30 EmAEIEIA/NF— 42

11 24

1. =
BAUHNIFATRINDEGEFHREDHRM, HRMICIEDLEIELIDDERLGIEENEENDES
NTLEHD, CNETODESH, A TIEMBIMYZREZAEIRUBIA/NF— I (BEBAEHE) . (=575
SANRF—I(BEEALHE) . TREERGLEIF;/F— I (EEBAENE) OIFRENFLLELTHRESN
TW5, WTFhERFTIZBELWTERIW-KRETH S,

2. &HA

MEEY ZEREEIRMBISA/NF— &, D7 IVBEESRBREORREREI—FT 5 GNEEEFDI
RAEVRERICKYS T IVEEERAENBE T TAIETRET . [ ZFRISANF— L. BHRHI RO
T4—2B B ERELL, DYSFEEFOERICLIFHHIEBEICERTIEREC ATV VDO RIBETH
%, 05, TIRREERM B IA NF— IORREEFELT LRP12, GIPC1, NOTCH2ZNLC @ CGG R)TLw
FIE—MBEEARIESN . AFICHTHMRBEER L ESA/NF— 1FIOKRFEHN. ChD 3 DDOEEFD
WIFhDZVE—MBEREETEIENHESN Tz, F1ZL. TIRIFEERM B S A/ F— 1 LN 25D
I, R, BRRREZNICELC T REERFH AT —ITRELTVSHILH 5,

3. fEK
MEEY ZERE SR BIZA / SF— 1 10 REZF ~30 REFITHITTRIEL. B BHELFICRUR
T EITTEEEMFHLEINDS, FEZMNICRIYZEROBREEHET S, T=FBSA/F—11.
10 REBEF~30 REBFICHRAEL. EICTRETDHENBININETTILAMHFLRIND, REFM
(SIS iR DRI - BETEIEFETHY. IE CK ENBEIC LR T 5, [IRIBEEG R4/ SF— (.
BERAS~ZEHICNTTHRAEL. REETE, IRGEBEE . B TEZICMA T HICTRE=EHZ
BIIANRF—%2ET 5. HREFMICTBERMYERERD S,

4. BEE
L& 29ME ., E-TRREEEM RS A/ F— | CIXEE T EE (L LB MRS IR LT, JERE
EEITI.

5. %t
HITIEE . BT EE., MM RTENELD,

O EHOHEICHELEIE
1. BEK
400 N (FARIEIZL D)
2. RO
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THGEGFEENTEINA TS, )
3. MRMLAERAE
REEL (RAREEIEGL, )
4. REDOEE
HE(ETHTHD.)
5. DME%E
HY CEM B IF/F—ZME %)
6. EfEEREE
Barthel Index ZFL\T, 85 MU TEXRET S,

O faiZMHT
r& A HAMHREICET HAEMR
HRARE RAXZREREFZARMGEARE &R FAES



<BHREZE>

DR BSA/AF— I HELE

Definite, Probable ZX & &9 5,
BREUBIANF—ELTTROBRERELZEDD,

(1) ZWFRIANF—

(2)FmYZEEEFS R EIZH /3 F— (DMRV/GNE myopathy)
(3) BRMHEEE MBI A /N F—

(4) ZFDMDZERBIZF /A F—

(1) =5FE=H4 /7 $F— (MIM# 254130, Miyoshi myopathy, Distal dysferlinopathy) 2 &4
@2 HTICH A
A. ERFRII%HE (a~b (XL 7R)
a. BRBEARSHERXITMSEME
b. EITHDHNETRUMENR: TREDMHE. FICHEHRNRSND,
(ULTFIESE/mMR)
-FAEERRE 30 METIZELY,
ETITNISERHOHNETHAEIRT S,
E I ER THIRMEZE L (fibrillation potential P FIRIE MUP MEBHSNZZENHD. )
- HATRIRETR R AN CK EAYEE S E (1,0001U/L LLE)ERY,

B. dysferlin M5 (a X[ b HAAwhZE)
a. dysferlin RIB (BRHREX B XTI RELTOYMEHT)
b. DYSF (dysferlin) BZFDREZREE X (IEENTOESHER
(LLTFIESEmMR)
-CD14 [Z1E ) /\ERD I TR B T Oy MENT T dysferlin 18

ORNT REKR
i PR 55 71
RGHERLEAMOBHEER (hOEREEIANF—FED,)
- IER MR R
TR R A
fbDFHC RO T —
- BRI %

@ ZHDATI)—

Definite : A+ B% =95l
Probable : AZi#iT-9 . BINEHEIN TLVELVE
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(2)BmYZEHaEHS>EMEI=H/8F— (MIM# 600737, Distal myopathy with rimmed vacuoles:DMRV, GNE
myopathy*) 32 ¥ &4
@ ZHNICH ALEH
A. ERERHI4FI
a. BRAERSHEEGRXILMFENE
b. EITHDHNETRUFHER AR EHOABRERM. KNEHNMREINDH ., KEREEERH T
ZLUER =N B,
(LLTFIEEEmMR)
-RIEFEHGT 15 MHD 40 METHEZLY,
-5~20 EDFBTHITTRELLEDHIEN B,
- ;% CK fEIXIEEE N HEEE S 1E (1,5001U/L LLF)
E I ER THIRMEZE L (fibrillation potential 2 HIRIE MUP MEBHSNBZZELHD. )

B. AR R (a [(L67H)
a. FEYZERZESFHIRME
(LLTFIESE/mMR)
BERORERIGEEDLEL,
-FARHERD FTIOANILE
-HRHEROIE X FUBEE AR
- FRERIE N D p62 FE TR SRR
IR DU ERIER™D
(BEFEMBIZCORXIXITHMBERD 15~20nm D 715+ MK A K (tubulofilamentous
inclusions) D fFIE
C. BIzZHERE
GNEBIEFOREZRERX(IEE~TOERELEE

ORNT REKRE
B PR B 85 )
-EUHERLGIMOFERE MOERMEIANF—EET.)
- R IR PR R
FRIEF A5

-BRYZERERTHOIF/NTF—

@D ATI)—
Definite : AX [EBD Vgt —AZilf-L. D C Zimf=3+ M,
Probable: A+B% -9 4D,
* DMRV X[ Nonaka Myopathy [LEMREIIZ GNE myopathy &E#i—IEFR T BENZEHEH S (Huizing et al.
Neuromuscul Disord 2014) h', REZ M EERICIREBASN TLSEFREHEELT=,

- 4-



(3) BRMABAE 1 B =74/ $F— (Oculopharyngodistal myopathy) S B &%
@RI H ALY
A. ERERFISFH (a. b (LH7E)
a. REETEEZET 5,
b. FTRRZEHDHNET -HEBEET D,
(UTFIESEmMR)
-RRETETHS.
SMRFRE. BT -BEEEEET S,
-EEERECOREEZRODIIENH D,

B. —iXHIIRE (a [FiH7R)
a. 7% CK EIXIEE M EESE (1,000 IU/L L)
(UTFIESE/mMR)
E I ER THIRMEZE L (fibrillation potential P HIRIE MUP MEBHSNZENHD. )

C. BAERR
BEY ZERRE ORI DER

D. BEFHRE
RIBIDFEE (X LRP12, GIPCT, NOTCHZNLC DWZ\F M DEIEFIZ CGG VE—MAREZET 5,

OFFN T REKRE
B PR B 88 1

-EUFHERLEAMOBER ORMBIA/NF—E2ET,)
-ARIREEE! £ & A O 74— (OPMD)

R R R A
-HFEY ZERE R T DIA/ NF—

O ZHDHhTI)—
Definite: A+B+D
Probable:A+B+C

(4) Z DR BSA /TSR
OKEME
ZOMDZEMEIFANF—FRERREEFORESNTOVENELEDZED T, FEO|MENH D, CCTIK,
ZOMDEMUBEIFNF—HIZUTA+BOETEE-TLDEEET .

A. ERPRBIHFE



 EUHAREICEShD,

- A TH S,

. BRZEFZHHT . BEMERITETIETH D,
2 FUEDRBTHD.

[¢] o o

o

B. MiERATR
a. BRMEEILDFHE
b. fHRREMEELIFEND. HoTEHAETZETHATEDLD TIIEL,

O RRERT

REBEEFAIASNIGSZRICIE, ENERART S (REAFADGE X, RRFHAILEHT D).
LT, EBHREFSHEILL O ORKRIGEMEIA/NF—THY . BRI, EERX . RREE
FEINET 5. SR REMZODENEDYRLIEIZBET B,

Distal anterior compartment myopathy (DACM) : dysferlin RIBIZ &5, EERZBIEZ= 17T LB AN, TER
HIEDFRANFATRENS, AR, DYSF
Non—-dysferlin distal muscular dystrophy : =& Z{Ll-EEK-RIEBRREZ 29 5, AR, ANO5
Welander distal myopathy*:40 X LARRIZFAEL . FIEHEHDOHNIETZETRT, AD, TIA7T
Early-onset distal myopathyx:/NEFAE CRIE B #Hi - FHEBHHRRVEREHEOH NETETT,
AD, MYH7
Distal myopathy with CAV3 mutation: HEEFIETFNHDH NETERL. EFEXEE T HEN
H5.,AD, CAV3
Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : B JUIREF NETETRT,
AD, MATR3
Distal VCP(valosin containing protein)—mutated myopathy*: &/\ T MR ERIEEAIEE R SR RNIEF 1,
LIFLIEmEREE1LZEHES. AD, VCP
Distal nebulin(NEB) myopathy*: /NEMNSEFER AR CRIBREHDHNIETERT . AR, NEB
Tibial muscular dystrophy (TMD)*: BIREBHDHNETETRT ., AD, TTN
A R ERHEME A/ N F — (myofibrillar myopathy) : fREZFHICFHRERNORALGEREZERERFHET D,
B®E AD. TTID, LDB3, CRYAB, DES, FLNC

AD:EFBREMER. ARTEZEBALSEER. - KB TEERRE

L e

ERESANF— BEUBIANF—OBRRELTLLILELHIN ETHIVERDAONDIGEIEER
MIFNF—ELTHET S



<EEERE>
HEBERI T : Barthel Index
85 MLUTZXMRET D,

BEARE =82
BHi. BRELGEDEET., ZENBRNIZERKZS 10
1 BFE AN (BIZIE, ENMTEY>THALKLTEHS) 5
29 Bh 0
SN Bi.JL—F, D9 RAMDEELET (HITHILED) 15
T T | BEOBANBXEEREETS 10
2 BbAYEA N
FEAZEIFTIEETHAMNIZIZENE 5
DIEE
2N BIXIEATaTEE 0
L B (G, BE, mEE, O IF#IY) 5
3 ER
MBI X IE T AT RE 0
B (KBRDBRE. BIBREET . R—2T I EBLEEZFEALTLSIESE 0
ZFDEELED)
4 +ALENME - ; -
MBI, REXZ S, KR, BIBKRICNHBIZEEST S 5
MBI IIA AT RE 0
. =hva 5
5 AB
RO NBI R IEFETHE 0
45m L E DT, HEE (BEHF. STHRIEIBRO DERAOFEIMHT 15
6 i 45m LU EDNBISIT. HITHROFERESED 10
= SATEEDBE . EHTFIoT 45m BIE DIREATEE
EE2Lst
B, FFYULBEDFERADEEIREHEL 10
7 FEERER | MPIXIIEREETS 5
T gE 0
Bi. $t. 77 A F—  EEDEFEREED 10
8 BEEZ ER B AZEMNLERN, F 2L EFBESTITZS 5
LEEE LIS 0
KELL, TG, LEOIRLEETEE 10
BefEa R - -
9 a1 EEIZREDLY. mlm. LEOTIEWVINMBEETIELED 5
EEELst
KL, URFRESDERLVE ATAE 10
RV
10 o EEIZEREDLY . RBOIIEWVNMBEETIELED 5
EEELst




ST FLUE J OVERE BE /p B ORI IS 1 B B B S TH

1. WLk _%wé%mﬁ%\@E%ﬁé_%bf\%%%@Lt%&@ﬁﬁﬁ&wﬁA AN
NOBHOLOZHANTHELL R (7272 L, YRR ORR 2 T HFRIERSE TH - T,
PRAREZ B DITIR D, ),

2. 1BIRBAAL IR 2 HAEE S FIC OV TIE, @MU REFNEEO F CIHEMTHhIL TV DIRETH
ST, HIT6 AWM TR EWVIREZEMS N2 & 235,

3. 7o, IERORREN FEROEIEE SRS C—EL EIZEYS L nWE TH L0, SR ER A kT 5
ZERRERLDIZONWTE, EREIROMRLET 5,



34 RRERMEELE

1. BE
IR IRMEREAE 1 B (neurofibromatosis typel:NF1, L2 LT INIEUR) & AT x-7F - LB EHERR
HEFEHMEL. B R, A%, GIBHEE)BEICSELEREET IBRETHY. FLEBAMEE
% (BE1%) DEEHEETHD,
PHIFIRHENEAE 2 B (neurofibromatosis type2:NF2) (&, MAIMEICHKAE T HEEMEHIE AIEREHE %
FHEL, TOMDEERERES KRV EHEAHEME. HIRE. M LEKRE) CRERE(RTORAD
REBEHE. AR . BREEFEANE 22T 58 LEKEN (BB OBGHEEETHS,.

2. RE

FIRIRMIERE 1| HORREBEGEFIE 17 BREARRB (17911.2)ICHEL. ZDEEGEFEDIE=21—07
147 BZ (neurofibromin) EFEIL AL . Ras HE DHEEEZ FilfEIL THIRIEECHAREEINHITHILITLY.
BB DRELEBEENHETHEEZIOLNTNSNFI BEFICEERGRM/NNUTUN ERL-HIRRMHIE
fiE 1 BTIX. RAS DIEEMLEMEIED T8 . RAS/MAPK R DEMILL PISK/AKT BIROEMHILEE
C. HiERHEEZIILHEL. BERORELTLELHEHASN TS, LAL, FELLVEEBIC OV TIEFEL
=R AN

MIRRHEIRE 2 HOBMEEGFIIE 22 2EERPB 22912 ITFEEL. COBEGFNMEVETEREE
merlin([& schwannomin) &£ fF(F50TLVS, merlin (XEBIMNFIEFELTEKEEZEZ OGN TS, T
RHMEIEIE 2 2T, merlin DBEEFITEENLEL. IEFEX merlin BN TEEW=HIZRIET 5, BRI, #
TRIRHEREE 2 B LS D — R DI IS - BRI - B L KB E T merlin DBEEREFICEENR DN
T3,

3. fEK

O ERMERERE 1 23, UTOERERHET S,

N7 A LH—RETREY LB/YDLGNRTHY ., BIFRVDILII—E—BEHSRVERICESFET
AT BRBRANICEDRREAONGVD, BEIRABOLONEL AAEFV-ELNEEHEBEE
LTL%, /MNETIFE 05cm KLE, BIATIEE 1.5ecm LLEZEELT B,

HIEIRHE - R EOHEREEBELEERHELYEBICEHET D, COMER T OREHER O HERE
f& (nodular plexiform neurofibroma) . TN 2 14 O ##F #R 4 iE (diffuse plexiform neurofibroma) H#& b5
E3H5, BEERHEHEHES I REMENOKETIABRTEED2~4%IZELS,

- T DMDAENE
EERE-LMNBREaRM. KEDEEHR. N8N, EFHHRARAFE. FERGTRMLLE,
BRE-BEEE-BEEFOERE OREOLEN -HFHEH. B -WBOERLGE,

AR SR 2 — BT %2 /ME B (Lisch nodule) . tRERBIELE,
&SRS — R AERBIE. ENMREEMRE. SHESLTE,

- 0.



ZF D1t unidentified bright object (UBO) . ;E1t & Bl & &% (gastrointestinal stromal tumor:GIST) . {5
MRaRE., EMREAREES. BRREFEE. FERN - Z2HE. BARRINS LELEERAH#OND,

QR IRMHIEE 2 HORKEFIRITHRL THAHN ., 10~20 ROFKEHIZ L, BRI OEHEHREI LR
R THAHHD . COMSHDMEICHBEHMENELD, T, TOMO P IRMHERIES L TREIERE.
EXRELGELELD ZRIE VBRI BEAHIEMIEICL MR- S5 DT, BHMEREICLSFED
LUN-RRET-BRALEDH, TOMIZ, BBFE. BREMERE. BEOLUN, HITREE ©/Mp KR,
TE FERE. RAEE. BTREECREREGLEEZAIELHS.

4. BEE
O IZIRHEREE 1 B
1) Rkb
HNEMOBEENERMEER LOMBLIEATIHATLS, LMWL REDEZA, BRBEETLIC
SHERSESIIMELABEELBOEO . FLICIEL THEREETS,
2) R IR R
BEEFETHIEREIHLT. BERNGH ALV LEZTORBHNERENESE L0, SRR
DE1RBIRELG D MOV ETNIE, BRIRETICUIRT 5. 02 TNIEE ERHETICH RSB YY)
BRI B, NEDED IR /AVIZKDUIRR. BRBEOHNT . REEARAL—F—IZLEUBRBEUMTH S, U
EHMREHEEEINET 22ELNEICHLLENSUIRT 5. EEREGBRHIESTIREHOEA
RIYIBR M ERAIET B,
3) LHEBRE
FRAZERE. BRE. eBMaE. HLtERERELGE . BADSRBBOREICKHT HFMML
BERTDEBENIZT,

QR FRHRAMEIEE 2 B
BEICIEFMICIIEZOME EE MBI IARNITOND EVRE EGFAREIVFILRH
THD. BHEHEBICOVWTEIELADEBE YA XEERFEANITGLTEADFKIABEESN, HRE
[CIECTARAHMNEREND, —RIZ BEN/NESVIBICF R I NIEHRER S ERED T REME
(FELS AW EF TEHARENRLH 5. NBFMOMIC, HI—F 170 EDELMMSHRFiTL/NE
BESICITANTHD,

5 Fi&
FIRIRMERE 1 ROEROFRILBRMEL BEREHEHESOSHEIH/ A A—EIMEETHS,
MRREIEE 2 B2IE EEIH-oTHMELRERTRABT HLEHIM . HFICEEETIIESHI K
LT, RFRICHELE O@HRERIETTEHIENAH D, MAIEARMELEEZERNES DK EE
EHTEGIMZEIZIE. QOL NEL, EdmDEKRIE., BEDHRAETIK. 5510 F-20 FEFEL
& 285%+67%-38% THol=,

-10-



O EHOHEICHELSIF

1. BERCER 24 FEERZMETREELR
3,588 A

2. FEFEDHKE
THGEGFORERELRBEENTOAAEMIERE)

3. SERMIARA &
R (FHTIRYYINANIEDLZLY,)

4. REIOEE
PVE(HEEE, EEaRRELE SHELH S, )
HY BITOHEEREABERRELODIELRE)

6. EEESLE
IR AEE 1 2% DNB £ 48%FALVT, Stage3LA EEHRET B,
BRI IEE 2 BISHIRM O BEEHEEFALT, Stage 1A EEHRET B,

O 1R
M#9E R B AEIR R 2R8I S22 REMEMTIRETH IS K DR AR ML S E DUV =2 He T D HESL A R B |
MRARKRE #HFRFRXFREFRVER KERFSEH &k HETETF
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<BMEE>
OFIERRHEIEAE 1 B

1) BEFHDWERE

NF1BEFOIRR & 7 58 BB EE S UL, SRERHEIRRE 1 &2 5. 72721, Z0HE (Rl
AR VAER) IZBOTUIEMBOBRRESEICT 5.

AT/ — o —%2 AW RO R E immuikﬁiéMTwéﬂ Bn TR
TEENFEE SN < & BMRHMEIERE 1 B4 SET 501 Tldie <, TOZWICERNZ AL HE A A
WD Z LI B EE RIES RN LICEETD.

///

2) ERIRHIDWIEELE

6L ED T 7 = s A - LEE

o 2 AL E O (B OFPREHEHEIE O O REARAENE 72 &) F 721X O E AN RS HENE
. MR D WX BRSO EINE A EBE (freckling)

. fRARRBNE (optic glioma)

. 2 ELL E ook /Mg (Lisch nodule)

. FHEE R BIRE OAEAE (B - SN0, WG 0L, BHEE - EiEE OF KH8)

- FZERW GE— ) IZRE

N O O ok W=

TIHEA S 2 A L TR RRHERE 1 &2 5.

<ZEDMDSEFERE>
1. XE DAk

2. HEMBEFEM

3. BEEMAEBKNIFE

4. MR

5. MNEREIES

6. Unidentified bright object (UBO)

7. JHIt ERIEIES (Gastrointestinal stromal tumor: GIST)
8. e iHfaiE

9. BEMERHEMEHES

10. [REMZEBE TERMLEE - BEARRINS LIE

<BHORAL>

NI F - LHEMEREES A ONN LB IR TH S, MNEFITEHTz- A -LRASEULH NI
REMNEEON . RIEEZDMDIEIRESE(CLTEWT 5. L. MBREBICEEDELZ L BABIT
FHT-F - LRSI MIKNIEBL LD T, iR ELT TKRICEZHT 5,

- 12-



OIERRHEIEE 2 B

1. BHOHTI)—

MRI X (& CT Tl B+ 25 (AIEMEHIE) AR OO IXHIEIRMEIESE 2 RIEBW T 5. F-. 8- F
EL- RBMKD VT NN BRRMEEIE 2 RO EEFE AANCOFAIMEOFEHIEES RTEGEH
iB) . RITQmEHMIE - ffRfE - i BIE - BEFHRREDILVIT AN 2BENFET NIEZHAEES
60

2. REMR
EF MR BEARE. IRMMRENDET, BISEF MR LB ARE B F1 ~2REHMICTILHEN
Hdo

BEERIESZ MRI Tl BIEMIEHIE - = X MEHREZ RO ET S B NmMEHIE, BEIEAE. INEREERE©
RERNESZLHOND, T, BHER MRI TIX, ERITLHMARBELHNES (Z<ALLKRE) HH5
nd, NoDEFE. RRETICRABBCKESTEEFLIELH AN BRI EHLELHY . RERDF
AXRETHD,

BAREBLLTEI MERARE., FERNRE. BENRRICREEITI . BALAILERIEMFZHIE
DRESFZZTLLABE S BALANUARBBFZEDCEPLRIZELLT HE0H D, REMICITANRN
ERELEIBREZITI. BEMBEMRNE., B TE posterior capsular/subcapsular cataract (&, 80% &5 (Z
Ronht=tT58ENH D,

- 13-



<EEEDEE>
O iRMEmE 12
StageSLLEICEZETHEDEXNRET D,

BREESEE

DNB% 48 HEREELHRMTEEE

Stage1:D1T#H>T.NOMNDBOTHDHELD BE -#REFTEICIFEFLALERMBELZL

Stage2:D1XIED2THH>TN2RUB2E & F

o _BLED _ _ _ _ _ ____ BR-HREEINCMELLSE _ _ |

Stage3:D3TH>TNOMNDBOTHSED BEAFICEEOMELNSHY. . HEETFE
DEENKEL

Stage4:D3THoTNIXIIBIOWLWT nhE BHELEEICHFEEOMELHY. HEEF

X FoOMENKREN

Stage5:D4, N2, B2OW\FhhEELHD BARMNEENSET,. HELEFOXENK

=18

T RERE I

D1 BRIV BOERBREENTFETD

D2 BRMEILEBRMSHOMBREENFETS

D3 EEEZEHTHBH TEHOMBERHENTFLET D
(1cm BEULEDLOAEET 1 1000 BELUL., FO—Ero2AHEHELTEHMELTHEX
Ly)

D4 VEMMHIRRHEAE CRIMAEEEOLELLSKRMNER
RIFEEREHRBESOHREHY

HERREIR

NO EAEIRZEL

N1 FRE. BAZOHBERCHBRICEEMELHS

N2 SEHDIWEETEOHBERCEEFRTRHY

BRE

BO BRELL

Bl BELUOWHEENDERE (FMARETLELLGVEREN IO EER)

B2 SEDEREDHY [dystrophic type LWL FHAEEZET IHAMDOERER BEHHLE
®E) NREOSEOER -AEES - R ET. BEFTREXIIEER B RIE] )

-
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OIERRHEIEE 2 B

Stage 1 LA LZEXRET B,
FRREIR
BEEALANIL(C )dB
AEEALAJ 70dB LLE 100dB ki HY(1=)
AEEALAJL 100dB L E HY(2:)
EFEALR)L(  )dB
AEEALAJ 70dB LLE 100dB ki HY (1)
BEEALAJL 100dB Ll E HY(2:)
EEE MR R
— {BI R 2 HY(1=)
i 4B R 2 HY(21)
NS HY(1=)
— I FEAEENREET HY(1=)
WTEEXTESES HY(2:)
#8 HY(1=)
BHES
—{AI %87 HY(2:)
i {8 52 BR HY(4:)
+ S ME HY(2:)
H HY(2:)
R NET HY(1 =)
e RAE HY(1 =)
HREER
BEHHEK HY(2:)
= EERER HY(4m:)
EREENE
Score &t BHE4£F HEEFE
_StageO 0 FEAERBELL i [FEAERBELL
Stagel | 1| eEom@EsdY | BEOMELY
Stage2 2 BEOHBEHY RlEEdHY
Stage3 3 RleEdH Y EEOMEHY
Stage4 4Lk FENAKEL EEDMBEHY
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ST FLUE J OVERE BE /p B ORI IS 1 B B B S TH

1. WLk _%wé%mﬁ%\@E%ﬁé_%bf\%%%@Lt%&@ﬁﬁﬁ&wﬁA AN
NOBHOLOZHANTHELL R (7272 L, YRR ORR 2 T HFRIERSE TH - T,
PRAREZ B DITIR D, ),

2. 1BIRBAAL IR 2 HAEE S FIC OV TIE, @MU REFNEEO F CIHEMTHhIL TV DIRETH
ST, HIT6 AWM TR EWVIREZEMS N2 & 235,

3. 7o, IERORREN FEROEIEE SRS C—EL EIZEYS L nWE TH L0, SR ER A kT 5
ZERRERLDIZONWTE, EREIROMRLET 5,
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1. #H=E

ERERAIEEVKECHEFRL. KBRERVZOETESROMEINR. BEIARICKEMRIEEESL.
F-TORBRELTIRE, BAEFINERREZERT RETHDOFFENREMERTH D, TEFS -
(FFAZEZEL-BROXECERCHADOEMES . HHULTHITHERAEIT L S EARE A E DERK IS
BORLELY . REDCAEL-MEBBICKYEBRBRERNELS-ODEHLBRRKRERETZET S, 250
BB ZBHLREEEHT D, NFTERHIRK (KEIRRIEIRE) LS TOHERESEICR
T.ERERXITH— LTz, T EBHIRORIBOBEENLLKROND 6. RELREEEIEN TS,
R4 1%, 1908 FICAKRBEZHRRLE-ERKRZBREOBRREAELTORICHRET S,

2. [BE
ERHARXDEEDHERT (FIKARELTRBETHAIN, AISHNDIAILALEEDRENKEDS|IEEIZ
HOTWAAIREMEL D, TNITFIEHENT. BECREMNLGEFEICEYNE AN ERT HEEZILNTLY
B F - FEBRSMEEGEFELT HLA-B*52, HLA-B*67., IL12B. MLX BNRIE SN TLV5,

3. fEK

BLIE1: 8T HIZEN, BIENE—VIELMTIE 20 RAIETHIH . DEETOREHLH T
W ATIE. KBRS RUZO AN EICEEZSIERITIEN S HELRVOLEAEZ XL -8k
DOXEBFIHEORMEE ., HHVEHIHERREICLLIBIREN T DBRERREDOPIDELT  RE
DEL-MEDXEEEIZ&LYBRKERNEL DO EELRKERERET S, NMEICITHENLGZ
=AM R KVHB R TE RO L S B SRS BBEM NS B A, TO-HTAEERROE
DENTHRIENZEEINDEZENZ W, BREKRDSE. REGHEEICROLNDDE., LEZMEKT
B3 AFCELBRORGL, AR MEREFROHDIENE, LREOZEECGERE. EEDTL) IR
ZRASEMENZ L, HEE. EARTOME NERIEAREICHETHS, TRENDIREEZZITHIL
BHd. RED—EIZEOONDZRBRAAEFSEIRNED FRICKELRFEE52 D, =, HE
[EDIEOD, BEIIROBEERLEICEY, FIVEFEEMOHEEEZELS5E81H5. BBIRFEEICEL
SREELELSD BHOERELH LS T ROON . BEESRCERIESIRGE O®E-FAEICLD
EREGEDEROCBHIRRENSEAMBMEICKDERNELSD, BHRBIRCKRE B SIREE D
BPAEIZKY, FTROEZ MAEREELSD, Tz 10%EEICKERBEELZEHT S, TICEEEZEHR
LT 5, /NETIERAKVELEEICBREBLEN DAL, BHXBIRCEBRBENSHEETRDHOND,
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12 KRS 55k ifn

vy Zt(llf U Ia®: ETKEBINR. KBRS RUZ DI
i @) b B : a5 + 88 T 1T K BYAR

f / I 2 Y ER T AT RBIAR. REER A EIAR. B BIAR
4 8 'S IV B B E K BIIR. M D XL, BEIRR
‘\ AN A V EL Db + IV B (LT RERAR . KENARS R U
AN A A zossne. mETERBKCNA,
ANANANANALNALN mamxamw oo i, B8

I Ila IIb 1 I\% \

4. jaEik
MEREERFHDZEAINTA2 (2017 FEHETR ZSEITEET H5CE1) , RIEOHIFHIZ BRIEL TE
BREXTACR (FIEAELLT 05~1mg/kg/ B) B ALLNS, FEKOBREBEMENRE T NILHEEH
189 5, BRPIC. W7ELBERTHEDHEN H D, ATAMNEIRMEDRES . T4 F DRI
BT HER . BHER~DBENORXTAMRFDRAMENDLELESICHEVTIE. IL-6 SEABEEE
THBNIXIT(TCZ) . HAWIEANLFH—R*FhibEL-RENMHEOHAERET S, F1-. 8
IROME-HLRRELZE T DB ETMREEHEZECHATREMENH D20 I/MRE, FUREZEH
BRSNS AEABRIIFEONEREICERT S E MEKIASH T, ARKAENEELEZS
NBEBIEAEIND  RIEMNLFIELTOLDFMAEELL, SHEHAEROFRITHEDES T 2K
DH) 20%THD, iz MAEKICx T 2HBIRBEMMNITHN D, KEARFRASEFSECH L TIE, KB
IRFBBRBNITHONS, KBIREICHLTIE. ATV STMNAEHIICLSMENARCAILEE#R
T hnd, AEHICBTARTUN STMAVINENARIERICEREERELBREETR

THb,

Ft-. KBRMERE. EMESSIEICKHTH2MTEEME. 1) ERICLIYBEDERENFGONGA
SfHE. 2)BEBRERICIOTEREETHNELSHEE. 3) 5> MELFLERLIIGE. 4) mAIE S
REEDZETHS. WTHERBDEEEROT, ROICREAERLTHOAR AR ZOERN
BERETOIILLNEFNS,

* RIRBRANTHIZEITBET S,
F1CRBRNBRERETIRICIK. BHOZERAMNTAUESEITTIHIL,

5 F#k
MRI, CT. ®*FDG-PET/PET-CT IC&kDREDERIIHFEDRHRK R - REAEEZAIRELL. FEMNELL
WEINT, ZLDEHITRPDEFEMNTRECHEY QOL LM LLTETINS, MEIETEEET LIATICZH
ENBILLELot, FRERETDIHELEFELREL. BEREE O KBIRERIEICLSEME.
RERFRABEFLICE S50 MEDTR L., DRIEE, B EIIRE. SIIRERR. RIEETH L, LA
ST, BN OBULARAEEEEN IR T B ENE AR, MERARICI>TREFED
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WENFTED, LBMEHAB TRENLBIEL TRENFIRZHE TESHENTLHIN. RIS
ARBELLGDHIEN S, BRBRKIIEVRIEICTF RS 570, iR, HESBELLET—AN S,
RIEFTRAVEK, EERBEZTEERD T DERERICEEN TN EERMICIEIEIR- HEXFTRETH S,
LML, —EBDESFITIFIER- HEZRHELTERT S H D,

O EHOHEIIHELEE

1. BEH
#9 5,300 A

2. RIRDHEE
F8

3. IRMAEAE
REEL (IRBEELTL,)

4. REIDEE
HE(BEELGEHECERNHD, )
HY

6. EfEENLE
SRERXDEEESFEEXANT N EULENRET S,

At R ERERREE
BESA T B X DEAUKE- B QOL [_E(CHY B HITEHE (M M 45D)
FERES HAER (RRLTENAFESHAMLBEERBNHEHE %)
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<EORREZE>
Definite 23R &9 5,

A. fEIR

a A O N =

7.
8.
9.

- 2EER R 2 HBER. BEFR. U/ \GIER R . FFEEOSME (140/90mmHg LI E)

. & 9% BBARSE (carotidynia) . MR . B MR, IEfE. Bia. LBIE. THRIE

CHREEIR : — MR EERIEOR NEE . IRATBARR., KA. RELE (EMNERE. SMERE)

. BRTRARAEIN : BRYAE. BEUA. SRBRATC, OFL, BEE BB, KR BAMERT. FRE

C EREIR LU, Rk, £ LIRS, ERERT, LRORBEVLERE EEBIROIRARSS. H

%K. 10mmHg LLEDMEERZE) . IREDFTE (KEARFFAET 2ELBEET D)

- FRIER: LUNWE, AR B O, TEERAT, TEORBERVMERE (TREBROHEE TTEH DL

I, MEET . £ETFRImEZE)

MEREAR : B, BhEE. (POREREE. MER. MAREE R, PoDER. AR, DHE. B EMRT
REARAEIR (R EH T BBERB XD EH

RIEFE - FEET AT BE

Xa EBICEYBEANELH-ORRIICIEBT H2&
Xb ERRFEIZEYEAOR NENELSH-OBRMIZHTESTSHIE

cl TR L&Y 10~30mmHg SIS NDIEE

B. REMR

EEGRERR  KBREZDE R DMEAHINIELLNREEIN D, SR FEXUF
AEDIEEHRE . RBEMRE (FAFEEZET)“ HAHVIIRMERE (BZEL)™ OMR

¥a KEIAREED— RS EIE, KEIAR (LT, BT, WERT1T. BEEBTT) . KEIARD — R 5 4% (GEENAK
ZE) . MEIRET 5.

Xb ZHRMLE. LD 2D EDBARFE(TEAL. KEIRO2RIFLU EOWLT NN THD,

Xc BEMREL. BEREHEEBROTHAAZ Y A2)  EF CT. &5 MRI(BIRELEAMDEZI
£).PET-CT (BARE £ E D FDG RYEA) TSNS,

Xd IREMERE . HRRMERZE L., MIED X #R (FITKEIARD KIKIE) . CT angiography. MR angiography.
DIRBERRE (KBRAFAETS) IESE THEEINS, LITXBARIIIERL . KBIARFFAER2
ZHELOTUN IRMERAICIE, CT ICTEIREED £ F R kL. CT angiography. MR angiography [ZT{HIE!
MITEROFEENEHEINDS,

ERZE LEDOFE R EE CT (IEERIETIHRE . CT angiography (X EFZ R TIRE . = RTEE
WEEEER, MEEEITEE. MERER. SBRk- £ EELGEEREFBMNET HMREIZITI,

C. HERIZH

BAREELE ., ERMEMERE . RMAEESREIE . BRAMBIVE. BEEREL. BEMEEEIIRE
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(RIEEBIAR ) . MERAN—FTyMA. 1sG4 BERE

<EWnHTI)—>
Definite: AMS35 1IEBLE+ BOWLWITANEED. CERILELD,

(BBFmR)

1. M- £ R KL, CRP S{E. AMmEkiEMN, Ml
2. BIEFMRE HLA-B*52 £1=I% HLA-B*67 £ H

-21-



<EEESE>
EREIRADEEESE
MELLEZRRET S,
1 E BRERXLZHLS2BEN (IRGL. BEE. RB. OFEV . REHELL).
thEM(RERGESE. EEOFEEE. OEHE. SOELGE)MRNEHS
. M DMEES (CT. MRI, MRA, FDG-PET & 1) IZTHRZEDHEELNROHON
%,
=L BITABREMA SR ELLGRBHRET 50 H L IR TACFEIZRRCE
BEEHMMZ T2 E,
I ERRERK. TRAERIN ATAMFEIZEOAREEICTERH L VIEEBE
BN THE
THME | ATFOREESCAREE. HBLEALE—~L I (PTAEVT). SRS
ZFIZEHHH5T ., LIELIFERERYIRL. FEDET. HEVILEBENEHLN
%,
v E BEDFRETRETHIEKRGEHE (KRERFFABETLAE . SIRER . BEIR
BEE. RIEOEE. HEE)AROLN. BRAGARN. AEEEELEL
ERCE
VE EELGBBRERL OoME DAL DFIEE, FREERSEHIMEE,
frin EFEE (Rt ., RAEEE) | R MERMEE. BT E. BHES) 2568 6E
ZHL.BEGRE. BRELELT S,

SRS ELYE N OVEE FE B O Z 31T D A

1. WHZEICH WD EERER, RA ST L T, R LICEEOREN WA ICIE, W
NOREO L DEHNTHAE LI X R (7272 L, YR Ok 2~ RIERE Th > T, i
RAREZ L DITIR D, ),

2. IREBIAEIZIT D BEIEEASFHIC OV T, MURETFIERO T TIRREMTOIL TV HIRETH
ST, EI6 A TRbEWVRELZEMIEETZ2 L2725,

3. ek, FEROBEN FROBEREESFE T EL LIZEYS L nETH L0, BfERER LT 5
ZEPMER L DIZHONWTIL, EERERONG LTS,
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A B EEIR &
C =

1. =
RE-pROEBIRKICEMBEEZESIAFEEHERAT IR THS, KEREZD ETESHK. I/ EH
kxS VEETES T 5, LITLITXRAITESIAR (LU, BISEBIAR) 215 E T 5. COT=&. LIRTIXMBIZES
ARZIEFFIEN T A RSN EHRRMEEIARX I ETDRBMNEEREINT, 50 MU LEDBEE TR
L. EFBIIRETIERBREEABHTHD, BRELIEIZFIF1:2~3THD,
LIFLIEYD T F S HBRAELTHE. BB T HLIITHBF(IBO TALLIZERBELEEZSN TS, i
BHZRYRTEGRENROON . BKBAICZ BRZEDHT DT AIEDIL,

2. [RE
REEFEALES, FMNRAGEBEYRRLGEDRERFOFEENELON . BIZERELT HLA-DRBI
Y04 BIEFEDEENHESNA TS,

3. fEK
3D D 2D EF TRIBEEDEERZERD S, BIITIE 30-40% DEFI TRO LB MWL EEERTHS.

MERICEDMFIET SHKRICKDEMERRIEDT= . REMNHAICIRA-HHFREFZZL. 1 20%H
BADTERITEBAEDELRERT , BED 40%(CITFESREHBEERO. UITFEL MK
BREEDH 15%IXEMEEIRXEEHT 5. EHEREL TR (ZLDBEILMER., LEITHIRE) .
BRREEH40%DEETRERD D, R, HEERE. BFEGEDTFRSE-ESEEEOERERDS, —Btk
REMFEAE ., BAEEE . RO REMEEELLE OMBEIK. FNICEEECE N -f1EREELLE B LG
M OERLEDHOND,

ERZE L. # 505 KBIRABRDIRE. HAWIEHE THIRCHBBIRDFELEEEDH D, 25%52E
[CRBAIRRE K DIEREIZERS . M -BHIROVEZMEZ TEHIL. MEHZTEZENT L2
L EETHD, Tz, TERTIE. # 20%I BB BIRN SEKBRERICREZ R DD, KENRE (LIS -
FRERICEECY . SRS ~SEUERTHOERINDIENH D, EMBMEBIRKICH(TDHE R TR
BHIRE LREEDEFNEN 1T E. 25 BBV ERESN TS,

4. BEiE
MERENEEDZEAINTA2 (2017 FHETHR)EZSHBITEERTHCE) . EMABRICIBBTRER
TAAMR(RTAAMR)ZERT 5, RADBNAHABZECIE ATAMR/NNILVAEEEZ ST ATAMRKE
BEFETI. BORTAARIE2~4BR O NI ABDRIZH BT 5. BEEORATOMRELELT S
BINZL MHFEDODRATOSARFDOFBIEEIZEEITITI ATAMNERMEDRES . RT0O4 FQERIZ4H#
WERT SEH. BHER~NDBEHNSRTOSRBENDEREFICHENTIE. IL-6 ZRARBAEETHS
)X T(TCZ) . HAWEARLF Y —R*FhibELI-RBINFIEDOHRERAT 5. BIROEER

- 23-



EEDHDHGEIFT. KRAPHEZEZFHTAOICERETREV VI MRBRREEZHATILE
Hb.

* RERBERANTHAHLITEET S

F1ARARERE T DRI ZFOBBRAMNSAUESEITTHIEL,

5. ¥t
RVBETAREFHIELBICHTIERETHAN., BEEMNSORTAOAREBEICKYBFIENRIEETH D, B
MR EENAR 2% BB TIXEEHXBIREDOEEINS L, FHIRERZET (Bl X #&. CT angiography, MRA,
BE K. ®FDG-PET/PET-CT, CT scan %4&)I2&k>T, KEIIRFEDELZEEMT D,

O EHOHEICHELSIF
1. BER
#3200 A (BRI L DR 20 FE BRBRAEEMEEBRADLEEFHE)
2. RADIEHE
T GEEERELT HLA—DR* 0438 FEDHBEMNTRREN D, )
3. BRI ABRA &
REES (IRABELL, )
4. REDOEE
DE (B, BRERYIELIEMHOERBELS,)
HY(BABEEZS. BAYYIFEREE0 1 2BEE50BHELS)
6. EEESE
HRPCHERIN-EMIEBIRADBEENEERANT. I EULERRET S,

O thsmiRtts

BATRBRETREL

BTN B X DEAUKE- B QOL [_E(CHY B HIEHE (M M 45D)
FERES HAER (RRLTENKFESHANLHEERANHEHE %)
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<BMEE>
E MR BIAR 2 D 2 FEEAE (1990 &£, FAUNIIIFERIZESD, )

1. FEFRH 50 MLl L | BRFRAEK CERERR ORI 50 mLl Lt

2. Ft=ITRECo1-5ESE H-ICHIRLEXIEFH - EOEEICRBH LI585

3. HIEEEARD EE BISEENAR D [E 78 X (S EIARFE L ICER LG MAISEEIAR D IHEIDET

4. FRIEDTLHE TR D 50mm/ B LLE (Westergren i&I1Z&B, )

5. BIARERIBORE | ERKMROZEARXTAFELEOIRENIHY . SREMBEED.
SEBEMICIX. SIEERVLECTHLIEREH-TRENH D, (BRE 93%. FEE 91%)
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<EEERE>
MEULEERRET S,
EMEEESIREDEEEDLE

IE - EHREBRELSHSN AR ABENSLC . BIARENA AL ELLEBREH BN L

25O R RCGAR CRBREA AL,

1E - EMRMEER S LB AAEAEEAAC, TURS VO BET Sme/BUTORBRER
FOAR(RFOAR) B CREEEEIC TERSH S HEBEERATETHS.

ME -BAREAFETS(V ECEETRESLD) . XEABIREH SV EABRAEMER SN
FET AN AT OMRESC A AR CIRBEENTETHS.
TFRX L RO MR E S EET 3ANE AR CRBERA TR THS.
FLRZY AV HE T 6mg/ B L EDRFOSRERCREEEBELT 250,

NVE  RATFOMREECARARET S, SARE(V EICFSTRESSL) . KBIRE. KBk
WAL, TH- LROENERESS EERERRACEET 2EROBRERYEL &
FIDME X EELEMSBETHEL0,

VE -EBEE-AHEREOEAOGHA 0.12 UTXITAROBHAZAZN 10 ELUROLOEL
MNIZESE=ED,
TR RO EMEREQ-OEEAY . MTBRATEL TS BELLD, (LT~
=D,
AR LD R ABIE. XBIREETSEATEL AROERSBELLO XL
BARE o150,

LT FLYE N OV FE Ay B OIS S 1 S B

1. JHRAZWICH WD HEHRER, BRERT ST LT, 2B FICEBROBEN 2 WEAIIE, W
NOREAO L DEHNTHZE LI X2\ (72720, Yimofl 2 R iRIERZE CTh - T, i
RATREZ e HDIZIR D),

2. 1BWRBRIATLIC 81T 2 A I DV TiE, MU RETFREIO T TIRREBITHhIL TV OIRETH
ST, HiL 62 HETHRGEWVIREA EM?HET 228 L35,

3. e, SEIROREN FROBEEESFE T ELL LY LW E TH LM, mEERER kT 5
ZEDMERH DITOWTE, EREROXGET S,
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42 FEENMEZS HEARK

1. §}E

FAREMEECIY, KB 8 NE EHOEICHEINDS, HEE S REAR KX (polyarteritis
nodosa:PAN) &, FEIMEZ FHREL T MEBEICREZELHEETHD, LUHEIT PAN EHIT—D DK
BRLLTRAGN TUVV=BEMIRA £ FIME % (microscopic polyangiitis : MPA) (&, EH#IIM & & & U/
F-#REEARETHEETHY . RER. BB FRIL-EEMSLESNTNS, £ FPEKERE
}14& (antineutrophil cytoplasmic antibody: ANCA)% PAN BEMEHRICIZBEEINT . BEATIEZ. 2O
REBICHTHREMEDTVBMIY—A—FHFEELLGN, I50RBETIE. B BAFKIMILAREICH-
THRETDIEFNHEIFRESNTOLSD . AR TEENICLMEDLNALY,

PAN F R F#i5(d 53 /% T MPA KYLEF T, BrLE1: 1B LEFRHIALY,

2. [RE
FEIANACHDIVANINABRREERKICRES HEVSIHELH AN, ZLDEHITRXERIEFEAT
Hdo

3. fEIR
JERIEIZH T, REICKDIEEHEREBREFBRORERVEMN, FEICKIEBREZDERDOEE M
YA
A. £BEIR

SEFIDH T, FE(38°CLLL) A 54%I, (AEFL (6 HNAT bkg LLERA) A 28%IZ, SMEA
23%DEFICROOND, RRIEE-BFEEESIELEFNTHD, SMEIX. BEIRERIZHESB MR
BFICKBL=U-ToOATUOURAEICERL., BEESMEDAMREZET S,

B. fEaRAEK

FEISAEIR (SEBL. ;BB . R THEE. KRR % 83%I2. iR -BEAETEIRE 75%I. REHRBEXZE 49%
(2. PR EAE K (AR EE i M) & 12%I2, fifi- MORRSEIRE 24%I2. TN TR 5, F1-. BEE (R
MEES) HEHRERCHELERD., B EE) MER (DFHEE. DAER) O REKRGEZET
B2LLHINENTHS,

C. RISENAR% (RIS BUHEETE L RBIARZ)

RIBICERNRET H5E. REEBRKEFIENS, REERUNMIFEREZROHLIEEHY. F-K

EBREEFEORERE. HE. REGEESEZHEILLH S,

4. BEE
RYUVIBE I AEIER - BBk S R M E X RN FIEE - EEE S REBRKA - I FIMEXRDA
BEDFF|E 2020 2S5EITHEETHCE), BES. ENBEDEILERE. DHFRE. PIRERHELEE
CEESEEFICHLTIE. BEREARBELLTYIILOaILFaARE, 81 70RRI77IR/ LA R (TR
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A YARRAI7IFREEZHAT S, EETHWES KT HEREABRIT, JLaa)LFa/RER
THRETHIN ABNRDIT+HOHE. FE VORI I7IR /LA RE T FA T oaBMEERAT
%o

REEBRRDSE., KEEBCREAEGE REERNEAMELLJIEESEMICHLTIE. EOJ /Lo
JLFAMRZEFERALTERLY,
E1CARARERE T DRI ZFOBBRAMNTAUESEITTHIEL,

5. Tk
BHICEZHL. MERENERLLGVWRERITAREZRBT AN EETH D RHITAEEZITED
CET.RLERICEDEHNLH S, BITAEMBAERET HE. N, JHEEHMm-227L., FERH M.
DHEE. BTLTRETHENS<L5,
RFEDEHIE, 2L OEFEZTEELERICED, HICHERERES . EBMEES . #EEHRT QoL
(quality of life) DIE T EE T EHIMZ L,

O EHDHEITHELEIE
1. BER (ST EEERZBEIREER
2273 A
2. RIRDOHHE
R EALADELEOBEEATREINTINS, )
3. MBMARSE
KFES (BB RERATOANABRAENABRELN, B, BWEERYERT,)
4. REIDOEE
DE(BHEEZEORYMBENIVE,)
HY
6. BEENE
REMERBRAOBEESBEAVT. DXL DD ZLFERERET S,

O 1AM
HaMREBFBRMRASRIBEMEME ROERKE-BE QOL A LICETHHRIL
MERKRE RRLFERKRZEFHAMZBERRR)VITAMESET #8 EF
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<BHREZE>
Definite. Probable %% &9 5,
(FZ1EA]
(DEEER
OFE(38°CLLL, 2;:BLLE) KREFLD (6H A LLINIZ6kg LLE)
QB mE
QRRICETIIETFE. BEE
@R | fxiEEE
OLFHEE. B MEER. DEX. D2
®HfE %
@EILEEm. FRAE
@ FHMHMEEL
QK THEE. REES. FEH. £
OZEAERE (X) . HE(R)  HAHET
()BT R
- NEIARD T4 T ) /AR ME X DFE
QMmMEEEAR
FEERREIAR 72 4% (HF BN/ EIAR) D £ F /BRI & Bk %2 - FAZE
(DD hTI)—
(DDefinite
FEER2IFH LI E LB R D &H 5451
(@Probable
(@FEEZER2IBE LU EEMEEEZFMRDEET S5
O)EEEERDI>OEEL6IEE LI EFET S5
(B)SELLAHBREMR
DB mEkiE AN (10,000/uL KL LE)
@1 /M50 (400,000/uL LA E)
QFRikTTHE
@CRP &5
(B)HAIEZH
ORI LRI E 2%
QZFME X MEAFIELRE (IBF: V7 F—RAFELE)
QIFELEK M S R E R MRS IEAE (IBFF: 7L L —EAFESLE X)
@)1 9%
OBRAE (£ HMETYTI,—T X (SLE) ., EH) I F (RA)HE)
®lgA ME# (IBFF: EBFEEMLE X)
@7 T /20T F73IF—+ 2(Adenosine deaminase 2: ADA2) RIBSE
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(55%1E]
(DFERZAIC TR MR, 1 SIS RIS, I IS EA. IV SRR D4 D DmEIC R EEh S,

(QEGERMIZL T FAT LSO MEDESED REE BT HER. I, IV BB EEESIN-BHFROENE R

BRI DEREET D,
(BBRSNEB DHEKBIFREMEMERETET 50, FEWTERLARBERMENSERTED,
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<EEEDE>

DXIF DB GEEEEL T D,

D FEEPEZRENRIC L 2L T OWTF R OlfEE 2 A L, PANIOHT DR ELEL T 5

B 2 fE 2 DN S

FE ik &ML B R BE R 0 CEAE ISR Y1, T WThOBHETH -
THEAK 0.5g/H LA b, S 8 1 & i

Jiti IR MR VR i ¢ 00 ERE 43 B8 C T BE LA BICR% 4 *2, Uil i

Lo NYHAZ2 [ELL ED AR5 3, ATt ZE,

iR B A 725 DR OKEEFRTIHY 0.3 Al

K W EHORE) L~ILH 70 72~ LLL Eds, —IEORE A 90 7 X

LA B ORI E ORET) L~V 7s 50 7 2~V LL B ORE T EE

THARAEDE LT L T L s

e A E, THALAE Hi

PUR OFEZE « 1&¥55 « BYH, XITZN B KD MUEED KRS - Gl GHAL
X7

PR A& B2 K Y . modified Rankin Scale C 3 LI E*5
RIEMRRIEEIC LV, #EFH T X N THJI3LLIT*6
RAG PR X B 2 DL o B

Z DA O fidas . WElgoOREZE, B 5 %, AR

D MAEROIGIEISE ) LLFONWT I OEIHEEZ A L, ABaFEL LEE T 5

Z

r

- JRYLIE

- EEE T

- B HESE

- THALPETE S
- BEIRIP

- FANBE

- FEPNBE

- AERELR
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*1 P P EERE E 3 HH

s RIS R R | REAPAIIR | SPATIUR

mg/A

RPNT I /Crlt y
(mg/gCr) 30 KM 30--299 300 BLE
o510 FE
153 REATE iEw® HEEAR IR
§§H¥iﬁﬂ (g/R)
B RiEA/Crik
Nﬂ (8/8Cn) 0.15 % 0.15--0.49 0.50 BLE
k42 ]
ERELQ
Gl |

ERELR

G2 | peEr

-
mﬂm G3a | g

1.70m) G3b ;gg;

G4 | EEET

KM
85 | (esko)

FREOEIEE S TEE (OF) Zilil- 2z HiES T 5,

*2 FRIEPERE MR O EAERES3HH (2020 AFEEZE R TIE)
Hﬁﬂ)iff‘%ﬁﬁ

e
SpO:

80Torplt  JPRERDES

" 80 Torr&if 90%FEDISE
70 Torrkl E iz 3

0%FHDIEE
" 70 Torr3kii ZIvViz$ 3
60 Torrkl £ (EREEAE
BIEFRE)

v 60 TorrkiH RIEFRE

FREOBEIERE I T I EELL L2 BIE &3 5, ZRHFBIIRIMIRSE 77 T IO BELL EOSfF 2 72213 6 57
FIATIZFEM L7 < TH RV,

*3 NYHA /OiRe /048

7 I A | BRAER

I HIRIEE A HIRT 2 LTV DREERE, BEOF RSB T, 5. BhiE,
B, PatEtk Ak = 5720,

II B RIS B AR 2 U ICHIBR T 2 B0 & 2 DRI, 18 O S IKIE
BT, Y. BME. B, PRUERDE Z 5,

II1 B IRIGEh % B B IS HIR 9 2 MO B 5 DR B, LRI TORKER b 220
D, EELL T O RIEE T LS, B, B, PRERNE Z 5,
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*5 modified Rankin Scale

B F ffimodified Rankin Scale (mRS) #|E L #EE
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PRAREZ B DITIR D, ),

. TRIRBRIAGHIC B B BIE D REIC OV TIE, U R EFENE O T CIREMTOR TV AIRETH
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LB JEIRORREE D ERRO FEEE RS T L, BIZEYS LAaWE TH D0, B IR A kT D
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43 TEMBEMNZRME X
o #=
1. =

1994 £ (Z Chapel Hill TRHMNEEERESEICHENT, TNETHETE L FEIAR % (polyarteritis nodosa:
PAN) EZHRENTWVIERIDSS ., hE OFHBIIRICIERLI-RIEIEME X OH NS RBIRKA &
EEIN/DOE(EMOLE. #/0E-FK) ZEARELBEMENERIIHOKERBHLLTRAISNT,
BEI DERADRBEEEAKLBENZFEAEHONZNC EEH T F BRI E H1K (antineutrophil
cytoplasmic antibody : ANCA) 51 HEA G\ EEHFHEL . ANCA BB E RIEIERHEERINT-, 2D
L AFERBREDAONGENELDMEMIER L R E X (microscopic polyangiitis: MPA) EFEZR S,
ZHMERMEAFEECIFHRRMESRNERXMEAFEELRISNS, BLLIFIFIF1: 1T 8HKE
(L 55~74 MEBEAICZ L FMRBAERILBAT 182 A/BAAFMIYTIEBAN/BH A ZETIE
84 N/BHAANEHREEIN TS,

2. &HA
FRREVWELICTATHS, LHL. FHREROMIEEICEFNIBERI /NVETHASITAR LA XS
—+ (MPO) 259 5 B 21K (MPO-ANCA) R EICRHIN ST LM b, thDBRRLRKRICEC RE
BEENERICHEETEIEEZALNTEY. 2D ANCA WM EMEDREICEHDZENDMN>TE, B
ANERIZH T HEEHIRREL T, HLA-DRB1*0901 1& MPA LBSEL . HLA-DRB1*13:02 13 MPA D& &
EELEET 5,

3. fEK

B ARERD. FEFLEDLHERH 70%) &6, O MR- FEIZKDBIZEA LR
T 5, BREMARAREBTANRLEHETHY., REM., FOHKAZFEREANHEL, MEBEILTF=V
NEFRT S, BERNSHMN A TRARICBEFRZIIBITTEIENZVDOT, RHEZHMABHTEETH
5, IEETMEZREBAIRRICLERDEFTMEIFDE (B 30%), TOMBHEEICASNDDIE. KB (1
60% : 5B, RIEEE . BIKRB . RTHEED . SHMEHBEZE R (K 60%) . BHIHE (19 50%) . FHE (1
50%) % E TH D B MR 2 (£ 25%) WORfEHE M (§9 10%) ZHF T 5Lk, FERS N SFR. M
REM, EBRFMEZET . DBBREICKDDTREEH 18%ICHLNDH., HIEERZEIXH 20%&ih
M ANCA BBEIME RKITEER TN,

4. BEiE

(1 BEDEZRIEROBEALHIFTHD, ANCA BEEMERDEA MRS/ 2017 TIEUTDBEEHE
BLTWS(WTIBFEER), 2. BRES - RERTBMEOHEI KO CEREANGRETI.E
fRERRIL. ERHEFEAERETI. GE1)

(2) EfREAAETHE. BIBRERTASMR+IIOKRRI7IRERAWNS FHE VORI T7IR/NLAL R
ALYARRI7IR&YBELRIND)  Ff-. KEBOAEICHLTHALRME - BRELOEMDLE
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T YFIRTOEANEY LI INDEFIZHNTIE, BIBRERTOAR+2IO0KRRT7IRDK
BLLTRIBRERTAMRHIYXRIITEANTHR, IORRI7IR UYFIITELICHERAT
ELRVEE T, EERBRENGCEREEST A EMAES CTIHRIBREXTAMR+ AN FH—R*,
TNUNDEFITIIRIBERERATOMR+IOT7/— LTI FIL* ZALVS,

Q) BELBEREELHIEFDERBENAERTE. BIBRERTOA R+ 0K T 7IFITINA MET
ZHAT 5,

4) Q) IZBVWTEMERIRINEWNEEZONSIGE . REE TEEMBSHENGIMEE. GE T, &l
BREATOMREMTARBRT LN HD, Tz, Q)ZBLTEMEAIRINENEE ZLNSIHE (X,
DOORRI7FEIREHAETRIBRREATOAN+MERBRTAET 520 H5,

(5) BEEMIFAETCIK BIBRERTAAMRICHMATYFA T #3HAT 5, EREMEFARICAVS O
ERELT UYFIIT ALY —* 27z /—ILBEETFIL B IRERELRYS5 5D,

(6) BALT-15E . BEBREE -RELZFMLI-SAT. BEEREABELITI,

(7) MR R - AR RBRRER RE+ 22T,

* RIRBAN THAZLICBET 5,

T CRABRRNBRERE T OARICIK. BHOBEANNTIUESEITTHIE,

5 F#&

BEMIONGNEERIZEIRA RS, TEHRYBHICEEHL. BUIGEREAREEZTAR. £<
DEGITEMREZERTED, ABERABOEN. HDAIVENEBBE~NDORIGHETRRICKY . [HIFOHEEE
ENEBEITIIEAELNDHD. BFREEETHEETIRMBEBHINBELLD, = BRO RN HZD
T. EHNICEMEDZREBELRITILENHD,

O EHOHEICHELEIE
1. BER (ST EEERZBEIREER
9,486 A
2. SEFEDHE
TH(EEREREOESNTBIND,)
3. BB ARA &
RHES (IRARAREL, )
4. REOEE
DE (B, EREBYIRLIEMORBLNS,)
HY
6. EEESLE
MBS RNERDEEESBERANT, DXL DORLUHERRET S,

O 'fEHEMHT

HAMREBEFBRMASRIBEMEME RDOERKE-EE QOL [ LICETHHRIL
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<TWREAE>
Definite. Probable Zx{%& &9 5%,
(FZ1EH)
(MEEJER
D2 FRETHERBRKAT X
(DRt 1fn X 1 81 2 ek i 2
B LS DRSS AEK 5B, R T HM, CEEE R, SREEBRALE
(2)EEMRRATR
BN - B E - % B B HRERAR D IRIE . M0 B FE B 0D 2 E MR R
@EEREMR
DMPO-ANCA [514%
@CRP &tk
Q@FEBR MR, BUN, IEIL7FAED LR
@HaEs X #RAT R 22 (it ) . BB MR
(AEEHnhTd)—
(DDefinite
(@FEERD2IEH U EFEL. SRR R A BEEOH
OEFEEROORVQQZEEH2IER L EZEHT-L. MPO-ANCA H 5D BFI
(@Probable
()FEEERDIBEEHZHI=T 4
(b)EEJEZD 118 B & MPO-ANCA St DI
(5) HRIZ T
DOFEEN T 2 FBIAR 2%
Q% HME R MERZFIEAE (IBF: D/ F—FEE)
QIFEABRME L R IME KM IEE (IBFF: PUILF—HRAFEMHLE R Fr— - AT REEE)
@BRKE(£5METYTIh—T X (SLE) ., E&E < F (RA) L)
®lgA ME % (IBFF: LBRME &)
COMAKARERBEE X (B TR/ RFr—ERE)

(&5 %1EH)
MEEEEOHIRT 51~ 2BMATICEITRE (BULLRERE) ZROLHH B,
(QEEEED. QIFHF B TREFIZ. ZDMOFITENT N —AIEITT S,
(3)%< DI T MPO-ANCA D L3 & BIEEMME L FITLTEET 5,
(ABEEZRHICHIETHE BRT LBV H S,
(B)EERIZH DK E L. BFHWEERLREMR - REBEMABT RN SER TES,
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D BMEZ R ME I KL DU T OWT N OlfigiE®s 2 A L, BEBENZ I ME RIOHT SR & 2
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Jii I MR VR PR i £ 0D BRE B 450 G TIT B LA BIZR% %2, SU il Hi 1
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BeJw - RGEAEAR | DU oA ZE - 1RIE - B, X ZENOIZ K DM DK - Il (GE L
X 7R0)
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*1 P P EERE E 3 HH

—wam T T S
L R7VTS kR R | MEPATIUR | WPATIOR
(mg/H)
RPNTE/Crlt
(mg/gCr) 30 &M 30--299 300 BLE
i
W RECER e HEEAR HEEAR
£t )
B REEA/Crit
»FBH (g/gcn) 0.15 FK#H 0.15--0.49 0.50 BLE
2ot
ERELR
G1 =7
EREr
G2 | peEr

-
mxa G3a | T

176m | o | 29E-

G4 | BEET

AMEF2
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80 Torr ki N%FHEDEE
70 Torrkl £ =¥ 3

0%FHDIEE
" 70 Torr3kii ZIvViz$ 3
60 Torrkl £ (EREEAE
BIEFRE)

v 60 TorrkiH RIEFRE

FREOBEIERE I T I EELL L2 BIE &3 5, ZRHFBIIRIMIRSE 77 T IO BELL EOSfF 2 72213 6 57
FIATIZFEM L7 < TH RV,

*3 NYHA /OiRe /048

77 A | BRAER

I RSB A SR 2 LT VDR BT, B O REEIT, 5. B,
B, PEiRAE Z 57220,

II RSB 2R 20\ U AP ICHIBR T 2 MO & 5 DIRBEE , 18 O S IR
BT, Y. BE. B, PRERNE Z 5,

11 HIRIGEh A B EEICHIR T 2 %O H 5 DR BEE, LEHRHIIMORTF L 720
W, LT O RIEE T LS. BiE. Bl PROERDSE Z 2,

v HIRIGE O KD 2 HIIRE &2 2 520D EBEE, REFRFICL TV THLA
ERERCER AL Z D | D L TCHHRIGEE 21T 5 LR HES 5,

FLAVETC I L L2 & § 2,
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*5 modified Rankin Scale

B F ffimodified Rankin Scale (mRS) #|E L #EE

modified Rankin Scale
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LRI W D EERIER, BART RAEICE LT BRTEE R B OBLEDN WG AITE, W
NOFEO L DOEHNTHZE LI 2R\ (72720, Uik oH 2 R~ iRIERE Th - T, il
PRAREZ B DITIR D, ),

. TBIRBRARZIC T 2 EEE PRI OV CIE, MY E R E O FCIREMTON TV A IRETH
ST, HIL6 2 HETRLEWVIREAEM>HET2 2L L35,

L B JEROBREN EROBEREESFETEU LIZEY LR2NWETH L0, SHERERZ T
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44 ZFEMERXHERZFEE
o #=
1. =

ZRMERMERAFELEL, LANEV F—AFEBESHEIN TV -ERET, REHAEZNIZNZ250
HREEERFEEMERX, () LRBELMEETETHRFEERFEERX. QFARTHBERZTEL. TORE
B (230 P Bk #AS B 4K (antineutrophil cytoplasmic antibody: ANCA))A\BE 59 AME RIEEETH D,
LRTEERFPRDOBO TEWVEERTH =0 RERHI DO RENHEEICIVABRBEN M LEL, &
MPENHEL-, REAFETE2Z2HIC ANCA DBIEIBHOTERATHS, ZHRMNE RERNFEBIETROLN
% ANCA DY TRAT I, BRRTIE, [FEAENTOT A R—RIIZH T BHi{A (PR3-ANCA) THAH, HA
ETEIIANLAFIF—EI2xT S8 (MPO-ANCA) B I HE LD D,

2. &HA

EREOHMERREEONFICHRIET H L0 MERREICLYBRELALNDIIENZ DT, Z—/N
—HNREOESLHEESNSGD ., EQRRIEFTHTHS.

I—AY/NREFIZE T HLA-DPBI'04 LEDREENRESN TV SH, EAETIEHFED HLARIRED
BEILRHEIN TG, &L, PRI-ANCA D, REZR DUV EDELTEEHEIN TS, PR3-ANCA &R E
MM DEFEETITHFHREIEFR LS MERCEBFLIIFPERIVEEBRROEE S BRERN
BMHINTHME R CHRFEEREFTETEEZLN TS,

3. fEIK

RB AKREROLBEDEBERELLIC. (NESEDOER BEER. 2l 88, PEX RAET.
IRMESE;E B AL | (2)FFAEIK : MR, FEREE#ALE . QREETHEE X, ()T DM . LXKEHE. 2%
EEMERGE,

FEREBEE(1)—(2)>B)DIEFTERILHESNTEY. (1), (2). B)DETHEKRIHI>TWNSLEELH
B OWITANZDDERDOADEERBE LS,

4. BEiE

(1N BEDOBEFRIEBROBEALHIFTHD, ANCA BEEMERDEA MRS/ 2017 TIELUTDBEEHE
BLTWS(WTHHEBMER) , 2. BHEES - REITHMHOFMICKVCEREAREETI.E
fREME (T, BT AEETI. CE1)

(2) EfREAAETHE. BIBRERTASMR+IIORRI7IRERAWNS FHELIVORRT7IR /N LAL R
A2 0KRRI7IREYBEEIND) , T, KEBOBREICHLTHALME - BRELOEMDLE
T UYFIITOFERANEYEHBSNDEFICHEVTIE, BIBRERTAAR+IIAKRRI7IFOR
BLELTRAIBRERTAMRHIYXRIITEANTIR, VIORRI7ZIR UYFIITELITFEAT
FLRVMEGE T, EERBFRENGCERERENEMGAES CIRIBTRERATACR+ANL FH—R*,
ZRLUSNDEFTIERIBERERTOMR+E07z/—)LBBEIFIL* ZRALS,
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Q) EELGERELHEIEFDERENBETE., BIBRERTOA R+ 70K T 7IFITINZ M
ZHAT 5,

4) Q) IZBVWTEMERI RGN EEZONSIGE . REE TEERBSHENGIMEE . GE T, &l
BREATOMREMTART DL HD, Tz, Q)ZBLTEMEAIRINENEE ZLNSIHEE (X,
DOORRI7FIREHAETRIBRREATOAN+MERBRTAET 520 H5,

(5) BEEMIFAETCK. BIBRERTAMRICMATYFATI AT 5, ERMHFAEICAVLS MO
ERELT UYFIIT ALY —* 27z /—ILBEETFIL B IRERELRY S5,

(6) BALI-I5E . BABRES - REEZTELISAT. BEEREANAEEZITI,

(7) MR R e - B R EER KA+ 22175,

* RIRBEAN THAHZLICBET S,

F1CABRNBERE T ARSI RFDOEEAMRTAUESEITTHIL,

5 F#&

EAEDIR—MARICEFINFIRESE 33 ZD6NARDEMBEAREIL 97% Thofz, —RIZ. &l
BREXTACMROEMERAZROE-OICIERONEBENDETHLI—H. RERENRTELLHHRO
SHENEGD, REFTHEDOIEFRELLTERKERK. FRATR . PR3-ANCA R U CRP IhENSE LD,

EITH TIERENHBEEDMREAZ L, BRLICEYMBRBEFTEALLDEE DL, BHEFFRT £k
556055, FEEITBMECHEREEN S, Tz, EREROERZICERLHRECENESTERE
FEELTHRITHEH S,

O EHHEITHELEHE
1. BER (ST EEERZBEIREER
2,879 A
2. RADIEHE
EN::
3. MEMIARS
REEST (HARELL, )
4. REIDOEE
PE(BREBEREBYEL., BIEORBELS,)
HY
6. BEEENE
ERMEAMAFEOEEESBEAVT. DXL DDZLBERERET S,

O 1AM
HAMREBEFBRMAERIBEMEME ROERKE-EE QOL [ LICETHHRIL
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Definite. Probable Z3x{& &9 5,

1. EEEK
(1) EXE (E) DIER
EES(EMHER. B, #8) ., RERMAE. RAET. REkEL) . BE(FER) . OF-HERE CEE. BS.
SUBFAE)
(2)Hfi (L) DFELK
Lm0, Bk, FFfk R
()& (K) DIEIR
mpR. EAR. REIETTLIETRL, ZE. 50E
(DM E KIZKDIER
O BEK: 2 (38°CLLE, 2;:8RLLE)  (RERFAD (65 A LIAIZ6kg A L)
QFEZRAEK : Bt . LRI R (F8) . LR R . SRMEEMFL BitEOERSR GROE-DFERE) JEE
EHm (- ) . AR %

2. TEMBATR
E. L. KO EMREZEH SRR SFEMS &
QREI ATV IREEHDHIEVRIEME S B IARRE %
Qs - FEENAR D ERFE 14 PRI 3F B 1 M B 2K

3. FEREMR
Proteinase 3-ANCA (PR3-ANCA) (& Jt#1{K ;% Tcytoplasmic pattern, c—ANCA) WS X (Z[FHEEFTRY,

4. ZEHOATI)—

(1) Definite
(@LEKEE). ML) . BKDENETNIEFERESDOEEEKDIBEE U EZRTHI
(b)LSE(E). fli(L). B (K MERICKDETEFERD2IBAULERY., #iBAARD. @. QND1IEE
LLEZRT
(ESEE) ML) . BEK  MERICKDIEZEFEKRDOI1IBER LU LLBBARDO. ©. OD1IEE UL

R UC(PR-3) ANCA 5D 4!

(2)Probable

(@LEKEE). ML) . BK .. OERICEDEEFEKRDIL2IER U LDERERTHI

(ML;’?&%(E) WL B K MERICIAERERDIER RS, RO, . QD 1EHEAL LZE
ERCR]

(ESKEE). (L), BK . MERIZLDEEERDOVT WM 1IEE EC(PR-3)ANCA 514Z R

5. SELLGHREMR
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@B Mmik, CRPO LR
@BUN, MEFEILT7F=DLER

6. ERIZk
QE., LOMDRERIZEDIAFEEERSE (HILa/RF—I R E)
QDM EREEE (BHMBEMNSERME R, IFEEKMEZHME X IERAFEE (Fr—J - A5 RER
B HEEMHZERBIRE . MAIRKAEEER X (VYRR RAFr—ERE)HE)

7. 5EHE

® LEXEE). ML) . BKDOETHH>TLAHIIFEEE, ERE(E). TRE (L) D>5HEHIE

2D DIFBIZLEF LB ERBE LTS,

@ 2BRIIE, L. KOIBITERIEIRTH2EMN SN,

@ REBLIESCT SEELOREICEBRESIKREE T LT IERELZAHLOTL,

@ E.LOKWFFEICLD SHMEREDZHICCT. MRINEATH S,

® PR3- ANCAD H{li[FHEEFHEEFTLOT L, BATIISRME X ERNFEEDBEDEHRIL
MPO-ANCAIGETH S,
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DXIF DB GEEEEL T D,

D 2R MAE SR FIEIEIC KD A T OWT N DR FEE 2 A L, S M RN BT 5 IR
EMLEETD

g fa e DN

ik 8 P B M FEOE B A0 FH CEREICRZ %1, XU, WT N OEHERETH -
THEARK 0.5g/HLL I

Jii 5 M )R i 9 0D RS EE 3 C TIT BE LA BT R% %2, ST i .
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45 PFEREK4 ZFIME X R FEAE
1. BE

PFERTR Y 2 H M E X4 RS ESE (eosinophilic granulomatosis with polyangiitis : EGPA) (. i€ 7L JILF
— M RAFEREMEIME % (allergic granulomatous angiitis : AGA) A WNNEFv—4 « A5 X FEIEEE (Churg
Strauss syndrome:CSS) EFFIEN TE MM E REEIRFE T, 2012 FOERKFBETRMEENGSNT=. B
ARFERL, IS LTERESh  REDIIITEH LN,
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EGPA [ZHHR7GRIBABZEMA R, ZRGFRIKSEZEIREMAFEME R SIREMNERT
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2. BRI B O FH
FEBRKRATR(). (DAEITL. BB RET %

3. TEHMEAR
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