R 1 Alport FEIRB¥DZWERE (BEDESHETREBRIRARSE 8 « WRSBROFBDVEE
MR BREICEE T DA ¥D

- MBEBICNATRIEED 1 BBUEERBIEITED. SEMENONIESS[CRMDERCE
Do

- INBIEEOH CRIBEENRNES, SBEEN 2 DM EHNIEANEREFEZET D,

- INEIBB DHRIEDAIERE CZWSNTNDBEE T8I £TFD,

CEBERET P UPERIBEEOVEIDIS T VMR (-1 A 1-2) 1 IBEDH TEZHIRETH D,

\

148188 I-1 F54R00IeER
oI BB : 0I-1 VEIOS—SYVBGFEER®R

0-2 VEIOS—5UREHEEHEEHNEET?
I-3 AREREEEERFENSBIEPIR®S
m sZEEE: M1 BN - BREORERE
-2 MWARS TR
-3 RHEANRET
-4 UFEAMTBEE

D VDS -7 Vi8R F | COL4A3 T2 COL4A4 DINERERKIZREINTOBSHER,
FIZIE COLAAG BLRFADAIESHE (B FIEEINTDEER (&) EEEST,

2 WEIDS T VRt ZNER | VRIS -5 ab ZEFRKERERCT TR<XE
BERICEFET D, b HAKEZANTRERBEI DL, EERKA. REEERITIRIA
CEHLUTEBEIND. LN L. XOEEITP)UR— MERBEOSBUEBEDRKIE, M-V VE,
FEEEREE<R2BINT LEBBEOAKE, M—VYVE KBERERI—EIEREEIND,
BLBESMTPIVIRN— NMEREFCIE a3, 4, 5 SHNARBKBEEREEERECEEIRBENT. —f. R—
VYEERETE ab SHPEREIND, FRRIE LlEHAg/NS -2 Th D IFHRE)/ NS —
VEFRET D, Fo. EKEETERRREISE TSR,

) RABREEEEREOEENERENR - AKEEEROLEHSTRRNICE S HEBORBEIRELL
[CXRDZHIRETH D, RERKEMEMRICHNT UL UIEH SN DAREEEEDLERIESL
EXRERFICHDNTHON. RREEERBROE—-DFRDBEENHDIREET D, COHBE.
IR, RPIR. BARZTOREENHNILPIVR— SERBEOTEMENS, T, VRIS -5
VRN ONISHEEZRT TE D,

19 ZHBOIRATE | BUHSKE KX (anerior lenteiconus). BE REAIE (posterior subcapsular
cataract), BEZEBMERBIBEMAE (posterior polymorphous dystrophy). BisfBiE (retinal
flecks) 72&,
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%2 AlportfE{REFDEZH6)

T3 P
20U =Z7 | FKIREDOKEE BRERCBES(XRBREHRED
FRI®E YIRBISIER, EITTDEY VINDRBHFH
MPBUN, Cr ESIER, ETRIC LS
A 2,000-8,000HzDE1E TOIET
IRERIRE F7i9] =N
IREMEBERRE | MEISES. EREORRM
BERESZ M B BFEMIRCRITD, REREEREBROIEE - J5310 - #

COL4A3, 4, 55 >V \D DFIRIET

(VEIDS—4"Va3, 4, 58I VN DT DE/ OO0~
IVREZERND)

COL4A5S VXD DRIFET

RERGERE (VEDS—7 Vabflid VN DI T DE/ DO—FI
MFERND)

COL4A3, 48 DU\I5EIEFDER DA

BIEF oM

FIEFENS AS DENONDEEFTEDLETBERZTD. —73. 10 MU T ORI TIXMERAE
—DERTHDCEDS L, BREOREEDES D TENISEERIRE THD, REHCm
ROBENDDBREDREENIXNES. ZOMRES DEEROBEMILBEEDEERDBID
CRLTHD M,

- EFIEME CIHENRRREREEEOLE CARABIEE S HEBOMBIREL. JESL - B
ENRDENNIE AS DERNFR<ZD, EEL. BEREEMRICBNTULUIEHSNDH
BEEREBEOLEZIESEE. NERECHIN\THONDDTIEIREZET D, RERAEEEDE
SIFIEETIE 300nm MU EHDH. RUFIREMROARLEREE Tld 150~200nm CEE (B IH
BHH BN REREEERD RIS LI—%E«Z&J:&%{BH@CVgﬁ%ﬂlﬁab\"é;ﬁ}%ﬁaLbe\%uﬁE%é
NERBIDOARBRAEERL, MEBREICOEHDICIBEURZED. BEICENED A= Faya)
BT D

EEZHO—BIC LT, BHEBICTOIVE DS~ a3, 4,5 BBYV/I\DICXITDE/DO—F
WIAZRNWZRELEBEBNTHD P, EFENICIE. XLAS OBMUT(E GBM CTVE IS -4
> a3, 4, 5 HY VINDDRERIIBEEL L. XLAS DLMHTIE GBM TCNG 3 DDYV/INDIETN
TEYrDORERD, FIE. ARASDBM « L EEIVEIDS -5 a3, 4, 5 Y V/NDIEHEK
EESH

ERAZBYE AS 0)6&";@(3 BIRFEHTITD, ad3~ab HELFOEENRIRSN., REBERITE
DESICKDEFF 100%ERECFERNMMRE TED, EIEL, BLFRENTEIRERNTIRS
NJTED, DR N/T 2=V Y REERUZIBSICOMEDE —BIRICIIRSEN
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(5]

1

2)

3)

4)

5)

6)
7

Alport AC: Hereditary familial congenital haemorrhagic nephritis, Br Med
J1:504-506,1927

Barker DE et al: Identification of mutations in the COL4AS5 collagen gene in Alport
syndrome. Science 248 . 1224-1227, 1990

Mochizuki T, et al: Identification of mutations in the alpha 3(IV) and alpha 4 (IV) collagen
genes in autosomal recessive Alport syndrome. Nat Genet 8: 77-81, 1994

Jefferson JA, et al. Autosomal dominant Alport syndrome linked to the typelV collage
alpha 3 and alpha 4genes (COL4A3 and COL4A4). Nephrol Dial Transplant12:1595-1599,
1997

Jais JP, et al: X-linked Alport syndrome: natural history and genotype-phenotype
correlations in girls and women belonging to 195 families: a “European Community Alport
Syndrome Concerned Action” study. J Am Soc Nephol 14: 2603-2610, 2003

R 88, SRF3(EST ¢ Alport fEIREF, p233-235, FVLE, 2011

Kashtan CE:Alport syndrome. An inherited disorder of renal, ocular, and cochlear

basement membranes. Medicine 78: 338-360, 1999

SECUIZTREN

a)
b)

BAEBEES k. CKD 281 RS54 2013. FRESH, BR, 2013
BABEFS #z. CKD 28/ RS54 2009. FREZF4, T3, 2009
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(3) FHRUERD O—LERE

INRIEMEREE (BFE D4 Y5y RRIGERMRD O—EREE
NI EEE (R 58 Congenital nephrotic syndrome, Finnish type
(% 2)

418 1 EMRICHET DR O0—ZERE L. £ 3 D BAMRICHRIET DARERD O —LER
B (congenital NS : ONS) & ZNIIGIC RS BB R T 0 — PREREBE(infantile NS : INS) &2
$EEIND, CNS ERFRIDEEN. T+ Sy REERMERD O—CERRCTHD,

(5ZMT753) 0

- ERIRIEIR (1 1 FLURDFE) R X UOBERERIFTRICK o TEZRTI D,
(BEBOEMICDONWTIE MR 1 ROO—LERSE 2281

- ML U CGRIZFZMaiAEY 2.

R 1 RDOOD—EEREE OZWI5E

MR 1. &F2IF 2. [CTRIO—ERBEOEZEZ1TD

1. EBRINSENEFTFRYT (International Study of Kidney Disease in Children :ISKDC) (DiZlf
ERICEDE,

SEEQREEERT 40 mg/lF/m? U EFETEIERARTREDDI U PF UL 2.0 g/gCr M
B BRIV T VMEWE IV T I 2.5g/dL M) ICKNDRDO—PEREE 2T D,

2UTDEEERBEREREHRRMOZEELEZRNTERN
D EHR1BDOREGEIE 35g MUERENL 0.1gkg. FEIZREHREKIFE 1 RT 300
mg/100mL MU EDEBRDEHTY D,
@ (EESME
1) MBERECE = FZ - 48 6.0g/100mL MUTF, #R :5.5¢/100mL MUK
2) MBEPITIVE = FE - 48 3.0 2/100mL T, 8 :2.5g/100mL YT
@ BEMLEMBHRIVIATO—/ILVE = %F 250 mg/100mL ML, I8 220 mg/100mL 1Y
£ 220 200 mg/100mL M E
@ ZE

53

o

EBR - EEBMESHRERRZM DO DMESEN-

BISIAE « FESARERBFZIOICODMBERHTIIZND, TNERONITZDZEIILK
DIERETD

<+ EOROFHCE 3 ~ 5 BUMEZEND,

*,
‘0

-,
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(BZMIDFSISFRDER]
CNS Z8L4%E 1 FURICHET DRI O—BEREHCIE R 2 [CHRUZXDICEROEEDS
FINDEH. BRICERU TS, RRE. BRKEIR. REBAR. BERAR., 2UCELFREREG
EEMRE U THETT DNEND D,

« BHADIE « EXKPD a T 70T VIEBEDSE

- BERBEENBERED 26%MU E

- BIRIIREDBES VNI KR

c MBEPIVTIVEE | 1.0g/dL KiE

« FVINDER 1 2.0g/dL M E (IMBEPIVTIVEE 1.5g/dL M EICHIE LIRS
« BRUERDO—-PERBEEZI DMESERN (R2)

R e NAFE T, BIKEEER

« RIRFEH D

« NPHS1 8T DERE

K2 HEXRM - RBRDTO—ERBEOD

[RFEM REEILF
D41 V5V FEICNS(CNF) NPHS1(19q13, 1)
UFAMEXT F ATE{EDOMS) WT1(11p13) PLCE1(10923)
SIRABKIFTRILE NPHS21q25-31) PLCE1
Denys-DrashfEfEEE WT1
PiersonfEi=EF LamB2 (1q31)
nail-patellajiE {=E$ LMX1B(9q34)
HerlitzZ{ 2L R 2K BE LamB3(1q32)
PIRIE ST EIRST
Galloway-MowatfiE{=EF
MUNZEACEER D O —aElRET
IR BB
SFDVERUPER
Z it O BITFE
R
EXRMEES, FFVYTSAY, YISUP, A EXACDCIVA BB,
BERFH. HIV.
SLE

(Avner ED, et al: Pediatric nephrology. 6th ed, Philadelphia, Lippincott Williams & Wilkins,
601 - 619, 2009 K D EHZ)
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HRRUEZH .

@ BEENICEDENEDD. MUNEIEERD O— IR0 FSGS [33ER - ARHBICEH
FETDCE,

@ Denys-Drash fEEEFH(DDS) [BAE(DMS), Wiinls B85, SBUERMEHERE 3 #E L. WTL
ERE(CKIDFREY D). Pierson EIRREEE(DMS) & NEFUER CE DIRBNERE Z580D
LAMB2 E8(C KD FIET D], %bf%@ﬂﬂ@‘jﬁéﬁ@ﬁ@%rmibf%%ﬁ?%u(‘:\

Q@ IRURIO—PERBEORRE LT, AXMEE. FFYITSI0T 1 X000+
JV AR E EDRIEMN H D EREICBRT D,

(2B DRI S200RAL]
ﬂé‘ﬁﬁﬁﬁbﬂé?éml“;@@\// VIREBICKD., FEKDPD a T +TOFT+ Y (afetoprotein)
[FERU. BESSEEERED 26%ULOERIBEERD, 0% U DB TER 18U
U\]L??D JGH@EH:EV) BIRE UENES 1gdL U TOBEREPILT I VINESE %2,
BID-RTE. BiEYr XSEBNAETHT., BREEISII—EE., PMEITI—(L,
BEORE T I—-EEENMDDSEN
FSYRDT UV, BIIVOTSRAZY, EAIVDBEY VIV, B O0FYUBESITOT
V. IgG. PRI VIND, URIVINDUN—E, PUF FOYVEVIIZEDRPADRLE.
ZFNICKDUTY FOMPBEDERICHL. BRERRZBNVEYOLER, 200070y
T« TGV FOVIRTSRF YO FEBERF(O, V. VI, XBEEDLES. EEEIEIHEL.
WMIOLURFO0—)b. LDLOLES. HDLDETFHECD., NSBICELD. KEER. E2&

SHIERE. SEIE. MREREEFHIET D,
% 6 HAND 1 METIIBHEEIIIERLED ., 4 METICITKBEBARZCMNRD. SEORDO
—RICLDMBIER 6 NBFETICRTT B ENSH ST,

- BRFIREUTE. RPIBER. &8, BENEL. BAILIP, EHERENH D,
BERROBFHOSBIEMR E LT, &% 3~8 D AIBICIARMEDEIBINIERD RO 5N DD
T4 Y5V RECNS [CREEWTIERN, SEJ07UVICHT IRHRMEATRIIEETHD
. nephrin X0 podocin [CXT T DEELENZICEN THD.

(B3] (BBICUIZZTRER)

a) Jalanko H, Holmberg C: Congenital nephrotic syndrome. In Avner ED, et al. (Eds).
Pediatric nephrology, 6thed, Philadelphia, Lippincott Williams & Wilkins, 601 - 619,
2009

b) Gubler MC: Nephrotic syndrome: Genetic testing in steroid-resistant nephrotic syndrome.

Nat Rev Nephrol 21: 430-431, 2011
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INRIEMEREE (BASE UFAMEX T VF NBILE
INRiEgMREE &K B Diffuse mesangial sclerosis: DMS

(% 2]
F1% 1 FURICKRET DRI O—ZERBEDODH. 3N BRUERICHET DARRT D—UERE
(INS) [CDFEOHRREEBTHD. Z<ITER 3DBRURCY VINDRDFE L. REBENA
MRICKBBARZICTE D,

(5Z81737K)
0 « BRARAEAB L OBERAEBPTRICK o TEZHIT B,
(BEBROBMHICDONWTIE R1:TRDIO—CEREE) OZMEE 23R
0 « UEICH U OELFZHEitREd 2.

(BZMDFSIEEROER D
418 3 D BUBRDFRIE.
FKRKPDa DT FTOFTA VOBRBESLES. EE,
- REMRLE. UFAMDOXTYFOARBILBRZRDDID. XU VF0AMBIAEERITE0),
REMREFE UCHIE

H 3N A MBEDFE.
FKRPDaT T FTOT VU OBBEEELERE. ER.
BB L. UFAMDAT YFIARBICIEZERDDD. XY+ ABIIEIERITR\,
FEIREREC UCHAE
Denys-Drashfif{&E#*l, PiersonfE&EF*2, Galloway-MowatfE{&E%*3, nail-patellafitf®ZEF
“EVNOERHENRPIRERDD.

*1 Wilmsf@s (WITELFEE). ANMESEESR

*2 FEBER. NEFL.

*3 BHERIETNORBELZH DINRE. ANV,
x4 OBEOHSRAZE. IBEABIRZEEE (iliachom),

(GZHTDRIFEVIRNL]
IR TICDMSOZEIDICH DS EBYSHSEPTRISHEIL U TU VU,

(BEXE] (SBICULEZITRERD
a) Jalanko H, Holmberg C: Congenital nephrotic syndrome. In Avner ED, et al. (Eds).
Pediatric nephrology, 6thed, Philadelphia, Lippincott Williams & Wilkins, 601-619, 2009
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(OFFAZLBB MM PREBIEMEIREF(HUS)

INRiEMEEE  (BXEE JEREDYPREBAEAEIREF
INSEgMEEE B 5 atypical hemolytic uremic syndrome, aHUS
(% =)

JEREBSB M REBFEMEIREE (atypical hemolytic uremic syndrome, aHUS) 3. &EHEICLD
HUS & ADAMTS138 (a disintegrin-like and metalloproteinase with thrombospondin type 1
motifs, member 13);EMHEEIC KD MMAEME I /NVHRIEED M ERBERS (thrombotic thrombocytopenic
purpura, TTP) IMSNDIMAEMERUNIEREZE (thrombotic microangiopathy, TMA) T, #UNINEEE
MESMMMEEM « MVRED « BHEBEE(acute kidney injury, AKDE=F# T DERBTHD,

THRIBSHE HUS [FLEENFZENRNDICKT U, aHUS TIEBBERDH 25% & THRDIERICE,

(5Z2Wi7375]
W, 2013 FICBABRF S, BRNIRERDONRSNIEZMEECEDNTETDO (R D
a0, GEN5, BIESM. mRED. BESO 3 THERHDIEDIH. FHRMERED
HEBRICEIEUCEBBERDTENC N DERKEIR. BREMRD ST B,

(W DFII S EROEER
BMMEREEERFEHUSE, BOMEENn. IRED, BEEESMRETS. 5 ERBOI
BIC2< BENBEBTH D, HUS DR 90%3 FAZL, 0157 EOBEMABEICHRTS
CETRET S, —75C. FREDEL HUS D40 10%57E L IEER atypical) HUS EFE
ns o,

aHUS OERDEEER 2 [T UIZ. aHUS O 50%ICAAFIHERDEBLFEENROSNTH
D, HEFOEBICKDEDNHN—FZ) (20-30%), DUVT membrane cofactor protein (MCP,
CD46) (10-13%). IAF (5-12%) EIXo>TD, FE. BASFOYMREY 2 U Y DERTE
EEHRSSN TN D,
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R1 IFEEBMMERSAEERE (aHUS) DiZRTE%E

Definite (F3E) :
ZFHOZA, LERBRICEEITDEDTRINCE, MEMMIRBIIMEEIFETRINCE,
e HUNMELEMEBMMEEN ; Hb 10g/dl Kk
fich Hb EOH THUETDDTEEL, B LDH OLSF, B/\NT~JOEVOER. X
I 2 X P TORRRIMERDOEFEES S CHUNDIEEESMOEEETETRT B,
e [M/\iEID ; PLT 15 B/ul Kig
o SMEIEE(AKD ;
NS Flif » HBIICKDMBI U PFIUEEED 1.5 8§ (MBEILPFZUIE INIB
ERZESOEEBZRIND,)
XA - AKT DZHEEZERND
Probable (&§L)) :
SMEESAKD, fumEEMSmEEm. miviRgbo 3 BEn>5 2 BEBZEL. KD
GEBRICEETDIENDTE. MEMIM/NMRBMELEIR TERINC &,

NEIESC
D SEBSREEURNBERRAEDIRINZHT |
KNISBEDRESZER T D735 | IBBRE - nEsxREBEEE (EIA) « i1 LPS-IgM H{fFR
&
@ MM RIB DI SR BIR(TTP) DFRIN S
k. TTP [FHEAY 5 HIR TSN TERE, ULH LU ADAMTS13 OEKRICKD, TTP £
BIZARBICHDND BT, ZD 60~90%IFk ADAMTS13 &N <5% &R L TUNBEBEHHBEL
1Z. > T aHUS DZWICHIVT ADAMTS13 SEMZEREFI(<5%) [E TTP S, CnE
BRING BUNENH D, LHUEHS, TTP DHEMN 5 MIRIESEEBRAKRIRIB TRINSNTRO.,
COPICE ADAMTS13 FUNEEBRVWUEBERRICBDIEOEHD, > T.
ADAMTS13 & 5% EETR Y BEIC DN TIZZDMOERRER Bk LT aHUS ThHD
D TTP THDDZHIT D,
Q BETEZMDBRRIC KD TMA DFRINZHR
DIC. BREE., BMSME. AU VISERAERRZE, TMA OFBEEELE UBTENES
NSESERING D
@ Probable [CZHINIE. aHUS DQUREMETRHEICESE. SEERIZEICMBIZIEERED
RENCEBHD, aHUS DOZEICHEB URBRICIYTIL N UBSESHERET D.
® HUS OFEREEZ L. MTORRICHIBSICE. TROBEICESHNT aHUS 5EET
Bo
- 1% 6 DAKBDIEH!
« FEAEISHANBETE TR0 VIER CBTEMEFER)
« HUS DBHFED D DERI(FBFEAEH)
- RERARBEDEMDBEF
- BREIE% HUS DBH
- HUS ORGE (BPSHHISIFNT D)
» FRIOMEE AR VAEBI
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2 2 aHUS (ADAMTS13*! RIBICKD TTP Z[RIN) DRADE

1. MARHIEERS
D SR
WAZOOEGFER  H ®WF. I ®F. membrane cofactor protein(MCP, CD46).
C3., B ®F. FOVREY Y U*2
2) #BRM
NMH RFRATEDBSTURESL"S
2. DNSIVRHIEBRE
3. REZME™S
1 FXERE
2) HIV
3) BBX
4 AYIIITIY
5) IKE
4. EERME*e
D NEMEEER
2) SREiNmbIE
3) HUM/HREE
5. ITIRESE
1) HELLP fE{RE#
2) F
6. BOREERE - BRE
1) SLE
2) R VEEEIAREIREE
7. BRESIE - IHESHIERRE
8. Zfth

*TADAMTS13, J# VEIVTS Y FEAF(von Willebrand factor, VWF) DS E2aVUIRIEE SR

2 BMEER. MAED - SIHEFOECO8EESE. ELFHENT. L. BEEa0METIEHEF
DNEQENERHEANTH>TE. WHRBIED aHUS ZEEI DIRICIFZ SR,

*3 ELISA. DT RV T0v MACKDIN H BFRAREDRE

4 REFEINCER ( £ER6NBXKB. MEFI /BONMCEREY AT A VIE. BXFAZY
MyE

5 IWRMAENDERE. MEBFHNREIC K DIEEZE

*o RAZFIDEE
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(ZEHE]

1) Sawai T, Nangaku M, Ashida A, et al: Diagnostic criteria for atypical hemolytic uremic
syndrome proposed by the Joint Committee of the Japanese Society of Nephrology and
the Japan Pediatric Society. Pediatr Int. 56: 1-5, 2014

2) Geerdink LM, Westra D, van Wijk JA, et al: Atypical hemolytic uremic syndrome in
children: complement mutations and clinical characteristics, Pediatr Nephrol 27:
1283-1291, 2012

3) Noris M, Caprioli J, Bresin E, et al: Relative role of genetic complement abnormalities in
sporadic and familial aHUS and their impact on clinical phenotype. Clin J Am Soc
Nephrol 5: 1844-1859, 2010

4) Noris M, Remuzzi G: Atypical hemolytic-uremic syndrome. N Engl J Med 361: 1676-1687,
2009

SEICLETRER
a) IFFHENSMMPRSBIERIFZMEEFNEZSR. [FFRENAMMREEEREE (aHUS) D2k
B | (http://www.jsn.or.jp/guideline/ahus.php)
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(5) 1N ANCA BEE B

NREMERE (BXE SRETHEARREE R RUEBENZHENERICKD)
INBigMEEe (& 8 Microscopic Poly-angitissMPA
(B 2]

FIRSMERICKO, KB, P, NE, FHMECOESIND, ERHIRNSFHEMENKR(IS)NME
CEHmE. #)\E) - Bl0) ZXAE URREMNER THD. MEENDREESKLENZ
EAEHBNIBNCT E ERIFPERIBIRERNE (ANCA) BHERNBNCCEHHET D,

(ZH737%])
BERETHEMARIEBROZRIC DN T, 2002 FICEEFBEDDIRERLDHERSNITZEE
FOMER SN TNDER 1. COEZEEEIL 2010 FICWETSN, SEBHEBDITOHDBEIEEH DR
FlanTnd (F2),
PERIRDVZFEIE X DZRIEEH IR 3 [T,

K1 BRETEBNIERSEEZWISET

D HEDSHNBOEETRRICBEAEZNEITT D,

2)  CUREDIRE. BEORZ. ZOMOBMEET —SE’RIT D, )

3) MFR (ZLIIEEMEREIMER. HICARREIMER) « EBR. AREREEOBRMRTIRER
2o

4) BEDEAERS ENRNBEORGEFRRINE CRITEDBONENEEE. BRRERDE
EBEREA. CT BEICKD, BOY X BREDES., KHER. RIBHAESEDF
TVDICRD, BEBRZ2EDEBIZESH T, MEHNICHET D,

K2 RRETUBMERPSHIRROCOHDZEEE (), o) , DKOWE)

1) RBRERE (E&UTCMEROEBRR, MR #
2) eGFR<60mL/min/1.73m2 %2
3) CRP SEDIRLIRE

EED 1~3) ZRDHDHESE. TRPGNDEE] LT, BEPIERNADZZEEND D,
L. BifEsBeEaEaRae/simR Cld. BREDERIINC EEERT D,
BH. RUERREOSH. EBUBRCH OBIFREBHERENRNONDIBZBSICIE. 1~2 BREMA
[CIBOLUPF_VEBE L. eGFRZBETET D,
FLEE, BEREICIDIEERMTBRES ZZMICRB SN DERMIEN LTINS,
RIOBIR UCREREBEIC DN TS, BEENER TH>TE RPGNOUEM ZTRICEIMEN
Hd.
E2 © eGFROFTEIZ. HHEDeGFR RN THDIFRERID,
eGFR (mL/min/1.73m2) =194xCre—1.094xAge—0.287 (ZMIFTNITx0.739)
12@EBONBICHENTEITFREBIND,
eGFR (mL/min/1.73m2) =0.35x5&(cm)/Cre
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12U F19RBDINRIC DN TIEIZER L) &ES68
L, MBEOUPF_VDRIEIIEBRETITOCE,

3 BHIBENZHEMEXDZHEE

(FE1EEH]
(1) E2iElR
1 SRETHERIRIAE R
2 fdm, UMM
3 B - MMSAORESER | £, RN, BEEDM, SFEEEMRENEE
(2) =SSR
MENR - BAIMES - BEMMSHBIROEE, NESBEOREEDIRES
(3) FERENR
1 MPO-ANCA B4
2 CRP G4
3 AR - MR, BUN, MBI PFUEBOLSR
4 W3 X RPAR RERER (hladbm) , FEMm
(4 HE
1 T#%R (definite)
(a) EEERO2EBEMEEBIZL, BBERROEEEDB
M) EBERDIBLU2 &3¢ 2 BEMEZETIZ L, MPO-ANCA HEHEDHI
2 %0\ (probable)
(a) FEERDIIBEEB/IZIHI
(b) FBERDIIEEE MPO-ANCA BHEDBI
(5) tERIGZH
1 FEENMEZFEEIARK
2 WegenerAESFIEAE
3 PUILF—MHASZEMHMES (Churg—Strauss fEIREE)
4 )IZFmImEs
5 BRB (E8MIUSTVR—TX, BEEUDIVFRERE)
6 EBURIME N
(BEzE)
(D FEFEROHIRT D 1~2 BERICHTRE (Z<ELUBRAE) ZRHDIBINZBU,
(2) FEGERL, 2[FHFHHITRFHC, ZOMOHTRENTNO—TIM%ETT D,
(3) 2L DHIT MPO-ANCA DAMISEREENECTT U TEET D,
(4) BEERHICPIETDE, BRIDBIDDD.
(5) BRANEBDBERISIEFREMERZTZET DD, FHNNEREIBERRHLSERITED,
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(BZBIDFSIEERDER]

BMIENZHRMEN (MPA) [F(ESNDMEDASHINEME THDT CKFDEHID ANCA
AR CEND. REEHESREMTY (polyarteritis nodosa: PN) DS 538 « 18T LIZESBTHS
v, )\« KBEDRR. BADME. MEPIROIBIEEME R ZIRDDER T, PEIWRDIEEH > TERUN,
BRI TS AR A B CMOEMNERE2T 3, BEELREHAEMESRAIRED
MPA DEZWTEHE(2006 THEIE) ESEIC2M T (R 3V,
FHETEDEBAEREN > TRE T DHBEITRAZHD LLENBR THDIN. EHERICZ L
BIMICEDRSCIIBHNEBEN THBBENBEICERLTLESBESES),

CRP D7RLS EDRAERMDIFTENTH SNDT & BIMDIRENRNT &, BHEEEEND
STEBER TCBHMORETEIMRENTNDCER LG, RRETHERRABRERRIT DA
THd. SHEDORMBEEOBMEEEETIE MPA £8ICEECEBLVT. ANCAZIELTH
BDLENEETHD.

ERIEZETC U CTIE. PN, Wegener REFIEAE. 77 UL —MRFIEEIE X5 EDIME RIEIREF
NE—ICHITEND, ZOM. NENEXESTDIRBEMEBEXLOD UZTOTY VIMESES
BBIDNRERSD. BB EBICREESHENBEDBRNEET DT ET MPANDSKEIEN D,
I BIEIREF 22 9 D Goodpasture FEIREF I, FIEEBRIAGH GBM FUF) DIZH OREIEND IgG
DIFRLEIC K o THERIESN D,
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INRiEMEREE (BFE BIRETHEARRES N (BRMEMMRAFIBEICKD)
INRigERSEE & 53B) granulomatosis with polyangiitis: GPA

% =)

BIEMEEZNICO)EBDIZEEN - ASFEMHMER. Q) LSJBEMET T DIBFEERSIEMLE N,
OHARTERBER L. ZOREMEICNEFDEMIREIAE (ANCA) O—DOTHABATOFIX
—2-3(PR-3)ICx1 9 DA (PR-3ANCAN'BES I DM E WIEIREE,

(875
SEBETHAREBROBYIC DT, 2002 FICEESMEOHNRL D HESNZ DRSS
PHEFENTINBER . COBRISHH 2010 FICRITSN, SEEROEDOBRIEH LT
ENTNB &2 |

SRS HIEPISIBE DBATEEHER 3 ICRT.

&1 REETHEEYEIRBIEREZBIEET

2) BN SHENBDIRETRRICBRENETT D,

3)  CUREDIEN. BEDKZ. TOMOBMET —YEERIT D, )

4) MR (ZLIIEEMIROOMAR,. MICARIRBIMAR)  EBR. ARERBEDBXRIERTIRERD
D,

5) BEODREERENZNBE ORFGHERIRRE TRIMROEONRNESE. BRKERDE
S RRE. CT BEICKD, BOUr X BREDES, KREBER. RBHEEREOF
Ty DICKD, EBEBAREEDERZSH T, MENICHETT D,

K2 RBETHEMERBIPHRRDOIZODZHIEE (b)) , DROWE)

4) FRAPAREE (F&UTMRWOWEBR, PR #
5) eGFR<60mL/min/1.73m2 =2
6) CRP SEOIRTIRE

EED 1~3) ZFRHDHBE, [RPGNDE] EUT, BEPIHRRADSZEEDD,
ErEL, BiEHBERREZERMIURERIMELCE, BREDODEMBNIENC EEERT D,
BR, SUREOSH, IEBMERICH DEREBHMEEESHRNONDBSICIE, 1~2 BREMUA
CMBEOLUPFZUEBRL, eGFREBFET D,
F1 O, BEBELCKDIBERMEERERSZZMICHRRSNDERNDIENL TS,
BOHIR UZIRRERBICDNTIL, BMENTEETH>TE RPGNOIREHEZBEBICEIHEN
H D
7E2 1 eGFRDETEIZ, DHEDeGFR RN THDFREAND,
eGFR (mL/min/1.73m2) =194xCre—1.094xAge—0.287 (ZMIZTNIZ*0.739)
12BFRBONRICHRNTEI TR ERND,
eGFR (mL/min/1.73m2) =0.35x5&£(cm)/Cre
12U F19@RBONRIC DN TIIXBD ES ]
L, MBEOUPF_VDRREIEIERETITIDCE,
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723 GPA(WegenerfAZF8) 2 HTEME(E4E B 19985F)

1. FEHER
(1) LEREE)DEIR
E: S0REER. B, $#858), RERE. ROETR, REEL). BE(MER)., DR - REECER.
g/, SLBEIZE)
(2) B DER
L: My, BBk, R0
(3) BERDEIR
K: MFR. EBR. RRIOETITDEARR. FiE sSMmE
(4) MERICKDEIR
OSSR - REGSCULE, 2B D). FERD(6HBMURIC6kgMU )
@IFSSAEIR © K51, ZRIEIN(E). LaRIEN. DSRMEBEN. BIEOWERRBGRNE « INGHEZE),
EiCEEmOtm - Rrn). KRk

2. ERHBIBATR
OF, L, KOEfBlaEH DIRIEERZ B MK
@RI Q7T VLB EHDIRNRIEEH BIERE
@I - FBBDARDIRIE LA S B IEINE K

3. FEREMRR
proteinase-3(PR-3)ANCA(E Y {AE Ceytoplasmic pattern, C-ANCAN'SHICBIUEERT.

4. HRE
(1) t#=(definite)
a) LXE®E). M), BRODZNZNIESERESOFEIROIEEU EZTRIHI
b) ESKEE. ). BER. MEXICLDEBEROABBULERT, HBPARO. @,
@mn1EBM EERI A
o LEXE®E). M), BEK. MEXRICKDEBEROUEEMNEEMEHARO. @, @01
BB ERUCPR—3)ANCARBHEDB
(2) 2L \(probable)
a) LESEE). M. BER. MEXRICIDERERDODS2EBUEDERETI B
b EREE). ). BEK). MEXRICKDEBERONTNOIEERD. MHBFIRO.
@. @N1BEEZETRIHI
¢ LESE®E). I, BEK. MERICKDEBEROVNTND1IEE ECPR-3)ANCABHE
=9l

5. BELIDRAEMR
Ogmix. CRPOLRE
@BUN, MEIUPF_VDOLER
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6, FERBIEZH
OFE, LOMOBRICKXDASFEMHEEM)IL I R—I5E)
OO MEWAEREF(FEMEEIPN, 7L )UF — MRS EM ME X (Churg-StraussfEIRED S E)

7. BEZFR

@ LERBE). L) BRDODINTHZZ>TNDHIEESEE, LKEE). TEL. 0D
B58HE ULI32DDIEEIC & EX D ZRBE SIS,

E5RIE, L, KOIRICAERNREIRT DT ENBUN.

HEBRULS<TDE, E, LOBRCEBSEDKEEZTE T IRPEESH LOT\.

E, LORFEICKDSIHEHREDZMICCT. MRL. YYFREENEBRATHD.
PR-3ANCADHBIZEFSEME EF1T LD TV, FICP(MPO)ANCABZ M ERD DB EDH D.

O® 0O

(ZRIDFSIESFROER |
SRETEARBKIKEB W (rapidly progressive glomerulonephritis : RPGN) & (3. BAEBEEAN
IRIBULEZHEEGR VTR, MEELNSHNADRBETRRICEARENET L. MR, EBR.
AR EZRDDRIKAB R EFEFESND, WHO Tl TREDDNIBEMICRET D,
RERBIMER,. £EOFR. B, RREICETIDIBAZIEREE] CERSNTUND, CTNHDEESE
WEERE. RROAKAKBROELEERDF RPGN E3ND, 75105, RPGN EJIRREER
TEMBTHD. BBEDEEZ TR,

SRMERMANFEBEL. TF Wegener AFBX D ZDBMHEE LT >IEED T, 1939 £F
[C R Y DFIEFEE Wegener DMRIBLIZ. DE. R, B8IREZZD LKEBERKUMICRDHSND
IBIEMASFEMEMER. QESHEREEID) « PRMBOIEEMEME K., OIEFF BRI R
HKABRE 3 THETDIEETHD.

MIFPEKABIRE I {A(antineutrophil cytoplasmic antibody: ANCA) DD TERFPEK #Hi2E
D—REBRIDD 29kD D) Y TOF P —LTHS proteinase-3 (PRI)ICKIMY D
cytoplasmic(C)-ANCA 7' 70-80% E S RICBFUETT 2, BHROMRE UTCEHIRMEKR E E
SHEKIAMEDMRZEDINCEE~DEFEEDY V/NDR, FERERAFOEFARSEDSEHEREE
RPTREEE LT, RTFEDEFM BRI RERIAE Y, ZMEMERIC KD RRITE
T IOBHERSZET D,

E5ED ELK FEIRDERRICH T DARFEMERZDMENR. PR3-ANCA DFUNSZRICHDINDE
EREFTHD .

AFEMERERCITEZIHZIRBOONDN. ZOPTMEREHNARKAEBRERIT
EEEDERITIE P UILF —EARSIEM M E K (Churg-Strauss FEEEDNBREEE THD. L
JUF —HEATFEMIMERE P UILF—4HE3(70%). [EZIHE(98%) ZRIEREIRIC. IFEEEkIES
R CESHMERZRE L. AFEBEREZHEDCEETHD. 40-80%NDEEIC ANCA BHEE
520N GPA &EVNZFDZ LN myeloperoxidase(MPO)-ANCA TH D, BHRZI(d GPA SLEET
DESBE(FDIZVD, BFRIC pauci-immune BUDIEIEMF BIAF AT R ERIA S S ORIRDEIIR SR
HRABREZITD 49 2.0,
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6) TTRYA VEIREE

INBEMEREE (BFE I TR51 > (Epstein) fEIREE
INBIEEEE &K B Epstein syndrome
(¥ 2]

Epstein fEfREE(S, Fechtner [EIREI & E BISETHDE Y, BEDEHEE, EXMIVMROEIRERHD
MIVRBMED=HES T DIEREETHYD, Alport FEREEEDBMENS, EEEBEED—D
EESNTUNVD D,  Fechtner FEIREF TIFFENIIKAIC Dohle HEAKDRDSNDDICK LT,
Epstein fEIRE TIIEAKDRD ST EN D 2 CRFERBHZERI SN TETE,

REDWKD, SEEIEFE 22ql1-ql3 ICHFEET D ENHRE SN non-muscle myosin heavy
chain type TANNMMHC-TA)ZDJ— R MYH9 ERFHARLEZENTE,
CDEEFRFEXRMIMRERS D MIVRIBIMEZHLBRIREINE I D Epstein fEEEf, Fechtner fiE
RBf & & EIC, May-Hegglin %, Sebastian fEIRBIDOEHELF CTEHD. MYHI EEEDDH
May-Hegglin 28 & Sebastian fEREF SRR EKE AKDHEREDENCK > TXRISN, TNH 2
DODERB TIEBERIEERD SNIRNESNTUND,

LEBMFENREBTH D, R TMYHIZRIED 100 RATREDIREND D, Epstein FEIREL S,
SSICBEBICBARZLCVNZDED 2), DERMZFICBARZICVHZDEDOHNEFIET D, AFHTO
FREFHBETE 50 RRULDEFHNFTET D, BREBEBIELRTHO. BNHDNIBRE
[CKDERUEDHDCYH, SBESHIENLTNEDEEZSND,

(EZWT3%]
ERRRNSET DB ¥, BEEDHE, EXMIMROBIRZER S MIVRBIAED 3EICKDEZEHT
5, MYH9 BInFEITIC KD, Epstein fElZEE. May-Hegglin %, Sebastian fEIEEFDIETES
ERINTRETH D, FRBINEARD NMMHC-TA DFOREB/INI—=VICK>THE, LEEOERIZ
aJEETH D,

(BZWTDFSISERDER
2008 £E(C Kopp SOVP 27U AR X ANCHITDERDS MYH9 DERIRD ERIAARBRIATECAE
(FSGO)DFEJEI[CRKE MDD DERS UIZ 2, ZDE. BIRSIIERICHIT D Epstein fEIREF 9
BIZfRHT L. MYH9 D R702 ZEEZ#EHD L. IEEIY ~O—JUICEEUT, Epstein FEIREF TIER
BRiR ERZABRRIC (T2 NMMHC-TA OFEIRMER U TR, HFHIC FSGS Z2 U TV
BITIZDEBDETHEZS CHOLCCEREBRBOFATIHHLUL 9, COTECKD
Epstein [EREFOFEMERIES FSGS THDHEBA5N TS,

Epstein fEIREF 3. BIESE, #iE. GRRO 3 ERO—EIE, ERMIRZEH D M/WRIBIME.
and/or BMIREARDEFET DEDZEE L. Alport FEIRFFEBREREC UTHRASNTERL, RE
Tl3. 11 NMMHC-TA Fi{fZRVC BB CREBNSEH TR MYHI EEEDHRIERZ
BRAEZ O TUND 9, EBBANRTREIZ Y VEHEBMRBERICUFAMICEET S0\ MYHI
EBAERNIKTIE May-Giemsa 2B(CTHESN DI AR E@RSHERETHRRICEFETD 9,
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