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ULE ZS70| ZO 0IS H4E 22t QEXIL| SHH0|0|H HEts|= COLIAS, COL4AL, COLAA5 2

FRFO| ECIHI0|2 Ol YTE S570| UM}, COLIAS QERI SHH0|= XHBO2 M7 | 20
A

0x
=2
~
e
Hu
02
oo
mjo

0IX|H, COL4A3, COL4A4 QTS| SAHH0|= &Y
Hoil &&0] GiCt 0] SHH0|= AE AHH| 71M2Q| 0|y o7 LA W Bt SH2
KHS| O|F XX 2211 &40 MY 7|5 Motet ety ARMS =i,

| BHREO] 80% = XBAMHM0| ZXHok= COL4AL QTR SHHO|0 2ot AR Azt %E(X—Iinked
Alport Syndrome, XLAS), 15%= 28 SMA0| EXH5k= COL4A3 S 2 COL4A4 RTRLE] biallelic &

HHO (0] 7|Ql5HE MM BN QX (Autosomal Recessive Alport Syndrome, ARAS), 12|11 LHHX| 5%=
COL4A3 B2 COL4A4 TR 0|8 Meh(heterozygous) SHHO|0f O|5t A 24 LF(Autosomal
Dominant Alport Syndrome, ADAS)Q| Y& HOITHT 22X Ut J2iLt &2 E10| O=H,
R YAE QHF0AN ADASS| BIE7H XLASEL} ©F 208 &2 A2 =2 LIEHTITY,
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™ 2 09 of
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FSGS), #l0jel Bty SEHYE SA0IME ols]
et Mz22 =780l M= 0] 2782 &

L= SE 27| THSIH HE A=X =S

M
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LE 357 2A} 0]20= 27| K2H(Thin basement
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I ¥XE SZH0
CHSt Ol
[YZE FS700 st M2 2FH]
Inheritance Gene Allele state Comment (estimated risk of ESKD)
Hemizygous (male) Frequent extrarenal manifestations (100%)

X-linked COL4A5
Heterozygous (female) (Up to 25%)

Recessive (homozygous or

compound heterozygous)
COL4A3 or . .
Autosomal COL4A4 Includes patients with TBMN/BFH
Dominant (heterozygous) |(>20% among those with risk factors*,
<1% in absence of risk factors)

Frequent extrarenal manifestations (100%)

COL4A3 and COL4A4 Simulate autosomal recessive inheritance
mutations in trans (Up to 100%)
COL4A3, . : . )
S COL4A3 and COL4A4 Simulate autosomal dominant inheritance
Digenic COL4A4, mutations in cis (Up to 20%)
and COL4A5 ™Y P °

Mutations in COL4A5 and |Does not simulate any Mendelian inheritance
in COL4A3 or COL4A4 (Up to 100% in male subjects)

BFH, benign familial hematuria; ESKD, end-stage kidney disease; TBMN, thin basement membrance nephropathy.
*Risk factors for progression: proteinuria, focal segmental glomerulosclerosis, glomerular basement membrance
thickening and lamellation, sensorineural hearing loss, or evidence of progression in patient or family and genetic
modifiers.

) HQ: K4% S2HHl BXH C Ut H|Z2pHA Tojolo] S5
St= 3742 alpha AlSE TAEICH2). 6742 A2 2 Q8 HAS AL
WO= BIE|0] Qs 6742 L2 QAR Os) ASSHEIC

SQERIO|= CHS0| EBHEIC)
- 139349] COL4AT U COL4A2
- 2035-379| COL4A3 & COL4A4
XSMF|O| COL4AL L COLAAG

H4d Z2tHOl 671 alpha AFEE 3719 M= LMY T2EM(protomer)(alpha-1-1-2,
alpha-3-4-5 % alpha-5-5-6)5 A5t 0[218t protomer= C-E{0|2 ¥ N-HO|d 45 %
_l

e
S5t B0 7 10| O WIEYT2 712 PHECH YIS WS JHE0) F RHK 2AS S5
¢) O

A

ITE F53 S0P LIELIS L] 7R T2 R 2A0) st P8 e QEADH SRIEiol
341
@ XLAS
- XLASE UEE Z33 AR (22 AR[BICh 1S Ri4E 22HH(5-1219) alpha-5(V)
A2 TGt X BAR| 10| COLAAS SRS s HO[0|A] LMSICE Of2f3t S1H0]0]
ARl WOISHY Si3H0f [f3t QIS 0tA COLJAL TR0 TUE SB Laix ozl
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S O/FERIE Ol YEY| HS JHXID YO, HHhE ARHOR UMY Y212l

Y2 OOt NIE F otLtel XPAMA T edete= XEMA =8dak(lyonization)

7t g =

2 Z0[Cf. I Zdf, X YRE S220| = WEE| 6J0A MIo| Th=f P2 He
COL4AS TERTAS Yodolil LA M2 Y COL4AS HEREAE L0610 Hebs
U2 Y=L YYHOZ & 2ot VHHN HAHOZ O|0{TL}. O|H A2l L% 2100
Ciiot X-Hl2hgete] g2 Xeit YRE S 0fA BRAM QI UTH7].

@ ARAS
ARASE QUEE S5 #X19| Of 10-15%S XXBIHE]. COLIA3 E= COLIAG QR
QMM ASOZ Qlof UMSITt COL4A3 U COL4A4 QEA= 22t alpha-3(1V) At
(Goodpasture &2 X L alpha-4(IV) AIES LSS ML GMTE M6 gaks
U2O[9-11], HY 2572 g Sd2 H89 HYHQ XA LEE St 79| SLattt
[10,12].

® ADAS

M SV IMEEAS 28 B0 ERE ST #AIO| of 20-30%7t ADAS=
MO, 0= COL4A3 = COL4A4 RTIR2| O[T S HHO[0|A LABHTH13]. ADASS| A
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Ct. At

= M43 S2tdl alpha-3-4-5 protomer 2

F=dd=d 24 A sanger G7IME M8 JHtoZ
37HX| YL M HlE= XLASS| 42 80%, ARASS| A2 15%, ADASS| 4% 5% 0|tz =3
Dol YRE Z27 TIF0AM R Yo 2212 fI5 next—generation sequencings &3t S
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8ol (Pathogenesis)

ULE Z279| HOIO0| thot dH2 HREE| S U2 2R AA| 7IM2H(GBM)O| &-GBM Al

HeHGoodpasture & Z8f) A2 A0 ZRIGHK| h=lis At HEO| 2o AEE UL
[15-19]. O] 7 Y-GBM A2 Tl HXOI M4 St 0[40] ASE AARHL. alpha-3,
alpha—4 2! alpha-5(1V) AlE2 M4 GBMUOIN T2 9aiE 1 35 225H 0|22 alpha-1(IV) 2
alpha-2(IV) ALE0 QJaf & 2 FHE= GBM LU 4% S2td WE/IE Ydstti20,21].
alpha-3, alpha—-4 ¥ alpha-5(IV) AFE0| Gt O|X|= Y R HO|M= 0] S2Hdl HESZ0 thet
s EHAA GBM & A B2t LE0| AQ10] U= oZF AEA| M2 OfXt Hat2 O|0EICY.
SO 22| 7| MHO0A HAZ St alpha-3-4-5 HEAT L HIHHEQI UH2 £ 72 0] &
UZNEY HES Zefeitt. HE2E A ZEH(probe)= YEE A2 FY XA A X0 A

alpha-3, alpha-4 % alpha-5(IV) Al&2| 22 2L E ZAX6t= G ALY

o
—

(1) H4g S AFE2 LB OZ Bowman capsulent AFEA|Q| 7| A8, HM| w2t 2g, S|
T} O] 7[M20]| HIX[SHCH22,23]. M2k O|2fgt Ak & 0= SHL2| 040] QI H 0[2{5 229
JIMRO] ATHEE EHAA YRE S22 ChAet At AAC=Z 0]01F 4~ QUL alpha-5(1V)
HYS 71 HE2O| 2tAI0|A alpha=3, alpha—4 A& & alpha-5(1V) AtE2 25 GBMO|| GICt
[24,25]. Z12{L} alpha-3(IV) % alpha-4(IV) RTIXS] Atz A1 TIFOIN LHEX| 2= O]
OfLIT, Ol= Ol2{et Akz2l Sgf A7t ekd A7} OfL|2t Attx]| Eod 20 M0| UZSS AT

- O

[26].

(2) 4219l H2 alpha-5(1V) AFE2 BI| 2ol U= 7ML o-5-5-6 HEYAL 714 QA= EXY
SCh X BMHIC| COL4AS RTX0| HOZL U= JHF(F, XA REN0IM Fets e HEES
Aol B 7|X2h LHOY| alpha—5(1V) AES0| 24X5| QICt.
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QOcular Feature

Autosomal Recessive Alport Syndrome (%)

Men Women
Recurrent corneal erosions <10 <10 Not described
Posterior polymorphous Rare Rare Not described
corneal dystrophy
Lenticonus 50 <5 75 (52)
Central or perimacular fleck 70 20 75 (52)
retinopathy
Peripheral retinopathy 80 50 75 (52)
Temporal retinal thinning 55 30 90
Lamellar macular hole <5 Not described <5
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Nail-Patella syndrome(LMX 7B mutation)
Renal endothelial cell abnormality Subendothelial space
Chronic thrombotic microangiopathy widening
. [10]
Transplant glomerulopathy Intact lamina densa
Size—mismatched graft Clinical history
Immune-complex mediated glomerulonephritis _
. . Electron microscopy
Resolved electron—dense deposits of Immune—-complex mediated
" Immunofluorescence [1,11]
glomerulonephritis Genetic stud
Comorbidity 4
[20 23]
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[ 4] RAS blockade F0{=2t HIF0fZ 7+ 27| MRHO| =t 2 +F2| 22F
Evidence quality
Outcome Studies Subjects HR (95% CI) Heterogeneity 12, % (GRADE)
Overall 4 729 0.33 (0.24-0.45) 0 Moderate/B
Male XLAS 2 394 0.32 (0.22-0.48) 0 Low/C
ARAS 1 101 0.25 {0.10-0.62) Low/C
Fernale XLAS and ADAS 1 234 0.40 (0.21-0.75) Very low/D
Truncating mutation 2 115 0.22 (0.06-0.77) 70 Very low/D
Non-truncating mutation 2 279 0.32 (0.19-0.53) 0 Low/C
Missense mutation 1 125 0.29 (0.13-0.64) Low/C
Non-missense mutation 1 39 0.38 (0.09-1.72) Low/C
The stage of disease at initiation of treatment
Stage 1: isclated hematuria or 1 38 0.02 (0.01-0.09) Moderate/B
microalbuminuria
Stage 2: proteinuria 3 451 0.18 (0.11-0.27) 39 Moderate/B
Stage 3: impaired kidney function 3 207 0.55 (0.26-1.15) 59 Very low/D
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Hazard Ratio Hazard Ratio
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Di 2022 [9] -1.1378 0.2398 45.1% 0.32[0.20, 0.51] —
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Subtotal (95% CI) 63.3% 0.32 [0.22, 0.48) -
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Jan Boeckhaus and Oliver Gross(2021)0|A2] 1H9| 6A StXIE H|Qotl= 25 RAS blockadeZ2
OIHMOZ AtE26t Ue MEJOA F7t2 SGLT2 inhibitorg AFE6IALH. RE =22 SGLT2
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AHO| =2 [ CHl (L= UB0IT)E outcomelE ERJACH SGLT2 inhibitor AL & Hlly
L0 CHaH Z=20| YR|SHK|= AL Jan Boeckhaus and Oliver Gross[1]2] CHAAL 6 & 4HO0|
ARE Z2H0IU2O 0] & 3 FH etkt= UMY FEHOE B eGFR: 45.3+4.0 mL/
min/1.73 m? 0|41, 12| 044 SAKSGLT2 inhibitorPt =02 AIR)= H4 A7|50(H
Ch W 3.3(x0.5)71E S FOi5I%e I Wt AW UE0= 1382(£947) OlA 1442
(£1000) mg/g (P=0.87)22 2|0| U= A7t AACE. J. C. Liu, J. Fang §[2]2] ¢71= QUsH
A0S YO R SHET LI0] 9.3+3.44) SIF12 YA 9H & 50| LYLE SSHOUCH, 1H2
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(P=0.125). BIH 7. R. L. Song §[3]9 7= 3H| 0t FEHE™WA MJ|s 51.8 + 25.6 mL/
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QF SGLT?2 inhibitor £ M Et AMV|S2 A Q0| QA HAS
75+36.98 — 59.75+36.22 mL/min/1.73 m*(P=0.022)). 0| = 2t 2
SR SR R A8 © Bt AV[s 45.3+4.0 mL/min/1.73 m20j|lA £
73 m’OR H|xt M| A HYLY J. C. Liu, J. Fang S[2]2] HTUHME 4
s 20t LEE 2X0IA 1237 SGLTZ inhibitor F05I%AS If £ F< 7|50] A=
OLt R9I5t X{0|= OHRACH127.2+26.5 — 121.9+21.3 mL/min/1.73 m*(P=1.000)).
Song S[3]9] SIT0AE 3HO| 2t T ARAS EHXI0|A 4-67HY ZF SGLT2 inhibitorS 045}
S M EOF MS WA AMJ|S0| QFEXOZ QX|EAUCKET.8+25.6 — 47.0+23.5 mL/min/1.73 m?).
Isabel Galan Carrillo S[4]2] ¥71= 12H2| 0HY ZEE ADASIXIA| 7 +4 7H& 7+ SGLT2 inhibitorS
FOf5IS M T ME MI|S2Q A7te] ATt JUCL 518 7tstt HEUCHB0+£22 — 45+19
mL/min/1.73 m*(P=0.008)).
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Records excluded by title and abstract
screening (n= 619)

EAMHSER
5
.ﬁ Records identified through databases searching (n= 724)
L%
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@
© Hand searching (n= 2)
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=) Abstract only (n=1)
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Records excluded according to selection
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Selective reporting
Incomplete outcome data
Outcome evaluation

Blinding of outcome assessments

o ) o

Measurement of exposure

Confounding variables 0% 7S % T 25%

|

Selection of participants

Participant comparability

0% 20% 40% 60% 80% 100% 120%

BLow ®High = Unclear

3. 2HE
#E0=31
#e4 3
;f‘i?ﬁ;ﬁ? ; # SGLT2 inhitorempaglfozn
”‘TQ éGL?Z = dapaglifiozin) £0) H/3
;;ibitor = I 3OLEl 2 1444058
chg —1,56:0.60 mg/dL(P=0.004
= MNo - - .
o #44 3G: b empaglifiozin (7 eGFR 63.75436.98 #SGLT2 inhibitor At

59.75£36.22 mL/min/1.73 m* | & ¥ Y& 9
No | (P=0.022) 0] Si= ZA=
# %o A A2 0I(UACR) 1382 | 20, eGFR2 90/
(£947) — 1442(+1000) m/g | H AZ ZAsiAL,

Boeckhaus | Prospective
and Oliver | observational | Germany | 6%(AS 4%)
Gross | case series
(2021)

CKD 3.3(£0.5) (n=3) or
(A eGFR: | THR(ME/ | dapaglifiozin
45340 | ZH71ZH | (n=3)10mgqd

o iy

o 121 § ey, HEE, 023
Ml & AR, sfe WE0) Bt &
fm X

L{0f: 48.3 +
18.34

77



USOIE QB ZZXE RRE S22 2A7(8E T2 A0t
Author Stu.d y Natio Pariticipants Participants Follow-up Intervention Comparison Outcome Summary
(year) design (n)
RO =41
(152 2% L # SGLT2 inhibitor(empaglifiozin
Aol 4 dagi?"ﬂ%z'” B dopagifiozn) 122 &
o] Cf 24) < /8 B eGFR: 12724265~ | #SGLT2 nibior A
_ _ #4051 3 ~a 12198213 mUmin/173 m? | & & 0| g
J.C.Liu, | Prospective ° oc 10mg od (P=1.000) Ol JIAL OIOI0
: ) " o - 25388 = =1 MC TOECT BMm—
zzzz;rg oi):seerv:;\:;:I China | 9H(AS5Y) Wls 127 (Bi;/v;;S j%l;g) No F T2 A g " oGFRol S0l
I L0 15105 23 2904220~ 2AE Y08, T
9.3+3.44 #Ten p Tomjt? 2.20+1.40(P=0.125) 2 9171 EQsit,
#RAS N epGFR' # AE2 54 7 13, sle 1)
blockaded ' 20 STt it oI
add
# ARAS _—
A
# Al fomale # daagifioan) 4618 § isfézgﬂ%'m .
#33 Lj0| B/% BT eGFR: 5184256~ | "0l o oy
7 gL | Prospectie 30.7£2.34] 47.0+235 mL/min/1.73 m? Zéf&gaLeGFR;
.SOFI] " | observational Ching 3 87 Mls | 18448, | dapagifiozin No # T 24A17t el (g/m?): OLW;:S_%' °X|E|<;
9| studycase 518+256 | 2867 bmg 159+0.30— 1.10+0.58 ce s
(2022) . ‘ , t+. SGLT2 inhibitor
series mL/min/1.73 # 8z Y7 i(mg/g) o] iR[22 TG
) # RAS 1002545757 — 612440635 | o 3 EH%E
Nl =KL S Z T MM
blocak;jeml # s/e THZO) S0t SR QIO o7} LG
# dapaglifiozin F0 M Bt eGFR:
50+22— 4519 ml/min/1.73 m?
# ADAS (P=0.008)
0 =57 # (dapaglifiozin £ )
IR L0 47 ChHL -
#ae B S 10504000y o 7 it
61+ 104 UPCR 1275:£635 mgfg, g
Isabel . . 251251030
prospective # 57 M5 - ACR 7844418 mg/g -
Galan : ) o | dapagliflozin x A Ere 7 ZAGHS
. observational | Spain 12 50+22ml/ | 7474 No — (123 2 1050 e 244)
Carrillo . 8z 28 1, eGFRY 97|
(2023) study min/1.73 m? 2 UPCRA16=18ma/gY |5 5 g0
#RAS (P=0.046), ACR292+178mg/g ¥ ;;’IW?;;'O%HZ}
blockaded (P=0020) (128 &A= ACRE |~ =11 =5
add(3ge M 244495 mg/g)
MRAZ AFE) HEUTHE Q27 B4 4ES
X 59 [958t A Gl(C,
# s/e 0] STt Sixt QIO
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Approach to Genetic Testing of Related Living Donor Candidates
of Alport Syndrome Spectrum
- R

Evaluate Alport Syndrome Spectrum in Recipient Candidate
Recipient with:

Known Alport syndrome (AS) with hearing and visual defects

Phenocopies of AS:

+ FSGS and family history of kidney disease

« IgA Nephropathy and family history of kidney disease

« Other: Fecthner syndrome, Nail-Patella syndrome, fibronectin glomerulopathy, DDD, C3GN,
kidney disease with extrarenal defects

K - Kidney disease of unknown etiology and/or early onset

/

(+ NGS of the recipient (COL4A3, COL4A4, COLIAS, MYHI, FN1, LMX1B, COL4A1, )
COL4A2, CFH, C3, CFHRS, other podocyte related genes should be included)
|_* Demonstration of the inheritance pattern )
(" Donor clinical assessment )
* If donor candidate is normotensive, has no sign of kidney disease (proteinuria,
hematuria, 24-hr creatinine clearance) and hearing defect (confirmed by audiogram)
L = NGS of the donor candidate e
VUS Positive

Negative
result

Continue donor
evaluation

result

Donor risk evaluation due to
inheritance pattern (XLAS,
Autosomal or Digenic inheritance)

« Genetic counseling on kidney failure risk
- Ifrisk acceptable to program and donor
candidate, continue the evaluation

|

\

AD
Same heterozygous
variant of recipient
- NOT a candidate for

XLAS
Males: NOT a candidate for donation
Females: Recommend NOT to donate

AR
Homozygous variant: NOT a candidate
for donation

* Ifthere is no other candidate =
Kidney biopsy

* Normal kidney biopsy = Detailed
genetic counseling and discussion of
postdonation kidney failure risk

4

E 27 AHLIZ0|A0|AM SOX} &

Heterozygous variant: If there is no

other candidate = Kidney biopsy

* Normal kidney biopsy = Genetic
counseling and discussion of
postdonation kidney failure risk

kidney donation

4

M [3]

81



LIS Qot ZIZX|E LEE S50 ZAH7|4E TI= H ot
AT E AMEO|A F SIAILH|7| M2 AH (Alport post-transplant anti-GBM nephritis)

YUE ZSH2 715 HE0|2=2, HIA MA LY 049 S0A= 24417 F2OLE|H FAs, AH

BAL Al 3 M2 ZAL SE 50 KiM|st ZTI0] A= 010F SHH3]

COL4A3-COL4A59| HOIE 7 == Q= A S0 AIHO0AS 517| M TR HAE AYE|0{0F

ot Ol= TS 25| otal RN LA SQI5HH L2 OIS E LiEt= H0| E48 &2l5t| fIchHM

OICH4]. HOIZ 717 SIS E A% &4 /1”0] UL, 014 20 O AatE 7Hsd0] U SHALZ &gt

FX| S4TH4]

1) Het
Z2 XLAS 24 SRAN LEHFH 2F 3-5% SHROIA LIEFHTH7]. =224 ARAS 044 SHKtoA
T UAE B0t QCH7]. XLAS F80IIA A7 | H2UAH| X7 HetAl= Mad S2Hl b chain
Off CHet Z40[0H, ARAS SX0IAM LAR= A7FdMlE MAY S22t o3 chain0il CHeF Z40|CH12].
MEMOR 4, 404 DIZHOM L7| AEMOR FIgs 4R, H{X6l7t Qle <0 LIErATI
U UCH7]. COL4AS STIXIOI| ATK| SHHO|LL 22 SAHOL s 4 & LdstH SESA
0|7t U= BR0ll= UMO| 2 A= ELEIE ALCH6].

2) et 24t
CHEE OfA] ZIGHO ZHASER|ZE O[A R RITH AlZ] A7} Q1 ZRE QUTH7]. et YAE THY
ot 203X Y, ey JOtEIH &5 SO0| LIEFE & QUCH MHOIA & AER|7 K241 FH0]
UMSIRS [ 75% =0 A O[AA AMO| LMSHCHE].

3) Tk
YN 7T SRIE HSe A2 HQIGHH REHME AYSIUS I =ZSEAHAS
(crescentic glomerulonephritis)t 7| M2 M2t MHOZ [gGLt C37} YAME IS SIQISH 4 QICt
[6]. LHELE Z2H0] 0|4 AoHof YASID 2 F7|MO2 0|AAQ| 7|58 FX{6k= A0 Lot 5 ofof
OHE enzyme-linked immunosorbent assay(ELISA)S 025104 &7|X2f StHIE SHal 2 4= U
OLt 0|9 0|HE S&0| SHEX| LAUATHE].

4) X2
0[0] &t A= 2Eot AFCRE, AR A7 K9 AHN SYU5HH P etsnt AHZ0[=%f
MO|ZERAMIOIO0IE 52 HAAMKE X=0 AEdhE 4= UKD O] AMZ = A2 AHIY
ACHE).
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5) of|=
ULE S5 SXO| MHOA] £ SIARA|7 K2 AHOZ Ql5t0] O|AIH AAS 742 SHXH= X{O[A]9]
A HLE0] =0t KO A|0f| CHEIH = &, THES A1E3| 12{6H0{0F SHTH7].
[ 28]
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228 A
® Ovid-MEDLINE 1946~current
ZMU: 2023.7.6.

# Searches Results

1 | exp Nephritis, Hereditary/ 2159

2 | ((hereditary or familial or congenital) adj3 (nephritis or pyelonephritis or hematuria)).tw. 602

3 | (alport adj syndrome®).tw. 1543

4 | ((hematuria or deafness) adj2 nephropathy).tw. 74

5 |1or2or3or4 2902

6 | exp Angiotensin Receptor Antagonists/ 27835

7 | exp Renin—Angiotensin System/ 19544

8 (angiotensin receptor blocker or renin—angiotensin system blocker or renin—angiotensin 3557
system blockade).tw.

9 (candesartan or fimasartan or irbesartan or losartan or olmesartan or telmisartan or valsartan 21264
or eprosartan or azilsartan).tw,

10 | exp Angiotensin—Converting Enzyme Inhibitors/ 47350

11 | (angiotensin converting enzyme inhibitor or ACEl or ACE inhibitor).tw. 18825

" (alacepril or captopril or enalapril or lisinopril or perindopril or ramipril or zofenopril or 26693
benazepril or quinapril or moexipril or trandolapril or fosinopril or imidapril or cilazapril).tw.

13 | exp Calcineurin Inhibitors/ 46151

14 | (cyclosporine or sandimmun or cipol).tw. 32559

15 | exp Mineralocorticoid Receptor Antagonists/ 10538

16 | (aldosterone inhibitors or mineralocorticoid receptor blocker).tw. 221

17 | (spironolactone or eplerenone or amiloride or finerenone or aldactone or Kerendia).tw. 18169

18 | exp Sodium—Glucose Transporter 2 Inhibitors/ 5968
(sodium—glucose cotransporter 2 inhibitors or sodium—glucose transport protein 2 inhibitors

19 | or sodium—glucose transport 2 inhibitors or SGLT2 inhibitors or sodium—glucose cotransporter | 4939
2 antagonist).tw,

20 (dapagliflozin or empagliflozin or ertugliflozin or ipragliflozin or canaglifiozin or forxiga or 5456
jardiance).tw.

21 | or/6—20 185554

22 | 5and 21 15
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i

® Ovid—Embase 1974~

Ju

Al 2023.7.6.

# Searches Results

1 | exp alport syndrome/ 3214

2 | ((hereditary or familial or congenital) adj3 (nephritis or pyelonephritis or hematuria)).tw. 649

3 | (alport adj syndrome*).tw. 2318

4 | ((hematuria or deafness) adj2 nephropathy).tw. 78

5 |1or20r3o0r4 4034

6 | exp Angiotensin Receptor Antagonists/ 119360

7 | exp Renin—Angiotensin System/ 48436
(angiotensin receptor blocker or renin—angiotensin system blocker or renin—angiotensin

8 5708
system blockade).tw.

9 (candesartan or fimasartan or irbesartan or losartan or olmesartan or telmisartan or valsartan 34100
or eprosartan or azilsartan).tw.

10 | exp Angiotensin—Converting Enzyme Inhibitors/ 202864

11 | (angiotensin converting enzyme inhibitor or ACEI or ACE inhibitor).tw. 30110

12 (alacepril or captopril or enalapril or lisinopril or perindopril or ramipril or zofenopril or 38329
benazepril or quinapril or moexipril or trandolapril or fosinopril or imidapril or cilazapril).tw.

13 | exp Calcineurin Inhibitors/ 131922

14 | (cyclosporine or sandimmun or cipol).tw. 51201

15 | exp Mineralocorticoid Receptor Antagonists/ 105460

16 | (aldosterone inhibitors or mineralocorticoid receptor blocker).tw. 339

17 | (spironolactone or eplerenone or amiloride or finerenone or aldactone or Kerendia).tw. 26106

18 | exp Sodium—Glucose Transporter 2 Inhibitors/ 25444
(sodium—glucose cotransporter 2 inhibitors or sodium—glucose transport protein 2 inhibitors

19 | or sodium—glucose transport 2 inhibitors or SGLT2 inhibitors or sodium—glucose cotransporter 7942
2 antagonist).tw.
(dapaglifiozin or empagiliflozin or ertuglifiozin or ipragliflozin or canagliflozin or forxiga or

2 | 10842
jardiance).tw.,

21 | or/6-20 550476

22 | 5and 21 552
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® Cochrane Trials
ZAiel: 2023.7.6.

# Searches Results
1 | MeSH descriptor: [Nephritis, Hereditary] explode all trees 13

2 | ((hereditary or familial or congenital) near/3 (nephritis or pyelonephritis or hematuria)) 16

3 | (alport next syndrome™®):ti,ab 39

4 | ((hematuria or deafness) near/2 nephropathy):ti,ab 1

5 |[1or2or3or4 42

6 | MeSH descriptor: [Angiotensin Receptor Antagonists] explode all trees 2714
7 | MeSH descriptor: [Renin—Angiotensin System] explode all trees 1007

(angiotensin receptor blocker or renin—angiotensin system blocker or renin—angiotensin

271
system blockade):ti,ab S

9 (candesartan or fimasartan or irbesartan or losartan or olmesartan or telmisartan or 8836
valsartan or eprosartan or azilsartan):ti,ab

10 | MeSH descriptor: [Angiotensin—Converting Enzyme Inhibitors] explode all trees 4821

11 | (angiotensin converting enzyme inhibitor or ACEI or ACE inhibitor):ti,ab 5978

(alacepril or captopril or enalapril or lisinopril or perindopril or ramipril or zofenopril
12 | or benazepril or quinapril or moexipril or trandolapril or fosinopril or imidapril or 9615
cilazapril):ti,ab

13 | MeSH descriptor: [Calcineurin Inhibitors] explode all trees 457
14 | (cyclosporine or sandimmun or cipol):ti,ab 5094
15 | MeSH descriptor: [Mineralocorticoid Receptor Antagonists] explode all trees 775
16 | (aldosterone inhibitors or mineralocorticoid receptor blocker):ti,ab 779
17 | (spironolactone or eplerenone or amiloride or finerenone or aldactone or Kerendia):ti,ab 2974
18 | MeSH descriptor: [Sodium—Glucose Transporter 2 Inhibitors] explode all trees 735

(sodium—glucose cotransporter 2 inhibitors or sodium—glucose transport protein 2
19 | inhibitors or sodium—glucose transport 2 inhibitors or SGLT2 inhibitors or sodium—glucose 2552
cotransporter 2 antagonist):ti,ab

(dapagliflozin or empagliflozin or ertugliflozin or ipraglifiozin or canagliflozin or forxiga or
20 | N 4349
jardiance):ti,ab

21 | or/6-20 35393

22 | 5and 21 17
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Results

N
(]

Searches

(alport syndrome[ALL]) OR (hereditary nephritislALL]) OR (hereditary hematuria[ALL]) OR
(familial nephritislALL]) OR (familial hematuria[ALL]) OR (hematuria nephropathy[ALL])

deafness AND nephropathy AND hematuria
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