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AT A FREAFLTL =V 0l UL AFHES THARBREDEB LN 1mMlic s 2 a7+ 27 7
I FRRRIRAHHHEE BZRWED TH I T 2HMERLLNE (11) . PEARTCLEG THo- &
THEFIRE LA HRB(12), HERC)

8) vy 7/ o7l 0204gkg/B  X5AM

KEH e 707 ) AFHEDFIELDEBITOBEICL EE-TNS (13) , —RHTIRIT - L & 2
LNTEY, BEEHMIZB Z2bh 3 2 ENEVH, ZOHETIRIATIANTE» LA Th o1 LU
7. (HEIEC)

9) Jeif

EHT Y 7o b F RO VRETEREHC & b7 5 IV MRIRE COF AR L E SR T 5
(3,14,15,16,17) #%, EHETEMELHD (18) , BYER L ORELHY . —BUICIHAT oA FEHO

FHRIRIEZ S DVIIIR TR RIBE0OAER SND, YO L 5 R BEISHERE L 723 2 IR R I X

TV, (HESEO)

10) 7HF A7V 1100-200mg/ H
A7 0A FRIETA-SHI BN XL ERENABEMEL A LM L-BEIT0 0 (19). (E320)

1) Ev7 Y RFL 2mg/iR
HRTH-T T HEFREIR O TVS (2021,22) A3, EHERORRELH Y . FEMIREE LTV,
(#E12C)

12) HICD20E / 7 ut—FAHifARituximab)iz & W 2T a4 Fis L OO %@ itH CoER+45TH -1

H Rt d MRBESEIER 1261 P Fl TR b - L AR LT3 MEMRH 2 23) . 27-. Mgt

BURIBRICETETH - /- B i tif MR D SEBERe B P SBl CH Th o1 L OBRE LR NS
(24) . SHSLEFICE b2 ) /M BT LR A H4ERSH L EBbh3, (R0

B. {FM MR f

1 BE., B¥E, T Kk

AIHHAOEHIZE Y RMREMEN S L IXMEATEEOHENL Y BRES R, BBV o2
FRAMEL R RETHD, £HMTY T~ F—F 2 TI15%ITH LIS EVvbh 3,

c EAMEED S I MIED IEFRRORMNBEETH D, HOEEERBHICL LN BN L CHEFER
BIZE bR ) BCeEHRMER N, EAMARE R, i/ MR EEREER LR M B N SR SE IR
LBLONEETHSB,

- EERMEEARMEE M, MBRFOERMN, MEC )AL PLDHOBMA S N5, M AT o so
ETIRHICHETH D, CoombsiBAEHIEHET Y F v b—F ZBETILIS-65%ICHHND & Xh 3,

B RS EAmERMIIRE AT o0 RIZBNBFICRIGT B 2 EBEL, KERF o  RBESHLRN
SEFI, Wite L LICHERTHEFNERELEZ 5N,

- HEREMEDB SR ETRAT o FAERRENEATHS, HOABEELERNLOETICRT S
randomized controlled studyi3 72\ A5, AT v FREHRGMSEHENRIERE L TR Z2Abh T3, ¥ on7
A7 7 IR THFATY b EREN DG ERREE L7z controlled studyiX 72\ >, EEiTMycophenolate
mofetil DHFI A HE Shi=(25),
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2. 9

) 7V R=yYurimg kg« BEVEES 48, CIFENEL

ThOIBFEE & ik Lo fate E o a b e IR ERE L L CECEREN TV 526, G
1ZA)

2) AFATVL RF=V u1000mg a0 B R,
TV =Y RORETRHGREFTHEREND, @)

3) THFAFY 50200mg/H, AT v FEGFH,
REV R 2 EF ARV R T oA RO TA+oREFCRRMICER NS (26) , (ERC)

4y 7 aARY 3-5mgkg « A+ L K=Y o 5mg/A,
B Ot E M MEFIZER L, 2F1TEHIThH-72 Q1) . (ERC)

5y YrmT7+AT77 I F075-1g/m2 H1[E
o u 7 g ATy I ROV AFHEEESHEOBEMER MOERIZ T 2 FFRERE S TS (28) .
IuTFRAT77 I FEARELBIAbhaA, RIEVAELATET CRT R, (HERC)

6) &}/ —1600-800mg/H,
BIBEDEFICED TH o EOBRERIH LA TS 29 , (HEERC)

7) HiCD20%E / 7 n—F AHERituximab)SF A TH o - L D8iIERAR LR D (23,30) , NEEEEECR
EMEnEEN Ty o7 ) BRI EOHATISHEPBFATES Thofz &S TnD (31 . (K
120

C. fetkim/MEB SRR (TTP)

1. EE. TF¥. Tk, HR

o M tEm MEIRAESEBERS (TTP) & RMAEPICISIT 2 I/ MREHED TTEIZ X » TRt fE, MR
Bz e bW HmER A X 2 3RIETH D,

AERE LTISEM (e, mMEd, EitE#ih, B2, BEE) AhiFHhans, it
fER, BE, BERIIYOFEELRVWI L £ L, WNRBEAR, EOELETETIHR2ENLR
HICTIPRZ > TRBEZBIRIIENEETH D, £ 7= b—F AL b2 3 TIPIIIEEEAE
WEFITHMFECE BTV L &L ARLND,

» TTPOYFRRETZRIZ Fvon Willebrand factor7y fiZE%3% ¢4 5 ADAMTS(a disintegrin-like and metalloprotease with
thrombospondin type 1 repeats)|3DEAEIEEA R B &5 L T35, ERMEO MMM/ MR ESERH TIT
ADAMTS 13125142 B EHERAADAMTS I3OESEERPAE L, BHFITK &V won Willebrand factor multimer
(unusually large von Willebrand factor multimen)3 SR &5 Z LIS L D I/ IMEEREN S SR END EEBRX D
T3, ADATMSIIEEEEMECE CEORIEIZ SV T BRI ESED b T3,

s TTPIESEEA T A2 THh O THITZINIES Th o, ERICITRMICEE L TSR T e Lz
BRERAT A ENEDLDTEETHD, ENRENTOERHRIU/MEED, T Ra e AT E
DIERDIEIE(LT ARIO BRI RIC o485 2 EXH D, BEFERICEIT AR MEROMEFER von
Willebrand factor multimerfBAT A BUHZBE ThH D, ADAMTS131Zx13 5 HEHFUEORIE HIFRATREICR D &
Bbnah, Aozt 2MEIR A TH D,

. TTPIIM D TII0WBEFHIRIRIETH o120, MR OBATESERII0%REICETET L, S
B BRI DWW TR A IBREOHESERE TN A, BIEOQE ZABRFIZE 72 S TIPER TIHIZH
3 B controlled study DFEFAHTHE STV,
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2. 1AP%

1) FrfEmtE M (Fresh frozen plasma)tZ & 5 fi AT

130 EERMITAO 5%

FAALE (BKFETAET) : BROIFEOUE

F ALY 325mg/B & Y FE—400mg/ A & 1A,

DB Icontrolled studylZ & 0 MAEEIEL D FHTH D @G shis (32) . BARTTPHIES TiXd2A
i33E, E3EI2EOMRMTEO {EOMEERREHER L T3, MIEEH & T CoHRICEERROR
Mmoo T 2HELALNDD, BOREORELIRFTELZ L, BRI IAEBAI VRN E
MHACRERBIZE BRI TTPOSAISMFZBAL 0 BE LB 6h5, HERA)

2) 7LV RF=Yr50mg/H, b LEAFAT L F=Y ooV ARNE, e i, 274 Fi3d
hEEhTnd (33) Hlcontrolled studyD i idzvy,  (HEIEB)

3) MYE7sH, RFuA FE&bichii/MER (7 ALY »325mg/B & P Y Fe—1400mg/H) £,
LMD CRBLUFEERPETIERLHESATVD (34) , =KL, BORERBIZE LR ITTP
THRAE LS bh Tz, (HEEB)

4) MIERH, AF oA FRELHFATI 774277 2 F100mg/B b LT HFA7Y »100mg/A,
HOAENTIRVRAT oA K, Horeludl S THBRAONIENIAED Tho72 & OBEN S
LB (S), e T+ AT 7 I ROFMMEI2HOSLESHTTPOEFHEIZ L o THRBREN TS (36),
B OAEERICEIT ATIPORBIERZE X 5 L RET AN H2 EBbhd, Y7 AR AZONTHLE
AloBEIZALORTWS 37) , (HEER)

5) MEERRELHALTF 7ol RE,

FRH SN BRAVMERITH Y . TTIPEER ORI T 2FALbRES TS G , —HF 72
EUCERETTPORY (38394041) bALRTEY, BEDIEFT VANLHRTH A TEMRTHLERRE
WwWeBbhd, (HIRD)

6) HICD20E / 27 1 —FAHifERiximab)SHRA Tho 7o L OBERHLND (424344) .
(ERR, BEEEAG Y ERELTW LERH AR NREEEL A RN H D,  (HELRC)

D. MERERIEFREE

1. E#&., F¥, Ttk R

CAEBE AT - BE - YU LIS RUEO MERE R OFEIRIE S H 0 . MERED, EEE L BRIFETH D,
TEMREE. AN R YOREIC E B2 ) LOSEENE R, BERIFEBICL b2 LoDWmE b
MLTWD, HOAEESRL LTRSS Y F= b—FABRLEL . DO THRABEA TR, Y
vwF. BIEERSE. WMEE, REHRRETRENALND, FHEZLLRIREHTY T F—F A
BETHRAREERNEZADNE ETHREIHHH @5) | REMNOEESICHET 2 KBHERBEIT
AN

AT S DFE TTHl R~ 7 0 7 7 — 2 X BIL1, TNFa, IFNy, L1872 ¥ DY o MU A VEENTEL,
ZFhoBonbofilar & biziEE ks L b, w7 e 77—V MHKAREET LV oD
WBHAL hhA VA P—ARERICUFEENAEESND, £ F< b—F AL 472 MIRTAE
(ERETIRERIC 52 B O REE O Sk FIcEET 2 2 Lk ~vou 7 7 —POFc L7 7 —
DIE LT A =2 LImARNBI D Vo b IEESN TV S,

- BERE L OMUIMEOR . Bifn, FFEE, 7=V FrOrRRRELEETHY, FHRETLIRAR
M ETERTAZ LIZ XV BT ERS, LA NEEEREMRE R & ©72 ) T D50,
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CET BRICL S L0 THANRIMEIL L D b0 THAINERITTS, EBYAL LR, A hAFTIA )L
A, SR DA NVABIR YT A VL ABRERS A, W - EERMECLA NG, RMENEETH S
GRIPAERBIS CTIBRE B I Y, TR THAEA LRSI DIAR A L 12 5, FBOTEEER
OGRS IMEIRIE, BIMEE & b7 D ARG A O L CRER I 2 b & L &R
TWD (@6) o AFATV Ry ur R LVARERShRBATF L K, L 2uxBYvBLivro7s
A77 I R NVAFEESMER SN D, BENTFEEBR 2L, EROEIIRATZET A0, 15RO
controlled study IERFED & Z AH B,

2. 5%
) AFAVT L F= v 1000mgiifitE3 B, S1&6i&x 7L =y e emg BEORs, (EEB)

2) 7 v RRY 3-5mgkg
A7 FEFRALEDTH-TZEDOBERLLNTWS (@7) , (R0

3) YR T7AART77 I F0IS-1gm2 24BICIERRE (HERC)

4) = bRV F100mg/BE 3AF G-CSF& A
YIuTFART77 I RANABETRTNFNCBT AEDFNEE S - (48) (HEEC)

5\ y/m7Yy 2k B R
yZ7u7 ) COFREETRTARERLLND 49) , MOTERISGEMENSN = L2 E 25 L 25+
HiERH D, GHEEC)

6) Dexamethasone palmitate  (dexamethasone & L"C2.5mg/H)

UAREAT oA FREIiT~ s 07 7 =PIt X B3WDARMEN A= DBFORAT u( PR O ERTHS
FREERE L bND, AFAT L F=/a A+ RO7 L F2Y oo CERFSThot- 28T Y
T~ b=F AL b0 ) MR RERRHCE A Th o7 L TAEFENZLNE (50) . GfiEC)
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TR HEeMmERE
I BERPER SRS

BEEMKERESERt 7 —EHNH BN B

ERETHER S ESERERICE > TELD Z LB HY |, & ITIERE IO - TEE SN S RSN
WRHEDOZENREN, ZOnTHY veFHERE, Z HICENMERZMED X 95 2R SREOES ITEEYE
THIERER T2 b a— b D ERHSL SN TWRWORERTHS, Y U~FERBOLRNTH LK
RGO EIHAEORVEB L LT, EEHEESREMEBIRE (Cutaneous polyarteritis nodosa) . B Y v~
F (RA) . 2D NIEHMIEWE GREME) e FBHbhTWaO T, AT I HIEROBREIZ OV
TEHIDRATHI,

A. RISHEEITES REEINRS (Cutaneous polyarteritis nodosa)

1. EE#E
R REREENTE 2 R BRZS (Cutaneous polyarteritis nodosa)  (cPAN) %, EIRERI DLV EL RMEBINR A
(PAN) & LTIO IEIZHE 41, PANDIO%IZED b DRETH D™,

2. JRIE - B

BhasgMBERERE LT, BB ., BETH, RIEERESSROLND Z EBEVH, Zoi
DEEFIERPEIT D Liddiny, HEFRE LT, ABHOETHAWIIERRKTOBEREL . BE
TRUZES LN AN KB LRI LD OND T eBH D, T LHETH AW ETEHE
WEHEZEHI ZL3H0 ., RO EREW, NETEHFRERLSFT2L050 ., EHHR20%0OR
B TREBA OSRMEBPIRENIED b D, -PANIZ I U T, RIEMIHE RS T RFIRIUSIE IZINE T,
VT « 7NV A VABIO - HIV » BRIFR T A VAR ENFOFERE L THE SR TEREY,

3. 15%%

cPANDIETRIEL LTE DAL L2 F VA EFO L OV, LITIORT X ) RIGFRENRHE =
hTna,

1) PGl +nifedipine [2E32C]

THIOPANIER A B L DEFICE S Thole b T2HERH DY,
2) Lipo PGE1[H£32B]

CPANIZRT L THZITH A HRER STV BT,
3) 7THFAT Y [HELEBR]

BUSIRIEA O 0F L /601D PANBE (21 5 LSBIOR ST EIXHE LBERHBT

4) (EREMTX [HIRER]

Jorizzo N, 3B CPANIZIR S LA THH Z & %, Schart b AT 1 RIETFIED 2 FIOPANIZMTXHR
B, 3HEBUMNCESREORIRRED N L EHE LTS,

5) loprost [HEIRAEB)

Zulian %', PSL72 & NVIGEL TSR A L ABIIC L - TER SNI-cPANBE (35%) ICikE
(2ng/kg/min x 6h/day x 14days) LHZNCdh-o7-Z & &, E/Biancari b %, TIEIIEZ A LI-cPANEH1
BB URERTEIESF N LI Z L 2 BE LTV,

6) T

—AIINSAIDBAZ THBZ EHMEINTEER, LELEKEORT oA F(CS) BELMLELRD,
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B. B#i) v=F (RA) i2fE5 BEEBIE

1. B - F%¥ - T

BTV v<F (RA) DS—15%ICMBERMSRD DI, AHTILE ICEMBEY v~=F (MRA) OX4R
BREEZ BN TWD, MEREAHFLERA RV) 13, 25 TRVRAL KB L TASTEATFATHE - L
BHHNTWD,

2. JRYR - 2
RVIEF—IRIZFEDEVRAR ) = b FETFEBEBEFIZERD et <, RIBER L siRSaae s
SHHEE L THEEDREV, KEFTRE LTho L LD bNADIEN T, AU HTRIME S A LS 0
WEEND, TOMOBEERRLE LT, ik, HREEE, RNEE. R TES. BERERRDLh
HIEBHDD, —ARICEEBREEREO D LS,
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