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umeHHo, DEAE-Toyopearl 650M, Toyopearl Super-Q 650M, Fractogel EMD TMAE (M), DEAE-

Sepharose FF, Fractogel EMD TMAE Hicap (M), no omHoweHuro K ghakmopam ceepmbi8aHUsi
kposu VIII (FVII) u ¢goH Bunnebpanda (VWF) u ycmaHoseneHo, 4mo Haubosnbwel eMKOCMbIO
obnadarom copbeHmbi, hyHKUUOHabHbIE 2PYyrbl KOMOPbIX pa3Mewarkmces Ha KoHyax npueumsix K
Mampuue nonumMepHbix «wynaney». Copbuyus nposgodunacek batch-memodom npu KoMHamHol
memrnepamype u rnepeMewiugaHuU U KOHMpOouposasnach No ocmamo4YHoMy codepxxaHuro 6esnkos 8
pacmeope, u3MepeHHoMy 8 eOuHuyax creyuguyeckol akmueHocmu. YcmaHoerneHbl 3HaqyeHus
emkocmel copbeHmos rno omHouweHuUto K gpakmopam ceepmeisarus FVIII u vWF, cocmasuswue 0ns
Fractogel EMD TMAE (M) 188 u 2309 ME/e, coomseemcmeeHHo, a 0nsa Fractogel EMD TMAE Hicap
(M) — 130 u 1935 ME/e. lNony4eHHbIe pe3ynibmambl Mogym bbimb UCroIb308aHbl 0511 pa3pabomku
memoda xpomamoepaghudeckol o4ucmku Komrnekca besnkos FVII/VWEF.

n pOGGOGHO cpasHumersibHoe u3y4eHue COp6L(UOHHbIX ceolicme UOHOOOMEHHbIX cop6eHmoe, a

Kmrodeeble cnoga: ¢hakmopbl ceepmbigaHUsI Kposu, Xxpomamozpaguyeckue copbeHmbl,
Kpuonipeyurnumam

CBexe3aMOpOXKEeHHasl Ila3Ma  JTIOHOPCKOM Texnonoruyeckuii nporecc BBIJICTICHUS
kpoBu (C3II) sBisieTcsl YHUKQJIBGHBIM TIPUPON-  KOMIDIGKCA aHTUTeMO(DWIHLHBIX OEITKOB BKITIOYACT
HBIM MCTOYHHKOB OEJIKOB, MPUTOAHBIX JJIsl IPH-  JIBA OCHOBHBIX JTalia — OCKJICHHE KPHOIPEIH-
TOTOBJICHUS JIEKapCTBEHHBIX mpenapartos, umero-  nurata (KII) u xpomarorpaduueckyro OUUCTKY.
mwx 6onee 20 KOMMepYeCKHX HANMEHOBAHUH. IIpouecc momyuenust KII cocrour B pasmo-

K wumcny mHambomee BocTpeGoBaHHbIX B paxkumBammu C3I1 mpu Ttemmeparype 0++3°C, B
KIMHIYECKOH MpaKTHKE MperaparoB IJIa3Mbl OTHO-  pe3yJsibTaTe 4ero oopasyroTcs e (pakimH: OCaIoK,
csitest pakropsl cBepthiBanms kpoeu VI (FVIID), IX  KII, u >xumkast 9acts, KpuocyriepHaranT. B cocra
nu ¢dakrop ¢don Bummrebpanma (VWF). HWx  KII, mommumo dakropoB cBeprhiBanms FVII u vVWEF,
KIMHAYECKOEe TIPUMEHEHHE HalpaBieHO Ha mpodu-  BXOmAT (GUOpHHOreH, PUOPOHEKTHH, HE3HAYNTEIh-
JAKTHKY W OKazaHHe MEIMIMHCKOW MOMOIIM Maly-  HOE KOJIMYECTBO albOyMHHA U IPYTHX OemkoB [5].
€HTaM C BPOXKICHHBIMH HAPYITICHUSIMH CBEPTHIBA- Momudukanun crocoba KpuohpaKIHOHH-
fomreit cucreMpl. Oco0oe 3Ha4YeHWe MMEIOT Tperla-  pOBaHMA, B TOM YHCIE IMYTEM HCIOJIb30BaHU
paTbl, comeprKanye KoHeHTparsl ¢akropa VIIL Tak  1006aBOK pa3ivyHBIX KapOOHOBBIX KHCIOT U HX
KaK OHU SIBISIIOTCA S>KM3HEHHO BAKHBIMH UL COJIel, B YacTHOCTH, LMTpaTa HAaTpWs, B IJiac-
TIAIUECHTOB, CTPAIAIONINX reMop e A. THKAaTHBIE KOHTECHHEPHI [6], MCIONB3yeMBbIC IS

PesynpTaTtel M3yueHHss cocTaBoB aHTHremo-  3aroToBku C3II, a Takke HeMmocpeICTBEHHO B
(WIBHBIX TIpenapaToB B JKCIEPUMEHTE in Vitro  mpouecce KpHopakuuOHUPOBaHuUs [7] mO3BOIU-
[1,2] wm wximHMYeckWe nmaHHBIE [3,4] CBHAE- NN YBEIWYUTH COJCP)KaHWE KOMIUICKCAa OEIKOB
TENBCTBYIOT O 3amuTHOM pomu VWF mo orno-  FVIII/VWEF B KII Gonee uem B 2 pasa.

menuto Kk FVIII B Tex npemaparax, B KOTOPBIX Hemnpto maHHON pabOTHI SIBUJIOCH CPAaBHHTEIIb-
Bhie cofepxanue VWE, a Takke O CHIDKEHHMHM  HOE M3yYeHHE COPOLMOHHBIX CBOWCTB MOJMMEPHBIX
pHUCKa pa3BUTHUS OCIIOKHEHHUH IMOCNe WX MpHUMe-  aHHOHOOOMEHHBIX HOCHUTENEH, TPHTOTHBIX UL
HEHHs, B YACTHOCTH, BO3HUKHOBEHHSI MHIMOM-  3aBEpUIAIOLICH CTAIMM BBUICTCHHS KOMILIEKCA
TOPHBIX (POpPM reMopuiInn A. FVIII/VWEF.

Ha ocHOBe 3THX HaHHBIX MOXHO CHENaTh O0cyxaeHue pe3yjbTaToB
3aKIIIOYEHHUE O IIPEATNIOUYTUTEIILHOCTH BBIIEICHUS Hns Beigenenusa ¢aktopoB FVIIL u vWF B

komruiekca FVII/VWF ans momydenmss Oojee — KadecTBe ChIpbs Mcnonb3oBamm ocamok KII, momy-
3 dexTuBHOTO M Oe3omacHOTo aHTUreMo(miub-  deHHbA w3 C3[1 B TIPUCYTCTBHM HHU3KOMOJIC-
HOTO Tpenapara. KyJIpHBIX areHToB. lcronb3oBaHHe HU3KOMOJEKY-

20



Becmuux MUTXT, 2009, m. 4, Ne 5

JSIPHBIX T00aBOK Ha CTaauy KpHUO(hpPaKITMOHHPO-
BaHUS MO3BOJIMIIO MPAKTHYECKH TIOJTHOCTHIO OCA/IUTh
vWEF, BbIXon kotoporo cocraBwi 100.0+£3.6%, a
takke FVII ¢ Bexomom 70.7+10.8%. Hapsimy c
yKkazaHHbIMH ~ Oenkamu  ocamok  KII  comepokan
55.5¢12.6% ¢uodpunorena (Fib) u nHe Oomee 2%
ambOyMHUHA ¥ MMMYHOTJIOOYJIMHA OT UX HCXOIHOTO
comepkaamst B C3I1. OdeBuaHO, YTO TIpH TIPOBE-
neranu copOrmu komruiekca FVIII/VWE  ¢ubpuHo-
TeH, TPEICTaBIIIONMI CcOo00H OaymacTHBIA OeJoK,
MOKET TIPEIISITCTBOBATh COPOIMH B CHITy OJHM30CTH
CBOMX (PM3UKO-XMMHYECKUX XapaKTEPUCTHUK BBIe-
JsIeMbIM OelTKaM, KOHKYPHPYS TPU B3auMOJCHCT-
BUH C TIOBEPXHOCTBIO COPOCHTA.
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B cBs3u ¢ 3TUM TPOBOAWIIOCH TIpEABApH-
tenpHOe ynameHue Fib w3 pacreopo KII
METO/I0M Tenb-punbTpanun Ha Sepharose 4 FF.

O0BeM HaHOCMMOTO oOpasma pactBopa KII
coctaBisut 20-25% ot o6bema copbenta. OTOOP
BBICOKOMOJIEKYJIsIpHOH (pakiuu (BM®), conep-
)kameil komiuieke FVIII/VWEF, 3akanumBamu c
BO3pAacTaHUEM IIOKa3aHUs MPOBOANMOCTU JIIIO-
ata. TUNWYHBIA TPOQHIbL DIIONUH TPH TPOBE-
JICHUH Tellb-(QUIBTPAIAY IPECTaBIIeH Ha pHC. 1.
Or6upaemsrii 00beM BM® koiebancs B HHTEp-
Bate 350-360 mn u comepxan FVIII u vWF B
koiauuectBe 2.60+0.25 ME/Ma (n=5) u 10.00+
3.96 ME/mit (n=3), COOTBETCTBEHHO.
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Puc. 1. [Ipodune a5mroiiuu npu mpoBeAeHUH reib-QuibTparmu pactsopos KIT na Sepharose 4 FF.

PesynbTarhl cpaBHUTENHHOTO H3Y4EHUS Oell-
koBoro coctaBa ucxoguslx KII u BM®, noiy-
YEHHBIX U3 HUX, IPECTABJICHBI B Ta0JI. 1.

Kak crmemyer u3 manubeix Tabn. 1, mposene-
HHUe Tenb-¢puibTpanuu pactsopa KII mossosser
Oomnee 4eM B 2 pa3za yBEIHYHUTH €r0 YICIbHYIO
aktuBHOCTH 10 FVIII. DddekTrnBHOCTL yaaneHus
Fib B mpouecce renb-puiabTpalmy OLEHUBAIMA TIO
CooTHOLICHNIO MEpy/MI'gp, BETHMUMHBI KOTOPOTO
coctaswm Jyuisi pactBopoB KII 1 BM® 0.3540.13

(n=5) u 0.65£0.22 (n=5), coorBeTcTBeHHO. Takum
00pa3oM, MPOBENCHUE Teib-(DHUIBTPAIH MTO3BOIIIIIO
cHm3uTh B 1.8 pa3 Harpysky Fib B pacuere nHa 1
ME FVIIL Ilpu atom Bexoas! FVIII u vWF Ha cra-
U Telb-QuibTpanuu cocTaBuin  83.6+5.9%
(n=4) u 99.7+0.5% (n=2), cootBercTBeHHO. HesHa-
YUTEJbHBIC TIOTEPH (AKTOPOB CBEPTHIBAHUS 03~
BOJISIFOT KCIIOJIB30BaTh 3Ty CTAJUI0 B KayeCTBE
MOJITOTOBUTENBHOW JIJIsl TPOBEICHUS COPOIMU
komrutekca FVIII/vWF Ha noHOOOMEHHUKAX.

Taomuua 1. Benkossrii coctas KIT u BM®.

Ne VY aenvHOE cojiepkaHre OEIKOB KII BM®

/11 (ME/mr obmero 6enka) (n=10) (n=4)
1 FVIII 0.4+0.2 1.0+0.5
2 vWF 0.9+0.1 0.7+0.2

B CPaBHUTCIIBHOC H3YUCHHC COp6I_II/IOHHLIX
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CBOICTB TI0 OTHOIIeHHIO K Komruiekcy FVIII/VWEF



ObUTH BKITIOYEHBI CIIEAYIOIINEe aHHOHOOOMEH-
nuku: DEAE-Toyopearl 650M, Toyopearl Super-Q
650M, Fractogel EMD TMAE (M), DEAE-
Sepharose FF, Fractogel EMD TMAE Hicap (M).
CopO1ioHHBIE  CBOMCTBa  Xpomarorpadu-
YEeCKUX HOCHTENEH MO OTHOLICHHIO K KOMIUIEKCY
FVII/vWF ouenuBanu mo KOJIWYECTBY COPOH-
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pOBaHHBIX OEIKOB B pacuere Ha 1 r copOeHTa,
yCTaHABIMBACMOMY TIO0 Pa3HOCTH HX COJEpKa-
Hus (B ME) B pacTBOpax 10 ¥ mocie npoBeACHUS
cop6ruu batch-meTomom.

PeSy.TIbTaTLI CPaBHUTCIILHOI'O0 HCCJICA0BaHUA
COpOIIMOHHBIX XaPaKTEPUCTUK YKa3aHHBIX UOHO-
O0OMEHHHUKOB MPE/ICTABICHBI B TA0JI. 2.

Tabmuna 2. CopOurOHHBIE XapaKTEPUCTHKH COPOSHTOB 10 OTHOILICHHIO

K koMrutekcy 6enkoB FVIII/VWE.

FVIII vWF
(ME/r copbenra) (ME/r copbenra)
Ne Copbent Koin-Bo Koun-Bo Koun-Bo Kos-Bo Kon-Bo Koun-Bo
HaHeceH-  HecopOW-  copOMpo- HaHeCceH-  HecopOwH- copbupo-
HOTO POBAHHOTO  BAHHOTO HOTO POBAHHOTO BaHHOT'O
1  DEAE-Toyopearl 650M 70.3 24.7 45.6 180.0 131.0 49.0
2 Toyopearl Super-Q 650M 71.0 26.6 44 .4 180.0 116.0 64.0
3 Fractogel EMD TMAE (M) 70.3 1.0 69.3 187.2 28.0 159.2
4 DEAE-Sepharose FF 73.2 52.8 20.4 180.0 158.5 21.5
5 Fractogel EMD TMAE 703 0.8 695 1872 9.6 177.6
Hicap (M)
Kak cnemyer u3 maHHBIX, IPEICTABICHHBIX B BENEHUS copOmMM W yHaleHHs COpOeHTOB

TabJ. 2, TyYIIUMH COPOIMOHHBIMU XapaKTepHuC-
TukamMu 1o otHomenutro k FVIIL u vWF wu3
M3YUYEHHBIX COPOCHTOB B M30PaHHBIX yCIOBUAX
obmanator Fractogel EMD TMAE (M) u Fracto-
gel EMD TMAE Hicap (M). IToiy4enHble pe3yJib-
TaThl OOBSICHUMBI C TOYKU 3PEHHS CTPYKTYPHBIX
0COOCHHOCTEH HCCIIeIOBaHHBIX COPOEHTOB. BriOpan-
HBIC B KQUECTBE MPEATIOUTUTEIIHLHBIX COPOCHTHI OTHO-
CSITCSL K TPYIIIE XpOMaTorpadiIeckux CMOII, HMero-
X Ha TIOBEPXHOCTH TIPUBHUTHIE TTOJNMEPHBIE «IITy-
HaIbla» U OTIMYAFOIIMXCS TEM, YTO HOHOOOMEHHBIE
TPYIIIBI HAXOJATCS HA KOHIAX 3THUX IOJIMMEPHBIX
nerrert.  Crepudeckas TOCTYITHOCTh (DYHKITHOHATb-
HBIX Tpymm oOecriednBacT 0ojee BBHICOKYIO CBS3BI-
BaOIIYI0 CIIOCOOHOCTh TAaKUX COpOEHTOB [8], 4TO
0COOEHHO 3HAYMMO B CITydae HEOOXOAMMOCTH COpO-
A OEJKOB C BBICOKOM MOJISKYJIIPHOM Maccoil OT
285 x/la (FVIII) [9], mo My IETHMEPOB C MacCoi, mpe-
Bermaromieit 20 000 x/la (kak B ciydae vWF) [10].
AHaIOTMYHBIE BBIBOJBI O BIMSIHIN CTPYKTYPBI XpO-
MaTtorpauuecKux HOCHTeNeld Ha COpOLMIO CTOIb
3HAYUTEITBHBIX TI0 MOJICKYJSIPHOM Macce OEIKOB, KaK
FVII u vWF, Obum caenaHbl HMTAIBIHCKAMH
rccienoBatersivi [11] mpu mpoBeneHHH XpoMaTo-
rpaguu KOJIOHOUHBIM CLIOCOOOM.

s BBIOpaHHBIX COpPOEHTOB OBLTH yCTaHOB-
JIeHBl 3HAYEHHs eMKocTed 1o (akTtopaM CBep-
THIBAHUS NP MPOBEICHUM COPOIMH B YCIOBUAX
batch-merona.

C 27O 1IenBI0 MTPOBOIMIIACH copOIms batch-
METOZOM, TpPH KOTOPOH 00paslbl COpOEHTOB
nepeMelMBalIiCh ¢ pactsopamu BMO®, coxpep-
’KaBIIUMU Bo3pacTaroiee koauuectso ME FVIIL
u vWF. Tlo pa3HoCcTH MEXIy UCXOIHBIM U OCTa-
TOYHBIM COJICPIKAHUEM 3TUX OCJKOB IMOCIIE MPO-
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HeHTPU(YTUPOBAHUEM PACCUUTHIBAIN COPOUPO-
BaHHBIe KojumdecTBa OenkoB B ME mHa 1 T
copOenTa. beuto TpoBemEeHO 5 AKCIIEPUMEHTOB C
4 pazmuuasiMu  cepusimu  BM®. Ha puc. 2
npeacTaiieHbl KpuBble HachimeHusa FVIIL u aua-
rpamMmbl eMkoctel o VWF, ycTaHOBIIEHHBIE TTpU
ucronb3oBanuu  Fractogel EMD TMAE (M)
(puc. 2a) u Fractogel EMD TMAE Hicap (M)
(puc. 20).

Kak cnenyer u3 puc. 2, KpUuBbI€ HACBIIICHUS
FVIII pocruranu makcuMyMa IIpU 3HAYEHUAX
emkoct 188 ME/r B cimywae Fractogel EMD
TMAE (M) u 130 ME/r mns Fractogel EMD
TMAE Hicap (M). VYka3aHHble BETUYUHBI
CBHUJICTENLCTBYIOT O OOJbIlEH, MPaKTUYECKH Ha
50%, emkxoctu Fractogel EMD TMAE mno cpas-
HeHuto ¢ copbentom Fractogel EMD TMAE
Hicap (M).

B m3yueHHOM MHTEpBasie BETUYHWH HATrpy30K
0enkoB Ha COpPOCHTHI MaKCHMaJbHBIC 3HAYCHHUS
emkoctret nnms VWF, B ornmmume ot FVII, He
ObuTM HOCTUTHYTHI. Kak BHIHO Ha puc. 2a, TaTo
Ha kpuBoil cop6mmu FVII mpu wmcciaenoBanum
Fractogel EMD TMAE conpoBoxaaercs BO3-
pacTalomuMu  3HadeHusIMH  copoumn  VWE,
cocrassis ipu 3tom 1827 u 2309 ME/T.

Amnarnormuaoe HaOMoeHe OBUIO CHETIAHO TIPH
ucnonb3oBanuu Fractogel EMD TMAE Hicap (M)
(puc. 26), HO ¢ TIONy4YEeHWEM MEHBIHNX 3HAYCHHH
H3MepPSIEMBIX BEJTIUHH, cOcTaBUBIIX 1935 ME/T mist
vWF npu 130 ME/r ms FVIIL

[IpoBenenve nanbHEHIINX SKCIEPUMEHTOB C
[ENBI0 HACHIEHHs cOpOeHTOB OenkoM VWF Mbr
CUHTAIH HEIeIecO00pa3HbIM, KaK MPHUBOIIEe K
Hen30exxHeIM noTepsim FVIIL
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= Ko1mue cTBO copoupoBannoro FVIII

0

Puc. 2. Kpussie Hachiienus o FVIII u ructorpamMmsel emkocreit mo vWF Ha copOeHTax
Fractogel EMD TMAE (M) (a) u Fractogel EMD TMAE Hicap (M) (6).

[TosrydeHHbIe TaHHBIE TO3BOJIAIOT MPEATIONO-
JKUTh, YTO COPOIIHS MTPOUCXOANT 32 CYET B3aNMO-
JeHCcTBUS (DYHKIIMOHAIBHBIX TPy COPOCHTOB C
noBepxHoCcThl0 Mozekynsl FVIII, xotopas, Be-
positHO, ynepxkuBaeT VWF B Buzme Komruiekca
OenkoB. Ha ocHOBE CpaBHEHMS YMCIIOBBIX BEIMYHH
eMKocTell 1o (hakTopam CBEpTHIBAHMS HA TPSMBIX
OTpe3Kax KpHBBIX HACBHIIEHUS MOXHO IIPOTHO-
3UpOBaTh COPOIMIO KOMIDIEKCOB — HCCIIEyEMBIX
0enkoB B cooTHOMmIEHNSIX MErym/MEwr Kak 1:9.7-
123 nns Fractogel EMD TMAE (M) u 1:14.5 B
ciy4ae Fractogel EMD TMAE Hicap (M).

IlonydyeHHble B XO0A€ JKCIEPUMEHTAILHOMN
paboTHI JaHHBIE O MPEANOYTUTEIHLHOCTH HCIIONb-
30BaHUs TAKMX aHMOHOOOMEHHHUKOB, Kak Fracto-
gel EMD TMAE (M) u Fractogel EMD TMAE
Hicap (M) ans Beigenenus komiuiekca FVII/
VWF ©u yCTaHOBJIEHHBIE 3HAUYECHHUS EMKOCTEU
MOTYT OBITh MMPUMEHEHBI [T TATbHEUIIX padoT
MO0 CO3JIaHUIO0 TEXHOJIOTUM IIOJNyYEHHUS aHTH-
reMo(UIBHOTO  JIGKAPCTBEHHOTO  IIperapara
IUTa3Mbl Ha OCHOBE OEJIKOBOIO KOMILIEKCa
(hakTOpOB CBEPTHIBAHUSA KPOBH.

JKcnepuMeHTAIbHAS YaCTh

HcxXomHBIM CBIpEEM TIPH TPOBEICHUU pado-
Tl sBisutack C3I1, monyudeHHas B COOTBETCTBUU
¢ «/HCTpyKIMeH IO 3aroTOBKE W KOHCEPBH-
POBaHMIO JOHOPCKOM KpoBw» OT 29.05.95 r. u
nmononHeHusMA K Hel ot 02.08.99 r. B pabore
HCIIOJIB30BANIUCH CIETYIOUTUE PEAKTUBBI: XJIOPHUI
HaTpud, XJOPHUJA Kbl 2-X BOJHBIN, TIUIWH
(Merck, T'epmanus), TpUHATpHH LUTPAT TpeX-
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3aMemieHHbI 2-x Boanblid, Tpuc-HCI (Fluka,
IBetiniapus). s TpoBemeHUs] KOAryJIOMETPH-
YeCKHX WM3MEPEHHH TMPUMEHST PEaKTHBBI (DHPMBI
Behring (I'epmanus): koHTposibHas miasma N (Kart.
Ne ORKE 41), xontpombHas mmazMa P (kar. Ne
OUPZ 17), Pathromtin'SL (kar. Ne OQGS29),
nepuiutHas mwiasMa 1o Qaxropy VI (kar. Ne
OTXW17), cranmapTHas dejoBeyecKas Iula3Ma
(xar. Ne ORKL21), von Willebrand reagent (xat. No
OUBD?23), a Taxke ciemyromme XpoMaTorpadudec-
ke Hocutenmi: DEAE-Toyopearl 650M, Toyopearl
Super-Q 650M (Tosoh, Amonwms), Fractogel EMD
TMAE (M), Fractogel EMD TMAE Hicap
(Merck), DEAE-Sepharose FF, Sepharose 4 FF
(GE Healthcare).
IIposenenue kpuoppaxunonuposanus C3I1

B kauecTBe HHM3KOMOJEKYJSPHBIX JT00AaBOK
WCTIONB30BANIM XJIOPUJ KaldblUd W TPUHATPHIL-
uutpar. [Tonyuenue KII nmpoBogunu B yClnoBHSIX,
ONMCaHHBIX HaMU panee [7].

I'eab-gpuabsTpanus pacreopos KII

Ienb-¢punpTpanuro pacteopa KII npoBoann
Ha copOente Sepharose 4 FF (GE Healthcare) B
0.02M Tpuc-HCI Oydepe, pH 7.0, comeprkamiem
0.02 M uurtpar Hatpus, 2.5 MM XJOpUA Kaldblys U
0.045M xyopun Hatpus. JluHelHast CKOpPOCTb
amorwy coctarisuia 17 cm/a. KorrenTparmst oorre-
ro Oeika B 0OpasliaX, HAHOCHMBIX Ha KOJIOHKY, He
npeblana 3HaueHu 0.3+0.06%.

IIposenenue copouuu batch-meronom

Copoumto  komruiekca FVIII/VWFE u3  Beicoko-
MoJteKyisipHOH (pakmum pactBopa KII, momytden-
HOU TeNb-(pubTparmedi, mporoawm batch-meronom
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TIepeMeIMBaHIEM PacTBOpPa C COpOEHTaMHU B pas- PucronietnH-K0(DakTOpHYIO aKTUBHOCTE VWF
JIMYHBIX BECOBBIX COOTHOINICHHUSX mpu KkKoM- (B ME) ompenensiin METOIOM arrirOTHHALMU Ha
HaTHOW Temnepatype B TeueHue 1 u. [lo 3aBep-  crekiie (PUKCUPOBAHHBIX OTMBITBIX TPOMOOIIUTOB
IIEHUU COPOITMU COPOEHT ymanmsmu IeHTpudy- B MPUCYTCTBHM pucTorieTwHa [13].

ruposanueM npu +3°C B Teuenne 10 MuH npu OnpenesieHne KOHIEHTPALMH 001Lero Gejka
1000 06./muH. KomudecTBeHHBIC OIpenCICHUS KoHnmeHnTpamuio Oenka B HCCICTyeMBIX 00-
akruBHoctn FVIII m vWF mnposommmu 1m0 w  pasuax msmepsian merogoMm bpendopapa [14] c
oclie npoBeaeHus copouun. I1o pasHuie akTUB-  UCIONIb30BaHUEM crekTpodoromerpa Ultrospec-
HOCTEHl OLIEHMBAINM €MKOCTh aHMoHO-oOMeHHmkoB 450 (LKB, IIBemus). B kadectBe peareHta
no FVIII u vWF. UCIIOJIB30BAIM  pacTBOp Kpacurens Kymacen

W3mepenue cnenupuueckoii akrusuoctd FVIII  OpwmantoBoro cuHero G-250 ¢upmber  Sigma-
Cnemmdrdeckyro aktuBHocTh FVIIL B Mexmy- — Aldrich, CIIA. KonneHTpamuro Oenka orpeesssum
HApOIHBIX €IVHUIAX AKTUBHOCTH ONPENEBUM Ha  I0 KAIMOPOBOYHOMY IpaduKy, IIOCTPOCHHOMY C TIO-
koarynomerpe KC-4A ¢upmbr Amelung (CIIIA)  MomIpr0 CTaHIapTHOrO 0OOpaslia pacTBOpa YesioBe-
OTHOCTAJUHHBIM KOaryJIOMETPUYeCKUM MeTo-  yeckoro ansoymuHa OCO 42-28-340-0711

oM [12] ¢ ucnons3zoBaHueM rpad)omocTpoeHHUS. IIpencraBiaenne pe3yabTaToB IKCIEPUMEHTOB

3a BEJIMYMHY MEXIYHApOIHOM €IWHUIBI aKTHB- Cratuctiueckytlo  00pabOTKy — pe3yJIbTaToB

voctu FVII (ME FVII) npuHrMany akTUBHOCTh,  NPOBOJWIM C IOMOLIBIO METOAA HAMMEHBILUX

COOTBETCTBYIOIIYI0 AKTUBHOCTH | MJ HOpManb-  KBaJpaToB C HCIOIBb30BAaHUEM KOMIIBFOTEPHOM

HOH IUIa3Mbl JOHOPCKOM KPOBH. NporpaMMbl  «AHAIW3 JaHHBIX» IO  pas3aety

N3mepenne cnenuduyeckoii aktusHocTH VWF «OrnucarenbHas cTaTUCTHKay [15].
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