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PUCTOLIETUH ANA AHAITU3A ®AKTOPA ®OH BUNNEBPAHAA: HYXEH JIA OH HAM?

Pestome

PuctoueTtuh-kodhakTopHbin aHanus (PdB:RCo) sBnseTcs 0CHOBHLIM METOAOM AMst OLEHKM aKTUBHOCTW chakTopa ¢hoH
BunnebpaHpga (®dhB) npu anarHocTupoBaHun bonesHn Bunnebparaa (BB). TeM He MeHee, 3TOT aHanu3 OTNM4YaeTes no-
XOW BOCMPOW3BOANMOCTBH) M Manoii YyBCTBUTENBHOCTBIO MPKU HU3KUX YPOBHSAX OB, 1 ABNseTcs [OCTaTOMHO TPYAOEMKNM.
B nmaHHoi pabote Lawrie 4 CO@BT. OLEHMNM NPOM3BOAMTENBHOCTL HOBOrO MMMYHOTYPOMOMMETPUYECKOrO aHammsa Lns
onpeaenenus aktueHocT OB (INNOVANCE® VWF Ac., Siemens Healthcare Diagnostics, Map6ypr, FepmaHust). B aTom
aHanuae pUCTOLETMH N TPOMBOLMTLI HE UCMONb3YKTCS W 3aMeHeHbl (parMeHTOM PEKOMOMHAHTHOTO FIMKONPOTENHA TPOM-
BouwuTos Ib (GPIb) ¢ nckyccTBEHHO BBEAEHHLIMU MyTaLMsIMU, yyyLwaLmmm cessbiaHne B ¢ GPIb.

B aHanu3se ucnonb3oBanu 50 HopmarbHbIX KOHTPOMbHBIX 00pa3LoB, 0bpa3ubl kposu oT 80 nauveHTos ¢ BB 1 50 obpas-
LiOB C MpWU3HaKaMu remMonun3a, XenTyxu unu NMNemun, KoTopble CPaBHUIM C AAHHBIMW KMacCU4ECKOro, OCHOBAHHOMO Ha
TpombouuTax Tecta ®hB:RCo. Koppenaums ¢ pesynbtatamm PpB:RCo 6bina yaoBneTBOpUTENLHON, KaK 1 paccYuTaHHOE
cooTHowweHne PdB:Ac n ®hB:RCo k OhB:Ar (puc. 1). Tem He MeHee, npeaen obHapyxeHust @hB: Ac Obin Hke No cpas-
HeHuto ¢ ®hB:RCo (3 En/on v 5 Ea/an, cooTBETCTBEHHO). ABTOPLI NPULLNK K BbIBOAY, YTO HOBLIA aHANW3 SBNSETCS HaLexX-
HbIM 1 6onee yyBcTBUTENBHLIM, YeM ®chB:RCo npu HM3Kom koHUeHTpauun ®hB. AHanua SBnsieTcs NPOCTbIM U MeHee Tpy-
LOEMKUM ANst NPOBEAEHUS B HECTIELMANM3NPOBaHHbIX TabopaTopusix.

KnioueBble cnoBa: PuCTOLETUH-KO(AKTOPHbII aHamnus, UMMYHOTYPOMONMETPUYECKIIA aHanu3, 0bpasLibl KPOBM, JKCTe-
PUMEHT.

KommeHTapum yeHus Oornee HaOeXHbIX pe3ynbTaToB KMaCCUYECKOro
B 1975 r. Macfarlane u cotpygHuku onybnukoBanum  pUCTOLETWH-TECTa.
HOBbI MeTod Ans aHanu3a yposHen ®¢B B nnasme [1].
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HWUS Bbl3BaHa B3anmogencTenem OB ¢ rmkonpoTenHom
Ib (GPIb) Ha noBepxHOCTM TPOMOOLMTOB, Nlerna B OCHOBY
HOBOrO cnocoba aHanuaa yHkumm OB B nnasme nauu-

eHTa. C MOMOLLbI0 JTOT0 METOAa OMPEAenseTcst akTuB-  Pucywok 1. Koppensuusi Mexgy COOTHOLIGHUSMM
HOCTb OB MyTem UMEPEeHMs CKOPOCTU W CTeneHn ar-  gB:RCo u ®hB:Ac k OhB:Ar B 06pasuax, nony-
[MIOTUHALMM B NEPEMELIMBAEMOI CYCTIEH3UM TPOMOOUM-  yenHbIx OT naumeHToB ¢ BB. MyHKTMPHas NMHMS CO-
TOB B OTBET Ha (DUKCUPOBaHHYl0 AO3Y PUCTOUETMHA  orercTByeT cooTHoweHuio 0,7. CoTHowenne <07
(0BblyHO 1 mr/mMn nocne pobaBneHus nocnefoBaTENbHO CBS3aHO C AMCHYHKUMOHaNbHbIM PhB.

pa3BefieHHON Nna3Mbl NaLMeHTa WM HOPManbHOW KOH- .
TPOTIbHOI Mnaambl). TeM He Meee, Gbino o6HapyxeHo, 1+ BB TMna 2/ 1IE (myTauua p.P1127_G1180delinsR); 2:
4TO aHanu3 sBNAETCS MIIOXO BOCTIPOU3BOAUMBIM, Tpygo- 1AM 2M Buyenua (Vicenza) (myTaums p.R1205H);
eMkAM 1 06najaolMM CPaBHUTENbHO Manoit yyscTau-  o- 1vn 1 (MyTauus oTcyTcTBYyeT);

TENMBHOCTBIO K HU3KMM YpoBHSIM OB B nnasme nauventa. 4 Tun 1 (Myrauua p.S1024fa);

[lanbHeiilune UCCEMOBaHUS YKa3any Ha Heckonbko Tpe- 9+ 1Ml 1 (MyTaums otcyTcTByer). 5

BOBaHMUiA, KOTOPbIE PEKOMEHAYETCA BLINOMHSATH ANst nofly-  MyTauvmn oGHapyXeHbl B reTepo3uroTHoi gopme.

Touxa orcusta $$B:PKo/®@B:Ar (cooTHOom=HNE)
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Cpeoun Hux: ucnonb3oBaHwe OpManmuH- W rnyTa-
panbaerma-ukcMpoBaHHbIX TpombouuTos, AobaBneHue
pUCTOLIETUHA B KOHLEHTpauuu 1 Mmr/mn, ncnonb3oBaHue
Tpex pasnuuHbix pasbaBnenuii ucnbiTyemoro obpasua,
LONONHUTENLHOW  KanmbpOBOYHOW KPUBOWA, KanmbpoBky
MECTHOTO CTaHAapTa NO CPABHEHMIO C MEXAYHAPOAHbIMM
9TanOHHbIMM KOHTPOMNbHbIMW Mpenapatamu (C MCnosnb3o-
BaHueM O¢hB-geduumTHON Nnasmbl ans pasdaBneHust B
KPMBbIX «[033-0TBET», ECMN B aHanu3 BKIYeHa nmodu-
nusupoBaHHas nnasma). Cpeau Lpyrux YCROBWiA: Mpo-
LOMKUTENbHOCTb aHanu3a He [OMKHA NpeBblwaTh 2-X
4acoB, C BKIMIOYEHMEM B aHann3 KOHTPONS Nnasmbl C Bbl-
COKUM W HU3KUM cogepxaHuem OB B kaxaom aHanuse
[3].

lMepeuncneHHble TPYOHOCTM MpU NPOBEAEHMM TecTa
HepedKo BCTPEYaKTCs [Aaxe B CneumanuanpoBaHHbIX
nabopatopusx [4]. Moatomy ans 3ameHbl PPB:RCo Bbin
npeanoXeH psg ApYrux TECTOB, BKMWYas KommnareH-
CBA3bIBAOLLYI0 AKTUBHOCTb MMM MMMYHOTYpOUaUMeTpu-
yeckne metoabl ang ®pB:RCo. Tem He MeHee HUM OpuH
TECT Henb3s OJHO3HAYHO PEKOMEHOOBaTb BMECTO OCHO-
BaHHOTO Ha B3aumogenctaum Tpombountos PPhB:RCo.
OpHako cnepyert UMeTb B BUAY, YTO PUCTOLETUH HE SBNS-
€TCs (hU3MONOTMYECKUM KOMMOHEHTOM CUCTEMbI CBEPTbI-
BaHUs W, Takum 00pa3oM, Aaxe Knaccuyeckun TecT Ha
PUCTOLIETUH-KO(AKTOPHYIO ~ aKTMBHOCTb  NpeAcTaBnsieT
€000 NULWb WMCKYCCTBEHHOE MOZENuUpoBaHue YHKLMIA
®pB, Habnogaembix in vivo.

[ns pewexns 0603Ha4eHHbIX Bbie npobnem Heaas-
HO Obin paspaboTaH HOBbIM aHanu3. TecT-cuctema Ha
ocHose DA nccnepyet B3aumogenctame «ddB — GPIb»
C MCNONb30BaHUEM PEKOMOMHAHTHOTO Benka ¢ reHeTuye-
ckn moaucuumpoBanHoro reHa GPIb (GPIba235Y, 239V),
COAepXallero ABe €eCTeCTBEHHble MyTauuu, KoTopble
Bbi3biBaloT BB TpombouutapHoro Tuna (PT-BB) [5].
Hanuune 3TuX MyTauuin ycunuBaeT CBSA3bIBAHWE [NUKO-
npotenHa Ib ¢ ero monekynamu-napTHepamu. [lenctsu-
TenbHo, PT-BB — 370 HacneacTBeHHOE HapyLleHue (yHK-
unn TpombounTos, Bbi3biBaemoe MyTauusmu B GPIb, ko-
TOpble 00YyCnaBMMBaKOT CMNOHTAHHOE YCWUNIEHWE B3aUMO-
aevcteus ¢ OB u npuBoaaT k TpombouuTOneHumn [6].
Takum obpa3som, Ucronb3yemast reHeTUYECKAst KOHCTPYK-
uus umutupyet BB TMna 2B - ¢ Tem NULb OTNMYKMEM, YTO
B MOCMEJHEM CIyyYae OMMUCaHHble BbIE MyTaLMU Haxo-
astca B gomeHe A1 ®dB [7]. C nomoLbto 3TOro aHanumsa
Ha Bcex Tunax bB Obinu monmyyeHbl pesynbTaTbl, aHano-
rMYHble AaHHbIM Knaccudeckoro Tecta ®B:RCo. Ucknio-
YeHWe COCTaBMNM NWLWb NaumeHTsbl ¢ BB Tuna 2B, koTo-
pbl€ NoKa3anu MoBbILLEHHbIE PE3yNbTaThl B COOTHOLIEHUN
TectoB UPA |/ ®B:Ar n3-3a Toro, 4to y GonblIMHCTBA
NauWeHTOB HOpMarbHbIE YPOBHW B Xofde aHanusa Obiiu
u3mepeHbl Ha ocHose WM®A [5]. 3TOT pesynbTaT AEMOH-
CTPUPYET TO, 4TO B XOL€ HOBOTO TeCTa MOXHO apeKTnB-
HO oTZAenuTb nauueHToB ¢ BB Tmnom 2A ot Tuna 2B, B
psge CrnyyaeB AOMOMHUTENBHO JEMOHCTPUPYS aHoMalb-
Hylo npupogy Monekyn ®¢B (Hanpumep, oTcyTcTBUME
MYNbTUMEPOB C BbICOKON MONEKYNSIPHON Macco).

B HacToslwem uccnegoBaHun Lawrie u coasm. uc-
Monb30Banu HOBbIA MeTog B hopMaTe aBTOMATU3UpO-
BaHHOTO WMMYHOTYpbUaNMETpUYeckoro Tecta, paspabo-
TaHHoro komnaHweid Siemens Healthcare Diagnostics.
PeareHTbl nocTaBnslTCA B XUOKOM BUAE, B aHanuse
MCMONb3YKTCA MOMMUCTUPOIbHBIE MUKPOrpaHynbl, MOKpPbI-
Tble aHTuTEnamm k GPIb. Mocne pobasnexns pekom6u-
HaHTHOro GPIba235Y.239V yenoBeka 3ToT benok cBA3bI-
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BAeTCA C aHTWTeNnami Ha MONUCTUPONbLHBIX rpaHynax c
OAHOIA CTOPOHBI M ¢ Monekynamum ®hB 13 uccnegyemoro
obpa3suya ¢ gpyroit. [laHHOe B3auMOAeicTBUE BbI3bIBAET
«CKNenBaHue» rpaHyn mexay cobon 1 n3meHeHme usn-
yeckux CBOWCTB 0Opasla, Mo KOTOpbIM U OMpeaensioT
pesynbTat TecTta. Kaxabin obpasel Obin npoaHanuaupo-
BaH B [BYX Pa3nuyHblX pa3BefeHnsX; AaHHble nokasanu
XOpOLLUYK KOpPEensumMio C KIaccuyecknm TecTom (rs
0,99, P <0,0001). AHanornyHo, HopMarbHbIE KOHTPOmNb-
Hble M WUCMbITyeMble KhuHUYeckue o6pasubl nokasanw
xopowyw koppensumio Mexagy ®hB:RCo n ®¢hB:Ac, xa-
paKkTEpU3yaChb MNUIUb HE3HAYUTENbHOW MOrPELLHOCTbH.
Bonee BbicOkas 4yBCTBUTENLHOCTb METOAA K HU3KUM
ypoBHAM OhB:AC No CpaBHEHMIO C KNACCUYECKUM TECTOM
®¢pB:RCo nossonuna ycnewHo M3MepuTb aKTUBHOCTb
®hB:Ac B Tex 17 obpasuax bB, roe aktmeHocTh 6bina
HWKe nNpeaena  YyBCTBUTEMBHOCTWM  KMAaCCUMYECKOro
OPpB:PKo. Kak crneacteue, cooTHoweHne OpB:Ac «
OhB:Ar, BbISIBNEHHOE C MOMOLLBK 3TO HOBOM METOAMKY,
ABnseTcs bonee HaaexHbIM.

B 3akntoueHne CTOUT OTMETUTb, YTO HOBBLIN aHanu3 Ha
ocHoBe W®A, onucaHHbin B pabote Lawrie n coasm.,
SBNSETCSH HaAEXHbIM U TOYHBIM METOLOM, C YNYYLLEHHON
YyBCTBUTENBHOCTBIO K HU3KWM KOHLeHTpauusm B no
CpaBHeHuIo ¢ knaccuyeckum aHanusom ®dB:RCo. B oc-
HOBE MpepanaraeMoro Tecta NeXuT npocTas U NOHATHas
METOZomMorus, YTo AenaeT ero yaobHbIM Ans UCnonb3o-
BaHWs B nabopaTopusix C OrpaHUYEHHbIM OMbITOM Ana-
rHocTuku BonesHn oH BunnebpaHpa. Tem He meHee,
HeobX0aUMbI JOMOMHUTENbHBIE AaHHbIE MO MOBEAEHUIO
9TO HOBOM TECT-CUCTEMbI B PA3MUYHBIX CUTYaLUsIX
(Hanpumep,  MOHWTOPWHT  BMMSHUS  JECMOMPECcCHHa
[DDAVP] wunn otBeTa Ha BBefeHWEe KOHLEHTPATOB
OVIII/®hB) npexae yem pekOMeHOOBaTb OaHHbIN TecT
AN NOBCEMECTHOrO UCMONb30BaHMS.
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TyXbIpbIM
BUNNEBPAHL ®AKTOPbIH TANOAY YLIH PUCTOLIETUH: ON BI3rE KEPEK ME?

Puctouetnh-kodaktopnbl Tangay (P¢B:RCo) Bunnebpanp (BA) aypybiH anarHocTukanay kesiHgeri Bunne6paHg goHbl
chakTopbIHbIH, (PdhB) 6enceHpinirii 6aranay ywwiH Herisri aaic 6onbin Tabbinagpl. Anaiiga, ockl Tangay B TemeH geHreli
Ke3iHOe xamaH KaiiTa eHAipyMeH XaHe KillkeHe CesiMTanbirbIKNeH epekLUeneHeni aHe Ken eHOekTi KaxeT eTeTiH bonbin
Tabbinagsl. Ocbl eHbekTe Lawrie aBTopnactapbived ®dB GenceHainiriH aHblKTay YLUH XaHa UMMYHOTYpPOUAUMETPUSANBIK
TanpaydbiH eHimainirii 6aranagsl (INNOVANCE® VWFAc., Siemens Healthcare Diagnostics, Mapbypr, Fepmanus). Ocbl
Tangayna pucToueTuH MeH TpombounTtep KongaHbinmangsl xaHe ®hB GPIb 6aitnaHbICThIpyabl XaKcapTyLubl XacaHmpl
EHri3inreH MyTauusnapmeH TpoMboUUTTepiH pekoMBnHaHTTLI rnkonpoTenH Ib (GPIb) dhparmeHTTepiMeH aybiCTbIpbIFaH.

Tanpayna 50 kanbintbl 6akpinay ynrinepi, BA —MeH 80 mauMeHT KaHbIHbIH, YIriNepi XoHe reMonuagiH, capblaypyabiH
HeMece NMneMmusHbIH, HbllaHaapbiMeH 50 ynri kongaHbinFaH, onapabl ®hB:RCo TecTiHiH TpomboumMTTEpiHE Heri3aenreH
KnaccukarnblK gepektepmeH canbicTbipbingbl. PhB:RCo HaTwkenepimeH koppensuns KaHaraTTaHapnblK 60nabl, CON CUSAKTI
OpB:Ac xoHe ®DB:RCo ®hB:Ar ecentenreH apa kaTbiHachl peTiHge. Ananga OB aiikbiHpay weri; ®hB:RCo —neH
canbIcTbipFaHaa Ac TemeH 6onael (TviciHwe 3 bipn/y3 xaHe 5 bipn/y3).

Astopnap ®pB TemeH koHueHTpauuschl kesiHae ®pB:RCo kaparaHga xaHa Tangay CeHiMii oHe cesiMTanablpak
Bonbin Tabbinagbl AereH KopbiTbiHAbIFA Kenai. Tangay MamaHaaHabIpbliFaH eMec 3epTxaHanapia eTkisy YLUiH KapananbiM
XOHe Ken eHDekTi KaxeT eTnenTiH 6onbin Tabbinaapb!.

Herizri ce3agep: PuctoueTvH-kodbakTopnbl Tangay, UMMyHOTYpOMOMMETPUSNbIK Tanaay, KaH yIrinepi, 3KkcnepyMeHT.

Summary
Ristocetinum for analysis of von Willebrand factor: Do we actually need it?

Ristocetinum — cofactor analysis (R:Co) is the main method for estimation of von Willebrand factor activity at diagnostic
of Willebrand diseases (WD). Nevertheless, this analysis is distinct with bad reproducibility and low sensibility at low rates of
FWV and it is considerably time-consuming. In this paper, Lawrie and coauthor have evaluated the productivity of new im-
muno-turbidimetric analysis to define activity of FWV (INNOVANCE® VWF Ac., Siemens Healthcare Diagnostics, Marburg,
Germany). In this analysis ristocetinum and thrombocytes are not use and changed with fragment of recombinant glycopro-
tein of thrombocytes Ib (GPIb) with affectedly impregnate mutations ameliorative fixation FWV and GPIp.

There were use 50 standard control samples, blood samples of 80 WD patients and 50 with erythrocatalysis, icterus and
hiperlipoidemia evidences which were compared with data of classic FWV:RCo test, rest on thrombocytes. Results correla-
tion of FWV:RCo was satisfactory as well as calculated quotient of FWV:Ac and FWV:RCo to FWV:Ar. Nonetheless, detec-
tion limit of FWV:Ac was lower than FWV:RCo (3cl/lg and 5cl/lg) properly.

Authors reason that new analysis is sure and more sensitive than FWV:RCo at low concentration of FWV. Analysis is
simple and less difficult for carrying out at unspecialized laboratories.

Key words: Ristocetinum — cofactor analysis, immuno-turbidimetric analysis, blood samples, experiment.
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W3MEHEHUA COCTOAHUA NUM®OUAHLIX OPFAHOB UMMYHOTEHE3A B MO3AHEM
NEPUOAE NOCNE AENCTBUA ®PAKLMOHUPOBAHHOU [103bl TAMMA-U3NYYEHUA

AHHOmMayus
B omdaneHHom nepuode nocrie 0bwe20 (hpakyUOHUPOBAHHO20 2aMMa-U3JTyYeHUsI CHUXEHHbIMU O0CMalomcs macca u
YuC/I0 MUMOUUMO8 8 MuMyce, TUMOUOHBIX KIIeMOK 8 TUMbamu4ecKuX y3iax MOHKO20 KUWEYHUKaA.

Kniouyeenle cnoea: d)paKuUOHUpOGBHHoe 2aMmma-ussny4deHue, mumoyumel, /'IUMd)OUOHbIe Knemku.

NumdonaHble KNeTku, C KOTOPbIMW CBA3aHbI BCE MM-  MO3r CTAHOBMTCS OCHOBHBIM MCTOYHWUKOM CTBOMOBbIX Krie-
MYHHblE MeXxaHu3Mbl OpraHu3ma, nosBnATCA, co3pesanT  Tok [1,2].
W (DYHKLMOHWPYIOT B OMpefeneHHbIX opraHax UMMYHHOW Mepuepryeckumm nuMcoNaHLIMK OpraHamn creay-
cucTeMbl. B CBOIO Oyepedb OHM LensTCA Ha [Ba TWMa: €T CYMTaTb CeneseHky, MMdaTuyeckne yanbl, MUHAaNM-
nepBuYHble (LEeHTparnbHbie) U BTOPUYHbIE (Mepudiepnye-  Hbl, @ TakKe acCOLNNPOBAHHYIO C KULLEYHWUKOM M GpoHxa-
ckue). B ueHTpanbHbIX NMMMAONaHbIX OpraHax UMMyHore- My numdonaHylo TkaHb. [epudepnyeckue opraHbl UM-
He3a CO3peBaHMe NUMGOUUTOB Npoucxogut 6es3 cywe-  MYHHOW cucTeMbl 3acenstotcs T- u B-numdountamm us
CTBEHHOIO BIUSHWS @HTUTEHOB, B TO BpeMs nepud)epuye-  LIEHTPanbHbIX OpraHoB, MpU 3TOM Kaxgas nonynsauus
Cckue NMMMONAHbIE OpraHbl 3aBUCAT OT aHTUrEHHOrO BO3-  NMMAOLMTOB MUTPUPYET B OMpedeneHHble obrnactu ne-
AencTBus. B LeHTpanbHbIX MUMQOMAHBIX OpraHax UMMY-  pUEPUYECKUX OPraHOB, KOTOPbIE HA3bIBAKTCH TUMYyC3a-
HOreHesa — KOCTHbIA MO3r, TUMyC U Cymka ®abpuumyca  BUCUMBIMU M TUMYCHE3ABUCUMbIMU 30HaMK [1-4].
npoucxoant AnddepeHLMpoBka onpeaeneHHbix nonyns-
LA NUMAQOLMTOB: TUMYC NpeacTaBnseT coboi Tumyc3a-
BUCUMBlE, Unu T-numdouuntsl, a B cymke ®abpuumnyca
obpasytotcsa B-numdouunTsl. Mocne poxaeHUs KOCTHbIN
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