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W fE ORMgsEm TR At [BEdim &, <
VAR EH [BEAFH ] b7 7 —< st
[BE2A2r i 4])

IgA MER (IgA vasculitis, 1gAV)

EECHEF

1L 5% 25 @ FE B 5 $1 T H % Chapel Hill 45 1 2012
(CHCC2012) T, Henoch-Schénlein 285K (2>>T7
FT7 477 M FEBR) LI TV BN
IgA M %L L TRABAEE S /2, CHCC2012 T,
[TgA ME %L, AME (FISEMME, MR, AE)
k) %2423 IgAl BALORELEL AT HIMER. L
LI EHbEZRL, K BEiEEZBIT. IgA
BE & AT OO0 WARERAE RAVE E T I v
LEFRI N

A T DI IgA Eifil, IgA B AR OLF
16, IgA ECHUE BumE MYz &) off
TRENS IgA DBETHH0EBEGHERKEEZ O
TWhb, I - kT o IgA 727 5 AD 1gAl 751
by UHORHE DRI N Tw L. IgA M %%
FHET HHATERE LT, EImMEs ek &g, <
4377 A=Wk, BEFR7AIVA, EBYA LA
A M ATaIA VA, K, 77/ I94NVA, &b
PVAET ANV A BLI 7 BN X BIEGIEN M ST W
5. F7:, BURER O], EHTLVF—, HUf
EDHFER E VoG dH D, oo, MK, VA
VA, e Ll IgA A 2580 & O AN S
TWwh. 29 LFUERIIC L - C, WtkeZ 0P
DY) ¥SKHMR TR A [gAl PURDMES LD L\ )
DD 5.

=¥

IgA IR, MR U~TEPE—=2) 1I2£<, B
X121 18T, &L L, HiTh v, A TgA
MAE OB IZ /N IgA ME LD 1/5~1/10 & v
B, BHRERIE L, BEOBEENL V. /MRS
B X MRS FE 2 b 2 v 295 (100%), B HR -
BIf 25 (60~75%), {HALEREIR (50~65%), &% (20
~55%) DFIERDVMARIZ, SFSFORETHI
T 5. HALRHERIZEEO MBLIENC BT 5 2 L8
MicTldze< (14~36%), AIEOBM R ENR T &
ANEBRHEFMDBIITSNE 2L b H LD THEET .

RERR
M/MEELIIER, 7o bar© U, #5 ha >
KT T AF VI 7% EORRESRIZIET TH 5. A
WIS TgA 23 40% 205 60% T L5354, &R,
MBR (BEREER, WHRRY), JRIGE CTHRIMERZE, Wk
FIAE, ARILERFIA: O MBLZ 3260 . IfL%E 45 XTI A7
&, 747 rorEl RERK su2) )
WCEBT 2225, 74 7Y YRERTF L BIFIEN
%. ZOEZREAZ, ILMEERREEEBETOT7 147
VrMorzaAy vy RRHEL, KElk7 47 VB
ZORG, EEGBABIRERE, RO T HERH 6
<. IgA M %A S RKEIMAH 5 &, M4 XN
FOHBE SN, ZORTANES 5. 1o T, IM%EEE XIII
IS, BRI ERE 2RI SR E & 5. Bt
BRI PR (antineutrophil cytoplasmic anti-
body, ANCA) x&EMETH 5.

FZRETER

BEIEREIRIE, TgA M4 25 Chie b EEAL S N5 ERIRAT
RThb. BREDE palpable purpura & FFEN 5
BRI, 1ZE A LD TIRICZ ST 5. Palpable purpura
X, fih# (palpation) TX 5% (able) BREXRY) Lo
TERBETH L. HEE T, RIS X o THEEBEHR
HEDSMEESIL L TB Y, “palpable” 2BV 727\w. F 72
BPE AR IS, Wi b L7cEe 2 HIiH L, i
AT AHZ LS X< HA. Palpable purpura 12 L
T, BB, KB KE, BEBEREND L. MFLOK
FEDSHR &, AKIEHNMAENS, FRRZICKIEDRRATYS
A, BEIEEEZIEET 5. HTOEEZ &AM flE
75, palpable purpura 2S8RICES] S 2 7 7 A IV
RERIT.

B AR 0 B2 AR ERT A, B b R S AR o
B (MEBEDT 4+ 7)) 4 FEW, BEZE&D L
BRI, ARMERELY) 25, 7272, oL
DIME L, MEREAE 2D T 4 T /4 FikEz R
FTEFIZT7107) /4 FERFE- S ET, B
7 ©E ORI ERBEGATH 0720, BRI A IERRE R
M4 4% (leukocytoclastic vasculitis) EFFIZNS Z &
BdHb. S5, HOHUAEEEET, 2 oErkinsE
KA U T B FALC—3 L T N ATIE A & i
BEICIGA Db % A DT ETHREZSH IS, L
L. 2006 4@ EULAR/PreS |2 & /NI 9555 2k
HTUE, /NE IgA A 9813 BOBHURE T Jds 7 <
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THBWTE 5. ARIME RO T IgA M %13 90%
Db &, ho/MMUME£OWREEIZE A LBy
TorkEZ oD, FRICHLT, A IgA M5 %
&, ANCA BI#iiE s, 2747 a 7Y vtk i
9%, KW A MERBE RS 55, SRS RRINE 72 & &
DEHIHALZETH 5 OT, HOLPUREEEDSTO IgA ik
EN, LWHOF AL AR IN TV,

IgA ME KDL, HERHRUEFR LTINS, &
JEREAR LB, #9 1 A HREE IR 1R R I % 4540 X
N, KO ZELwv, L EIC, AMETHRIRIRE
KR 7 U —VREHEHIBOONE. b, IgA FiE
&, il 412 X % palpable purpura 7 & O JE IR,
THALZHE IR B IR 72 & DO EAMEIRZ DR\ T &
TIgAMEREXP SN TS, T, EROHRIER %
AL TgA MAE 2L L TgA BHRE (& 388 D 1092 A 1 76 e
e, IgA v ¥ Vo O M AT BMiA =2 A L7z
PEGHIVE oAl 2RO TR, TH DI s
72",

IgA M DB ROEIWRA I, EARREKXH >~
7 L FURORELE MBI SR D, WK DHET
L L BIT, REMKROBIMEEMIME K E W2 5 A%
MM S NS, & 612, MR O Ml sHE e
FRAMEPE S A AAAEIE,  Z U ORI R BRAR R e~
FD. ) LIBHmBEMER A2 2 RB I
7eons, ER/NEEEHUIZESE (ISKDC) 12 & 5 i
ESGHTH 5. BREEOBMNERDATH S Grade
IABIECED, BEARBREX Y X7 AFIOMI R
G, CEAAR, 2L C, BEERGEMREREE L TH S
Grade VI £ TE&, 6 BUI/HL TW A, /ANAEFENRO
DETED LD, IRSHABITHHHIN TS, i
JEHURIER L, BRERIR A & F 0 A gl e R L
L7z IgAkETH 5.

R EESAEIR & BEEREIR
HALZHEIRE, BB RE D MMAE 5 R § 2 I, i
X, WEHZEFRA, T, MAE, Mtk T A TS, B
JERER EAIZRIRINCR S ), BEEETREET 5 2
Ebd s, MMHMBIL, BT, WS THLE
DIAER MM Z S 2. BIEERIE, BEREIRDH
Bz iz, ZORMERE LTALNS Z LW
V. BRBEES, EBIENICEIRZTRR, BIETROREIRE 2
TAHIELDHAH.H /3 TIITHME, HHHbRING.

Fig

AR IgA MEFRTIE, BREZEBRIATOMERIZL A
AUWICTERT 5 2 &%\, BEOGHEFIIZEC
k5L, ERE2/3 DEMIHRET, 1/31&4 A
PNIZA R L d 1 RIHEET 2205 fOEIR X )
FETH %W, N TgA M KO BHTIEFFIC LD,
FEREAEHS (4 DL L), BVIEEER, 12 APk
B3 B SRBE, MAEHS XU PG HEACT, s XIII
WFHEFeHEE, AT a4 Fia#L 2072 ERE, w
TNHFRIBIEDERKTFTH 2 Z LAVRES N,
VNT =V REFNRIRRED 5, TgA M D FREIRIC
A RGBRAD 7Tk a— AR I T IgA
& %&ZWitEO 1 AMUNT, RREL TS 5. K
ML D REA+1 U E2ED, T7a—F v —F
Wahns. REARETHNE, 28, 14H, 27
H, 37 H, 47 H, 6 7 HoEMMME, REHIER
THHE, 1HH, 37H, 67O iitT
T 5. MAANEICIE, ME, JREAEC X ZREm, K
TVNT IV LT F= v, BEMEEIER, R
WX BIMET VT I Y, GFR GREMAIMEE) 2531
LNTW5.

BN IgA M55 %id, /NE IgA i e gL <, &
REFRRE LR T, POoEEIT 2HHHE SN T
Wb, A IgA A %% 250 Bl 2 — Mifge ¢,
32%0%4 H AUNICEREA 2L 2L, T 1484 T
Bt OB R T 32% I IS, 209 5 11%
BRI OEARE, 27% 05 7w LEEBE A2
FEoz A IgA M RICHET 5 0W g T,
JOEER 2 B 2 CILFEPHIC /04§ B3R BE, IRl D &SI
FEE, BAS O SIERT AT RO PN T & LTHET
Sy,

[gA B RO FHRITIERICRL T, £ DE (B
80%), HAHMDRME 72X ) BOAM CHAREMR T 5.
FELCHFIT 1% AN (BRIl KB L) Th 5.
10~20% 2 FHFEA S, AERORME THRFET 5 K]
bEEIZ GRAIN) BHoNhb.

11) Jennette JC, Falk R], Bacon PA, et al: 2012 revised
International Chapel Hill Consensus Conference Nomen-
clature of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.

12) Suzuki H, Yasutake ], Makita Y, et al: IgA nephropathy
and IgA vasculitis with nephritis have a shared feature
involving galactose-deficient IgAl-oriented pathogene-
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sis, Kidney Int. 2018; 93: 700-705.

13) Chang WL, Yang YH, Wang LC, et al: Renal manifesta-
tions in Henoch-Schoénlein purpura: a 10-year clinical
study, Pediatr Nephrol, 2005; 20: 1269-1272.

14) Trapani S, Micheli A, Grisolia F, et al: Henoch Schonlein
purpura in childhood: epidemiological and clinical analy-
sis of 150 cases over a b-year period and review of liter-
ature, Semin Arthritis Rheum, 2005; 35: 143-153.

15) Kaku Y, Nohara K, Honda S: Renal involvement in
Henoch-Schonlein purpura: A multivariate analysis of
prognostic factors, Kidney Int, 1998; 53: 1755-1759.

16) Sano H, Izumida M, Shimizu H, Ogawa Y: Risk factors of
renal involvement and significant proteinuria in Henoch-
Schonlein purpura, Eur J Pediatr, 2002; 161: 196-201.

17) Watson L, Richardson AR, Holt RC, et al: Henoch Schon-
lein purpura—a 5-year review and proposed pathway.
Henoch Schonlein purpura—a 5-year review and pro-
posed pathway, PLoS One, 2012; 7: e29512.

18) Pillebout E, Thervet E, Hill G, et al: Henoch-Schonlein
purpura in adults: outcome and prognostic factors, ] Am
Soc Nephrol, 2002; 13: 1271-1278.

19) Trancrede-Bohin E, Ochonisky S, Vignon-Pennamen
MD, et al. Schonlein-Henoch purpura in adult patients,
Arch Dermatol, 1997; 133: 438-442.

SZERARFEDZER

IgA MAE 7813, B, Bh&, (AL 2 LaBlEes o I
HERrrimEl, SFSILAMELZELLEETDH
5. LT, KAELF O quality of life (QOL) 12k X
GRBEG 25, o T, WBHEMGTT 5 2 LIZEIR
FHEELRETSH 5.

FhvaanFag r (GC) &, IgA M4 REERT
DRI RS, BRI TRERS %5, GCD
WRAT T THRZBIMHEE OB H»ITOITE Y, B
DL R BHEFTHSD. LaL, GCITIds B
I LoEGoEE -5 L) 2EIERR, MR
BT EREL X TWREESH 5720, @
PIRRARD 5N 5. IgA MAFRDOBEFAER, %,
THALEREIR T GC DA DR 72 5 20, GCIZ & 5 &G
SEQOBER TS OWTHNT5H 2 Lid, HEHELM
BTH 5.

YruaRA7 73K (CY) &, HIEDME JIEMR
I LT BMICHWL N TWEEATHL. D7
W, IgA IMERICBVTDH, GC % &OFHIIKPUE
OISO N GERH A, LaL, CYIZiE
GG I LOEMOfEEE 725 L) ZRIEMA
HY, F R RRAEE O I T IR R T B R
EHHY, WULMEHITRDOON L. IgA MAFLDK
JEREAR, R, HALERERTHHMES R R S 2, CY

W& B BGYEDOHED AR EIELLD 50, LI
DVWTHTT A LIE, EELMETHS.

77U MO LD

[TgAMELEDOZVaaVvFasf FES5IoT77 M
L& UTEMREIR, HALEREIR, B BIAYEE HIT
7o, F7z, NEBITIZA T T4 MR KRR E
MEEE R Z0THENML. [TgAlE R 7 Vvaan
FaAf N2y 7uarsX 773 Ml o7 b hak
LT, BEREIR, HLEREIR, B BAYEL HIT7-

U ZA)IIAF 3w (Clinical ques-
tion ; CQ)

HEBREETH 2HEFICH L TCQAMER S
72, 7 M AZOWTIEEEESHET S, EIRS
N7 M2 %EEFD7PICO BSikEshsz. TFo
CQ ZEM L 7=
CQL-1: IgA M RO EZFICH LT/ VaanFad
PG #4T) NED?

CQ1-2 : IgA MEFRDBFZIZ T VI I NF a4 NI
ATCY27UurA77IFOEG2TIRE
v/

VATITa4vILE1—
pvgINEES

HABZ E A2 R S %% - MAEREZRTA 8T
A VRERBSNICKE SNSRIV F— 218D,
CQ, PICO, OUTCOME (BTG dHEZEM 1 79 DHEK
ARCT L OXNGR LD, 46 DEEIZZDHTOK
BpdHb) PREL (R CQL1 CQI-2 HERFK
).

HAR R AR S IME % - MEREBHRETA K
A VHRETHAWNICHE S Nz@mscit 7 — 2%, G
I EB O RLEHS 72 CQEIZF—7 — F &%
EL, MEZIT)TFT—FRXR=AL LT, KEEV[ES
[XIEEfFE (National Library of Medicine ; NLM) O [% 37
AR ~ % — (National Center for Biotech-
nology Information : NCBI) 2%&#3 % Pub Med,
Cochrane LG 2335¢ 3% Cochrane Library, [&
RIS TAT MR T R L ERE 2 AU L
7z, RISWBFE X 2R (R CQL-1-CQl-2 K%
).
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202042 A F TICHET—F R=RAIZEHFIN TV
SCHRZE D &ACHI S SCERICH LT, SRR 2 ) —
=Y, AFZTFYTA, LT AOBOH%,
HAEz J§ FE24 43 B2 L5 9% - MAEBEEZHRETA K I 4
VREZRHAEWICHREINEY AT T4 v L
Ca—F—Ahfioiz. LAZ V) —=r 7 TiE, &
WY 5 XBOWIET A Vi, 5 ¥ % 2Ll
(Randomized controlled trial s RCT) 723X % 7
VY AIZET A E L, % CQ TR 2 kA %
WA IR — MBI A U b BT L7 —k
A7 N—==v7L LT, A MVRTTANT 7 Mh
5PICOICAHL VL DEBRILL, BRIV SR Aho
T2XHRICDOWT KA Z ) == v 7 LT, SCBARL
R L CPICO AT 200 2A L. AHD
HR O S, —KAZ ) == 71 ki L1
ZTIT, ZRAZ ) ==y 7 1 SRS L 2 44—
LTI o 72 SCHIRNIC B § 2 R A B L 2 Wif,
2 DTN L7z

HESEAE R B R (TgA)*
# CQl-1-CQl-2 HERHKRHE

# CQI-1-CQl2 #FEX
* HARRERFASHP O [H4 FF4 » - 58] X—=TY %K)

TES Y ZADMER DT

VAFRTA v 2L 2= BWAA B A R
O EBAEHERE R, TdH H GRADE (Grading of Recom-
mendations, Assessment, Development and Evalua-
tion) Working Group ®FIZFHIM I - 72202, A&
BROFRIED72DODRA Y T F Y ¥ ATHWIZG@ LI
FHLCTYATYT 4 v 7 LEa—F—24 2 40:Hl#H
D& CQDET 7 b A AT 5 YT v ADOMEFEN
ZEHMIEi L7z, 7 ¥ & ACHEGERER I B3 2 ST O F i
WKBWTEIZ V= F2TF2HENT DL [N T
AP A7 (risk of bias) | [ FF—EE (inconsistency) |
[JEE M, (indirectness) | [ASHfE X (imprecision) |
[HR N4 7 A (publication bias) ] %, #IZHFZEICH
FTHUBIZOVTIEINBIIMZ T L= FZ EF5
e PUGBIFR - BRIREGASHE - RO KRE SITOVWTD
L7z, T 7Ty AORERIEITY A LT EIC
high (%), moderate (H1), low (fX), very low (JE
W) QAT V=T 7Lz, T2 A
DZBFHA XY M, ARIEEM, TET Y ADR
FEWFZ, TEF AT T7 74 VST L THESR

PEUC A L 72.

HERODIER

VATRTA v VEa—F =41, TS
T 7 7 4 )V%} &2 Evidence to Decision (EtD) 7 —
TIWVELER L7z, EtD 7—7VIZiX, TE7 ¥ ADff
FE, ABEEORE S ENT VA, BEOMIER &
i, R (IAMRY V=A% L) OFED RS
NTBY, NANVF—41F, ERKETT M HLICHEL
TENS ZAWITE 2 CHRO F L RS 2 gue
L7z, $72, % CQ THMEASNZERLTY MH LD
IUET Y AOMFEEEZBEFT 2T, 77 b A2#ICH
T5IET Y AOMFEMN & YoE L7z, VR S N7z
WEIZDWT, 7SRV F— A ORI BRI X 2 3% 5A%T
bz 1 HOEFETHEO HEICEL CIEGE
MWERONTD, HRXOLE, WHOMBTFHIIOW
T, BHABDH 72, ZNO0ERE L IR RS
IEL, 2HHOEEEZRET, NANVF—2EZHEIP LK
BBl 301, EEEZEICHLT, A—IVaiE
ATV, RRERICH LT, REAEED KBRS
7z.

20) GRADE working oup. https://www.gradeworkinggroup.
org/

21) Minds B 7 4 94 VE i~ =27 VB RE &
Minds B#EH A K4 AER~ =2 7V 2020 ver.30 2
WM EEN  HARE R RE ST R
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CQ DEDFESD
CQ1-1:IgA MERNDEEICH)LOT)LFIA ROBESETOIRED?
- I, IVEF U AD
e HEIEDIR X eI
TIEO R EER, WILEHER, BREZMED [gA MELOEEI, Fvaa)l DN 1K
F a4 OG5 EITH) T L 2RET 5. -

CQ1-2: IgAMERDFEICTIVIATIFIA RICMATY 70K T 7 S ROBSZETINED ?

IVYTVAD
3% ER
42 HesEoms sl
N aanF a4 FOFMRATHTHEED IgA MERDOEFI, Zvaanw ggus e LA
FaAL FIEMATY 2 0RRT 7 3 FOBEA(FH = L 2IRET 5" - 118

FEREOFRICY 70877 I FBEHEOHE IV, BRICHLTIMBOBESA 4 058 % L35 (Fiio [HET 14
DBWIHA K4 Y EORI] 2Z2H).

1 IgA MEXDBEL I XV DER

* 1 KREAEROEER, [LEEEICKSEBIER, METREERZEMT DEBER, BDIRUFIEJ DREIER, B - iR
A - AMERIERZ D EAERZ Y. BEsEROEEF, BORTER - Mk - B - T/ - ME - miE ™, mEKICE
AT DM - 277 - 185 - BERZERYT. BROFEE. BWANICERT7O—-CERE. fHindosESAKR SIE ETHDE
HKAEE T ZR0 256, HEFPNICEFFREDIENZVES (B N\EBHERITZIL (ISKDC) DEAEESFE T Grade llb L)
ZRY.

*2 EEOBRICVIOMRATFZIR (CY) MEALDIETVRIFEV (BET DMODZEAA FSA VEZSHR)

-BRED (=) (& IgA MEXDZK - [HaEEs - MEHIDEE LB a b LUOBHRBNGED BN CH o HEa 2R g
CSRARRED (=), Epoms (0D & #EEXTRRUICEREARCEZTORBEEZRI

CRIRRED () &, ZOMDBEEZERY

BETHL B
GO

B AR
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CQ1-1 DieER L7

CQ1-1: IgAMEBERDOFBFICTILITIFIA ROBESETINEN?

- I, IVYTFVAD
2T HETEDHR X e
EIE DR ERER, HALEEIR, BREZMED [gA MEROBHIZ, Fvaan ggus 5
Fa4 oG E21TH) L 2RET 5. -

H=R

FrvaalFaf r (GC) i, IgA M RISH LT
BE CIE LR IZ AP, BE TR RS- 50E
WS EOEAM b TB Y, HEROREBEL 25
FHITHAH., L L, GCIITH Gz i3 Lotk
DfaEE 7256 LI EIEAR, MRIZBVWTIIKE
BEEZD| &R WD D 5 720, W) 2 i ASK
HHNL, EHIT, IgA MFROBFIER, HILHE
R BERTGCCOFMUSRR L.

@R (TEF VY RADER)

Pub Med, Cochrane library, EZFHyeizin S L
WRER L CFS & 72 3ChkiE 880 Rk CTd - 72. RCT T
RV EOHB S 867 LKA S, —kA S
V==V 7 TRHENZ-DIF I3 TH 72, &6
12, D BNTz PICO DIEHEZ i 72 S 70\ 9 STk AR
grsih, ZRAZ ) == v 7 TRIIE N0 4 Sk
Tho7z.

Huber 513%, 1996 42> 5 2000 4 F T2 H F % 1 i
BT, BREDS 7T HUWIZ IgA &R E BRI Nz 2
~15BMOBEEBE L. 7L F=va Y26 (OF
W5 %), 77 R 196 CFYER61%). 7
LF=vuar i SV F=vnur2mg/kg % 7HIH
B5L, ko 7HBETHE 8~9 HHIX75%, 10~11
HHIZ50%, 12~14 HHIE25%) L, €o%pikL
7z BRI 14ER. 7L M=y o VBT, 83
OMBPME 27T LR BEL LB L CEME L (p=
0. L»L1AHBEOERBIMBELSKIZZEDOHD
FRBELLT SRR - 72 BRTIE, MR,
EAROMHBYS, 7L F=vary#cr R Ll
KL TAhLb»ol (p=01). HALZREIR, Wb, WHE
fE, HLEZILR L, M CHBELRAR I Rh o7,
F 7z, BERBELSEIE, L =V e B N7 I,
ARTE L R L CHIM A L7 (p=0.1).

Ronkainen 5*13, 1999 4E7>5 2005 4FE £ TIZ7 4 ¥
5 v N4 RSk & 10 Hisois e T IgA 155 25 & 2
ENZZ6EUTOREEZEHR L. 7L F=vna Vi
84 (CF¥H68i%), 7ILAREESTH. 7L F=vn
U, 1mg/kg/H% 2HEBMNRL, ko 1HERKT
05 mg/kg/H, ¥ 5121 HEMT05 meg/kg k@ H AR
L, ZoOthFik L7z BIgHEIZ6 » A, FiE L7
BRIE, TV N vurRGRST 7 e RS ) UG
Ao 72, HALBHERIGEHM A 2 7 % 8 LI
sh, $528%, TV RV YENERICT I
REEE KL CYELR (p=0029). F7-, B D
FHIiA 2 7 ik LItk S h, 5 2%, SV k=
VU UYHEPEEICT TR R L CEELE (o
=0.030).

Jauhola 5%1%, 1999 425 2005 FTH 714 ~» 5
Y FIZBWT, IgA MR EFZH SN2 16T O~
BrBFHLLE TLF=Vu v H8TH, 77 Rl
K. YL F=vu s 7L F=vorI1mgke
% 2HAMNIRL, Ko 2BEETHEL, ZoEPIEL
7. Z0%6 A HE, FEBI% 2 51246~114 4
CF¥774) #%, 7 v — MERT L BERT
&, TV F=vurL 7 I e R ICERE I o
72h3, TgA IS RFEIRERG (ZIRIEAT I 38 - 72 hE &
Ziro TER & L C, BROFREHEIH BITH
otz (v X 36, P=0.022, 95% CI 1.3~100).

Dudley 5% 1%, 2001 4 7> & 2005 4% F T o K [H -
7 —)V X 24 Jiii% T IgA Ifil5E 9% & W S 7z 18 ik DA
TOBREZRBHLE. 7L RV U180 61 (K3
6i%), 77EXREEL06 (F6m). 7L F=vn
Y, L F=vna Yy 2mg/kg/day & 2 BB NAR
L, RD1#MHT1 mg/kg/day ~NRE L, Fokmh
1L L7-. BISHME VER. BIYEORHEIEE, TL
F=vu e 77 R REIEERro7 B, K
JEREIR, WHALEAEIR, BFRTIIMECHEL EAER
RII o T,
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DF, BHI NG o 2@m X D—HTH 5. Weiss
5%, USA 74 57N T7 4 7T O/NBEZ IV —T 95
DA ENT, BB O 7 VvaanFalf Fegixh
7%, persistent renal disease D) A7 5T & H
5, O vaavFas MR (FRiNES D
EHHT) 2T 5, L#EiE L7 Chartapisak 5%
&, ¥ F=—0/NBE TV =T 00X Y ENTT, T
L F=va PRG3RI 2 2 B BIZ L
v, LR R L7z,

NRIF—LBREBLUEHRE

O79 MALERICET D IET Y ADMHER S
ESh?

BERAERIE 1 D0 RCT, #HALEHERIE 2 5D RCT,
BRIT4DOETHORCT, BIIEIX 12O RCT 12X -
TiHMiE N Twz, Lo L, WINDHEHEIEE R, #
S, IR b EkA TH Y, T O EIIHEETH -
7 T, BREREEICOWTHRE S RCT IR
Liehodz, BBRERE, FFEEESCARHET T L —
K& &N, FRORKEETTL—-FT v TS
N, TEFYAORMERE LTIE K] otz
(LgHERIE, JE—BIETI L — &y v Snzas, %)
ROKRESTIZLV—=FT7 v 7EN, TETF Y ADME
PEELTIE MK o/, BFRIGHEEANS T X
FTHY, F-HBUERAEHETI LNy ranhl:
B, MEORKESTIL—=FT7yv7EN, TEFTVA
OREFEMEE LTid T o7 BY9EX, JREE
R ARRET T L— K v ENZZD, EOKE S
TZL—=F7 vy 7&N, TEFVAOfMELEE LT
MK o7z,

@FBMEZDINS VA ESH?

BERIEAR, ALEHEAR, BFAIL, ARl H g
BASEIETHY, CHHOLBIIHETSH - 7.
ZHLHIRIEH-bon, FLF=va iz s
L RBEL B L TRIPICYHR S L EIRBEN
7o, =, BELLBRVEIR TS 2 EGRE R B R
2oV, FL F=vuaryErBEL) 2R %
Moz, —EZ, IgA MAFREFEF TIEAEIT GC TH
527V k=vuri, ELfERITW5S, #IT1G6C
WX ZEIWERBEM TS Y, & 2REORIWER OGP
PP ENLA, FIEREFTOMA GEITGC Ofi)
RIS D, 2L, RORESIEFTEETH L.

PFBEODMELRPEDEESH ?

BHEIZE 5T, GC DRIEH OB S AfifEBIR &
FZIE SO ENH L WEEMEEH A, L L, EAERER
TIE, AR REMEICHETLTY M AABLUZED
HEMEIZOWTIE, B, EREHEE LD ITAEIEN
RIELOX ISR VERDbND. HHAERICEREL K
L, BEOMENBHNIZE, GCHEBMAT LI EIFIE
UHNHDEERD.

@EKROFHE IR FPEFROINS VAR ES
h?

FEIT GC X ZMMiTa b, HAE OB TIXRE A
iz welbns, GCIE, &M% (KEk
SAEMERE, AHITEBIIRIE D%, ZHMEIRYE,
F—RHFEEL L) | IS L TRBEATH 5. 5
2, EAEERITIE, AR EONT Y RIZBWTIE,
FEITGCOMEMEBZLIFFTLLEEZONL. 2
2L, HROREIFSEFSETHL. T, EIGH
LB L72BIC GCHRFITEREZMME T2 L1k
5. 3512, GCITX > THUHEDE L2,
BEIAMIRET L. LaL, EEHFICE EEOW
BRI, BEEREZMINS 52 L1245,

ORDOIL—-F 1T

IgA MAERICKT 5 GCiHHIE, FHEBH, Bigil
W &8 FEFETH Y, RCT SCHRE O MR I R EET
Hotz. LHL, GCHmmiE, Bk, WHbesiEik,
BROETERICLESEL LEARBENT. F
72, GClE—#BHCTIL A SN TV EAITH 5.
GC BIERNE IR, TR S TP - SR REZ S OB
Zuw. ftoT, GCILLk%d2RBEORIEMFHEE
N57%%, EIAEGITONA (B GC D) %%
T5. bbb, HMROKEE, VTV AOMEEME
ZEREL, BWERE DO IgA MFRICH L TGCH
BL, HIROBEIZ [HH], TEF Y ADOMENIZ
[FEHIAR] & L7

BET thDEEEH 1 RS54 EDH

H ARG B 2 & IR A A WA R AE 212§ %
HAIEZETE 2 AR L L 7= A AFZEEEIC X 4 IS JOhE M
HEOBETA KT 4 2 2017 SETIP TIE, 1gA M5 %
OEAGER (RIEIR, BIfig%E, W) 1S LT CG
Y5k, e Ila, TEF U AL C, IgA Il 0
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BHERICH L C CG 513, HidEIla, TEF Y ALNR
VCThoz.

] BB 7 A% & H & (Kidney Disease :
Improving Global Outcome : KDIGO) #' A4 K51 ~
2021 4ERR T, BHIEDIRMED W TgA A SEH S
W LTERETFOZOICZVaanFaf FefiiL
BZWIZERHERELTWDE (ZETFTYALANLVIB). £
72 TIgA M REREO/NBICE L, &AW 3 7 AL
e < Hificid ACE FHESEA ARB Tt 55 2 &, /h
WEHREMEOBHEEZ T AL, 270 —E LN
VOEHAR - GFRIKT - FREEDO&HKEAR (>1¢/H)
AT A A AT 2 &, BEF 22Ep
BEOBREO/NRIZIZZVaanFasf FEEAF
VT RZya SV AREI X 20HEIT) 2L %
LT 5.

SO DO

TWERI 2 A S, AR 2 3%0E 3 5 BRI
EATH)ZERELVEZEZON, 20 L) 2 ERDID,
L lOFERIE GC OFAEEEET 5 DO TIE AR,

FAED R R, THALEER, B ROEFRICH LT
X, DT ORENDH - 7.

3 ETRINQE R TH B

JE PRV S SR AR, MG R0 B 6 15 & TS %
B REREIR, #E 0 K UFEIES B B R REIR,  BHSIR - A
I - AR R IR 2 5 B EIR
- HALZHEIR O FEAE 1,

M0 BRI - A - MR - R - U - i O,
I S A2 3 % i - 4L - SR - BEgk
- BROESEIZL,

BRPRIGI I3 A 7 u — B, Fibi 3 % B &R,
L, HEATYEOERERRIN T 2 320 2356, MLk 1Y
I EHEROEIG L WG (ERN R i JE o
(ISKDC) »#HHEES4EC Grade ITIb PL 1)

/N R AT ZE8E (ISKDC) 12 & 2 8B IETF 4

DRRRII L TR

Grade I f/NEAL

Grade II A H ¥ ¥ L HEHHD A
Grade I a) 3K, b) O F AMEA ¥ ¥ 25400,
A HARTE <50 %

Grade IV a) Huik, b) OVF AMEA ¥ L HiH,
A HARTERK 50~75%

Grade V a) HK, b) OVF AMEAT VX7 L HiH,

A >T75%
Grade VI  JREPERFH PR AN 22

RHGERC) A T

- Huber A et al. A randomized, placebo-controlled trial of
prednisone in early Henoch Schonlein purpura. BMC Med.
2004; 2: 7.

+ Ronkainenn ] et al. Early prednisone therapy in Henoch-
Schonlein purpura: a randomized, double-blind, placebo-con-
trolled trial. J Pediatr 2006; 149: 241-247.

-+ Jauhola O et al. Outcome of Henoch-Schonlein purpura 8
years after treatment with a placebo or prednisone at disease
onset. Pediatr Nephrol 2012; 27: 933-939.

- Dudley J et al. Randomised, double-blind, placebo-controlled
trial to determine whether steroids reduce the incidence and
severity of nephropathy in Henoch-Schonlein purpura. Arch
Dis Child 2013; 98: 756-763.

22) Huber A, et al: A randomized, placebo-controlled trial of
prednisone in early Henoch Schonlein purpura, BMC
Med, 2004; 2: 7.

23) Ronkainenn J, et al: Early prednisone therapy in
Henoch-Schonlein purpura: a randomized, double-blind,
placebo-controlled trial, J Pediatr, 2006; 149: 241-247.

24) Jauhola O, et al: Outcome of Henoch-Schénlein purpura
8 years after treatment with a placebo or prednisone at
disease onset, Pediatr Nephrol, 2012; 27: 933-939.

25) Dudley ], et al: Randomised, double-blind, placebo-con-
trolled trial to determine whether steroids reduce the
incidence and severity of nephropathy in Henoch-
Schonlein purpura, Arch Dis Child 2013; 98: 756-763.

26) Weiss PF, Feinstein JA, Luan X, et al: Effects of cortico-

steroid on Henoch-Schonlein purpura: a systematic

review, Pediatrics, 2007; 120: 1079-1087.

Chartapisak W, Opastiraku S, Willis NS, et al: Preven-

tion and treatment of renal disease in Henoch-Schonlein

27

~

purpura: a systematic review, Arch Dis Child, 2009; 94:

132-137.

JEA @A GRVEHE  MAF SIEGRE OB A P74

> (2017 SEEGETHD . 2018; p78-83.

29) Kidney Disease: Improving Global Outcomes (KDIGO)
glomerular diseases work group. Immunoglobulin A
vasculitis (IgAV). KDIGO 2021 Clinical practice guide-
line for the management of glomerular diseases, Kidney
Int, 2021; 100: S115-S127.

28

=

TR B R (TgAV) ™

CQl-1 CHKGEIR7 o —Fx— |

CQl-l 77AN77 b F—=T W

CQl-l VAZNATAF—=T

CQl-l WARZFTNATAY<Y _ 777
CQll T¥FyA7u774Nl
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CQ1-1 Evidence to Decision
* AAREERFEEHP O [H4 F54 7 - 78] =V BH)

CQ1-2 DR L fEEH

CQ1-2: IlgAMERDFEICTIVATNNFIA RICIATY ZO0KRAT 7 S ROBSZETINED ?

IETVAD
I AF ) i
FivaanFaA ]‘@&%%Kﬂ"ﬁfﬁﬁw IgA Eﬂ%%@%%‘n:, ) aan 5%‘4‘ QFHAC,{EE
FI4 FICMATY Z70KRRA7 7 3 FORE2T) 2 & 2%+ 5" - -8

MEROBRICY 70Kk A7 7 3 FOHEMHEOHEFIZ R,
DA N4 VB0 2 2H).

P
B=

Y7uRA7 7 3K (CY) &, EREDIME JIE B
X LT RICHWONTWAEAITHDL. D7
W, IgA MERIZBVWTYH, ZVvaavFaAf F (GC)
% EOBFIHEMEOL G IEHW SN GED D
5. LHL, CY KRB EE2 I LoEmoftiEs
b6 L) BEIWEHZH Y, F 7RV REA: i D 2ok
IR T RED H D, B RHHIKRD 5
N5, CY 25, IgA MERDKLZBERER, HLEEIR,
HRTHBMDSE L Z2H, CY ICX 5 BYEOHED
FRHRLFIEAD D B D, R ETOWTHNTT S 2 &g,
BELGMETH 5.

BB (TET VY ADERN)

Pub Med, Cochrane library, EZFHrdeizin oL
B LTI SN 720k 218 Xk CTH -7z, TV %
LR TIE 2 WEOBH A 5 211 SCHERATRRAL &
N, —RAZV) ==V 7 THRAINLDIZT LT
Holz. I, D OHNIZ PICO OILMEE iz S 7
W6 BRSNS, SRR ) —= Y S TRIS R
DL X TH o7, ZRAZ ) —= v 7 TOR
e LCid, M RICGC+CY NG I Tw D
MRZOFMERL TRV, HIFE5o GC+CY #o
AR AE R L TS0 GC HHBEDRRED R\ b L <
1 GC Bl & OMEHEN R RE PR STV RN
LY 2—TH o> TH KA LHA GC+CY B %
Wo T HRWRETERDYATIYT A v 7 LE2—
WKCTHHESN TR, RETH-o 7.

Pillebout 5*1%, 2002 4E2 5 2005 4E F T2 7 T ¥
A 31 iRk T, B2 LT IgA hh 2 MR L IgA

BRICHLTIIMMOBHEFTA FI4 0 2ELTL (Tido [BE§ 51l

MEREZH S NN (18~84 %) DBRHEEXEHEL
7. A, EIEOMENEE (2, b B OEE) %
b, GC HhRE 29 6 (CF¥4EH 60.7 £ 11.0 %) & GC
+CY # CEHFER 528185 %), ML b, GCH%
Bz, #AFV7LrF=vor (75mg/kg/H) % 3H
WS EEs NIRRTV F=voarz208E 1 mg/
kg/H 1HM, Z0#% 14 H#%IZ04 mg/kg/H, 27
H#12025 mg/kg/HE T L, 6 7 HEF TITH
ILL72. GC+CY #:1E, Tz <, CY 0.6g/m? /¥
VARG % 3HH, 15HHE, 4:EKH, 8HEMHE, 12
FEHE, 16 #E B IZEMPS L7z, open-label trial
ThLLIFEERT, I E2—F—THYRIFL7.

FREMIE 12 4 AT, % lendpoint (6 7 A %),
2endpoint (12 7 At%) HikE S N7z HEHE & H
(bR Z21E, BVAS CaMili S L7z2%, Wik A s
rROBPoTz. 72, BWER, MEs LT F=r
i, eGFR, JR&M, IMJRIE, WM CTHEELLT
Bo 7z, ARG CTREAREII MR L DRE L
Tz, BEMOTF— % & U THIRBIIESR - BALSR,
HREIEG IOV T B MRED AL Ao 72,

ERRRTIX, CY DAt s L <77+
ZU Y (AZA), 337/ —VBETZ =F )V (MMF),
IVYEY, Y uARY) UMEE NS, AZAICH
T, 1T E A ETERBRIERT £E R ELTBY,
IgA MERZDHDOTII RV, BRIREEREN L L
L72AMEBISENDH ), AZA 1~2 mg/kg Dfl
T, BEER~NOBTZHIELAZY. MMF &, #H
fLEHiEIRZ B O [gA M % T, A7uAf Fikhutko 2
FEBIC MMFE 2B L7z & SAHERTH - 722, 11041
D IgA IMAER/NREZ T, 61 PIASTHLEHERE b B,
IH I8 BIIE AT A FIKHMETSH - 72D T MMF 2
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PEHL72E A, MBDAICHELRLY. IV EY
X, S5BIDHA IgA EFRKTT L M=y LT
R L 2GR H 2. Y7 uARY Y TR, ATH
A FHCPUESR B 22 A %D & 3 5 Al if 7 A%
%%,

V77 z=WVANEY (DDS) anveF ik, K
JE R TR S N TV B FREERHETH S, DDS T
IE, 9EDT AT T4 v 7 LY a—% T\, 133
& (26 B1) OWERSIZ WAL, BERER, HALAHE
K BIEERISH LTI H 727 areF T
1, 420 Bl IgA Mg S/NEEFHITB VT, HIEH
12 Bk 11 BAsecst: L 72", BUE, TgA M %% &k
JE M 2B 5% M3t F RCT © A randomized
multicenter study for isolated skin vasculitis (ARA-
MIS) 7%, boiEZ &L LR, EEERZERE LT
i, PN TBY, DDS, ave T, AZA %
HREREL LTWD. Sk, FEEKI N D ARAMIS
OFRERIE, BOBNIET Y A% 5 LS T
5.

e & b ILLEEE 5 XTI -1~ 8345), a7y >~
REFHERGE, MR, R, RER2 5,
U E RVASY/ At || S/ AT

NRIVF—LERZBLUEMETR

O7 9 MLERICEAT D IET Y ADMHERMEE
ES5H7?

T M A THBEEREIR, BRER, g,
BYHEIZDOWT, 1 DD EEMRCT 2AFAEL 72, A
TADY) Ay, FEEE (BHERERL) T/L—F
Ty rE3N, IROKRESHBETHo7. ZET VA
OREFEMEIL [IFFITE] & L7

@FBEZDINSVRAFESH?

GCHEE GC+CY HOMICAHEA IR L, F72EE
ME L TOREEIEICBWTD, WA LD
NG dolz. EERIIBWTIE, IgA MERIEAE
T, GCHFIEPEDYAIC GC+CY 2 ®INS D 2
L3 EHs7zd, GC+CY & GC TIIAGE & EDN
FUAIEEESFETHDL, LEZT

@FBEDMELR PREMEIEESH ?

CY &, Z < OB|ECREMHIZF L L TH S
TWBRHEATHL. £ LT, IgA MERIPHEIET, GC

BHRIEIE OB A, CY IRHZRET LEID b2 L b
Zuv. AW REWEICHT T M ABXIUED
HEVEICOWTIE, B, EEEHEELDIESDE
3hinwkBbnsg.

@EKOHIE IR MPEFEONSVARES
h?

CY (&, wHEESMEO [aimiE s (Mm%
FEMAE 98, 2 FEMAE SVER S IEIE, K512 JE B IR 75,
RFBRERVEZ JE ML S SF I E, Bk 9555) J (20
LTRBERTH A, GC, CY & HITHEATIER V.
L2 L, CY Z#N#%5 Tk  #ifkix 503 Fit & %
DODHHDT, ZTORHIEGEOFIERZH MR
IDARZEST 20D 5. MORIEIHIEED, )
BRI TEX AWZEIE VW &, HA3MB X ORIEH
I 4 DIEBITRZL L Z s, BRARIRIEIBES
CHAAELFFT LD, BEEIZEEETHL, LAl
L7

OROIL—-FT 1T

IgA M5 RKAERET, GCHHitEoS&12, CY
PR MG LD 22 %\, LaL, GCHEE GC
+CY BB FAER, R, HILIERTOH
AR, BEM L L COEYSEIZ BT b MR
WCHBZZ . WMEORKICBWT, FRONT ¥
AEEFEETH S, GCHMTHBHKPINE T GC
MU TOBBPLE LG ER Y, B E RS,
DX HRWT T, CY LIS S il 3 b e fl &
b, 15T, GCIZMZTCY D5 %479 DI,
HEROW X [§5], U7 A0mEEMEI [FEFIC
] & L7

BET DB RS 1 EDE
HATE R S 7% & AR 7 AR B P mAF 22 2B 3
AHAEFEIE 2 AR L U 7= B HAFZEEEIC X 5 A JOhe
HOBBEATA K54 ¥ 2017 LET® Tid, TgA i %
OBHERISH LTAT A B2V A+ aFF—¥ +
CY DT, HdtIla, T¥FYALNLVCTHo
7z =7, BT ISKDC 48 T~ VI ko & &
AEEAE, CY B F 221X IVCY (BHEY 7 1k 2
77 I RV A)+GCIARI TR (iSRS 5 X110,
IEFYALNLVB) LB EhTWAS.

KDIGO #' 4 K54 > 2021 /M T, Sefrk:
FRERRFF R 20 ) TgA A 2618, SEE TR BRI
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KAetE) IgA BHE & AR, ANCA BB 5 0B#EIC
LD, ERRINTHEDS.

SEDORAEDOTTEE

WELN 2> S, AR % %0E T 5 BRI
RIT)ZLBELVWEEZON, ZD L) BERND,
SRORERIE CY OFHEEZBET S5 DDOTIER .

HAED R AR, WLRER, BROEFRICEH LT
&, T OREND - 7-.

- BE IR O EHE L,

JE PRV f 53R RE AR, IE R B 15 & TS %
FERREIR, #E 0 R USSAES 2 KMk, BOfE - MR
- AR AR 2 1 9 Rz R EIR

- HALZHEIR D FEAE 1,

0 S - A - MR - FR - I - i T,

M AR 5 i - 2241 - BgE - Bk
- B ROEREIL,

BRRIICIE A 7 1 — BREBERE, F5hi 3 2 HE R EIR,
I, MEATVEOBBEREICT 2 780 2354, Mk
IR ROEED S W HE (ERN BT 7e It
(ISKDC) A 5346 T Grade IIIb PL 1)

FEIB /N R BRI ZEBE (ISKDC) 12 & % SRBEWIER %
DRI L TR

Grade I /AL

Grade II X 7 A BE5H D A

Grade IIT a) 3R, b) OVF APEA W~ ¥ AH40H,
AR <50%

Grade IV a) HiK, b) OVF AR 7 L3850,
- HARTE R 50~75%

Grade V. a) HIK, b) OVF AMEX > F 7 28858,
AR >75%

Grade VI JEEtE3E AR S b 22

@) A b

- Pillebout E et al. Addition of cyclophosphamide to steroids
provides no benefit compared with steroids alone in treating
adult patients with severe Henoch Schonlein purpura. Kidney
Int. 2010; 78: 495-502

30) Pillebout E, et al: Addition of cyclophosphamide to ste-
roids provides no benefit compared with steroids alone
in treating adult patients with severe Henoch Schonlein
purpura, Kidney Int, 2010; 78: 495-502.

31) Foster BJ, et al: Effective therapy for severe Henoch-

Schonlein purpura nephritis with predonisone and aza-
thioprine: A clinical and histopathologic study, J Pediatr,
2000; 136: 370-375.

32) Gicchino MF, et al: Gastrointestinal HSP successfully
treated with mycophenolate mofetil: Description of 2
case reports, Medicine (Baltimore), 2021; 100: e24093

33) Wang H, et al: Clinical outcome in pediatric refractory
gastrointestinal HSP treated with MMF, Eur | Pediatr,
2020; 179: 1361-1366.

34) Mima A: Efficacy of mizoribine and prednisolone combi-
nation therapy in adult patients with IgA vasculitis,
Rheumatol Int, 2017; 37: 1387-1393.

35) Ronkainen ], Autio-Harmainen H, Nuutinen M: Cyclo-
sporin A for the treatment of severe Henoch-Schonlein
glomerulonephritis, Pediatr Nephrol, 2003; 18: 1138—
1142.

36) Lee KH, et al: Treatment of refractory IgA vasculitis
with dapsone: a systematic review, Clin Exp Pediatr,
2020; 63: 158-163.

37) Ekinci RMK, et al: Clinical manifestations and outcomes

~

of 420 children with Henoch-Schonlein purpura from a
single referral center from Turkey: A three-year experi-
ence, Mod Rheumatol, 2020; 30: 1039-1046.

JEA S EA GRPIEYE A SIERRE OB A F T4

> (2017 4EGETID) . 2018; p78-83.

39) Kidney Disease: Improving Global Outcomes (KDIGO)
glomerular diseases work group. Immunoglobulin A
vasculitis (IgAV). KDIGO 2021 Clinical practice guide-
line for the management of glomerular diseases, Kidney
Int, 2021; 100: S115-S127.

38

=

HEREAE R B R (IgAV)®

CQl2 WHELER7o—F v —F

CQl2 77ANIFZ7 bTr—7T

CQL2 VAINATAT—T)

CQ12 VARIZATNATAY=R) _ 777
CQl2 Z¥FvyA7Fua7r7Al

CQ1-2 Evidence to Decision
* ARBHREEHP O [H4 B4 ¥ - 58] "=V BH)

gUZ5 07V VIMEEEIENR (cryoglobuli-
nemia vasculitis ; CryoVas)

EEEHKT

VA ra7n) s, AR THRE L 37°C BL IS
T 5L WEMT A, MG F 723 mEE s Fh s By
REIOT) Y THDH. TORFEREAZ, BYYE
R HORERE R E0BMTED 7 10— ) 2 B45E R 1
W7 & o BRI OIS PRSI BRI H B L E 2
LbRTwa, 7yt a7y YIfElk, 2V 4 707
Y UAMIERICRE AT 2 IREZ RS, 7047
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Fe g I 5¢ - MAEREEBHAT A N7 4 Y HRERR &

=1 oUxJ07YV0OREEFEE

fid}

®//0—F LB
%R M EBEE .
BFRE~osns 07 ) v miE .

18I /R - Y >/ SAE
2TV TI -T2

TRETIE S B AR

T — UL UREREE

BRI v~ F

< FE#

R DR 2

CRIFT %

AEM VAT DT v IfE B
A I R R

i ERES

RFEIERETHEREE X [ )

Y IBGEERERIEE / /B —F L
yZ A7y v mfE

HREER A
OLLBHSIEE oEIBEE  ABEETRHLHIRESLHY

A

FRANREDEIRE WETEE35MM. SHIEN B8, 2R HAR; 2020, pp.839-41 & Y —#BAE

nE
T//0—F L8

nE

£ s O—FLBEOREAR FU7R-—FIE

° °
.
.
° °
° .
. [ ]
° .
[ .
° .
A
A
A

a7 vIMEPEINYE %% (cryoglobulinemia vasculitis
CryoVas) &, ZUF 2z a7 »Hh/nELeE o i e
THREHEAEEREZ K LA U 5115 % T, 2012 4E Chapel
Hill 758 T REE A AR M KL ERINTw
5%

WHIRE S F IR 3 5 B A O -, 1933 4F
Wintrobe & Buell ©% 518 Hllf O FEF] THed S 7z
DH | T, 1947 4F Lerner & Watson 23¢ D& %
sUF a7 ey L, 1974 4 Brouet 5 2%
GRELZHFBCKY, 20+ 707 VIEE0RES
07 yoru— P FEICG L 3B, EEN
5% bbb, [M: )T HEDOLRVE ) 70—
FNRIET T T v (GBS IgG H IgM) THEK, 11
M)y FEROHBE ) 7 0—F IV IgM EEY
O—F )V IgGDiRA, HIR )< FiGE0H 5K
su—F)NVIgM &RY 7 a—F V7 IgGDORE, Th
. BEOREaT) YRS THRERE NS T E 11T
Begbe, Bz ) F707) riwns).

V) F a7y yGE, B EO A TR (R

B RmBMmicaEshe. Btk 1Ak
ryuara 7)) dER & BHLYEY &k R
REFMARHE R L, REAME Y = — 7 L VIERR,
ML) 7= b=F R, W) T EOBER
R CHEFETA VA (HCV) Rt MUEREY [ IV R
(HIV) 7% EOBRGE % IR B L T5 2 L% v (K
1). HCV 251989 SEIZFs W S T LAk, AREMZ U 4
a7 CEE TN TWi2% L ORERI)S HCV BE
ThaHIEHHPL, BUETIIRREE (REk) 2
F a7 yMIEDIERNEE < 1d vy, HCV IZBEIH
fa%> BAAIC G L, Bz b L < BMifaD ~
O — )b 2 BiG8 & B G U E A 2 R T 5. A S
N7zIgGR) y~Fik 2 A3 5 IgMAHCV O a7
&R Clg EHAE L, MERED Clg ZHEREMEG LT
MASFREZ IS L CIAE £ % S5 5.

bt

RBAEWZ VA 70 7)) YIEREF O HCV KGR I1X
Rk TIE 73% ™, 91%", 30~#9100%" & iy ST
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B, HCV EYH D 35~64%", 19~54%"\2 2V F
a7y ryaRBshizesh, JekRdeik X b Hik
MR TSV L, R 2 iRED K E v, HCV
HWRAMZ VA7 a7 CAfETY S A2 M5 % %R
T DL 2~3%", HCV EGHEHE D H H CryoVas 25&
LN DK 15%7 L EN TV 5.

ERPRAEAR
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. CryoVas 2845 GC+PE &M% Mat L7z,
FED BTz PICO %723 SCHRIZIRH S e h o 72,
TRAZ ) ==y 7 TORSERE LTI, BN S
A7) F a7 CEERES & S g K& R A
ISR EN TV, BIERNERICGC+PERESE £
TVEBZOFMERL TR, YATITA V7
L ¥ a2 —TdH - THHHLEA GC+ PE RO 2 7~
LTwiw, ZRETHoT.

Schwartz 5% @ #t £ L 72 American Society for
Apheresis ® 2016 4 ML IEH BT A K54 T
(&, PE £ 72350 Mg e 2 Bl & 7= 13 lid e &
BtH L7z second-line therapy & L, 2 U427 a7 »
MAEND PE ICEDEWIE T ¥ A 20k 53,
IR AETE ISP REDO LY 7Y 2 209 e 2
H2Tws., ZOXTRENTWS PE 2Ly LiF
727 ¥ ¥ 2MLHEBEERICE§ 5 w3213, De Vita 570
HJE Cryo Vas 59 BIOMFE<T, RTX # (1,000 mg® 18
(212 WY, A GC LR L IERTX B (GC
Hp (WiERAK7L F=Y' Y 1 mg/kg, A7HA K
PV A LGN, THFA T F721E CY (GC B
M), £ PE (GCHFHM) owghd) ol
#fio72. LH»LGC+PE#, GCHOAMETELERL
T\, RIERAEHRE LY RiF727 ¥ 7 2L
ABRICB T A1, Stefanutti 5™ HCV B# 27 1)
F a7 CE 17 BIOWET, Sl (IFN,
peg-IFN, CY, AF V7L F=vur, FL =V
Y, Y 7uRAR) Y, UNEY Y, ANVTFTV) kB
12 B3 5 U 7=t e b ik & 12 PR L7z RE &,
PRI 2 fkfE L 72 BE O IR % 4T > 72, Bz REIR
(BRBE - P2JE s - KOMBIE), RMREIR, B2,
DR R, FRMEE, 204270y ProREIBE
M5 clinical score (2 & ), SREEHNHIE D + RIEWRAS
2T S 7RO SR PIHIFR I & ke L 72 0 A O RE
xS A A B ARME R R L7225, GC + Sl Wi ik
T, GCHOARFZR LT, F72 Montero 57
» HCV B A7 V4 70 7)) & UE O G B
TAHVATITA v 7 L¥a2—TIl& PEIZOWTHE
& N7z 3k Stefanutti 5VOLRKOATH D, PE
+ SRR PN & SO PR R 2 I L, W66
B BB IME % RR 044 (95% CI : 0.05, 4.02),
FKRMRSER RR 2.7 (95% CI: 0.13, 58.24), KAy
i RR 2.7 (95% CI : 0.13, 58.24) & WiRERICZI1X 7%
o7z

Marson 5”13, PE ¥ Z 7213 Mliimm & R L C

1T - 72 CryoVasl59 Bl D% fiiik 2 -~ — M if3EC, PE B
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N7-DX 198, AEZWHEIHSNT-0IT 64 & it
FHL72%, GC+PEMOFMAALFETHY, GCH%
BRE LTV,
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HEE 2 R C & XD 2 B X % JI T & % 5
b L,

OWRDIL—F1 T

GC+PE ML GCHEOHBIZB VT, BRDONT ¥
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BET DtHDEEEHA RS 1 /FDEH
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OB A K54 >~ 2017 LETH™ TlZ, CryoVas IZ
X LT PE XS, “TEF VALV CThHo7.

SEOMAFRDOAFEM
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CryoVas iCBW T 7z U F7ua 7)) Y ELEDEETH
% HCV Oz HE LTETHEE SN L R &S
BB TH L. CRIFREANOBEHICIZIFN, IFN
ey Yo, peglFN, peglIFN &1V NeY
YO, 2WEYL-0b, 2011 AFEEERATY 4
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2014 4EICIXIFN 7 1) — TDAA I X B iRBEDSHRE L 7
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Pub Med, Cochrane library, EEZEdigeEztn s
MR L CE o ki 132 Xk ch b, v F
P—F THOLNIZT LEMA 72, — kA7) —= >
7 TR SN CHRIZ 58 SCHKT, kA7 )V —= 7
DFER, CryoVas R B 4 VW ASEOA % ¥
L7, LN PICO 2723 kX, Montero
BYDYATFITA v 7L a—ZORTRMSH
727 v ¥ 2ACHEBABIC B T 2 SO o FF 7 SCER
T, &TIFNa il X 2EHRTOMETH - 7.

Montero 5™ OHEG LIS TE %2 7 v ¥ ALl
BERB O Z Wz, A CQ TlZ o & FIH
952k E L7 Montero 5™ IFN#E &P A VR
BEE DA ORI L 72, HCOV B A7 ) 4
Fa7y) VMPED Y AT T A v 7 b a—%iitL
72, FORTHREINTV LT Y M HLDH L, KCQ
THRESNZT YT M ATHEET 5 b0, Otk
12 77 B O B8 M4 90028 CRBE, KE RS, £
fl), @ikt 18 # Aol 27 L7 F=fii- 1 H
REARE, OWFEE6 7 AR - 18 # A& O ALT
fiti, TH-o7z. OIZDWT, Dammacco 5™, Misiani
5™, Ferri 5™ W ORI SN THB Y, HFk% 12
71 K¢ O B2 A5 948 2 il A S 72 L L7z (RR
06, 95% CI 036, 1.0). @IZD2WT, Misiani 5™,
Mazzaro S OSSR SN TB Y, H#% 18 7 A
KDl 7 L7 F = MBI ER IR V2R E L dh o
727 ((F¥7 (MD) —30.32 umol/L, 95 % 18 #H X [t
(CD —8059, 19.95), 1 HR&ERRIZ DT I &

72 (MD —198 g/24 h, 95% CI —2.89, —107). ®
WZDWT, EHEG6 7 HERZD W T Ferri 577%,
Mazzaro S¥ OCHEAS, F72iH#% 18 7 HRFIZOWT
Misiani 57, Mazzaro 5* O XEARH SN TE D,
BRL 6 7 HRFOILE ALT MHICIEZR I 2w dh e
Lo 7zh (MD —5.89 U/L, 95% CI —55.77, 43.99),
BWRISH A B OALT I W A X 2 72 (MD
—2828 U/L, 95% CI —48.03, —854). 73, Montero
LPOHEEH DO X ¥ 7 1) ¥ AR Risk of bias sum-
mary 7% &£ T, Ferri &0 3 X3 1 Wf52& LT
FLOTIHi ST 5.

Montero 5™ O T, A SN2 O TR
WORL7ZAR LR EMiE L7292 TbEa—L7:
bOLEZ SN2/, Montero 5™ DO THRM &
N, RYAFYT4 v 2L Ea—TdHMLZ64KD
5 v & MELEGERERICOWT, MEICAZTFY VA
Z4io7z. OICDWT, Ferri 5™ W O#i 1 1d 1%
DOFLEAR <, Misiani 5™ O IEH HRFE O FLIAS
%Mo 72. Dammacco 57 OIEDOAERAT S &,
HHER 12 71 R 0 B2 R IS 28R 22 D IR A 1213 25878
Lotz (VA2 (RR) 035 95% CI10.04, 2.78).
@IZ2>W T, Misiani 5™ O Tld IFNo2a #E25 L
ARV —0HZRY)HLTERLWRLTBY TS
T, 1 HREAHBEDOLRD %5 > 72. Mazzaro H¥ O
WhoAERAT 5 L, BHFZ18 A ARKOMEZ L7
F =M (MD 020 mg/dL, 95% CI —1.37, 1.77), 1
HIR& I (MD —220 g/24 h, 95% CI —546, 1.06)
TEBD L7, @IXDOWT, Ferri 5™ O
(I3 ER 6 7 Ao ALT fEA WML S
TH 5T, Misiani 57 O Tl [FNo2a A H L A
RV F—OAEZWYH L CRRRLTB Y K TE T,
B#E% 18 7 Ao ALT 0t #id % 5> 72, Maz-
zaro LY OME DA ERHT 5 L, HHEK6 I I
(=3300U/L, 95% CI —64.05 —195), 18 /7 HI
(=2500 U/L, 95% CI —54.34, 4.34) & b RN
o7z

C BT RAD DAA IZ X B HFICEAT 2 S/
SCHRE, R DREHROMEE D201, BAEDHELEL X
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e T A > RGBT £ 0 € 517z PICO &
W7z 3 b 0D 7%, WHSINTZLHRIE o 72,
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RYFFIR 72 < EIRIRFEIR O W% & 8 3% S N7z complete
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AR MR (sustained virologic response) (&
BT 1% 12 JAKF 74% TH - 72.

Saadoun 5*ix, VASCUVALDIC 2 study & L C,
HCV B3 CryoVas JEB) 41 Bl 2 K~ — MMfFgE<T, v 7
ATENEFT T 5 AENO 128 F 721% 24 BH O
PEH# G 217 o 72 (5% Kl D%EH T GC+RTX O ffi
HEnBe L72). BRI % < ERRRTEIROUE &
EF &7z complete clinical response (ZIEHERET
rh i 12 38 90.2%, sustained virologic response &
TR T YLl 12 8K 100% TdH o 72, BRI T 1%
12 JARE, SRBE - FEEEBHE 100% TH A, KR RE
YINES 9.5%'((#]95 L 80.1% T L7,

Cacoub 5®1%, VASCUVALDIC 3 study & L T,
HCV B3 CryoVas fER 148 Bl a2k — MR T, v
TATENWERBY, ¥7 7% AN, £/ ELINA
YL 12 8 % 7213 24 MW O PRS- 2175 72 (b
FEBDFEEIZL Y GC - SIS - PE % EIEHLV A
N AT ) . BRI PR 720 < EFRIREIR DU &
EF E N7z complete clinical response (XIEHER T £
12 JIF 726%, sustained virologic response (X iGHEH
T 128K 972% Tdh - 72, YLl 15.3 5 H @ follow-
up WIR#E TRE, 97.2% D%RBE, 915% OEEE, 77.1%
DOMBFREEIHEIR L7, HREFAHED S bk b K
Mol T ATEN+ YN U GRER TR 1258
oe AT f# 62%, follow-up MII#E TR 70%) 12X L,
VT ATEN + L YR ENVBE GRE T 1% 12 5
B 87%, follow-up M THE87%) XA EICAH
®MEDSE - 72 (OR 4.09, 95% CI 1.19, 19.00).

HCV Bd:# CryoVas I2R 35 % DAA O F HM: % #at
L723CHRIE, L oBHROMERD 72012, BAEOHESE
LIZELZ ARG DE R EINTVE DD,
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7z.
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O79 FALEKRICATSIEST Y ADER S
ESH?
HCV B3 Cryo Vas 1239 % IFNa IZ2W T, #&E

ENzTT M AT, RASNTRICEERO D 5 5
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T/ L—F¥ForE&h, TEFYAOMEEE LT
MK &% o7z WERDEALIZOWT, FEDOHEIIR
ENTBYIEEEN T L—FF v &h, "L TR
DYVATRAREMESTH IV —FF 7 v ENT2729

IVEF Y AOMFEEE LTk TIEFWICE] &2, 7
Y A ARKROILYE TV ZAOMFEE [FEFICIL] &
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Por AV AFESRE IFNo 2 5-C, BEREIRTH 55
JBIMERHEDTIEZ WP S ¢/, /2, BLRTHS
—HR&EARZ B S 7. —F, LFELLGWRIR
&L THGE SN ROEALIZE LA IFNa 12 & D 2
#L72. o7, IFNa TidflzE & EDNT v 21T S
FIEED, HEELTOBEFBICRNBES, LEL
7z.
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HCV B:# CryoVas 125 AP0 A WV AT DN
T, MfEEREN - HEIZOWTO) F—F T
RSN hol. 7Y M AR EOREEEYT
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G- T RWZ & ERITEFHORE S5, B3 O
BN - HLICE D IES DX THLUREND 5.
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H5BH. CRIFRAD DAA I X BHEBICHT HHIHH &
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LIIRBRLZMAGDEEEAIN TS HON%L,
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7z. L L, 2020 4 H AN 2 C U907 A
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526.

86) JEAEGHIR GBI AT SRR OB A F T A
> (2017 4FLETIL) . 2018; p83-86.

87) HAWMFESI RS A ¥ I 4 MERERS CRF
RIGHEITA 74 » 2020; p1-137.

HEIRAER BT E R (CryoVas)*

CQ2-5 HLEIR7o—Fx— |

CQ25 77ALIFZ b7T—T7) (6 4KDRCT)
CQ2-5 VAZNATATF—T)I (6 KD RCT)
CQ25 T¥FYyA7u774 )l (6ARDRCT) (HA
B

CQ25 TEFryA7u774)L (Montero 5) (HA
i)

CQ2-5 Evidence to Decision

CQ25 VAIZATNATAYIY - 7537 2%
(FerriC D 3Gl ZEF v AL LTFLHLNT

WDHOMR2HH)
* HARRERFAEHP O [H4 FF 4~ - 58] X—=TY2H)

FRENMES BN - RZREENARA (BZREEYSERTE
SHEBITR) - IVNROIEEMES FEENIRA

fEENEZ HERA (polyarteritis nodosa,
PAN)

EREHF

FEEIMEZ F8 IR 25 1%, 1866 412 Kussmaul & Maier
A3, FRRBINZ 35 CTRENE 2R O B IR FE PH G R o0 LR
%GR8 B HEAE A 2 DIER & A EITEBI IR PR & L
THEL-OFENTH D, 0%, BREFOH DI
RIED D B Z & HAREHITEL FEBIIRIE LIRS X9
X707z MAEROERSETH S Chapel Hill 575
2012 (CHCC 2012) Ti&, [H - /NBhIR OFEFENE M E
KT, REEERD L CIGHNEIIR - BHIME - #
FIR O M 2 2 tED T, PiaFhER#ie ik (anti-
neutrophil cytoplasmic antibody, ANCA) & B#E®D
wERB ] LEFINLY. BEFRYA VA - CHI

JF9ET ANV A% EOBRISEDOFHRBTRM SN DA%, K
oL vwbh s,

ERRIEIA & TRIEFRR

FEE, REWA, Wi, PIER &R SO SiER TR
hE L, (OB, B PAK - ORRERIEE, WPRER, THALER
FEZEDSFSERRELZA LS. HEEKL &
% il 2 ALBER RSB (B TREET), ) X FEERDZ
{, LECHMERE RO L. i, BHH, K5,
%, OtaZEi, FEL2E08HFoN5. ARk,
2, AREIE, CRP Bk 7 & o SE IS H b
4. ANCA 3t Tdh 5.

B REIR o BRI KLU, BLEE T Rg A2 & B2 T IRk o,
BIR GRHBIIRZ> S/NBIIR) (B 28 (M RED
T4 7)) A4 NEW, BEEZSOFRERZE, AR
Kl 2295, BIROW - FHEPAEAREIR GO 5
N5, 8%, BIRRICIERELZRE S,

B2 I A AR AR P (AR I R AR HSERD B g,
TWINKE S & %525, BOLNRFIUE, BT
PoEOL. KEEMOWELZH TSI LT, BBEHk
MG E2 R TE WS 5. ML 5H)
JIR 98 T D % filt i 2 KLBECHE T (R TRSER) &, fillo
TELLIDZMNZIRET, ETOMERZDODLD
ATV B, b B 7 BEAE I A A5 AT B2
FICREIICE 2 DIZEERERTH Y, B EROE T
A& 7 B BOE SR RLIL, WMLV RIED
72 DV HLTY ) 72 ML A5 ARSI S N7\ D T REJF ARl
ANETH5.

WH, FEAEBEEARIZ T 710 VRSN, L
BOBYOYIT A3 Gt ST, FHABEARDEEL T 5.
Kawakami 51, &#IOYHIZIIZ T, deeper sec-
tion ® 50 AL H, 100 8 H, 150 ¥ H (3 uym T#HL L 72
L, 150 um, 300 um, 450 um DEE) OYH %
BINT 5 EICX ), BWIEEEAS N L7z LG L7z,
& 51T deeper section (RYIY) FHIZ, MIHEKRD
W& L AREY 2 A2 T 52 & T, BIEMImMS %
OWMMHENRIVE T 5L Lz, &AOY TGN
BTRIED LN WEE121E, deeper section D1 HE
ZEET L. T UTEMAERIZ 2 A5 2 &8
I L.

Fi&
Guillevin 5™, PHRERFEL LT, 1HI gl
LOREA, REE, OWE BEWE, PR
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BEJE A 4 - MAEREZHRTA ¥ 74 VRERRR

TEDSDEMMB L, o34 LWniaa 545
TERIX12%, 220 EELIHED S TERIT 46% &
W L7

88) Jennette JC, Falk RJ, Bacon PA. et al: 2012 revised
International Chapel Hill Consensus Conference Nomen-
clature of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.

89) Kawakami T, Kimura S, Takeuchi S, et al: Significance
of two skin biopsy performances with consecutive
deeper sections in the differential diagnosis between
cutaneous polyarteritis nodosa and livedo vasculopathy,
Acta Derm Venereol, 2014; 94: 84-5.

90) Guillevin L, Lhote F, Gayraud M, et al: Prognostic fac-

=

tors in polyarteritis nodosa and Churg-Strauss syn-
drome. A prospective study in 342 patients, Medicine
(Baltimore), 1996; 75: 17-28.

SZRAFEDZER

R HPE 2 FEBIR 28 D W0 (FEFA S A A/ TEfHERHG
W) ALY B AEEIYES BEIIR SR R A o
HEROEHHEMERTH Y, EELRERE LT
Fibd, BERRZ (B L), S FRBERLsdH
5. MENIHTCQ LLT, Wik L, $hbb,
FhvaansFaqd F(GC), ¥yrzukA77 3 F(CY),
CY DA o Sz i) e, mMifescife, spygra 7 v,
AW B DA FIVE % [ 9 B &2 AHE LT 7298,
IEFV AL HRL, VATFITA 7L E2—TD
A OCERIEE DS 7: S NN A FiFsZ e e L
7o, BREUFRIC X 2 ZRVERSEIEZ S EIIR %, A
FE S NIAEEEL HBIR P OERE BT 277/
YYFT IF—E¥2 (ADA2) KHEICDWTIE, B
EPRLDZIELIOVREPOBRNATEIEE RS
(BHIBF 9120 9 B & i 4 2 4, ADA2 RIEH T
TNF HEEOHEESHE SN TVS).

KEETE S FEBIIR 251, REBINC X o T HIAERE R KR
MHERZY, FFICRBT 256005 v, HEE)
WR% (B2 RERUAEEITE S FBIIR58) 2ok, 258
LRRY, A DN X o THBES—HTIZ R W
7o, M L72CQEiiFArIELELT.

70 MAL O

[ EITEZ FEEIRIENN L CTHH 2B IEH 575 7 |
DT MALELT, E, W, FEREROUWE
HE - TIEGIHE, B8 - EEERGYE, HRE ST
[z R EIIR I (B2 i RUAG HE 2 SE B R 2) W20 LTHH
BIRBEEH LN I OT I AL ELT, BT, T,

EREROU R, B - WIEAIHE, S - SR
iE, THAZ BT 7.

JUZAJIITAF 3 (Clinical ques-
tion ; CQ)

R EETH 2B LT CQAMER S h
72, T N AL OWTIEEESRE S h, B/IRE
N7 M H A% ED72 PICODRES Nz, LT
CQ ZfEHL L 72,

CQ3-1 : HAE DK HIMEL FEBIR 515§ % BT AR
BT, FVvaalvFaf K+ 270FKA773I R0
PR Vv aanvFaf NEMI D QR ?
CQ3-2 : HHE T2 G EiTE 2 FE B IR 25 D T35 A TG HE
TlL, RENHIZEO LTS ?

CQ3-3 : HIE TR WHKEHMIMEZ FBER I LT/ a
INF AL PR LTS, EoREIHEE O
MR ?

CQ4 : MBIk %E (B RUAS itk FEEIMR %) 10 L
THHGEREID 207

YAFITAvILE1—
RIS

H AR R B2 8 A 4% - MAERREZHREATA FI
A VRERBENICRBEINT—F V7 V=7
F— L% GO REEGER A e R e (HEETER
BBORFZE ) BEETENE 2T 2 AR OR
HivEZ SR E T —F > 7 7V —T1%, EEEREE
POERENZCQIZETVT, F—7—FEEL
SCBRRER 217 o 72, UM ICKS L Tidk EBM H MR
BLUOHEEHEOWII 2172, MEEITIT—5
~N— A% Pub Med, CENTRAL, ER&iJeyiatlfrs
AT B PR YRR 2 R L7z, IR L7230k
MR 2 U7z, BRI 20 R & e L 72, ek
WM 20 4 Tl EEHE 2 W 72 RS0 R WS, LD
OWIMb G E Lz, Tz, ERMEFRARICOWTIE
LW T LN &5, CQ & LTHRAIX
TXLhoT-.

VATFIYTA v 7L 2—3 2% 1T ) FET
HolHWANBOHK PO A7) —= v 7Ol 1 %
TITW, FRIRSNZZBRIZDOWTIE 2 B TR % R
L7z, BAF—BL WA, =280 0B RER 7.
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FRCERHEHEICEH LT, A MV - T TANTZ b
5, PICOICEMNTAARFCHLTCAZ YV —=v 7%
T, B SN o 72 CRRIC O W TR AR 2 MR L
7. 7 v ¥ AL (Randomized controlled
trial : RCT) B3 22 BE L CERB L, BI%n
FITHIRT A WBEONR=AF 4 ¥ F—=F PRI T
WABAIRH L7, LaL, ShoofkiEicigyy
BB 2 WA, EPIERREZRA L. 1
B EEHIAC BRI L 2 WS, IS RYICHGEIT & L
7z.

VR BB F (PAN, CA)*
CQ3-1  SCHkBRER N & SCHkER
CQ3-2  SCHkARERN & SCHKER
CQ3-3  SCHkBRERN & SCHKER

CQ4  THRMEER A & STk EIR

W) ERMER L JEA SRR ) A B TR A BOR AT
et HERRTEINAE RICH T 2 AN PAN 7 —F 0 7 7
V=7

AREE A MW T, B, MHETLHEELET. B, B
DONE %= HERE, HE, CD-ROM Sizn#k, BT 24613, F
W PRt B LB AN THEE T S v,

OIEAS @Rl & HAIER B SBORITsE S Hn
P 251 B3 % AAANFZEPE, 2020, Printed in Japan

* HARBEEBSEHP O [F4 854 7 - 78t ] R—=IBH)

I ET Y ADHEREDFHE

VAFRTA v 2L 2= BWAA B A R
O EBAEHERE R, TdH H GRADE (Grading of Recom-
mendations, Assessment, Development and Evalua-
tion) Working Group ®FHIZFHIMIZAi - 7290, A&
BROFRIED72DODRA Y T F Y ¥ ATHWIZG@ LI
L C2HOFHEENH CQDFT Y M LT
TE T Y AOMEFENEZ A L 72, RCT OFHIiZ BT
X7 V= FZ2TFTTLHERN, $%bb [N4TADY
A 2 (risk of bias) ] [IE—HEM (inconsistency) | [JE
M (indirectness) | [ A5 & (imprecision) | [ H
Wi’x4 7 A (publication bias) | %, BEHFEIZDOWT
FEINHITMA T L—FE& LIFAZEHRIZOWTDH
i L7, TETFT Y ADMEFEMIET I P A AT LI
high (%), moderate (H1), low (fX), very low (JE
W) DABRIC T V=T v L. KT M
DB BA XY ML RHEEME, T Y A OfE
FEWFMiE, TEFY AT 7 7 AT LD THERE
PERUZ R L 7.

B, RCT, BIZHIgE & b ICHRH T BE 2 SCHkA 72

<, GRADE O#EH» W7 CQ 23 - 72 CQ4 T,
% CQIZBES % BLRE SCFI I T BB 2 di 388 20 3 SCASHE B
ERMETH 72720, ERODZETFT VAL NVTD
R & L7 L L, BEBOFEEZ W KLLE
RIS 5 EFHEIIEEI T AL R Lh
5, SEBIEMIIZESE D SER L 72O 7> 20
MEFEMEE IR & L, SHEFEsRL 2 524
sz kL.

1T A 2D LT (RCT DA 7)) ~VI (BM5R
TADER) 1255 s. ERERBIFEIEIIET Y 2LV
Vinb.

HERODIERL
BEBOT—F S I NV—TFE, TEF AT
7 74 W%} &2 Evidence to Decision (EtD) 7—7
VEVEK L7:. EtD 7 —70VI2IE, TEF Y A/
T, FRREEDOKRELEENT VA, BEOMIEB & &
M, BHE (2A R V—2%L) OFHF LRI
TBY, D=—F2 77 NV—FR3EKET7 M 2ICH
LCENSZWURMIICE 2 CTHESR O JF Mk & iR S & i
L7z, F72, HCQ TR SNIZERELT Y M A
DIET Y ADMEFENEZHF 2T, 7Y M A&
M2 F v AOMELEZIE L. RSk
RNFIZOWT, 4207 —=F v 7 7V — 7O/ A
WX B EENTbNIz. 1 HOHZECHERO Ik
WKL CTIIEEME LN, HRXOLE, Wto
EFHPIHIZOWT, BH D72, Thoogizd
LB T—F V=73 BIEL, 2HH
DEFEERETTRCOMBEEAD S KB E /. Z D1k,
SEBEIR KOS % w72 S ERE TR E~O A
YE Y =%V, WEERE L.

91) GRADE working oup. https://www.gradeworkinggroup.
org/

92) Minds Z# 7 A4 NI 4 VMER~ =27 VHEZTAS
Minds ZHEFT A F T4 AMEH~ =2 7 )V 2020 ver30 &
£ 13:0N i b=y N S NV A3 A e
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BER M 9% - MAFFEEZRAA N7 4 V3

CQREEFTED
CQ3-1 : EEDMFEIMSEIIKRICH T IERENGECIE, JILIJWFIA R+ 00KRAT7EIR
DOHFHAIZZIVITF I« REHMEKDBERAD?
e . IVFUAD
3 HeIEmR S et
EAE OAEFINEL ISR A0S § 5 SRS ABHE TIX, Vv aalFaAf i
I G, FVvaanFaf F+EEY 7082773 VAT RO Y g5 FEH K

JURAT 7 I FERETLH.
%1 HE & 1%, 1996 FFS (Five factor score) =1, $4&bbiiEs L 7 F = ViEE>158 mg/dL, 1 HIREARE>1 g HIEDOHILER
l

7 (M, Z2qL, MEZE, BEEK), OB, HIRMERE, ©9 b 1o AW TEMN LY. 727210, 1996 FFS 13 5 AFAAESRICH
WS BHFTH D720, 1996 FFS=0TH-> THEIELHW SN ) aRLdH 2 2 LpEEN 5.

CQ3-2 : EETHVEEIMZRBIROBHENGETIE, RENGREROHAAED ?

i i IEFVAD
He3E HERRDHS T
TRV RS RBIRROTEMEEAGHTIE, ZvaavFaf F+7 -
GEI FEH AR

PFF YLDV aanFaf FHMAI—RET 5.

%2 HIETHRWEIX, 1996 FFS (Five factor score) =0, J &b biliEZ L7 F = VikE>158 mg/dL, 1 HREHE>1 g EREDH
IR 2, OWI R b S VWERZIRT. 72721, 1996 FFS 13 5 4E4EfF5

Lz (i, 224l BIgE, BEYE), (DWZ,
WCBHET 2K Tdh L7290, 1996 FES=0TdhH o> THEE L HIMT SN ) 2MMEHEL L H L I LB ESN L.

CQ3-3 : EETIHFVEEMEZREIRK(CX LTI ILIDILF IA RO UBEWVES, EOREINHEIZFED

HEADERD?
- o IEFVAD
X% HEIRORE W
HERETHR WML EERZICT LTIV aanF a4 FEMIC X 5 EHE
BRI I

BAGEDPIEA T OWE, BHEY 70 R A7 7 I K2V AE 27T 4
TS EZNVAANF I, FIEMPEHTA 2 L 2 RET 5.

%2 WIETHRWEIE, 1996 FFS (Five factor score) =0, § &b biliEZ L7 F = ViEE>158 mg/dL, 1 HREHE>]1 g, EREDH
LR (M, ZR9L, AZE, R, OIRZ, PIMENE, owdhdmiz S 2WER RS, 72720, 1996 FFS 13 5 4E4ELF5E
WCHHET 2R TH L7720, 1996 FFS=0 TH-o THEIEL W SN ) 2ERELDH L 2 LB I NS

*3 0 OBIAEIC NUDTI15 @2 Mg 217w, RAlo#EL2HE+5 2 L
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BERIMAE 5% - MAERELIRATA N T4 > 028—gA i, 7)) 47 a7 ) Y MErEmE 58, #EkLEEIRgE, U N FRIEEORROFS 1S 2023—

=R

M4 EEESFEBIIRRDEEL Y X DER

* 1 BfECIE, 1996 FFS2 1, 3bhBMEI U7 FZViRE>1.58 mg/dL, 1 HIREHE>1 8. BREDHLERZE (B
Bl BE X)), DFRZE PRERREOVINHEECIENZET. 22U, COERDICEEESHIEN D DIEERE
BHD.

*2 ! HEERTRELFRE, REERDEEMED U FEECHDIEZRT.

*3 1 YT TUVORERIC NUDT 15 B FEIREZ{TL), AEIOBRZEHIT L.

*4 0 RBIEE (VOORRATPIR, PUFATUV*E, 2T /—JVBRETIFIL*S, AbRUFT—H*5), IF7T71Z
WKy (FTV2)*s | UV T*S | A TUFIIT*S POILT7U*S DB

*5 ¢ REREASN

CBXRED (2) (&, GEESHEBIRK - KEEIRROZYE - HaEES - REHINEEUCEE, SrOBHENEEDNAN CTH o
[eBGZRY.

- SRIRKED (=), RIROWA () 1§, FEROFS|IEOEEX CRE U AFCFZONEaRZRT.

PAN- FZ & Bk 2 D 2

fig 2505 - 7R AR D ET

RREANLR

EEPAN*! EfE THELPAN HAM-FE? ORISRk

GCHVCY | comm | | comm |
if:li %) VAN
GC+POCY Gcl$§?:+n l
+ b
i | corRamimpiEs - |
GC+AZA*S

BREMEAR
(BEFBMZMAE RS EOAMRBERMTESE) BatMERICEIDRENMT MU VIEERAERE - GRS RM
ERMASFEE - FBEMSHEEIK - UDY b FIMERDBEOFSIE 2020, ZHicafdt, 2021 4 3 AL D)

CQ4 : RZEBNIRR (FIEESENEZREIRK) (O U THERKEEERISHDh ?

o e IEFVAD
i3 RO S Tt
B2 R85 R0 B 7 &R R ER S HEAYE & U VX HAE 2 B BIR 2% (B2 i ZA i FIOR S | A

MWL HENRS) (SR LT, RO vaanvsFasf FoHZRET 5.

PR HOMEE, KOV aanvFaq FICRENRHE (S 27axz2 77
N, THEFEFTFY)U, 3T/ —VBEETFIVE AN MLFY—
N9, V772NV ANEKY (FTV)* YRy T™ L T7)FY
TRV T ) U OBMEER LTS L.

*1 7HF A7) OMAEEIC NUDTIS BinF2 R 27w, AR o@IG 2 s 5 2 &
* 2 PRIgE H A+
*3 7 ¥ 2MULEEGERER (RCT) - WL 20 728D, T 7 ¥ ZOMEEMER [FEFICE] &L
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I IMAE S - MERESHENA VT4 VIRERBS

CQ3-1 DR L fEEH

CQ3-1 : EEDMEEIHZREEIIRA (CW T HBEHENGEC(E, JILAJFIA R+ o0KRAT7IR
DOHFHAIZZIVITF I« REHMEKDBERAD?

IVYFVAD
;{« )Irf Ly
2% HETEDORE T
EAE OAEFINEL ISR A0S § 5 SRS ABHE TIX, Vv aalFaAf i
I G, FVvaanFaf F+EEY 7082773 VAT RO Y g5 FEH K
s7akRAT77 I FERETS.

%1 HE & 1%, 1996 FFS (Five factor score) =1, $4&bbiiEs L 7 F = ViEE>158 mg/dL, 1 HIREARE>1 g HIEDOHILER
75 (Wi, zZ2fL, MEgE, 20, OFIRZ, RCHEIRZ, 09 b 1 DB EEATREAZIT. 72720, 1996 FFS & 5 4EAFRICH
HMTDZHFTHAH-0, 1996 FFS=0 TH > CHEIEE HIMT SN ) 2R ED H L eI N5,

P
B=

TIE 2o A H 2 S B IR 412 B30T B Ta iRl A G T,
FVvaalFaf K (GC) ke 94575, ANCAH

HIMAE IS & FARIC CY 2B 522, EELMETDH
5.

@B (TET VY ADERN)

SRDYATFIT 4 v 7 LY 2 —OfE, RN
7 v & 2LIEGRER (RCT) 1 asCh FRIR - Bt L7z,
277, BonmiE, GC+¥rakA 77 IR
(CY) vs GC Tld%& £, Guillevin 5D 7V —TF12 k>
TATb 7z GC+IMAEsLH: (PE) +#&I1Y 27 0k A7 7
I F (POCY) vs GC+PE Tho7:. WRIIEEDH S
WIS A R & B < A B YEORSHITES FEEIR %8 & U
FRERPEZ M W FREIECH D, Wi BAEIRZ 9
JEBIAS 34% & F N Tz, I IZ POCY % 2 mg/kg/
HTI14EM, mx CEMEAND GCE2 7L F=v
1 mg/kg/HAHYS T3 MEMEEST 270 b I NIl o
THY, POCY & GCMHIEDWIM RV IT, Bl
OHEE IR 2o TWwE EEbNRS,

FRK%ZT Y M LAICBITS GC+PE+POCY @ GC
+PE KT B2 3h R i, 2E LWRRIZOWT
%tﬁi%)MmAétb%Aﬁ&(ﬂw~
67)), EfE (67 H) (1,000 A7z 1 133 A3 (—67
~333)), JEtke (647 H) (1,000 A%72 D 116 A3
B (—61~394)) THho7z. —F, EELLAVIIR
&, EEAIHE (MEFERDAMOERICL 2. &Y
FEIC & BIETE D Ade) (1,000 A7 0 18 A (—203
~168)), HEEGYE (BIEIC X ZPE1C) (1,000 A4
720 14 N (—133~104)) TH o7z,

HELRT Y NI LTHEH, HR (72 ZERm3i X
PR IRIREAL. ERYGE - T & ITIERBIAR) 12w T
b, GC+PE+POCY @ GC+PE (ZkF3 % ®hHH;E 2 M
(£ 1,000 A7z 0 291 N4 (474~ -107), Td
D, AL BRI dr o7z,

D—F*207 I —T=H

O79 PLERICEAT S IET Y ADEREE
ESh?

INATADY A7 (RCT TIHADIEEMRTH % 15
&), M (EGPA A& 0, PE AW &
NTVB M), PSS (A XV - H TR D%
Wi BIEXE SRR BE 2 £ 72 CR) I2BWT
FL—FFwryEh, TEFYA707 74V Tie#k
ENZ2TY M HAIBITBEIEF Y ZAOMEFEEZ, W
FThd TEFIE] Thorz. RO RNE YT
Y ADREFEMEZ [FEHIK] o

@QFBEZFEDINS VRAEESH ?

MRHEEMDOIEHDEDNL VDS, ERETT b4
WZOWTHETZE, EE LT Y M A ATH
7Jl] UFE L ZWTY MAAENA IV PET—LT

IZFETH - 72 BAMIZIZ GC+PE+POCY (U
]\) DIFHIMNGC+PE (2 bu—) L) HRHED
NG YABENDFTHY, [BZ5MAELFFT
%) LMWLz B, $Bib$ 54, POCY % #HEY
sUuXRA77 IRV A (IVCY) &£3452&T, 4r
AEDOREFT L BWT Y M A% AT 5D
Hb.
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@FEODMERPEOIFESH ?

FELTY M AR EOBRERERYT 2 H,IIO0TY
P—FTUEF U R, L L, Sl - Riogde
Tk, ERREPEEAIHE, FRRIXNRHELE, B
HOWTNIZESTHEETHL. Thbb [HELR
AREFEERIES D& IR L] LRML S5, EEN
BEHE~DL v 2—TlE, HIFSNETI AL E
ZOEEHIZOWT, BEAMEON. Zoi3dh, &
BOBEL U THAEFEOMRE, (BRETiEn s
HNG R E L 7200) FRFEND, MEATRETT M A
LLThIFsh.

@EHROFIZEE IX MPEBONSVRFE S
m?

CY dagttmERoORBENZ AL THBY, fiits
DBEMTHSH. Pl & bDPEOERERIZKE %
AL B2, 7272, FBRILAREE ToHRS b
WEETH A VABRBRGZITHIHELHLDT, HiF
MHIZ—HTIE .

OWRDIL—FT 12

FlisEDONT VA, BAMHROBE2SE, B
ZOLMAN L EN S, ROEKRNEZET VR
OWMEFEMEZ [FEFI] THAHI 25, HEROBRS
M55, T8 7Y ZAOMEFEMEE THEFITK] L %o
7z.

B, bAEETE, BRUNREEHOBEAS, CY
EHEATABICIEIVCY WS E DLW
[ANCA B I ROZHA A K74 >~ 2017)712 B
WThH, BMEENS I %, 2 I8 IMAE Sk 3 IEE
O BEFFEAEHETIZIVCY APOCY £ 0 bR ST
W5k, 75 Y ATIE1996 FFS %1 DAL o> B i itk
LR sE (+ BMEINLFIME L) 1I2oWTGC+
IVCY 6 2— 2 & GC+IVCY 12 I — A O L#EhFZE™ H°
H 0 3EMOBLEHMPICHEDIT) 25X ) FHlHD
edrolzZ & B L7z, ANCA BN S FRE, &
it ZHBIRZIZB VTS GC+IVCY 2frbhTw
LD, INoEERL, #RELTIZIVCY
ZOoWThEDLI L E LT

F7:, CY 2O 2 K5 HiTE % S BYIR 58 O il Ak
WCELC, AL TS MEoREiNL BEkE T
Y, HiRD IVCY % Meat L7253 TR E RS 1%
BEMRETH - 72, CQ3-2 TR THWVFREITESL T

PRI D EIRE AT GC+ 7 HF+ 7 » (AZA)
IDBGCERELL. HIEODHRLT L LTI199 FFS
TS, 7ol R ITRMMREREE 2 &0 X5 121996
FFS=0 T - Th EHE L HHr S N9 DRI
Wi, GC+CY #HlVwa Z e lEIN 5.

BEET DtHDEE A RS 1 EDE

BRIH ) w7 < F %4y (EULAR) /N - R 45 4%
BRIk, SRt RR - NELIMAS 58 0
ARRBELT, &OH2WVIEHIRES 2L CY % GC
EPFHTAZ ENHERINT VS,

KEY 72 F 5452019 THRESNIZPANSA FJ
AVDORTITITE, TEFVRKZLWELARYS
b [HF7z 2B S N7EEE D H % EiiE O PAN ##
IZBWT, EHE GCHA X Y b CY +GC B % 3%
T4 ELTBY, RifEE FEIER. FFT7 8T
X5, BHERHE GC TR 52 L, GC
OPFFEELELTYYF <7 (RTX) 0 CY %
HIT L EBRTN 5.

SEDIRFADOTEENE

PAN 11 < 20 & Rl il & 17 4 By PR BEAE P 1 A 45 ©
HBHH, e BHEOEBERT, BEEIRENEI
R RIMAS SR ST WA, FRI2 ANCA B i
BRIZBWT RTX 7 &0 A W22 1 B o A k25
SN Y DD0H Y, PANIZBWTOFHH T3
H O P51 OFMAFE 2N 5.

RHGERC) A T

- Guillevin L, et al. Longterm followup after treatment of poly-
arteritis nodosa and Churg-Strauss angiitis with comparison of
steroids, plasma exchange and cyclophosphamide to steroids
and plasma exchange. A prospective randomized trial of 71
patients. ] Rheumatol 1991; 18: 567-574.

93) JE AR 57 B ST 78 2 4l W 4 i v 1 A AR BURIE SR 952K
(RGP B ECRITZESR2E) BEA TS 5\ 2B 9 2 B ACAF
gedE, A, M () ANCA BIEIMAE RoOSH 7 A
FF4 22017, W& ih#: 2017,

94) Guillevin L, et al: Longterm followup after treatment of
polyarteritis nodosa and Churg-Strauss angiitis with
comparison of steroids, plasma exchange and cyclophos-
phamide to steroids and plasma exchange. A prospec-
tive randomized trial of 71 patients, ] Rheumatol, 1991;
18: 567-574.

95) Mukhtyar C, et al: EULAR recommendations for the
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management of primary small and medium vessel vas-
culitis, Ann Rheum Dis, 2009; 68: 310-317.

HESAE B KL (PAN, CA)*

CQ3-2 DR L fiFEH

CQ31 VA7 - NATAT—T)
CQR31 Zv¥Fryaxa7rurzrAJl

CQ3-1 Evidence to Decision 7 — 7V
* AARBHREEHP O [H4 B4 v - 58] "=V ZR)

CQ3-2 : EETHVEEIMZRBIRROBHENGETIE, REIGREROHAAED ?

49 49 IVEFAD
HESE HEIEDIR X HEIEPE

HE T2 WSR2 BENR K O SRS AJRR T, ZvaanFaf F+7 g5 B LA
FFFFY LD N TINF T, KR RET 2. " -

%2 EAE TRV EI, 1996 FFS (Five factor score) =0, T 4bbliliE7 L7 F = ViEE >158 mg/dL, 1 HREHE>]1 g, EAEDH
LEARZ (W, zRd9l, AEZE, W), ORIIRZ, HIRMERZE, owdh i S 2aWER %R, 72721, 1996 FFS 13 5 sE4ELH
WM 2T CTH D720, 1996 FES=0 TH-> THEIELHM SN ) 2IEHREDH D 2 LB SN D.

P
B=

HRE T 7 WG HITE S FEBIIR 28 D FaME AMR D & L
T, GCIZHREMFIEZEMIFEM§RE 9 L) 2]
M HIEIFERKLEEELEZONS.

B (TET VY ZADEL)

B LM IERCT O 1 Th - 72, A5,
ERETIE R (1996 FFS=0T» %) kifittZ2 %ok
R E 7T PAMEEN S FE MG 220 44 61 Gl itk 2 S8 Bk
219 B1) B X OUFERERES 6 M4 S VL N 2F I E 51 151
2R L C, IEAEZAI12GC+AZA, 2138124 H
EREI T DI, WFZEICB1F 5 ERAMMEE X, 24 %
HEE (GC, AZA k#1277 AlE) CTOIREMR F
TITRETH -7, SN/ T T NI A TH AL
© - SEMR - FHRIC O W TR I S B IR 5 + BRI
2 SIS 2 DIER, BEEADHEIC DWW TEREETES
FEEYIR I + BERLER Y% FE NS % + WP R ERVE S F8 1MAE %
4 P 3R E O B A AT S 7z,

ERETT M AIZBITS GC+AZA @ GC HAlIZ
x5 B xR ML, ZFE LRI OWT, JEC (W
B DITHELRL), W (—EETHEE) (1,000 A
720 122 A¥m (-88~332)) TH-o7z. —h, £F
L ZRwahiE, EEAHE (1,000 A4720 113 A
m (—16~241)) Tho7-.

WELRTI NI ATHD, HRIZOVWTYH, GC+
AZA @ GC HAMUIR 3 2 Zh A4 e ff1d 1,000 A%72 D

0 A (=319~319). (GC+AZA X GCIZxtd a8
L).

D—F2T0I—T=H

O79 MLERICEAT S IET Y ADEREE
ESh?

A L723CHE RCT TH 525, BT - EIF - %
2OV TIIAEEITEL FEIIR % + SIS 2 51 T H
%, EEAPHEICE L IR Z B IR %% + Bk
% FEIMAE 98 + U MR BRE 2 38 1A 9k PR 3 i © d
LR S, FEBEETI2BERSY v 7L —Fsh
2. Fl, ARV - HF U TIAEBS BN, BIER
Wi E -2 800, ARESICOWTS 1~2
BRT v 7L —Fah, ERET 7 b AT
LY T Y AOMEFEME [RI~TIEFITIR] & %D,
ERTIE TIHEFIR] Loz,

@QFBEZFDINS VRAEESH?

GC+AZAREL, GCHMREIZBWT, HRKAZT Y b
ANTHBICEDFTEAET o7z, TDIEH, GC+
AZA TIIERPLVEFATH LV EEAGIED L
HhTHo7z. LarLl, WINDEEETI R -7
7D FEFHGE H TH 2 FEEM £ 72 I3 FHREICBV
THHEAIRD -7z T, BEEAIELZ LD
HEML2ZEA1E, GCHAZA DI ) WG &
oz, MHEEMEDOIZLDEIIREVD, GC+AZA
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(P A) L0 GCHAL (2> Fa—)v) DIF) AR
EEDONG VAPENRT VD EE R LN

@FEODMERPROIFESH ?

FERTY N AIE, W, EESIHE R
THY, PEEERESOEIBZLIALLEEZD
N5, £/, GCIZAZAZMAZ 5 Z L OHEFEM R %R
DHENWIEDSH GCHMEZFOLLDOTHY, BEHED
B, B L anwEE2 5hs. ERERE
NDA Y FZ—TlL, HIFSNIT I I HILEZED
BIEEIZOWT, BEIMEON. 203k, 5%
M & U THE S A TG oMERE, (R E CTld % <HES A
ZEGZOD) BENH, BERITX&T7Y ML EL
ThiFohi.

@EKOFIEE IR MPEFRDINS VAR ES
n?

GC HZZHRTHbDOTHY, HExHZOTLEM
SRR AT 2 .

CROILV—FT 1T

GCH+AZAIZX D, GCHAR X b b M IIHIINS 2 )5
ToHc—7, EESGIHEDHMNT L. WIhd AR
BV, GCIZ AZA 28§ 2 A M%<,
GC+AZA IXFINH v, HFEOESIT 55, =
Yy Z0MEFEMEZ [FEFICE] Th o7,

BEY BfthDEEEA A RS 1 2V FDEH
KD 7= F 424 2019 THE S MG HITES JEH)

CQ3-3 DR L fiFEH

WREHNA FI4 D FT7 NCTWE, [HiICBRsh
BN D & % i T % WA HITES IR EZ 12 B W
T, GCHAL Y b CY % Bk Syl & GC P %
ST ECHER T S L LTw5h. 2720, EMmeY
A7, ffEBISE S BET L, JERIC X - Tid GC Hlid
ZERINDEBRRTBY, RELSFETHHDTIE%
W,

SEOHFRDATFEE

HEITES BEIRRIEEE R D D%, MYk H)
MREBEZOARDWZENEL %L, $F/2RCTIZLAHED
FEWIFE S VW2 T EF Y A LAV, bAs
E2H0F L F o723 d v, S5H%bYETORE
P2 FEBINR I O BEIFGALIEDO Y T 2 DREEED
VETHD.

A A b

+ Puechal X, et al. Adding azathioprine to remission-induction
glucocorticoids for eosinophilic granulomatosis with polyangi-
itis (Churg-Strauss), microscopic polyangiitis, or polyarteritis
nodosa without poor prognosis factors: a randomized, con-
trolled trial. Arthritis Rheumatol 2017; 69: 2175-2186.

SRV B AR (PAN, CA)*
CQ32 VAZ - NATAT—=T)
CQ32 Tv¥FvyA7Fua77A)l

CQ3-2 Evidence to Decision 7— 7V
* AAREREEHP O [H4 B4 - #8] ~—VZBHR)

CQ3-3 : EECIHLEETIZHRBIRAICX LTI IV IILF 4 RHAEULBWES, E0REINHZED

HANBAD?

=

i1

IUTFVAD

et = i

HIE TR W SR RBIRIICH LTV aavF a4 FHEMIC X 5 S
AR EA T OE, BHEY 70k A7 7 I SV AE 2T T+ AV JEHIK
TY BNV aaNFaL FIGENBEHTAZ & 28_ET 5.

%2 WRE TRV I, 1996 FFS (Five factor score) =0, T 4bbllliEs L7 F= ViEE>158 mg/dL, 1 HREHE>1 g, EAEDH
bERA (W, Z24L, Mg, B, OHWE, THRERIHE, OnIhdiilz S eWIERZIET. 727201, 1996 FFS & 5 4EA£73%
WS LN CTHh B2, 1996 FFS=0 THho> CTHEIEL M SN ) 2R E b L L fgshs

*3 7HF A7) Y OBETEIC NUDTIS @ fn T2 Bk %17, REO@EG 2 K552 &
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I
1=}
=3

GC HARTOHMICIER), T2IEHRLAEETI
Z\WHEEIPEZ BRI LT, GC IS RIEPIHIHE =
EBMPEHTNE DL PR S2ICT 5 2 LITEHR
FEELEZOND.

P L72zasid 1. GC Mo i iR,
ToAZ PR U 72 0 C 2 WS BRI S FE B IR 98 & 72 (B
FMLFEMAE 4 (39 B (REEiTEZ Bk % 13 61) ) (12
LT, GCITZ T, AZA (6 7 H), 7213 1IVCY
6l %, MAEAESFEZITCHEAL, 62233 (g +
SD) # H OB TR L L 7.

BRLET T M AAIIBIFALGC+AZA D GC+IVCY
WX BRI, 2FE LWAIRTIRIEC (&8
2R) (1,000 A7z 126 AR (-463~31)) T
Hotz. 72720, AAMME Y HBLEHMAIERICRE
Wz, AL OREEBEAHS 2 TIE RV, 72,
FEfE (1,000 A4720 16 A (-274~305)) TH -
7o =71, BELL2VRIRIE, ABEZ L 72 BAE
(G=BIZEI) (1,000 A 24720 17 ABEN (—396~429) )
Tho7-.

HELT Y M A AL TGC+AZA D GC+IVCY
XS 2 R AL, T (1,000 A472 0 264 A
 (-97~624)] THo7-.

D—F2IJ0I—TE

O79 bALERICEAT D IET VY ADHERMEE
ESH?

FHENZZFLIE RCT TH LA, AT ADY A
7 (T v AR, =7 VB AeeT Y b
H A, JEEHEE (PAN DAMC MPA & Eh
%), RHES (£ XY b -y 7V RGO
HHE 25 72 S FRD R EAE O S HEIX B A Y 2 F) 2 -
EORRUBBMEE F72 ) OB TLI~2BREZ L —
FFwrEh, TUF Y AOMERT [FEFIK] &
L7-.

Q@FBEZEDINSVRAFESH?

HRLETY M LATHHLE, Tk, AbizlEe
L72EGEIZDWT, GC+AZATEE GC+IVCY #EIC
BOTHROGEISITEETHY), AEAEDED

irolz. TOz®, GC+AZA & GC+IVCY TIdAl
WEEONT VAT SFEFEHE R —F, GCH
OGNSR F 72 TR L 2B, AZA 7213
IVCY OBEHIZ & D & % FfFEEH700%, 684% TdH
D, 7R GRBRTIZR VA, AZA F721XIVCY
DOBERZNREEBZ S EO LN T WS,

OFBEDMESRPE@EESH ?

T M LADOBEEMEICONWT, BELLIELDEIZ
HRLEBDNS. GC HMOEBA MR F 721 F L
72RE L, AZA F7203IVCY 2125 2 & %4
BI50THY, BHFOMER, I LW
EEZEZOLNL. RFEHBEE~NDA Y2 —TiF, &
FoniTo A EZFOREREWEIIONT, BHM?E
LNz, TOED, SHOBEE L THSEEOMFR
(RHE Tl CHAETREZEL200) BFII05, B
FERETY M ALELTHT SN

@EKROAHE IR MPEFEOINSVARFES
h?

WRDONT YA [SEEETHAH] A, GC Hl
DEHBEDSTENFE 7 IZFR L2 BH I LT AZA 74
FIVCY M2 52285 DOTHD, AZA,
IVCY & D ICHETIE R V2D, BARNREIIERE
R\,

ORDIL—F1T

GC Hi Tkt T d % 72, GC HALIALTo
BREPLETH S, GC+AZA & GC+IVCY DIz
BWT, RRONT AFE T T, ERFEOH
Mok, OB L 25, —h, ROKES
IYTVAOMFMAZRL, H#ROmWS I (55,
IYT v AOMEFEME TIEFIK] Loz,

BhET DthDEZEI A RS 1 VFDEH
EULAR &/ - rpRIMAS JiGHRHESET T, AR CQ
BT 2 A ORI 2. —77, ACR2019 TH#E S
N72PAN A FF4 2D N5 7 MTIk, [#EHIPES 5
BIIRIEH N GC AR RA 5 e i 1d, GC 2 Mg
5E0b, CYoMmedERds] L LTws. B
E4 L LIEA CQ TOWMamX LIEL THY, &K
TolIEE b FELR .
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SEOMR DA EEM

FERIES BRI BB D A, HEHIES % E)
REEBHZDOHROWFRIEA %L, FLRCTICELZHD
BWFgEd v, F72, bPELLOF E T 5723
Bd . SHbHETOREHNES IR %D GC H
MToay ba— VAR 2EFREOTZE T v
A DGR LIETH 5.

PRHE ) A b

- Ribi C, et al. Treatment of polyarteritis nodosa and micro-
scopic polyangiitis without poor-prognosis factors: A prospec-
tive randomized study of one hundred twenty-four patients.
Arthritis Rheum 2010; 62: 1186-1191.

96) Ribi C, et al: Treatment of polyarteritis nodosa and
microscopic polyangiitis without poor-prognosis factors:
A prospective randomized study of one hundred
twenty-four patients, Arthritis Rheum, 2010; 62: 1186—
1191.

97) Mukhtyar C, et al: EULAR recommendations for the
management of primary small and medium vessel vas-
culitis, Ann Rheum Dis, 2009; 68: 310-317.

HESRER B E R (PAN, CA)*
CQ33 VA - NATAF—T )
CQ33 vFyAa7urzrA N

CQ3-3 Evidence to Decision 7— 7V
* AR EREEHP O [H4 K54 7 - 3781 =V BH)

REEEIRA (Cutaneous arteritis, CA) -
B FEBMEEN 142 FE BN

ERLEF

L % %% o [ B 57 % T & % Chapel Hill 43 ¥ 2012
(CHCC2012) T3, “H—WZRomEsR" 7V — 77
RSN, TOMORFRBELERE LT, BFNHA

MLERAE W LA 9% & B2 1 B IR 98 A5 72 LB e e S
72 B TIE, BB T RE A S B TR L oV o
BAPIMAE AL T 50T, Z ICHBEME N KA
L, BEERAETHIUEL, KBRS (AR
HivEZsR%E) & %%, 40 DB OLIEITIHT %
BIAAH Y, FERICIZS0 R =2 25H 5, L&
n5.

B2 ¥ IR 98 2558 B 26 FE BRI D T3 IR % D > &
NEBQPTIRBRDOPIZOVTOHERIIHIT SN TH
D, BRETHREIE TR, FFERE D &
LA U CTRMCRBT 5 b 0O YL HEIR 5~
BATZ RO L VIERI A 5, Rl IR ETTE L S BIR 25
~BATTAIEB L HDH. 65T, K4, BEBkE L
ZRTHEPNI BN THEELREBIESLEL S5,

RZRETEIR

BEREREIRIZ, TR % il 2 RLBECKE T (K T RN )
DN FRERDE C, L SICEEREZ RO 5. i3,
BUH, BB o, QR FER2EPHToNS.
B FEFER DAL O RRIRFEIR & L C M4 2 2SR g~ I
AT, TROLUN, &g (ZIEIEEMRESR) % 0F5E
5. T/, K- BEEREP TROBHAKD, KET
A U723 A R OBEHIEIR & A2 S B, HIMER
W%, £, MREITHE, CRP Btk & 059 UG 25 A
bNMn. L L, BEIREROBLDZ0, TOREE
FEETH L. ANCA ZBENETH 5.

BERAEAR D B AR BT A, BT 2w LEC T IR
Wik D3 IE % 475 H/0hEIR (& 2 ISHIENIR) 128R5E
PRI 9% (MEREZ 7 4 7)) J A FESE - WD D
D, WhER, TOBBIEENE) RE) H 5.

98) Jennette JC, Falk RJ, Bacon PA, et al: 2012 revised
International Chapel Hill Consensus Conference Nomen-
clature of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.
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CQ4 a8 L e

CQ4 : FZEENIRR (FIEEISENEZREIRK) (O U THERAKGEERSHDH ?

e I, IVETFTVAD
2 HEFEOE S e
BE 8 5 R0 B 2 R EARDSHEATE S U I ESE 2 KM BIIRJE (B g UG i IR S | A

PEZ SRS IS LT, BOAZVaanFaf FoMH#%T 5.

TTHRTNT ) Y OEMEEBLTD L.

HREATSOBAE, BOZ VI NF a4 FISHRENHE (708277
SN, 7THEFEFTFTY) 3 aT ) —VEET TV
b)), VP72 VANKY (FFV)" UoFI<T* L 07)FY

AMMLEFH—

*1 7HF 47 Y OREENC NUDTLS #fa T2 RMRE 217, AAlowMEs % ks s 2 &

* 2 PRIgE H AL

*3 7 ¥ ¥ ML (RCT) - WRILBIIEAS R i®, T¥ 7Y A0MERE [FERICEK] &L

BR
BEREEIR7E&,  BERE \ZHEIRDSBRIE 3 % A%, AR L
UM EOFERDTRNZ L b B D, FEFIEE L
UL, SHICHEANZEET L 2 LA TPHEINS.
L7295 C, ZOHBEEZRGET 4 2 L I3 R LR
TdhHhb.

R (TESVADER)

IEEIRIIZEE T % RCT 3AFHEL dr o 72, 6 FD
a2 R L7z

1) PAN 93§l a7k— Mz (UK 47 6l - ~
W46 6(lDLEE. REEIIRK 16 HlZ=
{3)99)

- RO 95% TR GC AMEH &, willE (L R

=vnur (PSL) #%]) 45~60 mg/HTH 7. HH

X CY 65%, AZA 62%, I 27/ —IVEET =

F v (MMF) 58%, AW=### 30% (9 H RTX

39%, 17 )FT<IT36%) Thorz.

- 1996 FFS=0 OJEFNIR S & 14E - 54 - 10 4447

F100% T -7z (BIEHIFHILfE 68 7 1).

< 1P E o FRBE 49 B (53%), FRRRRE o e

fliiz12 7 H (10~18 7 H) THo7-.

« B2 IR J€ D0 BOGTE R PRI A B AL & e s 7z

Wb OO0, FEEBIIRIIZFFR LR 3 W) & ORtilk GE

BB OFIRE L).

2) RZEENARA 3 B DEEFISEIERZ '™

<S4R LME. GC, BUM/MEEE, v r7uaAxAXy v, ¥
T7xoNVANKY (F7V V), OV T 6 £/
BHL IR TH Y BB, B4R EVRAE. TVT 7Y
PR TYE L7,

<21 Wt %R (erythematous macules, #&
ffi, %&PE) 1& PSL 10 mg/ H T3 L 7275 PSL % #khi
TEY, TV77 ) VAR, FEHERS Sk
L7-.

2T T AEY v, AR (UVA), v u
AZ = VIR OB REIRZ (HEIREEBE). 777 b ax
VR, TV T 7)) v TE L.

B, TR RSN, ®HETIELT O
DA HNT,

3) K& 79 BlDREfIEmRm

BB O B VR PAN 40 1 : GC o4 &5
T A EOFEBI TRERUHF AR TH o7z, T
=V EMDFEH] (AZA, FTV Y, ANVTrEYY
Y, TAE) vy LI AT O A NP REHE
(NSAID), aveF v, Ry vF3¥ 741, RO
Frrzuux ) LoHEHIE—HMOBEIAENTH-
7z

R PR O R EIIR % 39 #1 © PSL 60~80 mg/ H i
PN - B TARSE - ISR TH o7z, LA L PSLIK
ETHB L.
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4) BIERR7Z + o e B EENIRR 2 Bl DAEFI SRR

Zo102)
>

- B 2% & BE D B E B R %€ @ 50 % U3 M. PSL
30 mg/H TR IveFr-evrkuedFiroos
¥ FTY R AZAAN. A RIZIE PSL 7.5 mg/
H+POCY 100 mg/H+ A4 ¥ KXH ¥ » 75 mg/H. &
IR R L.

- T )R BAE 9E & B i & 1 9 B BLIM AR € 0 51 %
B 7V » 50 mg/H M%) T PSL 20 mg/ H CTHl
MICEEE L7z, 20tk AZA 2380 BICHAR K%
GO L7e. FANIHR T TE .

5) RIREENRA 4 BIDAEFISIERRF'

- 4 B 3 BIASH N O Bz JE Bk 2%

- 3/3 61T 20~60 mg/H ® PSL TiHHE. 1HINT T
Tz ZIVANVE Y, 1HINSAID Z2BH. Wil biE
RosdeE L, 3B 1 BlasiaHsz L, 2603 PSL ©
AL

6) BZEENRN 2 BIDIEFIEREHRZ

B4R e ruFRvruuky, ¥V VIRE
#h. PSL 1 mg/kg/ H 1213, POCY 150 mg/H T
L 22 DS A ER 03 A & k. PSL 15 mg/H T
@ﬁmtwwxbbv#ﬁ—b(MTm]5myﬁv
PG, 2 7 HCHRBE, B, AEIREIREe B
PSLZ#k L 2 7 H THk, MTX i34 \3}15-5 480 mg
THUIR L7288, B % MRy

S0P aveFy, F¥7V Y, vkkudiru
O ¥ xRy PSL 05 mg/kg/H THEEP L 72 28
15 mg/ H THE. &1 POCY (100 mg/H) &
GC (1 mg/kg/H) <TI13 4 HMEMH. POCY 1339 g
THk. POCY #Hkf%3 <12, PSL 5 mg/H T
L7272, PSL 15 mg/HIZ MTX 15 mg/# %Nz 7.
3 ABRIIZEERER, MEEEIIEE L2 GCidd
IEL, 6 P HZICIEIMTX 0=z 2 8B T2 1275 mg/
B L7z, ZOBBFRL 70 TI15 mg/#HIZR L7z
%, FROEMRL 7.

INET, GCHMIZOWTE L oSl Clili s
NTWBH, EOKE S ZHET 2 EHIA T4 T
HbH. Db, GCRIEL —BMIZHEH I THS
CEMHER SN, ROKREIRISIEFSETHS
LEZOLND.

D—F20JIV—-T=&

O7 D MALERICEAT D IET Y ADHEREIE
ESHh?

RCT B X OIEHE LI O T e 2 B9 DS A ¢
BEZE, ¥ — AL ) —ADHXDATH -T2, LY
7V ADMEEML [IEFICK] & L7

@QFBEZFDINS VRAFESH ?

FEEIMAERIZBWTD, EREGTIEAEIT GC I —#
NI RSN TV A Z LR SNz BEIGEIC
X3 % SR B S R A W A R S5 o OF FH O et 12 B
WTh, BOGCIHEHIN TS, HOGCIZLA
AEHEEANCTH Y, H5HEORIEH OGS F
SN, BEZLLAA (BIOGC OfiH) %3ZHT
B, 72720, MROREZFIZFESETHA.

@FBFOMELR PECQIEESH ?

HoME, ZEMICETETY M ABLPEOEHE
PEIZOWTIE, B, BEHEEHEE &S ICAHEERIE
SoXiILnvEilbins,. BEICLoT, #IOGC
DOEIWER D& HAMEBIR EIIE 5D &5 51
etk dH 5. BEICERDIRB L TR Y, BEIEHE
EEE VIS 5.

@EKROAHE IR MPEFEOINSVARES
h?

BRI HAC B L CHlE S i © 7 v A7
LWV, L2 L, FligeEDNT Y 2BV TIE
BOGCOfiH%Z [BZOLIHTE] EZONS.
72720, MRORESIE [HeThsl —F4, &1
GC X ZMiTh Yy, AT M TIZMEIRELIZL
WEBbN D, BEOBREORRZ BT X 20%
Ehwa l, AhEB X OREIERIE 2 ORER] TR
200, BANDREIBESLAAELHETST
Holh, BEZISFEFEIETHL, LHWIL .

OWRDIL—FT1T

BFEIMAE SIZ BT, ERERITIZFET GC I3 —#k
BNZIA KR SN TV D 2 LA S N7z B ENIR
RTEFREAD LN L, T8 GC DWBHUCTE
bRAINDZ ERH, HEERICREZ S0, &
BOWMENRHNE, BHRIAATLH L iEéTﬁfJ‘i@é
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LEZBH. L, WEHOROBISNIE 77—
V—=ZDHRTHY, TYF ¥ ZADOMEFEML IR 1K
Thole. T, BHMNMREBL LM AZIHFT
LTholzns, BEIZSESIETHS, LHErLZ.
UERS, HEROBSIL T, =¥ T ¥ X OMEFEN
& TIRFICIR] Lotz

BEhET DthDEEEH A RS54 VEFEDECH

HARZ R4 X 0 M 4% - MEREZRIA KT
4 ¥ 2016 FFCHETIB X OVEIME - 598 - BB A 9 A4
Y4 BN - A D RIS A KA
YHMERSNTEBY, RSOGO BRI % 5
WK LTRRENTWS, Ibid, ACQ DHfEREN
BEFELEW.

SO DT EEE

B IE I R BT 5% ik RCT © A random-
ized multicenter study for isolated skin vasculitis
(ARAMIS) %5, bAEZ &Lk, Rk 5
LT, FBENTBE), HOBWIET Y 20
BEEEDIRF STV B,

RHECY) A b

+ Karadag O, et al: A retrospective study comparing the phe-
notype and outcomes of patients with polyarteritis nodosa
between UK and Turkish cohorts, Rheumatology Int, 2018; 38:
1833-1840.

- Kawakami T, et al: Use of warfarin therapy at a target
international normalized ratio of 3.0 for cutaneous polyarteritis
nodosa, ] Am Acad Dermatol, 2010; 63: 602—606.

+ Daoud MS, et al: Cutaneous periarteritis nodosa: a clinico-
pathological study of 79 cases, Br J Dermatol, 1997; 136: 706—
713.

+ Flanagan N, et al: Cutaneous polyarteritis nodosa with sero-
negative arthritis, Rheumatology (Oxford), 1999; 38: 1161-1162.

+ Bauza A, et al: Cutaneous polyarteritis nodosa, Br J Derma-
tol, 2002; 146: 694—699.

- Schartz NE, et al: Successful treatment in two cases of ste-
roid-dependent cutaneous polyarteritis nodosa with low-dose
methotrexate, Dermatology, 2001; 203: 336—338.

99) Karadag O, et al: A retrospective study comparing the
phenotype and outcomes of patients with polyarteritis
nodosa between UK and Turkish cohorts, Rheumatol-
ogy Int, 2018; 38: 1833-1840.

100) Kawakami T, et al: Use of warfarin therapy at a target
international normalized ratio of 3.0 for cutaneous poly-

arteritis nodosa, | Am Acad Dermatol, 2010; 63: 602—
606.

101) Daoud MS, et al: Cutaneous periarteritis nodosa: a clini-
copathological study of 79 cases, Br J Dermatol, 1997,
136: 706-713.

102) Flanagan N, et al: Cutaneous polyarteritis nodosa with
seronegative arthritis, Rheumatology (Oxford), 1999; 38:
1161-1162.

103) Bauza A, et al: Cutaneous polyarteritis nodosa, Br J Der-
matol, 2002; 146: 694—699.

104) Schartz NE, et al: Successful treatment in two cases of
steroid-dependent cutaneous polyarteritis nodosa with
low-dose methotrexate, Dermatology, 2001; 203: 336—-338.

HEAEAE R B R (PAN, CA)®
CQ4 Evidence to Decision 7— 7V

CQ4 T7T7AMIZ bT—=T N
* HARBRFEZHP O [FA F7A4 > - $5EF] X—TV5H)

EFEHEEENDA VY E 1—ER

9, WEOFFIEORTICIVFEL & 9 RBHED
TTONDIHNThbELWv, LOBRZWEZW.

W2, CQIZHPVWTIE, 7T—F V77 V—TLHL
BHRTHo TUMILICEHLT, dIFohizTy
b 2 OFEE L BEWIZOWT, BRWZZWwE 2
DIID, KAD B VIIHEBEDIRRN o722 128D
RENRMEZZ 55— A (GBRETETELT LS
EbHB) by, HAEHOMFE (BEHRTIER
OQBBZORFIL T M AL LThH LN

HER T LT, CY TRk E i Tw b 55k
A3 GC TR S N TRV Z BV 72720 7278,
EiAHFECcCE 0 THhNIZ0TETTCLvwEol L
Tholz. T/, CYIWZOWTIE, HZMEICEE L7
FLIIC O W TR W72 72w 72,

SO CQ T ANbNLho7zNEEE LT, GC
KumiEgtik: (A704 25V A) offHS&E, Fi
B, WERBWAE S N WA ORI oW TIRE
SNz ASBOKSEEE L.

INR DIEEEZ FEBNARA

NSRBI % FE B IR 45 O RS T AL 12 b B
XiEshTwuiwv, bDAETIIRADRREESE LT
B, ZvaanFaf F (GC) ORIVERIZ/NRIT
LD CEELRBEE 7 5720, FEMY I SRz 5
% GC KEEESE:Z H v, GC o R W2 Hig+ 2
EAHER I NS,
EHRBAGATIC, WA L Ol 2 L - 2
VATV, FEERR SRR O & HEAERE & B L CIEHE
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Jistm e T B, KEEITES FEIIR 28 & BB L 7R &
B¥577 7Yy F7IF—¥2 (ADA2) KIBJEZR
EOBZTFHRBOERN S HHFEITE VPR L D720, Bh
TE % 5707,

X5, WIMETTO GC OffiE, Wl ks iEsE
FVENIE 1 & A8, S e IR 7 & % 55565
fabitEh d 5720, RS PR UIEE LT % > X
R ET S, 72, ARTIIEMIIIRED IR
DIEGIER), FRICFEEE D R EIIRE TIRHELSS
{, GC ORMIMkB GALEL 7 5720, Kok
D WREEIES BRI T 2 IBERSLETH
%.
< PEFRE A HHE >

Jigi 25 b5 % £k 9 PAN Tlid GC KERHERE (X F
V7L F=vur30mgkg: &A1lg 3HEkw %
1~27 = VHBICEEY 70K A7 73 F/SVR
(IVCY) (y7uxZ277 3 F (CY) 500~750 mg/
m¥/[a K1 g) % 3~4 M1 F, 2~6 F¥%53
%.

GCO&%IEIRFTL F=vr ¥ (PSL) 08~1 mg/
kg/H (%K 30~40 mg/H) PkZRIEL, FEEZT
FFF+ 71 v (AZA) *1~2mg/kg/Hb L IE A b
PLUEH—F (MTX) 10 mg/m*”/#, 3237 /—)
€7 =7V (MMF) 30~40 mg/kg/H (3K 1,500
~2000 mg/H) (MTX & MMF 3@ H4L) % B
AL, GC 2 L IVCY Ol % ST X ) 13078
5.

g2 & P b 2 WS EIE S FEBIIR 28 £ 7213 B D
A SN EENRSETIE PSL 05~1 mg/kg/H (K
30~40 mg/H) WkZ L, FEROLEED SN
WH A IZIE AZAY 1~2mg/kg/H & L < 13 MTX
10 mg/m*/ M7 Ex T 5.

B R EIIR 26020 U CHRHREIIME . L T e v, B
FEWCIEIER 70 4 FHEBLAESRE (NSAID), SR
I IND.
< BEFRHEREEHE >

BIEBRANG 3~4 R A 5 PSL % 5~10 mg/2~4
OMETHEL, 15 mg/HU#HIE 2~25 mg/2~4 #
OFPETHE L, PAELNIC 25~5 mg/H b L L idrh
1% BIET. SR IH SRR 2 4 DL ke 5.
<SHEHEE >

FelE 313 Ca i ca v Fu— L TE WA,
T U¥AT vy 2 ARREDEER ACE BEH %1
M3 5. OB OB BIIRYAE D H 254518,

N

Vv -7 oYk Ty RIEREERTH L. F
O, BMLICHT 2B EGEHE & LT, HukEREE, 1m
e, PUM/MIGE, MRS E A2 BT 5.
<TFHE>

K EIVEZ SR 9 D FFFERIE 25~35% T, FELEIX
4~12%TdH O, FHE IR ATEEE 2 LSR5 K
MFEED G A7 HTFTH L. APkt
B RIFCH Z5%, #ITT 5 L SIMEREEIEIZ L 5
BEOUIWr, BAL, EREETAD»ALR SRk A 2 EER
HREFEAE L 5720, FHURAHESEEH I LY, —
75, KEBR%E, GC OWRkZE LICERICE 2 HE
BIAZL 75, GC L IVCY DHEHIC b It 2 Hk ol
LT 5. FIERICHB R EOEFRERE G0FT 5
B REEIIR 95 & A PF L 20\ R AR 9¢ & K5 H1E 2 S Bh IR
2% & DIBBGET T, FIERFICTE 2% 1 5 B Bk %
DRFEFREE L OHIRESRHE L RBIREL D &
WE oL H 2.

¥ 0 7THFEF AT U OBRIARH I NUDT15 #15F% Mkdk % 17
v, AA OIS E T 5 2 &

105) Erden D, et al: Comparing polyarteritis nodosa in chil-
dren and adults: a single center study, Int ] Rheum Dis,
2017; 20: 1016-1022.

106) Karadag O, et al: Polyarteritis nodosa revisited: a review
of historical approaches, subphenotypes and a research
agenda, Clin Exp Rheumatol, 2018; 36 (Suppl 111): 135—
142.

107) Ruperto N, et al: EULAR/PRINTO/PRES criteria for
Henoch-Schonlein purpura, childhood polyarteritis
nodosa, childhood Wegener granulomatosis and child-
hood Takayasu arteritis: Ankara 2008. Part I. Overall
methodology and clinical characterization, Ann Rheum
Dis, 2010; 69: 790-797.

108) Falcini F, et al: Clinical overview and outcome in a
cohort of children with polyarteritis nodosa, Clin Exp
Rheumatol, 2014; 32 (3 Supple 82): S134-S137.

109) Merlin E, et al: Long-term outcome of children with
pediatric-onset cutaneous and visceral polyarteritis
nodosa, Joint Bone Spine, 2015; 82: 251-257.

TS THLY ¥ IR U GRE - BFIRERYE S JE M S A 35 I -
FEEITEZ FEBINRSE - ) 7= b A P REOWHHROTF51E  2020]
(Wi - A7 MR~ JE Bl B & (MBI B BOR I 7 3%)
FEATEIM A 4B S 2 BANEZE, 61T - BT & ) X DS
T2 SEBIR S D T 2 R L 7.
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DA R#RMERE (livedoid vasculopathy)

EELER

YN RFEMAESE (livedoid vasculopathy) (&, W F
AL 2RO (VARE) 236 ), LiIFLIEE
PERWB AL 5 L CEMMETH AR O R RORE,
atrophie blanche (ZEMEMERHE) 253 2 L TH
. AREEBEEICHY T A TRIORT I E ST oRE
LB DA, KT, KA BT FEHEOHE
DZRETH B HARBER AR 5% - M5 R H 2
A BT A4 22016 FFLETHIZ BTV X FERIMAE E
(livedoid vasculopathy) & L CTH—&h7-.

KEMSRWAORBR LN L EELBNT 5.
OLeary 4%, TFHCHBEZA L, HICEBIAICIE
THEEEZET MR % 1944 4128 L7200
M Bbisd. Feldaker 511k, OLeary 5 DHER %
Gz 12 BlO kBl % livedo reticularis with sum-
mer ulcerations & LC 1955 4£ ¥k L7z L2 L,
BUBIREINCRS SMEZ A LM H L L h
5, livedo reticularis with ulcerations & J§%4 & 258 L
TH L % BAEITHRE L7, Bard 5" 13 livedo
vasculitis & V) % % 1967 SEICIRIB L 724, Z D9
HHMRG N OB, ABETOe 7Y b, B
IVMETH Y, MEROBRIED N7 &
5 12 Winkelmann"? 1%, A&J¥& E ® livedo & pseudoli-
vedo 72 & W9 B2 &, 19724F 12 livedoid vasculitis :
segmental hyalinizing vasculitis DI IZZEH L 7-.
PLEIZRENZ B A4 TH A A, 19984124 ¥ U T
? Papi 5", /NILE DI 9% & 135 7% 2 HFHE7E &
I B A 5 livedo vasculitis, atrophie blanche, pain-
ful purpuric ulcers with reticular pattern of the
lower extremities % @35 L, livedo vasculopathy & \»
) BEBREIRE L7, Papi b Ok fwat L7 KE O
Jorizzol 5"1%, [FI4EIC livedoid vasculopathy (2944
REEL, BUEC OB TIENS Z EARb L.
F 72, 2013 4F 1213 11 A D HE 5K @ modified Delphi
approach 12 & % ) X FARIMLAEAE O MEGRE R 238
7z 22T, VN FRRIAEE RN £ 7213
IYENZ R R O/ I AR 2 7R IRRE T dH 5 DI
%} L, atrophie blanche (& % Ff DOHEIE O R HZHE
ERTLEDTHLEXHI SN/, £DH R T, UYXNF
REIMAEE (C 38 LT 42 U % atrophie blanche (U~ F
FEIMAEE 12 @3E 8N b atrophie blanche) & 1@ #:

RANATIZ A & LB atrophie blanche 27338 5 2 & 28
PR3N,

bt

HeEFIER 1 N10 TN, HEPOHEIILL, B
AT 13 L OWMEND DM, W EREROAFFEEALIC
B L TI&, Hairston 512 & % 45 5EB & <, TR
80%, JEBYHI 66.7%, JE622%DHETH 72", F
72, REFIEAIZ R, RWTRBETH 72",

BRERR

HEE S V T Leiden 2%, FHKT (Fabhor
YY) G20210A A%, 7Yu74 > C-7FusrA v Sif
PEACTF, v — T AGUEEREIH T - BiA v T € L HUR
OB VIREBUERYE, FEVATA Y EA,
PAI-1 (Plasminogen activator inhibitor-1) 57 &%
- BRER SIS D RE TR I T ",

FLREA TP R, SR IS S A% R0 I BRAs A 1 1
BREDPZNZEPRHRTH D, o T, KFHERT
ARV 21550 F1 ML ERAE Ak A AR AR S 7z
BiZ, VX FRRIMESEDSBRAVE I & 70 5. RUIHZ T
(&, B FLUEE 2 S g o A REPNC AR TR % 520
5. MM ORGERCIMAE I PAYE Y ¥ SERRE b A S
5. AT TR, MEREDONE L 7Y “AL, I
BN AL OIS - 220k - B - BRASH B, I RE
NDT 4T ) LAED, MOES; O IR % A 12
HRTHEETH LY. HOHETIE, BEEOBHMEAL,
PR U720 Y o8E 20D RERIEHL, REDOEMITRD
LN5. ERASEPURETIE, MmERICRIIE 7 4
T YOk, BREIIIRES 9T U REROLE
BHAOENDEDY, ZNSIFTRINZEDDTHY, ik
WCIIEHBES LavwEEZ DN TV,

110) Feldaker M, Hines EA Jr, Kierland RR: Livedo reticu-
laris with summer ulcerations, AMA Arch Derm, 1955;
72: 31-42.

111) Feldaker M, Hines EA Jr, Kierland RR: Livedo reticu-
laris with ulcerations, Circulation, 1956; 13: 196-216.

112) Bard JW, Winkelmann RK: Livedo vasculitis. Segmental
hyalinizing vasculitis of the dermis, Arch Dermatol,
1967; 96: 489-499.

113) Winkelmann RK: Livedoid vasculitis (segmental hyalin-
izing vasculitis), Jpn J Dermatol B, 1972; 82: 84-89.

114) Papi M, Didona B, De Pita O, et al: Livedo vasculopathy
vs small vessel cutaneous vasculitis: cytokine and plate-
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let P-selectin studies, Arch Dermatol, 1998; 134: 447-452.

115) Jorizzo JL: Livedoid vasculopathy: what is it?, Arch Der-
matol, 1998; 134: 491-493.

116) Alavi A, Hafner ], Dutz JP, et al: Livedoid vasculopathy:
an in-depth analysis using a modified Delphi approach, J
Am Acad Dermatol, 2013; 69: 1033-1042.

117) Gonzalez-Santiago TM, Davis MD: Update of manage-
ment of connective tissue diseases: livedoid vasculopa-
thy, Dermatol Ther, 2012; 25: 183-194.

118) Hairston BR, Davis MD, Pittelkow MR, et al: Livedoid
vasculopathy: further evidence for procoagulant patho-
genesis, Arch Dermatol, 2006; 142: 1413-1418.

119) Amato L, Chiarini C, Berti S, et al: Idiopathic atrophie
blanche, Skinmed, 2006; 5: 151-154.

120) Di Giacomo TB, Hussein TP, Souza DG, et al: Frequency
of thrombophilia determinant factors in patients with
livedoid vasculopathy and treatment with anticoagulant
drugs-a prospective study, J Eur Acad Dermatol Vene-
reol, 2010; 24: 1340-1346.

121) Criado PR, Rivitti EA, Sotto MN, et al: Livedoid vascu-
lopathy: an intringuing cutaneous disease, An Bras Der-
matol, 2011; 86: 961-977.

122) Shornick JK, Nicholes BK, Bergstresser PR, et al: Idio-
pathic atrophie blanche, ] Am Acad Dermatol, 1983; 8:

792-798.
ERRREREDER

JRHEPHIC ] SRR AEAR, # 0 B3 RIS & 59K
8, Y\ K% atrophie blanche 255 4% L 724 M 2> 5
OREMTRE, SPHEE LT - AR - AR
FFREIR 72 &2 5, quality of life (QOL) 12K X %5
B 25b. 1-T, ToOBk, HE FHERET
5 LR L EERRETH L.

VAFITa4vILVEI—
NHMRER

H B 2 B IS 9% - MR EBHREATA B 7
4 VIRERBSWIIRIE SN it 7— 2285, &
HMHEBOR.LEH S 72 BNk, YATYTA Y
J L a—EBBITA NI A AR EBEERERET
& %5 GRADE (Grading of Recommendations, Assess-
ment, Development and Evaluation) Working Group
DOFFEZMAHL L) LRt L7z, LaL, WadHm—
ENTWRWnZ e, REMSLSIFISETHLI LN
5, WLz, 22T, KEEVEZXES (National
Library of Medicine ; NLM) ®E 7 AWRHEFHE ~
% — (National Center for Biotechnology Informa-
tion ; NCBI) 2%2{t5° % Pub Med #FI/H L, 1998 4

IA1TH25 2019411 A 21 HE CEExMbI TR
DIRFENE TR 2 Bk & 920 L 72

NEMRRICER LRl

((livedo* [tiab] AND (vasculitis [mh] OR vasculi*
[tiab] OR vasculo* [tiab])) AND (livedo reticularis
[mh] OR livedo reticul* [tiab] OR livedo reticularis
with summer ulceration [tiab] OR atrophie blanche
[tiab]) AND (therapeutics [mh] OR therap* [tiab])
AND “1998/01/01" [PDAT] : “2019/11/21" [PDAT]

BRROBEREBETHHOESE

7 v & 2L ER (Randomized controlled trial ;
RCT) 3%, *+—7 ikl EoBignse, 2 60
L OB LIRS, T — AV = X2 HR
& L7z, narrative review & L CIERL L7z, BE O3
HE X HEBER AL T 58S XA L v/
O, HHHEER GRS OB LA HL— DIRIE D A DR
HCHE L 72,

BHEHENE, S SCRROFHR N, FHEiRERAVE £ o
TWARIFIZEREROFEROLI Gas b Ik oSk
DODEALIZEZE L2 V) 225, RO LS %H8ET 3
SEL, ASCRITHEMATRER L 72.

T Y ETREVER A DR

o S, B, TR BEoR R

ANEE - R CEIRAE, FXERETOBERRH:
DL

PUEEE

R FERIMAERE DR & L CHAI TR D B0 %
WO PUEERESE T, 52 B 44 1) (84.6%) HITELIF
LYET, 5D O 8BINAZL - HRTH o7z, HTH,
YN=1 FHN Y R T AR Y OEHL .

s Y N—a XNy (EHEER Xa K- FHERETTEE)

% ik O BB IFEERTOE2HABROHE D
% ARG L7 2560, EELAEEHRSE (T
WIBSRE 2 D5 L TV el o i) 2% L7211 60%
G5B BLYE L7z, 99 VAS (Visual analogue
scale) MEIE, N—2F A YD 650 (IQR 520~
780) 25 12 HRE#%ZICIZ 60 (1.0~140) @A L7
(p<0.0001). 20 I 6 B2 FHA/3) I K %58
MGHREZ LEE Lz, WREEOAEHRIL 25 FH 6
BICEF 3 RO b7z (HREWEERE 5 fF, Hk#% 1
PR, IR EE L, BRI L ). RAA FI A o
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AR AT, 14 BIATYE, 6 BIATAZE - TS
BT B EEZ LN (YEE 1460, AE - TR 6 BI).

A hie Tt RS N I DA S DA 4
PG L72E 25, Wi b BuR B TR 0 WA
L, HEFRIFICALNE D720 ) Wilhd 5
(3% 4 B0) ™.

oD IEIHETHETA 72 2 B ) N — T 48 2 Hih &
N7z 1BIHIZ 1 A CTRA B, 34 H Tl it
L7z 12 7 AR AREE X2, IR F@o&?ﬁ%‘%
fFLCTWwW, 26IHIE4 7 HE T CICEEPEEITE
wmL, 9 ﬁHf’éi:Jﬁ&é‘?iﬁ%@&Mﬁ%‘ﬁ ﬁ%% RN
FOARDFRAE L Tz (R 2 51)',

ARGTFARY) v

75 v A%tk 26 BIOBIEEHITEIC BN T, F—
L LTI TRAINY VIS X B Pk A% 14 61
ERLMAINTHYMTHY, REOIRFLHEL T
Wiz (B E 7213 14 1)1,

34 BIOwi M & BIEHIEICB VT, KaT~AN) V&
R L72 6 B9 _TIZB VT 1~4 TR L,
Wb 2~3 7 H T B (1 Bhids$) ISk
FTHENT LVF—THIE) L7z LaL, €095
D 1B THRERADIR SN THEFEAHIE S Lz (FEfE 5 1,
AN - TR 1B
AR IV

il o 34 Bl DRI & BIEFE D T 2HII A8 ¥
ARG N7z, IR 1~2 BTERIERL, 24
HCHEfE L7z (BEfgAs 2 61) ™.
SINT T AY T L

iR @ 34 B DI & B FEOH TAHIZT VT 7
VAT ARG I wIhd 1~3HTREIRIE
B 1~3 W ATEMLZ. LaL, 1BNIERTH
WA L7 (SR 300, ANZE - TR 1 40)™7.

mEJ O KkEEETEZL (intravenous
immunoglobulin, 1VIG)

9Bl (7 BN BHHNHIUE) O F — 7 v RRBRIC B
W, 05g/kg % 2 7213 3 HEEH 59 5 %7
o7y Y REFHEREEH LN, 2525291470
THiIAT L7z, ALBE, %5, FA2S R 5HKA 3T
SERELTHBIKT Lz, ZEMrashihrorzl
Bl b &, B TIRICIEEEAE R L Tz, 37X
TOIEBIT 294 7 VEIZIZFHADBHEL TV (8
%8B, W 1Bl). KEZEIERIZA LN TV RWn

79 v A%k 26 BIOBILTEIC BT, BEOHT
Jak [ R BN/ BRI L S T o0 TEE 5 8 5112 Sy
yua7y) y REFEREEL T L 25, 1HIIRK
6237 <, Ao 1 FNE R EHGREORIVEH O 7z 12
L L7225, Mo 6 BITIEAERTH -7 (Fiff F 7213
6 60). EHEPIC 1PN BN RS, D 1 BlEAF
HERRAREZ 2 L2, LA L, 20126 #liEdik
BEEL, 2095 28BN EhTw5

THOBRAMEMEICENT, H1EH2~37—LD
RO 7) CRERIRY (2 g/kg) ERiTo7zE 2
5,?%&9ﬁﬁ%®ﬁﬁ?ﬂﬁ,ﬁ%,ﬁ&@m%
AT BT L7 (B F 7213003 7 61) ™.

J—VETHINSGDAITIZFEEICHEHELTED,
FRICHEI A T H R L7z 1B 7T4EICh72 > TH
A LN T WA, 6 FILTF 127 7 H#ZICHS
L7z, 2095 2603 5%E 7 07 v KEEHERED
G2 BEE LD, Y 4 PEEkomHEca v
PE—VITRETH - 7-.

11 Bl A EFZEICB VT, 438 &I KRE
7D7U>%Eﬁ&(2ym)%ﬁotabé,%@
DWHIEY —FDHHE 3% 4 7 VI
severity score |2 & % &l T59%, 6 7 — V21212 86%
WCBWTRESCH A S L7 2H0KELY Y —
NiZ, 7F721 38 %4 7 VEICEML, &I 9I3%
DOIEY — FHPEMR L. FFIHADATTIX, 2
4 7 VIEIZ80% TN L 7z (BEfif & 7z cias 11450) ™.

13 activity/

AFO4 K
CFFV—=N (TFRY v 7 A70A4F)
APNCAED T F =)V (200 mg/H) =H%5 ((F3
BRMIE 78 A H) Lz A, &RITHREDEE L
YEIE O AIH BT S 15 1 TR LR,
AP 4B TR %Y, P39 105 B TEES TR
L7z (B 460, 18N HBEAMD A Sz, Hik
TirfE L7-.

- BB RE R VE S

Bl D 70 BlO%AMEFIEICB VT, 7L F=
v'ar (05 mg/kg/H) WIkTEM (24 AL EOH
A7 L) L72REBIAS 3 Bl & (FEfg 3 61) .

JbeFr

H—Jigz D 70 FlO% A M SRR NT, 2 veF
G- E NIz 49BN 2 A HU EOB AR L)
DVRHNIZD, 2D B 55% I IBBOBHR O % 2

2132 H Rz 458 1 133 (9), 20792134, 2023 (471 5)



BERIMAE 5% - MAERELIRATA N T4 > 028—gA i, 7)) 47 a7 ) Y MErEmE 58, #EkLEEIRgE, U N FRIEEORROFS 1S 2023—

L LW, HEHICHERLGREDORTIX, arve
F v (Img/H) 1081 &b % o7z (%10
).

PAEUY

2BIDF —7 kBT, 7 AEY ¥ (900 mg/H) A
h-3n7z 1BIHZ 6 BERIEmMzEALL, BE®
A L7272 partial response & 5l S 17z, 261 H &
6 BRITEIAEALL, HEDWML 7279 no
response & &AMl S 7z (L3 161, AN - FIR 1B,

NV TaUY

H—Jii D 70 FlO% S S HIEICB T, X2 b F
74 TR CAHRAUEOHERL) LES
M3BAH SNz (R 3B,

ABIORY FFY T4 ) Y EEGOF— T VRERT, 1
Bl B3 6 MENIEIFAE IR L CTEBE AWM L7272
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