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Ne

HHCTPYKIIUA
no npamenennio Hadopa pearenTos A8 onpeaeseHns
Pe3HCTEeHTHOCTH ¢. V K npotenny C
(Pealleiizen-TecT)

1. HAJHAYEHHUE

Habop pearentoB PeaJleiifien-TectT npegHazHa4eH A8 YCTAHOBNCHHA Pe3U-
CTEHTHOCTH aKTHMBHPOBAaHHOTO (). V 1mJasMBl XPOBH MMAIMEHTA K AeHCTBHIO (PH3HO-
JOTHYECKOr0 aHTHKOArynaHTa nporerHa C, 9T0 MOBBIIACT PHCK BO3SHHKHOBEHHSA

® TpoMO030B nepudeputeckux BeH, HHGAPKTOB MHOKapAa, TpoMO03MOOMHY Jeroy-

Ho#t apTepnu, TpoMOO030B BEH CETIATKH I71a3a.

Ha6op npennasznaqen o nposesenns 20 Maxpo niH 40 MHKpO ornpejene-
Huit mpu pacxoae no 0,1 uny ro 0,05 Ma kaxaoro pearcHra Ha OUH aHANU3, CO-
OTBETCTBEHHO.

2. XAPAKTEPUCTHUKA HABOPA

2.1. IIpunaunn aeiicreas

HukyGarua nnasmbi XpoBH ¢ aKTHBATOPOM NMpoTeHHa C BRI3BIBACT YAJIHHE-
HUe BpeMeHU CBEpThIBaHHUSA B TeCTe aKTHEHPOBAHHOTO YaCTHMHOIO TpoMOoIia-
c¢TuHOBOTO BpeMeHH (AYTB). bes nobapnenuns aktueatopa AYTB atoit xe mnas-
MBI He H3MEHEHO.

B rnasme nauueHTOB ¢ AeQUIHTOM cucTeMB! ITpoTerHa C HIIH [IPH HATHMYHH

¢ MyTaHTHOTO paxtopa V (Jletinen) yanmnnenne AUTB npn no6aBneHnn akTHBaTopa

MEHEE BBIPXKEHO, YEM B HOPME.

2.2. Cocras nabopa
B cocraB HaGopa BXOAAT cleayIolie KOMITOHEHTHI:
— AYTB - peareBT nuoQWILHO BEICYIIEHHE - | (hnakoH;
— AUTB-peareHT ¢ akTHBaTOpoM npoTenHa C 1HOQHIBHO BEICYIIEHHBIH - |
¢nakom;

— IInazma-xanubparop muodgmnsHO BhICylIeHHAd — | ¢akon;

— IInazma cybcerpar aedunurHas no dakropy V — 4 dakoHa,

- 0,025 M pacrBop kansuus X1opucToro - 1 ¢pmakoH (5,0 mn).

3NEKTPOHHAS KONHA 0GOPMAEHA IEHTPOM HCMIbITAHI W PETUCTPALIMI MERHLMHCKUX H3ENHIA



3. AHAJINTHYECKHE H TUATHOCTHYECKHUE XAPAKTEPHCTHKH

IIpotHBOCBepTHIBalOmAnA cHcTeMa IpoTenHa C (mporenH C, nmpoteHH S,
TPOMGOMOAYIHH, TpoMOuH, HHTHOUTOp NpoTenHa C) ocymecTBIseT GyHKLHIO pe-
ryJAOUM CBEPTHIBAIONIEH aKTHBHOCTU MNIa3Mbl KpOBH IIyTeM MHIHOHpOBaHMS ak-
TUBHOCTH ¢akropoB Vllla w Va n uarubuTopa akraBaTopa IasmuHorena (PAI-

1).

HacneactseHHBle H TipuoOpereHHbIe HapyllleHHd B cHcTeMe mpoterHa C
NPENATCTBYIOT CHH)KEHUIO CBEPTHIBAIOIIErO MOTEHIHANA TIA3MBI KPOBH H BBI3EI-
BalOT TpoMOO3HI pasmuuHOil Joxamusanuu. [Ipu HacneacTReHHON TpoMOOGUIUH, B
OCHOBE KOTOpOIf JIEXKHUT HaJHYHE Yy MalHeHToB MyTaHTHoro ¢aktopa V (Jlekinen),
HMEEeT MECTO Pe3HCTEHTHOCTh K ACHCTBHIO aKTHBUPOBAaHHOIC nporeuHa C, 4ro
NPUBOJHT K MOBHIIIEHHIO CBEPTHIBAHHMSA KPOBH IO BHYTPEHHEMY H BHEIHEMY Me-
XaHN3MaM U BBI3BIBAET TPOMOO3El NMepHPEpHUICCKUX BEH, MHQAPKTBI MHOKapAaa,
TpOMOO3MOONHIO IErOYHOH apTepHH, TPOMOO3BI BEH CeTIATKH [Ia3a | Jp.

Ilpu npoBeeHNH aHaTH3a C MOMOLIBID Habopa Pealleiinen-tect uccnenye-
MYIO TLIa3My NalUeHTa pa3BoAAT B 4 pa3a cyOCTpaTHOM MIIa3Moi, JepHIATHO#H MO

¢ ¢. V, ¢ uensio CHHKeHHA AefcTBUA PaKTOPOB IUIa3MBl HALMEHTA U MOBEIIICHHS
3aBHCHMOCTH Pe3Y/IhTATOB aHATH3a OT akTUBHOCTH ¢. V. Ecnu B mnasMe nalueHTa
comepxuTca MyTanTHBIH (. V JleiineH, To mpouecc cBepThIBaHUS He OyAeT CHHA-
*KeH o] BIIMSHUEM aKTHBHPOBaHHOTO npoTenHa C.

AKTHBaIHIO 3HAOTeHHOro NpoTterHa C IPOBOAAT C IOMOIIBIO IPHPOAHOTO
aKTHBaTOpa nporenHa C.

C uensio MUHUMH3ALKH BAHAHHSA KOAryJIOMETPOB MIPHHATO Pe3yJIbTATE
NpeJICTaBNATH B BHJe HopMamuzoBaHHoro otHomeHns (HO), 1 pe3ynsTaThl cBep-
TBIBaHHA ITa3MBI KPOBH NMALHEHTA B CMECH ¢ CyOCTpaTHOH IUTa3sMoii 1o Tecty
AUTB cpaBHHBAaTh ¢ pe3yJbTaTaMU aHAIIOTHYHOTO aHANW3a [1a3MBI-KanubpaTopa
¢ ycranoeneHsusiM HO - HOxk.

[Ipu mpoBeAEHNH aHANH3a ONPEACIAIOT 4 MOKazaTeNs:

1. AYTB cMemanHo# nna3Mel-kanubparopa 6e3 akTuBatopa;
2.  AYTB cMelnanHO# miasMei-kaiaOpaTopa ¢ aKTHBATOPOM;
¢ 3.  AYUTB cMemanHOi# mna3sMel DanMeHTa 0e3 akTHBaTOpa;

4. AYTB cMmelaHHOH MIa3MEI NaLUCHTa ¢ AKTUBATOPOM.
IMonxygeHnble pe3yasTaThl BHOCAT B popMyny pacuera HO (cMm m. 8).

AHanutuyeckue napamerpel Habopa PeallelineH-TecT clenylomue:
—  HOk miasMel-kanubparopa — 0,8-1,4;
-  kox}pPUIHESHT BapHallHK pe3yabTaToB onpeaencHua HOk— He Gonee 10%;
— gomycTHMoe oTknoHeHne HOK B miasMe-KanHOpaTope OT aTTeCTOBAHHOTO
3HaueHnsn — He Gonee 10%.
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4. MEPBI TIPEAOCTOPOXKHOCTH

4.1. IToreHUHaNBHEIA pHCK IpHMEHeHHs Habopa — Kracc 1.

4.2, Ilpu paGote ¢ HaGOpOM cneLyeT HaaeBaThb OAHOPA3OBbIE PE3MHOBLIE
WM TUTACTHKOBBIE IIEPUATKH, T.K. 00pas1ib! I1a3sMb! KPOBH HENIOBEKA CIIEAYeT pac-
CMATPHBATh KaK IOTEHIIHAIBHO HHPHLHPOBAHHLIE, ClIOCOOHBIE TUTENLHOE BPEMA
COXpaHATh U nepeaaBatb BUY, Bupyc rematura unn moGoi apyroif Bo30yauTenb
BUPYCHOM MH(EKIHH.

4.3. Mephl Npe AOCTOPOXKHOCTH IIpH padote ¢ HaGopoM — cobiroaenne
«[IpaBUn ycTpolCTBa, TEXHHKH 0€301aCHOCTH, IIPOU3BOACTBEHHOM CaHHTAPUH,
NPOTHBOINHAEMHYECKOTO pexHMa U JIHYHOR ruruensl npu paborte B naboparopu-
X (OTAENEHHAX, OTAENAX) CAHUTAPHO-3ITMAEMHOIIOTHIECKHX YUpEKISHUH cCHUCTe-
MbI MunucTepcTBa 3apaBooxpadenns CCCP» (Mocksa, 1981 1.).

3. OBOPYAOBAHHE I MATEPHAJIBI

- KOoaryJoMeTp moforo Tuna ¢ HabopoM MIACTHKOBRIX KIOBCT;
¢ - ueHTpHUyra nabopaTtopHas, pasBuBatolias yckopenue 2000 g (3000

00/MHH);

- IMOJyaBTOMAaTHYCCKHE MHUIIETKH, TO3BOMAIOLIME OTOHpATE OGBEMBI KHAKO-
ctu 0,025; 0,05; 0,1, 1,0 u 2,0 mu;

- TnpobGupKH HeHTpHudyKHEIE NACTHKOBBIE HIIH CTEKIAHHBIE CHIHKOHUPO-
BaHHBIE BMECTHMOCTHIO 10 M1,

- pacrtBop uMrpara Hatpra 0,11 M (3,8%);

- BOJA JUCTUIUIMPOBAHHAS,

- [epYaTKy MIACTHKOBBIE WM PE3UHOBEIE.

6. AHAJIM3UPYEMBIE OBPA3IIBI

BeHo3Hy10 XpOEP OTOOpATE B CHIMKOHHPOBAHHYIO CTEKIAHHYK HIH IUIA-
CTHKOBYIO mpobupky ¢ 3,8% (0,11 M) nurpatom Hatpus (9:1). Lentpudyrupo-

¢ BaTh Npn KoMHaTHO# Temmneparype (18-25°C) B TeucHue 7 mun npu 1000 06/MUH
(240 g). Ilnazmy nepeHecTH B APYTYIO NPOOUPKY H MOBTOPHO LEHTPUPYTHPOBATH
15 mun npu 3000 o6/mMua (1200 g).

Hentpudyruposanue ciiefyeT OPOBOIUTH KAK MOXKHO CKOPEE MOCHE B3ATHS
kpoBu. HeMeieHHO nociie DOBTOPHOTO LeHTPHYTHPOBAHHS MEPEHECTH [IIA3MY B
APYTYIO IUIaCTUKOBYIO IPOOHPKY.

Bpemsa xpanenus uccnegyeMol IUIasMbl O aHanuza - He Oonee 2 4 mpH
KOMHATHOH Temmepartype, He Gonee 8 41 mpu Temneparype 2-8°C. Jomyckaerca
ONHOKPaTHOE 3aMOPAKHBAHUE MasMbl NpH Temneparype muHyc 18-20°C u xpa-
HEHUeE IIPH 3TOH TeMIeparype He Gonee 2 Mmec.

OOpasie nna3Mel ¢ NOBHIIEHHBIM COAEPKAHHEM TemapuHa AOJXKHEI ObITh
HCKITIOHEHBI H3 HCCIIeAOBaHHS.
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7. IIPOBEAEHHE AHAJIN3A

7.1. IIparoroBjieHne peareHTOB

PacTteop AUTB-pearenta

Brectn Bo ¢pnaxon ¢ AUTB-pearentom 2,0 M1 AHCTHIUIHPOBAHHOH BOJH U
PacTBOPUTH COAEpKUMOE MPH OCTOPOXKHOM MOKAYMBAHMM [IPH KOMHATHOM TeMne-
patype (18-25°C) u BrigepxKaTh B TeueHrHn 30 MHH IIpH KOMHATHOH TeMneparype.

Iomyuennsiii pacteop AUTB-pearenTa MOXKHO XpaHHUTD P TEMIEPATYPES
2-8°C ne Gonee 7 cyt wim npu KomHaTHOH Temneparype (18-25°C) ue Gonee 2
¢y1. He saMopaxuBarh.

PacTrBop AUTB-pearenTa c akTHBaTOpOM

Buectn Bo ¢nakon ¢ AUTB-pearenToM ¢ akTuBaropoM 2,0 M JUCTHILIH-
POBaHHOM BOJBI, PACTBOPHUTE COAEPKUMOE MPH OCTOPONKHOM MOKAYMBAHWH IIPH
KOMHATHOH TeMIIepaType U BEIACPXATh B TedeHHH 3() MHH IpH KOMHATHO# TeM-
neparype.

ITonyyenHsiit pactBop AYTB-peareHTa ¢ aKTUBATOPOM MOXHO XpaHHUTB MPH
TeMmneparype 2-8°C He bonee 7 ¢yt UMK IIPH KOMHATHOR TeMIeparype He fonee 2

¢ cyTt. He 3amMopaxuBars.

PacTeop naazMel-kaauGpartopa

Buectu Bo thnakoH ¢ mnazMoii-kanutparopoM 1,0 MII AUCTUNTHPOBAHHON
BOJ{B], PACTBOPUTE COAEPKUMOE H BBIAEPIKATD Nepel aHANH30M B TedeHne 20-30
MHH IIpH KOMHATHOH TeMnepatype.

Ilony4eHHBIH pacTBOP MOXHO XPaHUTE NpH TeMmnepatype 2-8°C He Oonee 2
4 WA IpY KOMHaTHOH TeMnieparype He Oonee 8 4.

HonyckaeTcs OAHOKpaTHOE 3aMOpakKMBaHME IDIa3MBI-KanuOpaTopa MNpH
Temnepatype Munyc 18-20°C u xpaHeHHe NipH 3Tl Temmepatype He Goree 2 Mec,

PacTBOp NN1a3mel cyberpar gedpuunuTHol no ¢. V.

BHectH BO ¢nakoH ¢ masmoii cyOctpat aepuuurHoH 1,0 M1 AHCTHILTPO-
BaHHO# BOJBI, PACTBOPUTH COASPIKUMOE U BBIJICPKATH [1€PE/] aHAIHM30M B TEUSHHE
20-30 MUH npy KOMHATHO#H TeMIIEpaType.

INomy4eHHEIA pacTBOpP MOXKHO XPaHHTH NpU Temnepatype 2-8°C He Oonee 2

& Y UM TIPY KOMHATHOM TeMneparype He Oonee 8 u.

JlomyckaeTcs OXHOKpaTHOE 3aMOpaXKMBaHHE IUIa3MBI-KaqHOpaTopa NpH
Temneparype Munyc 18-20°C u xpaHenHe mpu 3Toit TeMnepatype e Gonee 2 Mec.

IloaroToBka pacTBopa KaJbIHS XJI0PHAA

Ilepen ucnoneszoBanueM rnporpets 0,025 M pacTBOp KaJlbLUs XJIOPUCTOTO
npH Temiepatype 37° C B Tedenue 15 MuH. IIporpeThiit pacTBop HCNIONE30BATE B
TeqyeHue 8 4.

7.2. Xoa HeeieAoBaHHS
1. Ilepen aHanu3OM CMEILATE UCCICAYEMYIO ITa3MY IMALMCHTA (MU ITNa3My-
KaIMOpaTop) ¢ Miia3mMoit cydcrpar xepuuUUTHO#N no dhakTropy V B COOTHOWIEHHK 1:4
(25 Mrn uccneayemoit miasMel + 100 Mxn cybeTpar AeULIATHOM MTa3MBbl ).
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2. I'lpurorosnTs 2 kroBeTH (A H b), BHecTH B HUX o 0,05 Mi cMelaHHOi
UCCNeyeMOH M1a3Mbl MALMEHTA.

3. BHectu B kiosety A 0,05 mn pactBopa AUTB-peareHTa ¢ akTHBATOPOM, B
ktoBety b BHecTH 0,05 M AUTB-pearenTa 6e3 axTuBaTOpa.

4. MuxyOupoBath 00¢ KIOBETH B Te4eHHe 3 MHH IpH TeMneparype 37° C.

5. lobaeuts B 06e KtoBets! mo 0,05 ma 0,025 M pacTteopa kanbius XIopH-
cToro, mporperoro npu temneparype 37° C.

5. Tocne nobGaBneHUs KansUHA XIOPUCTOrO OTMETUTH TIO TaiiMepy mpubopa
BpeMi 00pa3oBaHMA CIyCTKA.

6. B xtopete A, Kya 106aBI4IM aKTHBATOP, BpeMs CBEPTHIBAHUSA onpeerie-
Ho kak AYTBa (AYTB aktueupoBanHoe), B KioBeTe B, 6e3 akTiBaTopa, - kak
AUYTB.

7. Kaxnoe onpefiesieHye NpoBeCTH 2 pasa, pacCUNTaTh CPENHIOI0 apufme-
TUYECKYIO BEJIHYHHY.

8. AHanornuneiM 06pazoM (cM 1. 1-7) onpeaemurs AUTBa u AUTB s
CMeInaHHo# IIasMeI-KaTHépaTopa.

[ 8. PETUCTPAIINA PE3YJBLTATOB

BBIpasuTh pe3ynbTaThl aHANH30B B BHAE HOPMAIN30BAHHOIO OTHOLIEHHS
(HO, ycin. en.) o dpopmyne :

(AUTB_ /AYUTB)
HO =zt /aame).  *HO
a KaJl

rae: AUTBa - AUTB cmelianHoi#M m1asMel MaliHeHTa ¢ AKTHBATOPOM, CEK;

AUTB - AYTB cMemianHOM MiasMel nauueHTa 6e3 akTHBaTOpa, CEK;
(AUTBa/AYTB)n — otHOmeHUe akTHBHpoBaHHOTO AUTB narueHTa K
AYTB roro xe nanpenTa 6e3 akTUBaLUH, YCII. e71.;
(AUTBa/AUTB)kan - otHomucHHe akTHBHpOoBaHHOTO AYTB cMenian
Hoit mrasmel-kanuOpatopa k AYTB cmemanHo# wia3Mel-kanubparopa
0e3 akTHBalH, YCI.e1.;

0 HOx - nopmanuioBaHHOe OTHOLIEHHE TUIa3MBI-Kanulparopa (yKa3biea
eTcs B acnoprTe Ha Habop).

9. YUET PE3VYJIbTATOB PEAKIIHH

¥ 3poporex iy HO cocrasnger 1,1+ 0,3 yen. en.

3nayenne HO Huxke 0,8 cBHOEeTeNbCTBYET 0 BO3MOXHOM HAJNMYHUH MYyTaHT-
Horo ¢akropa V (JlelineH), pe3UCTEHTHOrO K AeHCTBHIO aKTHBHPOBAHHOIO IPO-
teuHa C.

JloXKHONONOXKHUTENbHBIE Pe3YJETATEI MOTYT OBITH MOMYYEHBI MPU AHAIM3E
obpasiioB masM GONbHEIX:
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— ¢ [IOBBILICHHBIM COAEPKAaHHEM rernapHHa;
—  C HaJIHYHEM CHCTeMHON KpacHOH BOJIYaHKM;
— IIpH UCMONB30BAHUH aNTHKOArYJIAHTOB HenpaMoro Ackicreuda (MHO Brie
3,0).
OxoH4YaTeNbHOE NOATBEPKACHUE Hammua Mytaruu JleiligeHa Moxet ORITh
caenaHo I P-nuarsocTHKOH,

10. YCJIOBUA XPAHEHHUA A DKCILTYATAIIAA HABOPA

XpaneHNe Habopa B yITAKOBKe NMPeANPUATHA-U3IOTOBUTEINS JOJDKHO TPOH3-
BOJMTLCA NpH TeMniepatype 2-8°C B TeueHHe Beero cpoka rogHocTH (24 mec). Jo-
nyckaercs xpaHeHue HaGopa npu TeMmepatype A0 25° C He 6onee 10 cyT.

PactBop AUTB-pearenTa u pacreop AUTB-peareHTa c akTHBATOPOM MOXK-
HO HCIIOIb30BaTh pu TeMmepatype 2-8°C He Gonee 7 cyT MM NpH KOMHATHOI
Temnepatype (18-25°C) He Gonee 2 cyT; epe aHAM30M HE POTPEBATE.

PactBOp mrasMel-kamubpaTopa M pacTBOp IIa3MEI CYOCTPaTHON MOYKHO HC-
NIONE30BATh TIPK KOMHATHOM Temniepatype He Oosiee 2 | WM IpU TEMIOCparype 2-

© 8°C pe 6onee 8 u.

PacTBop KansLus XJI0pUCTOTO NOCIIE MPOTPEBa MOKHO HCIIONBE30BaTh He 00-
nee 8 u.

JiA mony4YeHHs HaNEXKHEIX PE3yNIbTaTOB HEOOX0MMO cTporoe coboAcHHe
WHCTPYKLMH 10 IPHMEHEHNI0 Habopa.

Ilo BonpocaM, xacaronmumMcs kayecTBa Habopa PeaJlelineH-tecr, cnexyer
obpawmarscs B HIIO «PEHAM» MBOOH «O61mectBo 60n1bHEIX reModHIuei» no
ajpecy:

125167, r. Mocksa, HoBriit 3pikoBckuii npoesn, I. 4, ®I'BY 'HL[ Mus-
3apaBconpa3zBuTHA Poccuu, Ten/dakc (495) 614-90-57, e-mail: renam@blood.ru

3aB. npousBoscTsa MBOOH ///

L¢ A.J1.bepxobckuit

«O01mecTBo HONBHBIX reMoQuIHel», K.6.H. / -

L

3aB. na6. knuHudeckoil Koarynonoruu ®I'bY I'HL] .

MunsapaBconpasBuTHsI PoccuH, . M. H., IIp C.A.Bacunees
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