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EF,QuaMBAKREE, ISR i HE R 1fl (immune hemolytic anemia) \ HLHE P ¥4 i A4 %% ifn
HaBRES I REMOEMERME,
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(—) ZRIAF

1. BETaRFEN PNHMAKRKNREH AR TAHK, AARARMMD /R, 8
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(6) PNH L 4t st ity X 75 3 b

3, aAMEMER  AMERIEIE AT B T pH AYREMR (B MR ) (B 0 B AR OB K
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4. PNH B# A AMEBURWALE G BILEEM C BB ARE, EHAHM
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HEHETEES Cp o W HSEAF R, [HMERTE G, HSRBEE SR Cyy
(SCsp,_7) , BLBTFIE B A9 SCsp,_o BN AN BEIE A GE MR, H iy G ARER & ; @PNHII B 41 A -
HRW Cop_sHBBE.CG A ESHE AP SERREN S ZE 6 M MAC;O—BIERT
MARBER RO MR AL M, T PNH BB RT 8 B BB R, RETH AR
HoX SRS EANREEA L, KPP —BH=Z DAF, (B DAFBRZ RN B4H
REED A G MABRNXEET,GEEEAT HRP 5 B F3MAX [ B A PSR A %

5. PNH EH AR NamBABHHLH AL PNH & H ] E T 31 I E 6 % i & 7E 8 m
ARG ERAEVRE M3 BB BB A, kR BT R AR R
B FEHL R BFER vk w]Em (RS ) 2 R % B R
FALEHRERES, TE RELSE FEaR(BERY KN AL AR . FAR B
BME, HIEE LEENTTRBEIHKEREE,

FMABEBE B PNH BB M A EBEULE , F 25 B % ol 3 o 308 4MER A A 5 W &=
fE R SMAL P BAR B IR UE R PNH M & 40 40 O #MABUR  (HR B A B 8 i B BUEH W
BERNOHEERBIEMERA RERIN, WKLEG&E PNH BEBFMOMHELRE, B
HSMATX, PNH BEGARELFH BB MAERM FEAENE, BL¥HN L8
FMABIE R T EAERN RS, Bl BN R,

6. AT EMERGE L NRIK PNH BRELAME 6% H,0, LB G, 7= RBENE
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F HHERE/S PNH R EAHMBENAEARNEE L EROARENRE,

7. HA

(1) SHAREERE: ERAHBEETIRLAETEFREENMEEIAKEER LD,
MEROE B EEERINBAARNE, A0 RREA s, o mEa /MM
HRERE

(2) BB R H . YE PNH BFOARE P4 KRR RS2, HMER A5
@ﬁ/l\

(3) SFEMPIFE. A AME PNH BE LM LAY Ca2* - MZ* - ATP BTG &
Na* —K* — ATP ES7E MM ES .

(Km:7H )

(—) %

REMABAREERE K, DAEAT TR 20 ~ 46g/L, B 40P Hb 40w 75
B BB, NEMEPNH FilL/MRB D YIS RIG, K PNH HFWRZ, A& PNH H & &,
M AR EIRR, MALHRITERERERE, PR EFRBIK, c58EEHYAE
BEREmEERX,

(=) FHZ

KREWPNH BESHEAFRSARER, UAARREHEERIHE EMEHR
M, CEARBEFEO TR A SRR /MR E A ESH R & R
BN RBEFERE, BESRENEFEXSEL. IARHRG A RE =R i H
MRS, AAMMALS RES R ESFET, HAT L B 8 B E RS R
HAE R G RT S B RURL A0 A R AR A B L B s R AR AR R AT AR R, BURDE E, F R
B PRl A B EEABALE IR AR REASEN, ERARART EREHE
A, B R IM/MRIERA R, /D ERAREE KM, XETH4G 5 EHEERE
A ESMBER N .2AMRHEERE.

(Z) A E

PNH 8 2 Il 3% e B8 i 41 26 (A vT 3 8 s R 45 A Sk A (HP)BUAR, MAEZ B WAL S HP &
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(1) oFAELKE

| R#m BERBMNKEREERNLIESROEEIERE,BF5MRER DA LLH
P A0 I S PR MR L PH: B R IR HEBR R FE IS R

2. Rous BRI RAEGMmMEBERRBEHHE, fi&%%ﬁ%m%’ﬁmﬁﬁam

(i) AMK SR M &R

. B EE iR % (Ham X% ) PNH BFX Ham iR B R R, BEE NI AM
PNH E@ﬁﬁi@i&tzﬁ,{aéf%ﬁmﬁ,maﬁﬁﬁ&ﬁ&mi'—ﬁﬁﬁmﬂﬁo MYt sk, —
A PNH B E AW MLF7E 10% LA L, IR N 78% ~ 80%

2. BABERRE ARXEX PNHWERERE, B FEERE, H0LE >10%4 5
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5E J& PR, PNH 58 & FHHER K 90% ~ 91% .

3. e FERTFHELKE REFNFEIRMOLFE FIARERERPZEREBEE
E, BiARRE-CERELEHR I PNHIBAEH LD, FAEES Ham XA,
X 78% ~ 80% .

4. MEBEDERRLE VRBFLAMBEEHET F2-1-1 PNHARRBPHIME

T EMAMRE, TIN5 32 K41 40 Mo 3 A MR B SUR R BE Bl W BHE(CLS) BB

AT PNH A BT, BREELERELEY PNHORKSY cis

A L1 48 MR FMA TS i R (CLS) M 6.3 ~ 8.3, AN 1§ <11(10.4£5.0)

HIRFARS THSTMAMRELY CLS HEFEFE X (X s 17~25

2-1-1), g >35
1989 4 , R EH BB BROMEHF HE E¥® 7.1£1.3

5CSREARESE R, & 8 40E0E 0 8RR % 5 E
(CISS) it B AR, 4% CISS HEZ 0¥ PNH A =4 .55 —4 CLSS > 300 &4, 2 EH £
BE5EAR;E A CLSS #1200 ~ 300 4, ZARMAR, hF LB R ;8 =4 CLSS <200
5 HRARRE, CLSS AIfENEH ML E A R EMEFR AR IE K WEIER, WAl EN S Y
BIT R SOR

5. £k ORFMAE, FRBHERERE, RRRZ %714, R PNH B &4, Bk
Z R S A B AL ERTE L 40 O3 B0 B E IR A A P, IR W VE Y PNH %) 7%
R Qo MIBEEB(qAT),PNH B qATREEABBEL, g ATHRAOHRBESH M
BREANREECHX, SHEHIMIEQRMAOAROA R R AR AVH K H
W, 55 5T R A0 R R8T TR O OV TR S i T I R R MM TR ML R 4, WS W gl B R
AT FEHLTHFE T AT, I o AT B> ; OPigE M A T (AT - 11 ) ,PNH &% AT - & F
IEHENR{E(P <0.001) ;@o, EFREH (M), PNH BEEXTEH X EME(P<0.01), EE
M EA PNHRBH, oM R gATBAO RN BE, ©1715 AT- [I# PNH BEFHEISHE
AL, BIR AR RS BE R T IHAE; OF, MEREB(BM), PNH BE B - MR TFEH X
BE(P<0.01), BOBERELBENR . P . EMEHUE, BFESVYELA TESEE
HEE,PHEYN<0.95, B\ R . EZHR-MAANSNEHEONERRRES L, OF %L S
EHH(Fn),PNHRE Fn BERMK, P<0.01, ZAHAEMRERT mBEEAEE DO E
BRERE MZHAR. TREEFLEMER, M SNAEH S5 KEHEFEHX, P
3 <0.05, S MFEHBMOAFHEAFEL, P<0.05, B REK I W TFESHELA X, K
TREESHEL™EEREVITXR;OMFE XL Zn 47 Cu, PNH B & I ¥4 I 2 91
BUHBREK, THRERLSSZHFERFELSIEEHFZHE X, 5 PNH BE MK
BETESAEEENERDEE B R PNHAZFULEABOLYE, A4S Erns
RMBAEDMESELDE, EOEHEE AN RE, SRETSENEHAFE, PNH £
0 H AR, TTRE SR AEMEAE X, 1975 £, Prasad %A R i 1E Cu/Zn HE ML 40 M0
BE X R B R BEERE L MR BT, WA PR A B, O O R T g R T AR 1R R A
L LA MR 20, 2% 40 40 1 5t EAL P AL B (SOD) R K, AT BE 5 8 0 8 3,
B SOD B — MK HiRs . XABREHERMEYE SR XEHABNIESERLAR
SOD &4, AP A 7= 4 ; @R ¥, PNH B & R HEM B B . % B 40 40 Jfa JR bk (FEP)
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6. LHKEHS PNHAELHMRERHEETES EENEENMAROANEE
B ROBRPLCERPAEAARBEHRE,

7. AR FS PNH AENBHOARRRNERTE RENM (BFU-E). O4
Hd SR V& T BB 07 (CFU - E) B 40 M — B v 4 4R 76T B A (CFU - GM) B 2D, A R) B 3 vT
FRAER, HRASEEHVERTFERHE,AASEENHERTER, =% P Y
<0.01, [FB}BEFR MR ERETIER,P <0.01, PNH BEEm (MM R) ZESH
5 CFU-GM FSMNF B 4 5 EM X RN A RAMBRANGERYETHREA,
PNH B EWEREEZR T SR EEBRBER N, Bt PNH 8 & Ak 3038 40 i 4 R
A R B o RE A 5 P I VT A S 3B AT AL 40 S Y L S R RE AR B R

8. HIEH A PNH BEHMEFEEHRKEE Pl EEEANSE, THSREROHE
(FHERBERENE) 524G, AEHTERIEC, THERNXRBREANS S, WEBT
120, 9RO E &5

PNH 8 & HYZL 40 Mo /E #MA VS i SUR K38 , R A 00 =X 40 e 150 434 40 40 B 38 T B9 PI it 82
BEHRE,TUFBHMERBRFHPITRER, MR BRI M REE AR RS
SERRE AMEASURME L E R T BN RE A RE B8, #ME SR F S A
NTHARMNBEEEERES, AXBEAMUATLEN REQSRAEE, M EBESMEMEL
BEMARNGHE 8. AMEERIRBERN Y EEOBKKN PNH 25, AR UG
H, B AAEERENBBHBEFER., VAXEFEENE . OPIEEEAWBREAR
—ERRSMEERBREREN ;OO MM DAFEEEBR FTH I AE, Bk, EHER
58, WA 5 X432 DAF EH ERBL (I RBEBRA); QB A5 PNH B EWIL AR+
R4 M - B9 DAF B AchE ¥IE# . SN AL, RIFERRILA PLEEEH, 5B
245 MIRI Kk B4 7307 - 3(LFA-3),

Brerqnpush, W h R B A PLIE BB, 15 DAF. [ & Fe Z 4k (FeRI, Cyg)-
CD,,.CDgLFA - 3(CDs) % , R L2 FZ K ) PNH B35 B MR 40 B394 Pl 8 B ke
5, DB AR RGP AR I AR A AR 4 v R 0 th BB (G BB 4 R AR I W I I R IR B
#H), MEHAXEMBRMEENAE, B, ANER PR AKRY PLEEEE LA B
PNH 2l #4771 X SUBHE R B R M2 i ik,

[ 1M PR 52 R )

(—)hwira

1. BAfFAE

(1) ERERH: BERKZRRFS PNH B, 05 00 | 01 P9 %5 0 . 4 0l 40 B 3 2, £
MR RE,

(2) FBRERE.: RAMFEMRRE FHKEDRR BERFELRR . RE0 (XS
TMER)FILI LR P AME TR —FFE, BIFT 28 H PNH: OB DA £ ;@
— W B E & T FI &4 2SR R muk UL 3 P, 38— W BH M, (B 8 4E IE #0 A BE ok
IR ERARE, AN EFRXRNEEE QA B MBS MBI REE EMnga
BHREME., BHREMED, 55 BRE R A AR LE. g & e RN m s m .
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G - 6 - PD %= 5F BT 3005 I F1 e & 4 ¥4 1 I 41 7K 13 PR AE ( paroxysmal cold hemoglobinuria) % o

2. Bskin BN BARHNTIEERRELRE PREIERE N MESURA 401,
BRI IS MRS BRI IR ¥ I e SR Ak i 4T A 2 40 40 R £ T IE 9 s
ESEH T FAMR IR, BB UL ET N Ham iR, HIRAFERBHRKEAKRLU LER
MR B, EAER AR R, ELEHBI=F% BB . =Z8&M
10 £ ABO I % A BE B9 I B A 7 8 i v (& R AME) , & In—4 0.2mol/L HIELER , 4R J5 &
— 45} 50% A BN K Ve R B BB LA RERE, BT 37 CKBHKERE 60 8, EHES
EEEL, MELBERELENL,HS - ENE0N,E - ZEYREMN, FTHAELREN
i, HTENER AMBHESERE, TRRARSER, B, RFESHBELHARSS
5153 ~5 & EH ALEHITHERE, 8RS SR FMFERE AB RIER AKRSM
BhE, MEXEAMARASELN T F AR M 18, BRIk %X 5%H R EEA R
41 jfd 6 #% 5E (HEMPAS) , B HEMPAS B2 5 MO ARARMMW E S ME T AR, THE S0
. MEMREPOABREESERENRVAARERKAGT LS ER, BATHME 5
Ah, BE MG E R AR A, W BB E mEF AR MmE, MIE PNH,

(=) %3948

1. BAmBHEAN(AA) - PNH & & 1E

(1) AA—>PNH: #REHEEH AA ZH (> BL 8 PNH MR HKE), BV EH
PNH R, AA HRACAHE,

(2) PNH—AA: #EEHEEH PNH ZH(5TRE 4 2RE), AP HM AA KK,
PNH R AR B

(3) PNH f£E AABRE: BBEKAEREEE RS RARHEL PNH R, B
B - AB— DU BN EREERT, ERARE D, NALARAEESE AL R
&,

(4) AATEE PNH . HEKREA LR ERERNSEARENRU AARE,BRHER
PNH M A RIS R S,

2. BARBHUAM PNHS AA BSFSHEIRMENE X BEMBE LFRAR, W
AA BEMEER G, B AR AR, R AR L, BRI, EAR
Hi LA MBEER, MAL ML ER(E S RESHORMK) , By Mm% B4 (R 20 808
), L3 S AL M B AchE 15 P IE % , *P MR 40 ML R 15 8% B0 W (NAP) 15 HE 1 &5 , 24 /) if PR 8k HE
H B <2mg(PNH > 3mg) ; PNH B & Ll LR BB EARH.

3. S4M A PNH BES HARFHE — 2B, BER R ENKHHBIA B
A WRET I R BRERHER M . {H AR R MR R S Bk M AR IR E AR, B RE B3 AR ER T 82 52 &
Y E, BEBHEMGTAETRERNALEAIR.

4, BEFHEY@EEA D BTHELE PNH AL BHAARELRERA, BHRN
L, BETNEOEHRBE, PRI R4 EROARAREESHDT, EEAMBRIGITE
FMAE AR Bk, T E It B 440 Bu 40 i U 3 o BRIG T R BL R #F o

5. B & %% M % iR i (autoimmune hemolytic anemia, ATHA) PNH B & 7E M £L 3 5
REEMMEEDTRAREBEORBRANTZE A AHA BEBRREHIEBEKELXEMH
o EXFHIRBREFRMERRFTHBEREHHEHERERELRR,
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(=) FHRARE

1. BRFTRFFE RIE 1987 FLEBEMHER LEHERSW(AHSIOMITE, %
B3] PNH & i KRR MEZE FBK, TR AR E A WER LT, TR
BOHE R TE AR, Bk, RPN E —FS—E U LA BETHELR, TE
FHE, EXMEMAE N EBERARIHT K

(1) AMm4r4k: #E Hb<30g/L AREFE,Hb 24 31 ~ 60g/L N E & ,Hb & 61 ~ 90g/L
Jh B Hb > 9%0g/L AR E
Q) MaFEARSS: BE2TARE-KIBAER, >2 M RE-KAIBE, RE
DEXEEARREORBAR 2EREIEAR),

(3) BHENMARESS: RIZFBEABARER S AN, T E R/ A &L
AL KT B R AR RIALE R B,

SWEMBTRRERT

(1) ERRERER:. B | FANABEARRE, AT, i 5 (25 MR 4050) %
HiEH,

(2) EHEEREE:. BEI1ELN4EARATFRML, B AT IEY

(3) EHHEME: HMEHNENREIR, ABEDLERREEAE ALE
BE BHEEARAPEM-THLHRENRBHL,

(4) EMHSE . BEERESRPEM -SSR ERZHMEURERHLH,

(5) T BERELEEA T,

DL ERER =5 FE ZR“EMHFE, HERTRRNIHRRENAERES.

2. B4 ERE BESNERE S —K PNH TR, 45 A 4E SCIR R H A F

(1) BF. BEBKEEREW AN PNH B, HGKE LK EHR, HLRER
E{5H PNH £L40E, BUE R B o

(2) HE#HL: BEATRM, MAEHEK =30g/L,

(3) #$: RBENATAMK <30g/L, TN L B B4 7R KF, B %% M 8 R
B BH B R ; B T A B0 A0 1 x 10°/L; S /MR B0¥ i 25 x 10°/L,

(4) X3 : BRERHXHLFA L,

(2 & KAI[H)

$Z% BRAADASLANEOHRTH

BHARH S %5 % M % M (warm autoimmune hemolytic anemia, WATHA ) £ A B Y
EHERRZIEFKRLN, R 1780 000, % B B G Be ¥ ¥ MM 4 11 g — Fh o

[0 HAl)

BEAI A B REEFIRAMNRRBELEREERER, RRFRIE> 40 %,
WAIHA BEAT DARIRA , LA 4k R T H MG, X L0558 KB vl 848 40 T - O PR A B2 40 M A
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