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Expression of mRNA for type IV collagen al, a5
and @ 6 chains by cultured dermal fibroblasts
from patients with X-linked Alport syndrome

(XESHT VAR — MEBRBEREOREZE EHEFMRICE 5
VRS —452al, a5, a 6% mRNA OFEH)

Fam XNBFDOEE

1. B¥E

6 EHDIVEHIS T U[al(V)-ab6(IV)]DI B, aSIV)EGEFOEEIILIVRBETS X
HEHZNVEA—-MEBRBEXLAS)BZEOEMD2VWEIBEEHE BT, LIZLIEZ, £RE
HTH2a5(IVHDARRS5 T, a3(IV), ad(IV), a6(IVIBHBHRE L., TEBRIREEERIC
BT Zal(V), R(IV)HORRIIEET 5, AFRICIBNTIE. E¥EB LT XLAS BEEH»S
BONWEHBRAKREFAREA VT, F0Dal(lV), o5(IV), a6(IV)$H mRNA IR E BT T
ZREBIUTIIEINL T, LRORBOBHEERAA . TORKR. XLAS BEOEHR
MR, DRRLY in vitro TBWTIREBELEABEDO L XIVDal(IV), o5(IV), ab(IV)
Bl mRNA ZEIRLUTWB I L DPHBLE. EEARCT S EEERNEERORBERET
. PRVaSAVDPRBRETROURET SIS, XLAS EREEEREICBIT 5a6(1V)
HORBREFER, «((VHECHREBEIEEBEEROBRETEU T 3B RBREINIE,

2. BRLEHW .

EEBEEBERASL UTCEDLDTEEREHTH S IV RS- Uik, REXT 6 BO
B AT [al(QV)-a6(IV|DBEETZILBHoN, TOHD 3 APHEAGDLI>T=ZEHE
BEERT 2. £/, 2FERBB[OEEBRICIKREILISH T 2al(IV)-2(0V)e, BREZE U
DETIRONEHBOEREE AT LHMERDPSEEROFREMEOHRBICEERKRBEZ
RTa3AV)-ab6(IVBH LIZ, ELAHMILUERXRY P T 2ERLTWVWRELEXIS50 %,
al(IV)-a6(IVBEFIEX.3BEOREBEKIZI2E IO ERUTCEET S [al(V), a2(IV)IX 13
BREER, a3(IV), ad(IV)iX 2 BREME. o5(IV), a6(V)iZ X REXKIZ, ZhZhEEHAG
% head to head ICAIZEEDLRTHEET 3]0

FHR— MERBEIE, REMHERCA#KAERESORE¥ 2 LELEEH TIETHOR
CHBRETHD, REENICIR, BRAREEEHOERL, BRIEREFBOREHEAR
23 5. 1990 £, XLAS ¥, oSAIV)BGFOERTREI-TLK DI LFHOTEBES N
TUE, SIVBEFERIEODVWTOEELOBREDPELET 2. LrL. ThZhDEE



FERD, BRNCAECFHNRARKEERFELSEI ITRFEIREZEHTLTY

BV, HEZ2I3, AEBEEXEBRTE, EREHTH 2o5(IVIEETTRRL, 201D

B3 (IV), ad(IV), ab(IV)SH I RIB[ABRELV RNV TOBEERICBIT 2a3(1V), ad(1V),

ab(IVYH DML, EAEERICBITZa6(IV)OHK]TEILHBHMOENT NS THIIH L.

al(IV), a2(IV)HOBERIZ. RKFEEEBRIIBNWTHERT .

AKFETIZ, EBEEEHEFTHZ AV TaldV), a5(1V), a6(IV) mRNA FH O KRE
AERILEZIEL, EEUTOILEHESPIITIERHAZ. () BEaSAV)EEBFOD
RN, ZRNZFha5AV)mRNARRBIIRIFTEETID (i) EBaSAV)BEFERD,
a6(IV)mRNA BEEZIME LB 22 (iDEESAV)BEFERED, al(IV)mRNA HEEZ
BinL& 232,

3. RRLER :

a) EREBEEBHEFMARICILZ IVE IS —F Y adi mRNA DRIR

mRNA BEOKRHITIX., al(IV), a3(IV), ad(IV), a5(IV), a6(IV)${ mRNA ESIZZ 0 2
NERK RNA 70— 7 %55 L. RNase protection assay EAWVWE, ChiICE D, EH
REEEEFARIZ, 6 EDaV)EHOD 3 bal(lV), a2(IV), a5(IV), a6(IV)$H mRNA 2 £
BLTWBI D RENE. £2hid. EREEEO«(IV)ERE Y- b —H L.,
BEFHBRLEEAEEROER BRI FELTNWI I LERLXIFIDIRRLEEION,
b) XLAS 5% 7 MRMFHIIC X 2a1(IV), aSAV), a6(IV)$ mRNA O EH

9% XLAS BEOREPOB/ON-ERAFMRETFHIREAVWVTRELE (EX2 B
—ViE 8 &) 9ZDEBEDIDL 5 ETEDASOIV)EETERDPHHEHLTWS (1297 4 5
IEKBMETOREL L, IINAER 24, AER 28)

(i) aS(IV)EE mRNA IZ2WT: oSAV)EBEFOREFERNVWT, £2TOHRET mRNA
DPREINE, FUEURERERM HOBEMEET mRNA BREZHEDSES
EHHEHEXINT WS ~ nonsense mRNA decay) 2 E®H T, XLAS BT D
aS(IVIMRNA BERIZIEE L EREZRDRP o 2o

(i) a6(V)8 mRNA iIZD2WT: &L, a6(V)BEFIR, «SAV)BEFLTDE—F —
SEHEHA LRSS head to head KAEA > THLETZH, ab6(IV)mRNA K. R
kBlEESHTLEMICBREEINE, £, FORKRBIEELAREZZRDRP oL,

(i) al(IV)8 mRNA IZ2WT: R&EHM 1 BBV T, al(IV)$ mRNA REBOHER
BMEADE, LHPL, 20MOFICHENTIE., 2ORBEIEFLAREZRAD
ok,

c) XLAS B#HEMEEBIC BT 2al(V), a5(IV), a6(IV)HEH O RR

4420 XLAS BEWBWT, /70— NVHEEAWTAREBZORE Z21To2. U
FHOERD. in vitro WBVWTIIEEEHFHIEY nRNA 2RS4BREALTHICER
HoF. ZOBALVRIVORERIE, aSAV), a6(IV)E DX REBRVWLEFLWETZRL L.
4. KW

b ERERFMEIE. al(V), a5IV), a6(IV)H mRNAZRR LTI HEETRL. L.
WSAVEBEFEFICIDRBET 2 XLAS BERICB T 2D IV#HORERERZ., &H



BRECEEEEBROBRMTEU T 3ENRBREIN=,

Xolr, COEBEMEHFMBRICLI20(IVBERZRZANVWIILICLD, RREEERE
BICBIF2 IVEIS—FY a50V), a6(IVBEDREEZ2XSICHEETII LN TE B L
Xhd,
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Expression of mRNA for type IV collagen a1, a5
and a6 chains by cultured dermal fibroblasts
from patients with X-linked Alport syndrome

(XHESHT VKR — MERBBEOREZEHMEFMIIZL S
V#as—4>al, a5, a68f mRNA DEH)

7IVER— MEFERIT, BREEHECMHMEAREREE LIEILITAMHTIETED
BEEBEETH D, WEENICE, BREREEEBEOEEL., BRI ER
BHEREERTRZE27 5. BEENICXEREEERAEEND D, XEHTILR
— MEERE (XLAS) 3. 6 BEH»A IV BO5—F 2 [al@V)~a6AV)IDD B
a5AV)BELEFOERTEI > T B I EMFHINTLUR. o5AV)BEETFER
WOWTOEZE S OBRENEETS. LML, TOBRTFERN. BERHIZE
FEICR RN R RAEEBRRE 25 EE I ITBFIIRZREHI N TR, &
EZE, FEBHEEETIE. ZREEATH S osqQVISHLT TR, TOMf
D o #H[a3AV), addV), a6AV)SH] B RFERAL NI TRETHZENHSNT
W3, T L. al@V), a2dVISHOREBIT, RIREBEEEICBWTHERT S,
FHFETIE, E% OREKEFEFMIEA o1dV), o50V), a6dV)3H mRNA 3
H2TAZERTHL. RWT., BEBRLUVEROEERERMEIFMEZA WL
T, ) Bx DR o5(AIV)BEFEREZEFDO mRNA EHEDOBER Q) £
FNO o5ANBETFER L a6(IV)MRNA BEI KR a1(IV)mRNA FEHEDRIR,
ERBELE, [HEEFE] 9 GlORLZEBE (NSHATERMEELTVS .
IV 4ADS IRMETORE 1%, AT T4 RAERIZL S premature stop
codon 2 %, AR 2 4) Mo EERMIEMIRZEZ, IVEI5—5 > mRNA
REOBRIIZIE. aldV), a3dV), addV), a5dV), a6dV)3H mRNA EFIZE N
FHERAM RNA 70— 7 %88t L. RNase protection assay ZHWTfro 7.
2B, BERERRAORRIIT/ 70—z AN TREEARFENIZT - 2.

[BREER] EHEBREREFMRIZ. 6 O a DD B al@V), a2dV),



a5AV), a6(IV)3i mRNA ZFHFEAL TVWA I EARENA, 2. IVEaS
— 7 RS IR BRI OB, MEFICFEL TS I 2R
THRREZEZON-. 98D XLAS BEOKENSES N EEKRERE
MR TIE. @) a5AV)8E mRNA 1T, —Fl DO REH ZBRN T, 2 TOEZE T mRNA
MRHEIN7Z, (1) a6dV)EH mRNA 13, a5(QV)BIETFETOE—Y —fEE %23k
B L72H5 head to head IZMEE > THEET 5D, ZO mRNA X, o50V)R
Kl EEDTEFIIRBINZ, £/, FORBELEELAEREZ2BRDEMN
o7z, (i) al@V)E mRNA I o5AV)REH 1 FlIITBNT, BERENEZRD
7zo LU, TOMOHFIIBN T, TORBEIZEELEBEEZZADEN-
72. 4 2D XLAS BEIIBW\WT, T/ 7 03— )iz R0 THREMRBZERNR
FETo. WITNOESOEEREFMRD aldV)EBRDRBIIZRD A
ab5IV), a6 AVIZBEL TiX, TO mRNA Z2FNEBREBL TVWBICHEH ST,
ERLAVORBRIZEBIIREEVWLELWETZRLE. UEMS, o50V)
SHEGTEEICXDRET 2 XLAS HEEICBIT 2O a@V)SEORHE R FEIL.
ERFRRBICEEBFERORE THELC TLKB3ENRBIN, 51T, 20K
BREREFMRICKD VRIS 4 2 o(V)HRERERIT, REEEERICS
BRI FHOBEZ S SIZHEATHFERICRS LTI,

NRREICEL., BIEOEREZNS. XLAS BT MOEREIVEOS
— S OEREDOBEBR. mRNARRE LN SEBAE LU TRELZWEFIZEEL
T, BEEBEOHEEEIC DN T, XLAS O genotype & phenotype BARIZDWT
E, EREIEDO/NMEZTNS, XLASTIVEIS—4 20O mRNA 3H 31
HELLTERELTRIETERNWERIZIDNT, EKIZER o5IV)ICER
THEHD 3 REBEL DR, ZOWAZKESRHEFMLTT > ZERIIDOW
ThE, FEO/NMBIRNS, BEARBRAZHA TR ZE0Z4ME,. XLAS ©
BRMEZFHIIANDEYR os(IV)SGBEETHEAIZL S IV B 57 0 OHERER
ORREHLR EOBERMNZ I N, BEFFIIMNITH L THERBER L %
SIAL. BYIREZEZTo/7z. BEE—HIL. ob(V)HBETFERZET D
XLAS EEBIZHBIT M0 a(VISEORER REOHF 20 FEMFHNB LU R
BHBENFETET L2 &, R EEHEREFMEICL D o(IV)SHFEB R
PRERBEERICBYS IV Ba5—7 > OMFBISHATEDZEE2HLNIZ
LERZE<FHML. HEENEL (BF) OEMEZTIIRORBREREE
TEH2HDOEHEL,



