NEMRESRIGRMAETRER (2R )

M}z E#(plasma exchange , PE)REZNMBFUTAZ— , B
EMFRE | FEEUREF | iR MR A MBERFYRE, 1914
T Abel F[1]ERIRH PEX—AREBRIEEE: , 20 tHEC 60 SCEHER , BO
I\, PE D ESHEDL | 1978 & Tamai F[2]EXKIR L ERRA &L |, 1981
F Martini BENRIRIE PE FIF877 1 6l 8 ZRHIIEREGSIEE)L, HBE
BRIRARENHIRIARTERR | EYR ARSI IRARSER: | PE QT
HRENENOEZEEY K, 1986 SFEE MK BN (American Society for
Apheresis , ASFA)SS 1 ASTIRIERBIIT ¥ 92 | iR PE eJATarRY
&% BEEARZINIES |, IHEFRIES | £ 2016 5 ASFARY PE 15
ra[3]% , PE SN AT 87 FEms , BAOE 179 1, MAFRMHLIDIRE
(systemic lupus erythematosus , SLE)—F&fmXT i EEAEIRGFIIRG 4
E® 2 MERE , TEEIEHEA RS L& 1iE (atypical hemolytic
uremic syndrome aHUS), PEEEELFII(myasthenia gravis MG),
== - BELS1E(Guillain - Barre syndrome , GBS). iEHTKIRATHTH
MR RIERE RN (anti - neutrophil cytoplasmic antibodies , ANCA)

BRRHEBSKFERPEA—EAmIiar FR , JLARKED.
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5 ALk, ERIEAZRR PE FEEst IR ASIE , #7+75)LE PE I
PRA.FEtERAEFEIR ; FE) LE PE SIANFEMXAIYE. BT ABIE
NAHEFRIE, AFE—SAE PE ) LEHRRINA , PEEITS) LR
EfscehikatEWEREST 2016 & 10 BIEXE51HIE)LE PE I
PRRZFRENR | 6t 12 MRmAHEEETF R PE NABREE |, IRIERITH
FERRINENBIEEFIEE , TEVERSHET 6 X1E |, REEE 9
MR H R LR,

1 PE R

PE AR EZEXR , BHIRMK , AEEEHR. R BE8T%
EIKEH. ARIBHREERRTHRIESRE , RN 1, Fnakzed
PUBISEIS A RIRRSS. LA£= TPE2000 M3z EeERf , A&
BT RS 0.97 , BEBF 0.92 , /T, BEF. RERSEHTE
BRI 1, B PEFEAMIAEILIBERAR S, N FHIE  BEER
HEBRADFER. RRESNFADFYIR | BN FRIBRTEAR
Mi&EHT(hemodialysis , HD)F1M & & (hemofiltration , HF) , X7k
T ERIER TN EFR. REXMA PEREHREREIR  FEERE
INBFRYIRRERS D FREXR). SEANGER. DHEHR , BFER
EEEEIFRZYATT @0 CS5 Biialy aHUS), iafr B REBEER.

PE ReEiBPREH R IIEIAPRIMIR | FEEBPRERPAMWIR |, ANiRE
B1E&ER(membrane cofactor protein , MCP)2FRIA T HiBREVISIRE
H ., PE RBEANFEIEER MCP |, tHBRBEBREER MCP[4],

2 JLE PE BIIGERRZF
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2.1 ANCA BXEMmMESR(ANCA - associated vascu - litis , AAV)

2.1.1 #hA



MEREEME AR EMA LRI RIS R — AR RN
e AIRNSBRS. SRERIASPK. Pk, EEK. BESTRER/
Bk | ImARRIERSH , BIRXESE , EENAIEIIKEK. SiEt.
fif, HERSE, BRINTIFEBIRANZETRE | [1iE ANCA [EMEZIRK
BEULAAV M BEXE1Z2HicE. EMETEZME X
(microscopicpolyangitis , MPA), % Bt 4 I & 3K (granulomatosis
with polyangiitis , GPA , BEEFRFARIAANZRY). BERIEAZF AP EME R
(eosinophilic granulomatosis with polyangiitis ,EGPA ,BE{EFR Churg
- Strauss A1) |, X 3 FEHRAVRIENZE R IGREGFREM , BMiE
ANCA [E , EIX 3 #MIIEREFRA AAV,

2.1.2 ATk

2016 KM X Z%ELER (European League Against Rheumatism |,
EULAR) #0 BX iMl i&E #1 5 #2 t2 thh & (European Dialysis and Transplant
Association , EDTA)BAE AT AAV SETITHERIAN « T RIS ET08E
ML AAV ESEMRERATT | EFIERETAER (Glucocorticoid , GC)
BXEINRELRZ (Cyclophosphamide CTX)sF | &ZE B (rituximab RTX) ;
NFHERRERBEINEZ R AAV ESERIETT | 7 GCEERSIE
e EBERERER[5].

Hail PEiaiT)LE AAV IEREEEARIR(C]  LEMR#EIERS
BRFIZRREI TR (ERTAR) 12 RERRA 33 4] AAV &
JUmPEERL , A 25 fli#1T PE 5k PE BX&IEATT |, B 6 flfT HD &

7, 2 BTEESEFE{IAYT (continuous renal replacement therapy,
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CRRT) , B2JR PE & 40~ 60 mL/kg , PE X%y 3 ~5 R , ZEU=HIEHR 3

XEIRARRI. SCIR=ERBRER  68%HIE) 42 PEinfrRiFie.



RIEIBEIEESIEE 7,8, O1f1 LA ERIZ LI PE AT AAV 1915
fif - (NEHMS/NKE X ; 2)BIEEEHRTUETLL ; 3)iEsNEisd
I ; (A)EEFUS/INKERR(GBM)FRME, BRI S%EERRMK | i&ahtt
Fi M B EL b I [AIRS ) & e e R MR B REHR 1R EEL 3 ~
5 d , HieB#TmETHS  EKERE | HEariRe SENBKS HD
g CRRT,

2.2 BIMRESESE(hemolytic uremic syndrome , HUS)
2.2.1 #hR

HUS 2—X(LIRHmEMSMMRM, MRS SR=IB=EA1E
PNEBRIMNGAIE , 97988 HUS §1 aHUS, B8 HUS Ef7EREE
X HUS |, imE A &R 5 &= K & 5| &£ /Y HUS[Shiga(vero) -
toxin(STX)HUS, STx - HUS] ;aHUS 2istMASIRIETEBSE | #MAE
TEHSFEHEF. IEF. BEF. C3. MCP. M&FTER(THBD)
N HBAFHREXER(CFHR)ZE([10,11], *MFRZBETEBSHER aHUS X
ZEMIME, TR, BEARIREIET | 25%5tT2EE | 29 50%
HENLEKEPSRS(end - stage renal disease , ESRD)[12],

2.2.2 jafrigik
2.2.2.1 PEj&f7EaE HUS

EIR) HUS ZHUASEERIE) R =BEATERN. TENTF~EH
SENEEEEAKGTE 0157 : H7) BRI, thEEMEEIAIFT
B, ARG SR E e SRS R A5 BN E R FEURRHIRIE( 3]


http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)
http://rs.yiigle.com/javascript:void(0)

. PE AIPR(EAP SRR EF SR SRAGRE |, NI AE
MRERYIRMS |, IPIRMAS IR EAGE | e LRAR{TE. (EBRIRIH
RED , STx - HUS BEMPRENEFBETHRSER | BTEEAIEE
Z<BB PE jayr AJLAfE STx - HUS & iRm([14]. HERFIREFR STx -
HUS Fiia~RIVERETR , BIRENA PE XEM™ERIHERFEERAIH
R EREELT 50%[15]. BRPDAAXTEFERIRER. IRSE. ™ES
RE. HETCEMRERFEIRA STx - HUS AJLAER PE , HAMAMLRE,
2.2.2.2 PE;jfr aHUS

HEIAJ aHUS ZHMIZRIRZIIERIEE. *MAETERRNR
PRAREIGKEIESE. FTRMEREMAETEERIERRE[16].
REMRT H AFESTARNFE(FHAA) TR, BER. Z1nlaeNiEE
S,

PE I EERB SN | FHEEATREEA BIFMAET EF &k
NIMRIEARS, ZIA7RZRE |, PE B85 AT ESN H BFHiEX aHUS
AUTURERE | XIERD BESEEEXRAY aHUS 25 —E(FR. EIt , 7145 PE
1B H BFBEBIMEX aHUS RIEiRiaTT. 2016 SFEPFR aHUS £
R SIISKEENI RV F A EIEIATy | (BRI HIEIRIGT T2 aHUS I
BEARNEEZERR. EIt  EAEKENRRBER T , —BlnARITEE aHUS
NESFREWMERIMNKATy |, FF5HEE. ADAMTS13, i H EBF
R ERSFERRERE SRR ST HE.

£ 2016 FRMAYKXT aHUS EFRILRFIEE |, X H B-FniRt
2L PE FERG Ry iHiayr 18]

3k
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. IKEENIERT LA C5 BpETAR |, BEfBRRMTAMAREX AL , BAIE
REAHERRT , (KEWRFIISERN. [ERENRTESERT H
FEESNALEMRER. Bt , A% aHUS PE REEKETRTE
R REDEIFIET R E AN |, 575 aHUS I—4eiarr A%  BidthE
VEFIREIAT R |, 52 aHUS B LTS,

2.2.3 T PE JATTRIMEIE

EFLARETERTER T | IGFRISHT aHUS f5 | #iY 24 h RHTIIEE
77, M3RENER PE, BINEXR 1R, &S 5d,; ZFBRE3~5R , &L
3~4[F, FEULTIMBFER , £ 2 AM/IMR>150x109/L , iFI1fE
LE(BANE IR A TR 40 PRI SBE/KFER)  BEEELLE PEA
7. (BEREIAIRAFIERS H™SAYaTHABR(3,19,20].,

2.3 KR
2.3.1 #hR

HRBRIESMRESHITIRGK. Es. HEHMEMEULENEEE
S TEERSEE RS | HIILARIITNRESES. BE. RS AEER
MAYBESE, FREERANAZ] 50% ~ 90%, ) LE = MEAFEiB(pediatric acute
liver failure , PALF)IBEENA[21] : [RITTHIERE | 8 BRRA™E
FFIDEERERS i ESI4EA R K1 oA IERYER PSS | R INASRAYE)(PT) > 20
s B ERRMMVEELEINR) > 2.0 | BT T4 ; S AT R S RIS |
PT>15 s & INR>1.5, | B RIBEERRARLYFS. matirk.
IRSIERASEERSE.

2.3.2 AR
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PE EiF=IBE RRVEENAIT 1A  EEEEIH=IBEKRE , 7
ABERITEETNREIR S BINE R EFORTIERBIERY R . PE NEER(FAR
BROBAEASESNSHEIRESER  GESakRaER. . RSEA.
Ik, RS |, BEERTINRE, PE AR IR [22,23]. 2017 FhE
Elithe) LBo2liRFHEINERSEREE 16 ZKER PE ERABER
BEEGERERTR) , 1325 PALF &, 91 #1777 PE , &R 240K,
68%RIE) LEHR 2 )RIBRERE , PE[FRER. SWBLIR(TBIL). AEEREE
SES(ALT). ZLER(LA)SISiriARNE,

RIENERIEESILEN_ DIAZSRIED | PALF{T PEiBTAI2%)LE
ALz & S (artificial liver support system , ALSS) IS E18HR
[24] : (1) SMITRIBR/FHIEE M ERENMEMRFZAPTA)NTF 20% ~
40% , M/)Mx>50x109/L] ; PALF &)L TBIL>85 umol/L &&H _LEF>
17.1 ymol/L, ALT>1 000 U/L , #0/8k INR>2.0 , I LATAFEX ;
EHARF RIS H RES NIEEATT | Q& KRIIHRITBEARISGITR. A
BEAEHERRN N ZEFAINEEHIRREIL ; Q)EHTEFMEIRR
(TBIL>200 pmol/L SfEHER>100 pumol/L)EAHNaT 3. PEIAT
F=BE—RATLEHE 18, &4 3 d BXRE 18 , EE#THIERET
RigFRREE]. BR PERYEILL 2 ~3 h AE , PE B ALSS RIFRMEFIT
it , BIEERINTNRE. ARLTZUKYE. MJMRITER. MREAERNa+. K+,
Ca2+. Mg2+ZF)fll&a%, PEXRHELPE 12 h f5 , FWNAFEMNIEIR
MIEEMFSIRAYZRAL .

2.4 [EMARLESHE
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2.4.1 HHR

MERESESEAEXRERMMAEEMNEHERMBIEE
(hemophagocytic lymphohistiocytosis , HLH) , E£MERSHEAR
MEIBE RN EERE S MRS /IFENERR | B0 AR R4
&M HLH, HLH LU FHgX. £mM4paREl. =S, SIS
BT RXBLEARFIRENEL  EERELERNEINERAZHEN
BEPRERB4RS1E(MODS) |, fRFEREEE 50%[25,26],
2.4.2 afTIiR

Hel HLH a7 £E2KA GC. MMEE A, KIBHE(VP16)KE#EK
FARFEREHIVIGRRESHT , LIDEISEREIRZERMES T e
HRR[27]. iy BEA—EREEDG" SHERETFIE" , (EBrsenEss]
HRRERMSEIET (28], Mik${EIE PE. HF #1 HD 32 HLH 285108
PERSHYS R RENE[29,30,31]. PE ATy HLH REZE(FRRSET=ISH
BINEE. MMHISREMRN. BREERMIMARET([2531]. ZSX
B/IIERERTF HLH A95877. Demirkol £5[31HRIE7E 23 HlEHS®
MATERMAERIRSEE/MODS, ERMIEENESIE NG A HLH 5§,
17 f5IRA PE 7&E(P =0.002), AR HLH IR TRFRAEERER(EE

REFKRFR) : 66 HlKIFLaTT HLH B L-hE4E PE
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29 5l , HsR PE BX& CRRT FiEx, &7 EI/IMR. C RMNEH
(CRP). #&ZEH. FIheE. =FtHH. IEISRe. RRIIHEEEFIYHEN
%, MiRFLaT HLH BRIAARE—RIEEL R | RERIER)LESED
RefERS Al 2FT=I8F MODS NRRE , XAMMUE R, FEH DT
fit PE FTEIH. BERFIE. 7TELIN PE SEFRMWTEY. GCHIIVIG
FIEARSRAINFE LS EIRE.

2.5 JLEEE]E SLE
2.5.1 fikik

SLE 2—MRIEZ R ANZ SN B EHHRNE S RE IR |
HAmEA  mEEER. MERR, SR FESTHEREBEER
T . S5E)UIFA B MEBHIEEEIRE | FFEXENBESTUR  H5HRK
HENNBESTRESHEENNRESSY)  AERRK. XT5. IS,
B/NKEERAL , NISEWIANZ ZFIRE([32,33],

SLE B9iZ2iaT iz 2012 FR R BHREERIGARIIMEA(SLICC) &
TP ENER2] , HinERD A 11 RIGKRNEND 6 KRRRFINE |, BE
INRHE FHIFMZED 155, WYFSKTF SLE - ()BEEGIELRYIRBEIE X |
LEETUIR(ANA)BRIEETISE DNA(ds - DNA)FLARRRMY ; (2)BE#
BPRIVETH 4 & , EPEIEED 1 KIGFRIRER 1 RREEIRE,

B SLE : ZEIERBENEERSS , (HURFRIREIRGITFMG/NEA
(BILAG)IFRDZEMD 1 MNRGN A K(EFRTVERHREEEN) /8> 2 TRFXA
H B £F (GREBPEE) , 5 SLE FKBEENIEE(SLEDAD 215 43
[34],
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IFEeSR | BH ZRMNERMBSRIRENESMER 2k
SEAPRYERSE SLE, WSHBURBIESK. MENPRHZREFRE. ™E
RUAMMZRI, MAVMREDMESRR. AARRZE. FMEORRSE. MR
IR, FEIRMERTK. FERIMEREF34].

P ENAQONASTE R T8, AW R — A A
BT RS BV
https://d. book118. com/756021153240010140
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