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Alpot GEIEZ BT EREFENR

Alport 2 & 1EH5 77 1A 5 R4

Alport 458 4E ( Alport syndrome ) IRFRE T E 'S
R, MR SR MR BB R EGHTH S REER , 35
BENAHBREMLHESE BEFY SEFTFTRIVES
BRI, R R /DREREN B3 ~ a5
M COL4An (n=3,4, ) BRI REHME. H85%H)
Alport 45 & 1iF B # J& COLAAS B COLA4AS Fil COLAAG6 B 1
P RSB X & 818 1R % B Alport 47 & 1E (X-
linked Alport syndrome , XL Alport 45 & fif , OMIM 301050) ,
Hb BH B ERERE, 40 %55 361 )ik 90% , &
P FRE TR, 29 15%89 Alport Z5-& LB & B
COLAA3 = COL4A4 % [/ 38 8 T B 8 3 o 14 1% {5 B
Alpon%%ﬁ,ﬁcpuﬁgé@ﬁiﬁ%'ﬁiﬁfgﬂ Alport ZE & 1E
(autosomal recessive Alport syndrome, AR Alport 3% & 1 ,
OMIM 203780) & #& 4 & , JLF#I7E 30 % Rij it Bl & 2E 35",
itk — 25 4R LTI R X Alport 45 & 1iE i 2 B FIAYT
FEZAE R E AR ILBE R AR BEARERE LS
A, 55 REFE EXHZRALT BRI T HFEE
o

—. Alpott & EEMIL B

(—)IERFE

L. IR : Il BR 5 Alport 45 & 1E 2 & &% LI K &
W, R E /R, JLF 100% 489 XL Alport 475 1 Fil AR
Alport ZEHE B EHEHAFE T MRS, 62%1 XL Alport 47
AIE BB FH 66%H AR Alport 4 G F B HH K IEHA
HR ofn FR™'

2 EARK: EFEERRESHA L RERME, HHEE
BEEKEIFARAEME  EZEARZREEAR.

3. &R A% HE % (end-stage renal disease, ESRD): XL
Alport 58 1iF B 1 B E T LTS | 2=, 3T 90% 1) B E 7F 40
# ZHi kK B E ESRD®, Ti & 18% 8 XL Alport &5 & 1 2
B4 EIF 41 & J5 & % ESRD™, X T AR Alport £ &1L &
HORAEBEHNPAER R 22557, H Y G K B

& &) Alport 47 & 4iF (autosomal dominant Alport syndrome,
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FEMAUMESEN T ENE, JEEEARZmA S, H
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BT R 25 , W] BN AT AL BE ORI
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non-muscle, MYH9) A0 R 5958 BUE BTIBUR . g tEE n
REREMGAMES . RIS /MR MR, 7% F 1%
FROAKSHEREHSEY FRERA MK ZRER
PEIRIE R A PSR A RE S

2 5B RS EENERES: MYHO RE
MR T AN S5 | Bartter 54 fiF \MELAS Z5 4 1F .
Fabry wOR-B-BH&Ir (Branchio-oto-renalsyndrome) N
Townes-Brock 4% & fif . CHARGE £ & 1F . Kallmann 25 & 1iF .
Muckle-Wells ZF &1 % .

3. 5 FEGBM 7} JZ B9 £0% % 55« MYHO B A G g5
% . Pierson 45 & 1 . Nail - patella 4% & {iE | Frasier 25 & 1 .
Galloway-Mowat £% 5 1E .CD151 B K R AF %
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(—N&aIFE®
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SYEfe BB HERE T RBEE, I E IR,

() 25¥iayr g™

FHBAAHEIE: REAIE LK TFo02 mg/mg 5% SR H
HEEXKF4mg: (m®)"-h" I Alport ZEE MR ILFEIAR
e AR B RAEARMNBHERILAUTRERZ ~bf
TR OB R R QL X R @ HERE; @K ZAF
A 30 HHIE RBHIFIEE

2013 £ R PR Alport Z2 S E & FH K R EE UK
BIF o h— &M LA™, K —2897 M A
ACEL, X K25 Ya3EE KRG A ARAR L F1 %5, LUE K F
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]3 Alport LR AE—ZIATT 254 (ACEL)
iy ik
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mg+(m’)"-d”, ERKP] B IR RE A LB LS 25
BB A%, B AT A 6 mg+ (m?)'-d!

WIREF]  2xBEREFIAFE2 ~ 4 mg-(m)"'-d)

HURLFR  AxEREFAFIE ~ 8 mg-(m?)'-d]
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B K FFEWR YT MR BT T % BB SS T3 48 0 2R 2k
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B R 1 3 B L AR T A AR I R IR
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1A PR 7= AR X B A B TE R B R R BRI BR A B



+230- HRaE AR Ak 2018453 A% 34 %5 340  Chin J Nephrol, March 2018, Vol. 34, No.3

TR AL S /DIREL I &, EB AR, EREZH
(A75%)HEBBEE 1 FNEE, BBETHREEN
B/NERE RS K™, T AT REH OB /DR EIR RS
#,EWUBAEBEUEER MEH S /DRERBESUR R E
MR EIREE A 14F,

=. Alpot ZEMEHEE

(—) B S

— B2 Wi Alport ZE A 1F , B E B HE VT, HTHHE
MBREEAMRERS. BIUBEEI N AITREMX
BE GEREL, REAVNFIL, 24 REAEE
BATWE S TFREAVNFHLAELZELRT 1.0 mg/mg Y
BE, AR, BARFEEUNT 0.5 mg/mg; X TREZLEX
F 0.2 mg/mg /N F 1.0 mg/mg 9B, H FRFEAR 50% ; X &%
MBRIAAMBEORGBEHTRTH, REEEEA
WLEF . B ARFE BN T 50 ~ 100 mg/g™, [RIAF 8L A 64 A
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