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Three cases of kidney transplantation for siblings with familial focal segmental glo-
merulosclerosis
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FEMBI 1 : 33k (Bk) 3MAFSGSIE, SERIEEENT (PD) A U1K
BAEFF -3 2EBMEZRT L2 BIESCHE0.67 (mg/dl) ENEFTH 5. GERI2 : 24
WA (KB) 2 KMFSGSHIE, 7 RHPDEAR, AHHA P — L& 2 BB T L7~
BESCr0. 9L EFTH 5. ERFI 3 : 245N (=59 2 KIFFSGSTAE, 7 iKREPDEA L
9 RIRIHIEE 2 K — & 2 EMAEHEIT L 7. 1T S BT FREA L 23 Ic BB & F
F— & 3BT, BIESCr09LERTH 5. Lk, REMFSGS® 3 WaicnN4
Bl DA ARE R % T, FRRPIEMERIE % < fH5E L 72,

(B ehd - A& R 22 0 50—54, 2010)

Case 1 : 33-year-old-woman (eldest daughter) : She was started on peritoneal dialysis
(PD) at age 8 due to FSGS and underwent kidney transplantation from her father at age 11.
She is doing well with serum creatinine of 0.67 without any rejection episodes.

Case 2 : 24-year-old-man (second son) : He was started on PD at age 7 due to FSGS and
underwent kidney transplantation from his mother at age 7. His immunosuppressant was dis-
continued at age 22 but he did not experience any rejection episodes. He is now doing well
with serum creatinine of 0.99.

Case 3 : 24-year-old man (third son) : He was started on PD at age 7 due to FSGS and
underwent kidney transplantation from his grandmother at age 9. His first graft was lost due
to of chronic allograft nephropathy at age 17. He underwent a second kidney trasplantation
at age 23 from his eldest brother. Now he is doing well with serum creatinine of 0.91.

(Renal Transplant. * Vasc. Surg., 22 : 50—54, 2010)

R R BRI SR E R 232578 Division of Urology, Department of Organs Therapeutics, Faculty of Medicine,
Kobe University Graduate School of Medicine
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At B8 FIEMERER 5 FIRSRERIRTE(LAED 3 WS4 2 LR E FERH D AEER

BUWRIEE 19874 (2 &) B0 BIRRER S

fLiE (FSGS) ¥hE, Z7waA4 FEitkE+ 79—

FIEVEREIR 7 BICRERRRELRE (FSGS) 3K VIEMRAEE 5D, 19929 (7 ) (CIEGENTE
HENER %588 2 IR AEMFSGS T, —MRICKHEG ANz 19944 (9khF) ISBEBlE Fh—& ¥
BRISHEPIE CTHARISHER T 2 08B B2 1T - 72 LR E AT, SERPIHREECyA, IV

EC OIS

WEOBERIMmEINS. ZOEY, 4 AWHD vy (Mz), MP& L 7-. BEZIEREL 72
55 3 ANFSGSTE AL & 5 - = FIEMFSGS 200842 5 B I cdbe 2 vhikr L, DIREgEi
DRBIZH LT, O 4 FHOERERHA R, BIAIEPITEL U o 7o, I & T8 %
B E 2 T LA ABBLTOBOTEE bt BRRIGER» 7B A L
T3, T, SCr.99: ERAER BAFCE AR & 0
TWZE,
1. s FEBIS :oafk BME S
WG 33 Al Bk SRR | 19874 (2 ) Lt SR SR T
SR | 10799 (3 ) MK (L6 (FSGS) Jo0E, %704 FIEHMER 71—
(L3 (FSGS) Toie, 2704 FECHMER 70—  CIEGEREL &0, 10024 (7&K (-IaNEAm

VIEGRE L 2D, 19844 (8 KIE) (CIEREHTE AENTz. 19945 (9KKE) 12X BEE N —
Ad N7z 19874 (11&K) (20B& FF—L&7 &5 B AEMREMRET. RIRIIHEREIECyA,

AR RN AT. RPEIIEIRAIR Y 2 a 2K Mz, MP& L7-. itk 6 » H CIREREEZ 2L,
v (CyA), TH¥FA 7TV Vv (Az), A FNLTVL BB - Double-JIRE X 57 ¥ M A @ L, R
F=vuary (MP) & LU7. 20034, 20074-icH U TWER, ZORR4 ICHBEISIE T L,
SREFIR$ 2 & AL L 72, FERE234F- 12 D BILE, 20034F- ICHERERSHE, IMIGEITEA L &> 7=, 2009
1ME 2 V79 = Eid0.67mg/dl& BRAFIZRE L ., BHEE FF — &4 2 R KB R & FifT,
s, RIEIEIRE L 2 20 ) 42 (Tac), 337 =
IEGI 2« 247 B %5 J =TT 2 F 0L (MMF), MP&, /v 1) &+

Table 1 Patient characteristics.

Case 3

1 2 2nd T
Case Case (1st Tx) (2nd Tx)
A : .
ge at diagnosis of 3 5 9 o
FSGS (years)
Age at start of
8 7 =
dialysis (years) 7
Age at Tx (years) 11 7 9 23
Donor Father Mother Grand mother Eldest brother
Immunosuppressant CyA Az MP CyA Az MP CyA Mz MP Tac MMF MP BLX
Ti T
ime post 1x 99 17 (11) 1
(years)
Serum creatinine 0.67 104 - 0.87

(mg/dl)

Tx @ Transplantation, FSGS : Focal segmental glomerulosclerosis, CyA : Cyclosporin A, Tac : Tacrolimus, Az : Azathio-
prine, MMF : Mycophenolate mofetil, MP : Methylpredonisolone
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Table 2 HLA typing of each member of this family.

HLA A B DR
Grandmother
2 3 1 27 01 12
(Donor of Case 3, 1st Tx) v L 3
Father
02 24 13 14 4.1 NJ28
(Donor of Case 1)
Mother
11.1 24 1 2 4.2 2
(Donor of Case 2) @ & =
Eldest sister
02 24 13 62 4.2 NJ28
(Case 1)
Eldest brother
2 11.1 1 1 2 12
(Donor of Case 3, 2nd Tx) . . . 8
Second brother
2 24 13 2 4.2 12
(Case 2) 0 i
Third brother
02 24 13 62 4.2 12
(Case 3)
Table 3 Result of protocol biopsy.
3M 1Y 3Y 5Y 10Y
Case 1 Normal Normal Normal Normal —
Case 2 Normal Normal Normal — —
Case 3 (Ist Tx) — Normal CAN GII CAN GIII CAN GIII
Case 3 (2nd Tx) Normal Normal — — —

CAN : Chronic allograft nephropathy (Banff *97)

[ ] ]

75 1 57
Donor of Case 1 W
33
Case 1
86 56
Donor of Case 3
(1st Tx) 31
Donor of Case 3
D EI (2nd Tx)
85 T 63
24
Case 2
61
O O .
N Case 3
78 55

Donor of Case 2

Fig.1 Family tree of three cases. Case 2 and 3 are
HLA identical twins. We did not find any history of
consanguineous marriage or renal disease except for
these three reciepients.
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vv7 (BLX) & U7 BAEKBEME%FE&E
WL, SCr 0.87 L MHEMEERIF CEAR LAY
T,

JERI D £ &, ¥ & UHLA typing, Protocol
EROFER % Table 1 ~ 3127, 3AERIDFSGS
FENEAF-tin, NEBOENTE A LE S O R O 13
MRIL Tz, 4ROBERAED S 5, 2 TOMA
A THLAZ1-haplotype identical T& - 7=.
FER 2 T3 A I T R A O WAk 2 H kL,
DIREIRR R E R DR L > T35, 4ol
DOREFIHREDAE L 1IN N5 728, ZOMHIC
B9 2 arll DL I A S 5. JER 3 O—RAEHE
Graft® 3, 5, 104F 4 # 3 Chronic Allograft
Nephropathy (Banff '97) T& > 7248, ARERH]IE
MRHERZICIRERELZEL, DBREAT Y O
B2 R S, ZOH%RAT v MH%E
PEMEEE L EHEIISBEL T, Thbi
BB NICRE L e ZEA o0k Th
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Table4 Summary of clinical and genetic characteristics of familial FSGS reported in the literature.

H i C
Gene locus Gene Protein ereditary Clinical features ) ase report These cases
form in Japanese
ital nephroti
NPHS-1 19q13.1 Nephrin AR Comgenital uenlony Y Normal
syndrome
. Diagnosed by age 5
NPHS-2 19¢25-31 Pod AR Y N 1
q odoem Developed ESRD by age 10 orma
i % Diagnosed by age 20
ACTN4 19q13 -actinin4 AD N ND
4 ¢ -actmmn Developed ESRD by age 30
D -Drash
WTI1 11p13 WTI1 (AD) sngs-Dirash sptidroms Y ND

Frasier syndrome

ESRD : End stage renal disease.

DSt oA Bt R I3 4 TIEH CFSGSHAEDAT R &
D h o7z, FARK&Fig 1ITR§. hEfl 2

S —IMMERERTH 5. HRFGRD T, ﬁ%ﬂ
IR EA ORI RO L h 5 7.

2. BE

B 5y 8RR ER A AL iE (Focal segmental
glomerulosclerosis : FSGS) &, ¥IR, &l
BLNZE 2 R e U, IBWEEPTME CRIBIB A 4
HITTHZLEDZNTRARDEETH 5. 4&
P (Fe¥EME) FSGS&, fliDEIRER SR
IZHEFET 5 ZIRMFSGSIC KAl &N 5. *(k‘lﬁ
FSGSDIZ & A EIRHEN T, BHHERICHIZ0%
DEFITHEVRD NS LEhb. LrLl, —
RMFSGSD 5 b ZRIEICFAE LB M IC F 7
ERD BN DY, FEEFSGSEMFITNS.
ZOERIF, OFRBAEFHERDLOATaA( F
BERICEYIME 2 R @OETEOREE & 5 0VE
Mk OMBERD AN L Eh, 2HAET0RRE,
AITTRROBEN BRI NTED, ZHREBIE
THRE BRGE2EUCEERL 1Y,
NPHS 1, NPHS 2, ACTN 4%, Podocyte®
Slit membrane% JZH 3 % & O #5125 2 H
Kexhsi~", AFHTIENPHS1, NPHS2 D
WE3e 20, HEEETAHOEEZ V.
INFEMFSGSIZPodocyte B O A F 25 2 780D
2ZLEpr LIy, 2oL KIEFITIE, &
WA REORE S L EN T390, Table4 I
FIEMFSGSONEN 5 BILEZ T L O&EA,

BRI IR R B 2 /R, ARREFIRE CIIERIR
M E L DACTN 4 RPWT-1 2HE 12 & 3 KiEM
FSGSIZHF 212< <K, FLEBEDOTEREEF T
7z 3HEHI O EE T Mi#R TNPHS-1, MM&ZE
WY T, BEEETFEIAHTH - LirL
BHRG, WEEE - RIERED b KEEFSGSD Wi
IITHEFETH D, HREIOEEREENE 1T - 7245
% JE LD 7 O B & BRI IR B2 23D
R L, 72 S —IKERRE S R Z 0 &
Mnoz.
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