fED 38-2019: FEIR R LS ERRE CTREZELZ 20 OB %

JiE 5l

AN B Tz ke Bt BEENOFERABRHY, A7 HHTINRD
20 RO B, FEREEEOET L HEROBRELFTRICZLY, ZORROMZ Y=y
TiHMi S E Lz,

BERIZOFVELT—2a D 6.5 »y ARTE TIER T, TOREKF, BH, BE SV
BEOREHEIZPHBALE L, BiLiddH D ERATLE, BITBIOREDOEMIZE > T
AMliShE L, BEIL K 8 BMANCETF X N aDfERAERBL-LBELELL, &
i3, BFAAOFERAETETZL 98D, TYVRTCA DI —ARMEITENE
L7,

RBROZPEDEBRIC O P LT, ERIIFRELELE, 20T VEVYT—v a0
#5655 MDARMCHE OB LV U BRI, ik %2 R8T 56 TEORKEIHREK 2R
LELT, 7VRuSA UV ORIDa—ARRHITINE L, FERBER L 2o 7258,
BERXLVA7axY I r2REIN, 740 —T vy 7OREERZE N FEISNLTWNEL
)

TV hPY ML B 4BEE, OB TS XREBFBEL o722 A, APEIC
Bt ORBEHERENBOONE Lz, HILOMTARBSREERE VM OMTRAEL
TWE L7, 2:8M%., &% CT X, TETRLBEERNTHRT YN AEHHERE 25
BN LE Uiz, MR i3 Y o A EERIIFEE T, MEOKE SIEETHY,
FREIRO ORITEFE TLE (K 1A), BEIIFFRBEMEICENINE LT,

7z RFeogt s 3 HAR, BERMORROMZ Y=y 7 TRHMEShE Lz, #Id,
ZHATHRABVWDUWME I %, BRF. BLUOWBRWARRESRH L LBELELE, E
BA. BIF, %, BERHREIZS Y ERHATLE, RETIE, BIIREZOIICRAS L
SbE Lz, Mkidfs 88 B, MEIX 110/80 mmHg., EAREAFIEIL 96% (RA) TL
Teo HHEREIIE GO CIERE TH Y, FROEXBHEST T/ —BIIBO b ERFATLE,
BEZ, BFFAN=OFAETIEL, 3SPAURNIEHCT 27+ 0 —7 v 7325 L5 ICH
E#HohE Lk,

I EME (ZOFVET— a0 6 BRI . BEIXMMOBEEOMZ YV =y Z7IZREY
F L, WIIREROMBELME UE L7z, EFRFORE CHRIRAZ PR NS B L



TWE L7, BICi3iomE,. X2, BE, ERDIESH Y E¥ATLE, IRMAIEES 87 [,
MEX 110/78 mmHg, EAREFIEIL 96% (RA) TLl7, HEFRIIEDL> TWERAT
L7z, CBC, GEMZRHRE (BRIUHEREOKELZEL). BLXURBREIIER
Tl FUFPERMRENE (ANCA) (St F v —EBRL07us A+ —+¥ 3
X 3HEEE) BIU~A a7 X<k IgM HiEOMKREIZRETHY . BHE
DOREGEBBRELRET L, 740—7 v 7ERRERFEILTWE Lk,

U ML ZOF VBT —3a 0 6 BREETOEMEE CT X, TE TR LEERTY
T AREEHEREDOY A X, BE., BIUHOEMEZHALMILELE, KREXAEOM
BAOHRTHRETIEEARELE L (K 1B), MgEoRENIMThh (& 1), &3z
DIRBEDI 7 V = v 7 1T &E L,

T et CORR~DFLE LT —a T, BERBEAROKIE., BAR.
BIURBI&MEOER 4 RIREHRELE L, HITRORERER o7 L & &5 1EB
(PR REEASFAE LT LG UE Lz, WHRREIL, @E 3 A DRI~ ML Ty
F L, WIRFZEONFHOZDLIEY 2H-oTRY., FhBoMEhr+ Ml LE L,
Bici, AEZ, FEXMEZEHEREE, MNIRE. BIXOT VALY —0ORERH D £ LT,
BEOEKIENLN TV ERBETIA IR Ty 722 I T 72 I TLE, HIT
EEHT VA —IHYVERATLE, Hid=a—A VT T FOETL—LAL MNEE
bl, ZEZTRRARCE N, HEREZVE L, RETORELEFO—RE LT, HITE,
JEEt, BEIZEHIhELE, L, HIRE 5 »AM. L0/, Zhbd LEfL T
EFHATLE, Hik, Xy PROEB~OEHHRBREIIRVWEREL, =2—A T T UF
DHA~NFITLIZZ EidlehoTr, HIZF NaDERABIIH D ERATLENS, 2O LY
YT—varo 8 PAENS, vrI—AKRO=aF UEFERIERALT, BEFF 2D
BHOERAZBL TWE Lz, HIZEREARIC 12 K0 E— L EZERATWE Lz, ISR
vV 77T 2RNE LS, BEEYOEMT2VERELE L, HORXBUIPFAZENE
MEARBFERER TH Y, KEFOARITBMEAEEMEBR TH Y, BFOMRIIEHY v~F
CHRHEED FTREEN H Y . BF DOV E ZIXSRMEELAE T LTz,

BETIX, BEIIEEZ Y ITR 2T, FiRIZ 36.3° C, JkHIZE% 70 H. M/EiX 143/58 mm
Hg. MPREGIESY 16 B, BRNK CEREMAMEIL 96% T L2, TIEEIIEEZR L TEEIC
RZELE, ODFITHART, WZITHEECLEZ, BYOREIZIERE TLE,

BEERR, bR, VU~ b FRF. FIBRY PV AT F FHk, BT
A LRI TIHMEDOR 7 ) —= 0 TREIZTRCERET L, BHiER X O RERE
DR LA, BRYE., INVa—R, BEUAIE, BLOZa7 Y OV~ UVIEE



TLli, TOMOBERREBREELR 2R LET, WEEEORENTOhELLZ (& 1),
BEIHOCEFIANaOEREZPIET S X580 b0, MRE OB Z 3§ 5 70 O
27 xu—7 vy 7OREFLTONELI,

20 A%, BERETH N 2O@EOHERAEPIELZE@MELE L, LArL, 2 BRI
BYFNaBEALEE, —ROZBOEERER CHDE Uiz, HIIERS OB LE
otk FREOHIEEEREERHY, BFETVLH Y E L, ENXOERREAMEIT
97% T L7z, HEREDKRVIFER TLE, MEEORENFWMTOIL (R 1), BMOHE
BRENB/LNE LTz,

U AL EEHE CT AL, TECTRLEE LTV VT AFEHMEREOEMETR L E
Le (W 2), [REXIERE,. [REXEIEE, iioRBESERBOFTRIIH Y 8
ATUIc, N=d b, FIRBEE, TASIREILRIE, 36X UHENESR & D
EOFRbH Y ERATLE,

Zx)ReUEL IVEaZ—5007 V77 38, Ro (SSA). La (SSB). Scl-70,
BEWdo 1 T 2HEDOMBRAEIIRET L, RBEEIEFTLL,

PWFIENRShE L,

GlIEA

8=k« We- oy Uit 20 20 ROURHEREZ > B, BN CERRKEX
R FBRSAEDOEITHET Y VT A EEMERE & M4 5 B BRBD 6 » ADKRELZE
LET, Wiy eRzh, B0z by, BIBEOER, B30k, 2507nkx%
R LTVWET,

ZDBEOWRIBERBEMOBT Z /N aOERN» D, BEICEE L ZMREEIIER
RO L ICHE L-EHEANREINET, BTN a0OFBICRAHIRE=T Y
Me=aF  AABEBLUOEI. Z2EROBREKOHED &4, ET# 1 a0ERICER
L. Ha 2RBABESNLTWET, L, BFEZANa0ERKREOHLNRRER
BOGFESRZEBLSTRERXDV T, LER-T, BTV VT ABEERE OE R
FTR (ZDHEOREICH HRBERFHFTR) ICESWTENZHZITVET, Zhi
WE, MORICHT S22/, WMoMICRE Lz, RMERRICX > Thl&i
ZENET, ZhboDFuatRid, BICROWTROBRRFICHFEETIR/RLE LTREL
F9 Kk REZSISEZ). BRE B, RE. 0K



Fifi 7k B

L RBEE DR BRI T RO 720 20 RO B TILLFEHEMABIZE Z D iz W, ZoBRE
TIMKEOMOBIENLERE2ZBETRETHD, MBMIMLEIE L MEEIREAZEMERRIX
B CEHE L RR S, MMFEIROSERRHEE R E T2 ENRREBO 7 NV —T MR
LET, TOH7AROBREOFEEIIZOFRKITIH W THY, MEBM & MikEIZ X
STBIERZENET, HF L, R Y HTRAOREII/INEFIESH TR S —BRIICRE
L. FRIEE,. Bk, 2 0RERHZ LY, BEM0ESOEIRS o L E ZIXGFRAT
DD X BBEOKEELFVET, ZHEZDBZOEBRETADERFATLE, &b
2. EILEEDMD L+ 4 BER X ORI/ & 3 X OfiE R B s
BOFERFRIIREINTVERA,

Y

ZOBEDORE L BERKKOREIIBYE L ERERDH Y, WL 20 BfIRME LU
ERBYSENR TV H T ZARBELZBERBITIEN/MOLNRTVET, LML, ZOBREN
BEAETHDHH), BRMABEREIEH THIZ L2 RRTAFRIEHVERFA, THIZ,
BIITHPRYFEEA S ER & LEREREOWS oh0a—2 22T E L NERIZARNY
LERATLE, &b, EEDOFAL LTBERLBICBRBESNZTEESD DI E,
b oT, EBRRE TR, SMEEREBME 7 2L E)LRE 213 F OO B ERYE - Bl
B 2ETH BB RS RSN ERAT L,

¥

FEETREMRER S L O ERNOSEMEREIL, Z0BECTBEINDHMH L RAKkD X
BIRESMICBIT DTN T AROBEHERFICLVENZZLBHVET, LrL, B
BEORBOILEREHRENE, HOFERH, BLXOL Y N UBEREDOEITOEENLITEOD
Brixd v £ A,

RIE

PRI R SRV B U 7 R MR AR, BRI RAE T D M O RIEMER B T3,
ZORBEETFEINaDOERICEIVBIERBI SN AR S LHEShTHET, I
WAHIRE TR BE U7 B MR Uk, EREr i, MRAKE X X ORI HOZERIC
BiFsaREvsrnyyr—Y (EEDO~vI/n7y—2) ELTHHMLND) OFEICK
STHBMMTONET, LL, ZORBTRONSTYHTTARERPLESMATRE
T HEAPH D MAMICIIREXEELBEEL TWET, TLTIOEMCIIFELER
Ao

SERED Y RA NS, MRENOBRHRMEOHFEICL > T ERE I S EERE



RIEDHRTY, BFFNNaT=aF ABEL LTERShEREZ ) )V (§72b
b, 7V Er—N) &, [ENOHREREEOBENLRERIRTHY . ZOIREDOFER,
BOEDEERREFZ 32 ZBE L TRET DR OBERRBFHRETIIRVA, &
FERaADERITERT D YR, FIHRPSH|E SN THET, Ll, BEEMBREARX, 2
NBETRLND DIV bEEOREE. TROEE, 3TV 7 AROREZ5I
TEILET,

SRR R, Z NG OERICEELTRY, B TIIEFZ N DERICE
HLTWET, LrL, ZOBEOHEIMEERIL, BIEFBEKERKE LYV —BLTVE
T THTEF., DR ELBREORMEFBEEMEL, ZOBETRDOONDIBOX
DHREOBRBEICEEL TWET,

WEPERRIL, BASHWIERIURICE T D ORERONCER LET, SEEIER
HEREMEMRIT, BEPUEBRDOMEFHIRETRETH>TH, EFA I G-V 2
SVEAMDT YV HF AREZSI SR T ARERH Y ES, LEL, ZOEFITEE,
BERE DR, BUMER, =7 — FT o7 BROREO/NEPLOMICEEL T
E3

Praf F= R2IERRHAOLFERTHY . BIERICEEBERFESFET S Z
EERFHMLELTVET, ZOBFICRONIR[EXEAEICBIT 2T VN T AEEHERE D
TR, BEL I CESHER EEAEGDE T, Yraf F—RL—HLTVET, L
U, FiifS & 73 fefs U o A~ EER O Ran, FiOZEICIR > e 723 Y Y BN SARIC BT
5 BB RE L Y DI CER/MEROFE, BIOTEORBOBEEMEIT, ZhiHi=
A F—=T R & LTIFERBNTT,

B EIRIE, MRRNORZFRBROFELFEETIMEO—RETYT, REMMERIZ, M
KEXABICBITIZT VI AEOBEBRICE - TENDZ LB3H Y, TEDOEHI—KDN
T, Lol ZOBEE. XY TEERBENRZL ., BROETIZH 12 b T ER
REELREZ LV BBEOEBOBBZE R, BROEFETHomEWVWIFEIZLY, Zh
IXERELIR DD 72 0 FEERA R X MBEOMBEIC 2B TLE Y,

fit U 2 EARAFIEEIX. EBV IC—RENCBHET 2 U L HFEERA T, MiOREFER
BB, TREME, U Ek EEER. BROHEERY o MMEMR I K S BES S
NET, LV FFUTER B NBRAZFEEL. ERORHEMHED O AERE M
BNRE—VORELLTENLEY, 2L, ZOBEOER & ITERANC, R,
XV B E CHRELREEHROBE T,



WIFREME Y O BRERE MR BIX, — B2 RERL (CVID) 7 LoFREERERELE
BT 2BEICDOAFBET ZO0EAMEEEMREBTT, WEENICIZ, U v/ 8k, RFE,
MEER I UCHREXEABOSHICR T 2R ELMRDOFENKFETT, ZORIDEBE
TBEINDIVEAMET Y I RERIZ, BF, BEF&E. NERPRIEE, BXOY v
HNEEIREBEE L TWET, BRIC, WIEEMEY BRI EEMERIZ, CVID OFHIO
B LTHRESNTOVETS, ZOBEMNBEMO CVID FidFREAEREE LT
DERBERIEDREBELZFE > TWRWVWEWIERICX Y, AZFENE D o BRERE MR
BOBEIEE I\ WTL X I,

M F 72 i H i
BEOICEAOMBEIXTHVIMEDOFEEL R L TWDAREENSH Y £3, HHICIX, Mk
Hifnid, DLco # EH EE 255, ZDBED DLeo BEFFWHEKRBOEE T LR, L,
SRR IE B OB b 03 b7, 10D DLeo 23 LR LA RN H Y . ZHILIEE
Rttt & —23 5 RN H Y £

BREREM~EST o — R L, REESEOEERRVWEALEREOZMES . BRED
FAMMBHLOBFER-Y Y — FEHFELTIRETT, ZoRBILEE, NEHICEN
FTHB, RABIORERHE SN TVET, LiL, HREF~NESTo— 2A0BET
i3, TOHTRROBES, ZOBRICBEINDI WL Y LEERFETETTSHOT
1372<, HiLo Y — FOMTY v 7 2RIV, WHTI0, BETHIZLATFHREN
7

FIRZE % £ O PURBRAEER (5l GBM) &AL, BIBROARBEERL X OHRICA L
ZIVEaS—S D3I L THERESFEINIZRABTYT, ZORBILEF. &
BHICHEITT 2 RREBRICEEL TOE T, I LR ERSRAETHAREMERH Y |
& N aBl B OBRAME ~DO LR OBREIIMRHnLOGERRETF THHLEXONET,
ZOB/EDOVY NFUVETRIE, i —E&LThEd, EEL. TTITbhERiER
ECTEEMNRBER/BONTEY, FiGBMEBITEZVZIIZH Y XA,

REDFE L. BB IUVRIRECERBBEND L, MERREDEHFHERBORVREL
Y, ZOBBFRERONDT VNI ARBEOKE A & EFHEHIZ, ZhbDE
WEHED BB VIFRHLOFIRE — B L THET,

SRUEME R L0 S RN FEER X OCRFEEIX, ANCA OFFET CTHREICRE
LEd, RV VT RAROEBRIT. SROERZHES AFBEECRE XLV bSRME K2



SRR EEEDOBEDOR TL Y — R TH I, SRMERE M FERERIENFE
FEIX, D72 L bBREDORMEFBREKEIVEDEETICRAEL, WMEDBEAELANE TR,
Wb ZOBFCFELTWERATLE, SRMEOER LMD AFBETIT. Bl
DORIEFREIIZB LN L TR Y A, Tz, HOLOFERICL Y TY 5T RROBREH
AUDFMREERH Y. ZHILER. MBEGRE CREEREZH> TEAET,

PSSR MERIT. MHMLAE - A/ LEDOMERTYT, Lz, HEEMRRKEZEL
BLORIzuLgF ¥ —F ANCA B & W 9 T TORBEENERLE DEFFIE
LTRY, ZOBETIIEBSENZENLEROZEIIH Y £ 5 bRV,

NIy s V=T VEBRIIEINRICEER B X B/NMED IgA MERTHY .
INREFIZRADOWTIUICE T H IR HMAS Z ORBICEEST D L3 IlH Y F
Hho LML, ~/ vk v=—r T4 VEBERIL, 53, BIEiR. R, BREALEE
LTWET, ZOBEFE, FORETRHRURBOZDIIVDOHBOELEL, FLALED
BERINLDOTRTOFEE R R TOT TV EEAN, ~/ vF - Vz—7
A VERBERBINL LIZRE L LTENAD Z LIXHVZEIICH Y /A,

PISZMED pauci-immune BIOFEMERIT. BOHAENRL, EHENEREITERL
RABEEHMBRBORVEMERDOTFEL RIS L 28 E T2 RETT, B
BLEBETIZ, %, BB, FREE, SR BIUBISED S >mAEBEM» 8, A
WChlzoTRELET, I, ZOBEDOHED L T, BlMDOKRINE X UIER £ 72id
DI ER L RLBRICEEE OFERBE SN TWET, Mzt pauci-immune Rl
EHERITENRREBTTN, BROICIIZOBEDEREEL—BELTEY, Lo
THEHAREHEDEH V2K T,

ffitHIn E 72 XA RN BRDN S BE T, 8%, ERLR2BCRERERFETHINE
IDEFET B0, BERRENERINE T, 2L 0ZEDOL S RABRIL. BHCZ DA
HIATbNTE T, L LEGORERRCEELEZDZERDD, ANV FI VY
ik, BLXOB 2 -ZYVaruTA  HilkaBETILNEND D, BYJE,. FERERMEMR.
BXOY AL = Z20BMIERTIZE A LTRETY, Mz eE> mERT, M
DABIERIZ L > TORBATE T, LER-T, ZOBFEOFHMEICKIT 2R LEIE
BIRRDAT v 7L LT, 7 A RHBRESEERDT=DICBEEARNTRANLE L,

aNX—hk - Wenoy o )LEL-OZH
R m Z2 > mEL. BF 5 < IMIALMHED pauci-immune B i EHE XK,



REFHE L

Y& PV VL : BEIIELEL TEOABNEREZ T E Lz, AlENREICK
V. REMEEEZHS CEAMEMGHD, SREMEERERE, BREEREEL. BI T
RE R PERBBORERSHA LR o1 (K 3), BERFFRRBEOFAEIL, BMME
RETFRLUTWETH, BEBWICTII T2 TEIHY A, V—TFRAREDHCHRERE
Tid, BRI RS M X OBHEERBERA 25 &R L, £0%SREME ML X
CEEPRETDRERH D LEZXONEY, MEFERMERBIEELH D Mm% 5|
SR L, HFHPERBER X URHEERIRER SEEICS L TRET SR b H Y 7,

S BT, BB LR FEITHUR~ORIG CEERAET 2 MRE 3E A SFEERIE DI
BICENLRRENFELE L, 20X A TORIGIE, OBEMRFURBER ST
D56, BREeBET ORE~DRED O ORS ZETLEMEDOBRAITISE L TRETD
AIREERH Y £,

ApE s

LRy B S A=V —TL  Zh b OREERFRRICMZ T, BETEL, Wi
AU D IgG ik (> 280 BALEAEE<19) BLUB 2-7 Y avuTA D IgG Hifk
(> 2000 DEfrZ, EHEE, <19) ZHL TV, 24 BRBORETHLEVWEETLE,
FELVVIIER TLE, MBAMLER, OFAMEMREL, X OOMERRD fLieiE &
DEFET, fi) VIREHBEGRHOBW R TShE L,

Mt Y VIR ETAEFER OIRE O EEITHERE T3, i) VIREREEFER OIEML
AR OIBRICB T 2R ERGEOER 2 IFT 0B H Y £9, 14 BEORMMET 2
BOYYXT =T OREIIMAT. IV R=Y U BbEVEELIX2T7L5H72Y 1mg)
ERETHILEBIRLELE, ZOVPAVERBLTHDS 4 BRLAIL, BEDORE
HEHIEB L, 7V F=Y i3k D 4 AT Y EERLE LK,

ZOBE L, Ml E MARE & FRRICEREEEO Y X 7 MR bhicled, &bk
BERELHRLE L, ¥ 12 K#EAEKR, Y VIEERHSERROBROT-D DT T
DEETTHR, BEHRCHEERE=F Y VS OLENLETFTINEND B -OBEIX
ONT 7Y UERRABGT S L 2B LE L, SITEEROFERKICOVWTERL
ez, B VIREREBHE TNV RIBRBLEEZ ONDBEOMT, i) VIEE
PAEREROBRICBIT 2 b0 EFEATI0C O N TERLE Lit, BEIIEK
FNES FEANR) VX 3R EBRT L 2BR L, BEE CHtdhoE ko v
V—FiEHY ERAT L BT 4 » ALY VXU ~THERFREEZZITRIT TOET,



BT EECK THRIREEN D Z & 2 ERICR 2 T2,

David M. Dudzinski f&i+ : 7 =)V R ELi, EFF A \2CB8E L-MEBOMEZE
BLT, IbhTWAZ EE2HEH L TLIEEY,

Zx )V e L BEFF N, FEREBEFR=aF UREVRT AL, BEEMALT
AREERL, HICBRATIHEFAT A AT, ZLOFA, FHBCI-TEESL
DIFEIERTROT AL ZABDHYET, KETOEFFNNaDFEREIZ, —FADD
4.5%, 18~24BDAD 9.2% L HESNTVET, BA LILEMEDEELHIEST S Z
LIIRICREETY, EFFANZEHINAEEIZIZ, urr e YVa—n, JUko
—)v, REREB., —=aFr, AIEERE, SESEREEHEREENTVET, =2
FUEELIND OREDOHRRIL, EBEOHBRNR T NV EDRSDY X b &—BLRWVE
EMRHY, ELK YR PENEHRSTHERENERTRVEARS S, BADT )L
T E—BLBNI LRI DY T, BAE, JMEE, BLURHERREIC L > TESR
Shd “puff topography” OEENT, ZEZINDLFEYE 2 KIBICE X D A[REMEN H
DVEFT, ZOEETELY, BERRKEZTR > TWVWAMICBRIND{LFEYME & AREZHFHES
T3 BRI E£F,

BFINCEETAIHRIOBENE L TVET, EF &2k, AELERKERA. V
A NIk, GFEEERMEM%. BEEML. BLORBEEZEt, M, LLE, BB, BX
URDKRBICERE LTV, B, Hi) VIREHAEORAECEEL TWET, 72770,
ZORELEFFZNANEEMT N TNENE S DIIRATT,

BEOBTH NaDFERLBEOMOER & O—RIZEEIX, EFF N a~DOBREHHEO
RROTo B RACEREL TS Z EERRLTWVET,

ARBI A
PRRMEIIE, S IRIERIE, 35X O FEREEE 4 5 OF AR,





