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

(1) ZWFRIANF—

(2) WY ZErEFS R EIZA /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
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c. HITRIREARFHAICIE CK {EMNEE S {E (1,0001U/L L E)ZTRT,
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-FAEERRE 30 METIZELY,
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-HEERTHIREEIL

B. dysferlin MFHii (a X[ b AAwiZE)
a. dysferlin RIB (BRHREX B XTI RELTOYMEHT)
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B. MiERATR
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REBEEFAIASNIGSZERICIE, ENERART S (REAFADGE X, RRFBAILEHT D).
UTIE, LEBHREBSAFEILL DO DRRMEMESIF /F—THY., BRI, BB REER
FEIELT % SRIFEHTODENEDYF/HEICBET S,

Distal anterior compartment myopathy (DACM) : dysferlin RIBIZ LD, EERZBIEZ= 17T LB A, TER
HIEDFRANFATRENS, AR, DYSF
Non—-dysferlin distal muscular dystrophy : =1F& | Z{Ll &K - RIEBRREZ 29 5, AR, ANO5
Welander distal myopathy*:40 X LARRIZFAEL . FIEHEHDOHNIETZETRT, AD, TIA7T
Early-onset distal myopathy*:/NRE R CTRIIE B H - FHEEHHRUVHEMEHHOH NETETT
AD, MYH7
Distal myopathy with CAV3 mutation: HEEFEETFNHDH NETERL. HEFEXEE T H2EN
H5.,AD., CAV3
Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : E S JUIRER NETETRT,
AD. MATR3
Distal VCP(valosin containing protein)—mutated myopathy*: &/\ T MR ERIEEAIEE R SR RNIEF 1,
LIFLIEmEREE1LZEHES. AD, VCP
Distal nebulin(NEB) myopathy*: /NEMNSEFERAFIE CRIREHDHNIETERT . AR, NEB
Tibial muscular dystrophy (TMD)*: BIRBHDHNETETRT ., AD, TTN
i RARHEMES A/ S F — (myofibrillar myopathy)  FFEZHICHIREN DKL LGEREERER/HHULET S,
BE AD. TTID, LDB3, CRYAB, DES, FLNC
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6 B 45m LU EDNBISIT. HITHROFEREST 10
. ST TEEDBE . EATT 45m LLE DERIEFEE
EE2Lst
BHi., FFYLBEDFERADEEIREHEL 10
7 MBEERFER | MBIXIIEREETS 5
T gE 0
Bi. $t. 77 A F—  EEDEFEREED 10
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IR AR REAE 11 B (neurofibromatosis type2:NF2) (&, MAITEICF 4 3 SEE IR 4HIE (RIEMBRHIE) %
FHEL, TOMDEERERES KRV EHEAHEME. HIRE. M LEKRE) CRERE(RTORAD
REBEHE. AR . BRE(EFHANE 22T 8L BREBHOEREERETHS.

2. RE

PREIRMIEE | 2 ORREGRFE 17 BREARB(17911.2) [CEL. EDEGFEME=2—0T
7 BX (neurofibromin) EFEIEH . Ras EE DBEREZ Fl L THIRZIETE CHRREE NG T 5 LI2KRY., &
BEORELALEEH T HEEZON TS, NFI B FICEREELI- IR RMHIEEIR T, Ras DfE
BHEMIE D=8 Ras/MAPK 2R D E b & PISK/AKT RIEDFEMLZEL, R BRHELXIILHE
L. 2TEOREZELHEHRISN TS, LHL. FELLVEBIC OV TIERBALZREELY,

PIERMEIRE | HOBMEEGRFIIE 22 2EERB 22912 IZHFEL. COBGFNMEVETEREE
merlin(I& schwannomin) &£ fF(F 50 TLVS, merlin (XEBINFIEFELTEKEEZEZ OGN TS,
RMEEAE I 2 TIE. merlin DEEFICEENEL. EEX merlin N TEHW=DIZRIET S, BIHRIC, #
TRARHEREE I 2 LIS D — AR DI IS - BRI - B L KB E T merlin DEBEEFICEENR DN
T3,

3. fEK

OIZIRHEIEE 1 (I, LT OIEREFHET 5,

N7 A LH—RETREY LB/YDLGNRTHY ., BIFRVDILII—E—BEHSRVERICESFET
AT BRBRANICEDRREAONGVD, BERABOLOMNLEL AAEFUV-ELNEEHEBEE
LTS, /MNETIEE 0.5em LLE A TIEE 1.5cm LIEZRELT B,

-HREREE-REOMBRREEIREFHEIVEFICZHRT L, COMKRERBERNO HERERE
(nodular plexiform neurofibroma) ., U8 & 14 D R #5 4 IE (diffuse plexiform neurofibroma) K& N5 &
1H5, BEREGEBES IR EHEIORET IABETEEDND2~4%IZELD,

- Z D DFENR:

KEERE-LMBREaRM. KEDEEHR. NS, EFHHRARAFE. FERGTRMLLE,
BRE—BEE-EATOEXRE. UREOLER -HHUEI. EH-WIBOERLE,
ARJRZE — 9T %2/ MEE (Lisch nodule) | R EIRIBIELE

NEREES —FAaERBE. Bt ENaE. EHESRLE,

Z D IEH unidentified bright object (UBO) . jH1LE M B IE%S (gastrointestinal stromal tumor:GIST) | #§
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QIR MHIERE | B OREFRERL THDHH. 10~20 KORELZ U, EAIFEHZHIES SO
BREBNELS. RLEVVER L. BHEHRIEICIIHER- S5 DT, BHMEREICLILIFED
LUN-RRET-BRALESH, TOMIZ, BB, BREMERE. BEOLUN, HITREE ©/Mp KR,
TE FERE. RAEE. BTREECREREGLEEZAIELHS.
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HERDOBRENERVIZER LOMBELIEATKATLS, LML BEDESAH, BHRBETLIC
SHERSESIIMELABEELBVEO . FLICIEL THEREETS,
2) R IR R
BEEFETHIEEFIHLT. BEENGH ALV LEZTORBHNERENESE L0, SRR
DE1RBIRELG D MOV ETNIE, BRARETICUIRT 5. 12 TNIEE ERHETICH RSB YY)
BRI B, MNEEDED IR /AAVIZLDUIRR. BRI REEAAL—F—IZLEUBRLEUMTH L. U
EHMREHEEIINET I2ELNEICHLLENSUIRT 5. EEREHABRHIESTIREHOEA
RIYIBR M ERAIET B,
3) LHEBRE
FRAZERE. BRE. eEMlaE. HtEREREGE . BADSBBOREICHT 5EMMLG
BB EEHEMIIZITES,

QAR M IEE 1 B
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[CIECTARAHNERENS, —RIZ BEN/NEVIBICF R I NIEHRER S ERED T REME
(FEL B AMEF TEHARENRLH 5. NBFMOMIC, HoI—F 170 E DELMMSHRFiTE/NE
BESICIIAMNTHD,

5 F#%
HRERER I EOAGOFREILEEHEL BEEREGEHEREOSHEIBA—EIINLITTHD,
HRRMEIEE I 2L BEENH o THLMELRERTRBT S LLH I HFICEEETIIESHI K
LT, RFRICHELE O@HRERIETTEHIENAH D, MAIEMRMEBELEEEZERNES DK EE
HTERUMERICIE. QOL ABEL. £wDEERIE BEDHETIX, 5F-10 F-20 FAFERI
& 285%+67%-38% THol=,
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3,588 A

2. FEFEDHKE
THGEGFORERELRBEENTOAAEMIERE)

3. SERMIARA &
R (FHTIRYYINANIEDLZLY,)

4. REIOEE
PWE(HEEE, EEaRRELE SHELH S, )

5. BUTE%E
BY ETOEEERABRRREELODIAS)

6. EEEHE
IR EHEIEAE 1 2% DNB 5484 FL T, Stage3L L E /R ET B,
BB RHIEE | B SHIRMOEEEHEEAT, Stage 1A LEHRET B,

O 1R
M#9#E R B AEIR R RE ¥ 22 R EMEMTIRETH IS KD R PR ML S E DUV -2 e T O HESL A R B |
MRARKRE #HFRFRXFREFRVER KERFSEH &k HETETF
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1. EREMR
(MAFz-A-LB
RIFTEY ENYDLZORTHY ., BIERNIILII—E—BILEVVERICEDIETHA T, BEKRN
[CBEDOERIEHONGEND, BIERERABOLONEL AAEFUTEoNEHRIBEEL TS,
(2)Fh iR HRHERE
REOHZEREBIIEFHEIVEEIZEHRT S, COMKREHER O ZIRMHE (nodular plexiform
neurofibroma) . U2 14 O £ #X R 4 iF (diffuse plexiform neurofibroma) B&H N5 E1H D,

2. ZDHLDIER
O KERE-LMBHERM. KEOHEEHN. AN, EFHERAFE. FERHBETEMGL,
Q@ BRZE-BEEE-EEEOEXRIE. UEREOER - BT, 1 -WBOERLE,
@ ERFREMIF/MEE (Lisch nodule) | SREIRBIE/RLE
@ FNERIEGE—MEBE. HaERUEHEAROMEREELLS,
® Unidentified bright object (UBO)
©® HILEMEES
@ B HaiE
EMEREMIEHIES
© FEEE-TERMEZEAE

3. ZHOATI)—
NI F - LB EMERERESA A ONNILBWIIHERTHS. /MNRHI (pretumorous stage) TIEHIz -7
LEIAGEL EHNIETHREATEDN, RIKEZDMDIEEREZSEICLTEIY 5. =1L, MHELICEE
DIELZWD BABITIEAT-A - LB MK ELZ LD T, BiRRHEEEZ EHICZET 5,
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1. BHOHTI)—
MRI X [& CT Tl B+ 25 (AIEMEHIE) AR OO IXHIEIRMEIERE 1 R EBWT 5. F- 8- F
EL RBMKD VT MDA HRRMEEE I 2D EETE AANOR AN OIEMEES RIEAEHE) .
R (FQEHIE - FIRME - EBE-EFHRRNEDILVT AN 2BENFETNIEZHAEET 5.

2. REmMR

&% MRL, EORE ., IREHRENDET, BITER MR EBENAREFBF 1~ 2REHHIITILEL
Hdo

BEERE R MRI TI. AIEMZRHIE - = RMRHIEL IO LT SRR, FEIRAE. INENEEIEE AR
BRESRLAOND, -, EHIESF MRI TlE, 2RI LEHHFHBELHBNES (2T LEKE) AHFLN
5, nbDEFIE. BRRETICRPBRILKESTELEELZLEHIMN. KT HILLHY. REDFE
FEETH S,

BEHRELLTI. MERNRE. EERENRE . BRERSFRICREZTI. BALANILEAIEREHE
DREFSILHTLLEBE T BALANUNRBBAREDIEORICELTH5IELH 5. BRICIEARN
ERELEIBREZITI. BEMEBEMNEE (posterior subcapsular lenticular cataract) X5} E Tldk 80% &5 &
[CEF|ESNTLVD,
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O fR Mt FEEIRY
StageSLLEICEZETHEDEXNRET D,

EBE

VAN
E¥)

55

DNB% %8 AEHRREH SRR

Stage1:D1T&H>T.NOMDBOTHAHELD BE-#SEEITHICIZEAERBBLL
Stage2:D1X[IXD2THH-TN2RUB2%EF

e = BLAR oo - BEHSEFEEYSHELONEE

Stage3:D3T#H>TNOMNDBOTHDED AEAFIIEEORMELNHY. . HEETFELE
DEENKEL

Stage4 :D3THOTNIXIEBIOWVWThhE HELEFTICHEEOMELHY. HEERF

EXRI0) FoBENKEL

Stage5:D4. N2, B2OWWFhhEELED BAMNEEINSET. BELEETOXENK

=0
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 SEDEREHY [dystrophic type LWL FHABREZETIHAMDOERER BEHHLE
®E) NREOSEOER -AEES - R ET. BEFTREXIIEER B RIE] )
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O iR ipit fE eI

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 HE4E HEEFE
StageO . 0 B [FEAERBLLY | (FEAERBELL
Cstagel | 1T [T mEommEsY | BEOMELY
Stage2 2 BEOMBEHY flEdHY
Stage3 3 EEHY EEOREHY
Stage4 4Lk FEHAKEL BEEDMBBESHY
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PRAREZ B DITIR D, ),

2. IREBIAIZ I D EIEE IOV TIE, MU EFNERO T TIHERMTOIL TV HIRETH
ST, HIL6 2 HETRLEWVIREAEM>HET2 2L L35,

3. B, FEROREN FRROEEESEF CT—EU LICEY LRWE TH L0, @SR ERZ kT
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1. #H=E

ESRBRXITKBARKRSZDEEI R CMEAR. EEIRICKAESRREEEEI-L. F-ZDHERELT
HE AEFLIIGRRRELZRT RETHOEFENAREME X TH D BEF-(IFAEE LB
DXEFFICHEDOELEE . HAWNIEIHERREICLLIBIRELN TOERKFBEO R LELT  RE
DECH-MEERICKYERRERNRLGEL-ODZHLHBKERETET S, 2HORBEHRICZELREL
BT 5. BELWKMEITIFRT b, CNFETEREBRK (KBIRRIERE) LESNTOABERSFEICHR-T,
BRERAEH— LTz, T BEBRRIADHEIN L RSN D120 IRELKRELIFEIEN TS, 54
(£.1908 FITKKEBLZRRAL-ERXRFBRHMOSTAEABLORICHET S,

2. FA
ERBIRKDFEEDHEF ITERAELTRHATH LN AIADVAINRGEEDEENREDSIER(C
BOTWB RN DD, ENICEIEHN T, BECREMNTHFICKVNERNERT HEEIONTN
%o F-. HEDHLA LD EAKRBRZMIEGTF (SNP) LR DA - THEY | RIEICIFAERILE FAHEE
FRLTWWSEZEZDND,

3. fEK
BRI : 8T HICEN BIENE—VIELMTIE 20 RETETHSH. PEETOREHNLHTE
W AITIE. KBRS RUZO KM EICEEESIERITIENE L HELRVOLEAEZ KLk
DOXEBFIHEORMEE ., HHVEHIHRREICLLIBIREN T DBRERREDOPLDELT . RE
DEL-MEDXEEEIZSYBRKERNEL DO EELRKERERET S, NMEICITHENLGZ
T—h—H7 R LY BB R TS EOCL B S RBRAEERM OB AR, TDT-HFAZROHE I
DENTHRIENZEEINDEZENZ W, BREKRDSE. RESHEEICROLNDD(E. LEZMERT
B3 AFCELBRORGL, AR MEEEZFRODIIENE, LEOZE L CGER, EHEDTL) IR
ZRADEMENZL, BEE. LARTOREMEKIEIREIHETHD, THENSIREEZZITHIL
BHd. RED—EIZEOONIZKRBRAAEFRSEIRNED FRICKELFEE52 D, = HE
[FDEND, BERRICHEBHRELZECAHIELHY D ERICEEROHFEELZELLEELHL. B
BIRREICKIMIEELELSD, AFMOERHBIRL S RBIRS ARICOLEREEELHIENZN, T
BMEREIEDSABROCLBEEHIRGEEDRRICLYELD, ERMERELHLGLTEDHON.,
REWITHRED THRZMEREET D, Tz 10%EEICREEBEREEHT L, TOCEEEEHRE

95
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18 KBIARS 7 i &

a®: EFTKREIR. KEIRS RUZD 5K
b & lafRZ + MER T 1T KENAR

I 2 AR AT R ENAR. REER KENAR. B EAR
IV 3 RS ERKEIAR. DD/ RI&. BEIR

i Vb + 1V B (BT KEIR. KEIARS RO
AN A A A A tosBnE. mETIABIKICNZ.
ANANANANANALAN  ggxemk s> X BT

4. jaEik

REFE I REDMFZENELTRIBREERTOMRNMEDLN S, FERPREFRR DR E I KT
HRERIRT . HEPIC. 7B ERTILEOBENH D, COHE L, AEMFRE LN IXT
TETEDOHAERT D, . MRMEAFHEZELDO. HUM/MMRE. FUREFIAFRAINS, 5
HEZIIFEODNEREISERT HEMAKRNHASH T, NEMAELNEHELEZOSNDEFICERS
Nd, RIEMNEFELTHODFMAEELL, SNEHEEDFRIZGDER IEEAEDH 20%THD,
ik Z MAERKISxT I HFRBARBENTTHND, RSUHHICE TR TUM AV MENARIISERICHER
BEFRELBEIITRTHD,

Ft-. KBRMERE. BEMEMSIEICKH T H2MTEEME. 1) ERICLIYBEMERENFGONGA
SfHE. 2)BEBRRICI O TEREETHNELSEE. 3) 5> MELFLERLI-IGE. 4) mAIE S
REEDZETHS, WTHERBDEEERVT, RAICREIHELTHONRFH RIZMERNA
BETIEDNEEND,

5 F#

MRIXS CT, PETIZKAREBEDERIIHREDRIAR R ZARELL. BERLBHIITONS-OFENEL
KHELTEY., ZLOEFITREIDEFAAREICZAY QOLERA ELTETLVD, MEEFEERXT LIENIZZ
BEndIEt <ot PRERET DL HELEFELREL., BEIRIEE O X BARERIEICLHE M
E. XBRFARAEFEICEDI5oMEDT 2, DFHEE, BRI EIRE. BIREHRR. KEETHS. L
f=ho T, BN DB GAFREEEEEN KT B UGN FLEE. MERNERICL>TRAFT®R
DHENEAFTED, LB EEAR TRIEIEFHEL TREZMFIFESI SRERR TELEFLHHHY. KE
[CHT 9 A2 ENZ L BREIRKEE WK EICITFHKT 510, ik, HENSBELLL T —IANELY,
REFFRILGL, BEELERESERHT . DMERICEENRTNIEEARMICITIHEEILTTETHD, LH
L. —BROEFITIIHEZZBELTREMREINBERL MERNBRT HENHD,

O EHDHFECHELEE
1. BEH
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#3 7,000 A
2. RIRDOHE
B
3. MRMIRES &
REEIL (RBEEGL, )
4. REDOEE
VLE(BERLGEHECHERLHS,)
5. PETEE
HY
6. EfEEREE
ERBIRADEEESFELZAVT. N ELLERRET S,

O 1AM

Mg a e X ICB Y HREM R
MRAKRE REAXFEHARFBEFRIIIFRERLVS— FHEHR HAEH
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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
REARAEIN BRI EH T BBEXRB XD EH

RIEFE - FEET AT BE

Xa EBICEYBEANELH-ORRIICIEBT H2&
Xb ERRFEIZEYEAOR NENELSH-OBRMIZHTESTSHIE

cl TR L&Y 10~30mmHg SIS NDIEE

B. REMR

BEEBREFRR  KBREZDE R DAMAHIVEELLNCRHSN D, SRECEEUVFA
HOREMERE ., KEERE BAEEZET) ' HHIVIILERERE (BEEL)™ OFR

¥a KEIAREED— RS EIE, KEIAR (LT, BT, WERT1T. BEEBTT) . KEIARD — R 5 4% (GEENAK
ZE0). MEAR. LET B,

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

Xe BEEMREL, BER(BEEIROTAO=Y 1), &% CT. EF MRI(BIRELEAMDEEZIR) .
PET-CT(EIAREE£ F 1D FDG BY#A) THEH I S,

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

- 20-



(RIEEBIAR ) . MERA—F YA, 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-



<EEEHE>
EREIRADEEESE
MELLEZRRET S,
1E SRBARK L %Laéaﬁmwmu,ﬁ%f‘%ﬁhw$u~%wﬁﬁﬁah
thEM(RERGEE. EEMELEEE. IE EMELAE)FRRANED
hu#Om%ﬁ%@TMMMW\mGPﬁéatﬂT%f*@ﬁrﬂ bbh
%,
=L BITAEEMA SR ELLGBBHET E0H VIR TACREIZRSE
BEEHMMZ 512 E,
I E ERERK. TRSERIN, ATAMFEIZECAREZICTERH DV IEREE
HEAATRE
TWE T ATA/REESCREEA. HENEAL I~ LI (PTA). S RMIEEACY
MhvHiod | LIELIEBRZRYIRL, FEDET. HAIWIBENEHLND,
v E BEDOFRERETDERGEHHE (KEBARFAAETLE . BIRFER . B BIIR
IRZE . R DE AR, HEE) NROHON., BALTARN. AARELEL
ER
VE BELEFREERE G MELFL. DHEE, FREERSEESMIEE.
fidi i B FEE (M I . AXAEEE) | RN MERMRE. B 2. BHES) 258 6E
ZHL. BELAER. BREVLELT S,

B2 B R OVERSE Sy OIS B 1 S B R R

1.?%% %wé%frﬁ\@E%ﬁﬁ_%bf\%%gﬁhm%&@ﬁﬁﬁﬁw%émm\wf

NORHObLOZEHANTHZELIZZ R (7272 L, SEEFORR 2~ BRERE Th > T,

RAREZ L DITIR D, ),

2. IREBIAIZIT D BEIEEASFHIC OV T, MURETFIERO T TIEREMTOIL TV HIRETH
ST, HiL6 A MTHROEVIREZ ER2EBT L2 & &35,

3. B, FEROBREN FRROBEEESEFFE C—EU LICEZY LRWE ThH L0, mEERERZ kT
D EBREREDIZOWTIE, EREREMROMRE T 5,
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A B EEIR &
C =

1. =
RE-pROEBIRKICEMBEEZESIAFEEHERAT IR THS, KEREZD ETESHK. I/ EH
REESWEETHEE T 5. LIELIFRESFIREZIEET 5. D=6 LIATIFMBIEEEIARK | EFFIEN TULV=
M. REGTEMBEESIRE I EZDEMHAEEREINT, 50 RULOSHEBICREL. EEEICRETD
BREBRAEBHTHS, BREIFKIFF1:2~3THS,
LIFLIEYD T F S HBRAELTHE. BB T HLIITHBF(IBO TALLIZERBELEEZSN TS, i
BHZRYRTEGRENROON . BKBAICZ BRZEDHT DT AIEDIL,

2. [RE
REEFERALES, VAN RAGEBMEYMRRLGEDRERFOFEENELON . BIEERELT HLA—DR”
04 BEFEDHBABEIN TS,

3. fER

#9357 D20 IEFI TRISEEBDEEREZERDH D, THEBITIEIHNEROEF CRHIFHMMETBERERTH
%, MERICKDMFBIET HRICEIDIEMERBRBEDT-O . FEDRICEN-AHREZEL.H
20%H B HDFTERIFEBSEDEELEET  BED 40%(CU 9T FELSREHBELRO. UIvFiH
ZHRMUHBEDK 15%(FEMBBMEBRAEEHT I, EHEREL TR (ZLDBETME. £Z(15
BREY BEREN 40%DEETRDD, R, WIERE. BFELEOFRES ELSEEHOMEIK. Rigw
BETERODL, —BEELRE. REELEOHBERITH 15%CHBET S, FNITEEECES-
RIEREEGE ERREEEEOERLRBOHONDS,

REAREZ DR EEDREL 20%IZBHON 5, KRENRE XS - ISR D, REMHIC 15%52
OB, PoKYLERL, S~5FEULERTHOHKR SIS, EMBIMEINR 21235 1+ 5 M5 K& U RS &1 Zh Ak
BIIBREEOEFTNETN 17,25 EZLEHRESN TS,

EGRZH L. # 2%0EEICEETHIRCHREBROEELZRDIN ., ZATREKRTHD. F1-.
TERTIE. # 37%ITEKERENAR. BZ B EAR. REBEARICREZRD S, Z<HEAIMETHY . KHEIZEL
(84%) . ISEBIAR K DIEK (L 42%ED7EN, F -, RISEEMERE R T HEFIELEREY FH6EEL B
MR EBARAEESBECIE. M- BHROPBZMEZ THL. MEMBTZRMITLIENEETH
%,

4. jaEik
TLR=V RV aRERIET 5. READBNALNHLHZEITIE. ATAMF/ILREEEECATAOARK
EEEETI. BROXTACMRIF4BROMELAEDRICHET 5, BIBRERATO/N B EL L ELT
BDEFIN L FRITEITEEIZITI ATOANERMEDOES] . 2704 FOERIZfE VBRI HEEHII
BLTIE AL FH—FMTX) ZFRLEL-REITIZEOGHAERET 5. KPAOKIEEEZFIHT 51
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DIZERETAEYVICEHMBREREEHATILENH D,

5. $i&
RUVBETAREHILKBICHITIEETHSAIN., BEEMNSDRTOARAEICKYBFIENTIRETH D, B
AR EETEIRBRBIREOMHEELNSL, FH7ERICRDOND, THNERZE (B X
#& . CT angiography. MRA. 8K . FDG-PET CT scan %3&) [2&->T. KEIFRBD LT b F BT B,

O E#HEICHELEIE
1. BEH
#9700 A (AZRBEIZ LKD)
2. BAEDHIE
FEHGEIZERELT HLA—DR* 04 B FEDHRBENRERINS, )
3. ERMIRER X
KA (IRABEEGTL, )
4. REIDEE
VHE (B BRERYRLEHORBELD,)
HY(AARBRBZR. ARV IIFEREZED 1 Z2BEEOLHEES)
6. EREENLE
RN RSN -EMBEEDRADEEESFEEZAVT. N ELULENRET S,

O 1AM
Mg et E X IZB Y HREM R
MERKRE EMRZFEFHFE-—AM Bi-VIOITFBREAR B8k FHERER
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<BMEE>
E MR BIAR 2 D 2 FEEAE (1990 &£, FAUNIIIFERIZESD, )

1. RIEFMEA 50 UL | BRARERCIREMRDFERA 50 Ll L

2. =l Io1-EER - ICHBE L= RIEF =GR DERICR /L -5EE

3. RIEEEIRDEE RIZEEFARD T B X (LB AREL ISR LG VMAZEEIARDBEIDIET
4. FRIEDILE TR HY 50mm/ BB LL_E (Westergren i&I124&5, )

5. BRERMBBOREE | ERHMREOESRAXITAFEEZHIRELSHY. SREMBEMSS.

SREEMICIE, SHERDGKTHIHBZRM-TREN DD (BE 93%. FEE 91%)
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<EEESE>
NMEULERRET S,
BB XD EEEHE

1E -EMRMEIARKR EZESNID R AESTHNEL FITEABEEZMASIDELEBERBRH LI
ATAAREZEBRCGAE TRAEEA ATHE,

NE -BEMREUESIREESHINSINB[BARENGL, ATOMRZECAREEICTERD DU
BEEATEETHS.

ME -HSAEESFETH(V ELFETEIESLLY) . RITKEBIREH DV IIKERFFAETEED

FEIHIVRATAMRZEETCARAR CTRABBERNAIRETH D,
"TRXFEEROEMERENEFET 2SR FERTHRARENTIRETHS,

IVE CATAMFEECARERZETIL. BAEE (V EICEETEELSZLY) . XBIIRE. XBIARF
BHASE. ThR-EROEMERELGE EMBESIIREICERT SERDOBRERYIRL, F
FIDEEXEEELEMABETHIHLD,

VE -HSEES-KAGEROKRNOMA 012 UTFXITEBORFENZENAEN 10 ELRADLDOZEL

NIZES=1M,
TR EFEOEMERED-HIEEIZZY, MITERMELIIUIRALELZED ., XX
S AOR

ARBICEDE - B REIARE . KBIIRFASH A SEAFEL. ARBFHHNLEZ LD XL
MARET DD,

%fALE%E&UEWP? OISR T 5 EHHE
1. 4 2Wn O D ERAREIR, A AT IR LT I LI BROBREN 2WHEEITIE, W

%L@H#ﬂ;ﬁmwmﬂﬂmf%%biim\ (7272 L. YUl o 2~ iRRIERSE TH - T, e
FR[REZR B DIZIR D, ),

2. IRRBMERRICI T D EEE SISOV T, BUREFIEERD T TIREMTHOIL TV AIRETH
ST, HiL6 2 HETHRGEWVIREA EM?HET 228 L35,

3. e, EROBEN FRROEEE /NS T EL LIZEY LW ETH DM, @i ER A2k
5T EBMER S DICOWTIR, ERBEROMR LT 5,
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42 FEENMEZS HEARK

1. =

BARIEOERICKY., KB, h# B EHMOECHEIND, HEETE S FK B % (periarteritis
nodosa:PAN) [, FEIMEZFHELT. MEREICREZTELSIEETH D, UAINEI—DODEREBERHLLT
RZ DN TV =ERMIRA £ FE M E % (microscopic polyangiitis: MPA) [E, Bl EZ TALT HHEETH
Y. BERF. BEGHEBBMELIN TS, F1=. i tF o Bk #H B3 & $14K (antineutrophil cytoplasmic
antibody: ANCA) £ M;ERIC (X SIN T, BEFEATIE. COKEBICHITIHEEOFVEMT—H—X
BHELEWV, IV RGETIE. B BFRVAIIABREITHESTHRET HEFNEIHIRESNTLLL,
AFTIEENICLMROHONALY,

PAN [ MPA [CLEEL TETFEWVNFERBIZZ L, FHRAEFET 55 m T, BRLIEI: 1 TOPLHHEIC
ZIMEMAH D,

2. [RE
FEIANACHDIVANINABRREERKICRES HEVSIHELH AN, ZLDEHITRXERIEFEAT
Hdo

3. fEK

PAN [F2£BHERIHHIITENEOMERTHLO IEREZETHS, TOMERKIE. RIEI
LEEGEREBBERORXERVENL, EEICLLEHEZDEKROEENSHD,
A. 2HiEK

LREFIDH T, FEEL(38~39°C) HY 80%IZ, KREFDH 60%IZ. SMEHS 20%DIEHFIZFRHLNSE,
REICEE-HIFELHSILEENTH D RERBDIEEH B UAIZ6kg ULDFDERTIENSZLY,
EBMEE. RERAEMICEAL =2 - ToXATUOOURDFESHLEICKYREL. EESOEORRER
ERCE
B. fEaRAEK

P - BEERAE IR Z 80% (. RIESEIK (RBE. JBE. faEEHIE) % 60%I2, BEE (RHET2. BX)-
SIME% 50%IZ, RIHMHIZERZE 50%I| AR EEAEIK (AEZE ., M M) & 25%I2. SHILSEK CHIL B H
M. 8. #8E) % 20%I2. TNENERDH D, F= DEK CDEHEE L DSMESE) Ot - BIFRAEIK . BREK
BEEETHILLHINENTHD,

4. BEiE
EEGEHTE., ADICRTASR/NILREEZZHBITL. ZOREBOBBREXTOARNERELGD,
Ff=. 1M B &IZIZS SRR T73K (cyclophosphamide : CY) DX 5 £ 1TL, 4 ~6[E#EYIRT DM —ARHY
THd. BABBTRERTOAFIEFRBEBLRICEHR T LI, BRBLEOAICVEFZRGRETHIL
DEW BEFTIE. BROBIBRERTOAMRDATHEET S, BH. BEFRRICEOLBRENE. BERT
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TIEYIREET 5,

5. Tk
BHICEZML. MERENERLLGVWRRITAREZRBTICENEETH D RHITAEEZITED
CET.RLERICEDEHLH S, BITAEMBAERET DL N, JHEEHMm-227L. BERH M.
DHEE. BTE2TRETHENS<L5,
REDEEHIE., 2L OEFEFTELZKLERICES, HICHEREES . EEMEEE. #EEHRT QoL
(quality of life) DIE T Z#ETIEFMNZ L,

O E#HEICHELEIE
1. BER(EHK 4 FEERIKELRFER
9,610 A (BEWEEMZRIME R EDEET)
2. RIFDHE
FHELIDBREOESIRESNA TS, )
3. ERMIRER X
KL (BIBRERTOMRABRGENDERLN, BfE, BEERYERT,)
4. REIDEE
DE(EHEEZSHRUIBEENDE, )
HY
6. EIEENLE
BEMZRBIRROBEENELZAVT. SELULERRET S,

O 1AM
HAMARBFEBCRMESERIMAEME X IR T BRI
MAEKKRE EMREE-RAHZEHEE BR-VVIFBERRAR ENER
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<TWREAE>
Definite. Probable Zx{& &9 5,
(FZ1EH)
(MEEER
OFE (38 CLLLE, 2B L) LAKER A (65 A LUNIZ6kg LA E)
Q@mmE
QREIETTIELL. BEE
@R i | fitEEE
ODLHEE. EMENEE. DEX. DF2
®HfE %
@ELEHMm. BEAE
OEZ e Ll PN
QK THEE. REES. FEH. £
D% BaETfE (). 7% (%) . B HET
(2)FHKFT R
- NEIARD T4 T /A RIRIEHE M E % DTFTE
QmEEZFR
RSB R BIAR 2 4% (B R/NBIAR) D 2 R/ BIRRE L3 % - FAE
(AEEHnhTd)—
(DDefinite
FEER2IEE UL EAEBRT R D55
(@Probable
(Q)FEHEFE2IBHULEMEEZTROEET 54
OEEERDI>EOZFEL6IEE LI LFET S
(B)BELIGDREMR
DB MmBk#EE (10,000/uL LA LE)
@ /M0 (400,000/ul LA E)
QFRikTTHE
@CRP &5
()R 2K
OIEMEN L FRIME &
QHME X MAZFIERE (IBFF: V7 F—RAZFIEE)
QIFEAERME 2 FIME K P IEE (IBFF: 7L X —HAFEMHLE X)
@)1 R B 2
ORBER (£BMHT)TIr—T X (SLE), B&EUIIF (RA) L)
®lgA ME % (1B EBRMEME %)
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(5%5%1E]
(DFERZAIC TR MR, 1 SIS RIER. I IS EA. IV SRR D4 D DRI K EEh S,

(QEERMIZLITRHAELSONEDEEDRELRIRT HAEE. I, IV HIREIXERINF-HHFOE ME KR

TREREET D
(BBRSNEB DHEKBIFREMEMERETET 50, FEWTERLARBERMENSERTED,
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<EEESE>
EHMEZSRBIRRDEEENFEISNT. SEULERNZET S,

1 ATAMREELRENFIEOHFELVLEIRELGLTIEULRRIALTEL. BEBERERY
AHHEEROT AEEFICEIKERKEICHLEE (MEMLEHF. BEHR. UgEFIGEICK
HREIToTHEL, ),

2% ATAAREEC RENFIEREZDBBEEHNNREREVLELT HE.

BB RELEHHEIHFLTLEMTHY. MEGLTRELEFBICKEDLGES,

3E WEF2ICEIRBHRE (B, . D, BFE-E HLELRE) GO EGHE (REE. EEE
OHIEEERS. BRFGE) AL, LIFLIEERICEY AR (T ARRICEC - & IIFI AR
LEBHEICH T HAEENELL, BEEFICKEEZRLTVSESE, BBREDEEIXI1D a
~h DLWIFIhhERBH B,

4 R OBEELEM T RISEELIBHRRE (BLL. FRAL A LEHM, PIREIFEEE.
BEETZESREARES, MERELE) VLTS HHE (EERIELE)NEHLN., fE
MHEEZSOREWAREELGVOLEHEIII T HARELELL, Do T ABERE. B
—HNABZEL, BELEFEICXEOHIEE, BEREDEEI 20 a~h OLThHIZEERD
%,

5/ BEELGAAMHREREERE (BTL2. DA BRA L. BRES - RAES. HILEFM.
SHIE-IRINBEE . FAERE) EEELEHHE (BERPIE. DICHE) ZH W, AIRZETHELTE
BEBEVEILTNHELELL. BEEENEL(EZEEZRLTWSEE, ChICE. ATE
M. EERRBRELE BEXBELUEORBEZETIEEFLETNS, HMBEREDEEILE3D a~h
OVThhERDHS,

1 UTOVWTANERDHEE

. FERHEEIC KV B E DR LEER85 . Pa0,h%60~70Torr,
- NYHAZED LA £BIRZEO . DERLFEIBHOHEE DEMS (FHE) .. BINIEEHHLIESTE
T02mVELE) D12 EREH S,
c. MEILT7F=UEA25~49Img/dLDERE,
d. MERDR A DFA0.09~020MAHEE,
e AT 2ME U EDE- BEYIE,
REHEEE LD 1 RDOEREES (7 H3),
g BMEREZICLIEEDFRKE(FHH4),
CMERICKDEBORIGPFEL LG, —E—RBEYOIEL,
F2:UTOVWT AN ERDHEE
a. fARHEREICLY P EEDHRTLERH . Pa0,h50~59Torr,
b. NYHA SEDDF&MIEEEH . WEX#E L CTR60% LI, DER EEIBMEOFEE, HIi7Ovy, 2
EULOEEIOvY . DEME (E) . AOR—IA—H—DEE. DLVThhERDHS,

c. MiFEILTF7FAEHN50~79mg/dLDBEFRE,

d. MEEDMRADFNH0.02~0.08NEHEE,

e. TRRULDF - BEAEIKYPRAICEITEHU08A,

[V

o

]

—H

>
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f. RIEMREIEE SR D20 DHAEEE (1 73),
g NMEREEICRDELVARE (B 73).
h. MEXICKHMEBA T, BHZEEDD,

F3:LUTONWThhERBHHIE

a. ffRHEIEICEY S EDTFIRARLERD . Pa0, /M 50Torr Kifi,

b. NYHA4AE DDA & #iZZEEH . FWERXER L CTR60% UL, DEX LB OHEE, BIJOvy, 2
ELUEOEEITOvY. DEME GRE) . A\OR—ZAA—H—DEFOVNThAM2ULERDHD,
CMEFEILTF=UEH8Omg/dLDBEARE,

. BBDBE IO LUTDRAES,

2B Ll EDF - BRAET &Y P ARAID LI ET,

R HREF KDL DEEERES (FHH3) . RIFTBEULOBALE(FHH2UT),

M EEFICESITEAREFHH2LUT),

- ME RITKHHILE VIR E LT,

o a o

—h

>

W I TE J OVEE FE ST B DTS IS 38 1T 2 B IR

- IR O D BRIAREIR *ﬁﬁ}”ﬁﬁﬁ? ZBL T, Wi LICRBEOREN2WSEEICIE, W

NOFFHO L DEHNTHELZ 2R (7272 L, Yk ofkil 2~ RRIERE Th - T, i
PRAREZR L DIZIR D, ),

. IRIRBARRRIC BT D HIEE DI OWTE, EYIREZRFEHO T TREMTOIL TV 5IREE

ST, HIT 6 20 H [H T b VO IREE %EEWP#ILE@“% R RN

C B JEROREN EREOBEIEESHFE T EU LIS LRWETH 208, SHRIER 2k

DT ERNEREDIZHONTIE, EEEROXIG LT 5,
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43 TEMBEMNZRME X
1. =

1994 £E[Z Chapel Hill TRAMNI=EREEICHLNT. INE THETE 2 FENR X (periarteritis nodosa:
PAN) LTSN TUWVEFID S5 fROFHHEEIARICR B LB EIE X DA EEH L HEARL L
EHRIN/NOE (EHME. #/0E -8R 2 EARELREEME R IFRDOEEBEFLLTRRESNT,
BET OERAODREEERABENEEAEAONGEN I EEHITFF BRI E 4 (antineutrophil
cytoplasmic antibody: ANCA) 514 FEAFT N EZRFHEL . ANCA BEINE RAEIRBEEER SN DD
L. AFEUREDHLSNENLDAEMITI L F M E 2 (microscopic polyangiitis : MPA) EEZE S,
ZRMEREAFEECTFHRIRELSHRNERMERNFEELRAESNS, BLLKIFE1: 1T F7RE
B L 55~TABMEBTIEIZZ L ERBERIFAVIZETEIN/BAANGEEHIZEITH584 N/ EBAAN
LHEIN TS,

2. FHE
FERIEWELEIZFBATHS, LHL,. TP EROMIBEICESENIERIV/NNVETHSIITORN LA XS
—+ (MPO) IZxt9 5 H 2 ii{k (MPO-ANCA) A S RIZHRHINhAZEM L, tHDBRFBEERRICEC RE
BEEAEEICHEETIEEZONTEY. 2O ANCA WNNEMEDREICEAHDEEADMNOTET =,

3. fEK

B ARERLD. FEFLEDLHERH 70%) &4, O H MR- FEIZKHBIZEA LR
5, BREMARARKETANRLEHETHY., REM., FOHKAZFEREANHEL, MEBEILTF=
NEFRT 5, BERNCHMN A TRARICBEFRZIIBITTEIIENZVOT, RHEZHMABHTEETH
5, IEETMEZREBIRKICLERDEFTMEIF DI (B 30%), TOMBHEEICASNDDIE. K (1
60% : 5£BE. RIEEE . BIKRB . RTHED . SHRMEHEBEZ R (K 60%) . BHIHE (19 50%) . FHE (1
50%) %5 E TH D, MEBEMMERICKDEEZONTVSRE MR (§9 25%) ORI (# 10%) 24
R HEXK, FIERRYIN AR, MR, M, EEFENEEZRT . DHREICIDILARLEH 18%IC
HoNBD. HIEERETH 20% 4D ANCA BHEME LR TARLY,

4. BEiE
(DAIEETHNITHEBERICEY M ERZIAL, I RMBHICHEEZEHL . LR ICEREARETHR
FTEHAENRANFREVETHALTEETH S,

(2)—BEMBAINTS CAERAIENS3~6MNALANZLY) | BIBRERTASREHFEFETER T
%, BB ABETOIORRI7ZIREFEALTVSE S, thD REIMFE(THFFA T2 MTX)
[CEET 5,

REMDEREHESKREEFICIE. PVOKRRIT7IRICMA TMRERBEEEHFHAT S,

(DEABITT ZABRELLT, 1 CD20 E//0—F LA TH S IYF I ITHALGNS,
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B)ERBICEEREAREICECTEREIT.
(6)ME R E - BN R BARIE R R ET 21T,

5 F#&

BEMTONGWNEERICRERA RS, TESRYBRHICEZHL ., BULEREAREEZTAE. KB
DEERET D, ABEFROEN, HAVEMEBBEADREERRIZEY . BBEOEEEESNETT S
BENHD. EFRLEZETHIBETROBRENIDRELLS, £-. BRTHIENHHD T, EHMIC
EMEDEREZITILELNHD,

O EHOHEICHELSIF
1. BERCER 24 FEERZMETREELR
9,610 A (fEHI1E S HBMRX LD EE)
2. SO
TH(AEREEEOEEAREIND, )
3. HRMLAE S
KHES (IRA AL, )
4. REDOEE
DE (B, ERERYRELIEMHDORBLES,)
HY
6. EEEENSE
REMSRPRAOEEESFELAVT. SELULERRET S,

O 1AM
HAMARBFEBCRMESERIMAEME X IR T BRI
MAEKKRE EMREE-RAHZEHEE BR-VVIFBERRAR ENER
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<TWREAE>
Definite. Probable Zx{%& &9 5%,
(FZ1EH)
(MEEER
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)
@)1 ENAR 2
OBRAFE(EHMET)TIh—T X (SLE) ., B < F (RA) L)
®lgA ME % (IFF: LBHRME &)

(&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,
(GRSEE DREAEBITREENEREET HH. FHEWERLREFMENSHEATES,
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<EEESE>
BHENZHENERDEFEENFELZANT, SELLEERRET S,

1 ATAMREELRENFIEOHFELVLEIRELGLTIEULRRIALTEL. BEBERERY
AHHEEROT AEEFICEIKERKEICHLEE (MEMLEHF. BEHR. UgEFIGEICK
BAREIEITO>THEL, ),

2% ATAMFEELRENFIEREZDGREEHRUNEBEREZLELL., BBRELEHEJHFFL
THLEMTHY . MBIELTEEEFICKEOLVESE,

3E WEF2ICEIRBHRE (B, . D, BFE-E HLELRE) GO EGHE (REE. EEE
OHIEEERS. BRFGE) AL, LIFLIEERICEY AR (T ARRICEC - & IIFI AR
LEBHEICH T HAEENELL, BEEFICKEEZRLTVSESE, BBREDEEIXI1D a
~h DWLWFTIhMERD D,

4 R OBEELEM T RISEELIBHRRE (BLL. FRAL A LEHM, PIREIFEEE.
EEEEFESRKEMRES, MERIRELE) BV LILEHHE (BEREELZE)NROHLN., &
MHEEZSOREWAREELGVOLEHEIII T HARELELL, Do T ABERE. B
—HNABZEL, BELEFEICXEOHIEE, BFEREDEEI 20 a~h OLVThHAZEERD
%,

5/ BEELGAAMHREREERE (BTL2. DA BRA L. BRES - RAES. HILEFM.
SHIE-IRINPEE . FAERE) EEELEHHE (BERPIE. DICHE) ZH W, AIRZETHELTE
BEBLOLGIOTNELELL. BEEELNEL(IBEEEZLTVWSEE, CNICEALE
M. EERRFRELE BEXBELUEORBEZETIEETLETINS, HMBEREDEEILE3D a~h
OVThhERDHS,

1 UTOVWTAERHEIE
. RHEE IS KV B E QMR L% 528 Pa02h%60~70Torr,
. NYHAE DDA £#IRZRH . DERLEIBHOHEE . DEHE B . S5 IEH ST
STIET (02mVELE) D1DLLEFRDH B,
CIMFEIL T F U AEA25~49mg/dLDBER 2,
. RN A DFIH0.09~020 M HEE,
e AT 2ME U EDE- BEYIE,
REHEEE KD 1BRDOEREES (5 H3),
g BMEREZICLIEEDRRKE(FHH4),
h. MERICLHEBORIGHEELULEGE. 3—c—KEYOIREMT,
2 UTOVWTIMERDHDE
a. fARHEREICEY P EEDHRTLERH . Pa0,h50~59Torr,
b. NYHASE D ILDF £ #IR%E R . MIERX#E ECTR60% L. L DER EEIBMOAEE, HToOoys., 2
EULOEEIOVY ., DEME (HE) . AOR—RA—H—DEZFOVThNHERDHS,
c. MiFEILTFFAEHN50~79mg/dLDBEFRE,
d. MEEDMRADFNH0.02~0.08NEHEE,
e. TRRULEDF - BEAEIKYHPRAICEITEHU08A,

[V

o

] o O

b

- 36-



DI

f. RAHHEEZTICL L2 OBEEREE (5 H3),
g BMEFEFICLSELLAHE (B H3),
h. MERICKDMBM T, EIEFRHD,

A UTOVWTIANERDHEIE

IR IEIEICEY B EDIFRALEFEH ., Pa0,h50Torr K,

. NYHAAE DDA BIEERO ., EIXEE L CTR60% L £, DER EFEIRMEDAFEE, HiJOvs,
2ELEOEEITOvY . DEME GRE) . A\OR—ZA—H—DEFONTIAMN2ULERED S,
CMEFEILTF=UEHL8O0mg/dLDBEARE,

. RO HDOFA001 LU FTORMAEE,

2B Ll EDF - BRAET &Y P ARAID LI ET,
RIEHREE KDL L DHEEEE (FFH3) . L1 RLU LOFALEFBH H2UT),
M EEFICESITEAREFHH2LUT),
mMERICKDHLE VIR EET,

g

o

o a o

—h

> m

2 Wi HE N OVEIEE S3 B OIS B 1 % B E - IH

- IR O D BRIAREIR *ﬁﬁiﬁﬁﬁ? ZEAL T, BWEE LICRBEOREN WS EIZIE, W

NOFFHO L DEHNTHELZ 2R (7272 L, Yk ofkil 2~ RRIERE Th - T, i
PRAREZR L DIZIR D, ),

. IRIRBARRRIC BT D HIEE DI OWTE, EYIREZRFEHO T TREMTOIL TV 5IREE

ST, HIT 6 20 H [H T b VO IREE %EEWP#ILE@“% R RN

C B JEROREN EREOBEIEESHFE T EU LIS LRWETH 208, SHRIER 2k

DT ERNEREDIZHONTIE, EEEROXIG LT 5,
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44 ZFEMERXHERZFEE
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,
TLEREGTFROBHTEVEETHLIN ., REFRHICREINHEEZMIATHL. SXRICEMEZEATE
%, BEIRETEZSWIIZ ANCA DBIEIBHTHATH S, LHRME X MERFIEE TEOHONS ANCA DY T
BAT1E BRR T, [FEAENTOTA R —ZBITH T 25K (PRI-ANCA) THHH . hNETIFITAR
WA F LA —EITR/T BHIA (MPO-ANCA) A 8% L B,

2. &HA

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

K TIEEED HLA FIREZEEDANIZRELPTVEDMBEHEH. HAETIEHEHED HLA R[REDRE
EFRHEN TV, T, PR3-ANCA DY EEZRDVEDELTEEHEIN TS, PR3-ANCA &R ETE
YAV DBEETITHRERNFEESh MERICEFL-FhERIVEEBRRCEASBBERINK
HINTOERCAFEERELTREITLEILN 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

ANCA BEMERDEBEAARTA (BEFBEH AN RERBAREEX. 2013 F) 45 E(CEIBERE
ATAARESIVORRT 7N DHATERBANBERZRHIRT D, EIEERDIRVGIZIEX, RILT7AN
B =L M) AT L(SERIEHATHILLH D EMERRICITEREFRELLT,. OV0OKRRT7
SRETFYFATIODAMLEFY—MIEEL, ERAE0RIBRERTAMREDOHAZTIENEELLY,
BRLEGE EREFSEICSC-BEREANBRETI. #AHIII T 5AHELLT, 1 CD20 £/Y
O—FILRATH D) YFIITHRANLGND,

Ff=. LERE. I T RESEFRILOT VO T, B REE - BB BREERFET T,
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5. Ft%

HHAEDAR—MAEICEFEIN-FIEEE 33 LD ARDEMREARL 97% THo1=, —H&IZ. Bl
BREATORDOEERABROOICITECHEHENVETHL—A. HERXRENRTELLHRD
HEENEED, RETHMEDEZREELLTERKAEK. FRETR . PR3-ANCA R U CRP G ENSE LS,

EATH TIEAEMFHEEDVNENZ L BFRRICEYMBRENBALLS1-Y  BHEFRT 212515
EHH5, ERIEBME LB LENS L, Tz, 2HEEROEREICERLGHEORNETEREEL
LTETHEHS.

O EHOHEICHELSIF

1. BERCER 24 FEERZMETREELR
1,942 A\

2. SEFROHHE
FN:

3. HRMLAE S
RHES (IRABELL, )

4. REDOEE
DE (BMREEREBYEL, BHEDORBELS,)
HY

6. EEEENEE
SRMEXENFEOEEENEEAVTIELLERNRET S,

O 1AM

Mg et E X IZB Y HREM R

HMERERE ERXFERAXEMERBRRERIIFER L Z— UIFHEREEREFZHFTEM
HAIER
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<EORREZE>
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 E|Z[GHERT .

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
b)ESEE). ML) B K MERICKDIEEFEROVWTNAMEBEERY, HEERED. @. 301
IHEZRY B

(ESKEE). (L), BK . MERIZLDEEERDOVT WM 1IEE EC(PR-3)ANCA B514ZE R

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

6. B2k
QE., LOMDERIZ&SAFEMKE (HILaAAF—P RGE)
QD MERAEIFE (BEMIEMNZRME 2. IFEAIKME ZRME X ERFEE (Fry—J - AR
(Churg-Strauss) fEIZEE) . FEEIE L REBAIRK L)

7. 5E%E1E
® LEXEE). ML) . BKDOETHH>TLAHIIFEEE, ERE(E). TRE (L) D>5HEHIE
2DDFFRICEEF DRI ERBE LIS,
@ 2BRIIE, L. KOIBITERIEIRTH2EMN SN,
@ HEBLIESKTHEE LOREICHEBAEIKBFZEETIRLELESHLOTLY,
@ E.LONFEIZLD HWUMEREDZEIZCT. MR, LU FRENEATHS.
® PR3- ANCAD HfilEEBIEEMELFEITLOT LY, MPO-ANCAIG %R 5H1EH 5.
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<EEEDE>
O ZEMEXMANFBENEEESEEAVTIEULERRET D,

1% ERE(R. B, R, RFELZE) B LV T RE () OV 1 g U EDEERETY A, RE
MHEERE(RTOC0F, REIFHIR) O#FEH SV EREGLISTF LU LEB MO M E RAERE
BT BFRREICHY., MERERICKDFNENTRBFESTEHHT . BEETE (RELEFE®
HEED) ICXEOLGWEE,

2 ERE(&. B, R, RFELZE) RUTRE () OLVF 28 A EDEERKZERL ., S
BREZLBEELEHNNEBRZVDEET DN MERERICESEE DI FMTERIES (8%
S EIRERGE) RUEHEIFBEMTHY ., MHLELTHEEE (REEFOASLET) 2B E

3E tRE (&, B, R, BRELZE) RUTRE () . BREEZHDHL T ZOMmONESSOME & E
IRICkY . EM#GERESS TOLEHHEZEL. LIELIEBRICIY AR IFARIC#ELT:
RENHREZLELL, BREERE (RELAFCHRIER) ICXEEXRTEE,

4 EtRE (&, B, R, BRELZE) RUTRE (Fh) . BREEZHHV T Z0MmOfESSOME % E
RICEY . A@FRICRKES T HFAIENGEREST COULEEGSHHE (BERRELL)
ZHL. BALGRENGIRELBHFES . SHECHLT.SMAULDOAREBRELELL, B
BAERELEEFOUSER) CT—HBNBELELTIEE,

5% MERERICEDERMFICEEVRBOEAFINLRERFEST LEELEHHE (BERE
fiE. DIC BRE)ZHL, RAIELTERARBRICEIIBESLAREBLAELTFICRAZS N IZE
BEETDHEE, INICIK NIEN . AERFRE BERXRBLQEDBRELELTLEELS
Fnd,

X1 UTOWTNHERDEHZE X2 UTOWTIAMZERHDEIE XS LUTOWLWTIHLERDHDHE

a. TREDEZIZLYEBEEDEER a FTREDEEZCKYPEEDNE o TRENEFIZXYSEDMER
%€ (PaO, 60~ 70Torr) %26 A< (PaO, 50~59Torr) 52 A% (PaO, 50Torr Kif) 26
b H5, %,

b. MEFEILT7F_UED 25~ b. MFILFTFZUEMN 50~ b MFEILT7F=UMEH 8.0mg/dL
49mg/dL FREDELE, 79mg/dL FREDEBF 2, UEDETLE,

c. NYHAED DA LMIEEZESD c. NYHASEDDAREHMIEFZD . NTHAAEDLALMIEEZEH
5o 5o %,

d RMEEZEICLIZBEOHRRKE Jd NOEEEICLIZELVHAHKE J KOEEEICLITEARE
(BHha). (B 53), (BAH2UT),

e. RIEMBEZTIZEZ1BRDOMAEE o REAREEZICLI2DMEE o REABREEICLI3KULED
FEE (71 53), FEE(FH3), HEEEREE (AR H3) . XIF 1R UL

f. MERDRADFA0.09~02DH . MWEEDIRADFIA 0.02~0.08 D DIHNEREFHH2LUT),
HEE, RAEE, f. *mﬁﬂoﬂﬁﬂoﬁuﬁ 001 UT®D

RNEE,

SRS ELYE N OVEE FE 3 B O 2 31T D A

1. BABEICHO D EFER, BRET ST L T, BB FICHEBEOREN WA, W
OO DEHNTH 2L 2R (272 L, MaEh Ofn 2~ T ERARIERSE Th > T,
RATREZ B DITIRD.).

2. IRERIAEIZIT D BEIEESFICOW T, MUREFIERO T TIREMTOIL TV OIRETH
ST, HEIL6 2 H M ThbEVIREL ERiHET 22 L L35,

3. B, EROBEN FROEEENFE T EL LIZEY LW ETH DM, @i ER kT
52 EBMERLDIZONWTIE, EEEMROXNRET D,
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45 PFEREK4 ZFIME X R FEAE
o #E
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,

ERERAIFEIE. RITHERELTRERIRMRLTLUILF—HE XA REMIFEAIKIEZ #F5
TMEREFEL, REGER, £H.OHILEEE. HEE- KNI - DFEE - DIMERGE DERRIERE
EIHHRETHD.30~60 MOKRMEITHFEL. B:LX=4:6TLPLHEIZELY,

BEMEICEITA2ERFHRBERIL, $9 100 flLHEESIN TS, FRIDERBHRZZE L. #5 1,800 41
LEFESINTLVD,

AR O IFERER BN LIS ST ERER MR Z E F (ECP 75 &E) D E R | g BELELEDON D, bt
Fr Bk #A A5 & $ 4K (antineutrophil cytoplasmic antibody: ANCA) DHJAA T THAIIARN LA T IS —F
(2349 B4k (MPO-ANCA) 3% 50% DIEH| THEF Zi&HEh 5.

RIEEBFMREE. ER/NOEZRODICKEZEND. MERBEOFFIXEEATITERIKZEEZRO
MMM EDNFEEHINET«4TY/AFEMZHESIERENE R COMBKBEREME X
(leukocytoclastic vasculitis) MERHHN, ESIZ, MENCAHAFEM AL ERINS,

FWEERBROZHEEICLIS>THEEIN (DETIIREXIMEHDINITLILF—MHELX, (2)IFD
FERBRODIENN. (3)RTIBICHHME RIEKREZRDDILITED, SHITREBHEBAT RN FET HEEEICH
2. ZEMREL T, MILTTHE, M/MRIEM. IgE FIE. M5 MPO-ANCA (p-ANCA)BHEGENERTH
%o

2. FRA
[EXWMER. FULF—MRXAETL. ERGIFRIKIELEZEST DML, @ALADTLILF—
MHFICKURET HEFEZAOND, AMIN IV RBREREEHERARICKEARIET 2N H M.
B ANV R R BIR EEEBASN TULVELY,

3. fEIK
FEERERE. RTIIREXIHEHIVETLILF—MERE MBELIZEDEDTH D, HH.,
AERD . REEE X (ZSREBEMER) . A5 -EHE. £¥. B-BEOHEAEEHMm., MOMIKFEE LN
FEETVRIESS. DHEEODNMER . NEE-NHEMAEETHD, SHREEBRE LI, AUERISHELT
oh MBEOESHEENBET HENH 5,

4. BEE
B-hEEEMX, TLF=V OV TARET %, EEFTEH. ATAMR/ILREZEH AU L., REINHIEE
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(UOORRIFIR NV ARELGE) EHAT 515 580H5. BIBREATOANISARIEREOHEES
[ZHLTH T OTI O REFIRENALLGNS,

5 F#&

ERDBEICKY. $590%DAEHIE6MALRNICERICESLD., BGMELTET S, ZYDK 10%(T8
BIENMETHY . BIBRERTOAMNRERICLIITLERITH L EfR-HELXRYET. CORD 10%
FEEEFT. EERBEEZERTMNEICED, BEHITY. SRMEEMERICLIREMBERNEBIE
THHEEC. BICEXNBRERTEFNIHLIDT. FTEETET S,

O E#HEICHELEIE
1. BEH
#7 1,800 A (RFEMEIZ&LD)
2. RIFDHE
FR(TFLILXF—EFIRESND,)
3. ERMIRER X
RHEIL
4. REIDEE
VHE (B BRERYRLEHORBELD,)
HY(AARBRBER. ARYIIFEREEL 11 FRBEOZHELE)
6. EREENLE
FERBKME SR MERXMAFBEOEEENEZAVT. SEULERRET S,

O 1AM
Mg et E X IZB Y HREM R
MERKKRE EMREE-RAHZEEE BR-VIOITFBREAR 88 AHERE
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<EORREZE>
Definite., Probable Zxf& &9 5,

1. EEBRKRAR
(MREXmEHINETLILF SR
(2)8F EE BRI A
(A E RKITKDIER  FEF(38°CLLE, 2 BRELLE) . (AEFD (6N A LUIRIZ6kg LALE) . SRIMEBE MR A,
HIEE M, 28R (). HIRE (EAET) . EROVT 1L

2. BRI B O FH
FEBRKRATR(). (DAEITL. BB RET %

3. TEHMEAR
(A BB ERATIFRIKSRZA /N OEDRAFEMERIET4T) /A NEFREME X DFE
()M ENANSFEDFE

4. ZEROATI)—
(1)Definite
() 1. X EFRRATRIEBZH-L. 3. T EMBATRD1IEEZHE-T5E
(b) 1. FEEGRATRIBEEHZ®-L. 2. BERZEADHFHE RLIZBE
(2)Probable
(@ 1. XEBRKAMR1BEERUI. FEMBMRDOI1EEZH-IEHE
(b) 1. FEEGRATRZIEHE BT A, 2. EBRBEBOHFEERILGGE

5. 5ELLEBHR
(NBEMmEkEM (=175 /uL)
(2)Mn/MRiEHN (=40 B /uL)
(3);# IgE #Eh0 (=600 U/mL)
(4)MPO-ANCA &%
BN FEFE M
(B)fiziEESE
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<EEEDE>
OWFEIk LR ME R IMERNFBEDEEENFEAVTIEULEZNRET D,

REMHBE (RTOCF, EINER) OHFESHSVFIRELGLICTE L LM E RERS 258
OF . BREREICHY . MERICLDIFAFNGHEBFETZHOT . BELR (RELAFTOHLRE

RENGIEEZLEELEHRNNRBERZVDESLT HHAME RICLOIBED R FE M REHFIES
(825 . BISPEX. RHMEESELE) RUSHERIEMTHY . MHLELTRELERE (RELFE®

ME RICKY ., FAFEHGEREEROLEHEEZARL. LIELIEBRICZEY ARIT AR
HL-REIRREZLELL. BEER (REEFEOHSER) ISXEEXTEE,

MERICKY . R FRICRES T HFATENLERFEET LOLERL S HHE (BERRE
BRE)ERL. BARREINFFREALERIES . SHEICHLT 1IMAULDOARGRELEL
L. BELERE (REAFEOHSAETR) ITKELXEERL. LELENMBZEBREET HEE,
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