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Plasmapheresis for Children with Renal Diseases

Motoshi Hattori

Department of Pediatric Nephrology, Tokyo Women’s Medical University

Summary Plasmapheresis has been used extensively to treat a variety of renal diseases. In this
article, the efficacy of plasmapheresis and possible mechanisms of action of plasmapheresis in renal
diseases, especially focusing on 1) a rapidly progressive type of Henoch-Schénlein purpura nephritis
(HSPN), 2) steroid-resistant primary focal segmental glomerulosclerosis (FSGS) and 3) post-

transplant recurrence of FSGS are reviewed.

Although further studies should be carried out to validate the therapeutic role of plasmapheresis for
children with HSPN, primary FSGS and post-transplant recurrence of FSGS, plasmapheresis will
provide a clue to understand its pathophysiology and to develop more effective approaches for
prevention and treatment of these renal diseases in children.
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BERBIINT 57 7 2 LY ABEHEIE, 1975 4RI
Lockwood & 2% Gooodpasture fEfEEE D BEFICHAR
FRBEERE LSBT LY, Dk £1IIR
L7zfA OFREBIIHLTT 7 = LY AR A D
h, TOBRRLOBRI;HELACHLPIZEINDDH
LT,

ARTINERERBDH b, & JICEERIHEE
4% (Henoch-Schénlein purpura nephritis : HSPN), J&
YRR S B R BRA M ALEE (focal segmental glo-
merulosclerosis : FSGS), % L T FSGS OEBMEF
BT BT 72 LY ABEBICOVTHHRT 5. &k,
atypical HUS [hemolytic uremic syndrome : % ¥4
REEIE R, BEBER (NaNa b3 Y) EAE
8 i KBS BB IS RE S HUS & idaE - TR I
fER DR VIEIRBIF] 1T 57 72 L Y REEIC
DV, MERPRBRHY SR 2EE v,

2. BRBICHTEIT77 LY RBEOMRER

77 LY ABEE, BEoOMBERIHERE (BEE)
WMEPHEAETHIDOEEEL AL G LD BHIC
BEEL (WK (BHE) WEokE], FLREE»S

BRMFERARS 2 WA 5 L CHRIR L ST
2H5DTHH. BREICHT ST 72 LY ABRICS
WTHEEShARBFE LR 2L LOTRL.

3. HSPN (34 2 M#ExxiwEx% (PE)

3.1 HSPN OBIE

Henoch-Schénlein 3835 1%, IgA #F KL 3 5%
¥ ¥ & 18 (IgA-containing complexes:IgA-CCs) ¢
EHO/MMECEE L GREX2MERT, BEEZZI)
3 EnEA, B, BE, B, €U TERRAKT
HH., REM R BHRERIE, R, EE, BHET,
4~10 OG/PRINCIFR L, FHEIRLIIELL, B
iz 2:1 & &8N Twh, HSPN i, Henoch-
Schénlein $8BERR ICFE 5 SRERAKE £12D00F SN 5 BRR
WA THY, HEFIIIZEOEPAEIC XY IgA
A ¥y AR E AL LCEMICRAEINS S
LEEMET S BROGMHEEIZREICLD 20~
80% LIS D EHDH B A, BF%IX Henoch-Schonlein
BRHOTHRELATHAERGEETH Y, AEM
HBTOFEL_REFRO—2TH L. B
Henoch-Schonlein $383E% OFIER 1~2 A28 A
DAY (%9 80% 1x 14 HLL) ICRHET % 2 L A% 00,
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3.2 EJfF HSPN ZORBRVEOPDOHRENS LM, L L, WFho
HSPN (3w # i O BHREEAIBRETFRERE LS gD, ERBESSRNTE, EHICK o TEREER
ERL, BERREE LT, SEBRERERE+A 70— ZIEH 5 PE FsE T TOMM, % L T PE BBRO®

VIR B3 SR, MBS A PR (RMERE,BIERES) MHE) L, Tk
K (K1) ZEEICRDLER (BEETHEE SRR £#WETPE OFEmHE (MEP LML L) 2

B) OFRBREIARTH SO, TIENHREHOFENR 2L LR EM D, HSPN
3.3 /INRESE HSPN (I3 548 1233 % PE OHFE LOBERIZOWTIIHE 2K w0
/NRESE HSPN 1239 A8 & ZORRIZOWT, BoONBVWOPBIRTH - 7.

AT A FNVAEE, 77 VEE, €LTPE® $EF : HSPN 126 % PE i Lo BEHEE X H I

BEREFREEINTWED, £ OWMEIFERITHRIE ST HHRT, REERTH LHEEETHERE
B THY, TEF VAL RIVITE5~6 LKV

HRTHB (FE3)™. 52 BERCHTITI LY AAEOIEEE
3.4 /NBERE HSPN (2344 3 PE (HEEH) BEMBEPIHET LA (B EokE
o HSPN (23 5 PE O#E 34 30 /1M Y, bifk (3 GBM HufFF 5

REBEEER OV—FABEK, )+ ruT) VIfE, IgA
B - SRBERTEER)
Ixu-—-7EH ERUEEHEICES EhE)

£1 771V RERIBRAONTEBER VWF $: Ry EIWiBEE (ADAMTSI3) (2xhd 2 B EHitk
= p—— - (TTP)
%N%Bi\dgggﬁf (Gooodpasture FEfBEEE) BEKSTE VWE <V F<— (TTP)
e o R %ﬁﬁiﬂﬁﬁﬁﬁlﬁ X9 % HOHUE (atypical HUS)
TgA FE - SERETITERE % RELMERASED (atypical HUS)
Z0FruTY VI Bk ROREEHERT (FSGS)
OSBRSS SR AR LR (FSGS) BESERT (FSCS)
LA LN B R A PR SR BE A (T T P) /4% I 28 o o 1 B BAEMBRTALES L WTFOHF
(HUS) VWF #RiHE#R (ADAMTS13) (TTP)
5 5B B 1P S B RS E#EYA XD VWF (TTP)
S fitks L OHABHEE (atypical HUS)
e s BORBREEER T2 HET 2 /T (FSGS)
ABO M EEA & BB Zof
PLHLA ERPuik i B at A DIIERBEEER T4 T — ¥ — DB
FSGS DHE5 WA AR O TR

1 fHiaEAE
FERBEREE OB (KH), 74 79 Ol # U THBMEED SRR
205 (PAM ¥efa, 2004%).
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#£3 /NMEEEHSPN (OWHT 2BBAREREZOME G 7 &V3BIA, —FRE)
wkge s e . IYF A
A 3 ] Ly 3 H 52 oL A
s FHL TEBIEL BRI BIEHH HHR R L L
Oner, et al. Case series 12 IV M-P (3 days) Variable Return to normal 5
Turkey/1995 and PRED (3months); 9~39months  GFRin 11 patients:
oral CYC-P (2 months) ; complete remission
DIPYR (6 months)? in 7 patients
Niaudet, et al.  Case series 38 IV M-P (3 days) Variable 27/38 recovered ; 5
France/1998 and PRED (35 months) ; 1~16years 4 progressed to
CYC-P in 7 patients” ESRD
Tijima, et al. Case series 14 Oral PRED, CYC-P, 75=£0.9 years 13/14 had good 5
Japan/1998 H/W and DIPYR® outcome ; No
patients had ESRD
Hattori, et al. Case series 9 P-Exch 3/week for 2 95143 years Good initial 6
Japan/1999 weeks, then weekly for response in all;2
6 weeks later went to ESRD
Scharer, et al. Case series 8 P-Exch within 16 weeks  Variable Transient benefit in 6

Germany/1999 of HSP

all 8 patients, but
only 1 patient had
good long-term
outcome

up to 13 years

D ZAF7u4 F2OVvAEE G0meg/kg/B), FOBFLF=ZY Wmg/m¥H)+3¥ 2707+ 2773 F (2me/kg/

H)+7F1 ¥y¥Ee—n Gmeke/H).

Y 25 aAf RV AEDE 0mg/kg/H), FOHSLF=Y @smg/mYH)+3 707+ A773F (2mg/kg/

H)+54 ¥y ¥E—N Gmg/keg/H).

O FLF=Y Qmg/kg/H)+3 27074 A7 73 F @mg/kg/H)+~) Y =772V +F 4 Y FE—J

(3~6mg/kg/H).
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ERMRMEERICHT 2 MPXRFEE (PE) OFEHNRD

R (BRgecEAR) TR I LY5IRA)

B (GEHERR 3 HLLPIC GFR 250% L BT L,
F 1 ARERRERE O 50% DL % 5 52 A KD 50% B
L DREIRICRD S NER) B R L7z 9HERNIT
% PE Hg# (PE WR#HHI, 91, ®ICATHRA FR
IR O HELEE T R b o 1ER) ORIRIC
DV THGET L 727,

WESO ba— v EEE LTPE 2 A3 D
HET2HEMERL, Fok, #AlEBOHE THRIKRE
ROUFBOREL ALV LAE 12 0% B &EICHIT L
72, 1 HOMEMAER 50 ml/kg AE, F/ERE

v

92

BAR7 7 L ¥ ABEHEE

ELTH% TNT I VINABRY VR LY.
HER 9B 8 BIIFIER 2 HULNIZ PE &°
Bldh S N7z2s, PEGEET - 5 GHEBBEN 2~37
H) OBRRER S NICEAROEILE A5 L, 2EH)
TSR BEREOWE L BEAROBITRD bz
(M2)?. FPEXRTHOENNWEIR CFHBISY
Bl :96+t434F) ZME LA A, 9BIH 6 HITE
BREDUE L EAROBI DT SR E A DN, B
2 4 BICRAEEMDS, FRY O 2FDBMILIRE R
DEDHRTHo7z. —7, WO IHFIBVWTIE, PE
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M3 NEEEEMAMERCHT 3 METREE (PE) O
ROHHR (BER)

0 itk 361 (JREN) T PE # T RICEEROFRINAED &

A7z 02713 PE R TIEROBSERT. XK L VFH, —

L.

RTHREAROBHEMIEZDLN (K3), 95 146
EEBESEMERT LESHO ) BICENEA, /2
D 1 BN 4 ECBIASRBTENEAL 2o
729,

3.5 PE OXR#EF

HSPN ORIERFICE LT, IgA [CBE L 7-fER
W BSR4 IgAl oA, BEEAE IgAl 12T 5
IgG - IgAl Ptk pEA, # L THREESEROTEE)
DEEGHRBEN TV B0, REEEEROBREREA
DHEL, WEROEEARLH R - v/ T -V
EOSIEERMIB OB, M/MMROTEEAL RS E O IT
H#ExE D0, EEMTIIAREREBEREBROMREAE 2
DEAEPEEENS (H1)Y. 2ok LRERF
ZERB LGS, REBEAERRHE 4 O RIEREZER M 2
T4 L= =D, S5ICHNREREOEE R &R
PE OXEBF L LTEZOND (K2).

3.6 HSPN IZ3$ % PE OiRE LOMKE D

FEROHBAB IS I TOHE LY, PEIIRE
B2 5043 E HSPN ISR L CHER R IGHET
BhwheEzbhb.

HSPN ®# 80% X ‘one-shot disease’ TH U, &
¥ 3~6 AUPICEEBRICH ) (K4, F0lk
D, FEAH TR R RS ERE CRERIE
1b) CH#EFTT 500 PE 2@ E M3 g, PE K
ML THRBEIEELIOEEDNBY, —), &
BRI 3~64 AL LHERHRT 2 EFICB W TIE,

AT A FRGIZIIHIIEIC L 2 BBEILETH S0,

PE OB L Cix, HSPN OFRRE B T4,

i
Fit

one-shot disease {uniphasic)

P i

RE3 6 w68 (B)

X4 %HRMBROEBESMN
BHREE SO RIS (F 80%) i one-shot disease (uni-
phasic) T b @H 3~6- ALMICHEBREICHS») HEL,
BROBIEE (x) ZEMICL-TEEFETTHE]. —F,
10~20% DFERIE polyphasic, F 724 5% ORER CTIIHBIEE
MR 5.

Z L TCPE OWREFE - aX M EREZLLGA,
AT YRR SRR % 29 5 IREREF T, é%LXT
T A ROV ZAFER BRI G LD 5 WAER D
FOWBI LD EEDNSY,

4. [FEHHM FSGS (C39 5 LDL & &% (LDL-A)

41 JEHEM FSGS OBE

F 581 FSGS i3, T@ﬁ%?%’ifﬁ%&%ﬁ
WREALEAIR, SEEIcED oNh, FERIIC
% DIEBIDSA T T A }‘?fcﬁﬁ%ﬂ‘bfﬂ{ﬁﬂmf/\
ETT A EBREFBVE o 2 BMEET 5 —HOR
FEM A 70— REEREE I 2 O W RRRERL
EBEHEZTHDH. 1957 FEICRichiTL > THOTID
REBESHE SN2, FORMEB L ORRBIERS
TS TR WY,

4.2 BEFM FSGS (I3 9 % LDL-A O

1988 £, AFID Tojo, Sakai HiX, AFuAf Fik

Yotk % R 3 HEA LRSS E FSGS WS A3 L Wik
B LT, AP LERIILEDSEZ HIMIZ DFPP

& LDL-A OBfI#E: 2 A A, BIF2ERgE (B
BB E 2 O ICEHBERBAZIR) 280 THRE L1212,
Dk, £ ok THEREMY: FSGS 2.0 & L7z AT
v A NP AR 7 0 — BREBERICH LT LDL-A #38&
Ao, RAEBRTIE, ZHRFELRTELR S TEOR
BWREPH LM ENRTVREY,

4.3 /NREHM FSGS (XT3 LDL-A (BEH)
FEF & EH T T b a—  4PHCBIF S LDL-A E
FERIBIIE 1987 4E W B 0%, Z DB DIRBERE b B
FAC, M5 IRLZERIO b a— v EERL, B
mEWIE A BaAG L 72, 1991 4E42 5 1998 4E £ TOHIR
HFUZARTE b a— VICTHEELZZARBIOS B, 1)
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1 st course 2 nd course
(2 sessions/week (1 session/week
for 3 weeks) for 6 weeks)
¥ T H
LLLLED DT 1LoLA
Prednisone {1mg/kg/day} ’ l ! “ l I ' 1
i
0 3 9 - weeks

X5 LDLWRE&EE+XTO4 NEASEEOEBREONO—
IV (RELTFERKEEENEE, 1991~1998 )

Proteinuria (g/m?/day)
o

0 3 456 7 8
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6 HERMRREM FSGS (CX¥ % LDL BEHEE+ X704
ForRBEOHR O 15 & ¥ 51R)
o—o LM, OO NERTM, —= K7,

BAEMIC TR FSGS LB shTnd, 2) A7
oA F (PSL 2mg/kg/H, S EMMHKS) HEPisl,
3) Y2 ARY ¥ (CsA 50 mg/kg/ HE#, 12~16
H¥e5) |pipl, 2L T4) LDL-A BBRICA 70
—EIREIZH ) FHLZBRIFEZ D TVE, Lo
727z L2 11 Bl & LT LDL-A DiE%
FhRIZOWTRE L2,

BEEIE M6 IWRLZXLDIC, LDL-A BTt
EHRBLNFIED SN e h o728 PSL (1mg/
kg/H, 6 BMEHKE) 2HHT LI LT, 11 H0F
TRV ERREELZD, )B5HATEEER (CR)
B SNz, —F, LDL-A+PSL ff =T T4
MEIRONLE o/ 4 FOFRIIART, &K
A4 (ESRF) 2Eo 72,

CR# 5%l & ESRF # 4 [T LDL-A + PSL $#
LR ORKREBGZ R L 25, CRE
& ESRF #ICHRT, REBOE R (selectivity
index:SI) PABICEITHY (0051002 vs. 025+
0.04, p=0012), FRME - HERELIBETH->

7«, 15)

44 LDL-A O%hR#FF

LDL-A O EEFIZOVWTRTHFICHL 2 TIE A
V. LALARYS, BaL A7 — VIEDWEDD
(2, M/MRBEBETTEIRE 72 & NI ERE - ISR B D
U, BNREAT 1 - —REDORE, BLpla)
MAEDHE, 25IIFRRAN~IOT 7 -V RHED
Wl e EBMEZINTWBEBY, LDLAIZ X % ER
B ERNROBFICE LT, LDL-A FEH» SR)RFH
HETORMILENE W (LDL-A Bik% 28
H)PSERBEOLBVALNIEANE W), T2 in
vivo DEYYEBITEIRIMAE (& < ICBILLDL) 12
5P YRETY A 2N L-BFMKE LR S I
RERBEBRROBWPIHERINT WL LR ERD,
HFNREXA T4 - —REOREFEZ HN DY,
—HEABICBE L Tix, LDL-A HAHTIZW & 5 2% ik
PRIRIA NG ho72d0D, 2704 FEEHET
52 ETHEEBEGEARBAMEIRD N, ZOH
FIFLDLAWKXoTATEA FESEIKEIND
TREYEZ RR T 5. FMRZHHIIMER ORI
TBY, E5ITin vitro DEERITE T H BIEILER
BOPATuA FERZEZHEET 2 2 EHESRLTY
7-;)15).

4.5 NREFM FSGS ICxd 3 LDL-A OEEL

DB

HEBRE, 2704 FEPUE, SREHE (&<
12 CsA) HEPUMECHEGME & B S 2/ B RS
FSGSHEB D %4121, LDL AWK s TAFaAf F
BEUPRBELTLAF2—8N5 (CRICW3)
B PP THET S 00, NRMREFESE
P FSGS JEFIC KT L T LDL-A + PSL $F 9k % B 1
POBBHICERT A2EBZBIRIVEZEZOLNL,
B, FOWBRBERHEOTEICIE, SIHEHRIEEIC
hHERDLhDLY,

5. BBHER FSGS BRICXHT 5 PE

51 BBE%RFSGSBRICHTIEES

FSGS MWZE13%  DRIMBEB B L TRO LN
LHBEMMBRE TH 5720, FEFEM FSGS OB W IZE
LTid, OARKREREZ TFICEET HLEVDH 5
(F4). ThokME, JEBRMEFSGS 0¥, EAK
CEBMEKROBERIALN WY,

5.2 FIXMFSGS, KFY A F3F (ESIKKF

) DREBELEBERER
RIEMECFERES 5 FSGS fefl M & h, KENM

94 AR7 7Ly A28ME 30425 (2011
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¥4 FSGS O

—u: (EEsM)
Ktk
R
TRETE (K- BEEELRLY)
AR BERRE, k)
BguE (HIV 2 &)
SEH
SEE
R - EFESHERAEE (WT1 BLEERE)
AR ERE (Galloway-Mowat FEMERE)
FH = 2 — 1 ,%F— (Charcot-Marie-Tooth %)

FSGS (R4) OEBEGBTHRL EHLNIIEINT
Wwhb, 0L, FRaASUEEEEXREEL
NPHS2 ZRIZL 2R FY VORE %S FSGS fEH
i, FLAEBNCRIEL, AT uAf FESuEER LTS
ERBETRIBEAEICEIT T L Vo R BERT
5. —7F, BEOKM2 S oEEIC XL, REE
FSGS BT 8~20% DIEF TR N VBIZT
(NPHS2) ZEMPRRD LNz EINTWAE, FD720,
BBHEICR FY v #EfET (NPHS2) ZROFER
METHZ LT, HEICHBOVAZ 25 5BETH
TELDTRBZVNEEZOND XN hoTERY,
L2L%26, T97 AN (HEADEEL) O FSGS
i, REBEFSGSbEO TR Y VY BEIEETF
(NPHS2) ZRIZIFZEAERDONLZ W EHHL R
CENOOH Y, BMHOF—5220FET7 VT A
IMTREDLIERTELRVWEEDRSL. TYVT A
BHOBRHABIETF OBHEAIF 2N TR,

53 EF% FSGS DEBSHEHESRE PE

JERME FSGS &, #30% ORESF TEBHZICHE
BHRLNE., BR (BERAROBR) IBHEEE~
BHICEE 2HER, PEICLXVEARIBRDT S
s, —HOEEM FSGS T, HEOHH
& U TRIRIFEBREE OB &AM 2 T & & 55
PO T (circulating factors: CFs) 2585 L C
WA RN (CFs IGH) Sfefis T & 722,

54 BEEERFHAEOER

CFs ORIBIZIANT T, EIWCZHE O F B THRE
HEDHLNTWE, —2iF, Savin HIZ X DHEV. SN2
F v MHESRIREEMIEO 7T VT I T 5 ER
¥ (Palb) ###ilid % in vitro bicassay Th H 2, 3
9 —21% Mundel 512X DFET. ENERR I A b
W29 % FSGS R BHIMAE O EHEN 2 28 % Wit
TEHETHLD,

BiZ D in vitro bioassay & WV 7-MEIC X Y, CFs
12 30~50kD DEHTH B L HHEENTnwEY, —F,
HEAEOHMRL LT, Crs % HET 5 W2 EH
MAEHICHEEL, 70— BRETIEIZ O CFs HH:
% HET 5 ETPRF~RFL T 5 2 & T Palb HHEA
WL CTwv 3 iR & iz (Missing factors 1R
E}ﬁ) 21)'

FEEA P A PEHOABRENC XD, BRI
FIZIERFY AL bR v MERRG T ORBEREHERIC
RPERVHTPE TN TV A ITREERY, —EOH
FEBEOMBERIIIR N A T+ ORBRBEEEL 5O
FIME A AT BB FAELE T 5 AR S
nTwnz®,

5.5 PE DR

bR oERIL, BEBME FSGS BRI TS PE
ORIFEMFE L LT, kP50 CFs DBREIIMA T,
—ROIER TN EERT 2 BrE L Tw bWkl
HHZE, TLCTEEBE LTFFP 2MAET A5E
2, Crs itz MHET AR TFEZMAT 5 BRF D
BOTIERVrEEZLNRD (K2).

5.6 BBHEHRFSGSHEREICHTSFHHPE &V

YEY K

MEEBMCHE RO A, ZRBHTOHR
FX 80~100% & I Twar?, T/, RIEHRRH
BEDW) ICRBEBEEAREICET LU EMIIHES
DIJATHFEAZ EHHONTWEY, biubhOj
BTIE, D2 S PRl PE 0GRS L C& 2
BB R, BEIAZPBVEMICNTLFHN
PE OB REAKE D S#ESN®, FH PE 0
BWEOBRIEH SN TWAEY,

—F, EFEORBEHUHEOERIZL 22bLLT
FSGS IR OHEIIWA L Twiwnk EhTwnas?,
HEFIZPEDOHEIEL 2D, PEICX> TEHRDRK
DA O NDEEEDRL G, ERHEL Db 5T HE
T 5. &L, PEEMFIH LTI Y F I TG
THhoZEFAFREINTE YT, FSGS HR DK
- WEEZEZSLI) 2 THERKBEVARTHS.

6. 8 b W (<

77 LY ABRORBBIZE, E - THREECLS
PMibAS S ERE L REE R L TE 2 Bt R
RBIINT 2772 LY RABEIE, CLOHREBOR
W - R ZMRETT 5 ) 2 CTHIRWITB N REHRET
HY, SHIOITEMEELQRET LTV ERIIKRE
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