : 4.0mg/mg) . SELHBR L, &7 Y —L0y
—J v 7IZRY, COL4A5 DFErINY 72~ (¢.3511C>T [p.Gln1171Ter]) A3 [FE
v, X #EHA Alport JEMERE L sz, PKD1, PKD2 OJENY 72 MIRH B
2o Tz, VRTOB ABRBRIKOE THEMETREIC L 0 | SRERIEEERB O RH A 2235 ks X
WIBE N RS NT2, 28 i CTREARAE~E ST,

UiE] 2]
Ik
FIERE « X @8 Alport SERREE T, KOS FHEM XL 0 &,
EAMIEIR - B, BRI L,

HZERFS D R CROBEIE LTS, 5 EARBHB L), B7 h 7V IV EH
L7z, BEMMRAE T 8 IC/EB OBIEKRL, 15 mkRFIC /2B REE I 2 M EAGR 0 &
N7z, MRI THABKE /EBBEIE OZ MR EINTRO bz, BAERTIX, FREM5NE
B L O 3R b2 11 O RERIF R ER O BRI DBBO by VY — by — T 2y
R B B B X ORI COL4A5:c.T16G>T (p.Gly239Val) 23 EE & iz,
21 MEDIHERIZ, & AR Z D 22 W BEREEA IR 23 Ff et L, Bl S IR T8 1 XI3E
O, BITERD R o T, IRE A EOEINL R 0> 7228 JREH/Cr £ :0.3~0.6 mg/mg) .
CrENRAIC ER L, BEREAHE L 6 F%I121L 1.2 mg/dL & 72572,

[JEH] 3]

8B

FHEIE - RSO R E 72 L,

IAMELR - B OGRS V. IRBARE L,

MRZFED AT v A NREIMER 7 v —BREERE (UNERD) O 8D B ILA | MBL &
Zie Llz, BEEMRE CHBIEKRZRD I, IgA BIENSEDIL, 'L K=y o L T7H¥F4
T U ERBIRE LN, WIRMILR E 2 70— L-ULOEARNERE L7, 2 [\ H OB
EREAT T & 2T A, BRSSP EIMRERIBEALE & 20 S 47z, B BMEERE T, Bkt
B L OV EITEICERIR LR IE L 2358 HAv, Alport JEGAEN DI, S Iy Y
V=g LY COL4AS™ 7 YV 2 19-21 O RIEMNIEE S, XA Alport
REWERE & B2 SAUTC o 4F 1 B0 E B B gl AR A 2 ATV 14 Rl OB 280 (7.6 X 9.2 mm)
PAHBL L 7=, MRI Cli B 868 D236 MR EHu B LT,

ARIFZEIL. Alport JEERE & B EIWOREEMEZEATT D5 LD TH D, Alport SEBERENEEDIL
5 EFELH/NEOBFE L, COL4A3-COL4AS B+ NV T v NOBELZEEITHHLOT
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BN

Chang YW, et al. Kidney Cysts in Children With Alport Syndrome: A Report of 3 Cases.
Kidney Med. 2024; 6: 100815. doi: 10.1016/j.xkme.2024.100815
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UL RBEMERL ) L AR — MR RE

-

i 1

64

FIERE - RN OBECIMRSH Y,

REAMER P B S AR S PRSI IER O R o T

Y 20 (XS Ok, EAROBEENH V| 64 RO EMEZ CRAEAERT (MR
HIR) & BneksE (eGFR 53 mL/min/1.73 m2) Z 5 S WY BEHEIT %2, BERER “C)Td*}%
& 1~2 g/gere DEFARZFRD, BEARMIT L& 2 A, FEOTEIAHRERIE 4 2380
BTSSP B CIEE L LI A 38 7-, Alport JEMEREZ B6\ . SR A2 B FEANIC .m‘
%L MR Z TR D BURPEEAL AR LT, ﬂs)\&a_m%ﬁ%ﬁ COWTHR LI T L& 2
AL R EB 2 B HBEM ORISR T ERNFE Sv, HYAREN: Alport JEMERE & 2T
ot

BEAZE D B Z RSN E > T QR ENE Alport JEMEED 1 . HER5E
2021 ; 63 : 860.

FES] 2

63

FHERE © A2, W, FRICAVER] & FERORRIRRE H Y .
BAMIEIR - BRI A TR bR o 7,

258 1 20 ﬁi))%*ﬁmﬂﬁ R 3+, JREA 1+) ZHEMH I T, Ra ICBEEIET
Zadsh . BHERE OIR B OFEA . IR A B9 \_L[:J: 0 YBEL BRI & Ao T, WIRe
RefTR2 TY)%rf£%BPF (R, M, FRICFEROBRIREF H V) 28D, FIEME IgA BIER
Alport JEMHE 2 56 WVE M AT o 1o, BAERORER, J’D%iﬁf’ﬁfﬁfgﬁf TA X T AGEIK,
FEIENZ B & 372 AT EE DN o 7o, SOBHURIE TR IgA DWLEZRO T, IV T —7
ab SHITEEERE, AU~ U FILICHUIRICH G S 7o, B BEMEHS CITERIER O JE# L &
—i LR EFR O, LLE XY FE YR EME Alport SEMERE A BE\ B R T-ART 2 T T L7
fEF. COL4A3 D=7 YV > 40 ITHR E B 2 biLd~T RGBT A RMBFEE S,
ADAS (YR 8ME Alport JEWERE) L 2Wr L7,

20



INAREREE & @ IRIERFIRE 2 O BIR B 2 b g b v o 7 e AR Alport i o<
(Autosomal Dominant Alport Syndrome : ADAS) @ 1 4. H¥E 456 2021 ; 63 : 830.

FES] 3

60 i

FIEE « Ko, REAGAE, BEHOK, BERENMRS Y,
REAMER P B S AR S PRSI IER O R o T

ZK) © 10 3RS IR IR T ORI A 546, 25 sRFICRR B R AR 2 B A T S 7o s aglnido s
T, B, AR, BHOSK, BB LIMRZRBDUGEHFEN 22, Cre1.38 mg/dL, eGFR
31.6 mL/min/1.73 m2, JREH 0.7 g/day. FRiLIEIRIMEK 20-30/HPF T ) B AMMEAT, O
ZLRAMEE THRERIRIT intact TH Y | SO TIIABERILEW IR TE S IV Bas—4»
a2/ab DHSEGLE T intact, FEHECIIMREREEIEI D 100-200 nm FEHE LA JAFIZFR O IE
HEELECNCE (TBMD) (ZHEY L7e2s, — I RO RGN R CTh o 7o, REFEO
#J TO%FEEEIZ PRAMGE I DAL 22 Hav, — I IRANAE ORI b A B ivTe, FIEEED
5 EE T RENTT, COL4A4 D=7 Y 2 33 12~T a A REIE T A RNFRE S, F Y
{RMEEME Alport JEEREDZET & 7o 7=,

RKIREND : COL4A4 B TR L2 W9 EMEET VAR — MEERED 1 . BB
2% 2021 ; 63 : 723.

FES 4

50 mfz

FHERE « A MHENT, FEFRR & F O BN & B EERE .,
EAMER - R, AINBREIZ R o T

B - /N O B MR & 5 S 40 s PEICBE AR A T SN RRE AR Th -
oo ED% Cre 3 mg/dL & 720 Uiz =iz L, MELREN, WERMEKEEAREES
o EMDEAREFIT Lz, SRERIARIE 12 8 S {EA L L, & ORI ERE 2R
DSRERIEDEAGITZ LinoTz, Las L, B BAMEE TR ERINREREE O JEE(L 2580 7, TV
BaZ—2 2 ab Y EMEOR T, ANBRIX2 0 o 7228, Alport JiE R % B8\ R 1
BAEZRIT L72E 25 COL4A4 DA > k1 41 [Z~T A REE A R AR Yt
REEME Alport JiEfERE (ADAS) L2 L7,
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WAKKBEAE D « ZRFEN & PO FEEIE & IL RT3 22 W o —Bh & 72 o 7= Ye o (R 4E M
Alport JEfERE. HESFE 2020 ; 62 : 555.

FES 5

26 ik

FIEME © RHIPRAMRIR TR & F65 S 41, 22 mERE OB AR CRE[RRERENR D SR & Hati
i, 48 CHBNTEA SNz, REFHAL 58 I CHBNTEA STz, REFRSUTMRS VO |
3% Cr 1 mg/dL 5T 5,

RAMER - BRI e 0o 72,

T ¢ 3 sk RRRIR TR 2388, 10 BRI HE T L 72 B AR Tl IyRERIRZE LT, B

s TR O JEHE L & splitting AR 7, 10 A% & 0 BHEREME T L. 26 i Ei/E CKD

AT —Y G3a Thol-, Kiddh, —BHLTEARITBD 2o T, RIEFIEB L OEIC

COL4A4 BI5T DHFHLDO~T n A WERNFE v, FYARENE AS (Alport JEFERE)
LW ST,

SIS BARE RSP CKD 27— G3 & 2 L7z w et fAEM: Alport JEMERED
16, BA/NEREARESESEE 2020 ; 40 : 184-187.

KES] 6

44 wE Ak

FHE - FEBITAEEN SR EENELS | RIEFLEZfHEHIN TV,
REAMERR - ARIRZS L BEDREE X AR o T,

ZIK ¢ 9 kR AR CTIRIB ML « IREE B ZFEH S 47z, 10 5%F « 14 RIS PE R AR
ZHATSID bW o0 e o T, URRIIEREE A2 L o7z, 43 RFICE iE
WRCHEZZZ LEBRICIREAZ RSB S, JREA 5.3g/gCr, Alb 3.1 mg/dL
Cr0.98mg/dL Th v | BAEMRZMAT L7, JCFBMEE CIIRERIRIZE LI o T2, R
AR AR N B 72 Tl IR IR D SEFE IS A D LTz, BB BAMER TR ERIR LR D R BRI
7o BE L s TE O H IR B, TOVR— MEGEREEZE LTz, 4 a7 —57 db
PHYE TITRE & B DS EHE L RRICEECTh o 7o, BIS T2 C COL4A3BIE T2
BFHROANT B EASIRI A 2B R (c.1909G> A, p.Gly637Asp) Z R L, Yt
BT VAR — MEBRER R < BT,
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SELEE S R 7 a—PIEERE A RRRICZ M LT T VAR — NMEERED 1], BEESEE 2019;
61 : 907.

m

FES 7

39 1% B

FIEE « JRAT AR ORIE R FREDH Y,
REAMERR - W O RS D U

EK) 3 REIC PRI « FRER I A9 CTHEf, DARERI R AICIRIEL - JREE A &2 580, JEI7IF
*mwmm ERDDLZEbH o7, 29 FERHI ST A5 Shv, BRIEIE LA, SR

PREADFHET D7, X—10 4 BHIFEI, BAEMR BRI BT, ABERE, JREH 0.4
g/gCre. RARIMER 30-49/HPF, Cre0.74 mg/dL. I (BMI 32kg/m2) ##R7-, &AM
1T, —HOSRERIRIC 3 EIME O L 2 388D | ABRIT P 5 ZIRMEBLR Sy Bt R BRIV IE & 221
L7z, BEEMETRILIC TR A & 588 ITEEIC THSRIE Z fikfe L CTue s, @Rt - Ik
a7 T4 T VAIRRTH o7, L - WIRFFET A2 228, IEE L, fE ES- (0GHE
Wi+ 200 mmHg) | fAEEA(L (HbAle 7.3%) ##8, X HICHBE AL T 72, £ DFE,
PRIJT RS OYRIE /2 FZEE AR i o s ME R 4 58 . Alport JEEREN B DL
72 BARRKTIXIVEID T —7 0 of YetalXIEF ¥ — 2 Th o 7203, Bis R ¢k
COL4A4 D~T a A WRE R 2RO, WY REM: Alport SEMERE & 2 L7,

KERBALS IV a7 —4 0 of Y IEH Bk St R ERIARELIE Clfs 2k
Alport JEfEREE ZWr L7- 1 . ABS3E 2019 ; 61 : 883.

FES] 8

69 7% S 1t

FIEIE © REDY 75 Wk RFIC MIEEHT A, /NERMER I, 2578 50 RIS MIBENTE A,
REAMIEDR ¢ M 2GR D 72 AN R 2 AR B DFIE 1 ZRB D 72 hr o 72,

K - X-19 4 Cre 1.5 mg/dL OEERERT & R, B ARAZERM Sz, FHEED LB
PERBS R ASEE DAL T2 23 B DIETL D 72 DB RS i T C &, RAER S AR & fidT L
EHERETIIIVEI T —F v abl ﬁ%%mb@ﬂoLﬂJﬁﬁwl&H% MCV 59.0
fL O/NERMER M A RO TRV | X-6 FIEBEZR A KT L7223 b 2372 B e < JRIA
THTH -7, BERIIR 2 IIET L X-1 E 11 A IEBITEAN & 7o T, B THRbT O
FER COL4A4 \Z/RIAETR (¢.1323_1340del : p.441-447del) %R 7=, FHEE & E\in &
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T & e RAEE Alport JEMEREN S DI T-, COL4A4 B 5 T-25 5 L /NERPER ifn.o> B2
ONWTITEE S TR CII 2L . 5% Ra2ET 5,

IARBEM S : COL4A4 RRA BB o/ NERVER L & £ 5 Alport JEMAED Bl H B =38
2019 ; 61 : 746.

FES] 9

50 mfz

FIERE « AR DS BE PRI PEREE.,
MR - EERE D 0,

B - 30 mkE L 0 RRIR S CHlbER AR . B O, 38 ik 28 I EEE TR, 43 kiRR
¥ (RIM 3+, B 3+, Cre 0.85 mg/dL) M7= W2 SH, KD O [REB A%
1T, N FTAESE CRE IR 2 — 5D 7=, SOBIXERME T, ab DRESET A 71X
R Tz, B BAMEE CEIEBEOIEH LN HIvTe, 46 /A 22 MEEIIE. 51 % ~52 %
GERMEEERE DT O AT 1 A NaE %4 3 [BlfEfT, Cr 1.3 mg/dL Aiit4, Hiifd L O EE IR~
ICHEFT L TR Y . BAERATR & 48 T Alport JEMEEEN B DI, Bin A TR YO E
P Alport JEBHE (COL4A4 ~7T v G RAER, I AU AER) L2kani,

=

Il

G

IR S ¢ R IR A RO L 7o SRR o 1 ). BHESRE 2018 ; 60 :
744,

FES 10

50 kA LM

FHEHE 72 L GEf A TR & B, =2 COL4A4\~T u A REIEFERDH V),
BAGER - FRHe L

B ANFAEOEN G RER & RBM AR STV s, X—3 BRI FEOREEZ I C g
Cr 1.1 mg/dL Z & &, X4 ;’Eiﬁl{ﬁ Cr 1.85 mg/dL £ C E&H USEHRIT, IREH 2.4
glgCr, PRSI 3+ 75 RERIAB R 2 e WVBAEREIT o 7=, JERBAMEE T 19 @+ 6 fE o
SRERIE T REER L ZRD D B DD, %@ﬂﬁ@ﬁﬂiﬁif XFFRLAT 70 < L HOEHUR X2 TR
PECTh o7z, BEFHMEE (EM) I CGREREEIER (GBM) O—HIZhT 0 72ZE k43R

72 EM FTR X 0 Alport JEMERENEERNZZEN 7228, Wi, ik, 5 AOFHHUIBERDOF
TRIE DI 72 SN IR Cdo o 7o, AR FIRA TlX COL4A4 \ZI6IR & 72 H~T m G kE
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AR (c.1396G>A) Z#[FIE L. &4 EKRBENME Alport JEMERE (ADAS) L2WrL7=, 5
ANDOTHEL B FHREAFEINERB LI A, B, kB, =ZICHRERZRDT-.

S « FIREAH 57Tl < W #is U7 & S G RBAME Alport JEGREO —#1. A
NRE 2022 ;64 1 750.

bl

AEF 11
TR - CRIREARTE WY REANER Alport JEERE D case series)

iES 1] 37 ik, B HRPEARRTEN, FIED O THIER L, COL4A3 D~T 1
BEORE L FAERERE LT,

[FER 2] 50 ik BPE, A EOED BRI M A Fif S, IREAZ 44 EH L 0 RS T
Wz, 46 RERFOREFEZIET TIL Cr 1.07 mg/dL 7257z, “AOFHZRIEMOERH |
EMCIE AS (Alport JEMERE) NEebiViz, B TRE T COL4A3 D~T a L IRER T
BT LTz,

[GEB] 3] 49 B, /NP4 & P AEDOEIZRB A2 5 S22, T O%ITHERMZ L,
32 M DR TR 2 fa i S AL, UBe=i2 Uiz, SANTBAMEERIMIR D72 - 7273, ek
REAR T & PREE A HEL L 7272 9 49 5k CRAEMNEAT L7c, ABERE O EEEE C 1t & JRIE b5
PEDSHIBA Uz, B FRAE T COL4A3 D~T v A RERNFE Sz,

i

FHNR— 5 - HEETRMW L2 Qe R EIER Alport JEMREDEFIZOWT. HERSE
2022 ; 64 : 529.

s

FES] 12

20 kARt
FHERE - 72 L,
BAMER 72 L,

B 4 RN DIRE A, RN A2 S OV e, MBI B 3 mIfifT S TR
0, YEYXE—LEBIOACE [LEHK, ARB TIENMTHON T2, X—14 8 AICRE
F 3+, Wi 3+. Cr0.88 mg/dL THBRITMI I, X4 3 AIC 4 B H OB AMRAE KT L
7o JEHEPT R CITEREE O A 2 7 AHIFHA A S AL, dEAT RT3 CRafk, SBEEHpT R ¢
JEESEE LS DTz, IR E 20T, MBI GBIERO T Y — R o7zid, 4
DI E O RBRIRBEHEZHED 2 & DBERIEREZ RV, BRTREZMIT L, BB THRET
%, COL4A3 D=7 Vo 51ITIHRIR & 72 5 ~T n A B T4 B AE S, Yt RH
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P Alport SEfERE L B 2 H LT,

FINERD BIMER 2 K & GBS T RE TR YA REANE Alport JEMEREE & 2 DTz —H.
HB42E 2023 ; 65 : 804.

FES) 13

60 mef 2t

FIEHE B & 3D (&R ICRBMEZRD D,
RMESR - EEE, AR L

FHY 0 40 D BRIEM, REAZRD, EECTEMSREREBRENE LT7 e —MHmS
AL, My Cr0.72-0.80 mg/dL, ﬁm(+)—®ﬂ(ﬁ&¢® REA (—) - (+) T
U7, PRER I CISEE O RERIRE RT3 b T, BERIIITOR o7, BN
7SR IR T 2 X—5 #21E Cr 1.07 mg/dL £ CTEH L= DD, ZH LR ITIRIE
(=), RER (— )kﬁ%ﬁﬁ%i&@mbtox 1T YPECEBEd 2 30 R BT &
3k DR (W) ICHIREIMZFRD D Z ENRA LN o Tz, IREFTRBEFEIZHEELLZHLD0D
ﬁ%@%%%%aﬁf%#\Xﬁuﬁ%%kﬁ%@ﬁﬁ%@ﬁ%imbt&:%\auym
DT Y 46 [T DO~T n GRS AR (p.Thr1474Met) Z[FE L, WY
P Alport SEERE & 722 W L7-.

AR D BRI TSRV RIS E 2 L 72 Alport JEERED —fF]. HESRE 2023;65:
770.

L

FES 14

28 ik

FIEEE « SUATRWIB A4, W, i, JBICImR & ERIRIZ HiD,
ROAMESR - EEE, IR L

F) - X—10 4F (18 k) DOREREZET TR TR & & HIR & 51 S v, DR ITEERBR
HRE IR SO, BEIRZT CWiehoTz, X4 4 HOHEOEICmER L&A
JREFER S 4L, 10 HICS B 252 L7, JRILE RBC 10-19/HPF, JREH 1.02 g/g - Cr T
HY ., 12 HICBAERERIT LT-, SRERIEIT 34 BRI S, 20 95 b 33 I INElLTH
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{Tol=b 2 A, RERIKI L E AV X0 L EEOHMERDTZ, F-MEIC foam cell D
e et 2580 PAM Yett CRERAEIEBRE O L@t 25807, L 2AN IV HaZ -5
NG iﬁfﬁﬁiﬁrﬂﬁ IZ a2 $HE ob BHORBLARD T, T OFT RITEE £ 7o (3 Yk
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