SELGEETZHESAMVICXLT, BEREAREDEMSEEEL LTIz
WMRXWMEEIL, X704 FRANLRBRELERTHEEICENTEREZHREL. BF
BIZBIFTH-oI-LENTLS (Robert AF, et al.Chances of renal recovery
for dialysis—dependent ANCA-associated glomerulonephritis. J Am Soc
Nephrol 18:2189-2197, 2007)

2. ARDOHE

JVAAVINEFEFE 2 $E R D B & % prospective, open-label, multi-center trial
TiTo7T=, 4861 (BRAE 2361, ZHE 2361, XEE 246 % 18 HhABRE, 5
5 47 I T protocol BY [TEE 1 EFTO. BEE/EFEK 89.4% (42/47 ) -
ESRD2% (1/47 f5l), FET=HID 1 HID A AAV [ZEHE L f-/MHEIMARRE., &Y (&
PCP iz EBMRERENRE. EFEBOEFEE. 8/4241 (relapse rate 19.0%),
BHEL, mildform23. 8%, severe form15.0%& BEEE & DEEIT LA o T=,
f=r=L. mild formBEZ4 5 Hich 4 X PSL IS DREIMMFNFNEZFRL TG
Mofz, PCPIZCEBLE IHEEH TMX-SMX DFRHEEDEWNERTHY .
TMX-SMX O TR 5 HE IS, ([MPO-ANCAB I EMEXDBEBAANIZE TS E
FEERDAE—JIMAAV K U] 0zaki S, et al. Severity-based treatment for
Japanese patients with MPO-ANCA-associated vasculitis: the JMAAV study.
Mod Rheumatol. 22:394-404, 2012)

824 2 ANCA [51E RPGN & (5 5 705 & (X MPO-ANCA O #15tE) %, 3 J )L
— 7 : groupA (1988-1998 &) . groupB (1999-2002 &) . groupC (2003-2007 %)
IZH%EL., 1EEGFERERRVBEHREE (/patient - year) Z5Ffi L 1=, groupA % E{f
L. BRIREEMNZ VEMS oral prednisolone # 0. 8mg/kg/day RiFIZHE.
FH-EECPAOENMEBEZNHAEBEL LTSI ETIEEEFEENABC DIE
[Z72%. 83%. 83% &thE. —ATIEEREZ0.05, 0.07, 0.13 & LR, &
FEFHRELTNELED, SEBREZETSEIMBIBEEEZHESIELIILN
FE, (Yamagata K et.al. ANCA-associated systemic vasculitis in Japan:
clinical featuers and prognostic changes.Clin Exp Nephrol 16:580-588,
2012)
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BEAFBREMAEEMDe EHVPRBEBORMIEERE EIEREBORIIZEERE))
Syt E &

B WIRERR DD - BEEMEREREICE T D WAL YE -

BETA KT A L ORESL

(BFFERE Bk P RFERFEGIE AR RS HEENER 25 B HR)

T RH A SR
rgesmiE BRET] HAKZERERG/NEREER

MAEEE

AL 26 DK 10 - A OFFFEHAMAIC [Epstein SEMEEE O BRI EYE -
DOHESL) WZT T T O REIT o7z, DELE AR 23 FITEHEMIEL L TR
72> e ENTO Epstein SEFER O FMNT, 2) BIET LB ORKBE, 3) 2 - 15E Y
A RFGAAMNERA~Dr— Rv v F1ER, WAk 26 4F 9 AT L RIS TER L,
BETA RTA LV ~DERHET- Tz, SLIFAEEOEMIELRE L, FEK 27 4
LT A BT A ver. 1.0 ZERT 5 RIAKLTH

FEFZ Epstein JEMRRED BT ALUE -
o

BETA T

A. AHEDOBH)

Epstein JEfERE L, 1) BERIM/MRERL /S
WRAME, 2) EITHBHREREE CREIER
2ZED), 3) BEMHIE, s >OEELE
T ORI ERERELREERED D,
AREBIZONTIE, HLEBTLIZ LD
VWINEBHERRE T D IEERZK AT A Z
ERREETH 0| Rt/ MBI PE SR
55 (ITP) . BFEEIZ OV T Alport SEREE
DEHR ERFDEFPEZ SN TET,
SHFEE (BR), BLU4LHTEERE
2 —DBEEE L L DOWRIZED | BE 5 F

1 EORNICARBORMEITERIZIEHEY .,

Rk 26 SEREICHET Sz UNRIB MR BT
¥ (BREXZKEA) | 1T Epstein FEREEE
MO THEIRB L o T,

ABFFE R BE, —REZR ORI R
D TEL | W - TRIRIC OV T b FIfk s R+
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53T % Epstein JEEFEICOWT, AIKH
RN, BWTEYE- BRI A T A B
DR B EER L, —RERICHEST 52
LTH B,

AREREX, ZhvE CHEICDTE 28R
REb LT
DIEskZEE DRE
2) BREE IR W Tk DRESL & genotype-
phenotype 85
DFFAT
NBRHA KT A UEFE~MITTen— <
> T VERL
D3 OEEME LT,

[EA %S BITE DORE & OBEMR LUK
WHROBEKRZHR]
Epstein JEEREIT. LFEEO X oIz, BE OB
2 (MR, B, NE) SR 2w Es b
. DM/ HHR R B BEERETH D, =



FVE T, ERIDAE & B 2 N T &P
R 7R BFR OBIRD 72 S D Z &b Zh
o7, ZHVE TOMENITED B AR LD H
FE, O RLAEW) I ITP L &
Ao, RERUEE (AT A R i,
v raT ) o) e SR DIERIN K
Thote (MR, T b OIEFILIES)) ,
& HICEFEEIC W T S Alport JEERED A
PrEWVIBmRBRRENHBINKETH o7,
Afal, Z D5 O expert Th 5D, BAR, [#H
B iz L v . [Epstein JEEEEZHRAT A
RTA4 ) DEREN—RERE HITH—
L=V ETOEIEC LY, 1) Epstein
SEMHEDFRINE 2 —RIEFICEmD D Z &,
2) BARREETE & o Tl A OB HE DR
TEL, Flo ZHOERENLERIRES
[E3hE D 2 VX 2 Z & &, HRREE T
HBHDEBEZTND, Z9 LIcHRITEAE
TN FHEDOEERBED—>TH D,

B. #FFEFE

 EpsteinJEFERET, EFRICEE L& 91,
1) MR (/MBI E) . 2) &R
& (EATHEREEREREE) | 3) AT I b
(EEPEEERR) 83D
DEEZRRETHHEDOT, [BETANT
A BRI B T2 o TIL, IEEs T B 7 B
BLBETHDH, S DICAEERT, ML
b & LY b Ty R F R R P E
ENTELT, ZOHEEREIITHATH D,
RFFERFE (BR) 12, BB Lo hob
&L R 23 FREEIC AR T ORI R
EEHAIT LT, 7=, EIMFFE T, Pecel
BIZ L BB T OB FENTICE-S < F#
BTN ME—D B D EE TR, Z0
X 51z, TEpstein JEEREZ DWW TOMRD T
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BRI AERIZ L OBIRTA BT A o &HE

B Z Lk, TEE - BEIR - DR A

DLW RART — % PFET HPBICE

VT Minds W HEL L 721K 7 Evidence (&

EDHA RITA AMERREARTRETH D, —

D7 TR A K9S AR BT D T ik

k7 genotype-phenotype #BIZ A L T

HH—BETRETHY, ZORBAEEDY

fiRf S o285,

Zo Lm0 b o, FhiElE, Epstein
SEMREDRIRITA BT A AMERK) ZLLTFO
5w SRS FE Y B,

A) AFRIZFH (T BEpsteinfElREET—4 R—
A (LUTFD2D) ZRAVERDERD
IEREARE

1) FEBEEOBXREICETL2EHRE
DI LEHBHET—F XN—RFTER

TROEESRL TCWZEE 0, FLE

Rk 23 FEECT TCIRENZ@AEST D

Epstein & O EFRA A 5T L. 85 76

EalLSnNfT —4_R—2%F L TWHHE

Z

]

2) BIEBDIVEESIThH=-2MI L-RE

HET—EA—X

B &1L, 2001 FICARRBOBELBRET
(MYH9) =FR L. Lk, MYH9 2% E
D 100 FREHEMF 21T > TV D,
AWFFETIE, EPND Epstein [EEREEE
OFEFRBLUBEAZ LROT —F =20
BRAEZITOETCERESELFHETH D,
ZOT—2IFENE— (hoRTh 2 F
HOMRB) OF —&_X—2 L7025, #iE
%7 & T, [Epstein JEfEREOZUTELE - 2
WA RTA ] BAERT D LIXATRET
H%5,



*
TRk 23 EEICEFEWHERICLY, TXFICBITS
Epstein SEERHOBEOERE] 2EBLE, 520
BB T 35 & 5 7. %81 [ Epstein ERBE OB
DEFRERK] % 5 ZRRBR LU 28 /IR
BE. 117 ORFHEB/NERHTEM L, 1 RFEHIE
(% 7,000 DEFMES - EM) . 2 KAE : 70 EF
BE) 2B hot,

BRI TOLEEY,
(—%FiE) (ERR2344A~11 H)
(EAE—E)
ONEEEYE 198
QBEAEBRES 5928
@BAMEFESR  T448
@/NR MRS 1,364 &
®HABIEE 4,004
ORERB/NER 1178
@/PNRERRBRE 28 &

—RFAESF R 36,9288
—RKFAERERE 2,182 i8

C. MR (RKR% 1~2 JiHM)

) EREEDEE

AR BOF DM BRI JRE~D ZNE T

DFFEEBFEHET H L, BEINICLLTO

FERENENOSEZHEL T L ER

o?":o

1. MmEEE (h/Magd - BRREE
Wt & FRREARAT) - BIS IR (MIATBOE
NG HRERE S Z—)

2. BHREREE (BLCRERISEE(GEE
EIEE, JRREMRNT  BRFET] GEHK
FNRED

3. JEEMEEERE : fakER (MIATBUEA
HRERE )

(2) BEREZHAZDMEI & genotype-

%

%‘/9/\”
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phenotype #HBE D fE 4T

TTICEE 51X, Epstein JEFERHOELE
5t Tohsd MYH9 BETOERDOEEIZ
LY. Epstei JERFEZLLT D 3 DD RFHT
SFELTND,
A. ZFEDEpsteinfEEEE

B. /A% D EpsteinfE Rt

C. May-Hegglin & #iE

RO A BRKEER T, MYH9 Bia 72 =
— K43 myosin ITA DOFEEE (ATP #EEB
FUUKFRED) DR ZE$ 2 R702, S96 %
B E0fAYT 5, ZOEE T, BHERERE
. BRIUOEREOETHIMRD CHRE T, 20
R E TICREIBE A S, A S MR
BT,

B OEBIZOWTINWELERITITHERE S
TN, FREEICEEEREE L X
OEERESEIT L, REIB AL, BIZED, A,
B ORI L TIX, 1) BiEE—F L &
NDT X AT v BB (ARB)
DIAEFEBIZTTHOD L & HIT, R
WL TREIBE R e, BEREEIEEICNE
ST b DI L TIE, BBME (ZvE TEW
THHNEEDEIBINRHRESNLTND) . A
TAE (ZIXS B ORE) 72 K HIEEICA
WH, TR, BELIZED. 1) KiE
MRIEAR D myosin ITA %efa, 2) MYH9 @
FAVLY ho—r U RICE Y BERL
INOREF TR genotype DIEBBFIEETH Y |
Z O OBEBREEICOVWTIE, BR
(BREE) ., fak (BEAIEDE) NERKRHRZ
EELTWD
DML BEAA FSA VEBDI-HD
B— k2 vy TOER

Rk 26 4F 9 BICEAETBEN RS T -
WIRERR DA - BHEMERBHICET 5%




WrBEYE - 2P T A R T A DHESL : Epstein
REERE) 2B U, BRI | BRE, )
BEESE D E AL EN DB S L ST OWFIEK
DUSHAS XA, E BAC X A [H & o E LR

FFFEDSBHIA S, BAFRFE R A2 1S TV D
HifiE STz,
ZOWETIE, INET 10 FEIThZ 0 #

FH & AT & 7o, B BRI D iR
FOBZITHLH S, EIEREEE OB
O MRENE bR STz, bz, TRBRY
AR T A AR WU TRk 27 4R I 5
CEDLI MR, m— Rvy vy R RAI
ERET D Z &R 9 Labivie,

D. &%

Epstein JE@ERED L 9 2 fid Bt R &

BTk, Minds MEHLOIE K7 evidence
RWTCRBIRT A BT A v OMGIIR T HE
Th D, —J . BW DAL L OERFE
FEBRREINTND I NG, BRNOEE
BFHROIT L A CVIER - BBICERN =T
B, poEROBmMEMEESTLFICLY
S TORED [Epstein 2 TA KT
A HERR) WEFTRECTH D, S DIZFAEIT
E% BT 2B L T2 DHAR
59 FRIA - RREFZEE T H R EZ U — LT
WD, Z 9 Lo, ERESRIBLR D O R
bBRAA RTA4 CIFEV AL TETH
Do

iﬁgnﬂﬂ
iﬁﬁiz 26 FEE Pz, [Epstein JEFEREDOZE
A RTA AMERRICET 5 HEL n— =
v PVEFERT DI ENTE, 2o —F
< v FITHEV, ek 27 FEEHIZ [Epstein
TEMEEEDEN A R T4 OME | Z5EME
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ISRV RISE G GETAVERE B ORI I (A PERE BRI JE073E) )
Sy HRIIE

B - WIRERROAMD - WAV BB D W ke - 2T A N T A OffEsE
(WFgerad A —ak ”(IP)"““')V%"‘)(-%I%F‘%UT%PFWUN S NGYE RS 6]

QA=
WFEoT 3 ke &) dri RS NIRE B

(WF9EEE)

7\ L NREKRBBE AR RIS L DENRK E LT, 8 4~6% 2 HODREBETHD, =
NWFETICEENS FIE P LOZENRN & 0 LR U7 SR & RS LR ERIR O H B
&) AR RES S TR AL m%%*%%wn%fm%mm mvm EAETCHETT 5 )
E Vo T RRIVRHS & AR, T ORFETTIE, BREICEIEALA TR . AT,
TR BRI 2 A 5 PRANAE ﬁﬁmax@%zféﬁﬁ JEUIRI DS B & > C AR\ EL I A A 1]
DORWIBAREBE Y, WK « M x 7 v R Eb 35 £ 2\ T, F& R
B, BHEIR, BAMEROSHT & NPHP &= 2 i L7z,

F7a B (BeWElEETe) OBREFEIAERIIL, 46 FEMNENORY < BENBEL T
BY ., MEOEBEMEE R o7, £T2. BEEIZOWTHMENT LRV IZBWT, B
P ole, FRTOREIL 3 ZRICED bivle, BEFROPRMEL, 125 BT
bolo, BREHEE LTIX, ZhETORE LR, ZFEBRRREOYART Y —=2 0
MREICE 2 L OOBEETKS , MOBRBTORER, &5 WIHMEZ T, MARRHEIEREE N
BRENTELOEEDTHEED 50% LT Thoto, STEHADF &L iﬁofdﬂk%)\
BIZBE T AERED b LA, BERBEARAECRAME WO BINEREET HH D%
Dolz, REFEOREE LTE, BREERSCES TEAROBEENE» T, BT A
LT, BHEE PO LT D RME OBIRILE, JREE EEEORRAIMELLiXEH
EIZFE LTV, NPHP BETHITE BARANDORME LCiX, NPHPI BEXRE LS
<. large deletion 23%Mho7=, F£7=. NPHPI1. NPHP3., NPHP4 &&LFIZ~T a0

Bix 1 {#32HF 92 compound heterozygote 75, FRK &R U< OMAENCHIFE LT,

A. BHEEBY FHINZR T v UEREEDIE 35 AlTDOWN
ORENCBIT A, 27 n VBEREORKR T, K - Bk - BEFENREER LM
HEN, ETHERICOVTL, WEE L, BPEICBIT2BEOERELH LM

B O™ ENTWRWE NSy, Zo $5,

ZETCIX, BB ICERERERD, EITH

DE{b, TEFRERIERZ S RAEREME  B. WHEHE

ARG E BT HEN. BERBHASHTRY 1 XEBETOA T+ —b Rarvtr b B
EEMHEORMBERLBE L, WK -k ANwEEZES f@% BT, BELY
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DNA V7Y v 7 %2 To7 (mEm~D
BlRE) o

2. BELY, KEMAERRL, 72—
NR—=7 I TCHLKZDBEL 72, 7/ A
DNA %42, FiEiL, Salomon H D7 /L
= X . (Pediatr Nephrol 2009) % —3F
SmL7-7a bha—VTEM L. NPHPI
W2 C NPHP4 Mz, £-BEYx7
0 U BEORKERT Th D NPHP3
W H T L7z,

3. &bz PCR EMIX. A LT Fi—
7 T AETES B FERZBRET 5,
4. B 35 AITRIT L. EREM L TDE
W BR (W) S, KRBT R2cE
DHHIR, AE % 8 O ~ < AERRET AL ORI
DUVWTHETT 5,

5. B OIT BT T — & BlC, BARANEFE
MR T 1 UEEREOBRK - B THERED
BEEFEL, BB RIA L OREE
T, EEREEERELERET S,

IZD>

C. MHEfER
INETITHRT Lz 35 BIOERE - fEB#k -
BLEFORAEICLY, UTOHEENHAL N
Elrorm,

1. BE o RiEM:

46 FENEP LR 2 BENREAEL T
B, HIBGBEEMEIIRO R -7,

2. B&th

FEMT LTZBR D IZB W T, Bickhld, 16:19
ThHh., PRI EEbhs,
3. BEFEOA

2~38 % (PRME : 12.5 7%)

4. FRNFIE

3 ZRICABO DN, ik, IMRAICHKIE
LTRBY, FRAIC, REFE, x7uv
FEHEE R L OUR R AN 72 B RE R E 1
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Do T,

5. % REME

(1) REF BRI EDART Y —
—VRETERREROIENNIL. 18%
DIHFTH o7z,

(2) BHREESE  tORBETORER, b
DWVIEZ T, BARBEREREENER SN
72b DL, 23% DA TH-T-,

(3) BiCHET 2ER : LT ORERTHER
SNIZH DI, K 20% Thoio,

1) 28k - 2R

2) IR - IR

3) RiE

(4) BHMER CGEFIC L > TEEH V) : DL
TOMER., FTATERENZbDE, K
37% T o7z,

1) BERERE -
2) A - EERE
3) mlE

4) RAEE

5) [N R 7 o %

6. FRATR.ORF

(1) fKELESR (1.010 LLF) i, 9 76% &
mETH D,

(2 BoTFEARB2-I7urar ) iz
E) . B 8% tEmETHD,

7. AT R

(1) &3P, (T, Methenamine silver
stain, x200)

1) BFHEE L ETDHIRME OB
&

2) PRAE EEFEOFRHANMEE L

KERIE



2. WFETIEIR WA EBHEICRO b D P
R, (FIX. Periodic acid-Schiff stain, x100)
1) F{LRERIA D HB

2) JRAWAE - TV ~OMIBBRTR -

3) SRANGE - VEHRHEL

8. NPHP &EIzFRE & HARANDRK
(1) NPHP1 BEFEFE OHRARIIT. B
42% T, BEOX AT L L TiX
deletion 28\ (TX),

. large

;3mpfw 10

(2) NTEWOIE NPHP4 6T HE
T, 5.7%,

(3) NPHPI, NPHPS3, NPHP4 % inFIZ
~7FrOREE 1 MFoFT 5
compound heterozygote 73, FXK & [ U<
OHEN BAFE LT,

D. %%

x7a B GEBEET) OBEFRAR
TLIE, 46 FBEIFIRDBAR Y 72 < BEDFRAE
LTy, MEEEIZR N &8 0ho
Jzo ZOOZ &%, NPHP Bz TREX. &
Yet R E L E T DN, ZEDNT
mEA L, —HECEET S b O TR
L EFEZHALTWDZ EERLTNS,
F 72, Bz oW THENT L7ZFR Y 128
WT, BB o T, BERA
RO PRI, 12.5 B THo720, $hiE
~ERANCETHMLTEY . AERBIZOW
T DRSO EEE IR 0 OIER &5 5
TENHEEIND, BABKE LTIE. Z
WE TORE LERE, FRRIRRED< A
A7 V== TREICL DS OOEE XK
< MOREBTORER, H2DVITEZ T
{%§$%%Hbﬂn%ﬁ§%§ﬁéﬂfi%@%ﬁ@y)f
HAEERD 50% LT THY., EREAOS
&b polERY, BICEET SER X
DL LA, HFERBEAESLAEML VT
BNERERETDODRENoTc, ZDT
Eid, REBORMBERORES 2R LT
W5, BTORIEIL 3 FRICFRD LI,
WAL IEER & B, IMFEE
DD THEETLERbNS, 5%, @
HEPLE LEZRNTOEB TS %

BThHDH, —77. ﬁtbﬁ)}'ﬁ@ﬁ/\%%[ﬂﬁ
DIEBRIT, BHREEENGEIERT S

H'Jﬁ)%mu\&b Eﬂé &75>§< BEHZE RO



FHN LD FREMEDNH D, BT R
ELTIE, BREEZPLETORMEDE
JRARIEAR, JRAME B O A HAMEZ I
BHEEICTFEL TV, FE ORI
TEALRERIR D HBRIZ DWW T, BHgREREE
EROBE LE#ETHHOT, M TIEIR
VY, NPHP EEF##T & BARADRE L
LTi%, NPHP1 BE¥P&Eb%<, £z,

ZDH A7 E LTIL, large deletion 7232
WZ ERHBNERY . NPHPI I3, A
BEoieLA, EMREDE LT VE
R ChHDHAREMENRS D, £7o, NPHPI,
NPHP3, NPHP4 F85FI~T 0 DRE
1 @3+ > %F 9 5 compound
heterozygote 25BKK & [F U < OAEICH
FIE LT,

%

E. &
B R OFHEHNY & 72D ERIZ OV T,
RATR. & LTIE, (KEERSES FEAR

BENITHD, LnL, BFR, FEEE

AEREM & Vo e BEIMER S HE &<
REZFEOELIHRTHY . ZhbZLik
&TH/NRITIE, BICARE 2 SBICE VT
REEDERHPELETH D,

F. fERfabiFs
2L (RENIEHREEL SR,

G. WIIEFRE
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® Sugimoto K, Nishi H, Miyazawa T,
Fujita S, Okada M, Takemura T. A novel
OCRL1 mutation in a patient with the
mild phenotype
Tohoku J Exp Med. 2014;232:163-166
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JEAE IR SRR A & CURAVES A OR I IrdE  (HETAMEIE BB SR 259 3E) )

W - WIRER O - MBI BT 5 L -
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