


[Ipunnun meToma ocHoBaH Ha aMmruMdukanuy BeiOpanHoro ydactka JIHK denoBeka u mo-
CIICAYIONIECH NETEKIIMN KPUBBIX IUIABJICHUS THOPUIHBIX KOMIUIEKCOB mpoayKkToB 1P u cnenuduy-
HBIX 30H0B. IIponecc ammnpuKanuy 3aKIr04aeTcss B MOBTOPAIOMIMXCS LUKIIAX: TeMIepaTypHas
nenatypauus JJHK-MaTpuiel, oTxur npaiiMepoB ¢ KOMILJIEMEHTapHBIMU IOCIEI0BATEIbHOCTSIMU
JAHK-matpuiibl, CHHTE3 KOMIUIEMEHTApHOM 11enu ¢ 3Tux npaimMepoB Taq JHK-nmonumepasoii.

[Tocne peaknyuy aMIUIM(UKAUIH TOHIKEHUE TEMIIEPaTyphl IPUBOAUT K THOPUIU3AIUU CIIe-
upuanoro JJHK-30H12 ¢ TpoayKTOM aMIUIH(UKAIMK U K CHIDKEHUIO YPOBHS ()IIyOPECIICHTHOTO
curHasia B npoOupke. B mpouecce TemneparypHoOro IiaBjieHHsl 00pa3oBaBIIUXCs AYIUIEKCOB MPO-
ucxoaut BeicBoOOkaeHue JIHK-30H1a, Hecyero quiyopecueHTHbIN kpacutenb. B ciydae Hernod-
Hoil kommiieMenTapaoct JJHK-30H1a u BeiOpanHoro yuactka JIHK, Temneparypa nnaBnenus nyn-
nekca OyneT HUKe, 9YeM B ciydae MOJHOW KomIuieMeHTapHocTH. [ 'mopunu3zannonnsii JJHK-30H7
s petekiuu noauMopdusma G(-455)A koMIuIleMeHTapeH MyTaHTHOW TOCIEIOBATEILHOCTH T'eHa
FGB; rubpuauzanuonnsii JIHK-30u1 mis perekiuu nonumopdusma G103T komrmuiemMeHTapeH
MyTaHTHOH nocienoBarenbHocTd reHa F13Al. Takum oOpa3om, Ui IBYX aUICIBHBIX BapUaHTOB
TeMIIepaTyphl TUIABICHHUS AYTUIEKCOB 30HAa M MPOAYKTOB aMILTU(PUKAIMHA OTINYAIOTCS, Oaroaapst
ITOMY HMICHTH(GUIHMPYETCSI TeHOTHI («HOpMAalbHAas TOMO3HMIOTa», «TETEPO3Ur0Ta», «MYyTaHTHas
TOMO3UTOTaY).

2.2. CocraB Habopa:

B cocraB Habopa BXOJAT ClIeAYONNE KOMIOHEHTHI:

— KOHTpousibHBIN 00pazen 1 «Hopmanbhas romosuroray (KO1) — 1 nmpobupka, 1 mi;

— KOHTPOJIBbHBIN o0pasen 2 «MytantHas romo3urota» (KO2) — 1 mpobupka, 1 mu;

— rotoBas peakuonHas cMmech ais [P (I'PC), nnodunusuposannas — 48 npoOupok;

— amoupyromuit pactBop «I'eHetuka» — 2 ¢. mo 12 mi.

IIpunagiexxHocTu:

— onTuyeckas MiI€HKa — 1 JHcT.

3. AHAJINTUYECKUE U JUATHOCTUYECKHUE XAPAKTEPUCTUKHU*

3.1. Cneuunduynocts onpenenenus noaumoppuzmoB G(-455)A rena FGB u G103T rena
F13A1 ompenensiercst no crangapTHomy o6pasiy npeanpustus, COIl IHK I'emocra3 (per. Ne 05-
2-491). Crnenuduunocts coctapiser 100 % mpu yciaoBUHM, YTO TEHOTUIT OOPA3LIOB MO MOJIUMOP-
¢uzmam G(-455)A rena FGB u G103T rena F13A1 B oOpasuax Ne 1 u Ne2 onpenensercs B cooT-
BeTcTBUM ¢ MHCTpyKuuei k COIL.

3.2. nsa KO1 nomkHO (pUKCHpOBATHCA HAIMYKME OJJHOTO THKA IJIaBJICHUs, COOTBETCTBYIOIIE-

ro renotuny «HopmasibHast roMO3UTOTay.
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3.3. s KO2 nomxHO (PUKCUPOBATHCS HATMYME OJHOTO MUKA TUTABJICHHS, COOTBETCTBYIOIIIC-
ro reHotuny «MyTaHTHasi TOMO3HUTOTa.

3.4. lnarHocTHyecKas Cuenu(puIHOCTb ONpeaeSICHHs TOIUMOP(U3MOB T€HOB CUCTEMBI CBEp-
teiBaHusA kKpoBu FGB u F13A1 cocraBuina:

- IMarHocTU4eckas crenupuanocTs onpeneneHus nomumoppuzma G(-455)A rena FGB:

KIMHUYECKUE WCIBITaHUSA, MPOBEACHHbIE Ha 242 obOpasnax or 222 MalnueHTOB, MOKA3aiH
100% cnemmuduanocts (uaTepBan 98,7 % - 100 %, ¢ noBepuTenbHON BeposTHOCTHIO 90 %);

- TMarHocTu4eckas cnenuduaHocTs onpeaenenus nomumopduszma G103T rena F13A1: xku-
HUYECKHE WCIIBITaHUs, MPOBEACHHBIC HA 242 oOpasmnax ot 222 manueHToB, nokazamu 100% cnenu-
¢uanocts (mHTEpBaN 98,7 % - 100 %, ¢ MoBepuTENHEHON BEpOSITHOCTHIO 90 %).

4. MEPBI IPEJOCTOPOKHOCTH

Buumanue! HecoOusonenue npuBeNEéHHBIX HHKe TPeOOBaAHUI MOKET NPUBECTH K
HCKaKeHHuI0 pe3yabraros ITLP.

4.1. IMoreHnmanbHBINA pUCK NMpuMeHeHHs Habopa — kiace 20 ([Tpukaz M3 PO ot 06.06.2012
Ne 4n).

4.2. Ilpu pabdote ¢ Habopom cneayeT cobmoaars CII 1.3.2322-08 «bezonacHocTh pabOTHI €
mukpoopranuzMamu |1-1V rpynn maroreHHOCTH (OMAacHOCTH) M BO3OYAMUTENSAMHU IMapa3HTaAPHBIX
00se3HEN.

4.3. Jlng npenoTBpalleHuss KOHTaMUHALIMA HEOOXOAUMO TEPPUTOPUATBHO PA3AENsATh dTallbl
BoieneHus JIHK/PHK u moctanoBku [P cormacno MV 1.3. 2569-09 «Opranuzanus paboTsl Ja-
Oopatopuii, UCTIONB3YIOIUX METObI aMIUTH(PHUKAIIUN HYKICUHOBBIX KUCIOT MpH paboTe ¢ MaTepH-
asioM, cojiepKaliuM Mukpoopraiusmsl |-1V rpymnn naToreHHOCTH.

4.4. ITpu padote ¢ HAOOPOM cJeayeT HaJeBaTh OAHOPA30BbIC MEIUITMHCKHIE MEPUYATKH.

4.5. Kaxxnoe pabouee MECTO JOIHKHO OBITh CHA0KEHO COOCTBEHHBIM HaOOPOM J103aTOPOB Iie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepHalaMH U 00opyroBaHHEM. 3a-
MpelaeTcs UX nepeMenieHne Mexay pabounMyu MeCcTaMH.

4.6. JIns nmpoBeneHus: peakiny aMIuIMpuKanuu ¢ aerekuueit npoaykros I[P B pexume pe-
QJIbHOTO BPEMEHH HEOOXO0AUMO UCTOIb30BaTh TOJIBKO OJJHOPA30BbIE HAKOHEUYHUKHU € (PUIBTPOM IS
7103aTOPOB.

4.7. He nomyckaeTcs MCHOJb30BAHNUE OJHUX M T€X e HAKOHEYHHKOB MpU JT0OABIEHUU pa3-
HBIX 00pas3IoB.

4.8. Tlocne okoH4YaHust pabOT aJisl AC3UH(EKIIUNA U TTPEIOTBPAICHUSI KOHTAMUHAIIMKA BCE pa-
0oure MOBEPXHOCTH U 000pYyI0BaHUE CIEyeT MOABEPTHYTh ACHCTBUIO OaKkTepuIuAHbIX YD mamil
B TeueHue | daca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPABUIAMH JIC3UH(U-

LUPYIOUUMU cpelncTBaMu (makumu, kax: 0,2% pacmeop «/[I1-2T»; 1-3% pacmeop «{uabaxy,
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0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop «Mucmpanevy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTb 00paboTke Ae3uHPUIUpPY-
IOIUMU CPEJICTBAMU C Tocheayromei yrumm3anueit (cm. MY-287-113 «Meroanueckue yKa3aHHs
0 JAe3UH(EKUNH, NPEeICTePUIN3aMOHHON OYMCTKE M CTEPWIN3ALMM HU3IEIU MEIULUHCKOro
Ha3HAYCHH).

4.10. IIpu ucnonp3oBanuu Habopa 00pa3yroTcs 0TX0bl KinaccoB A, b u I', koTopsle kiaccu-
¢bunmpyrotcs 1 yHuuTOXKaroTca (yruimsupytores) B coorBerctBuu ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3UJEMHUOJIOTHYECKHE TPeOOBaHU K OOPALIEHUIO ¢ MEAMLIMHCKUMH OTXOoAaMu». Jle3uH-
¢dexuno HabOPOB peareHToB cleayeT MpoBoAuTh Mo MY 287-113 «MeTtoaudeckue yka3zaHus 110
Ne3uH(EKINH, TPEeICTEPUIN3ALNOHHON OUNUCTKE U CTEPUIN3ALUN U3EeINi MEAUIIMHCKOTO Ha3Ha-
YESHUS.

5. OBOPYJOBAHUE U MATEPHUAJIbI

—aMITMPHUKATOp ¢ (IyOopecleHTHON AeTekuueil B pexxume peanbHoro BpemeHn «CFX96»
(pupma «Bio-Rad», CILIA);

—JIaMUHApHBIA OOKC 2-T0 Ki1acca OMOIOTHYECKON 3alUThl (HarpuMep, OOKC abakTepuaabHOI
Bo3ymHOM cpenbl Tuna BABn-01, «Jlamunap-c», 3A0 «Jlamunapusie cuctemsl, Poccus);

—XOJIOJMIIBHUK OBITOBOM, MOAEpKUBatOIINi TemmepaTypy (2-8) °C;

—MUHHU-IIEHKep s MpoOUpoK BMecTUMOCTbIO 0,2 M, 0OecreynBarouiil nepemMeriBaHme
npu 1200 06/mun (Hanpumep, PSU-2T, pupma «BioSany, JlatBus);

—MHKpOLIeHTpU(pyra /uiss MpoOMpPOK BMECTUMOCThIO 2 Mil, obecneunBatomuii 13000 o6/MuH
(nampumep, «Eppendorf MiniSpin», pupma «Eppendort», I'epmanus);

—/103aTOPbI OJJHOKaHAJIbHBIE C IEPEMEHHBIM 00bEMOM, CO CMEHHBIMU HAKOHEYHUKAMU

(manpumep, pupma «Biohity, Gunnsuaus);

—BCTpSIXMBATENb I MpoOupokK (Hampumep, Bio-Vortex V-1 plus, pupma «BioSany, JIatBus);

—TepUaTKl METUIMHCKUE OJHOpPa30Bble HECTEPUIIbHBIE HEOIMYAPEHHBIE JATEKCHbIE WIIH
HeonpeHoBsie (Hampumep, nepyatku «NeoTouchy», hpupma «Ansell HealthCare», ['epmanus);

—OJIHOPA30Bble HAKOHEYHUKHU JUIS J103aTOPOB C 3AIIUTHBIM (HIBTPOM /a3p0O30JbHBIM Oapbe-
poM (Hampumep, pupma «FinnTip», PunnsHANA);

—IITaTUBBI TSI MUKPOIIPOOUPOK BMECTUMOCTBIO 1,5 —2 Mut u 0,2 M1 (Hanpumep, pupma

«Xemukon», Poccus);

—KOHTeWHep 1i1si copoca 0Txo10B (HanpuMmep, «KouTtelHep s cOpoca oCTporo HHCTPYMEH-
tapus — EK-01», pupma «kKM-TTPOEKT», Poccus);

— HOK KaHUEJSPCKUM.

6. IOATOTOBKA AHAJIM3UPYEMBIX OBPA31LIOB U PEAT'EHTOB

6.1. IloaroroBka aHAJIM3UPYEeMBbIX 00pPa3LOB.
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Jlst aHanmM3a MOATOTOBUTH KIMHUYECKHE 00pa3ibl (OYKKAIbHOTO AIUTENHS, ETbHONH KPOBH)
¢ nomouisto HabopoB i Beiaenenus JJHK «Peanbect-I'eneruxa JITHK-skcnpece» unu «Peanbect
skctpakius 100».

Kaxxnas rpynmna obpasios, nmpoxosiias yepe3 npoueaypy Beinenenus JJHK, momkHa coxep-
xatb KO1 u KO2, xoTopbie ABISAIOTCS KOMIOHEHTaMH IaHHOTO Habopa.

6.1.1. Beigenenue JIHK ¢ momomsto Habopa pearenToB «Peanbect axctpakius 100».

Boigenenue JIHK u3 o6pasuoB nmpoBoauts 6e3 A00aBiieHNs BHYTPEHHEr0 KOHTPOJIBHOIO 00-
pasma (BKO). KO1 u KO2 npoxoast nponeaypy soiaeiaeHus JJHK aHamorndyHo mojoXuTeIbHOMY
KoHTpoibHOMY 00pasiy (IIKO) (cM. nHCTpYyKIHIO HAaOOpa ISl BBIACICHHS).

Omonuio 00pa3noB npoBoaAuTh B 200 MKJ SIIOMPYIOLIETO PacTBOpPa, BXOJIAIIETO B COCTaB
Habopa 118 BeIIeneHus. 3areM 1o0aButh 400 MK aoupyrolero pactsopa «l eHeTnkay, BXOsIe-
ro B COCTaB JaHHOTO Habopa. TmiarenpHO mepeMeniath Ha BopTekce. LleHTpudyrupoBark Ha MUK-
pouentpudyre nmpu 13000 06/muH 1 MUHYTY. Y CTaHOBHTH TPOOUPKH B MATHUTHBIN IITATUB.

6.1.2. Beimenenne JIHK ¢ nomomipto HabGopa pearentoB «Peanbect-I'enernka JIHK-

OKCIPECCH.

Brigenenue JIHK u3 06pa3inoB mpoBOoAUTh COTIacCHO MHCTPYKIMU Habopa. I[IpoOsl TOTOBHI K
noctanoBke III1P-ananu3a.

6.1.3. Beinenennyro JIHK xpanuts npu remnepatype (2-8) °C ne Oonee 24 yacos.
6.2. IloaroroBka peareHToB.

[lepen HauamoM paboOTHI U3BJIEYb HAOOP U3 XOJIOAUIBHUKA, BblIepKaTh npodupku ¢ I'PC B
ynakoBke (He BckpbiBasi!) npu temmneparype (18-25) °C e menee 30 MuHyT. 3aTeM BCKPBITH yIia-
KOBKY, aKKypaTHO C TOMOIIBIO0 KAaHLEISIPCKOTO HOXKa OTpe3aThb HEOOXOJUMOEe KOJIMYECTBO (IO
YHCTy MOJATOTOBICHHBIX MPOO, BKIOYas KOHTposbHbIe 00pas3isl: 1 KO1 u 1 KO2) npobupok ¢
I'PC. Otpe3arh mpoOUpKH ClIeTyeT BMECTE C TTOKPHIBAIOIICH MX TIJICHKOM.

Buumanwue! OctaBuuecst Hencosib3oBaHHbIME TpoOupku ¢ ['PC ynakoBath B 11edieHOBBII
MAKET C OCYLIUTENEM, YIAIUTh U3 HETO JUIIHUN BO3AYX U IJIOTHO 3aKPbITh 3aXKHM.

[Tocne mepBoro BCKpeITUS yHakoBKH cpok roanoctu I'PC npu temnepaTtype xpaHeHus (28)
°C cocrasiser 3 MecALa.

KO1 u KO2 nocne BckpbITUs TPOOUPOK XpaHUTH IpHu TemrnepaType (2-8) °C ne 6omnee 1 me-

csira win anukBoTamu o 50 mMxu1 ipu Temreparype munyc (18-24) °C ne 6onee 3 mecses.
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7. MTIPOBEJEHUE AHAJIN3A

7.1. Heobxonumoe kosmuectBo mpodupok ¢ I'PC nmponymMepoBaTh U paclojokKHUTh B IITATHBE.

Buumanue! Haanucu cnemyeT pacrionarath Ha O0KOBO# 4acTu mpoOupok. OnTudeckas Ti¢H-
Ka JIOJDKHA OCTaBaThCs YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTAEIbHBIM HAKOHEUYHUKOM C (UIBTPOM BHECTH I10
50 mxa pactBopa BelenenHoi JIHK. He 3axBateiBath ocanok!

[110THO 3aKIEUTh MPOOUPKH ONTUYECKOH MIEHKOH.

7.3. ITomecTuTh TPOOUPKU B MUHH-TIICHKED. [lepeMemniaTs cogepKuMoe TPOOHUPOK C 4aCTOTOM
Bpaienus 1200 06/MuH B TeueHue | MUHYTHI.

7.4. IlomMecTuTh TPOOUPKH B aMIUTU(DUKATOP.

7.5. 3anporpaMMHupoOBaTh MPHOOP ISl MIPOBEICHUST aMILTU(GUKAUU crienuduIeckoro ¢gpar-
MeHnTa JIHK uenoBeka u perucrpauny KpUBBIX IIABICHHUS.

[IporpamMmmupoBanue amMrin@uUKaTopa MpoOBOJIUTH B COOTBETCTBUU C HHCTPYKIMEH K MPHOOpPY
u . 7.6.-7.9.

7.6. 3anporpaMMHpOBATh MPOTOKOJI MPOBEACHUS PEAKIIUUA aMIUTM(PUKAINUUA U TETEKIIUU KPH-
BbIX IJIABJICHHUS:

— 1 cragus: 50 °C — 2 MUHYTHI;

— 2 cragusi: 95 °C — 2 MUHYTHI,

— 3 cragus: 50 nukioB (94 °C — 10 cexynn, 60 °C — 20 cexyHn);

— 4 cranus: «kpusas miaasiaeHus» ot 27 °C go 75 °C ¢ marom 1 °C B TeueHue 5 ceKyH[
(u3mepenue (ryopeclieHIIUH TPOBOIUTh HA KaXJIOM LI1are);

— 5 cragus: 10 °C — 1 MunyTa.

7.7. BeiOpath KaHabl AETEKIIMA KPUBBIX TIaBiIeHUs AyriiekcoB crenuduynoro JJHK-30Hma
Y IPOAYKTa aMIUTU(DUKAIIUY JIJIs1 PETUCTPAIIUU TeHETUIECKIX MOTUMOP(HU3MOB:

«FAM» — peructpauus G(-455)A rena FGB;

«ROX» — peructpauuss G103T rena F13A1l.

7.8. 3anmporpaMMupoBaTh MOJOKEHHE MPOOUPOK C UCCIENYEeMbIMU U KOHTPOJIbHBIMU 00pa3-
[[aMU COTJIACHO MHCTPYKIIMH K UCIIONIb3yeMOMY TTpHOOpYy.

7.9. 3amycTUTh IPOrpaMMy U MPOBECTH PEAKINIO aMILTU(UKAIIUK C perucTpanueit gryopec-
[IEHIIUH B PEKUME PEATbHOTO BPEMEHH.

8. AHAJIM3 U YUET PE3YJIbTATOB
8.1. YcioBus aHaIu3a U y4éTa pe3y/ibTaToB

s KO1 B kananax nerexkuuu «FAM» u «ROX» momkHO (PUKCHPOBATHCS HATUYHE OJTHOTO

MIMKa [JIABJIEHUs, COOTBETCTBYIOIIETO reHoTuny «HopManpHas roMo3UroTa, U ONpeAeaThCs 3Ha-

YeHHE TeMIEPATyphl IIaBICHHUS.
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st KO2 B kananax gereknuu «FAM» u «ROX» 10mkHO GUKCHPOBATHCS HATHMYHUE OJHOTO
MUKa TJIaBJICHUS, COOTBETCTBYIOMIETO reHOTHNY «MyTaHTHAsi TOMO3UT0Tay, U ONPEIENISThCS 3Ha-
YEHHUE TeMIEPaTypPhl IJIABJICHHUS.

8.2. Ananu3 pe3yiabTaToB onpenegenus noaumoppuzmon G(-455)A rena FGB u G103T
rena F13A1.

8.2.1. lnsa xaxmoro uccinemayemoro obpasia B kananax gaerekiun «FAM» u «ROX» momken
(buKkcupoBaThCs OJUH (B CIIy4ae TOMO3UTOTHOTO HOCUTENILCTBA) WIIH JIBA (B CITydae reTepO3UTrOTHO-
ro HOCUTEJILCTBA) MMKA IJIABJICHUS U ONPEACIATHCS 3HAUCHUE TEMIIEPATyPhl IIaBJICHHUS.

8.2.2. 'enoTun aHanu3upyeMoro odpasia yuyuThiBaeTcs Kak «HopmaibHas TOMO3UTOTay, €c-
JIM 715 3TOro o0pasua GUKCUPYETCsl HATMYUE OJHOTO MHKA IUIaBJIEHUS, IIPYU ITOM 3HaUE€HUE TeMIIe-
paTypsl oTaudaercs He Oosee yem Ha 3 °C ot Temneparypsl miasieHus st KO1.

8.2.3. 'eHOTHN aHANIM3UPYEMOr0o 00pasiia yuyuThIBaeTCsl Kak «MyTaHTHAs TOMO3UTOTay, €ClU
JUIS 3TOTO 00pasia (GUKCUPYETCsl HaTu4Kue OJJHOTO MUKa IUIaBICHUS, IIPU 3TOM 3HAUYEHHE TeMIlepa-
Typbl oTiInuaeTcst He 6omee yem Ha 3 °C ot Temmnepatypsl miasnenus aisa KO2.

8.2.4. 'eHoTHn aHAM3UPYyeMOTo 00pasia yuuThIBaeTcsa Kak «I erepo3uroray, eciu AJsl 3TOTO
oOpa3ua (pukcupyercss HaJu4re JBYX MMUKOB IJIABJICHHS, IIPY 3TOM 3HAYCHHE TeMIIepaTyphbl OJTHOTO
nuKa oTiimyaercs He 6osee ueM Ha 3 °C ot Temneparyps! iasnenus A KO1, a remnepatypa BTO-
poro otnuuaetcsi He Oosiee yem Ha 3 °C or Temneparypsl mwiasienus aias KO2 (moapobHee cMm. B
[Mpunoxxenun 1 u Ipunoxxernu 2 K JTaHHONW UHCTPYKITUH).

8.3. Pe3ynbpTaT reHOTUIIMPOBAHUS CUMTAETCS COMHUTEIBHBIM, €CITU TeMIepaTypa IIaBIeHHs
MPOJIYKTOB TUOpHUIM3aUU OTian4daeTcs Oonee yeM Ha 3 °C or 3HavyeHwid, momydeHHbIX st KO1
n/um KO2. CoMHUTENBHBIE PE3YIbTAThl HE MOJJIEKAT aHAIN3Y U y4€Ty. B ciiydae coMHUTENBHOTO
pe3ysibTaTa He0OXOAMMO POBECTH MOBTOPHBIN aHAIN3 JAHHOTO OoOpaslia, HAUMHAsI C ATara BbLjie-
nenusa AHK nnm 3a6opa maTepuana.

8.4. luarnocTuyeckasi 3HaUUMOCTh

HacnencrenHas npeapacnoiio’)KeHHOCTD SIBJSIETCS] OJTHUM M3 KIIFOUEBBIX 3B€HBEB NPHU Pa3BU-
iU TpoMOodumuu. Puck pa3Butus TpoMO030B, TPOMOOIMOOIUH, HilleMU U MHPAPKTOB OPraHOB
3HAYUTENIHO YBEIIMYMBACTCSI IPH COBMECTHOM ACHCTBUM HACIEICTBEHHOCTH U CPENOBBIX (PaKTo-
POB, TaKUX Kak KypeHHe, IpUEéM OpalbHBIX KOHTPAIETITUBOB U pPsijia APYTUX JEKAPCTBEHHBIX Ipe-
napaTroB, OepeMEHHOCTb, JIUTENbHAs HUMMOOWIM3AIMs, XUPYPrUYecKue olepanuu B o0nacTu
KPYIHBIX BEHO3HBIX MarucTpalieid, COYETaHHE C XPOHHUYECKUMHU 3a00JeBaHUSIMHU (OKHUpEHUE, ca-
XapHBIA auaber, MaToNIOTUU CepAla, 3J0KaueCTBEHHBbIC Omyxonn). [Ipy 3TOM BBISIBUTH HACIEl-
CTBEHHYIO TIPEIPACIIONOKEHHOCTD JI0 PA3BUTHUS OCIOXHEHHI 0e3 MPOBEeNEeHUS TeHETHIECKOrO aHa-
JM3a, KaK MPaBWIIOo, 3aTPyAHUTENRHO. TpomOodmms — MHOTOGaKTOpHOE 3a00JIEBaHKE, U BBIJICTUTH

OJIMH «OTBETCTBEHHBIIN» I'eH HEBO3MOXHO, CYMMapHBIﬁ PUCK CKIIaAbIBACTCA M3 COYCTAHHOI'O I[Gf/i-

Perncrpanus MH B PocanpaBrangsope
www.nevacert.ru | info@nevacert.ru



CTBUS psJia HOTUMOP(GU3MOB B PA3IUYHBIX T€HAX, UMEIOIIUX OTHOLIECHHE K CHCTEME I'eMOCTa3a.

benox ¢puOpuHOreH npu akTUBAaLMKU CUCTEMBI CBEPTHIBAHUS KPOBU IIPEBPALLAETCS B HEpac-
TBOPHMBI TPOMOHMH, KOTOPBII COCTaBIIIET OCHOBY KpoBsiHOTO crycTka. [Tomumopdusm G(-455)A
reHa B-nenu pubpunorena FGB He MeHser cTpykTypy Oeika, HO 3a CU€T aKTUBHM3AIlMU TPaH-
CKPHUIIMK yBETMYUBAET €ro KojauuecTBO B KpoBH (Ha 10-30%), 4TO MOXKET CHpOBOLIMPOBATH U3-
numHee TpoMOooOpa3zoBaHue. YpoBeHb (PUOPHMHOTEHA TAK)KE MOBBIIIACTCS B TEUEHUE OEpEMEHHO-
CTH, IPY MHPEKIMOHHBIX M BOCTIAIUTEIBHBIX MPOIECCaX, 0XKOTaX, MPUEME ICTPAreHOB U OPATbHBIX
KOHTPALIETITUBOB, OINEPAIlMOHHBIX BMENIATENbCTBAX, OHKOJIOIHH. COOTBETCTBEHHO, IPU HAJIMYUU
MOI0OHBIX JTOMOTHUTENBHBIX (PAKTOPOB pHcKa Ha (pOHE HANMMYHUS HEOIAronpUsATHOTO NOIUMOPhU3-
Ma G(-455)A FGB BeposTHOCTH 00pa3oBaHusi TPOMOOB MOBKIIIASTCS. J1JIs JTFOACH C MOBBIIICHHBIM
ypoBHEM (UOpPUHOTEHA PUCK MHCYJIBTA BHINIE B 2-3 pa3a [0 CPaBHEHUIO C JIFOABMH C HOPMAITLHOM
KoHIeHTpauuel ¢ubpuHorena. Bknaa nonumopduszma G(-455)A B noBsilIeHUE YPOBHS PUOPUHO-
reHa ¥ pucka TpoMOOo(GMINK 10303aBUCUMBIH, T.€. 3¢ (deKT Hauboiee CUIeH MPU FTOMO3UTOTHOM Ie-
Hoture A/A, HO TIPOSIBIIIETCS, XOTh U ciabee, mpu rerepo3urotHom Bapuante G/A. ITokazansl ac-
counanuu Hannuus amwiens -455A FGB ¢ noBblllieHHBIM pUCKOM MH(apKTa MHOKapJa, UlleMuye-
CKOTO MHCYJbTa U MH(papKTaMH 1epeOpalbHBIX COCYAOB, MepudepruuecKoro arepockieposa. [lamu-
€HTBl C MHCYJIBTOM, HOCUTENH ayiens -455A, XapakTepu3yrTCsl MHOTOOYaroBOCTBbIO MOPAXKEHUH,
pHUCK yBelIMuuBaeTcs B 2,6 paza B cpeiHEM U Oosiee ueM B 4 pas3a AJis MalUEeHTOB C HEKOMIIEHCHPO-
BAHHOW TMIIEPTOHHEM.

®akTop cBeprbiBaHus kKpoBu XIII mpu akTuBanuu TpOMOMHOM CIIMBaeT HUTU (HuOpuHa,
yCUIMBasg MEXaHMUYECKYI0 MPOYHOCTh KPOBSIHOTO CTyCTKa U MpensTcTByd ¢GuOpunHonuzy. Ilomu-
mopduzm G103T B rene F13A1, kogupyromem anbha-cyobeaunauity gaxkropa XIII mpuBoaut k 3a-
MEHE aMHUHOKHCIIOTHI B Oenke, Val34Leu, BapuanT 34Leu Gosiee CKIOHEH K aKTUBH3ALUUA TPOMOU-
HoMm. Amtens 103T accomuupoBaH co CHHKEHHEM pUCKAa TPOMOO30B, KOPOHAPHOU OOJIE3HH COCY-
J0B U arepockieposa. Bapuant 34Leu pexe BcTpedaeTcsl y MAIMEHTOB, MEPEHECHIMX HUHQApPKT
MHOKApJia WU WIIEMUYECKUM MHCYJBT, 10 CPAaBHEHHUIO C KOHTPOJIBHOW Tpynmnoi. [IpoTeKTuBHBIN
s dexr BapuanTa 103T mposiBisieTcss Kak B TOMO3UTOTHOM, TaK M B T€TEPO3UTOTHOM COCTOSTHUU. B
TO e BpeMsi, n30biTounas aktuBanus (akropa XIII y nocureneit amtenst 103T npuBoauT k u3me-
HEHHIO CTPYKTYPHI CI'yCTKa, (GPUOPHHOBBIE HUTH 00Jiee TOHKUE U MOPHI MEKIY BOJIOKHAMH MEHBbIIIE.
Takoe ctpoeHue TpoMOOB SBJISETCS (PAKTOPOM PHCKA CIIOHTAaHHBIX CyOapaXHOMAAIBHBIX KPOBOU3-
JTUSHUHN, KPOBOTEUEHUI U3 BHYTPEHHUX OPIaHOB, OBTOPSIIOIIMXCS CIIOHTAaHHBIX a00OPTOB.

Bosiee mompoOHO 03HAKOMHUTHCS C TUATHOCTUYECKON 3HAYMMOCTBIO ONpPEENICHHs] OJJHOHYK-
neotugHbIX moauMopduzMoB G(-455)A rera FGB u G103T rena F13A1 moxHO B IuTeparype:

[BeroBckas I'.A., Yuxora E.JI., JIudmmun I'". u np. ['eHeTnueckue (HakTopbl prUcCKa TPOM-

O0odwK y KEHIUH PEeNpOAYKTHBHOTO Bo3pacTa B 3amagHo-Cubupckom perunone // dyHpamen-
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TanpHbIe uccnenoBanusa. 2010. Ne 10. C.72-79.

Hlenotuna E.I'., [IpaconoBa M.A., UBanoB M.K. HoBbie HaOOpBI peareHTOB AJIsl BBISBICHUS
OJTHOHYKJICOTUHBIX MOTUMOP(PHU3MOB T€HOB (POIATHOTO IUKJIA U CHCTEMBl CBEPTHIBAHUS KPOBU //
Hosoctu Bektop-bect. 2013. T.68. Ne2. C. 2-8.

[TerpuxoB A. C., loiixer . H., bensix B. ., E.®. KoroBumukosa, N.I". Ileperynosa, I".1.
Koctiouenko. Posib reneTnueckux moaumMoppu3MoB B BOSHUKHOBEHUH BEHO3HBIX TPOMOO3IMOOIIH-
YeCKUX OcliokHeHul // Menununa u oOpa3oBanue B Cubupu: cereBoe HayuHoe uzaanue. 2012. No
4,

[TuzoBa H.B. TpomOodunuu: renetndeckre moauMopdu3Mbl U COCYAUCThIE KatacTpodsl //
M.: UMA-IIPECC. 2013. 248 c.

9. YCJIOBUSA TPAHCITIOPTUPOBAHUS, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancniopTupoBaTh WU3AEIHS CIEAYET TPAHCIOPTOM BCEX BUIOB B KPBITHIX TPAHCIIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPABUJIAMH MEPEBO30K, ACHCTBYIONIMMHU HA TPAHCIIOPTE JAaHHOTO
BHJIa, TIpu Temneparype (2-8) °C. JonyckaeTcst TpaHCIOpTUPOBaHUE MpH Temmeparype a0 25 °C He
6onee 10 cyTok.

9.2. Xpanenue Habopa B YHNAKOBKE MNPEANPUSITUS-U3TOTOBUTENS TOJIKHO OCYIIECTBISATHCS
npu temneparype (2-8) °C B TeueHHE BCEro CpoKa TOJHOCTH B XOJOIUIIBHBIX KaMepax HIIH XOJO0-
IMITFHUKAX, 00ECTIeUNBAIOIINX PErJIAMEHTHPOBAHHBIN TEeMIIEpaTypHBIA PEKUM C €KETHEBHOH pe-
TUCTPALUE TEMIIEPATYPHI.

9.3. Cpok ropHocTtu Habopa — 12 mecsueB co AHsS Belycka. He pomyckaercs mpuMeHeHHe
HaOOPOB M0 UCTEYEHUH CPOKA UX TOAHOCTH.

9.4. [list mosryueHus: HaIEKHBIX PE3yabTATOB HEOOXOJMMO CTPOToe COOIOICHHUE JTAHHOW WH-
CTPYKLMHU IO TPUMEHEHUIO Habopa.

10. TAPAHTHUWHBIE OBSI3ATEJILCTBA

10.1. TIpomsBoauTenb rapaHTUPYeT COOTBETCTBHE BBIMYCKAEMBIX M3JEIUNA TpeOOBaHUSAM
HOPMAaTUBHOM M TEXHUYECKON JOKYMEHTALIUH.

be3onacHOCTh M Ka4eCTBO M3/EINUs TAPAHTHUPYIOTCS B TEUCHHE BCETO CPOKA TOTHOCTH.

10.2. TIpou3BoanTENF OTBEYAET 32 HEAOCTATKH W3JENUS, 32 UCKIIOUEHHEM Je(eKTOB, BO3-
HUKIIUX BCIICJCTBUE HAPYIICHUS MPABUI MOJIb30BaHUS, YCIOBUI TPAHCIIOPTUPOBAHUS M XPaHCHHS,
100 NeHCTBUS TPETHHX JIUL, TMOO HEMPEOI0JIUMON CHIIBL.

10.3. IlpousBomuTens 00s3yeTCS 3a CBOM CUET 3aMEHUTh M3JIENINe, TEXHUIECKUE U (PyHKIHO-
HaJIbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOMCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOW M TEXHWYECKOH IOKYMEHTAlLlMH, €CJIM YKa3aHHbIE HEIOCTATKU SIBUJIUCH CJIEJCTBUEM CKPBITOTO

,Z[Cq)eKTa MaTCpHraJIOB UK HCKAYCCTBCHHOI'O U3IrOTOBJICHUSA U3ACIIUS IPOU3BOJUTCIICM.
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ITo Bompocam, Kkacaromumcsi KadectBa HabOopa  «Peanbect-I'enetnka I'emoctas
FGB/F13Al» cnenyer obpamarbcs B AO «Bektop-Becr» 1o aapecy:

630559, HoBocubupckas 006:1., p.m. KombsioBo, HayuHo-npon3BoacTBeHHAs 30HA, KOPIL36,
koMH.211, Ten. (383) 227-67-64, ten./daxc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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IMPUJIOXKEHUE1

IF'EHOTHUII
«HopmanbHast «MyTaHTHast
= «I'erepo3urora»
5 TOMO3HTOTA) TOMO3UT0TAY
=
g 3 JIBa muka
5 5 = OpuH nuk miasie- | OQuH MUK TIaBIe-
o = < JIaBJICHUS,
= = HUS, OTIMYACTCA | HUSA, OTIIHYAETCS
s OTJIMHAIOTCA
= He OoJee He Oonee
He OoJiee
yem Ha 3 °C yem Ha 3 °C
gem Ha 3 °C
ot KO1 ot KO2
ot KO1 u KO2
FGB G(-455)A | «KFAM» GIG A/A G/A
F13A1 G103T «ROX» G/G TIT GIT
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HPUJIOKEHHUE 2
Pa6ora ¢ nerekrtupyrwomum ammianpuxkaropom «CFX96» (pupma «Bio-Rady», CILIA).

Mpumeuanue. /s wimrocTpani B HACTOSIICH WHCTPYKIIUH HCIOJIB30BAHBI CKPHHIIOTHI
nporpammbl Bio-Rad CFX Manager v3.0. [l apyrux Bepcuii [10 BHEIIHHMI BUI MOXKET HE3HAYH-
TEJIBHO OTJIMYATHCS OT MPUBEIEHHOTO HIDKE.

A. 3anyck peakuuu

1) 3amporpaMMHpOBATh TPOTOKOJI MTPOBEACHUS PEAKIIUN aMILTU(QUKAIIMN U JICTEKIIUN KPUBBIX
iaBiacHus (3akiaaaka «Protocoly):

— YcranoBuTh 006EM 00pasiia — 50 Mk («Sample Volume 50 ply)

— 1 mar: 50°C — 2 MUHYTBI;

— 2 mar: 95°C — 2 MUHYTBI;

— 3 mar: 94°C — 10 cexyHz,

— 4 mar: 60°C — 20 cexyHz,

— 5 mar: mostop («Insert GOTOy), nHaunnas ¢ mara 3, eme 49 pa3 — cymmapso 50 IHKIIOB;

— 6 miar: «kpuBas miasneHus» («Insert Melt Curve») ot 27 °C go 75 °C ¢ yBenudeHueMm Ha
1°C; nHKyOanust Ha KaKI0W TeMIepaType B TeUEHUE 5 CeKyH]I ¢ M3MEpeHHeM (DITyopecleHIINH;

— 7 mar: 10°C — 1 munyTa.

Protocol Editor - VB-Genetika-Melt.prel (Ex

File  Settings Tools

HI ﬁ InsertStep

Est. Run Time 01:33:00 @ 9

Sample Volume ul

1 2 3 4 5 [
50 C 540 C
2:00 0:10 7h0 C
500 C 00 ¢ G RORNE
- 0:20 0
200 T 70 C
0 0:05
=
., 3
45 x
1 500 C forZ:00
l Insert Step l 2 950 C for2:00
= 3 540 C forD0
l Insert Gradiert l 4 600 C for0:20
— 5 GOTO3 .45 maore times
= 6 MeltCurve "71] to750 C. increment 10 C.
for 0:05 + Plate Read
7 100 C for1:.00
lE-- Insett Mek Curve l END

[ (z]]

l@ Delsts Step

oK || Cancel |
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Buumanmue! Mzuepenue ¢hnyopecyenyuu na waee 4 6 0aHHom npomoxone ne npogooumcs!

2) 3amporpaMMHpOBaTh IOJOXEHHE MPOOUPOK C HCCIACAYEMBIMH W KOHTPOJIbHBIMHU
obpasnamu (3akmanka «Plate»). BeiOpaTh KkaHaabl AETEKI[MM KPUBBIX ILIABJCHUS AYIICKCOB
cneuupuynoro JIHK-30mma u mnpoaykra amMrmumdukanuy i PETUCTPAllMM  TEHETHYECKUX
nosniuMopduzmoB: «FAM», <HEX», «ROX».

3) 3amyctuth nporpammy (3akianka u kHorka «Start Runy) u mpoBecTH peakiuoo aMIuTugu-
Kalluu C perucTpamnuei GryopecieHIny B PeXXHME PEaTbHOTO BPEMEHH.

B. Perucrpauus u y4éTt pe3yJibTaToOB

/

Fi i ettings  Export  Tools Plate Setup ~ @‘ Fluorophore = ‘ ?
( Melt Curve = Melt Curve Data @ Custom Data View | % Run Information
T~ Melt Curve (o

-d(RFU)T

t }
30 40 50 60, 70
Temperature, Celsius,
—

FAM [C] ROX %E'ype: tep Number: |6

v = 8 g i Well | Fuor ¢ Target { Cortert & | Sample Tr:fnhp ]
& --l LIk Uit ||| LT A5 FAM  GNB3  Unkn01 234098522 47.00|=
. --l T el ips ADS FAM  GNB3  UnknD1 234098522 57.00
BOS  FAM GNB3  Unknd2 231073227 | 5700
c --l Unk Unk | Unk BOS  FAM GNB3  Unknd2 231073227 | 4700
3 --l o o | o co5  FAM GNB3  Unkn-D3 2341075227 | 57.00
D05 FAM GNB3  UnknD4 2341082227 | 4800
E --l Unk Unk || Unk E05 FAM GNB3 Unkn-05 2341090227 | 47.00
. --I:Unk onk 1 onk FO5  FAM GNB3  UnknD5 2341034227 | 47.00
GO5  FAM GNB3  Unknd7 2341096227 | 47.00
G --l Unk Unk | unk GO5  FAM GNB3  Unknd7 2341096227 | 57.00
HOS  FAM GNB3  UnknD8 2341097227 | 5700
H Unk Unk || Unk
ADE  FAM GNB3  Unkn03 2341099227 | sTo0)™

Completed | | | Scan Mode: All Channels | Plate Type: BR Clear |Ana|y5is Mode: Baseline Subtracted Curve Fit

Jlnist mpocMOoTpa pe3ysibTaTOB aHalM3a MOCIe OKOHYaHMS PEaKIMU CIeIyeT BhIOpaTh BBEPXY

3aknmaaky «Melt Curvey Met Cuve Ha rpaduke cieBa 0TOGPaXarOTCS HCXOIHBIC NAHHBIC H3-
MEpPEHUS] MHTEHCUBHOCTH (DJIyOPECIICHIIMY B 3aBUCUMOCTH OT TEMIIEPATyPhI, ITOT ke rpaduk 0To0-
pakaeTcs B peaJbHOM BPEMEHH BO Bpems peakiinu. Ha rpaduke crpaBa mpeacTaBiieHbl 00pado-

TAHHBIC KPUBLIC, UMCIOIINEC BHU/] IIMKOB IIJIABJICHUS. B Mmenio nog l“pa(i)I/IKOM Haao BBIGpaTL THII IIN-

KOB: OTpHLIATEIbHBIC Lt =i . B Tabnmie cnipaBa BHU3Y OTOOpa)karoTCs 3HAYCHHS

TeMIIepaTyp TUIABJICHUS Ul BBIIEIEHHBIX 00pa3ioB. O0pasel, Ha KOTOPBIH HaBEeAEH Kypcop, MO/I-
CBEUYMBACTCS KUPHBIM B TaOJIMIIE U HA TpaduKax.
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s KO1 u KO2 B COOTBETCTBYIONMIMX KaHANaX ACTEKIIMH JOHKHO (PHUKCUPOBATHCS MO OHO-
My UKy IUIaBJIeHUs. BO3MOXKHBI 1Ba BapuaHTa pacrnosoxkeHus nukos miasiaeHus KO1 n KO2:

1) KO2 moxeT umeTsh 6oJiee BBICOKYIO TeMIiepaTypy IasieHus, yem KO1;

2) KO1 moxet umeTtsb OoJiee BBICOKYIO TeMIlepaTypy IiaBieHus, yem KO2.

Tounas napopmanus o 3HaueHuu Temmeparyp iasiaenus g KO1 u KO2 st koHKpeTHOro
Habopa peareHToB npuBeaeHa B miL. 3.2. u 3.3. MHCTpYyKIIMU 110 TPUMEHEHHUIO 3TOT0 Habopa.

Bapuant 1. Onpenenenune renoruna oOpasua (KO2 umeer Ooiiee BBICOKYIO TeMIEpaTypy

maBieHus, yem KO1).

Melt Peak Melt Peak
T T

-d{REU)idT

\o fooo ] ’ _ _ /. \7J}» TOMO3UTOTa
e ‘e TOMO3UTOTA: T »AV :

: : : RV - : : : N :

t t + t } -150 } + + } }

30 a0 50 60 70 30 a0 50 60 7o

Temperature, Celsius

Temperature, Celsius

Bapuant 2. Omnpenenenue renorumna obpaszua (KOl umeer Gosnee BBICOKYIO TeMIepaTypy

miaBiaeHus, yem KO2).

Melt Peak Melt Peak

&
.
H
d(RFU)/dT
L
=
,
i

E B 1 1 SO Y O
=) 300 e e
g 5 5 ; :
3 : \ : 400 Foo SR ~ I'erepo3urota
ot YUY 5 KO1 .. ] P L AN N L]
: ; MyraHTHas : : Hopmanbhas
§ ~ { roMo3uroTa Sh . 4= romo3urora |
3‘3 4‘3 5‘3- 5‘3 .’IC- 3‘3- 4‘3- 5‘3- 5‘3- .’IC-

Temperature, Celsius

Temperature, Celsius

Jlnis kaxkaoro uccieayemMoro oopasia B COOTBETCTBYIOIIMX KaHanax JeTekuuu (cM. [Ipunoxe-
Hue 1) nomkeH gukcupoBaThCs OUH (B CIydyae FOMO3UTOTHOIO HOCUTENILCTBA) MITH JBa (B CiIydae
reTepO3UTOTHOTO HOCUTENIBCTBA) NUKA IIJIABJICHUS U ONPEIENATHCS 3HAUEHHE TEMIEPATYphl IUIaB-
JICHUS.

['enotun ananusupyemoro o0Opasia yuuTbiBaeTcs kak « HopMajibHasi roMO3MroTa, eciau s
3TOro obpasua (GUKCUpyeTcs HAIUYHE OJHOTO MMUKA TUIABJICHHUS, IIPU 3TOM 3HAUYCHHE OTINYACTCS HE
6onee uem Ha 2 °C ot Temnepatypsl miasienus aus KO1.

['eHoTHn aHAMU3UpPyeMOro oOpaslia yuyuThiBaeTcs Kak «MyTaHTHasi TOMO3UIOTAay, €CIU /s

9TOro 06pa3ua q)HKCI/IpyeTCH HAJIMYUEC OAHOI'O MMUKA IIJIABJICHUSA, IPHU 3TOM 3HAUYCHUC OTIINYACTCA HC
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6onee uem Ha 2 °C oT TemnepaTypsl miasienus aus KO2.

['enotun ananu3upyemoro oOpasua yduThiBaeTcsi Kak «l'eTepo3urora», eciu A 3TOTO
obpasua (uKkcupyeTcs HaIu4yue JBYX MUKOB IUIABJICHUS, IPU 3TOM 3HAUYCHHE OJHOTO OTINYAETCS
He Oozee ueMm Ha 2 °C ot Temmneparypsl miasnenus s KO1, a Temneparypa BTOpOro oTiIMYaeTcs

He Oonee yem Ha 2 °C ot Temmeparypsl iasneHus st KO2.
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