YTBEPX/EHA

npuka3oM Pocanpasrnagzopa «YTBEPXIAIO»
0T «__ » 2009 r. Hupexrop HITO «PEHAM»
Ne :

HHCTPYKIIHSE
no npumenenuio HaGopa pearenToB 415l CKpHHHHTOBOH OLEHKH
HapyumieHHui B cHereme nporenda C
(IIpotenn C-CKPUMHAHT TecCT)

1. HAJHAYEHHUE

HaGop IIpotenn C-CKpUHHUHT TECT IIPEAHA3HAYEH /i1 BhIABICHHS BPOXKACH-
HOH MM TpHoOpeTeHHOH HEJOCTATOYHOCTH IIPOTHBOCBEPTHIBAIOLIEH CHCTEMBI
npoteuna C (mpoteun C, mpoteun S, poMGoMoayuH, TpPOMOHR, HHrHOUTOP IIPO-
terHa C), KOTopas MPUBOIUT K TpoMOO3aM PasIuuHOM JOKAIU3ALMH.

Ha6op npennaznagen mys npoeaeaua 40 Maxpo wim 80 MHKpO ompezere-
Huif mpy pacxoze 1o 0,1 wru nmo 0,05 M1 xaxaoro peareHTa Ha OJHH aHAH3, CO-
OTBETCTBECHHO.

2. XAPAKTEPHCTHKA HABOPA
2.1. lIpuauun gefeTsud

WHxyOanus HOpMaITLHON IUIa3MBL C aKTHBATOPOM DpoTenda C BEI3BIBACT
AXTHBAIMIO SHAOTeHHOro nporeyHa C U mpoteMHa S, 4TO yIHHIET BpeMs CBEp-
THIBAHHS HOPMAJIBHOH IUTIAa3MBI B TECTE aKTHBHPOBAHHOTO JacTHYHOTO Tpombo-
nnactrHoBorO BpeMeH! (AUTB). bez nobapnenns axtusaropa AUTB sToii xe
N1a3MBl HE M3MEHCHO.

B nnasMe naumeHToR ¢ NepUIHTOM cUCTeMBI poTerHa C yaIuHeHne
AUTB npn moGarieHUN aKTHBATOPA MEHEE BEIPAXKCHO, UEM B HOPME.

2.2, Cocras nabopa
B cocraB Habopa BXOZAT clneayiolye KOMIIOHCHTBI:
AUTB-pearesT, miohUIsHO BEICYIIEHHEIH - 2 QuL.;
AUYTB-peareHT ¢ aKTUBATOPOM, THOPHIHHO BHICYMICHHEIH - 2 (IL.;
mIa3Ma-kannoparop, 14o¢uIbHO BECYIIeHHas — 1 QIL.;
0,025 M pacreop kanbius xaopactoro - | ¢m. (5,0 mi).
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3. AHAINTHYECKHUE U AUATHOCTHYECKHE XAPAKTEPHCTHKH

Iponomxurensrocts AYTB B xoHTpONBHO#H [M1a3Me 6€3 axTHBATOpA B AHa-
nmasoHe 25-35 cek.

IlpogomxurensrocTs AUTB B KOHTPONBHOM ILTasMe ¢ aKTHBATOPOM B iUa-
nazoHne 75-130 cexk.

Koadduument sapuanuu onpeneneunit AUTB B xonTpomsHo#t nuazMe Oes
aKTHBATOpA WIH ¢ akTHBaTopoM He Gonee 10%,

JonycTuMmsiii pazdpoc pe3yneTaToB npu onpenencHun AYTB B koHTpos-
HOi I1azme Oe3 akTHBATOpA HIIM € aKTHBATOPOM pPa3sHBIMH HabopaMy OIHOHU cepHH
- He Oonee 10%.

B HopMasbHOM TIa3Me 300pPOBHIX JIHI[ AKTHBHOCTE IpoTenna C cocTaBIger
70-130%.

IMporuBocBepTHBaOIas cHcTeMa mpoternHa C BKIOYaeT TPOMOOMOIYINH,
npotenH C, mpotenH S, TpoMOMH Kak akTuBaTop mporerHa C, mHrHbUTOp Nporen-
Ha C.

HeiictBre cucTemsl mporerHa C HanpaBleHO Ha HHrHOHpOBaHHE PAKTOPOB
CBepTHIBaXOIIE cucTeMp! KpoBi: ¢akropa VIlla u daxtopa Va, a Takke Ha HHaK-
THBALKIO MHIHOUTOPA TKAHEBOro0 aKTHBATOpa IasMuHorena - PAJ-1.

I'oMo3uroTHaA HENOCTATOYHOCTE NPOTENHA C MPHBOAUT K Pa3BUTHIO (Pylb-
MHHAHTHOH MypnypHl y AeTeil (HeCOBMECTHMOH ¢ XU3HEBI0). ['eTepo3uroTHELl ae-
¢unut nporenHa C WIH MPOTeHHa S NPOABIACTCS PAHHUMY TpOMOO3aMH: MH-
¢dapkToM MHOKapAa, TPoMOoIMOOIMelt CHCTEMEI IeroOdHOM apTeprH, TpoMbo3aMu
rIyGOXHX M OBEPXHOCTHBIX BeH HIXKHUX KOHEYHOCTEH, pellUuAHBHPYIOIUMHA
TpoMOO3aMH pa3TMYHON JOKaIA3ALUH | Jp.

Jlevyenue TpomMG030B HEIPAMBIMI aHTHKOATYIIAHTaMH (BapdapUHOM, NENeH-
TaHOM H Ap.} Ha (JOHEe reTepozUroTHoro Aeduuura npoTenra C MOXeT TPHBOAHTE
K HApacTaHHIO KIHHUKH TPOMOO030B HITH COTIDOBOKIAThCA Pa3BUTHEM OCTPBIX
HEKPO30B KOXKHBIX [IOKPOROB Pa3NiYHOM TOKANK3allUK, TAK HAa3bIBAEMBIX «KyMa-
PHHOBBIX HEKPO30BY.

Tprobperennniit gedguunt nporenHa C 1 S HabmoAaeTcd NPH NCYEHOYHOMH
HEAOCTaTOYHOCTH, OCTPhIX JBC-cuaApoMax, CENTUYIeCKHX COCTOAHUAX, YTIKEN-
€T TeYeHHe OCHOBHOTO 3a00/eBaHKs 1, B CBOI0 0Yepelb, TpeOyeT MeaTHKaMEHTO3-
HO# ¥ TpaHcGY3UOHHON KOPPEKLIUH.

4. MEPBLI IIPEAOCTOPOXHOCTH

4.1. TToTeHUMAaNbHEI PHCK IPHMeHeHUI HaGopa — Kiace 2a.

4.2. Ilpu pabote ¢ HabopoM cneyeT HaJeBaTh OJMHOPA30OBLIE PE3HHOBEIE
WJIA TITACTUKOBBIE MEPUATKU, T.K. 00pa3ilbl KPOBU YeNOBeKa CIeLyeT pacCMaTpu-
BATh KaK NOTEHIHAILHO HHQUIHPOBaHHEIE, CIIOCOOHEIE ANUTENHHOE BPEMS CO~
XpaHaTh ¥ Nepenasats BUY, Bupyc rematura win jrobol apyroii Bosbyaurens

BUPYCHOH MH(pEKIIHH.
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4.3, Mepsl IpeqocTOpOXHOCTH MpH padoTe ¢ HabopoM —~ coOMoIeHNE
«ITpaBun ycTpo#icTRa, TEXHHKH O€30MACHOCTH, IIPOU3BOACTBCHHON CaHUTAPHH,
TPOTUBOIIHIEMHYECKOr0 PEXUMA U THYHOH TMTHCHE [TpU paboTe B nabopartopu-
AX (OTACIEHUAX, OTAENAX) CAHHTAPHO-3IHIEMHAOIOTUIECKHX YIPEXACHUH CHCTe-
MiI Munucrepcrsa 3apasooxpanenns CCCP» (Mockea, 1981 r.).

5. OBOPYAOBAHME H MATEPHAJIbLI

- KoaryJIoMeTp Jxoboro THma ¢ HaGOpOM MNACTUKOBBIX KIOBET;

- nenrtpupyra tadoparopHasi, pasBusaromas yckoperne 2000 g (3000
00/MuRH);

- CeKYHIOMEp;

- TOJyaBTOMATHYECKHE IMIIETKY, TO3BONAIONINE OTOUPATh 00BEMbI XKHKO-
ctn 0,05; 0,1, 1,0 1 2,0 Mi;

- npoOupKH NEeHTpH(Y KHBIE INTACTUKOBBIE MK CTEKISTHHbIE CHITHKOHHPO-
BaHHBIC BMECTAMOCTEIO 10 MiT;

- pactBop nurpara Harpha 0,11M (3,8%);

- BOJA THCTHIUIMPOBAHHAA,

-  TIEPYATKH INIAaCTHKOBHIE WM PE3MHOBRIE.

6. AHAJIMZNPYEMBIE OBPA3IIbI

BeHo3HYI0 KpOBb 0TOOpaTh B CHUIMKOHHPOBAHHYIO CTEK/ISHHYIO MJIM ILIa-
cTHKOBYIO mpoGupky ¢ 3,8% (0,11 mons/n) mntpatoM Hatpus (9:1). Lentpudyru-
poBath npu komuatHoi Temmeparype (18-25°C) B Tedenme 15 mum npu 3000
o6/muH (1200 g).

IenTpudyrupoBasue ciexyeT NPOBOAUTH KaK MOXHO CKOpEe NOCIE B3ATHA
KpoBu. HeMeaneHHO noce IMOBTOPHOTO LEeHTPA(YTHPOBAHHS IEPEHECTH IUIA3MY B
APYTYIO IUIaCTHKOBYIO TPOOUPKY.

BpeMs xpaneHUs IpH KOMHATHO# TeMrieparype - He fonee 2 4, fIpu TeMiie-
patype 2-8°C - He 6ounee 8 4. Jonyckaerca O(HOKPATHOE 3aMOPAKHBAHHUE ILTa3MBI
npu temmepatype Muryc 18-20°C 1 xpanenwue npH 3Toit TeMuepaType He Gonee 2
Mec.

7. IPOBEJEHUE AHAJIH3A

7.1. IlIpuroToBieHHEe PeareHTOB

PacrBop AUTB-pearesiTa

Buectn Bo ¢urakoH ¢ AUTB-pearesTom 2,0 M1 JUCTHILIIMPOBAHHOM BOJB U
PacTBOPUTE COAEPKHMOE ITPH OCTOPOKHOM MMOKAYMBAHWK NPH KOMHATHOH TeMIle-
parype (18-25°C) u Brigepxath B TeueHWH 60 MUH IpU KOMHATHOM TeMIeparype.

INonygennsiit pacteop AUTB-peareHTa MOXHO XpaHUTE NIPH TEMIIEpaType
2-8°C e Gonee 7 cyr umu npu koMHaTHO# Temreparype (18-25°C) e Oonee 3
cyT. He samopaxuBats.

Pacreop AUTB-peareara ¢ akTHBATOPOM
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Brectu Bo pnakoH c AUTB-pearenToM ¢ aktHBatopoM 2,0 MJI THCTHILIM-
pPOBAHHOH BOARIL, PACTBOPHTH COACPKUMOE NIPH OCTOPOXKHOM IIOKAaTHBAHHH IIPH
KOMHATHOH TeMnepaType U BELACPKATE B TedeHUH 60 MUH NpH KOMHATHOM TEMIIe-
partype.

Tlonyuernriii pactBop AYTB-peareHTa ¢ aKTUBATOPOM MOXHO XPaHHTL IIPH
temmneparype 2-8°C ne Gonee 7 CyT HiiM IpH KOMHATHOI TeMIlepaType He 6oiee 3
cyT. He 3aMopaxxuBaTs.

PacTBop maasmsi-kanudpaTopa

BuectH BoO dnaxod ¢ miasMoii-kanubparopom 1,0 MII AHCTHILIHPOBAHHOK
BOJIEI, PACTBOPHTE COICP)KUMOE U BBIAECPKATH Nepe] aHanu3oM B TedeHne 20-30
MHH TIpH KOMHATHOH TeMIieparype.

ITonygeHHBI pacTBOp MOXKHO XpaHHTE NIpH TeMlepatype +2-8°C He Gonee
4 9 MM TIpY KOMHATHOM TeMIepaType He Oonee 2 4.

IMToxreroBka pacTBopa KaJbINA XJIOPHIA

ITepen ucronszoBanueM nporpeTs 0,025 M pacTRop Kaasilusa XJIOPUCTOrO
npu teMneparype 37° C B TedeHue 15 MUH.

PacTBOp KanpLHs XJIOPHCTOro NOCHe BCKPHITHA (nakoHa 1 Nporpesa XpaHe-
HHIO He NOJIEKHT,

7.2. Xoa HeeenoBaHHSA

1. Ilpuroroeuts 2 xioBeTH (A 1 b), BHecTH B HuX no 0,1 M Hceneayemoi
TIa3Mbl [TAlHEeHTA.

2. Buecru B kioBety A 0,1 M pactBopa AUTB-peareHTa ¢ aKTHBATOPOM, B
xioBeTy b BrecTH 0,1 Mn AUTB-pearenta 6e3 akTHBaTopa.

3. MexyOupoBarts 00e KIOBETHL B TeueHHe 3 MAH Ipu Temnepatype 37° C.

4. Jobasurs B obe xroBetsl mo 0,1 mit 0,025 M pacTeopa Kajibius XJIOpH-
cTOro, mporpetoro npy Temneparype 37° C.

5. Ilocne moGaBneHua KanbUMs XJIOPHCTOTO OTMETUTE [0 CEKYHIIOMEDY
npubopa BpeMs 00pa3oBaHHA CrYCTKA.

6. B xioBete A, Kyna 1oGapisUI akTHBATOP, BPEMS CBEPTHIBAHKS ONpeaee-
Ho xak AYTBa (AUTB akrusupoBanHoe), B KiogeTe b, 6e3 akTuBaTopa, - Kax
AUTB.

7. Kaxnoe onpeeiieHre MpoBecTH 2 pasa, pacCIATaTs CPSAHIO apHdMe-
THYECKYH0 BEJIMUMHY.

8. AnanormysemM o0paszomM (cum 1. 1-7) onpegennts AYTBa u AUTB mis
INasMel-Kanubparopa, Bxoagmelt B coctas Habopa.
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8. PETHCTPAIIASA PE3YJIBTATOB
BEIpa3uTh pe3ynsTaThl aHATH3A B BUIE HOPMANH30BAHHOTO OTHOMMICHUS

(HO, ycun. en.) mo ¢opMmyne:
(A‘-ITBa /A‘ITB)H

O=rauts /ATITE) xHO,
a Kajx

rae: AUTBa - AYTB nnasMbl ¢ akTHBATOPOM, CEK;
AUTB - AUTB nurazMel Oe3 akTHBaTOpPa, CeK;
(AUTBa/AUTB)u — oTHOmeH#e akTuBUpoBaHHOr0 AYTB nanueHTa x
AYTB Ttoro xe manyenta 6e3 akTUBaLWH, YCI. €1I.;
(AUTBa/AYTB)xan - otHomieHue akTuBupoBasHoro AUTB mnasMel-
kanubpatopa kK AUTB nmnasMe-kanubparopa 6¢3 akTHBALHH, YCILE.;
HOx - HopMann30BaHHOe OTHOINEHKE IUIa3MEBI-KanubpaTtopa, kKoaddu
IIUEHT TlepecueTa akTABHOCTH NpoTreHHa C AN THOOUNBHO BHICYILIEH-
HOH nnasMBI-Kanudparopa (Yka3sIBaeTcs B nacrmopTe Ha Hadop).

9. YUET PE3YJBTATOB PEAKIIHH

¥V 3nopossix mau HO cocrasnger 0,7 — 1,3 yeu. exn.

3nauenue HO Himxe 0,7 CBUIETENBCTBYET O 3HAYUTCIBHBIX HAPYLICHUSX B
cucreMe npoteuna C (pyHKUHOHANBHAS HETIOJHOLCHHOCTD, CHIKCHHBIH CUHTES
npoTenna C, ipoTerHa S) WM 0 Hanudue ¢daxkTopa Va, pe3SHCTEHTHOIO K ACHCT-
BUIO npoteuna C.

OOpasmpl nna3Mbl MAOHEHTOB C MOBBHIIOCHHBEIM COACPXKAHHCM TellapHHA
JIOIDKHE! OBITE HCKIIOYEHB]! U3 HCCIIeOBAHHA.

IIpueM aHTHKOArylnsHTOB HENpPSIMOro ACUCTBUA 1 HAIMYME Y NAIUEHTOB
BOJYAHOYHOTO AQHTHKOATYIITHTA MOTYT NPHBOJUTE K TOXKHOIOMOXKUTEIBHBIM Pe-
3yIETaTaM ONpefeNicHAS aKTHBHOCTH CHCTEMEI IipoTenHa C.

10. YCJIOBHS XPAHEHHS H DKCILTYATAIIUH HABOPA

Xpanenue nabopa B yIakoBKe NpeANpHATAI-H3rOTOBHTEN JOIDKHO NPOU3-
BogUTHCA ipH Temmnepatype 2-8°C B TeueHHe Bcero cpoxa rogaoctH (24 mec). Jo-
nycKaeTcs XpaHenne Habopa mpu temmepatype 1o 25° C ne 6omnee 10 cyT.

Pacteop AUTB-pearenTa u pactsop AUTB-pearenTa ¢ akTHBATOPOM MOJK-
HO HCIIONBE30BATh HE Boliee 7 CYT IIPH YCIIOBUM XpaHCHHS MpH TeMiepatype 2-8°C
W He bonee 3 cyT npu xomuatHo# Temneparype (18-25°C); nepen ananusom He
IIPOTPEBATH.

PacTBop miuasMei-kanubpaTopa MOKHO HCIOIB30BATH TONBKO B TEHEHHE
BpeMeHM He Gofiee 2 9 Hociie IPUroTOBISHHUS IIPH XPaHEHNH IIPH KOMHATHOM TEM-
HepaType WM B TCYeHHE BpeMeHH He Gonee 4 1 mpu TeMnepatype 2-8°C.

PacTBOpP KANBIHS XJIOPUCTOr0 XPaHEHHIO HE MOJICHKHUT.
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Js oTydeHHs HalleXKHBIX Pe3yABTATOB HeOGXOTUMO CTPOroe coboaeHne
HHCTPYKLWH TI0 NpUMeHeHUIo Habopa.

ITo Bompocam, KacaromumMcesd KadecTBa Habopa, caenyet oopamaTeca B HITO
«PEHAM» MBOOU «(O6n1ecTBo 6OXBHEIX reMO(HIHEH» 110 afpecy:

125167, r. Mocksa, HoBriii 3sikosckuii npoesn, 4. 4a, 'emaTonorungeckuit
HayyHE# neHTp PAMH, Ten/dakc (495) 614-90-57, e-mail: renam(@blood.ru

# B HCTHTYT CTAHAAPTH3AOUHA H KOHTPOJIT IEKAPCTBEHHBIX cpefcTs PI'Y
«HI] OCMII» Poc3apasranzopa o ajpecy:

117241, r. Mocksa, Hayunsiit npoesj, x. 14 a, ten.: (499) 120-60-96; 120-

60-95.
3ap. npoussoacTea HITO «PEHAM» k.0.4. %eﬁoacmﬁ

3ag. nab. xinHUgeckoi koarynonoruu I HI{ PAMH,
A. M. H., ipodeccop C.A.Bacuneep
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