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SN A

ERAARFRHARBIHAERARKISEEMEERN TR ENFTEEFELNR
&o 0 ¥ AN B MENUSIRE 41 TRETIENFEM.

HEREE:
o BEFIRTIN 4°C KIE1A
GAESIER BE I, HRIBERETE 2°C - 8°C. JKAEZAERAEEIAE.

o E/-35°CREKFELE
NTFEKEENEE, ERNEEEEREN, FlA: -70°C. BOERFEREBET
A2 /DFENTH (Woodhams %. 2001) . X L Mm& M Fir F 49 0 32 03z 771, -20°C
B HE— RS BRI EE K. RERBEEIRBNRENSFERFEER.

o ERERELHIETCC + 05°C HARMIARSA
FRNTEES, WAETES, XEATNEER. B8, AAETRIFRE
BE.

* pH{ENE{AH

o SLRAT1IAS (BEN, Anglepoise XT)
e BMFRIAHZR

o ROERHIREREMEETR 0 pl - 200 plF11000 pl < AFEAFIRFH B 2h# R E 1,
BEUREBRBNFHE (BRE2T) .

° RENHATFERLDT 5 mlRENBRSELD

o AFAZE/N1700 g HEONIA
NFREERMAOHT, EERT (20°C-25°C) B O AEZN. (ERHLHGE
th, BIEM 2500, 4°C EHETELC. )

o BRAEMNEISNIREBE=ZNUNRERSTHR/XFELE
SNE 2 TR ERMR SRR

BLERNFTENHERE, 8

o FEEBXFEIRMIFEA (ELISA) RN AT R MFLIR D EEE1E

LWERE 1



o MU/MREREME
* BELARRLEENRS.
ERERSER, SMEEARETRARE M IEEEMNES.

HEMBANTR. MBRESFEMATFENIRENIXEMBRERME, EA%
BYIRFI X EREARFIRN, MiE IR AR e AR 2E .

S 3Rk

Woodhams B, Girardot O, Blanco M]J, Colesse G, and Gourmelin Y. Stability of
coagulation proteins in frozen plasma. Blood Coagul Fibrinolysis 2001; 12:229-36.
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HRICFIREXR FRIKH

ATHHREERE, NER3 E 6 MTARE-RRENBRIEEE. MRNERAE
KN, NMEMFIEEER, BEREFRESFEBER. MERRICHNE IR,

mEBRICIRERNTT X

1 BRSTREN—H. FHISHER, OTEESNREEE.
- BPRAEBEREENBRE, WG MREER TR
- BEPBEEREENBRE, NSIIBAIREER TR

s WTFBELSEEREBREENBRIE, RERKREBEULRKNEEEN
25% HBRE. Bl:

10 ml #i&HE - 10 ml F1 2.5 ml

5ml Bi&ie - 5ml #11.25 ml

1ml %% — 1 ml (1000 pl) &1 0.25 ml (250 pl)
0.2 ml #i&# — 0.2 ml (200 ul) 1 0.05 ml (50 ul)
0.1 ml #&# — 0.1 ml (100 pl) &1 0.025 ml (25 pl)
50 ul #i&AE — 50 ul #0115 ul

2 BEAEXRFENAREEHEATEMNZBAK (BB MERKRERE. §RE
#HATICR (FBHEVNURE=4D) - 1.000 ml E£5 1.000 go

il

R
S RA IR AT TR -

LR EHRESIFARBIREZBT 10% RABRICTER, LAZEFIEERA,
EERRHEENHPAENTOEE T IBEM. BRSRFFEHIIRE/NT 10%.

dr MRBBICREZBIUTRE (FHER) , WBIIEEIEER.

BRCRBERTMER O



e 10 ml 3&%40 e 0.2 ml #B&E

10 ml: 9.000 g - 11.000 g 0.2ml: 0.180g-0.220 g

25ml:2250g-2750 g 0.05ml: 0.045 g -0.055 g
* 5ml Bkt o 0.1 ml %Ki

5ml: 4.500 g-5.500 g 0.1ml: 0.090g-0.110 g

1.25ml:1.125¢g-1375 g 025 ml: 0.225 g - 0.0275 g
o 1mlB&iE o 50 ul Bikie

1ml: 0.900 g-1.100 g 50 ul: 0.045 g-0.055 g

0.25ml: 0.225¢g-0275¢g 15 ul: 0.013 g-0.165 g
WEXFNTE

AT HEREBHRE, SREENEYSR 6 MTAMER, HEREEE.

2 ME=ZIREENEE, §X—1. EREE, BHI/NGRE=MN (4
a1: 1.003g)
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REAZSRMEMFRNIRERFEEERKRNT.

ETFREMMERE, HFER, WREREIANRE LS RENTENERME. IME
REREXHIER. RIENFXG TGS DR EZENR.

BATEABTERBOENHPREMRSE, FHRRHEXTZ2REIENEIL
MRZEHFREAEINL, YES. BENRXSETERENBRGRARER.

ZEER

BB NBES —BHZRLEETR. RETRATNANEFRZ2MAE. R
i, RIEEEEXREEHETIEARMNT(E.

b,

ZEFM

FZEA— P RENRETR, EEBHIRSBRENENS S AR,
SEIHEARKTDREFHHEB—HEN, RPHNELERFHRE.
AANEREERRE, ENZRBERATHE TIEARRS ST
REHER: EEHFERE
SEFPEBRAER, MBS RIFRIERE R R HATREIME IR

BRfeke.
P MREA. S & (BFEMRRAFIFSTHE) AR ASIRAR N EE
Rk

RRIEFHIE, EBERARFESHIPIFER.

FEHTHENKR S XK. MRZSMIFTEERMZR, TREHN T NIHMRESHA
B, BRATEMEEEMN, HEMLE DK —F/IvD.

S5
N ERBEREEEET. YT THERESIRENRRHH . REFBERR
EERANNR. REBRAADS SEPRRELE,




bigialil
BN (BREDR) AEALREN, HNF EXRETER. MRITIERZES
F, NMBEIEH.

—RMFE
BEATEREATE, BRRELBOHASERERR. EABEEHNNT
SEBTE.

FEMIERERATRER LS FLESN, ERFrLE HIV M MER TR S5 EREK LN
R O 36l H

WMRFEWHIWRIG, FUIREHR.

ARFRE T

T EFRARE 5B RAE R R R A A .

MR AT RERRIERBMRIENRA, IBZEIAARERRACH I

H2F

FIBE (n: SECRREINTE) BRANERK, 155 R 928 A H5R aa A28 B .
BAEILEARREHLZmRSRRIZESG

SR
B AE A2 AL O DR S S o U SR T AL SR B E TR

A SBERNRIELIEBXAFPEHT, FRBZERE.
EMEEINZNAZEAFIEE, LENER T

BEMZ MY
BRI B RAFSE G REE P

TR
X TR AT RS, WA, A
SRBARARNRERTRE. SRR,

D ADBRISTR FT

PBAANE (0 WE. BRRT) BARR

T% SER, BENTFSRAIFE (REE. BFME) S, WRANEXFY,
—EEEITRTF
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=LA 5. SR SHAIRE.
2= S RES

EBFLEE 2B EMETENTF.

BINEMH

T BN R ERE, HELXSHIVRENEIELBICAPIER. THESH
FE—EZILR. EAXEFEAT, BERIMERGRBTICENRE, FEEM
Lt B B A IR E SR

BERRYFRIZHE (COSHH)
KEXLBREFERNXTEEERENKMEEMHTENE BEE.

BEMNX

VB RNEEREREBEENGE. ZYRNNKEEERETRGEEIITFHTE
RZI AR

BEIRS
BERAZNBEITHER BB IRE . RENIIER, INAHEEMHMHENERE.

MBS WA

BE R TIIEFRER:

© feEM

o [EAFMH

© [EHE

o AIREMVEMEREEA (RAL BA. KEKEIRES)
R IEMERBE T ERHE:
o EFRH

o QEREF

© EFERF

o EMFMBAREEX

© NRERF

NI RS F iz, HFELENER.




2N THE3.1%1 3.2, WA COSHH f2F it R X i 1E B A SEE) .

I FREANTHERF ERF PEARERRNEELIEFIEE. JERMENATEE
WITHEXIERF, FERABERSETHEXNRENZEXMEA THITIZER.

3.1. PT #0 APTT J5 E il A9 % I & F &M COSHH

COSHH &%S#i 1
K®ESF—5K 11, V, VI, VI, IX, X, XI # XII #5

B/ AR

YR XEE mERE

bR, AFE (B <5ml MEREAN, NEE,

IR 3.4 g/l BEEBEMME: SlikEfs. MRBEA. BA
RAFFERI, NEE. NRESRIH.

"SI 5.85 g/l R ARRE A o 8 5 By Bk i fud

T RHFMmIE 1 ml RGN

B SERS 2 ml RS

APTT 51 2 ml RS

0.025M 1L 45 5 ml RUBEAE

Owren £&hi%& <500 ml 26EkE: FREEE. MEEMETA
E.I’ﬁﬁio

BT CE TR 1 <50 ml Sligkefn: NRE. EEEEE. 1525
HEHETES
BEREMmME. S5 AR,
5z Enasan. S%REFRIR
RRE. BYAR: BIREXEK.

B CERR 2 <50 ml 2 0.16% ERERASET . EEREM: 7T
ERBME .

FRoBE/XTIR/ BER M IZ <1000 pl | BREENE .

8 mammEEHmEERIsE



3.2.&F Xl #&M COSHH

TERF/EW R

MR REHE

WERE

TR 4kmEs; EEmAp) 5 ml HI/NR
7l (0.01 g HEE-F-HBER-’
[REAR) ; Sk BERE
(40mg); AEH; N-“HE®BE
AR (100M m/l); F12.5 mg &

DEERN: WRERBKRLE
BA, WERIS. AISHAEE%
MERRG. SRESELER
KEMER R o

NADH i®5): 2 mg NADH; 4-1%& 5 ml f/\jR
HEHBH 2.5 mg 2R

FEERN: WRERKREE
BA, WHRZE. AJ5li2®En
ERME. SRESELERIE
MR,

ST AL HERZE 5 ml B9/NR
(7 mg); ofAX_ (13.5mg); 4
MEAEH; HEPES £&H 5 mg

REERWN: ERBKREERE
A, WERIE. TSETEEZR
ERMG. SRESBELERIE

SR MR
PO/ IR/ BEN MR <1000 pl BRERK

v



HEARRENMSIAEE

HEARRE
—LEFEEg (CLSI 2007, 2008a, 2008b) X+ L MA& I H4 M 4% 5% 2 FN 40 3B T F2 I B 1EMIEIA o

ROTBEMBY 251 R S M B L3 L M DBASR M o FESRMFHIARTHL L IE M. R
ARG SRRAT 21 5, SEMES R/ ST RER R M0 HER
ERGREMAE, FIRERHNTHE. B9 LMFERERER 2 5 23 S

BERKEE R —R T, ERBREMIAFMSHOOF—RES, FAXHFRMKRARE
EHORE. MAERENEIHNRE, FELEKER. AN TEL, BEMAMNE
SHREBITURTSET.. IFEREETERE, NIZBEHETIRE.

MRFMFEFIRER, NEHARITREETHEAORY . BREIZIER. AL
TEEB I EYIREMNS mlURA 1% A F LM .

MRFEHAETRERS, MEIRELRMENSNER, MATERRLTHET

A=V~
7)\/u://jo

MESMREF 0.109M (3.2% HIHEER =59 —7K) MIGERIRHURETI S S MBTEET (Flan
BEAEZTRGHIERT 0.105M MIEERHTET) 129 1EEFPRS . HUgHARIAE 4°C
TRZFREFEITA, EEEANEHETRE, MREBNYRNNEF—PFIIER
REMN. HARSITN S| ZZMAE (ERAENSECHRERSE)  NRBENLD
HRERRTER, TEZAMARERSTLER, SEMNER. FUssTERRK
RIE MR AFRAR D HITIERE. THE 4.1 84 7T — M IHBEERFERNS mlnEF
P URTI R IRATE R .

B0, 0.5 BAFUENARIERE, MANMKEREBLBHEREFIRE. 030
AE (NAZE 0.5 ZF 0.109M 17158) REUTAHXITH:

60
100-£L ZHAR/EFR

x 4.5

10 napngcsneesmses



B 4.1 L4 ERRERIEARRRF R MR T 2

TEMRRERR UEEFIE ik E
25%-55% 0.5ml 4.5 ml
20% 0.7 mi 4.3 ml
60% 0.4 mi 4.6 ml
70% 0.25 ml 4.75 ml
80% 0.2 mi 4.8 ml

il

M/NRINEEIRIE M E MR M % (PRP) APUEMAEZE TIL 150 g - 200 g B0
10 8. B EER, AMENMNIEERTRE, FRIRRNSEIEHA/N.

AZERMIRGEFR T M/MRMIZ (PPP). MRFEAR 1700 g FIEEELED10 2
fhe MRFBEARBN 25°C AJEZEETE L, B 25°CH, NEAMKE (4°C) BLWl.

BALONEREOMBFAR. BMBIX—R, BEXEOREMNZ M/NMRIM
BEMEEHEHTERB L. IRFEXAE AR CRKRAME, HAEH
AREEE—RELEZRBNM/NMR.

AN O = N

HA R RATAAER KB IUNG T UIR. BRTARN, T8 FREN S M
FEREAT RS FRAY () ) A EUA HE M (Baglin ALuddington, 1997), 1BRTEHTI
BERBAGE M E TR R R KA AR . FERBANESRMNET VI IR AR
EERTRE, DUBR AR ERSHERM.

= XU A7

MTFAEERIT R HIVAREREHRE, Rit, SIRAE MR AR .

ZNEIT AXRERED o

HAREMSTAEE

11




HBIRRQ KR

MARTBIEAERERUENXZ A, EEEERGEAN -70°C HER. BRMOEFE
HWEE TAMREREZLPANAE (Woodhams, %.2001)  WFARZENR, ATE
-35°C TEHIRE. -20°C REBERNTRFEEFEAR. MREAREIREIESTTZA]
BT TSR, WEHTRRXEL (BHEME B0y —5H) o

ERN APTT 2 IR EREACRMEER, RALERITEZEIFM. 24780, FK
HMIRHISIENERE 37°C /KA, BENERALH, HAREEERYT. NBRE
BIBEE TEE®RE, SUERRSTUESRBRE LEE RS FVIILC, VWE, PAK M
RAHEARNRE,

27 ik

Baglin T, Luddington R. Reliability of delayed INR determination: implications for
decentralised anticoagulant care with off-site blood sampling. Br ] Haem 1997;
96:431-4.

Clinical and Laboratory Standards Institute (CLSI). Procedures for the collection of
diagnostic blood specimens by venipunture: Approved standard, 6th ed. 2007; Clinical
and Laboratory Standards Institute Document H3-A6: 27(26).

Clinical and Laboratory Standards Institute (CLSI). Procedures and devices for the
collection of diagnostic capillary blood specimens: Approved standard, 6th ed. 2008 (a);
Clinical and Laboratory Standards Institute Document H4-A6: 28(25).

Clinical and Laboratory Standards Institute (CLSI). Collection, transport, and processing
of blood specimens for testing plasma-based coagulation assays and molecular hemostasis
assays: Approved guideline, 5th ed. 2008 (b); Clinical and Laboratory Standards
Institute Document H21-A5: 28(5).

Woodhams B, Girardot O, Blanco M], Colesse G, Gourmelin Y. Stability of coagulation
proteins in frozen plasma. Blood Coagul Fibrinolysis 2001; 12:229-36.
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= N R EEHIF1 = (8] R E TG

FLEIRIE (QA) — 1MEMARIE, FskMRFHIRSLI Z i FIHR & AT SRR —
ENE. B1E: MKMEE. BEEIHANRE. AL TTMER LI ERIIER.
BHER T ERNOBIRUASRXEEREXAR S IRRESE.

= AREES (IQC) M= | 21T (EQA) (ANMARGERIE) RMEAFFER
AT, HAKRERERIETRNEARERS . IQCHARME R EA—RTIK
ANFEF B REM—HT, DUHRILKEAEENN—EE. EQARRMBESR
PMERENERSHEEPORBNERZ BN —EMH.

FEXREEQA HHIH, XE5LRFREMERAITTEMMEDTANAIRR LK
EMEE, BNEELIFERNTEIRFEERIINFIMITE.

EQA ZHN X EREEN AN TR ERNFTALEN K. 57 MAREEN EQA
I B EEN T M RRIZEMEREAXN S (FAEEIEER WFH) « AIEH
MEEELEUTSE PR K:

Jennings I, Kitchen S, Woods TAL, Preston FE. Development of a World Federation
of Hemophilia External Quality Assessment Scheme: results of a pilot study.
Haemophilia 1996; 2: 4-46

Jennings I, Kitchen S, Woods TAL, Preston FE. Laboratory performance of
haemophilia centres in developing countries: 3 years’ experience of the World
Federation of Hemophilia External Quality Assessment Scheme. Haemophilia 1998;
4:739-746.

Jennings I, Kitchen DP, Woods TA, Kitchen S, Walker ID, Preston FE. Laboratory
performance in the WFH EQA programme 2003-2008. Haemophilia. 2009; 15:571-7.

WFH EQA T HEX &5 2 (2010)

F U5 F FEric Preston %
R R IS Steve Kitchen 1§+

Rutledge Mews FHIE: +44-114-267-3300

3 Southbourne Road fEE: +44-114-267-3309
Sheffield Mk : www.ukneqgasbc.org
S10 2QN

United Kingdom
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N/

REEQA TMEFREX T AMiERF (BFETARE. MU MENSR. &
ZZ M EQA B EXXREFGHBAM K. XEMUAHBAEGI L (HEXREL
RZEARMB/NMFEIESE) , BERATFENLRENS.

FHEENLIR EMSBGE EQA AN EZHK IS . WFH EQA IB¥S 55/
RESNEEERZERENMETE (FEE NEQAS) HFHBEREALE£EK 700 P HL
DB ARG N 5 R 1T T tEK .

I IERESHAEBERNTREREGRSZ . 2RXMERAUERRENLR, B
EREEEPBATE R BWAREQA I BB IR LI ERNKITEFZERM
R E S AN

SLREEMA EQA FENEERHE. £ LERINER EQA F, %TFH 2%
EHRNIE BN EBARKEDERIEE R TAEAZIMIETA
ERNREEH

EAREEFARBE-RNEA—RIEANEFZEHEZN— T, RER
F—RBERAREE-RIEF, FEEFATREXRERRERSSEBAE
BT R MM BIRRRE . JaTr N IEMFFEiSH. REEHEFNIZHN
A IRIT G5 R P AR B T B MR ez o

E—ANIRFREFR, FRARERZEZREXMN, BF:

o FEACREFAEA ERME

© AEBARNEFEMNIFELIRIEIZFINERT

o RS FIFAE AR

© AERBESMIRERIEEME

° BEHIER
ZERMIREER

IS, FEEMSEE AR RERR KB T IRARTEE. TSR

ENRERHFEEN THER RHERANERE-FRESERIHARENE
FERN—FMREE. FNE, RIBHZIAFFS—EEH, ERESETHEES
BEZBEMIEPE.

FRE = 1

ATHERMEETZNEHRE, FENB—IAREBFENX2T. BNEHEL
BEMNSFEENREES (QC) #4, IMRIZFENTRKFEMBERIEEEN,

14 nxmnsesnsesses



RAERNFENREARN, MESMTEER/NIZLDATESBERNRRER.

XA RN SR AR, FARRNHEITHT. NRREEFYIEGRE
EETARIKEEA. rEMSMzERsRAREABN 3, UBRNELER
8] i 2 F N 2 B T PR R IR Z FE R -

QC TR FHAIE N IZFRE . X FLEMMIKAN, MBHARAKIUREIRAR (&
577 -35°CHREM) , HEART, UHRAEN QCMIEANEBRE. N THETFH
RER, FEA pH6.8-7 2K, FEDLEELSH.

WMREABH QCY), NN IZREFIEEHMNHAERNBRSFHITER. WRE
FBIURICRN QC ¥, MRIZAE 37°C THRIEBAS 2. HikFE QCHIN, N%E
RMBEMERSERAINKE. REFERSXEQC 1.
EEARESNHSENPNEEEDL—F QC Y. X THREMNK, RESHIHOER
REREXMITERMA—MIEREN QC, FEX/ENIDR/METETTEZRRER
EHRRUE—RFEN QC Y. XT2HTAI/KF PT/APTT IQC BB BARTER,
B2 THES.1.

[ 5.1.1QC [a)F fiF R

PT PT APTT APTT

kT11QC KFE21QC KE11QC KFE21QC wit/the

73 73 73 73 PT

ESe ) ) ) K1 10CH
ES ES ) ) PT 5l
~ . . . APTT
) 2% e 2% K1 10C S
) = ESE s APTT 1)
e e e ENE 328

fE{E QC MIRTHHTIIR, FAFISUT RSN S AR SR S R P BRIEE
ERAERT, MBMORSNIREARTHERSREMETRIE. MTALEW
BRERE, SHEN. BRARMSHEL. B, FZTRER QC MERITIFH
HEEEATES, LW TAHR.

AEZ TR

SHFRRULIQC, HAKN BERRATESENEEE. ERSURAEN RN

EHRREHNZERREE 1D



By, RENERFBORTHITUIXERMILTIME QRN RSR. EEEDLIEE
FlIXLENT. MRFEMFENRARIEEER, T SHMNHTEE.

ST ACRE RS (Blan, "k QC YR /RETENNER) B, E1E
MEATRE (&2 10%) Wik IQC 1.

RE, BITEXLEERNHEMFROEE (SD). SDE 2R n-1 BEHR, Hid
FRENERSFHENEZERE, n ANERE. SDENERSHRIEEFE: SDi
K, BRERDPHERBEKR. Z—MEESHELTFRI(CV), RRFEHEELL
BISD (CV=SD BRIAEHETRIL 100%) o NE HEY QCHE A% M B 5 A 8] #0575 1L 38
R EESRY BRI SR CV NG Z/NTF 8%, BmIFEM. EFFVIILC F FIX.CRItE
W, NFEFRAFITHNIXNSZI CV /NF10% -

HERZEIFERAT, ik IQC HANERFERALES (B 2. BERNEIER
¥ 1QC SERMESEEIR N FIIE + 25D, FHAXKEHEIS % HHNIE,

BAAERNIENRAEEENER. ROMTE 5.2 Fiix. EREENIIEMHN
BERAEXE,

HSEEZSMIERFRIR, QCHEREELERY, FRZHERBEREAN. B,
AR QCMEBEN XA X X AFATRENE, #H— DA T RESEEZINIERA
IESENIX ARG RIE. RIBEZRRICRERNUESER, QCUIRERNHHSIKEIER
(HENN AT R EURE) KFESHE.
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& 5.2.F A B &N B &R B 2 HEHIEEAR AT FVIILC 1N 45 R

90
[ " m
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e
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B0 [
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0O 0O 0 0 0 W 0 0 0 0 0 0 0 0 W 00 W 0 0 0 0 W 0 W 0 W 0 ©
3333333993333 3339933353333309
T T O e I I I I s B B
- N MO < 0 O N~ 00O N O F I O~ 00O O~ AN MO < 1B © I~
rrrrrrrrrr A o & N QNN A
N

BPRRERE MO RERN . SELFIREITAR R 20 RN FEEM A
FofEE, ETRRLEAWANTEIERNRE.

shEREHNEEARREE |/



FERHFRINE R A

BREMINGEEEMAENBRAIHEE (IF 41 HAEDUAR) HEHFREHER,
BE, FHMEMIERARDRBIFS P OKINER. BIEERaILIEs, ALl
WAREREF IHT, RARKRERSERPNMUEHEREEARERSR. EUTER
TRE: SWREFANMRERAT S Wikt Ad MR RAREEARETFIE
BHA (LHEFEEBQFRRERE RN

FRIRMNXRFERBE FHIT HERNA75mm x 10mm. REEBRFIBEL
AfER, B ZWRGRLNE, FFAlEERETMNIKF, ATZmELHS L
EEERE (APTT) &. MRIXERRR (FIERSRERY) XL, NEEZMIE
REVTREM . BN FERAMFAREINELRRLENK (W APTT) MERMARIZA
BEME. MREIATRZARMER, WNHEFNEBETEH NREBREMFLIAE.

AT FIRAFEESZEFHATRENSRKR, B, N#TEERE. £EFE
AT, MRESRBARNNEHZERBEY 10%, WAEEFVIK.

EAFHEFAERAN, UTHRAREER:
o EAFRMMNXZAT, HFBRIAEI7C, NEZEDADH.

¢ WRMERRAGESWENNRSYNRERS L BREERRE—
FRHTRS, ANEHYE.

o RE, NEMBETHFOESYIE 90°, SEMMFEHT=IR, BRNICREMAE.
ZIZFF T E 6.1 Fi7Ro

o EMFHRIEZBRCEIXEIRA 37°C (£0.5°C) f97k R, EIXERE#HAKEL
3~4 BEXK, OREYIHBEERERRFEIAS7°C.

K27 Anglepoise TSR UER THERIDESY), 1CREEMASE .
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EERA I (PNP) BIH] F R &

TAEEREMRHIRE

. KRR FHORMEAFFRL R AR & 20 RIEBEEA. ORE
ZHEMLTHETAN. BEMZHEABARESE. FIRNHA 20 50 5.

S F N-2-2 Z B IRERZHH) 0.109M (3.2%) 1THBE =3 (ZDKDF) -

s 100 ml #5458 =44 5 g N-2- Z#E (HEPES).

=g FR—M 60 ml BBRESTERA 21 g IO SHE L 9 E 11 S AR

~ 1 M

PNP & Fi%

4 CREMRCHFAEIFEMBIEHEZHEEN.

BRATEIEFRRSMFZH FVII MOEENAHFAT (VWF) BRAXER, BEAX
AR RN IEERAMIE (PNP) FEF 1L, V, VII, IX, X, XI, XII, HMWK, B8Rk
B RN /KEYA A 1 U/ ml, BI 100 U/dl. XFhAH PNP K EPFRELL (IU)
RAEMRBITRAE, BALRAERLEFF, BREXUS, WEERRERER. &
E FXII f9% 79100 U/dl 5 1 U/ml, PNP aJfERBOEMER TFEMR. A TRLIU
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B, BRBERMERERN WHO 25§57 (REEREVITESEFRRARE,

Hitib: South Mimms, Potters Bar, Herts, UK.) ZMZHIERF A IU BOENSENE
HA&EMF. 812 EZ 18 MANEEFERIEEEAME, KRIEENRERHSERIE
BE—EREFREE.

7Rt PNP B E &

5 WESOAMRESNRAXNTRAEFRERERNFEHERNR .

4153 x 2 fERTE x 2K (n = 16) NFIERIER A MARA MRS -

E®RAMIR (PNP) gyl &R
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o

N,

BIAIEESSEH

AT EWBEURER, FERREBARNERNEIE. @FIFREPHRNOFMT,
BES—MENIME. AREERT, BRAFEFR. 15758 A FVII/VWE
ABO MAFEFERAIGE SN AFIFERRT.

BE, MIEENEENTRZROQNRZELE. EXEKF, A TEIZERESE
EMmtEEREEESNEEZRELFRTE. ARAEAAYNBREES AR
BERIERBENRERBYTAN. E-ES5EESEEERARINEZRERES
Z8, BWHHWT,

REMBRY, EESHENRSTRMER. &b ISTHIEEmAEE T S50 @ER
0] EAE KA IX L S ATBIE & (Blomback, %5.2007). HAEET HEZK (g, 10
/NEYN FVII/ VWE #4280 2.5 %) « fEMEK (2R EKE FVIIL A VWFE
m < BERER. BREMN. ROEBFIXBHEM. AHE T —RIEEIN, MHFRRE
FRLMHEENPE. XERWNAT:

o FEBKTFRIAT 24 N B IE B TRTRI ZU R R E B

o EFFAURE S AMEHRKAVERR .

o EEMCRMYREF L, ZIERARRIERYIAMMME.

c ERE (EF7WREIN) SRIZF AR ESEL 20 = 30 2 H/E B4,
NBEABNEESEEEH. XRSHEBFNEERIENSE,

EEFARE. ABRMOFERANSARANRES BEFAMER.

ENFHERE (PT, APTT) , REER—FIEFHNARBRSHAFINEESEE
SEEARRIATRE . WNEERMTIESHNAT QC HEN FLUARFE. ATk
HERRBERAANEESEETER.

TN, XHREHEHNESNHRSE. REENRNSARMENALTEESE
BESEE N 53 EAREAEE .

FAEIL (RFE)Lg2AIL) MILEMALRMRENESEEREFRA (Andrew,
%.1987,1990, 1992)

EESEEER, FAERFERENEESEEEENUENRKESHHEI TR,
NFREAEPAMRELHN —LBEERENNERLENBERA T OFTEZE—LHR.
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HFFERRRENANEE, IRSERENEAREMSN, WEBETHE—5
RS, i, ERSEEEETENSTAEERANTIER.

GHPER: BURSHBNERSELEREEN1 ZERFIRE, BHFX
BER, TELENEDS AMGSELE, HLARRERANETFRRER
HORTTEEAY (CLSI2008). FERIA MM FARXMIL MR, HEBTHHTH
ERFRERBEFDTF 30 Bl

HEEVEBESEEEEN, EBZRNENHAEIMRE. LEMOTERNZA
NS STEERAFTANEAER. MREBEFAN THEIFTMEAMESE, U
EEHANNSHRLE. MRBEFAREIEWEI LR EHEERILNNN FA BT
A3, MATFHHESZXEMNEEZIXEFARPRENNIXZ BB A XL
IR XEAMXFIHIEFNERRESE.

XNFEREN, MR, EERREFAPREGNERYATEILESZEER.
AREZHEMARHOMERBEINENERZES (B8 2%. BYERRERER
R AR I TRIAR B M. BIEUNE 81 fin. SAZHHESEEREE
ZHNHEBEHERGUREREER. FREEHRE, #—LMNITEETERN.

SIEBREEZIXE APTT ERNLH

15 APTT 30
FREZ 2.9
. IEES%(E 24-36 7
e
B
-ﬂé N |
Hu
4=
B
B 4 e e
=
=
B
USSR S e U PPN
0

20 22 24 26 28 30 32 34 36 38 40
APTT (%)

E BEEESSH, BSOS H T ESENRL.




BE, SEEREESEEEESY NXEE. MRS/ HER 8.1 FirBERE (B0,
E—PEEER), WEFEEZWIEEHER. BENTTEREERELGREIN25% X
BHE, fREEHE 95% X EE.

MREBESHH, WETFITEEEENEHEMREZ (%5 Bk) , FE
¥{E+2SD FF{E-2SD4 BI1E K _ERIER T IR{E.

EEAERT, EBSEENEN—IIEE, ATERBRERNIEREX .
FTENSESTRMNELEITIE, 15550 CLSI (2000).

27 ik

Andrew M, Paes B, Johnston M. Development of the hemostatic system in the neonate
and young infant. Am | Pediatr Hematol Oncol 1990; 12:95-104.

Andrew M, Paes B, Milner R, et al. Development of the human coagulation system in
the full-term infant. Blood 1987; 70:165-72.

Andrew M, Vegh P, Johnston, Bowker ], Ofosu F, Mitchell L. Maturation of the
hemostastic system during childhood. Blood 1992; 80:1998-2005.

Blomback M, Konkle BA, Manco-Johnson MJ, Bremme K, Hellgren M, Kaaja R on
behalf of the ISTH SSC on Women’s Health Issues. Preanalytical conditions that
affect coagulation testing, including hormonal status and therapy. Thromb Haemost
2007; 5:855-858.

Clinical and Laboratory Standards Institute (CLSI). How to define and determine
reference intervals in the clinical laboratory: Approved guideline, 2nd ed. 2000; Clinical
and Laboratory Standards Institute Document C28-A2.

Clinical and Laboratory Standards Institute (CLSI). One-stage prothrombin time (PT) test
and activate partial thromboplastin time (APTT) test: Approved guideline, 2nd ed. 2008;
Clinical and Laboratory Standards Institute Document H47-A2.
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1l

S1kE5
a0, BDH kZ4. EERIBR.

25mM CaCL,&i&: 25 ml 1M CaCLIEAREMR, MBBKBEE1 Fo

Owren BLLZ 2 MK, pH 7.35
5.875 g ~ZEELLREH (BLLZH)
7.335 g SR

3 RARBKEEREEEZE1H.

Owren ZZH12h 7k
200 ml Owren B LEF 2 HiK
800 ml A IEFIK (0.9 gh LK)

BRI LE o
2.72 g BRI
4.68 g SILEH




i E IR I K 7

M MRS TR S AN, AN B AEM LT, 5525 MEs RSB (PT)
MEL I EMEEATE (APTT) & NRFIR2ERTEEN . FEZARRRTBLTR
Eih. BROVEEN, NEERBENARE. £/ PT M APTT #1TH M ERETRH
R, AIEEUATEEMEEIRT TR XMEERIE:

* EQAINE (WMEFrEQA) MXILFAILLRMEIE (B AE5T)

© REMERE

© BEMRMENEE MR

© HNBHNEIER

ARHAE PR PT 1 APTT 5N LRIGEREARS 1, BR g SErRELHNE
M, EicRirERsEm.

ENfEHNE, AEHNFRAETENRT. Wi, BRIXFINRSSHEREE.
XEMWE, JOOAXEARMEERRIN A TR
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IRANY ik i

[ 38

W IRA—MTARAARNBETES. BALERTEEN, BHE T
INR, WMRBRIE, RFERAEZBHE.

Mg &

o TERHITHE (%A Neubauer RAIHEZ MLAMIT%728)

o FAKIFEBHERAFNEZEMNE WNRBMIE) ; SUEATBEXFBHNE
° 20l BIRE

° 2ml AERBRE

* 12 x 75 mmikE

« MMIUES S

5%l

BRR: 1% BEREKER.

FWFKFEF, SRERRTEIE.

TR

GRRETRFHEEUML, NWAFUEEFHBILMBERRH. BEE—IFM. REFKRM,
WAFREEHTEN/NT 21 S@E AN TFIRER (LRI EHEH. £ILR
BOEANSHE EDTA RS ZHT, DBk, MRFPURFILRERES, BR
2, RENA/EEMER.

MRt
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THED100 N I/MR. T/MREEFZIHEERR, HRSBBAEMMEEIFR]
ATFEEARK. SRPAUEIRERERBNIARE. WRZEEZEN
%, IEATBAFENE, ERRERLREAIELIDRN, REMABEMNL.

IM 28 fer it 45 2%

HETHH Neubauer = 2i# Neubauer R ER MRS E, FHEEERE
EMTHERAWESRRN 0.1 mm. IHHENREASBB N AR THFIZIEX,
WE 101 fiome R I mm2 BRAER =FLRL. EHRXE, 2% Neubauer
A 25 MNEHF, Neubauer REH 25 NEAF. SNEHFFEHEMN 0.04 mm2 (0.2
x 0.2mm). XEFEFEXSBE/NIEFRE, 5174 0.0025 mm? (0.05 x 0.05 mm).
ZEXIGMIEIREE R 1 mm2, HHEE 16 PEFF.

it

HEAR:

T8 (48A8/1) = N x D/A x 10 x 106

Hrt, N = it EEEMNMEREE

D = BRE
A = N EER (BUA mm?)
10 = HHEER (mm2) FRE (0.1 mm) TR ERETR (1) HEEK
106 = HE/pZIHME/LNRERE

R H IR = SRR
INREFAEMME MR, N2FUREEER Y M7

REAFURD, MBAREZXERELBMEIRES 200R, RBYEHRBMES.
MAFERAFERAMEBEREERER, Hit, B2ERXE. FRPIEINIL
BN R4S ARRAAE, ZRZBREMMEMEFLERFRFMRRL .
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10.1. I3k iTHITT 8= (a) Neubauer F0 (b) B E! Neubauer

1mm

—T1
™~
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RE MR IR B IUE G T 1R

RIRIER NSRS, <FBIERSBRERERLRRLRKE, EERRKERT
MZEZL. MRKBZEZL, WAHRERRERLE S RO MRHRIERSRA L.
WRBIZELRS, WLAERFTNBERE.

MABRENMARNEZEE.
AEBRBREFNMBEARERP A, LIKEHREINENMLRERTE CEBR
ZMIR LA E R IR) .

ERBREANMBEATENPE, CARBERREFABRETLR, AFRE
AN MBS ARERS.

SERBMLRNAELTRTF (REFANMIIEDSE) BREEREDHES M. ERD
HER, YAAEHERRRAEAERKITHE.

HHEREMEER, FEHADTBRRBIEDENRERL, EREIRFIETE. ©%
TR ZETH, B2RETEBAEN. ILABEATEHETRRE 10 £ 20 498, R

[FHITIH L
MR R M T B EFIRIE HE A AR R IUEE T TRSEURIEER SEER
RIRZ.

AT HOHBEN S TSENIRE, PIUTERBHEWAE. EXEF, N2t
100 M. ARESHHENMARESELHLOAN, E8IXE (B, KEHFE)
AITENAENEZERFNAEL 10%.

Po i
WRRERFR, FRERTSEE, AMITRERZR/NT 10% .

M/ RTTE R IR = KR

BMCREMMAR FEHMEM, FHAEMERM MR EHROELE, Bzk
A MEARE, EERNEEMNE.

BRI M BN B LIRZW LR, I, BARFAERMBRITRERRESE,
SR R AR A I/ MR FERKERITSE, REAZRBIORE, HF.
HALARHER. BRERLT%$.

M/MREESRI EIE T AR AT S . MR AT/ MRS, WASUERFIEAR.
EREHRETINCHERE, MREIMERSR, BREF.
FRAN IR SR JE =/ N R T4

30 mammzesnemse



HH IM B ]

JR3E
L [ P i) SR 4 [ B R A BE AT B BR B 7 28 H 5 L 2 [B) 9 P )

SHRMNMED. MEMMAR. =242 KM/ NRINGEARSE. Bernard-Soulier £
HiE M/MRIEFEBERAME MM/ NMREENEESHIE MNEEK. F4ER
FERpHER, FEFV UEXEER. B, FEEHRESK FV SSENSE L M8
A, BMASEIEKBEE T -ESEER. REEHMEMDIEMHERS.

Mg

o MEf

© BERE

o At MAYEREE
* 1mm ERIESR

° Mk

1 RMETHHHESE EEHRRE 40 BARE. T‘%’\'ﬂhﬁlﬁzﬁlﬂi’ﬁ’ﬁ—*ﬂ?rﬁ

2 REIEENEERTS, <FERELNERERME KL, 1571“%751—3_’?&
WARER R 2R, TRBE.

R R Y IE 558D T8 min, EIRIBFHERNARTE, THEBHARE.

wmetE 31



IR

© HESEANKN, miHLAERMNEHMNEN MRS, MEERAME
B, BNHEANERETE.

c VIORSFEHNEET. STFEEEMYIOLMAEEK.

°© MRERFE, NEENH.

o INRELMEFEGERT 20 558, WERICRER.

© FM/IMRINBEN NN T IAE R, fi, SEMALRMNAYTRESS
B mASEERK. Hitt, ARFHE, ENIRETEHARTIRAXLZY).

o MRS EUEYI DA RES . EYIFRT, XENERMEE.

57 3k

Mielke CH. Measurement of the bleeding time. Thromb Haemost 1984; 52:210-211.
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e M B8 JR B (8] (PT)

JR3E

ZWIR R R T INEMER MR AMBAERYE. NEFV, VLA X BHLEERE, EBX
BHF I (MR TNREERMR. BRESRNAEERRKENHNEL,
BE, MRAEEHRKERK, HEFENDFY, WPTETRERSALER. ZWik
MR EZERMXTIFSRAZN, ERNREEIAMNSEZEER.

£ MR B PSS REENE 12,1 fiom. PT IR, BERARMERE, /A
HATHEEAR

FEZAAMRATEE LT, 9 BEETIRFERMNERA.
gl

o RIMEE (FTEERAHSRLID)

* 25mM S5 ((NERMERXTHFR BN EE)

ik FIHE

FRBUNT 5% AN, BRNNEETER, BEEREKNTER.

ERE
o MEBRMFEEHAFIAASELE, WHIXERERN 01 ml M3, 0.1 ml EMIEEEFHF
5 0.1 ml 38 25mM SiLEB R &5 EE

rmsEE P 33



* HARF: FVI X FIX AR EZETFEN. ERZEPT MIXEHT, FX
SRZUEN, DABGZAENRT FIX 2% FVII BIER = REUK .

o RRIMAYENEE SR BEREMEN, BURT AR AR AT B 3 E i N R 1X
H—HRIETEILREBREATANEESEEEEMNERML.

o HIEFILV VI H X BESHZN, RMEENERELEK. FIlSRTEESE
MIPT ATREE EESERE N

° BYEPTHAISRERBIURYG/TBHERENEN, AERENKTRES
B PTIK, ERREK APTT. BESERRNINNERSZEZW, WHAE
Bk EHA R A FHRAIIRT

 TILHENH VIIaafrla, TN FVII #5Ek, HSE PT4HE. HIEM
BURFRHERAMNALEFRT. S4EARFRIRFILERSSIIXFERN
201 (Kitchen et al. 1992). MAFEATENE PT ZBIAREiEGFT 2°C-8°C, &
7T SEFVII B4 58k .

* AFNEPT L2MAIFREZR D 24 /N, BEURFFERHIKF (Baglin and
Luddington 1997)

© AR AHARTFHIFINEN PT e SEASHEM (N ®¥) AAEF
IR ATUSH PT A IMERT, AABRRETFIRFIREMNERAJEER
eI~ M A XU o

° XXTFNZE PT fHkQIBAPIELITIC, 1ES 7 CLSI (2008) -

12.1. 5t I B 8 A 8] i iR 12

Ca+/PL/HHAREF + EH-F VI

A+ X > & Ca+/PUATV HET Xa
A Eg R » IMEE (F-F lla)

(EF 1) /

FHERR > SFHER

PL =#%fs — =&k
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2% Xk

Baglin T, Luddington R. Reliability of delayed INR determination: implications for

decentralised anticoagulant care with off-site blood sampling. Br | Haem 1997;
96:431-4.

Clinical and Laboratory Standards Institute (CLSI). One-Stage Prothrombin time (PT)
Test and Activated Partial Thromboplastin Time (APTT) Test: Approved guideline, 2nd
ed. 2008. Clinical and Laboratory Standards Institute Document H47-A2.

Kitchen S, Malia RG, Preston FE. A comparison of methods for the measurement of
activated factor VII. Thromb Haemost 1992; 68:301-5.
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ia L ER 4 R I & BB A (8] (APTT)

[RIE

XEREMRGEN—FIERFFEN. ZNRAEERNEENEMESEES, 2905
MEF VIIL, IX, XI 1 XTI SRR RERFEIRE .

BEMSRERERBRZAE (VX I AFRZAE, KRENTHERRHRZAE)
MIFEER, APTT HJEK. —EETFEENE G (MFR) s
K APTT. XTFAPTT ZKHEE, 155V ETHRMERIXET A AT IR gEE .

LEAERDERENES F(PKK) iEa FEHKE (HMWK) SRZIERRE, APTT
th SIEK, BRIEENIRTE— MR A ELT . FRXMIRF, BEZEFR
2=, APTT HhE&IEE.

APTT NEHIRZFIE 13.2 FiR.
15l
* APTT &5

* 25mM Sifk55

3 K01 EAMXRMEMAE—MRE.

()]
4_
O
—_
i
i
=
el
sl
=y
S
=
S
%Pd?
|
EI—
ﬂﬂh
i
o>

6 WHENEXIEEFNNERE" LREESMIEFMA 0.1 ZFHRELIS, X‘I@”l\ﬁt
BERMEENMER. BE. CRMFEERE.

XNFFITHEE, FENKBTEENE. mRENNEHZERNETY 10%. XT%:QEJJ
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LiRIE, NEXFRRBY/NTF 5%, BRNEBREAES, SREKNFTES.

* NEERTFIEFREN. BENEBEEN2E5 0. BENBIFEEER, HiB
EREWENER, NHEMFEIRT, BKAEE N B R 4555 M & .

RIFTE 20 IE B

WNE APTTRAKF B PT IEH, MR VIIL IX, XL XII BF. 89FEYMRE. Bl
AR aEs S, SEFENSI. APTT B, UK IE R M RN m 2 e
ZIREY (BD 1 iR 1 HERMPHESY), UT#RA 50550 5BE) o U
B APTTAIE{EFEIN IE & 1 32 F0503 M0 32 0% M A jE) Z (&0 50% , NIERRER =8 Mm K
Fo REMRETRAATREENFEY, IH 7T R2REPSIFFFEEROIRFZ—,
FlaniREiugT (50 8#2579) .

13.1. APTT FE M7=

HEAR gR

APTT %R 35 &
Pl 60 &
R 50: 50 B4 425

(RIERSF, WARFERFHRZ)

52 &

. SE A
2A%R 50: 50 )R A (REZMRZE, WAL

e
© WZAANHANER EH. SRARTRSRMER SR HTIER5 R
HEE 9T,

* XF PT, RO EFES X E WS ERRIRE.

o FENRMEA, —MESRERRDEFIMEEMEFRREE. G0, 2JM4H
KR RHRE FVIIL BBE _EF+, 7 FIX 5 FXLB/DR, APTTA] IE%, XMIGKREE
Z, MREBEFFHENMNEMMEERFE N ABERRERSE, WEAPTTIEE B, £
seESEETENSER, EREHRHTE2ENST (BFEFEERFST) -

o ZMIRFINBISRERZEARE. XEATAZSRFFIRETURTISUR LR B E
HEREREZ—. MRIIREEEAIRTIE TH8E APTTHEN, #1758 2X APTT #&
WESBEE) (Kitchen F A, 1999 F) , FRAPTTNFEHA 2B = RERAE

EESRLEGRE (APT) 37



FIIRFI, BlENActin FS (f8E S5 /RE Dade Behring AF]) o MRYIIRAPTTE
RIEKMERZIREIUEIR, BAE IR APTT BRIEEN, EAFEHRIE
|HA FS IRBHUEMBRIR D REE APTTIE K.

OBAPTT K HIRR R
SHFPTIEFEE APTT KA EE, NEBENESHRINFZ:

1 RNRMESRE (Z2R%157) » MRRNENELS, #2 %ﬁy%2ﬁ&
WMRRMESHY EIEK, AEBEAMRBENEEALE (BAFE16T) - AR
RN EREELES, NWERMEEFR, FHREH—DHITUTERM. WRA
MEBEESEIIMNRGT, NWEEXEEFEN.

2 fFHIEFRMZMEELIZ 1:1(50%) AEE M, \MM%EM?MAmTow%
50% EE MR APTT RIEZLEEE, NRREEMNE Y.

3 AT APTT, ZRFIR S ﬁ%ﬂ%ﬂ%EFSﬂh®B®mg\j)
IR RERAE. MERVIA APTT HEEK (BIFRFERNEE LREDC=4) |
#ﬁ@MﬂEEFsmﬁum’MANTE%,%ZW%ﬁEﬁ%ﬁﬁ%ﬁoLT
FERE R 15 F 4 E R , BILE 38
), A, MRAFEFEREIRBIUEE (LAC) I A MR MERER, N
BESALEFHTXEREERN. ROIERT, FEANEIEBS FSK APTTIE
. FHERSRLERFLFNRTIN APTT BEEK, SH—PAERR
NETHBNERRZE. SAZH LAC —H#, XS5EMELXETX. Bt

TEBIRHIA.
4 LR APTTHBZEK (ZE#EiBd= #HmmﬁaF&%iMAmTE

%ﬁ,&ﬁ%%Lﬁl%wmo
5 m%ﬁmAmTﬂLk,WmﬁﬁgLﬁFWHQﬂXﬁFﬂﬂﬁ@M(%L
F23F) . MESFTE, AT FXINE, AAFXIHRITEEKEE, FEEH

FXIERPAET R APTT ZEKMNER. FXIHZESHMRBEMEX, Hit
AEFELHMMEER.

6 FRSHBRENEMFELTNRT, BWAEEBRFS, wﬁﬁEFEmaMFm
MR =, APTTSR{IAIEE.

WELE, ATTENE, $E1E3 JERNHET.

ETE
* {FANEIEE FS A APTT IEES5¥148 APTT (Synthasil / BZElETR) KIS
E—MHRR T FVIILL FIX 8 EXLRZIEMFE , EXMERLTATEZEBNERF.
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* HFIX =k FXI R ERRK (30-50 U/dl) 1 FVII BBEFASE, ERHFELERT, #
PRI APTT I REIES .

* INE FXII TREE 20 U/dI-50 U/dISEER, fERAEIZEHR FS B APTT B%IE
B, FRETERISEREN, APTTREMS. X—HREHFREIRRERME.

o DEERBORBIURI R EKEREIEHE FS iIFAY APTT.
e FVII (3 FIX 3¢ FXI) AUEFRPLUATTERK APTT, S5iFx X
FFNE APTT &8 BATIEITIE, 1555 CLSI (2008).

13.2. UL APTT 1B A9 R

WRBMRBERER. 59 TERRENHRRARENEMEL

/

A+ Xl » [A-F Xlla
/

A5 X > & Ca+/PLHIEF Xla
/

BT IX > & Ca"/PL/ BFVIIl AT IXa
/

BF X > & Cav/PL/ BFV HIETF Xa
/

AT » RHTlla
/

FHEER > FHEE

PL = B8 — =

Z2 SRR

Clinical and Laboratory Standards Institute (CLSI). One-Stage Prothrombin time (PT)
Test and Activated Partial Thromboplastin Time (APTT) Test: Approved guideline, 2nd
ed. 2008. Clinical and Laboratory Standards Institute Document H47-A2.

Kitchen S, Cartwright I, Woods TA, Jennings I, Preston FE. Lipid composition of 7
APTT reagents in relation to heparin sensitivity Br ] Haematol 1999; 106:801-8.
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S % PT 0 APTT iH— S RK BB S

[R3E

ROBEFERERRER (B PT/APTT) MMREHAZHITH—DHE, FARAER
RBERE. B, BILABEMRAPTTEKIHERSMRAYE, PHRRDH N
FiE. BIAMTRN—FIRFIL EFEAPTT, WERAETNIRTSE NIRRT
Z M.

MRHFENRERZE, WERRNDFANIXMREFER (ATHRA 50:50) BE
EERN.

MR R TR A R
o IEHEM¥E

o EEFAMEK

o DRF MR

* ZFVII M3

* ZFIXM¥

ZHEANME

2 BOMBHRB/ZM/MRME, EXEFHTIEHEIC THARE=X.

ZFANMIZHRZ FF V M VI,

MR B 1 3%
| B 1g BRRS 4 m FORANRENEER, MIHERALERR (5
R .

40 mrmnzesnesise



4 REMEELD (1700 g, 3 2% ER) EAMFEEERIUE,

B RSB R A > 60 7o
A IUFERMEE, SERMNESBEEERLEFES.

FVII/FIX & =4 I 3%

M EVIII 5 FIX 28— &EH= (<110/d]l) EERFENMENESHREER.
IR, RIftse T e A M RURM M A E . i B ik M B E 2
B PT, HAFFREAR S A E TR0 R T E K. ‘

AT XL ST KT, 7 -35°C (REEBE) TREEDLZ/A.
FEFR % 5050LL ISR A HRIMAMBE MEISRAY, THNHHEENRE,

£ APTT B—EKRERT, ZFVII MBRFEFAMEK. B, ZFIX MEHLT
% Bt 1 3%

ETE:
© SEIETM BDHARKE (Mblik: Poole, BH15 ITD, England) .

© ERZARBMHYSTHEMH N MR ATELWIERMRBLLIE, BEIF
ME APTT R AR R IEMHY) QIRBTURYIER) BETREWL L.

* HLFVII B4 EHISIN EESERIAPTTE K A RER e EE MR B4 IE .
EEEEAT, EEmEa B4 FAPTT, ZEEESYIN APTT M2 EHIEK.
MR M AN IE E MEASRESY A F37°C TRE 1 /R EEHTEN, [T
S A RY IE & M 22 AN M 22 45 3 31T APTT #0.

© HEMELEFRERENHI 200, BRIBEE. BRTFXGDHYZR
AR MIEY), BEARMEMRELRS KR T 2SN,

o B 142 REEH T IREM A BIMARA APTT. H B R FVII HiiiEE g —Lk
B, FERR T AR 20% F150% EEREMEMIER. FriEAR APTT 0N
AR, 7MW AEEEEN LR, XA, MRFET FVILHiE, % 50:50 Lk
FREREEMPMEFERSEMPAPEEMERLEER TR LETSLIE. W
RIXLSEAYE 37°C TS, MFH EVII HUE FVII, APTT £FHIEK.
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B 141U RPN EFRZERL TR ARG REN

ZEAMERE | WRHIMIZER FIX
3 M 32 5k = APTT FVIIl 5= BRZ EFE M
FVIil abn no corr corr corr
FIX abn corr no corr corr
FXI/EXII abn corr corr corr
AE abn no corr no corr no corr
35K I 4% Bk = PT APTT ZHEAMIE MWt Bfif I 3% IEEEMmE
Fil abn abn corr no corr corr
FVv abn abn no corr corr corr
FVII abn norm corr no corr corr
FX abn abn corr no corr corr

abn = J{%; no corr=RKZIE; corr=2IE

B 14.2. 5% 5 A ZMARPRREHRR

\

Bethesda /& & APTT (%) APTT +20% IE® APTT +50% IE%
(U/ml) g (%) ¥ ()

1.0 210 137 77

1.1 83 52 38

2.0 82 43 34

6.6 107 51 37

8.4 150 55 39

21 145 62 48

23 123 127 55
120 69 50 38
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5 I B A (8]

R
BLMBGR 8] B 7 5B 5 AIET 4 T R 2 MO R R«
g
SRR STHEEREH

EUATHEAT, ROEREZEK: FEEHRKEEFEER (NF1.0g/D) B FHE
FEAFRHYRY; DECHFEYN, MafEE8 (R) FE#E~Y (FDP); 4
HLEAREMRE (FREFESARME) , SEMRELMEERNERERZ.

il
X 15 £ HNES E R MRS RN,
fERERNARNSHRANBNERE, HABERSNERER.

ik FIEHE

wnmsg 43



IR

* FrFERAARNERE AREFERREMIE (XMR) NERMAE AL 15
WRE . WREASRERMDE, NAEEERKPHBEELN10-15U0/ml, FHREK
H—EWHE, BESEEHNRAE.

o EHRMESFEFT 35 CHEMBET, HEERBRLAEA.
c WEINAENBEZEETSEMR.
s BANKYHNEREEREME.
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5 E H A ER B AR ML EG B [E] 48 AT &

16

BBFRNRS FEFRNEFETSER MBS EEK.

ERRNEN NS FERANIR, THEaRBEEMKRE (PS) hil. REERN
AEHREHEERAMRE, BIEEEFRIRNET Y.

AT AR ESE ST AT XRERNE MR, B, SFEERKRE
BEREH 40 mg% MIIEER. & PS HSMES TIER RIS A R0
FI5—f) 40 mg% HIPS RATIHG. TAFERE 15 BTMANRNBER. KH

AENIEENRME. WREMERNEEKETYEENBIXNRERME, W
INERFRFE.

amEawRemELsmaeuRE 4D




J& HA g A ]

[RIE

TEHEGZMFKHE (Bothrops atrox) FREAENM—FpiES. B2 X MTEMESHN —FEs,
BREEATAEEARGEECATEER. FURMEBBANE~EMFIER, AR
SXEFRNIGE. Bk, TRAREGEFRFENTEEOR>FHEEANEIRE,

ERPTHREEKE LN E SR BFAPEERRAE. MREDERBEK
BletisEEs, NREUERNERERZFENGFE. FEREAERRRME
Y, TesfghyjslalaELb Bt Mg B ER B (B, AEEK) -

1l
* JKER 25mg/15 ml Owren AR AR ICHEE (Sigma Aldrich A8, RS

V5375) o ZRFIBREKR, TUNDBRERABK. BEARNMEFENOE.
EEBRNEETF -70°C T, 8% 05ml. HIZEHET, ELARERE.

EABARARMERIT, FH OwrenZ M ikiZ 1/10 %%, 2MER, RET -70°C
THRSHER. TMIELHE LRFHTEDTRE=1R.

D EEMZE S TERNAE 37°CTKBE D 3 ST R. £ 20°C — 25°C IS
BETERNZEDAEE 12 /N

o IFEEMI: RE7MOFREISHERREMIZ. £ 37°CTKBA 3 55T
%){F\ o

i
AR RES.
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EESEELHE
B MR E A R AR R 3 7. X4 IR LRI S0 — FIIR 4«

X
B 17.1. 5t ML EE AT [8) (< fEFF

5% I B At i) JTE | g At ) ER &iF

EK BBEK | R/ RAEEARLE R FEE S
EK . SMAREERME ERRER
EK T .

FEER/ SRS | SuqeEaRNESRL
iE < iF <
ER ALK & B TR R
EK BBEK | SRECMEMEAED(DIC) TS D Bk

TR

BNANHIEFRBETERENRCHERT . XERFINKERE, TELEFRRNZ
S REREEFT. WREREP—FRXF, HERFEHNEMRR. TESEE
SEEARES A EATARRE, EXERNOMBENE 171 Frr. TRHAEZ 5=
M, AERefEEATMRNEREE (5816 1) WIANIKEAPRESEERER.
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AHEEHE (PLRHAY CLAUSS &%)

[RIE

REMAEEARSENIVELER MRAEBME R RHRE. INALMEENE M
RERERE, FAFHERRRE R M REEER & EE.

BN E SAHEEAERERIEL, B 1/10 BERRRIOESIFINME. ik MR
BH1/10, FERMIRELRIEE.

5w

© RENALEARRENIOERSE MR

* 5IMEE 30 U/ml - 100 U/ml CRERERERFEATRE)
o DKM (HUEMK) 3 Owren 3R, pH7.35

TTik

NHfEAMNERESEEEH, BEER15g/1-35g/l.

IFARZE Clauss A, MIRENBSEFEEQRE—ECHEAZLMEXR, B
10 F 25 7.
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o XNFEBWIRME, 7T 1/10 HE.

o XFERE (FIE0, 0.75¢g/1-15¢/1) M3, NiZ1/5HB (MERHBAIEEE
Bk 5/10M1E) -

© XF <075 g/URERMIE, MR 1/2%%F (MERFHIZBESFE 2/1008E) .

o WTFEERE (>4 g/, Miz1/20%% (MERBAIIEEBYERE 20/10
HIfE) -

AN ZEEPk st ZE T AET ORERFRNZIE. B2, O RARTHR
EIRERFRAE KD REERNE, MmETEEERERNERRK, RIELTH
BRI,

BBV SR
T RO 2 A 23 A R IR ST
FROEMYZ: 2.1 ¢/l FHEHR

18.1. L E B IR AERA

IRERRE FHEZARKE (9/) BEMFTE (7))
1/5 4.2 8.5
1/10 2.1 14
1/15 1.4 19.5
1/20 1.05 24.5

i

MK A2 1: 110 FHRER, EMATE 15 #.
FHEAR =199/ (RIEREE)

MR 32 2: 1/5 R, ERASE 16 #o
FHEEAR =189/ (HBERER) x5/10 (L 1/5 %, MAE1/10)
=09¢g/l

A L5 M 43 47 (3 AT U A AR I Y [ (5 BT 4 B A UK. bR R T A
B, BN MERE SR S S  B L S BT R E A FRERE . X
BB PT SN T EEEENE ..

REpo PTHTENEZEBRRM. 532, HFERRRKEERMR (<1.5g/1) =
e (Bus5g/) K, BEINEREEL Clauss ATENERSLEFZ . BRELHF
HEARN, FREBHEE. X FXLEM, 1ESH Mackie F A (2003) FI3CHK.

grEaR (MamCclAUss amE) 49



s, BHFETNEREFENIXMER ClaussFEERR2SBNES A, BHER
A 51z A#RE M 3R Clauss JE N E 4R %FE (Jennings et al. 2009)

S 3Rk

Jennings I, Kitchen DP, Woods TA, Kitchen S, Walker ID. Differences between
multifibrin U and conventional Clauss fibrinogen assays: data from the UK
National External Quality Assessment scheme. Blood Coagul Fibrinolysis 2009;
20:388-90.

Mackie 1IJ, Kitchen S, Machin SJ, Lowe GD. Guidelines on fibrinogen assays. Br |
Haematol 2003; 121: 396-404.
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I 3% P RF =B R FR

JR3E

FFEEE 1 (Hepzyme® BUUEMR 7)) FFMENFR, 812 FHES MA@,
FERENMETEHRAENE. Hepzyme® B RENE A ~EN—FMALHEITER
1. EREHBRSEFA MR 2 ITUAFER. Hepzyme® A] FHMFFERARAFE,
PUETE B ERNRIVRS. BREAER TR SEMER.

17

Hepzyme® 2—if 2 FF & 1 FFE A T4 515 o

H1&ER: Dade Behring

=% 4°C
FREM: EFERRANEREIN. SHNATUR 1 2E8E.

RETE R EDWAMIN AR N S5 A .
MM RRET (B, EZEFNNXEERENRER) .
XA EREMELEF (RMEELERBRIFRNBREA) , B, APTT. %

MESHY 13K PT £ Hepzyme 2032 /58 MAY B K X4 f@ N RAAFFEMFEE. HBAFER
S F AR IT AT X MEGRE#E o

myghFEnESR D1



FHEEARERN—ISTIR %%
¥ 80% (RID)

M
3 Clauss AFEEARKNER PR FRMERNETENTEEARITHEED
BRHURERNMERN, WIRREREFEEARME (I EFEEFRRZAE) .

Clauss ‘ZBE A SRE M EHETERATMEMONFERDR, MEDT
A T3 RN AN M SRR E 5 T2 B B AT 4R B R ERAQ U S 22 / S B R & 1
FHFEARVURRNBY Clauss ERAEMRR, MRESEBLERSIMFETER
H R MAE .

TR RMAES M35 N FEMM/NMRINERESBRIHMAE XK. RZSHRESE
FETEREARMLE, ATRRRIANFTERAOR A/BRBBBULTEEARKREER
Fo I RURFEFIRETIRARAEIR, (BRELT S H M MisFREEAE XK. BERNLM
iR Eat TSRS EEARMELX, TEIAZBREI.

bt

NOR-Partigen £F 4 A R RLD. F1R

H1ER . Dade Behring
BH]E 12 Mo

%l
- REASREFEEAR (TBWE WHO FAEAREFFL) MWEORMLE.

. MY MEIRL RS A B RE (RELTRENT) 54
25 g/ BIRE (MBBCREFHAT 5¢/1) « /AT 05 g/l ERIBEH <05
o/l (REEHNTR) .

7k
1 iERIDRFHREER, REMTET, 71775 DHELSRMOKD.
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3 BRI ATEREEN SRR, RREHY. BELE (REFHEH) .
BEMNNMEFRE, HBHBRELRT D,

TEMTIRAENL 48

5 HBEERAENS55mm, RAHEIS/NNEHELER. REERVAE 2 XERE,
HERART 8mm, KFERBM—K, ILHZTEY E. B >9.3 mm RPFHEE
BERKEEI DT REUKTE, EXMERT, HABHEERR 7J<$%$¥FE%E#§AJO

6 {FH Behring iIRERE (Sik—iiRH) WNENEER. NEEHKA A90.5 mm
g, FIFEER (BRMEERK 90°)

7 @HFEEZ: DER SiRERREETLERR ER.

AYEEARRERN—RETREBET 8% (RID) 53



2 I & F XN 2

[R3E

B MESFEESEUEFXIL, BAEEABEARERR. FiltGES, REFERMEGER
MyvRm Iz, HRAERBIEEFREE FXIL.

IEEZ R ZE (EDTA) Fust MR A FXR. £1zMEH, EDTA SEESFRL
BE, EXUIFRERBAAHEEH. MA 2% ZBRE SM [RESEFERBMNTHEER SR,
i FXIIL &M KT 10 U/dl B9 Ee s Uit MR MBS MRk . —HSR, FRZ
B2 (FFRR) IRNRBERS, AN ZBRFENTEEQERESE FXH EEKFE
B (Jennings et al. 2003) .

R

e 75x30 mm NIKEE

0.9% A IFEEr7k
30 U/ml % fg

1IE% EDTA M3z

° 2% ZE&

1 ﬂu)\ 0.2 ml FF45E LN M E 2 0.2 ml 0.9% AIBEI/KIFIEE . XFFH latsn‘
, H02mIEDTA MFEE. X FAMXIE, A 0.2ml Hﬂ‘éﬂciﬁﬁu*ﬁi’é

2 JIA 0.1 ml30 U/ml%MEF. SES.

5 MA5SmMI2% 28, AIXEME. ERBTHE 12 /N,
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HR

* EDTA M#RFA] R

o TR IERMRNE TR AR,

o WRMMAAR, WZIRXEEF FXUIRZEE.

EREE
NTERZRHE, 2% ZBHTE 12 /NYE I LE FESR

pE
o FIREA SM IRRER 2% 2B, FBEAERIEN 18 /Y. %75 AR 2B
(W_EFFR) REUE(R-

o INES{EM IR EE B ARZEEHABIBE XU KPETFS5 U/dl A S~4E
SEER, b2 T, B30 U/ml & EmEREER B2% ZBiaEaE
FXIII 7K SAE-F10 U/dl BB R ELER (Jennings et al. 2003) .

* EXIIKFEZF5U/dl FEERBAREL M (254 Bolton-Maggs % A2004 £
AISCRR) o

S 3Rk

Bolton-Maggs PH, Perry D], Chalmers EA, Parapia LA, Wilde JT, Williams MD,
Collins PW, Kitchen S, Dolan G, Mumford AD. The rare coagulation disorders —
review with guidelines for the management from the UK Haemophilia Centre
Doctors” Organization. Haemophilia 2004; 10(5): 593-628

Jennings I, Kitchen S, Woods TAL, Preston FE. Problems relating to the diagnosis of
FXIII deficiency. Thromb Haemost 2003; 1: 2603-8.

BLEF XN FE
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SEILEF 1LV, VIL 8¢ X i& R N—
EF PTi%

[R3E

BIMEF 1LV, VILF X e AR R mMEs R jE i —5 AT Z80NaiE
EE AR ESSE MR M A2 FEREIR 4 [F B A 5T 2 FF0E M F M 32 405 M
BRI EIMEE . BHIal (TAHR) , fFERMEF VI EMHAEN S, Mgk
ATV, EEEEEEMETII, VIL X MAFHEEHR. BMEF I, VIIF X 7/
ERFERN, THUTREGRHNS FV MEEREFREFNZREFMIE, HEAS
SEREFSRMEFHRSE M.

8l
. IEVIE
FRMET VERMRERYE (ZEAMEL) BT

e  Owren ZZH#EhK
OBS S HEMZE R (WEITH)

o T M/NMRAMESINTULEIM IZ : 6 M3 FiRE M3z
POEMARMER 20 FEMEEFEREMLMIE ((RET -70°C HAT) FHESEDR
P Mg,

o RIMERG/ES (5 PTNIKAEEAMN—)

1A 221 FERAE RN E R R R A I R R
22.1. MK FAERE ML 3R R R R Al &

R 142 (ml) OBS (ml)
1/5 0.1 0.4
1/10 0.1 0.9
1/20 0.5 (1/10) 0.5
1/40 0.5 (1/20) 0.5
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R 1/10 BRRS & 1/20 BRBRZE, ERSEI 1/10 HER. EFH
1/20 HRERE & 1/40 BERZA], BERSES 1/20 BHER. MITRHRERNES
FZRMENIK. MRERBN 25°C, AMLEEDTZINERERTIEK LIRE.

2 BT RERNSE S ioE MRNFHRER:
i. 01 ml IEMFEREENBRERMATS x 10 mm BWEERXEN.

i. AIA0.1mlZHEMEF V.

iii. fBZE 37°C 2 4.

iv. A1 0.2 ml FANEAYRE M TEES/ 5511 7
v. BII®MRIREE

L MERMERIRFIASES, W 0.1 ml ZRIMSEEIN AR RN = H T
RHPREMH. FHEZE 37°C1-2 o8fE, SEEYHMA 0.1 ml Faing (2 37°C)
E’] %@/ﬁ/& ':F' °

4 EEZSMHBREMRAEN.
SFFREREEHFR M, ¥R 1/10~ 1/20 F1 1/40 BEANBEFR K. S TFFHA
BMAFEE TREAFRMEZ, 8NiZ 1/5+ 1/10 F1 1/20 HENFERE R

XF ‘A" ERNZRATERERN:

¢ 0.1mlOBS

° 01ml ZRMAF VMg

* 0.2 ml A EES/F5I

‘TR BERMRRENERRT ZEFOLRNRE, EEFEER/NF 1%.

HR

1E 3 x 2 FHEAX I FR bk AT RRANFFAG M 32 19 1M 3 8 E B [8) A0 FV BURE 2B . 1ZKE
F=ERG (FVIIL #N5E) W58 23 Hh7R. 1/10 #RERER 100% &M, Bk, 1/5
FEREMET 200%5E M, PALLRIE. EXNEIRR LLHIRE, EEMRR Eabm

REEE RS o

MIXEE T AN FEE MR IFESEMRABEMR PN FV EBNEE. =
FISLEF APTT #&ME—7 (B 23.1) « ZF 100% 5& M A4 0 10 32 5965 I i &)
(100% 3R & FOFR-f M 3R 2 XS R A MR APTIE) AT MARE I HRIREL, REDRE

RIEF IV, VIl X Eem—xFPTE D/



AR MR 5 % B RIPT{E. FH I B 26 AT ATS 450 1M 3% Fh g0 I (R AR 5
FREMREFEENES . ZESERMGRENLR P MEFIRE (B4 10/dD)
AR mERRnEFRE (845 10/dD) .

TR

s WFLERASMELAF, MHELHEESEETR, EFV. FVIIFMEXH
TBRBEE N 50-70 [U/dl. EE FIMTRERS. £—IMRSF, B FILHRZIE
REEMEEZREUREELE LN EEZIXNENFI 2258 E A 84-1301U/dl
(Girolami et al.1998) B— 1 HULIRE T 84 - 132 IU/dl K95 EE5EE (Bolton
Maggs et al. 2004) .

° FV S E TR Mt N#H{T FVIL N, PAHER: FVAN FVIIE: & HREERE .

° EHRLFVISZERRG S, RIBEMEEREARR, FNEMN FVIEC 280
BRAZR. FiL, EFERARMER, FIEM ERESNERTREERRRE
RNRIEM. £ Bolton-Maggs % A (2004) B k. ERLEERFERT, AR
FRREMNEE, ERTRSRKRE, BURENPERARNERE, NES. X
ARt B LEEE FVII ST ERE L E MR EE

S 3Rk

Bolton-Maggs PH, Perry D], Chalmers EA, Parapia LA, Wilde JT, Williams MD,
Collins PW, Kitchen S, Dolan G, Mumford AD. The rare coagulation disorders —
review with guidelines for the management from the UK Haemophilia Centre
Doctors” Organization. Haemophilia 2004; 10(5): 593-628.

Girolami A, Scarano L, Saggiorato G, Girolami B, Bertomoro A, Marchiori A.
Congenital deficiencies and abnormalitoies of prothrombin. Blood Coagul Fibrinol
1998: 9: 557-569.
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-

FVIII:C, FIX, FXI ¢ FXIl —%£4&
M——-=2=HF APTT

JR3E

AR T FVII—EER N XFENER T LEBRFOERFE M RHRERLE S4
SEERZFVIL BB EERMAFNRECHMERTFMEZN APTT gEH. FEF
IX, XL H1 XTI, #0757 EEAEE, MHEXEFRZ MPERZT FVII M ARKIERE
&L HSE M3 F TN

R

o = M/NRATARER (L R Ae FNFRf I 32
FrE ARFRE M N 2 A SHPREME ((RET -70°C HAT) HEARE
mi¥g. TLE2WFIER, SEMPENAA FVII PEFREHTROE. EER
A 1Mm3#FA 100 U/dl IFVIILC 2—FIBEENERIE.

e ZFVIIMIE
ZIMF A MEIIRREIRE, M FVILKERTF 1 U/dl. REHFVIL Hifs. HE
REZIIETT UEFFIEEEENMSE RRE. FNEFETSEEERNE
FIKFR TR, Ms2uaizae e s 1.

I AT -37°Ce. RIFFHIEEMIE ZEVII BERH (FHEAE
PUA) FEAER ZFVII M3Z. AfMEIIERHKRE, SESEMEFSATing
WERENMPMLL, EWHESSRNTEEME/N. KM, FHiERE 2R Mz
FRRIFVIIL KF#D <1 U/dl, ROEEZSE. BEETRIAA, ZFVIIMEHESHIE
HIRER VWE RIREELF, FEETE FVIIL 5EMAE N ES FVIL IE0E /=R S,
BRI

e APTT R

* Owren 4 IEE /K (OBS St HEWMEZE hik;, WE 9T

* 25mM Ca(Cl,

7Tik

HE M A VII 281818, MWL 1/5 %EFR) -

FVII:C, FIX, FXI 8 FXIl — & &M ——3=3 F APTT 59



2 E0.2mlAFR, EERHREDHER 1/10 & 1/40 BEHFR A M3Z OBS 5’11*‘
LR R (E%ﬁ%éu —MREZIES N ERRESRS. ) MERERRNE
I E AN . BRI 25°C, H %E,JHIJiﬁZﬁﬁHﬁh&?&&kﬂ%ﬁo

6 5 2HEMA 0.1 ml CaCl, Fio M0 35 E A ja) .
HHT ‘TR NERNIZINTSERT
0.1 ml OBS
* 0.1 ml =FVIII M3
* 0.1 ml APTT iR
> §EE5 o
* 0.1 mlCaCl,

2 A XS FRA AR A [8) AN k?#’w’ﬁi‘%ﬁlﬂﬁ/ﬁﬁwﬂ 1% FVIH/EIEFEX‘IF'E’]HTIEL
RAERE, WRAERLKDEE —EEHN FVIL, Ft, FE—FHEERN
EHPmig.

HR

FERTHANEE 22 TR, ERARXS IS #/ L MR R E .

110 HRBEMFREMAZFVIIL: CREHN100% , 1/20 FEH50% , 1/40 FHREHR25% o
MIREFHFEHEFITHEEZ.

B HARRRE, NE 221 (5522 1) FiR. fEMREIF, FHFEZAA FVII
REBIVEREAR FVILRER 7% WRFOEFEARRIRE SN 85 1U/dl, NARKEEAR
RE 7 851U/dl x 7% =6 1U/dl.

WMRELANFT, WNEERN.

BEEAFITHARERANRZEME. MRHRTRARE, NWEARINRHPZEN
FIVIETEL, XM TR 245 FA FVIL YR 2RBEIUEN R, 2EERE
Bl INBELBELE THRERFER.

E
o WEFKMI FVII (5 FIX. FXI =X EXID) SREZEE (B), EamRBERIE
MmefE 5= AxRER) , MATHRAFITHESZ.
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s NMENMMIEHESEMEEE, 18 FIX 3 FXI I TR{EEE K 50-65 IU/dl.

o XNFEXI, EfrRMHECHz. EREAXE, RSAILIU BEMA FXI IE
EREENHERERELD. UEREMILIU HEARNCEEY, FXI I EEEHE
HITFR{E 63 - 80 U/dl (2L Bolton-Maggs % A2004 FHICHK)

23.1.FVIIl & &

ErMEE (7))

200 -] 1548 M 37 !
— A 5 !
ALY |
|
1 1
100 — 1 1
1 1

— 1

1

1

60 ! 1/40 1/20 1710
i i
40 — | |
1 1
1 1
1 1
1 1
1 1
20 i i
1 1
1 1
1 1
1 1
1 1
1 1
1 1l
T T T T T |
5 10 20 30 50 100

AFVII5EM %

S 3Rk

Bolton-Maggs PH, Perry D], Chalmers EA, Parapia LA, Wilde JT, Williams MD,
Collins PW, Kitchen S, Dolan G, Mumford AD. The rare coagulation disorders —
review with guidelines for the management from the UK Haemophilia Centre
Doctors” Organization. Haemophilia 2004; 10(5): 593-628.
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/2 LI B A RE I & VIN:C #&)

MRFRHEAPZEESERIERLIER/KER FVIILEC, NS 23 35 Ak AR S 7T 1L
K. WRKFESF150IU/dl, NXLeHFEIRREAERN 5 5ET1T.

TR R FVIILC B/KER] B R MEAR B AR, {E—#H4E 200 - 1000 TU/dL 5E
B, EXEKER, FRARKBIERNAIFAEHERUBRKRRE. NFRZH4L
JLRE, % 15 3110 B LEBITRAB R R E R R 2 5 23 15Tl e 73 A BT ESK YK
SE (B, MBBERAELTTE AR IRATA AL 1/5¢ 1/10~ 1/20 #—FRE) -

WRRTEATERBEESERIRE, WARBRSLMENHAMLE, SFARBETR
RESROEH AR AT, XEMNRRN, FEERBRER.

1£ FVILC #&0 2 BT R 3 BN R AUA TR AR . AL O FVIILC & EHHY
MR (W Owren MR/ RBE) , MB—LAONERZ FVII
MFFEE. —RIEAT, MEFEBZFVIEC M¥%, XMHMAEERATEERE. B,
ZFVILC M AEERHRET.

FHLIDATURR FVIIASNEE S0 MR A AR A E BSR4 (Jennings et al.
2009) -

Z2 3Rk

Jennings I, Kitchen DP, Woods TA, Kitchen S, Walker ID, Preston FE. Laboratory
performance in the World Federation of Hemophilia EQA programme 2003-2008.
Haemophilia 2009; 15: 571-7
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% I E F VIN:C B 7 45 i 5 &

JR3E

£ 1955 F, EAERRMERFHRENNKRRTE. P& FVILC N EEZE:
ESENTE FX. BUEMNFIX. Bis. SMEFV RRNPESRTS, REARWEVIISE
PR&| T RMIER. SR BRMMZERTFECNEFREER K KFERF. F
ERBRIEE, FRYVIFEESRERPTIEEXIMEE. MREEX—FE, WRER
HREOEERAEEEMTNERS, ZEREREEE.

WM PR ERARR M RMFBRERES 1 SHAGRFIHTHEREN FXa. EE
REMRFRMEGRMAEEQFRBES 2 DA, SRR IHE M 3R 5 E i 8
TR F VIIEC RIS E.

5%

o HEHE (ZRUTH “BaRFINEr" )

* Owren % BEHRK

o EEREME (BRME) : BLEKER

o fRAEMERHSEMEK

© WEPFRERH (1QC)

* 0.0125M Cacl, (#n: APTT WIXA{EAANHE 1:2 A 0.025M CaCl,)

s SRMIRER (W: SIGMAERRS A8222) | AEETi#RE

(EFINEP
MBEHTRNE, NRERE, TENRISFRE.

i
1 RAFRBKESMEMR 10 259/E1EA, FEA 3 ml0.0125M CaCl, EHAER
FlZED 15 ¥ EEEA.

2 % IQC MRFMERMER. MREEMMITHLE, WERRIFE7°C T BK5 2.

ROET VIC pEsEanen 03



3 ABRMEHHEA (845 IQCMIFERR) H—RMEEHLE IR

i

5 f 50 ul RDBEIWEMBRBRMASRIAE, MBS

7 1E£37°C THE 3 2%, L5000 g ek 2 535

8 MBI EEMREBRESHERMNATNRENENERSIKES. £ ELT%A&JF_
ORISR,

F: AT RBLAER Sysmex CA RIS AERM . ZAWATE —‘tbﬁﬂh‘rﬁﬂl_ﬁﬁ’]

X8 LT AFMN—BEBIEBESHINMARE Instrumentation Laboratory 4

SHEAIT TRN, BRITEASHEERENOFUEERS. B, XHEHRNTGES

A—PRBIT R,

9 RHASWH. RNERR. EBHREMRE/ ERMEEBRIFN L,

10 WM MRIZATIRF BT L2 FofmKR. IQC Mg, BEMIT. rFFﬁ%_
rREMI. FVIREEENHFEARBESEFER 1/50-1/400 =M A RHFHRETGE

HEITHM o

WS FVII 221K (<0.051U/d1), ATz 1/10~ 1/20 #11/50 k. WR FVII 225
(>1.510/dl), mJ#% 1/800-1/3200 #%FE. &N, BEFERNLARESIRELRET.
ZR

ReBF FVILEMTEN—H A2 NF (23 1) Frid.

25.1 W% EF FVII:C &M BT B8R Sid FI A H1 &

BEER FV ME s SHBENEZFAMBIR 5:1:1 BEEHIHIE (B, 5HMmEXS 1 4
BEREFN1 OFV) o 0, 240 ml HREME. 48 ml FV #0148 ml #fs (5180 ml:
36 ml:36 ml) o

58
R IN b
1. BEIREPREAED 6 BERGNEL 10 ml M7 THN.
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2. f£37°C THBE 4 /N, RETE 4°C TEHR.
3. L3000 rpm ek 10 435d.
4, ERAUEBERSBHRE, HEREME (FKRE) -

e 4 FV (Diagnostic Reagents A5], Hiflt: Thame, Oxfordshire, England)
F 1 ml HEMWME R REZSHRAR.

o BEfE (Bell f Alton, Diagnostic Reagents A&, ililt: Oxford England)
A 1ml HEMERR (R, 5fRE) BERSHHELR.

o HEMEAR

* HEPES # (Sigma H3375)

2 BEAMBEFMA—A/NEEE (BBFRIFEEK) BUERRELE—/N\, %Fﬁiﬁ
FreREss t—/N\, HAXKEFABEBSENM. CF: 100 MEEFRE
WERNEEHN37g) -

6 FES, MAHEPES#, FZREN 1%, K pHERETF 7.0 (Fi, zzn
SR 79 300 ml &M, WMA 3 gHEPES) o

FXa & 2 e IR EAh

REFAHREL A BEARNE. NATARNSATRL 0.0125M CaCl, EEAHR. ER
BHE. UREERSRFINREERTERGITMHIAT # FXa £RHNRERS.

ROET VIIC pmsEaney 0D



U TEREZENIRFFREESTRH. RIELSTE, 2BZL. RFNELZRE
HEHEBFMHTEASRHR, R, SREU—PSE.

* £0.0125M CaCl, WEHAEF: 0.5ml, 1 ml, 1.5 ml, 2 ml, 2.5 ml, 3 ml, 3.5 ml.

s FHINEANK/ZHENIREN: FHIZENESA. 5 5%, 10 2% 30 2
. 60 5P, 120 5.

o IZFEE: 5 0. 6 2. 7 O, 8 HFh. 9 %R 10 S
o FEAME: 1/20,1/50,1/80,1/100.
o KMPTAAESIRFIAAETR: 20 ul, 30 ul, 40 pl, 50 pl .

FRBITRINA, RIEE 25.1 RRRBIER HE R ELFIMAER. RFEFHE
BB HPAMY ARNBEEMF M. FXBBENEERMAP, BRONEZAR 20
E 30/

iTRE:

o EEREMR/RYEKAFRMFEHNERRNESMRIRE FRREESR
N: i

 BUREAMEH PT MAPTTHEIES.

o EEREAMIPAI3mI 5 mlABRHE, £ -80°C THEZEDLATA.

25.1.FXa i E IR 7SR G

SOOI o o - s
& 22 ! ;
PLATEAY mlﬁ?__‘."__.w—f‘-—-— Ca- 20uhcl  fioo s
et ———— in(ﬂ'\"m
LA i ; ° oo 2 . bl
L e : L - I
= L e : | | 1853
i i
: \‘\xﬁ _ |
} ! HEEE o)
+ “‘M“F‘\-‘._K“-‘H |
i T
s i e i 33 1 e
\.__\._ w1
i Sy
fittil i ;
[
,-.._:':.\H_ | | ST 200 I B |
.‘-"‘— % 1

—

|
| S ‘ In v
] | &
t |
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& GIRYiE FVII:C B9

3

T

REFLKR, 2REFHFVILCHRNTTE N —LEEQN, W% 23 TR,

—HERNBEZRR, 8 URFERBIEMNETIL. EEENE, —F
ERNMIESR FVILC 2 8ERTREREENLZBA. JINMHRREERRRATE
FIRNENENBHNEE MARABEMFVII EEEEZES (Parquet-Gernez et al.
1988, Duncan et al. 1994, Duncan et al. 1999). 20% M EMBREMAKRAZE St =
FHEX, RPTERNARRFFERFEEBHEZER (Parquet- Gernez et al. 1988) .

ERERFR, —SERNRBNERILLAL EIRERDEREBNERSHE
(Parquet- Gernez et al.1988). JEMLMZ, —HERBHNEREBLEI LK BRY
EFBNEREFEU L. BELRNSZ=UEHBET, AERNERETSE
SEEMTER, MAEERMF T ERTON, WAIELATRAISH.

R, E—/NBREER, —TERESNERTE2EESETCREAN, BT ERA
BERIENSHERER (Keeling et al. 1999, Mazurier et al.1997) . iXLEBHHF LM
e, ERLEDLBRDENERKE—E.

ERZHEAH, BEREUHENE, rAZLERXEZIERLEFMERE
(Rudzi et al. 1996, Mazurier et al. 1997). 1R#ECHEA, 29F 5%-10% LEHE S FHHIA
ABREMABANEE LA FVILC RNIEE. AT FVILELE—DX APTT &
WHIES, A, APTT AXEEERNPLEERTEAT. XRAERENER
AlRREENEBZELARARLE (BE 25 1) HLBREYERN, BMfE APTT
M—ERNERAEFBR AL,

ZGBRYERN FVILCHE B L AIXFIgRMt. EHT—SAFVILCKNIEEMEA
MABRENH—TRN. XEBEHERPRFIIWE 26.1 Frox. K HSiemens/Dade
Behring A AIIRMHIF A A BEICNRTE, EREREERHLSEESEMRTHE
BRLMSNTTE, XLET AN BRI A F X PAIRN .

BRRHFNREMAHEARG: —ZEZRNERFVILCTRE, EERASEHLERY
SENBERIEE (Mumford et al. 2002, Lyall H et al. 2008). B ZRHEH (EXAZEE

G, REDPARREHMBEL B AFE FVIIERATT, fiMkRRESL
BIRYESK B AR NFVIILCA—3 (Lyall H et al. 2008) .

HERME FVILC il O/



B 26.1. REFMINABRENRRE A BEURKRNERER

3]l
el — & i&(U/dI) A% (U/d) ZBRERYE (U/d)
A 101 34 13
B 88 15 28
C 63 30 40
D 55 24 40
E 58 21 33
F 72 21 36
G 84 19 45

EFERER, MARDONIZEBRHTLEBEYELBLS ERNFVILEC. KXY
APTT IEE H—SARNFVILCIEE N N AMRiEIG AR E M58 542 811 & 55— 2
IR E Pt T B m R AR .

—MERNKRBEYE (Coamatic 1AM RARZA, Instrumentation Laboratory
nE]) BERE. EETF FVILKEIEREEHN (Yatuv et al. 2006) . FEIRIEIXFHTT
ATE FVIILC 470.1-2 1U/d1 SEE A REFFE#UE FVIT (0.1-2% FVII, 3% 0.001-
0.021U/ ml)

SRR

HERLE (BRRE®) ZBRYEFR, HAPNAE FVII MRS, EE1k
BIFIX. BEBEFBSEFHEALM T, FVII afnik FX [ FXakt#ft. FXa SEMIBITKR
FXa - RHXNHEERRERMITITE. £ 406 nm TUENXNHEERER (F6) B
WHEERS FXa SEMRIELL, S#ARFPR FVIL EHEHARIELL. 1§25 Lundblad
% A (2000) BOSZRRo

27 ik

Duncan EM, Duncan BM, Tunbridge L], Lloyd JV. Familial discrepancy between the
one-stage and two-stage factor VIII assay methods in a subgroup of patients with
haemophilia A. Br | Haematol 1994; 87: 846-848.

Keeling DM, Sukhu K, Kemball-Cook G, Waseem N, Bagnall R, and Lloyd JV.
Diagnostic importance of the two stage FVIII:C assay demonstrated by a case
of mild hemophilia associated with His1954 — Leu substitution in the FVIII A3
domain. Br | Haematol 1999; 105: 1123-6.
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Lundblad RL, Kingdon HS, Mann KG, White GC. Issues with the assay of FVIII
activity in plasma and FVIII concentrates. Thromb Haemost 2000; 84:942-8.

Lyall H, Hill M, Westby ], Grimley C, Dolan G. Tyr346 — Cys mutation results in
factor VII:C assay discrepancy and a normal bleeding phenotype: Is this mild
haemophilia A? Haemophilia 2008; 14:78-80.

Mazurier C, Gaucher C, Jorieux S, Parquet-Gernez A. Mutations in the FVIII gene in
seven families with mild haemophilia A. Br | Haematol 1997; 96:426-7.

Mumford AD, Laffan M, O’'Donnell ], McVey JH, Johnson DJD, Manning RA,
Kembeall-Cook G. A Tyr346—Cys substitution in the interdomain acidic region
al of FVIII in an individual with FVIII:C assay discrepancy. Br | Haematol 2002;
118:589-594.

Parquet-Gernez A, Mazurier C, Goudemand M. Functional and immunological assays
of FVIII in 133 haemophiliacs: Characterisation of a subgroup of patients with mild
haemophilia A and discrepancy in 1- and 2-stage assays. Thromb Haemost 1998;
59:202-206.

Rudzi Z, Duncan EM, Casey GJ, Neuman M, Favaloro R]J, Lloyd JV. Mutations in a
subgroup of patients with mild haemophilia A and familial discrepancy between
one-stage and two-stage factor VIII:C methods. Br | Haematol 1996; 94:400-406.

Yatuv R, Dayan I, Baru M. A modified chromogenic assay for the measurement of very
low levels of FVIII activity (FVIII:C). Haemophilia 2006; 12:253-257.
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PR 5 MR 12— 25 A 4 3 AR R T B
J& (PKK) #1757 FEH AR (HMWK)

[R3E

HMWK (Fitzgerald BF) # PKK (Fletcher AF) REMERHIVEMLEF. &
FHZHEA—DEFRETEIAFEREBS APTT 175 (REMEGET) &NE5E
L ER S R I SERGAY B ZEH . 24 HMWK 5k PKK 524%tsk (<1 U/dl) B, APTT &%
>200%), HEKFHBEMNRZHFVII = FIX TEHRT M APTTENER. BF
FEZHEA—MEFHRZN AR ERIEATELTIA APTTIRF (120, Actin FS)
SN AIBEEENAPTTER. FHitt, TR EER FIX LR FRI—SERN.

A—& AN E R F TN, FREXFNTERNMLZNARBRAECHTINE
Ko XEMANTIARKR I8 & K 45 5 FEIE AR 2 IR TN, AT AR S
SRR ERRTIRINER

1l

e Dapttin APTT 37 (Technoclone 25], Vienna, Austria)
RIEFIEFRR, 5T 2°C-8°C T

e 25mM Ca(l,
fEfFF 2°C-8°C

e Owren’s Veronal Z&4&
fi&#E T 2°C-8°C

e ZPKK (Fletcher H¥) M3z
Blan: ERFixF (Technoclone /48], Vienna, Austria)
fiEfE T 2°C-8°C

e HMWK (Fitzgerald ) =i
Ban: HEFiRF (Technoclone 2AF], #itib: Vienna, Austria)
fiEfFT 2°C-8°C

° Zlttmig (Flan: EBREME, SNE7T)
© ERRURFAR
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1 BMSERIRITIESE 23 TR FVIIEFR—F %N (), 3PBRE E’JJFT\/EJIH
®, M HEENFNMIE) .

3 RESHMKRNUAEREBEELRIETAN—D2X FVIIL 8 FIX 0% ¢ﬁ%m%ﬁ
EE.

4 REMZNOTMESL .. UEENERNITEN— 5£FWHHM$¢(%B
™) Bk

XERPREECEAT:

HMWK: 0.70-1.20 U/ml (70-120 U/dl)

PKK:  0.70-1.20 U/ml

IR XAR, % E HMWK 5% PKK 8 E FricE o

PR MR LR A2 — &5 iR A MR RE R ES R (PKK) NS 9 FEEAKR (HMWK) 71



EF APTT 8Y:5% I & F ) 1] 41 i 2=

[R3E

SN APTT B MINF Y T s RN ZEE A A AN Bkt SHRZItER LMD
FRWIR MRS ERMFEER, ROSTEBYLRENNE. S—77@E, E
RN F M ERICN A TES B MR RS —RIE.

IER MMM RE 37°C |BE 12/ N, AUNEAFEMEEERESS0RE
Vs, RKEWEERTMER. FULRIFEEREY. URERFE (BES
B AFAREN M 3R A IS M2 H Z RSN APTTE. SEMESYIR APTT 4
IEFRE#ATEER

WA EHERA WA EEASURERAER L. BERAMHLE
i FZ 4R T R BI04

%l

- ERME: 20 AHREREEL DR

B

e APTT iR

1 EE=RINE, 2AFRIER: A BMC

2 MAREMAOCSmIIEEME, BiREFMA 0.5ml FHME, CiRES 5
A 0.2 ml IEFE M IEFEEN M.

4 RE A B LIBEEEMIFER 5050 RS, BIARED. IXE Dﬁ@ﬁ%
EHIRE .

72 mpmrsesni s



ZRE5MF
28.1. & F APTT AY 5% M [ 73 #4775 2= 7~ 51

LEFS 1 2 3
A: EEM¥E 40 40 40
B: f M 32 90 90 90
C: ¥l + ERME (FERERTEE) 45 70 70
D: £ + ERMER (FERARIEMES) 45 48 70

HA 1 BRRME R 7R ETIH 80 M3
AR 2: S iE AR P 4 RY MR
AR 3 ZRZERINHIR Mg

EF AP RLEFNENGE /3



ImETE S ZMEFEE/ ME A
HEFiEYE (VWF:RCo 5 VWF:Act)

&I

WMEMEERBEFRNNIZEME M MARE (VWD) EXEE. BARTEHTM/NMRE
SRENTTHTHIEERIFSNI/IMERE (EE/MRMEKH) , E2IZNKFR
BRE, FEER VWD ZHMIEMERHITHENBRELERFE. VWFRCo tUE
ZHT 2A, 2B F12M B VWD HRAEERR, XL AR VWF: Ag ATREIEE e EORIE
il VWF:RCo BB & &K .

Tt E R EFaN
XEWMANTTESEES T ART WA 75 5E A K EvansFl Austen /)R E EFR Ao

8l
-+ Simig

o [EE S M /R
Sk FEvans#l Austen5 3% (1977) , FFREEEEMM/NIRZEF (A0 5877 M/\R
Tim B E FrE A I/ NMRORGET) PRI IEE AR SEHESSTH “EE
M/RH & o

o IGHTEE R (Ristocetin A SO, Macrofarm Ltd., Third Floor, 27 Cockspur Street,
Trafalgar Square, London SW1Y 5BN)
100 mg 37K 3.3 ml £BEKAR, 5% 0.1 ml HEFTMEERREN, HRE
F -70°C o EXFAEFRAVKRE 7 30 mg/ml. 1NN FENHFLERE 1.0 mg/ml.
BAFRMAPERZ 1/4 %%, BHIRHERNRES 4.0 mg/ml. 7£0.1ml 30mg/
mlfEF R I A0.65mIAE R E K AT /G 2/4.0mg/mIAYAR. (X4 H = ARE,
B, 0.2 M/ + 0. 1mIBHFEE R + 0.1 ZHREESTIR> 60 7 )

o 6g% BEBAMTER-EEIKETR
FPARER/AEIBEIK (147 0.1IM ATIRERER: SIRAETREIK) ZdiRINAL2 g 4-1M
BAEH
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1 EABEATER-EEEKERR, RUTHERBELESMENME:

o FREM¥E: 1/2,1/4,1/8
o fFNMmAE: 1/2,1/4,1/8

2 HEEEBTRIUTHRNRSHRER:
i FEFIERMES, mA:

« 02ml EEFMNM/NME (M/MrEZ & TR 800 x 109/1)
0.1 ml R MR

i. FEHRE, REBESEFK. MA 0.1 ml HBHIEER (4.0 mg/ml, &R
E 7 1.0 mg/ml) .

i. BEIfFER. AITABRRRE, EEENTRERHRIEHREER.
iv. ICRBAALBELKIAE.
FMHBEBERNRFAX, MEFERXZENES >10%, M=K,

e
£ 2 HAIS B FREK (2-cycle log-log paper) _EVATE & I 32 #8575 52 Fr 35 O RS 18]

MNNBERERESTHE, BRSHAEREFNLREEMFEENEMZL, D
MV 1Z 2 FITH EZ .

MR P ERAE B R E TIORE MR 2 P, FHZRRERITYIE, 3£
MTF—LHAFVITANET (5523 15) RATRRTE.

NESZAMMIERESER, BRE#ER 50-150 IU/dl.

AERBERET AN/ MEROAHRETEE (VWWERCO 5 VWEACT) /D



29.1 B E M/ &
29.1. Bz /Ml & B B iR 7

0.2% EDTA &R 2 g EDTA-Na,, 8.5 g NaCl, %/B/KERZE 1 7, pH 6.4,
20 ml x 40% FAEEAR (3 22.2 ml 36% FEE) . 0.2 g EDTA-Na,,

B &R 8.5 g NaCl, 0.4 g BB S — %M, 1.1 g NaH,PO,-2H,0, ZHIBKERZE
1F, pH 6.4,

SRS 1 IMTIRER =NA R (3.8%)

L 5 B AETRERIKRR, pH 6.4

SREAR B ESE®R, 18 pH A7.4

. 0.2 g EDTA-Na,, 8.5 g NaCl, 0.10 g &k, ZBKERE

e g » 859 gBRALM, ZBKER
1F, pH 6.4.

Hi

1 FERTREHEAN M/ MREFE TITER-SR-EEEAR (BTLHSRE) K
SO MR IMENE] 0.109M #1588 A R FFH % = /MR 32 (PRP).

2 PRPEFTMEZRAzZETF, HTFEETHE /NN, RETE 37°C ﬁi%—d\ﬁj‘
913 PRP #1115 EDTA ABEE . HEER TEEM O

4 LL280 g B0 20 e FFEERIPR M/ NMRAIZETF -

7 PA280g B0 20 2Eh, T HEETREBRMHEINFERSMABERE T 4°C %ﬁﬁo

/MR EEFR 5 RARABRTUEY . NFERT, ERINMR EENEER, FHA
FHRPRERENR. M/MRATEDREB T .

22 3k

Evans R], Austen DE. Assay of ristocetin cofactor using fixed platelets and a platelet
counting technique. Brit | Haemato 1997; 37: 289-94.
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-

ELISA &+ M &[4 M &Z % FA Fin/=

(VWF:Ag)

JR3E

AMEMMAZRETF (VWF) % EFASRAEMARNERRE, MABREHN
fENMRAREMZHEE, BEIRPVWFI S88BNIGEE, BMABIRE
N, BIRUAERTS VWF 6. S8 EANSHNTGERBIMABRYE

NEBRNRHETEK.

ik
o FRERERZEPR0.05M, pH 9.6
178 1.59 g RN
2.93 g B S
0.20 g AL

o FEERERZE IR 0.01M, pH7.2
1FE: 0345 g B —S4
2.680 g BEERE 1M - 12H,0
8.474 g 1L
1 ml/1 PBS it38 20
0.5 ml/1 PBS R[5 20

o ITIRERBERRERZ MR 0.1M, pH 5.0
178 7.30 g 1745
23.87 g BERE A - 12H,0

RiA &

80 mg 1.2-— S4B BB MET 15 mIFTRERBERREL R AP F AN 10ul #Y20 vols

UPUE=RIA=
E BRI EEH

He##

e B1VWF Hifk

igan: kB DAKO a/s f9&HFIA VWF (Production Svej, DK-2600, Glastrup,

Denmark) o

ELISA WM& I A FETFRE (VWEAG) /7




o MEMMESFRICHITL VWE Fiid (125 B DAKO) -

E REREMTUARFF BRI AER . UTEIE AT RHE R e E TR
RISCRAHL SRR B T 5

o —IRMEMFLARAEEARYL

* 10% MEEEA R

1 CEFUARERREEERE kiR 1/1000 IR, SFLANATL00 plo E/MT'H$$EE:.F
EENEE —/N.

2 FEEAWEE, SFMAE0.5ml/1 HERPBS, %Fﬂ%#%ﬂdmﬁé??ﬂﬂ :
E’Eﬁ'ﬁm—lﬂlmo

3 A 1ml/IREE-PBS HBAREMEE (4% 1/20,1/30, 1/40,1/50, 1/80, 1/160, 1/320 tt
B)) FFpNmEE (YFIESMIZ, 3% 1/20,1/40,1/80,1/160 tEB); X FMAALR
BERRE, Z1/5E0) .

5 f£1ml/1 H38PBS /1, #2 1/1000 l:tﬁﬁ%%:lzl_ﬁﬂiiﬁﬂﬂE’]VWFTJ‘LﬂS (DAKO/W
Mam) . BL100 pl i AEAL, BEH, SEEBT

6 FIREVETR; BIBERLRE, HTEES, ﬂm%§$ﬁmﬁo(ﬁﬁ
FHETEIRMASELS. )

9 HIMAL00 ul FEHEDAR, BEREEBEELN 6 D (EEEEﬁE/X‘Qr—E’]’h
AmAMBRHE) .

10 USMAEINAERNERDESFLEMA 100 pl 10% MEBEFREIER N . ﬂn%
ERZ@BERRE, WA RS ERE 10 #E R AE RO M ASHER LS,
REZRBRH#NINE, 710 #ERAMNARRIA R

BEAENHE LR L IOD NEREELFIFOEL, FIEBER. £F58ITE T EE
5503 ¥ —53% FVII #5805 B R A #A -
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ME % M A% EFIRE & &1 I8
(VWF:CB)

-

JR3E

MmEMMAREF (VWF) BZFINEE. 7T HEMEERN FVII NHEEBHERE
BRI FVIIL AEK R ARSREEIN, T ANE T M/ NMRE (LRI &2 M/ MR AR &
(GpIb 1 Gpllb/lla) M Z H M/ MRERMIETH. EE—HILEOFBIEEERE, @R
ERYM/NMRE AR THRSEIHIT.

VWF:RCo (5£297%) B—MEEVWE thiHFERNTENR, BHTETER K VWE B
A IEIRE NE VWF fIsE N BN Bt R MREATETNEE. VWF:RCo #1 VWF:CB 4R
HEXRZH (ERE2H) VWD REGIHE—EM. mERDH VWD Efid, mJH
MEF—PMENERTE, M —IMERELETEAN. BRRZHORENEFR
— NEfR, EREHITEENZHTREENEERRIEN. FLEEETE VWFRCo
RGN T3 2 N 2 RGN, RN VWE:CB.

EREAXEK, THLEE-EMERTE. TEAH 1, AEEM=ABA
BRINEERA . EFRX M ER T A HRRRINIZ AT @A T « NRFEHARE A
BIr=f, B RRHIERRERAR.

R

TECHNOZYM VWF:CBA ELISA if#|& (Technoclone /A&), Vienna. Austria)
REFIEFAWA, EFTF 2°C-8°C T.

FPARER (L 350N M 22 FNE AR S EAS MBI AT 1 -35°C L MR R IR K RE-

ik

2 F0.5ml ZEKERFOEMZMBIZMEE, ME 15 2%, MERTLSANFHE
Ak HEFRS10%D.

nEEDEFEFRESA RS (VW) /9



5 FEHRYFLFMA 100 pl HREFMEA, LR, FEZR (20-25°C) THEE
45 3h. FTBHABMELL.

IR SRITUEY AT 37°C TIFE 10 SR EIE#E.

8 F 50 B EARFE 1 MR, MmBlERC TER. BFHERBERE 60
o8, HFEAEERRG&E. 08 PFL, A 1000 pl ZHiRS 20 ul FRICHERES -

10 SART, ©FLA 200 pl FREHBFIFZIR, REBEHERKE LREHAFT.

FEEE: 0.49-1.32 1U/ml

AN
Favaloro EJ. An update on the VWF collagen binding assay: 21 years of age and

beyond adolescence but not yet a mature adult. Semin Thromb Hemost 2007;
33:727-44.

Laffan M, Brown SA, Collins PW, Cumming AM, Hill FG, Keeling D, Peake IR, Pasi
KJ. The diagnosis of VWD: A guideline from the United Kingdom Haemophilia
Centre Doctors” Organisation. Haemophilia 2004; 10:199-217.
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s EF VIl & &FiXI8i2

JR3E

2 B VWD 2—FHBFVWFRNGREMmZME VWF ZAIENVWDIER, 2
Normandy # (2N) VWD#I4F 2 VWFSFVIIR M/ /1R S 2 FVILC KF
HNREREE. RERLOEMN FVIIHESH 2 ZRER/IER, MMmSEUm R HFVII
RERX. £ VWF 1 FVIII 585 H L IE FE 2N 2IVWDHIRE . MRE £k
&, INBVWD BEFEREMAREBELM: FVILC TFE. VWFRCo f1 VWF:Ag
FIZKEFBHEANIES, 82, 2N VWD B2E A ELEERRMEEE.

FVII &6 %2 —METELISAT AAXRGN VWEFS FVIIZE EEES &R
BRETAERARER VWF, SEEERSVWEFEESRAREN FVI, LEMN
ABHMEMESR FVILEMFAFTSEHCHVWEES. REBIFVII A GBK
YEME LS WMEVII. —ME&RWEVII £ 41185 (Nesbitt et al. 1996) 21 T ik

FRRHFF LB RLIXFIA (Asserachrom VWE:FVIIIB, Diagnostica Stago) JU{5
HEIRBE R ER L& K (Caron et al. 2009) 0 A MER M TF TIRFIES ST
BHRA—MTE. EFEATRILVWF UAEHHMIL, REAEEHEMLRPH
VWE/EVIII . EEBRWEM (8E) FVII E, MAELAFVII, H58EFVWEN
ZEEBURTEE VWF D FHIMER. EWES TRNTTERE, WEERNES
7 FVIIASER 7 | EFRC R R ITA FVIL Hifk. FEXTSRIFHI2HA 2N 2 59 37
BIVWD BE UK 13 fIFEREETEH TN EBEIZEN R BEMNRF M
77100% (Caron et al. 2009), FVII & B2 XN T EZRMARNTRRZE <10%.

1l
o EIXYVWEF GPIbE &L A MAS 533p 5 fEHLA (Oxford Biotechnology

OBT0085, Oxford U.K.)
REFEBMBA, EHFF4°CT. IR, BAUEREERERIRENTE.

e  FVIHI 4555 2.5 U/ml (#0: Advate, Baxter Pharmaceutical)

-80°C T i

WRAEF F A T BB AL Y HEPESIA st 1T 76 RE -
2.763 g/1 HEPES B
2.188 g/l HEPES 2k

RIET VIl £4RRSEH NORMANDY BN EHELLR O |



+ 819 g/INaCl
¢ A 1% BSA
« #H& 100 ml, pH{EHN 7.35

e Coatest FVIII B IX7|& (Instrumentation Laboratory, Lexington, MA, U.S.A.)
—MAFIERBEATHDFR. BEE, FERMIATIET -80°C %fF.

° 20% 2B

o RIRFEAR
BIEIEEXNRREARUR—H 258 Normandy 8 VWD XFREEAR (ANRIZHAYIE)

ZIMR
XL AT AR AR ITRE, MEEMARLENE. SRNN T e,
o ITIRERBIRZE MK 0.1M, pH 5.0

0.5 F&:

. 3.65 g T#5# (BDH 10081)
© 4.74 ¢ TKBEERE 4 (BDH 102494C)

o 10xTris £ #EIK (TBS): 50mM Tris« 100mM NaCl, pH 8.0
0.5 F&:
+  30.27 g Tris (Sigma)
+ 29.22 ¢ NaCl (Sigma)

#3% 60 ml 1M HCL 8% pH.

o UFRZEMIR: TBS/0.1% BSA
1HE:
* 100 ml 10 x TBS
900 ml H,0
« 1g4IMEERR (Sigma)

o MRFFEF: TBS/3% BSA
100 ml &'
* 10ml10 x TBS
* 90 ml H,0
« 3g4IMEEA (Sigma)

o S{LFEAR 0.35M

50 ml & :
« 175 ml 1M S5 AR
+ 325mlH,0
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o FVII N
100 ml &':
100 ml FERE AR
0.147 g1k 55
0.002 ml A& 20 (Sigma P5927): K& GtipkR ALER, HiFl HE
ZHRH.

ik
ZRMATESHT =R, EFRZRNAT, HRCKNSEEENVWEAGER.

F1X (TH)

1 £ 0.1M pH 5.0fTRBR & AR I MAS 533p 5efEdifA (Oxford Blotechnology)
REMRE RN 2.5 ng/ml (B110 ml LA A NS0 plfif) .

3 F& 0.1% BSA 9 TBS (50mM Tris~ 100mM NaCl, pH 8.0) Ji&IR, ZE
IR T % R

4 F&3% BSARITBSE AR XS #R A fh AN M 32 HETT R RS (FRof R BE M U/dl
VWF:AgZ 0.125 U/dl VWF:Ag), 8FLINA 100 n#RiR, BFR2&+4°C FE
SR WTX “BEARE" URE 321 FiRHREE.

YRS
 AXERENFEESGONRMEHTHMRENHERE. F—OBEENE
FAZE/DM 0.6 mIFFIAE-

° SHEANVWEAgRIBREZE 1U/dl (0.01 U/ml), FIFEFHTIHIHEM
IR E] VWEAgIREE . Bila0, 1R VWF:Ag 79 0.90 IU/ml, WA 1/90
EEBIENHIEHEEE; R VWF:Ag A 0.06 TU/ml, ML 1/6 LEBIfERR
AMRERL, DAL

o XNTFRBEFMREHEAR, WEVWFAgKEHEEHKIER 0.05U0/ml (1, &
VWF:Ag = 0.13, Mi% 1/15 LLBIFRE, ALSEHE. ) .

RIET VIl B4 RRSE NORMANDY BN EHELLR O3



6 AT EBRPGEMFVII, %38 TAL00 ul 0.35M CaClL, BB R, &ik—/Ni r
FEIRMAZBI, NEEI—IXRE CaCl, FE. FIRZBEARBTEFo

8 % 200 ul FVIIIINZE 10 ml FVIII #HF &R P HBEFVIIDRE 50.05 U/ml - %}Um
A100 ul, F7£ 37°C BB /Ao

10 LA /535 Coatest SPAFVII R IRXFIA:
i fERRT, EEMKEREY, FERE30 D

ii. REIXTEEARESZIRT
« FIXa + EXfNA3 ml a:s’%k, ZHER2M
«  S-27657AfET12 ml ZKRiEKH

ii. ERAEEMNRXMERRE, BT #ITRES:
« 513 FIXa+FX (4.12 ml) (HreEE &%)

« 113%%AE (0.83 ml)
o 3R 1/10 FHRERIAFIE AR (250 pl X4 & F 2.25 mlK)

iv. SBFLMA 75 ulZRER, RIGH 37°C IHEES2 .

13 BF37°C, HEE®E (BEAE 20494 , FH1.0U/dPRESRLE (OD)
79 0.8-1.00 EEFRINAE 405 nmiFKIEENEE (888 1) o

14 50 ul f920% 28 (H3 2 ml KEEESAI 8 ml /KEH|18) KRIERN.

228 VWFHURIRES 405 nm T 454 FVII fIREEE I 22 o %r“ul%z%n%ff%
ﬁﬁt?ﬁ% (BT “BREBE ) .
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32.1. 96-FLIE EWREI T B

CTL | PT2 | PT4 | PT6 | PT8 | CTL | PT2 | PT4 | PT6 | PT8
1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0

CTL | PT2 | PT4 | PT6 | PT8 | CTL | PT2 | PT4 | PT6 | PT8

B B2 0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5

CTL | PT2 | PT4 | PT6 | PT8 | CTL | PT2 | PT4 | PT6 | PT8
C B3
025|025 | 025|025 |0.25| 025|025 | 025 | 025 | 0.25

CTL | PT2 | PT4 | PT6 | PT8 | CTL | PT2 | PT4 | PT6 | PT8
0.125|0.125|0.125|0.125| 0.125|0.125| 0.125 | 0.125| 0.125 | 0.125

D | B4

PT1 | PT3 | PT5 | PT7 N PT1 | PT3 | PTS | PT7 N

E
BS 1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0 1.0

PT1 | PT3 | PTS | PT7 N PT1 | PT3 | PTS | PT7 N
F B6
0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5 0.5

PT1 | PT3 | PT5 | PT7 N PT1 | PT3 | PTS | PT7 N

G
B7 1 025 | 025 | 025 | 025 | 0.25 | 025 | 0.25 | 0.25 | 0.25 | 0.25
H| gg | PT1 | PT8 | PT5 | PT7 | N | PT1 | PT3 | PT5 | PT7 | N
0.125|0.125[0.125 | 0.125 | 0.125 | 0.125 | 0.125 | 0.125 | 0.125 | 0.125
B=%H
CTL =

PT = s A A
N = 2%01 Normandy & VWD Y8 (IR ARIE)

B AR\ 2B

HHERIR

2 1t Excel 71, BEIFHITIERHMAUTELE:

* A% - Al A¥A: VWF:Ag U/dl; A2 %A 1.0; A3 %A 0.5 A4 A
A:0.25; A5 REA:0.125

* B% - Bl WA BEHER: B2-5: WP BERBFRMNFEY OD
* C% - Cl WA EFEXHE; C2-5: WU BBFERAIEE OD
* D3| - D1 %A NormandyXJH&; D2-5: P> RDFHE&RAIFEH OD

RMEF VIl E &2 8 NORMANDY 2 M & 4§ M &2 7% 85



3 BEEPRZEN ‘BAREOS- XYESRE" . ®EEFREWYIF OD, ﬁ%ﬁu??jﬂu
FHNFIA-

4 HHERS, X #HNIRE VWF:Ag U/dl. Y #iFRE 405 nmFVII S - #
sheet 1 A#x NiZE 3o

5 ERNBERMEZERAMEMESE, RREFERLN “‘BRaA”  H
BEREFHENAIL, ETFy= 0.....x+0.....yo KRB 0...x &R kit
HEBEER/ R RERNEEEL.

Z2 3Rk

Caron C, Ternisien C, Wolf M, Fressinaud E, Goudemand ], Veyradier A. An accurate
and routinely adapted ELISA for Type 2N von Willebrand disease diagnosis.
Abstracts of Congress of International Society for Haemostasis and Thrombosis,
Boston, 2009.

Nesbitt IM, Goodeve AC, Guilliatt AM, Makris M, Preston FE, Peake IR.
Characterisation of type 2N von Willebrand disease using phenotypic and
molecular techniques. Thromb Haemost 1996; 75:959-64.

86 mammzes it



VWF K531

JR3E

SRESTHNIRIER, 72 SDS BAEERK LIRIEVWE ZREN S FETBXHH
THRXSE, ZERARMEHRIBIFCNIARZHITIERS 2. £Enayat 7
EH, DBREVREMLY% Z1.8% 4% (BEN12%,14% F1.8%) , URESR
5 VWFZ B (1%). RS LR ZEBAEEN (1.8%).

%73 7%J8 BT Enayat (1983) 1 Ruggeri (1981) #9737 %.

33.1. VWF S 2K #r TIERT (8] %

B #/8F 8 BA—/A= AZ/A= A=/Am Am/AR
EF8m ENRAT—RE | MR
BREKREAF | BREERNE
RN E fth 2% 1k, AIREHEiE
B KEFHo
EF o= FAZKOH SRS o FA7KOR SRS o FR7KOR SRR o
EHRERAE | BRREH LA
AERE R BT TBS/MLBE 4R
TBS/MLREHR | R 8 K.
FRCHE 8 WK e T3
EF 108 il g KRR | AR AR
", T|INAIR TR *
RE¥E
EF11E B I FREAR
PR P TR
KRR IR o
4 11:30 EEWRAT, &
ZAHE
65°C- 60°C.
12 = ) & T HRRRR
REFEER30
o, ZEET

4°C—/\B

VWE SR O/




THF2= BEISEIZS.
R EIKE R
FIEEH pH.
TR
BB E AR
SRE MR
HITE LR
T4 3= HlFL. ¥ RREEH LB RERBRIT%
MABEMmIE F150 ml 25% B, CERREER
FRAS o 441 TBSE R EWE, #EEm
PA 30mA (230V) | I E FHIE AP A&
FE k30 4347 RAER L.
THF 4= FE AR A REE (45-60
LA, fEmmAE ), TEIKARH
LA R SKAL FIUREIER N
ZHR, i A WURATLR
B E 5mA TEERR o
(110V).
THF5= FAACHORR . | AR IRE .
¥ oaRESH LN | ¥ RS LRE
EFmME25ml | FimE25ml —
—PURRINIEIE | PURMERI I IERE
ERER. W&
AED: AMMETFIRISAE, AR 30 E 60 0, REEASSHETF (W FHR
AR -
R F

FRRNN T ENERRIITHES & A RTIIRARBKRES, 73 pH Eit

T,

o HIKEZEMR: 0.4M TRIS, 0.1% SDS, pH 8.8
4.54 g Tris B (SIGMA T1503)
+ 0.1gSDS (+IeHEmELEN) (BDH 436696N)
100 ml Z @K

£ 100 ml RS, AT R—ERA:
100 ml FEZKEREE AR

* 1.6 g Seakem HGT (P) Zxfg#E (Seakem 50050) F T | & [E H5EAL =X
1.8 gBR AR T =BAX 50 =
1.0 g HEsEA TR A FE (HMW) ZERESHT
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L6BMESREFTAFE A FEZREDNT, 1.8%MNEIRE AN ZBKAERHITR 5.

i UREML2% HERENE RSN TE (HMW) ZBE; SREMNL.8%HRK
A AN ZRESFE(LMW) 31 HMW B4,

ZARR R T 2 R
ARZHR: pH E 8.35

10 fFIRGE &
15.15 g Tris
721 gHER

+ 5gSDS
500 ml 217K

TR
1800 ml Z /K HANA 200 ml 10 fER4a4E H&; BT pH £ 8.35

FALZ R : 10mM Tris, ImM EDTA, pH 8.0

10 fERAERIET R

.« 1.21 g Tris/&E T =F2 (SIGMA T1503)
0.07 g EDTA Z$/#k (BDH 10093)

FAZLIB/KEZR 100 mlo

TEER
FA 100 ml 218K ¥z 1:10 LEBIFRE 10 fBRBIFEARERR, DREIERR,
BimA:
4.8 g [R& (BDH 102904W)
+ 02gSDS (+ZkeEmEET) (BDH 436696N)id%pH £ 8.0,

Tris2h7K & A R-fE 7R (TBS) : 50mM Tris, 150mM NaCl, pH 7.4
12.1 g Tris %
18 g NaCl
© 2 LERIEK
HIAE AR
20 g 5% Rt REN#2
133 ml TBS 47K
PR R
« 500 ul i35 20
1L TBS &R

—#
RPN VWE ZREHIE (VWF:Ag B#FLA; 540 Dako A0082) -

VWE B 89




° :ﬁ
B R MRS TUER (B2, Dako D0306)

o FMRFRREEFRICHINIXFIE (Biorad 170-6432)

*  Gel bond £EE# & (Biowhittaker Molecular Applications 53750)
7Tk

SB1R: Bl RN
1 PR E R, EEEER, &/ EEOENEEL, fh
BIEEISAE 65°C (MMM B ERBRER) -

2 TXATIR, RREAMRKIENR (200 x 120 mm) FERKE “=EFR" EEH,
HAERBRWIAHHE—D UEER (15mm &) .

3 EEIKAERTRERESIERR. TE—RBEER, KRRESIEENE TN
#, IE—MAETEEBTRE CGEKMN) . ERREEEER. FRANE
FTIER, RERHE DI E TN, AA bulldog REE M EAEREE.
R IRBUEIR R ANZE B T KELE.

4 FAEHEEREARRIE 60°C-65°CHTER, BEAFKFIZITHERRX
HAH KRB MR-

ERANGETEERN, EFAAERHABNGE, UBLEEFR ERENE
BRAREIR) -

8 CREHEIKERAE 14°C, FHIE 2 LHEM 10% BXkEH R (FREEZpHE) .
B 1 RN K IE R

10 £ 10-15 EXKHEL (WHATMAN 3030690), $EIFE, HEFTEFMR. &
HMEFMPITRIFET (XBESLBERET) , SHERETUBI=ZREF
BUEL. IRIBERAZEEFREAIHITIER . AREXENRZEIEL, REERER
B PuG5 A A _ BRI HE R, SRKNES TS KEA NS5 mm.
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11 BREENR, HLURSMBHAENFURM. PR MR 1/10
BHTHRE, EEVWFAg 48 1.0 1U/ml, BIMRTRHAERERMK, Wik 1/2#
Bo. FMEFEEAARBENME. (/MR VWEF BERBERN 1/2. )

13 FFLHEMA 20 pl HBREAFER, BMA 1ul 89 1% REME. 1,6 11,7i<1_1]n)\,u:
a2k (EAEEXR)

14 ZERENENET, FARREKE, REICHARTTERZL GRS, 5@
ZEREREL. ARAHER TIE!T30 260 28, ILFEABENEL. EERK
P A FROK S o

16 EFABAEIE, £5mARNERRTEKXN 20/ (980V) . MRBEIS,
IERMEEFEHITAR (RUSER) , WRRRANER, EEHE EfmfF?EI

2R BRREE

18 HEEFCYBRERGA 1 EXE, CREXSH, ZFEFLEEX. MEE,/ﬂﬂ«x
&R AR

20 FREEH ERARERBKNENE, FENERSSHRIET LERER, 7
F—EWANN . HEHRIKEOR

22 FREOMmEECETH, APERENRNIUGERT, _JZFH/}J’éQfE'H;H\@%
HEEEM—SKENBEEER, SHENEAEBFEER -/ NN, Z2F
FAFRERENMRRALIRT, BRIEWMAT. SHRKRTAERTE— NI,

23 HREREETEN (BEIAXFAERRESY LFHERT) | /ﬁﬁé?yﬁ?ﬂ’]:‘imﬂx
ey, BERERKMNBEETED 5 mm NEEY.

2 4 BB EE EMAEE5% BAEGIIHITBS (Marvel) FIZBRIER, Z J51E Stuart
EFEREEREELD 00 98 (HE#KHEF)
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2 6 F§ TBSZE W& i%1/2000%% 851 VWF (8%) —Hi: £ 25 ml TBS A 12.5 ul
PR FHEBRFHPTURIA pyrex 3K IBHRH

27 MFRRZRIKD, FHERRRES TRATEHRERD. ﬁ%%ﬁmﬁxﬁhﬁﬁ%
BARNEMERESE.

28 & LW ET, FHETIHALEERIR.

30 H:ﬁ;&ﬁx@ﬁﬂtﬁﬁ/\_—éﬂﬁW#ﬁﬁﬁrﬁhl_xﬁ gL, F0.05% Hi/m-TBSfﬁ/ﬁPﬁ?z
(100-150 ml/&R) TS, —RAZEDIHE/R.

31 FRICHEM R VWERIR (ZH) #1/2000TBSE iR FHFIT#HE:: % 25 ml TBS
HNA 12.5 ul Fiuffse FHEREIEHAZNET Afpyrex 3 IEH A,

32 FZEMAORSER, IRTRRRAZRNK, FEKEERKRERSH THRAZ f/ﬁ/ﬁ
o FfRERMIVERARE Z BRESE.

33 ZLETF, BEHETEIS LEEBIR.

35 FERmE EMABREAFNEENERS L, B 0.05% ﬂim—TBSfﬁ/rM?z
(100 - 150 ml/&R) HITHE, —RAZDHE/ UK.

36 EREXGFEHEIE (ATFINER) , H25 X WtEEEEEE &2 7Rt
& H102 #1820 ml KMEH R XNTFE5ER, 1 20 ml ZKHFHE 800 pl 25 x
AP 2%, SRIEHFIMA 200 pl i&& A F1200 ul 3% B EEARFAMERS -

37 RETICIEER, B BRRKRHRT Z RARA.

38 FEEKEH WA R Bpyrex3RIBEN, HEHEZFHNENEATES fF?/JFIJ"lJ:%z
B o

39 EEMLEREN, EERNTRHEIZBEET. X—IEJRERSZHEE
45 535
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40 RNZME, EREVRAZKBKED &wﬁm,ﬂﬁhﬂ%@ﬂmﬁﬁufi
—H R

RIERR LMRZNZRERT, AEMNERTESERE 33.2 #TRE.

& 33.2. ZLRIRIEX RIS

ERMFER BX

T THBESFENSZRA EEER
ROFE=ZBEIERK HMWM & />
HMW 2% B fK S HRFE HMWM BEH £t
F— PLMW LN HMWM B H R
BRI ZRE RIGH B R

& 33.3. BRG]
S BRES TR VWE R LR,

1 R82BE VWD £F
2 ;5 2A B VWD £&E
I HEENE, ZBATERR

VWE B 93



27 ik

Enayat MS, Hill FG. Analysis of the complexity of the multimeric structure of FVIII
related antigen/von Willebrand protein using a modified electrophoretic technique.
J Clin Pathol 1983; 36:915-9.

Ruggeri ZM, Zimmerman TS. Classification of variant VWD subtypes by analysis of
functional characteristics and multimeric composition of FVIII/von Willebrand
factor. Ann N'Y Acad Sci 1981; 370:205-9.
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FVII $P 5 4 B E =44

R
(P FVIIL AT M AR 83 7= A P VI 604 2 A et

MESHF A MIZHAAFVII, SBEIERE, SNIRNFVIIA#ERH R R%E
FVIIR R E FREE B e i Tamof (b, HDEI 4058 5 T 1% B N R F VI AR ANl 23t
TREAIEN .

AR AT AR R ROV )
SRR TEVII 3 E R I A B 2, AR B e

Bethesda & %

PAFVIIAE EFEAES EFMZEAFVIIRIE; FiETANEENFFVII
SRARHIFIE Z FVIILIL 3R R 5 fE AFVIIIAYRIR

1 Bethesda BAEX /9: 37°C F/NEY, FRFDSNEMEZRID BI—DEAIFVIIL Y 50%
FEUIERIEI 0=
THR B HIHEIIRNEE

BEEMFMIEEESMBHITELEARS(F0.2ml).

2. 0.2ml EERAMIFHMA02 ml FVIILCHO% MM IZREA (BDZFVIIME) £
HITER,

3. 37°C BER/N\E . SAF#T FVIILC #&0.

AR B E

RREMRAFVILRNE T RHATHE. REFEHITZSDIRENHERE. £27/)
MIFE4ERE, AHTRNZAATU—EREK L. WRZEEXFNHYHEE
MR AR, NAEA SRR TIE SR

BIEEREME (FVIDRESETIOELEN) MASHENAFHRE LIz
-FVIIDREBEAZ9100 U/dl. Aitt, S9EESIRIFVIIREIERE KL/ 50 U/dl.
HFERCEEHRIIMA T BENER, AL, REETHERHAITNEE.

Vil s e 9D



3. A/NRIBEEREBHITFVIILC &0, FRESRESMBMZFVILMRHES

ERFRERBEITENR, HFEMIZIRERERITEESRESYM FVIL &S, 6
e, HREYIRFVILCH 100% -

E#MEMOEREHES, TURARIENN megen XRZERMA pH 7.4 i
01M B, HEEMS 7 BAANER ERREAME. S8 THNRMENE
St NTFHREABOEE, RELRTHHEG. Bk, TOERSFVIILEY
BHIEMERFVIDRA SRR U/mId T H.

BEERE, NELSEAYHERRFVIIKE, FERERRFVIISHEY R
HXRETTEMNFIRORE. (WE34.1. )

ERIVAR A=)

MRIEZZ R (ILEE 9 79)
Owren Z4EhK (WEITH)

o IEEEAMIE (WFE7TH)
D RIGHITE R RS FVIL E NN N IS AN EM.

o REIRMERIFVIILRYE H 5

e ZFVIIME

e APTT %5

i 075

o BRHAE (75 x 12 mm)

ik

$LA-FVIII

1 [FHRBZHREAFBRER, EBRHRERERELRBITHERRE, SENR
FRAF02ml. FEREERAFTHHBBERERE. BIXMNERET®, 2FR1/2,1/4,
DAL 353
A MRBEZAESZIMEIEN, FTRERNER, EANERATMBREE
HARBIERm. ARNNEIR, MRBERLEST FVIL AT, WIHIYIKES
AR R E IRIE.

2 $02mIZFVIIMFWA S —REBRIRAE . BIEREE
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3 ¥ 02ml EEREEMEMAFAEENHEEMNNMEH. FEIRXERN FVII K
SEERAZ) A 50 U/ml. B LR EFHITHENES, FVIILECURA 100%.

7 DINECREIRIEN 100% SRS FFESH AR R FVIIL,

NIERRK R FVII 22318 50%MHRE, B E% RFVIILE 30-60% SEE AR
FNMBEHBREHRATNHYINITE, AZITESORBRRNEGR, BEHER.
& FVIII<25% =X >75% HMEMEAHEENAER TITENTFIN 2.

ARSI MBI I E X, ATLATR & FVIIL %-FP514) B3 78 U R i 25 _F 285 KR il
2 (WE34.1) »

EEE R EFENES AR RTR S FVII AN AIIEIIKE, HUBREEHTRIE. Fa:
1/4 %8R + EERAMIE

F% 4 FVIIL = 50%

MmEEaf (IRIEEKR) =1BU
FeAFEREREE (1/4) =4 BU

pE
+ BRNZREEFLEBRBHTIHYEREN, ZARAROEFVILC 28

RARHAREN . NRFNMR AP ZH 5 U0/dl LER FVIL, WAETHEHIIFY)
HENBTIAEE.

AR T =M750%:

F—MEER, ENRREEEAPREWEEGHEAMAELZHNEF, UM
FENSREHARARMEVIIL. a0, MRFNMIZAE 20 U/dIFVIL, WX
SEAHFEARN A 120 pl EERAMAEA 80 pl ZFVIIMEH K. (EREHA
B, AN EREFEARTIIEEARL 60 U/dl I FVIIL. X#MTEREEH
FEREEMPAFTEHRTHREN, ARZHTHRE, UHBEENMEKATENRE
FVII &HIRE o

I I



&, FULRPFVIIRGEKEET RN FUEE. EXFELT, BE
FEAPUER T3 LB TECH

H—MITAZ: AR, £ S8CCTORFN M RFRRIE 5o, SAFHIRA
BROEAT, 84FFVIL. BTREREAEAMAME, Fit, MHY0E
EARZX MR T RSN

s EXNFURBAHARFERMZFVINMREEEE. NESEEKENVWE, B
MESRANRZ FVIILM AR AR S VWF, NHNHEI4) 7 E AT BEK 30-50% (Verbruggen et
al. 2001) -

5 1: EBEFVIIIKER20 U/d]
YRR IEHSRAMAZ + 0% FVIII

a. IEEBEME + ABBENFENMIZ - ¥4E FVIIL =120%
b. EFEEAME + 1% 1/2 BN MIZ — ¥4s FVII = 110%

BWEM/NNRE, TEFEERN.

a. EERAME + AHBHNFNMIZ - FVII = XFFEAY 120%
4 FVIIL: 120/120 =100%; INHIMIANEEER: B4

b. IEEREME + 1% 1/2 HMBEMFNMIEK — FVII = XIARAI110%
A FVIIL: 110/110 =100%; MFIHIHIER: B

20 BEFVIDKER 20 U/dlL (FEIF)
AFERMEEMLER

IEERAME + RBBMENMEE - ¥4 FVII = 3B 120%
BFEF/INNE, BTFVIIL N,

EEREMIR + ABBENFNMEZ - FVII = XFEEH 90%
54 FVIIL = 90/120 = 75%

$i¥E-FVII

¥ FVII &5 AR T FVII BSRIEARESN, AmERNTEREAMEE. FIE
NERBRELR, BESMAEE ZRETEMNME FVII M. Fit, FHRMOLLRE
BEMMIEE (N) FEBEERREFFIFEE 1 U/ml, #HTEN.

D MRABBENSNERSERETRIBEEHFEARER FVIL A 80% E 100%.
NFBAAREFEENF . BRBRIAERMZRKIERNRE FVI, {E2E4E% FVII RYE
FIERS AR EERL .
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34.1. 5% & FVIl 5HEYEE Z B X R

100% ZR=FHNH 4

50% %% FVIII=1.0 BU/m
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Bethesda B4 /ml

57 Xk

Kasper C, Aledort L, Counts R, Edron J, Fratantoni J, Green D, Hampton ], Hilgartner
M, Laserson J, Levine P, MacMillan C, Pool J, Shapiro S, Shulman N, Eys J. A
more uniform measurement of factor VIII inhibitors. Thromb Diath Haemorrh 1975;
34:869-872.

Verbruggen B, Giles A, Samis ], Verbeek K, Meninsk E, Novakova I. The type of FVIII
deficient plasma used influences the performance of the Nijmegen modification of
the Bethesda assays for factor VIII inhibitors. Thromb Hameost 2001; 86:1435-1439.

Verbruggen B, Novakova I, Wessels H, Boezeman ], van den Berg M, Mauser-
Bunschoten E. The Nijmegen modification of the Bethesda Assay for factor VIII:C
inhibitors: Improved specificity and reliability. Thromb Haemost 1995; 73:247-251.
(for the Nijmegen modification)
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35  EF X i

[R3E

APURAUE R NBRIRTERL, FIXEYHIHF FVIIRIHI G4 27 57 [ 89 Ee 5 7
Zeo ZIQNTTENEBE MR P MAZENINRIEFIX, FHE37°CHEL 2%, <
R TFIXIK 48 o

1P EARIINEI IR E X 9 FE37°C 10 S50 AHRR 50% FIX 5EMHERE .

il
* EFIX N (JLEE 23 75)
o IEERA&MIBIERN FIXHKIE (BFVII MHYR NN ERNEEREMIE) .

ik

MRRFEENGY), WEEENRHTELNHRE. SN, NFEARFRENLLEZ
HITHHHE .

1 f£H 75 x 12 mm ZBRHRE:

o JE: A 02ml BEME (HHEEHNHEA) ZE02mlIEEREEME.
o XfH&: MA 0.2ml0% FIX & 0.2 ml [FEREAME.

2 XHR: 10 /e, FRAXNBEEHAIEANSRBYEHT FIX &0 (EFVHI?EH%IJ%
SM—HE) o

it
THEEENTFYRBRAKREDLEER. IR AHLE 34 T FTid Bethesda J335H
T8 FVIILC M5 E N 5 X1 E .
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& M & F XU 5T

JR3E

AEEHREHTHERERETT. —MEHRNOFATTELEIFFERESES.
AR FXI AR EFRE. EEE62BF, SRMEPH FXIa5KY
(-HMEXIE) BAPA &4, BB FEFENSFGH T —REATEHEFRRKREN
AHEEAR (FXUIEY)) « BAPA NEEES5ZINEAREXIT AEMERIEL. £
T—3EH, Strept-APESIRIRT (BBFRMEX-WIEBEEN) 524 6HBAPA 1E
Fo TEBERES T fELEY) pNPP (HHEREMERL) BRI HEER,
1£405 nm4AbFHFTHE .

AT 75 A2RRF 2B B m IR FIEiR#E (Pefakit FXIII 454 7%, Pentapharm
Switzerland) - XE, HttWAEFF O RETENEERINKTIZ, 88
Berichrom i#{3f|& (Dade Behring, Marburg, Germany), B{1%H T RAEHIAHTRE.
5%l

Bl 2h 2B ma FERNI.

2 MRE\EFEFOHEESR, KRR (R2)ARIBKESR.

4 EMIEMEBRGFCERE, UEURER. Hf#E 20°C THREREN
TR

5 FEENEBRNEBERNIR, FE20°C-25°CTEE TR (14 & 16/ ) -
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6 20 XHISREETBS R1 (Tris 2 A IEEL/K) 50 mifn 950 ml FZR 1K IFHITHEE . m
AIREHEHIT.

7 3mlEFHEFAR (R3) MA 27 ml TBS RUETHER . TEM R3IEEF.

10 E/FEHR37°CHEE 1 ZE 1.5 /M.

11 FH0.5 ml ZB/KEBBROER RI0, F0.2ml ZB/KLHEA=FXESE (R11, R12
FIR13) »

13 AREBREZEK/ICEENREZATIKB.

14 BB ML FHTHE: 10 ul M3 AN ml FHEN TBSR1 4K (1:101
BR) . RITES.

15 FIEATIRERBER:
*  FRfEAR 1: 30 pl R10 + 970 ul TBS R1

o AR/ES2: 20 ul R10 + 980 pl TBS R1

¥R 3: 75 nl R10 + 25 ul TBS R1

* FRfEMR 4:25 pl R10 + 75 ul TBS R1

* #fEM5:10 pl R10 + 0 pl TBS R1

A BER1M2 AEAE. BRERER3-SHWAE 10 pl, £ 1 ml TBS R1 At
ITHRIRER.

16 FI300 pl/FL TBS R1 FigFR="k. FIBF A LT, EBZRNERME.

17 £30F 5 ml RIBKERLETIA(RL) 1B (R5) « BFKAHRAEREIT 30 ﬁ%ﬂlﬂ

18 23 25 pl Ao fd XHRR. SO R I AR FLH. B35 TBSRI 3 EI/TE
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22 FFLMA 200 ul L5E5 R NEKIER R6. EFIRIERNSE FRIZES 10 5.

23 A0 12 ml ZBKEBEMIRT R7. KEFANHERE R7EF-

27 FRABBEIRFSEYAR:
o XFF 96 7L (HitR), 22.5 ml = ZEZRRE KR R8aH N 9 & R8b
o XF 647 (855), 15 ml — ZERRE R KD IN6H R8b
o XF 327 (4%5), 7.5 ml ZZERREARF M3 A RSb
o XWF24F (3%), 5ml ZZEREEZ M RTI2A R8b

ED WMEIATIA, JUFRFIRMRE SR RERUEER. B2, EY. BETIA %D
B, FRAEMIAKR XS B AN GRS H . BEEMEIAER 2T 'Jﬁ—fjaﬁl\ﬁlgla"_é, HFees5EM
RANEME XTI —EEH. A/ MESITZIREARN, ARSI A.

ZRITE
SR REIRBUTE SRR R

EAAENBIRA R RELR, EMR=AREEER, SFfREmRREMEXT
R BN Z. AR TR,

SZIXFEA /XS ER BIODEHBRET A ODEZE, FREEMELGERREHODEERN
EXIII 5& % o
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IRFEHLEM S5 B Ag LR

M

MR AR MMERFEENLRERY, BERERTFESEERENINE
R (WMAPTT) EKHFHZIFEERN.

A S APTT BEEKHE—HERMETUE, RMRATREIEDUE (APA), XEKPH
N ARETUEY (LAC). BRIEEFEMBNTBENGR—HA588EARN
RNHFEFEMAERE, WXEFEFSHRANNBERITES. TEIHEHE
MBEL-2-EEHT (—MEMELESNER) « FIEF—LEZMPTIRIRAITUAE.

EEIENZE, XEVATRSTFINTRERMR N, T8 AR IR
(4n: APTT, f8/RPT) , EREMNSHMEX, kKkIFFBERSMERMEERRZE
FOHRER. FENE, XEPUASEIEIKMET R AHAX, BRI RH.

NFEMMERRFZE R OMES, EYAPTTEKNEEHTHANIEPER T
SAENEL AR+ D BER . HFESMUXHFURIEARERARRGLER
SRXEDRLRER, SEBTRETEY (LAC) WERERN, BEATARES
HRY S22 SRR AT R B9 T3 0%

RIUNRE], RER APTT NTDABEERB NI ENAENREE. BT AR
AR FERE, FIEBEH TR AL R R i EIRE BRI N F .

HIUIRE TR 2 B FENFEN T

BRI AR MR Ie R I K .

SEARKIE LB HIIEE,
WINZINEI) BB A KBV IN

BT EFRM A FRSF ISR (0 FVIILC, FIX:C, FXD)

TR &

KREFHRZINMPZPAXRINMREERTRED, A MRPEFRE TN
BRI N L AER . RAREERRIVMRM—FI7AZER 0.22-p BasdiEE O
EHmEE (BRERMNIXAFNMEEE)  HETERSE 4 TR, FOEELO
PR H B RN M3 AR M/ R ITEL <10 x 109/1 « B FIEIRER R IHE
e NFENEAESR, REMNENTENIEE-XBL (2D 1700g F
D10 98 E) BREAME EMZ M/MRIR, RAE I FRR, EEFEFG

e N
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THEH#TEIRE L. BIREORE, NORBUME, #RREZTFH, BAHE
BERBLORRBERNDEISNL MR AXMTEREOHENME, ik
BRI/ MRBERTF 10x109/1, FIESESTTIRBIUEMIIN Z BT TR VR R
o PAETAREA TR MR X M IR H & o

P I—W_L
F 14 TEFEHANRBTREIRE, FHLUS IS )R] ge FERE .

& LAC 70 APA B94%F & )3z

AFRETUEINERN IRk ES, EhaERREIitSRNE (DRVVT) M5l
TR MR jE (KCT), BFRIE Exner Wik. HEETFIEFRMFFENIX, LU Textarin
Y1 2X taipan SEEASE, URBRRENERNEHENE. UT5HASEXET
BRXENHATTERIEATA

BRERT DRVVTHFREMFRMENINTT A, BRERBIZIRNEREIAMNH IR
RN RA T HER.

THEZAYE TDRVVT —F75E, W ZEENTAPTIM S, HREERNFHEE
BTN EEEES RN

B AR ISTH fERg B AR (Pengo et al. 2009) EI{FEADRVVT M APTTiX
MBS ARBIMIRE, MRENFEE, REIERKBHNEFHTITEENR. FE
B, ATREARECUARFIFZ B EFEIREHAZBNZESR, BHit, 5%
FE A I/ NMRE S BB BRI SRR AT REFFAE (01 TR, T AFREKIBEA LT
SER O R S UE I/NMR A TS k. ISTH SCHRERIER KCT sk i
SEEERE . —LEHA o RBE TSN T5E,

S 3Rk

Brandt JT, Triplett DA, Alung B, Scharrer I. Criteria for the diagnosis of lupus
anticoagulants: update. On behalf of the Subcommittee on Lupus Anticoagulant/
Anti-phospholipid Antibody of the Scientific and Standardisation Committee of the
ISTH. Thromb Haemost 1995; 74:1184-1190.

Lupus Anticoagulant Working Party. Guidelines on testing for the lupus
anticoagulant. | Clin Pathol 1991; 44:885-889.

Pengo V, Tripodi A, Reber G, Rand JH, Ortel TL, Galli M, De Groot PG. Update of the
guidelines for lupus anticoagulant detection. Thromb Haemost 2009; 7:1737-40.
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P ERIE I 2 8] (DRVVT)

[R3E

EIEER (RVV) HEE—FREEERE FXINEE, FERERE. IS8 FMFV HFHERN
FHTAE—PRERNERE. BRESRMEEEIZIXRIILAC/APA NEFERH]
k. BADRVVTHIIEK A BBEAEEEII G, (EMAIRERB AT I, V, X T4
BEARRZHFEASHE. MRIQCNERRA M ENIEECENEER, WA
SR/ R M/ NMREVRBEIEE S DRVVT, &R M/MEEBRE AR, &%
FERBUU EN RSB T,

5%l

DKRE (EEMRZE &) - 0.05M pH 7.3
34¢g NI
5.85 g Sk

1. FA800 ml ZRIBKARE.

2. #H IMHCL¥ pHiAEZ 7.3

3. ARBKERELF

* EHEE XK (Diagnostic Reagents, Chinnor Road, Thame, U.K.)

1. £ 0.2 mg KEFHMA2 ml ZIBAK, FRER 0.1 mg/ml.

2. £ -35°C REMERE AR, 81520 ul.

3. EFRY, MAFFRARKERIRIZKL 1:500 FEEFIFERE (10 pl:5ml) , AR
##E RVV (DRVV).

e H®EBE (PL; Diagen Bell 1 Alton Platelet #{X &, Diagnostic Reagents &,
#b4k: Chinnor Road, Thame, U.K.)
RIEFERNRAS, ARBKER.

* 25mM SLEEARR

o BWURRIRIR/BRIREIE M/ NR
ER AN NMRESREBEH/RTHE, URBEREHNE. ADRERE
—MEEMNTE (WP123 “DRVVT BT FEM/NMRAFIE" ) .
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. EERAME
I RAF AR AT IRR AT AR M/ ZE I 38 TR B, 9 b SOREA 4 o
k. fERE7 BHRRNESESNEATEERSE, EFRSEa NRER
SRR BE LK.

3 MA01mlHREHN RVV (RVVAERER) . £ 37°CREHME30

5 IERBHREZMAE. FEIREEHTRIR.
EERAMPREMATEN A 30-35 #. 1R <30 %, RAERVV IBRMAEZH
RS R T — SRR MR >3558, NRMAEZHRVVEER. SIEE
SREMPFHTESENIR, HEERMAEXED 30-35 Bk

7 A1/ mENM/NMRBERREREE, EESE 15,
WMRE MRS (ZBIH 30-35 %)) FEAKE 35-40 #0, NIRABEABMMRIORE LR
BlE, EAMEIRIE XS REH TSI

NSRRI A (a8 40 &b, NIERIZ1/ALLBIFHRBRNBIEEE SR 1-5. REM
B EB%A 9 30-35 &, NIEERIZ1/16LLBIFFRENBIEEE LS E 1-5. MR EMAT
859 35-40 ¥, M#HTT—LE.

8 (FAIZRVV AR (RN ESRESMINEERN30-35 ) MEEHRER
(M BMmAE R 35-40 #) , EESE 1-5, BIEERAMEEHABEMIE,

9 IFEEEZEMIZH DRVV KE (DRVVT) EEEREMME DRVVT Lk, HUFKE
DRVVT tt{&.

10 AAESFEAESREMRMZXMRBRIEESE 15, BRERZIFNS
IR BRI/ NMREREEAE . B M/ MR FIFER (PNP). B 2 H1, OB
ARNEE 2 2. HEASMNXMRMERRES MR ELER 7 PNP.
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ERER

R A IE % 2N A M M 3R E Y A DRVVT LLEMIERSEE, W% 8 WhTk. PLI
DRVVT LLERIEESERE (FHE+2SD) BF A 0.90-1.10. DRVVT LEERIEKR
ERT LV, X AHEEERNRE, RAAIEANHEENEE.

BEAEAY DRVVT LLEIEKIEPND B EL{E T RS 4 IE N R R B BBk AR fLid.
IR, ERRNEFHRZAREERHE DRVVT # PNP ML EHEK.
HARGFERRAUSES FETNBRETEERLNER L.

PNP ;Ui ¥TDRVVT B9 4 IE
FEKAH DRVVT ELESB UL ES T ZE EEEREZE LACEENE J1iEHE.

BEERLT, PNP EHEARGUEEESECEREN. B RUREELAC TGN ERE
HElEAfE. — M ERITEYETSLE, B
PL YDRVVT Lk - PNP EE

PL BYDRVVT Lk

ST EEBEMNEREEPNP A4 IE >10% , NIEREES LAC.

100

i
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38.1 DRVVT BT L& M/ MR B9 6l &
R

Tyrode Z&4 % pH 6.5

e 8.0gNaCl

e 02gKCl

e 0.065 g NaH,PO,2H,0
e 0.415 g MgCl, 6H,0

* gNaHCO;

BRRET900 ml FRIEKH, FIAR pH E 6.5, ARBKEETFIFAREE 1 7.

1 FEEMGERETURMEZ R TI170 g (1200 rpm) B0 10 240, IAFIEE M/
M3 (PRP).
5%
15 A F A BB ATT RORYE ML/ MR

3 BRBEIL/NMIMETERREERSOES, HEZRTEL850 g B0 10 S8

4 [FHEHEZEER LER, A Tyrode R EFOREM/ MRS (NA
5 PRP EAFFEEEMNEHR) WATFTIALL 850 g BlL. LIFREERIX.
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1M /> T e Ml ik

/MR EZBIUATAFH TS5

o M/MRAEME ME R NK TRETEMKRRTE, <FRERR. E@IFEN
Bk, BEREPZK—DHIREDET.

© B ERXETER), 3 EREMRERNBRENSBIRRILEEN~%, &
W R M/ NRBERERS , 2 i i MR /MR & A B SR 9 I T 4R B o

M/NREE K EREASEMBHE mEE, TER2HTF M/ NMuieFIER T

¥, RENFERBITREMEENRAES R,

M/ NRTBE SR B B M/ NRUBU D REFE IR PR L FTRILA B FAREEIR, FoR 2RI L
MR (AFEExFERK. 2. EHEEN. KAKE%) . I/MIRBEEES|E
BRABRENHDMER. EETEREFASRS FEIIE L M.

Mm/NMREREEFEEE DR /MR I HEER Bernard-Soulier ZR&1iE-

XA H MM ERNBERTHAN, REFANRABLETOER. MRARE.
M/NRIHEONE . B EDUE (ERSE 11 ) WREEEMNFIENRK. MR
ERMELEEEN, WERRNNR K E L MAEK A BER 2 B F I/ NMRERFE TS 2.
HYLHTHER. FLEAYRIZMI/NMRINGENQNER, SFHDRE. F,
BRI A P PR &) DL AR B 25 R S2AR10 RAYIUIRES R
KFAFHRMNMRINEENZ9H55R, 1HS 5 T X5 BERE MRF i< M/ MRIEE
MiXTER o

S—MAREIFENEZIRNE N MREAEIRE, TRAT.
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39.1. Mg 45

LS4 M A p0 MR YT 4 AT 4R /R ML/ MRV BB M TRE . S MR AR FT A IS, M
A MR Y 4R RO FE

X

BEENTH40% LA ERMMER L. £—Lm/MRERFEAERT, MEFLERDRD,
R 2 M/ NRTE IIERS

E
o MEMARFEMBILEIERE, BT MRAEREIKE L.
o MRAFUNOTREEBRDUERFTE, MM A EE SR MBS

22 Xk

Chanarin I (ed.). Laboratory Haematology: An Account of Laboratory Techniques.
Edinburgh: Churchill Livingstone, 1989.

Guidelines on platelet function testing. The British Society for Haematology BCSH
Haemostasis and Thrombosis Task Force. | Clin Pathol 1988; 41: 1322-1330.
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39.2. M/ &R IE

[R3E

LM/ MR E SR, EM/MRMREBEE TR ETERNEEMERRARZE L
BURTF /MR EM, ERRERERENEE (W M/MRITH. BREEE. &
) FEREEEN.

ENE /MR IR E—MIBSTINER T AR ENZTAER, B RBRM/ MR E S
Mg .

EAEEIERICRUN M/ MR ETENAZE, MMERATUERBERIZR.

REFLOEERBRIERN—LELRIA (Jennings et al. 2008, Duncan et al. 2009) F1¥5w
(Bolton-Maggs et al. 2006) 24 H AR

M/ MR EREESE I

HFMEEMS FIERR Y, BENIKEED 10 RAFEASHE LA LS
¥, BRAEIEESRF AR F0X L2 3T M/ MR B SR 208

EMZIM/NMRIIENE A NERKRA, EOEAYMBERRZFERME
ARSI . XL BIERLFALIE. FIERTMIMERL . ERIT I/ NMRTIEEN
MBI R G #ITRE.

AFAEMASFIHI/IMIRERE, RILERASENNEMERR B THR.

WEHRERN “IEE” KRN, SFBEF. 2. & Wi, =, WArseiisim/
BE. EIHHERNNE R LERZNZIE.

& M /)MR AN = 10 /)47 0 3R B 16 &

M R B/ NESRKBRZE VB T RE TR ISR L, FHEA 26 1/10 AFRHMHEERE (0.109M)
MEBERBRENNERIBES. —ATENRERLARAFE20 ml MK.

ORATEOE MR, BTAMR R FE 20°C - 25°C T4, =M/ M3 (PRP) @i
FRASFE20 g B0 10 & 15 50 3R1E.

¥ PRPNVOBEERGHBIRE, BEMAMARIAMBESRE WMREMAEZ—BS
HISSEEBES]) o JPRPTE 20°C - 25°C MR%E, EEMIR. XRENEERE T
Zo5k, BEEETEMEGNER, Hit, REMENPRP #AEHEENEE P IRF.

FARRIMRLL 2000 g B0 20 4354, IRERZ M/MRILE (PPP), F#E 4°C TR#F.
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XNPRP ZHITI/NMRITE: M/MRIBESENRER NNESR, B4 K%%E PRP
M/ TR —ESEE (200 - 600 x 109/1), EiLiZEmMFEEM. FX L,
BiHERA, AE—2EEK PPP %% PRP AIIFISIINRERNMER, X7
fe2E A PPP A A BER A H TR SR E B 0SB/ NMREIMR B e —F4
i, (Cattaneo et al. 2007, Linnemann et al. 2008) . & FiXLRE, PRPM/NRITEL
HELREREZN, BERNBIERE.

NS PRP 147 (>1000 x 10/1) I gt 2B R R M. Hit, F/NMrzeREs
EAENKFAREERRN. XABIFABEBSHNPPP HEEPRP st FHF, @0
MR EERAR (<200 x 109/1) ATRER SRR R RMES. W48 M/ MRESE E S ZREIES
Theeti®, B AREINUER. B2, £ PPP F#%FEE4E PRP M IEEXR
M 3R 7] A F EE R

/R ESE pH &#EiE, Hitt, PRP IPHEN 4 7.7-8.05EE N 1 PRPIRTE
EZEAMNRERN, FEXMEHENSRZEMR, 7SR RFNREES.

R

ADPHIRRE B Z EMIRA I 5 M/ MRER LR R RS, MfgUE M/ MR,
EA—RIIRE, MMSEBIM/IMREETE .. W EUERFRATYNRER, &E&
Sl M/NMRE .

RFEMAFESHIEE. RE, cHIIMTREMERANL/NMUELER, &
KSHMNMMREER. ERNEF, MMIEAHN—HREERERRERS, SEWRL
TR BYM/NMUBRRIES KGN, XML ITBTIERNES M MRESE
(ST .

TEF R T FRER £ 5 R B DU B & Fh I/ MR D) AL SRBE MBS
BREF -5- Z#5ER (ADP)

1mM/1 Z$EE 7R AT F OwrenZZomiR (OBS) #E1TECH], #HITHIRFE T -40°C
RE, BEOARE=TH. AR—Bf%, NE=Z/INRER, SUKERF.

SNTREFR, MUF F OBS T HE—HHIMR. ADPRAIEIAVATRBLIRE.

* TE2 umol/l B, ATEFAFHEX YRR EMN XRE: AIEREKFESTES
MEEEN, MEERTNIEME ADP BB NR MRA, (TXA,) AR SE
Ay M/ EE £ .

* EF2umol/l K, MR IOMEREZRKEE R XESE, BNET ADP HEERE
iR, BEVIRBEITHITE.

* 3umol/l ALK, ¥IRBEBEIFERI, UETHETRREHEUXS.
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ADP A[iESM/MRIFARMERTZ R ARIKTZ, RSB/ NMURBRRNEEER
B, BXABEVIRREZMN A EER.

5 EBRER
FHOBSZ M i&H|& ImM/l FBEARENEER. EICEMFER G ES5ADPHEE-
SNFEEREmMS, HFARENRNIEXSS ADP #1{1l. A, ERE KB
EHNBEAT, VIXRBERSAXEWEH, BN, BMEEYIIXBEIEERIITRSIER
—REBE.

R

fEE % B & Hormon-Chemie~ AR Bt SR R4 (1 mg/ml) 2—FIEETR
ERPRER, BT ZNA. AEEEMRBERER. BF 4°C TRE, £
FHBNEBITHREZH, BIGHEHRTSRS. EPRPH, EEANKERER SN
0.5-2.0 ug/ml, MEBBFEAIEERATE 4°CRE—E.

ARREFESHATHIAVIIRSE. REBEBEFREALZEREZAIHIRHIIN R
KHGRE. AREZH, /MIIZRISESEERENEEZM.

BRIEANREREETNE. RN EFFITENYH (n: S54) 4
ANRNERFEEZNEMW. FXL L, RIEREMHAE, FEBI—BERR
E3ell. B, EERENEERFULEIESMSZHFEER, MRREFELR
£, WNEFIF-. HSH Jennings F A (2008) HISCHR.

WIS R
EPRPH, HHHPEBRARKIREN 1 mg/ml i, TERHAIVIRBEM _RE
£, BEeFTLAREN, BTEEERAR, WFABALZEEFHF.

YIRBEAX MR pMERENLZREFHSERTHE, M ORRESHT RS
MIBRERUR &L

A P IER
FOBS A ENBERTN (99% 4hE) , EFHEREXEFIOmMM/L . /NESRIAR
METRERB/ NP AHBRIUESR K, BETER, T20°CUATRERSE.

REREHEAN, A RENREH.

15
AR WR—HHhMmARD PRP, MATHEERE .
e ADP

12 1/10 %FE =100 M (B10.1 ml 1000 uM 5% + 0.9 ml OBS)
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A ERADP, HI&RmMHIIERE:
20 uM (E0.2 m1 100 uM + 0.8 ml OBS)
30 uM (EN0.3 ml 100 uM + 0.7 ml OBS)

HNHAEREENN, TREFERMEIORE (BIZH, 10 uM, 5 uM)

o BERE
& ADP BRI 5 AR
o K

RORIETE OBS R
#1/500%% (B00.1 ml fE&AR + 4.9 ml OBS) =20 pg/ml
% 1/100%% (B10.5 ml 1.50 #HE& + 0.5 ml OBS) =10 pg/ml

o WHIEER
RIBATISMNEER, RZAMERIMIKE: 15 mg/ml, 12.5 mg/ml, 7.5 mg/ml 1
5 mg/ml

o RAMEE
10 mM/L

TTik

HAFE O SEIM/ MR AERSE, B, BEXRLIE PRPFIE & 30 25 AFF
¥h. #F7l2, PRPHIFE FHY 20 = 30 £ $0HEAE M/ MRS ADP IR MR, B2, KM
FE /N R SE ARAS T o

1 RIS, MEE 37°C, R BHEEEIRH 900 rpm.
FLESENERMEE, Alt, SPMBENREEFERAICRAN —FEE.

E10mVRET, ABE1IM2FEHAN PRPIRES A 05 FM55mV ((R3E& 0%
R%) , HNMTEE (FERAPPPIRE) HFH45FfM95mV (KK 100% BE) .

X FEMAMTES TR
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E
* XF ADP M'E EAREK, LA 20puM SREFIR. EPRPHMILIRE N2 pm.
o XNTFREEH, #H 10 g/ml ABRE. LREFN 1 pg/ml.

o XNFWHFEEER, FH 12.5 mg/ml FRE. £/ E 2B B VWD B, BHN
7.5 mg/ml F1 5 mg/ml FRE . £ PRP FLZIRE 53579 1.25 mg/mls 0.75 mg/ml
#0.5mg/mle ZARXS 12.5 mg/ml RE R, MEEH 15 mg/ml FIRE .

MRM/MRS 0.5 mg/ml FBEIFEBREERES (2B 2VWD S/MRE VWD)

RSN EARMB AR T H ERRIEMRIAER KT, 0 PRP,
MM EB LR,

FIEDTA 145820k f%PRP 3% (11: 1ml BEMESMAE X 3) . £
MmN EFREREMME, FEAMAEREMHERESM/MT. A
0.5 mg/ml BT EREF .

RENFEUTRIZ —.

& 39.1. RMER

£# PRP SBEIM/R IEE /MR

£ PPP E% PPP 2# PPP

BE TR B4 - 2B & VWD

BE&E BLMHEE T M= /iR E VWD*

*JFTF MR E VWD, 1527 Franchini Franchini et al. (2008).

REENRIE

© MRBFACNHM/NRAEFELBENRN - B, MHBRMEES TARRE 50%
E, SRERESTHRRMS0% AL - B4, FRESHKRE, BEREE
BHR .

© EEHEEMBRMEAERLT, EUTEEBRNRN.
° MRTANBRRRN, WHAMEER A2 F/H558E FHAEHETNI.

o HM/MRBERTEREE DGR, NWERRERERN ADP ' _ERE I
BHREFIERNMZE. FRAKREN: F£PRP ALRE S 2 uM, 1 uM, 0.5 uM,
0.1 uMo FERNIXLEFHMFTNIESM/IMREER], TEHITELAMERERN:

1. 505 mIPRP ALLBE, ZEBRNEEN.
2. Y15 minAHI A B E Tk .
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R PRP B E, ATFIRELLEERNR/IMETRA 0.36 ml PRP + 40 ul#zn7 o

© REREBELEHREUEFESXHEHN PRP ATAFRUIKT. Fi2REER
REN, I—HAFEER, AABLANFTRE, FERBETHERE
Bfo UM HXRMNEREEIRENERTHTTESEETE, UHEY
fRIRBEER

ZRTE
S RIE R T = AT AR

1. AR ENSSHAXEE THENES L. XERTENTTE, BRETR
HRTREHATIRNER.

2. BEFIEHVGERER. IRPFTRER, BATERBREERET RER.

3. MEIFIFIRRENMSE, B, WFRIESSKREAFNREETNE (XEERE
PRP) »

FEIRARE

BEREMNMREEEXTEEREE. —ERRARIURSZMER. MiC, X
NENBRESEARENREZAERZERER

ElfEant, ARG ERANIZEER, —ERERXNRGIZIE 39.2 Ao,

B 39.2. BN m P M/MREELS R

WETEEER | HYTRBER | £Em | EER
b3 ADP iRl 1.25mg/ml | 0.5 mg/ml pefiny E
1 A1 2A B VWD N N A/R** A N N
2B & VWD N N N H N N
ERM/NMREETE N N A A N N
1M/NR Fe 71 RE A N A A A
gt P/N R/N P/N A R/N P/N
IR LBETRpE" R/N R N A R R/N

N=1E%; A=7%; R=TF; H=RKMHRS; P={XPK
* R ICMIER R E 1 8 VWD A REIER
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/MR T e
IR MA AR NE R

LHAFREREN, #H—
BBERRN.

o3t — S5
BRERTL, RFESHEEL-RUREREN—EE.
FTHHARRERN. SFENELNMIREREZERSEIL

797 BB#EI2 1T Bernard-Soulier ZZ&{EMM/NR L JIEE, BENBEEERH#HITEE DT

AN E M/ ADP A=

MERRE (ATP) NER 2L E TR ATP 5 5-R 6%

(RFE) AR M A M MR o

& 39.3. WM/ NMRINEERIHL AR E =

FUgs FISEREN 1/10 f6FH.
A 8] % PRP 30 2 FF2A MR o
1E SR 5 B/ NE N T2 RS S
B NESBELOERLMEMAMEE, EXREERKL/NME. NEZET, M~
2 4°C TED.
Mm/NRITEL | < 100 x 109/ FIMRIT AT SBR KIRE . K55,
> 1000 x 10| & THH AT S EU M FE{K o
pH <pH 7.7 MHIE .
> pH 8.0 &R E &,
REERE < 800 rpm F B &EFEK.
> 1200 rpm £ M/ E
AR )EY > 55% FRHATFITHERIREREN, BEZDSRELD, Fa2XSHEAIE.
BE < 35°C [FFTBAAHMNFINEMRTENBE TR, BXHEFIE ADP KN 7.
fg BRI I F R E T %
hkEEsE | TSHBEENBELMEE.
=8 BRERT, REXNBIRZEGE. M/NMRITERBATER.
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Mm/MREEEFR TR RGHESR
PO R TR :

. MEGUR

N AR oLl

- KRB RMERS

-+ AWRM

- BEREINIRE ABE

- IREAM/NRE RO &

- EREIRAT D IR R RO

- MAMREEFSNRRE

- BMERSMERBRANEREREREE

2% Xk

Bolton-Maggs PH, Chalmers EA, Collins PW, Harrison P, Kitchen S, Liesner R],
Minford A, Mumford AD, Parapia LA, Perry DJ, Watson SP, Wilde JT, Williams
MD; UKHCDO. A review of inherited platelet disorders with guidelines for their
management on behalf of the UK HCDO. Br | Haematol 2006; 135:603-33.

Cattaneo M, Hayward CP, Moffat KA, Pugliano MT, Liu Y, Michelson AD.Results of
a worldwide survey on the assessment of platelet function by light transmission
aggregometry: A report from the Platelet Physiology Subcommittee of the Scientific
and Standardisation Committee of the ISTH. Thromb Haemost 2009; 7:1029.

Cattaneo M, Lecchi A, Zighetti ML, Lussana F. Platelet aggregation studies:
Autologous platelet-poor plasma inhibits platelet aggregation when added to
platelet-rich plasma to normalize platelet count. Haematologica 2007; 92:694-7.

Franchini M, Montagnana M, Lippi G. Clinical, laboratory and therapeutic aspects of
platelet-type von Willebrand disease. Int | Lab Hematol 2008; 30:91-4.

Jennings I, Woods TA, Kitchen S, Walker ID. Platelet function testing: practice
among UK National External Quality Assessment Scheme for Blood Coagulation
participants, 2006. ] Clin Pathol 2008; 61:950-4.

Linnemann B, Schwonberg J, Mani H, Prochnow S, Lindhoff-Last E. Standardization
of light transmittance aggregometry for monitoring antiplatelet therapy: An
adjustment for platelet count is not necessary. Thromb Haemost 2008; 6:677-83.
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http://www.ncbi.nlm.nih.gov/pubmed/17107346?ordinalpos=39&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/17107346?ordinalpos=39&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
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http://www.ncbi.nlm.nih.gov/pubmed/17488697?ordinalpos=36&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/17488697?ordinalpos=36&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/18182038?ordinalpos=18&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/18182038?ordinalpos=18&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/18182038?ordinalpos=18&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DefaultReportPanel.Pubmed_RVDocSum
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HF KT THTHSEEEKNERRGFRENMIE. Fln, X5 EH
FHEETF ZFVIIMLE, XFHMFELEET 200C REREETEZPUREFRER
F, MTE 20°C-25°C TRBRERERENE (&KXZtX) -

=g pfiks

1% o M3z 1 HHUETIAIEEBIS 0.105 - 0.109M 5B IR A MERAk M. L1700 g
B0 10 28, SREWE, HE -55°C TRESHFRENXER. BEFR HIV1IHM2,
FLHCV, 1 Hep B SAg &R A A M.

M

° A REEARN 13 mm MMA 2 ml BRFPERIEE

* 1B mm AKEFRKREHRE

* 13 mm ZEEAHITRMEF

(FrB# Rk B T Diagnostic Reagents A F], #ifik: Thame, Oxfordshire, U.K.)

° RATIREE (Supermodulyo FINZEFRHRAE R BT Life Sciences International
48], Hudk: Unit 5, Ringway Centre, Edison Road, Basingstoke, Hampshire,
RG21 6YH, UK.)

* N-2-FZENRE-N'-2-Z 8 (HEPES; BDH Laboratory Suppliers, Poole, BD15
1TD, U.K.)
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7 SMRFEARKE, ETEEMFREEERS . BRZSSTEHEAMA.

11 FRERBERA AR FIIREESE 0 ENERER =

12 BEIR. WREAMDILBENALTBEE=FW AT, LBIEMRER. ilﬂ
REEMABER, MRSLBFEERFRE, BAEF-

13 BYENRER (/L2 A RAYESR) %ﬂy‘cT}J%E)JJ_TJIPﬁiE’J%%EIEﬁ%E
HTRE

Al'
i
HY
St
&F
_|
|—\-¥
53
E
%
lﬂﬂiﬂ
ay
=T
R:)
\_|.H
i
~
&

19 ATHREATFLEANREZE, MAEREEARRABEB4ZE6 N/ NRFITEN . #A
U PT A1 APTT, EEZTRASET 6%-8%.
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I % 48 BV {5 A0 48 F

M

ns, R ERMOMXAERMSCIE YT ZER B2 B NEEEFT
o, HAEFBEXRFESZINAGER TIEFEHITHREN, MMmAr{#ESLie=mnl
MIERESRERNT BT E .
1M B & F BT RIR . B TAHHEERER BN RE 37°C MERERENF
LS O 2 MmN AR AR, 20 42 70 £4, LI TEFFMIME
BERNAHEEONFTEF¥ELRSE. i, 2B ESEIRUIRETCETE
RE®. M4, SR/EHFELEBERGERZNFTERETHITRIL. ZBMBZZEN.
BRI A TEF T AR A
1. MU
2. HF

2.1 FHE

2.2 EEHE

23 BEE

2.4 BIEE

IR AEE

R ERETAEEAT R EMRMEEIZMNEN. ZRENAHSRETEN
ATHOMXRERS.

55—t A AR SRAQ N M3 A R AN BINERIN IS B . NIBINEK 2 PIREBE), A—Fh
B EMIEE)T7 A MR R M — @ 5 —WIRE). EEFEERMRIZR, M
FEEA, HATESNER. SRNIRHEEIATTEKERN, T EE, Bl
REREIRS A

LB T AR ERATENERE, BNTFEDRIEN B E RN IR
I E, FEERR, HREFERDARER, RERFEN. STEEREM,
MmieHIAIKAE, FEMERNVUER . SEBBEHEKSFASEER, B,
1HEY881= 1E1HEY (Thomas et al. 1999) .
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RFBDAXEERIE

KRR
AFZRFEZET ORI ASIRMIZEFER MRS MK, m32/157/
e EEEFET L. WUXETL, FARTELREREEER LTI E.

Eb i R

BLEARFEALLRRE, ERIENF, BERRBEaEEtin. BIEHH
X 90 5 180 R RERIBUL AU A, RENER N AE TES ERICR LR
M. SRLFETHERTESTAMESYN, URIEIEHE (180 B) Mi&
BOEAE (90 F) TS . SESTLSESCNERTBATEKER, THhY2E
fFlE. MR ZATMZ FRIBESERIES N ZEBE ST HEERTRNEMIEL.

EERE

ZREETEA-—FMEREHENYIR, WIEREHE, HhHERE (pNA) &7
FHo £ 405 nm AR REFT. BERNEEN pNA SEREESRLERY)
(Rodak, 1995)s pNA 5—FFIRA1ZMNERE LML E F2RRA R DS S BB 7
FiER. BRNIBEARBUTHERERFIZEAFEMRNECRKY, FHERpNA.

RERES pNA BIEMIELL. KK 405 nm RPN TTENF . FEE#Esk
M0 pNA M B, HANBEEEN, EEREBELERAZL (Rodak,
1995) .

SR MR RERBERE—EXSH, fW, NHMEEESE. RYIEENU
2RI (BN, 500 nm =k 600 nm) , NAFERNMREZRK. &K,
ALMBAIREM MR EZR K, BEEHE 405 nm, FUEENAEBRNETRN
MEEN (RBEYE) o 720 #4290 K, ALFIERRINLMA T ST
%, LR ERR—A{UEE EHTARE T AN .

RRFIRE

FENEEENIRBA—RATRUTRE. SEXRBYIARMIDERR. HK
KA FEZFHNERN, NFRECEZLRED. R, DRRPHTURS AR
A, ATHRMRIRALUA £, AT EERE, MmERk. SRR
HEREETRENRINEKE, WRKESZ L. REEMIGMSRERIELL,
BREHAPHTURERIEL. 20 tH22 90 FRIE ETiHMNE LRI OTA I
KiK. BE, AR EEMBSIUNEREI LD TN TR R ATRER N .
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B 41.1. EX S HEEN AR = FER =

Fik th B
WiGE | FREOSUADSYEBENTRE | AR MR R MR
- fEFARAC AR - AHEARSBRONE, TE
- BENRAERSL, THEEL M 28 RGRHG
kg | IR MREROER - BEM. A, HEARMERS
. EEERFRGETNAN/ RN/ | BREMERROFR
HEHTRIRE - ERARSEBENRTIN, GER%
A B AL T BRI
- BFRNFTNER, SBURER
BRI T ST
bk | BESRESSENTRNESOE | R T AT
HER - RFAE
BEE | FREERNEGES - FBUEEH A PRE]
- TR T AE R A S8 - BEIAEBHRANEL, BE
. BINTRNTE KA AR
- SRS EAEE TRERE | (EERTRAR
REZEHE [ TEENNTRSEEL - ATHHTHNAF R
- ARSI A - (BERAE
R ilpEN=

AL = HE{L Bt =
1. BF TS, EIENEERE (Rodak, 1995).

2. HETRNNEEM. AdE, FIRMNINERTER, BBEI20% HERR
¥ FESURENRLNINRE T ESHERS. R, EFHNSREATR
R, RNBAEERTT. BTEEMRER, FREATRE, TRAKLET
5% AT, EEFLMIRXA 1% FEIEREERREQN, FERIATIRE, £
SN EHRER R

3. RRIR T HAMILTIRI AR .
4. EFHEEERTTENEFRERSR.
5. B RBITREBRN, BRIERNSITER.

6. fEIT BN EARBETA BIAYASN AR 9 AT &E o
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7. AEHEARE R, MRS 7T RLKHR SRR XERKNREE L
FEAR THRIEBBOTIBORAI XS, RN FRE T BB AR L ST HIRR AT RE M
A UHERRBRTREEFNFERS, DENIKEILHES CBIADE MR ML
R B R

8. METHBEHA. RERMX RSN . MRYIRERTERNTTENLMET
BN, WEEFT BETH—SHE. MRIEREAERIETYLETERN
JRE, THRREFENTFREN A BB E e,

9. REHAMNSEHRERS, EERFEEZBIMAHELRE, TEATRINRE
B (a0 WHRE BESE. H#ABL/NMREEHIHER) -

M%7 BMPABRRTASERMRMRR, URIENANBERENER . B
NREMRHAGITENIRERZIRENTE. REFMENRE, IRELR
BRI A ERERRMEE. XEURBTEEHNEARLER . FEMAIRLL
REGES, AAERIEE-—ESm—LER. Fit, RIESTERTENE
HREERA DM

RELRETFFAWLREHHTEENITMG. WRATIT, WMSELRERE
RENEENERZIEETEEN.

M SERTXTHTA X ER B TIRMERY, B AERBUTIOEXN S (OHEITEER, w:
° REHA

o IREENEATNAI EM

° EEATRAE

° SFEH

° HEEIHKNE NIRRT ENER

° WIFFERFFIRE

— IR MEFEM B AL AR
FRECHESEFNRFINREE

o MMAFMIXAY AT REME

o FINRERFFEIFUISTHEF (Rodak, 1995)

FEEBEREN ZHSEMEUR M S RIBEVLES AR E DU e N 22 2 A AR
[, XREFFRNFR, KRFHIRERT. SEE 41.2 FHRE.

BRARMNMELEETRERA, TEHIEKNAERRKEEEXRETEF RN
R ESTRERRALER, ErREEURUATE. HH. EFRHN T X#HTII,
FEAEREHN BN R R EFEFRER.
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BEICEBEXRME . BARERETHD, DUBRZIRMHILR. B EENE, £
WX AT S ERANET, ERRFRE.

N2 EAEENES

BRIRIE: Rodak, 1995

e

ik

R 77 EX SHFERERAR, AT PUEMIRE K B R ##TRE AR .

HARYIRE M3z A B R R ST P TR EE .

BAENMXANFRHE DI ABKREFEREENN MPHERL FERS.

S BEEEBIART . BEFAIFEBDRIR. HDT
FIEHEBA

I [E) B AR M D NERPITEV B ER TN E. RIEELE
FENEEBEERF-

=N ] EEREE X THATREN o) H.

RABIK LR Es LINR AR IXFIRE, KMERITEHRAEMNINHERES
RERER, NELRES.

— ik RERFIRER M ENEF EEMARARERH IR, TR
Westgaard MM R BN A, DI RBEMIMILER.

STAT &¢ IR MEETEBCENIREIERF, E “BIES” EWRE—
B STAT FEAR.

SERFEARR S EE HERIENREF, RESR. RFISmEN M.

SEREARIEERE EEEE Z BB AR AR BA ST BEFEARE.

R EHMIRAE S FIREEREBREREZUERESHTEE R HMNIR.

BERIEREE DTN EEAEE AT (R ER B B IZ AR E R . ATfEEmL
BRI AL 2 o

IRFIARFR HTRENRMIRT R ENESRES.

Qhze TEfEEHE AT AE ZONIR (—R S /NRRR $5 28)

MR BX i 2 AR EEETILLEE AN MR R . BIFENELERE

BN FHERSREHNINER FE KU BEFE R
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Rodak BF (ed): Diagnostic Hematology. Philadelphia: WB Saunders, 1995: 626-631.

Thomas LC, Sochynsky CL. Multiple measuring modes of coagulation instruments.
Clin Hemost Rev 1999; 13:8.

HERX H R

Graves S, Holman B, Rossetti M, Estey C, Felder R. Robotic automation analysis.
Clinica Chimica Acta 1998; 278:269-279.

Sasaki M, Kageoka T, Ogura K et al. Total laboratory automation in Japan: Past,
present and the future. Clinica Chimica Acta 1998; 278:217-227.
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