


nenarypauust JJHK-maTpunibl, oTKUr npaiiMepoB ¢ KOMIUIEMEHTAPHBIMU IOCIEI0BATEIBHOCTIMHU
JAHK-matpuipl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npaimMepos Taq JJHK-nonumepasoii.

[Tocne peaknuu aMIUIM(UKAUH TOHKEHUE TEMIIEPAaTyphl IPUBOAUT K THOPUIM3AINU CIIe-
uupuynoro JJHK-30H12 ¢ mpoaykToM aMIuinguKanuy U K CHHKEHUIO YPOBHS (IIyOpPECIICHTHOTO
cUrHajia B npobupke. B mpoliiecce TemnepaTypHOro IjiaBjieHHs] 00pa30BaBIINXCS IYILIEKCOB MPO-
ucxomut BeicBoOOkaeHne JIHK-30H1a, Hecymero (iayopecieHTHBIN KpacuTenb. B ciaydae Hemon-
Hoii komiuiemeHtapaoctu JIHK-30n1a u BeiOpannoro yyactka JIHK, remnepatypa miaBneHust 1yn-
nekca OyaeT HUXKe, 4YeM B ClIydae MOJIHOM KoMIuleMeHTapHocTu. Takum obOpaszom, Uisl OBYX aj-
JIENIbHBIX BapHAHTOB TEMIIEPaTyphl TUIABJICHUS IYIUIEKCOB 30H/Aa U MPOIYKTOB aMIUTH(PHUKAIIUN OT-
JMYAIOTCs, OJlarogapsi 5TOMy WIACHTU(UIUPYETCS TEHOTUT (HOpMallbHAs TOMO3UTOTA, TE€TEPO3UTO-
Ta, MyTaHTHasi TOMO3UT0Ta).

MHoOrourciIeHHbIE UCCIEeIOBAaHUS MTOKa3alli, YTO BEPOSTHOCTh Pa3BUTHS paka MOJIOYHOM Ke-
ne3bl (PMX) u paka suunukoB (PS) y nocuteneii myranuit B renax BRCAL1 u BRCA2 kpaiine BbI-
coka. [lo nanueiM MeTa-ananu3a puck pazButus PMX k 70 ronam cocraBnsier 55% st HocuTenei
mytanuii B rene BRCAL u 47% st Hocuteneit myranuii B rene BRCA2, puck passutus P 39%
s BRCAL u 17% nns BRCA2, npu 3ToM 3a4acTyro HaOJI0/1aeTCsi paHHUI BO3pPACT BO3SHUKHOBE-
Hus paka. Mytauuu B reHax BRCAL u BRCA2 noBbIIatoT pucK pa3BUTHS U JPYTUX 3JI0KaYE€CTBEH-
HBIX HOBOOOpPAa30BaHM (paKk MPOCTATHI, PaK JKEITyAKa, paK IMOKEIyJOYHON KeJe3bl, paKk TOPTaHN),
a TaK)Ke HaKJIaJAbIBalOT OCOOCHHOCTH Ha KIIMHUYECKOE TEUEHNE OHK03a00IeBaHHUS.

VY4uThIBask BHICOKYIO BEPOSTHOCTh PAa3BUTHUSI OHKOIIATOJIOTUH, OTIpe/IeIeHue MyTalluii B TeHax
BRCAL u BRCAZ2 nenecoobpa3zHo B Ipymmnax BbICOKOIO PUCKA CO CIy4asMU paka y KPOBHBIX POJI-
CTBEHHHUKOB, & TAK)KE aKTyaJbHO ISl IPUMEHEHHS B CKPUHIUHTOBBIX ITPOTPaMMax IO OIEHKE pUCKa
PMX u PSl. Panusis quarHocTuka MyTalluid MO3BOJISIET TPUHATH 3G (EKTUBHBIE MEPHI, PEIOTBPa-
HIarolye pa3BuTHe 3a0oneBanus. [IpuMeHeHne 1aHHOTO AMAarHOCTUYECKOTO MOJX0/1a MOXKET CIIO-
coOCTBOBaTh CHIXKEHUIO 3a00eBaemoctu PMXK u PSI.

2.2. CocraB Habopa:

B coctaB Habopa BXOJAT cleAyronue KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pazen; «Hopmanbehas romosurota» (KO1) — 1 mpobupka, 1 mi;

— KOHTPOJIbHBIN 00pasen «MytanTHas romo3uroray (KO2) — 1 mpodupka, 1 mi;

— rotoBas peakiuonHas cmecs s [P (I'PC) BRCAL 185delAG/3875del4, nuodunusupo-
BaHHas — 48 MpoOupoK;

— aroupyromuii pactBop «l'eHetnka» — 2 ¢u1. mo 12 mi.

IIpuHagiexxHoCTH:

— onTHYecKas IUI€HKa — 1 JIHCT.
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3. AHAJIMTUYECKHUE U JTUATHOCTUYECKHUE XAPAKTEPUCTUKH

3.1. Cneunduunocts onpeznencuust mytauuii 185delAG u 3875del4 B rene BRCAL ompene-
JsieTes o cTanaaptTHoMy oopasity npeanpusitus, COIT (per. Ne 05-2- 648).

Cnenuduunocts coctaBisier 100 % mpu ycnoBuu, uto reHotun mo myrauusm 185delAG u
3875del4 B rene BRCAL B oOpasmax Nel u Ne2 ompenensieTcsi B COOTBETCTBUU C MHCTPYKIHEH K
COIl.

3.2. Ing KO1 nomxHO (puKCHpOBATHCS HAJMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro reHotuny «HopmasibHas roMo3uroray, U ONpeesaThCs 3HaUeHUEe TeMIepaTyphl IUIaBICHUS: 110
kanany «FAM» (55 £ 3) °C u o kanairy «kROX» (65 + 3) °C.

3.3. s KO2 nomxHO (huKCHpOBaTHCS HAIMUWE OJTHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro TeHOTHITy «MyTaHTHasi TOMO3HIOTa», U ONPENCIATHCSA 3HAYCHUE TEeMIIePaTyphl IJIABICHU: IO
kanany «FAM» (44 £ 3) °C u no kanany «ROX» (48 = 3) °C.

3.4. lnarnoctuueckas creruduuanocts onpenencuus myranuid 185delAG u 3875del4 B rene
BRCAL: knuHMuYecKue MCHBITaHUA, MpoBeaeHHbIe Ha 213 oOpasnax, nmokazamu 100% cneunduy-
HOCTh (MHTEepBaI 98,6% - 100%, c 1OBepUTENHHOI BepOITHOCTHIO 90%).

4. MEPBI IPEJJOCTOPOKHOCTH

Buumanue! HecoOaronenne npuBeIéHHBIX HHMKe TpeOOBaAaHMH MOKeT NPHBECTH K
HCKakeHH10 pesyabTaros ITLP.

4.1. IMoreHnmanbHBIN pUCK MpuMeHeHHs Habopa — kiace 20 ([Tpuka3z M3 PO ot 06.06.2012
Ne 4n).

4.2. IIpu pabote ¢ Habopom cienyet codmoaars CII 1.3.2322-08 «be3onacHocTh paboThI ¢
Mukpoopraiusmamu |1-1V rpynn maroreHHocTH (OmacHOCTH) U BO3OYAMTENSIMHU Iapa3uTapHbIX
00se3HEN».

4.3. JIns mpenoTBpallieHuss KOHTAMHHAIMN HEOOXOIUMO TEPPUTOPHUATIBHO Pa3iessaTh 3TaIlbl
BoieneHus JIHK/PHK u moctanoBku I[P cormacno MV 1.3. 2569-09 «Opranuzanus paboTsl na-
OopaTopuii, HCCIETYIONUX METOIbI aMILTH(UKAIIMA HYKJICHHOBBIX KHCJIOT MpH paboTe ¢ MaTepHha-
JIOM, COJIep>KallliM MUKpoopranu3Msl |-V rpynn maroreHHocT.

4.4. ITpu pabote ¢ HAOOPOM CJeayeT HaJeBaTh OAHOPA30BBIC MEIUITMHCKHIE MIEPYATKH.

4.5. Kaxxnoe pabouee MECTO JOIHKHO OBITh CHA0KEHO COOCTBEHHBIM HaOOPOM J103aTOPOB Iie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepualaMu U 00opynoBaHHeM. 3a-
MPEnIaeTcst uX MepeMenIeHIe MEXIy paO0OYNMH MECTaMHU.

4.6. Jlna mpoBeACHUS peakiuy aMIuTuuKanuy ¢ aeteknueit npoaykros [11IP B pexxume pe-
aJIbHOTO BPEMEHU HEO0OXOIMMO HUCIOJIB30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (QUIBTPOM ISt
J103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH A00aBJIECHUU pa3-
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HBIX 00pas3IoB.

4.8. Tlocne okoHuaHusl paboOT At Ae3UH(GEKIUN U MPEAOTBPAIICHNs KOHTAMHHAIIMU BCE pa-
0o4re MOBEPXHOCTH M 000pYAOBaHUE CIIEAYET MOJABEPTHYTh ACUCTBHIO OaKTepUIMAHbIX YD mami
B TeueHue | yaca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU JIe3UH(]U-
HUPYIOUUME cpelcTBaMu (makumu, kak: 0,2% pacmeop «/[I1-2T»; 1-3% pacmeop «{uabaxy,
0,5% pacmeop «Jluzagumny; 0,5-1% pacmeop « Mucmpanwy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTb 00paboTke Ae3uHPUIUpY-
IOIUMH CPEJICTBAMH C Tocleayromnielt yrrmm3arnued (cm. MY 287-113 «Meroandeckue yKazaHUs
o Je3uH(eKINH, MPEICTePUIN3ANUOHHON OYHMCTKE U CTEPHIM3ALMHU U3AETUN MEIUIIMHCKOTO
HA3HAYCHUS).

4.10. Ilpu ucnons3zoBaHuM Habopa o0pa3yroTcst 0TXoAbl KinaccoB A, b u I', koTopble Kitaccu-
bunupyroTcs U yHUUYTOXKatoTcs (yrunusupytorcsi) B coorBetctBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPEOOBaHUS K OOpallleHHI0 ¢ MEIUIMHCKUMH OTXoAamuy. Jle3uH-
(deknuo HabOpPOB PEareHToB clieAyeT MpoBOoAUTh o MY 287-113 «MeTtoaudeckue yka3zaHUs I10
Ne3MH(EKINN, TPEACTEPUIN3ANMOHHON OYUCTKE M CTEPUIIM3AIMN U3/ICITUi MEJUIIMHCKOTO Ha3Ha-
YCHUSI.

5. OBOPYJAOBAHUE U MATEPHAJIBI

— aMIu(UKaTOp ¢ PIyOPECIEHTHON NETEKIHNEH B pEXKUME pEalbHOTO BPEMEHH:

«CFX96» (pupma «Bio-Rady», CIIIA) unu «AT-96» (OO0 «HIIO JJHK-Texnonorus», Poc-
cus);

— JIaMUHapHBIA OOKC 2-To Kjlacca OMOJOrHuecKoi 3amuThl (0OKC abakTepuanbHOM BO3TyII-
Hoit cpenbl Tuna BABn-01, «Jlamunap-c», 3A0 «Jlamunapusie cucremsl, Poccus);

— XOJIOIUIILHUK OBITOBOM, MOICPKUBAIOIINI Temneparypy (2-8) °C;

— munH-1eiikep PSU-2T (¢pupma «BioSany, JlaTust);

— J103aTOPBI O/IHOKAHAJIbHBIE C IEPEMEHHBIM 00bEMOM, CO CMEHHBIMM HaKOHEUHUKaMU (pup-
Ma «Biohity, ®unnsaHaus);

— TepyYaTKd MEIHUIIMHCKHE OIHOPa30BbIe HECTEPHIIbHBIE HEOITYIPCHHBIC JIATEKCHBIC WITN
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanmust);

— O/IHOPA30Bble HAKOHEYHUKHU JIJIS J103aTOPOB C 3AIIUTHBIM (HIIBTPOM /a3p030JbHBIM Oapbe-
poMm (¢pupma «FinnTip», OuHIAHINA);

— KOHTeMHep 11t copoca oTxonoB («KonTeinep mist copoca octporo uHcTpymeHnTapus — EK-
01», pupma «KM-ITPOEKT», Poccus);

— HOX KaHUEJSPCKUH;
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— obopynoBanue, HeoOxoaumoe s BeineneHus JJHK ¢ momomisio Habopa pearentoB «Peai-
becr-I'eneruka JIHK-3kcnpece» min «Peanbect akcrpakuusa 100», - cM. MHCTPYKIMIO 11O IpUMe-
HEHHIO COOTBETCTBYIOIIEro Habopa.

6. IOAI'OTOBKA AHAJIN3UPYEMBbBIX OBPA3I1IOB U PEATEHTOB

6.1. [loaroroBKka aHaJM3MpyeMbIX 00pPa310B.

Jlnst aHanmu3a MOArOTOBUTH KIMHUYECKHE 00pa3Ibl (COCKOObI OYKKaIbHOTO AMUTENHS, 00pa3Iibl
[IETBHON KPOBH) ¢ TIoMoIbio HabopoB mis BeineneHus JJHK «Peanbect-I'eneruka JJHK-skcmpecc»
unu «Peanbect skctpakuus 100».

Kaxxnas rpynmna o6pasuos, npoxonsiias yepe3 npouenypy Beiaenenus JHK, nomkua conep-
xatb KO1 n KO2, xoTopble SIBISIOTCSI KOMIIOHEHTaMH JaHHOTO Habopa.

6.1.1. Beinenenne JIHK ¢ nomopto Habopa pearenToB «Peanbect sxcrpaxius 100».

Boigenenue JIHK u3 o0pasnoB npoBoauTh 0e3 100aBlieHUs BHYTPEHHETO KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxoasar npouenypy BbiaenaeHuss JJHK aHaqoru4Ho monoxuTeIsHOMY
koHTposibHOMY oOpasiy (ITKO) (cM. mHCTpyKIMIO MO puMeHeHuto Habopa «PeanbecT skcTpakius
100»).

Omionuio 00pa3noB mpoBoAuTh B 200 MK ANIOMPYIOMIETO PAacTBOPa, BXOJAIIETO B COCTaB
Habopa 118 BeIeneHus. 3ateM 100aBuTh 400 MKIT 3r0upyromiero pactsopa «I eHeTnka, BXOISIIETo
B COCTaB JlaHHOT0 HaOopa. TmarenbHO nepeMeniaTh Ha BopTekce. LleHTpudyrupoBars Ha MUKpOILICH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOMPKH B MATHUTHBIHN IITATUB.

6.1.2. Beinenenue JIHK ¢ momompsto Habopa pearentoB «Peanbect-I'enernka JIHK-s3xcpecey.

Beinenenne JIHK u3 00pa3noB NpoBOAWUTH COTJIACHO MHCTPYKIMM IO MPUMEHEHHIO Habopa.
[Tpo6r1 roToBeI k mocTanoBke [11[P-ananu3a.

6.1.3. Beinenennyto JIHK xpanuts npu temnepatype (2-8) °C He 601ee 24 yacos.

6.2. IToaroroBKa peareHTOB.

Ilepen nagamom paboOTHI WM3BIEYb HAOOpP U3 XOJNOAWIBHMKA, BhIAEpkarh mpodupku ¢ ['PC B
yrakoBke (He BCkpbiBas!) mpu temmeparype (18-25) °C ne meHee 30 MuHyT. 3aTeM BCKPBITH YIAKOB-
Ky, aKKypaTHO C NOMOIIbIO KAHLEISIPCKOTO HOXKa OTpe3aTh HEOOXOIMMOE KOJIMYECTBO (IO YHCITY
MOJITOTOBJICHHBIX P00, BKIIFOYast KOHTposbHbIe 00pasnel: 1 KO1 u 1 KO2) nmpobupok ¢ I'PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanme! OcraBiirecs HEHCIONb30BaHHBIME TTpooupku ¢ ['PC ynmakoBaTh B MakeT U3 KOM-
OMHHPOBAaHHOTO MaTepHaja C BIOKEHHEM OCYIIUTEINS, YIAIUTh U3 HEro JUIIHUI BO3AYX W IJIOTHO
3aKPBITh 3KHUM.

ITocne mepBOro BCKpbITHA yMakoBKU cpok rogHoctd I'PC mpu temnepartype xpaHeHus (2-
8) °C cocramisieT 3 MecsIia.

KO1 u KO2 mocie BCKpbITHS TPOOMPOK XpaHHUTh Mpu Temieparype (2-8) °C ue 6omee 1 me-
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csia WM atukBoTamMu 1o 50 Mk ipu temmneparype Munyc (18-24) °C ue 6omee 3 MecsIies.
7. MPOBEJIEHUE AHAJIN3A

7.1. HeoOxoaumoe konmyecTBO npodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanue! Hannmcu ciemyer pacrosnaratb Ha OOKOBOW dYacTh TpoOupok. OnTudueckas
TIEHKA JT0JKHA OCTAaBaThCS YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTAEJIbHBIM HAKOHEYHUKOM C (GUILTPOM BHECTH I10

50 Mkt pactBopa BeiaenenHoi JJHK. He 3axBarbiBaTh ocajiok!

[TmoTHO 3aKIeUuTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. IlomecTtuth npoOupku B MuHU-1IeHKep. [lepemeriate conepkumoe MpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomecTuTh NPOOUPKHU B aMILTU(UKATOP.

7.5. 3amporpammupoBaTh MNpuOOp MO MPOBEIEHUS aMIUTUPUKALKUK CIeHnUPHUIECKOrO
¢parmenTa JIHK yenoBeka u peructpannuu KpUBBIX IUIaBICHUS.

[IporpamMmMupoBanue amriM@uKaTopa MpoOBOJIUTE B COOTBETCTBUU C MHCTPYKIUEH K MPUOOPY
unn. 7.6.-7.9.

7.6. 3anporpaMMUpOBaTh MPOTOKOJ MPOBEACHUS peaKIMU aMIUTU(PUKAIUU U ACTeKIIMH KPU-
BBIX IJIABJICHUS:

— 1 cragus: 50 °C — 2 MUHYTHI;

— 2 cragus: 95 °C — 2 MUHYTHI;

— 3 craaus: 50 ukiios (94 °C — 10 cexkynz, 60 °C — 20 cexyH);

— 4 cragus: «xpuBas masiaeHus» ot 27 °C go 75 °C ¢ marom 1 °C

B Te€UeHHUE 5 ceKyH] (u3MepeHue GIyopecieHIINN MPOBOIUTH Ha KaKIOM IIare);

— 5 cragus: 10 °C — 1 mMunyTa.

7.7. BoiOpath KaHabl AETEKIIMH KPUBBIX IMJaBieHUs AyriaekcoB cnenuduunoro JJHK-30n12
U MPOJIyKTa aMITU(UKAILIIH [T perucTpanuu myranuii B rene BRCAL:

«FAM» — peructparust mytaiuu 185delAG;

«ROX» — peructpanus myranuu 3875del4.

7.8. 3amporpamMMHUpoOBaTh TOJOXKEHHE MPOOMPOK C HCCIACAYEMBIMA W KOHTPOJIBHBIMU
o0pa3iamMu COrJIaCHO MHCTPYKIIUU K UCIIONIE3YyEMOMY IpUOopy.

7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ peructpanueit iayopec-

HCHIMHA B PCIKHUME PCAJIbHOI'O BpCMCHHU.
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8. AHAJIU3 U YUET PE3YJIbTATOB

8.1. YcioBus aHAIU3a U Y4€Ta pe3y/IbTATOB

Hns KO1 B xananax perexuuu «FAM» n «ROX» nomkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
IIMKa IJIaBJIEHHs], COOTBETCTBYIOLIEro reHotuny «HopmaibHast roMO3UroTa», U ONpenessIThes 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

Hns KO2 B xananax aerexkuuu «FAM» n «ROX» momkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
MUKa TUIABJICHUS, COOTBETCTBYIOIIETO TeHOTUNTY «MyTaHTHAsi TOMO3HUIOTay, U ONPENEIAThCS 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

8.2. Ananm3 pe3yJibTaToB onpeneiaenuss myrauuii 185delAG u 3875del4 B rene BRCAL.

I'EHOTHUII
«Hopmanbhas | «MyTaHTHast
«I["eTepo3urora»
TOMO3HUI0Ta» | TOMO3HIOTa»
= E 5 OIuH UK OnuH DUk JIBa mMKa 1mIaB-
a E 5 IJIaBJICHUSA, OT- | IIJIABJICHUS, OT- JICHUS,
= JINYaeTCs JINYaeTcs OTJINYAIOTCS
He 0oJiee He 0oJiee He Ooiree
yeM Ha 2 °C gyeM Ha 2 °C yeM Ha 2 °C
ot KO1 ot KO2 or KO1 u KO2
BRCA1l 185delAG | «<FAM»y N/N delAG/delAG N/delAG
BRCA1 3875deld | «ROX» N/N del4/del4 N/del4

N — HOpMa (OTCYTCTBHE MYyTAalLlMH).

8.2.1. JIna xaxxaoro uccieayemoro odpasna B kaHanax aerekuun «<FAM» u «ROX» nomxex
(buKcupoBaThcs OAMH (B Cllydyae TOMO3UIOTHOIO HOCUTENIBCTBA) UJIH /IBa (B CIIydae reTepo3UroTHO-
IO HOCUTEILCTBA) NMKA IJIABJICHUS U ONPEAEIIATHCA 3HAUEHUE TEMIIEPATypPhl IUIaBJICHUS.

8.2.2. I'enotun ananmu3upyemoro oOpasiia y4uThiBaeTcs kKak «HopmambHas romMo3uroray,
€cli JUIsl 3Toro oOpasua (UKCHpYyeTcs HajluuuMe OJHOrO MHKa IUIABJIEHHUS, MPH ITOM 3HAUYEHHUE
orinyaercs He 6osee yeM Ha 2 °C ot Temneparypsl iasienus i KO1.

8.2.3. 'eHoTun aHanM3MpyeMoro oopasua yuuThiBaeTcs Kak «MyTaHTHas TOMO3UTOTa, €CIIU
UIs 3TOro oOpasua (QUKCUpYeTCsl HaJu4he OJHOrO MHUKa IUIaBJIEHUS, HpPU STOM 3HAuYEHUE
orTinyaercs He 6osee yem Ha 2 °C ot Temrieparypsl turainerus st KO2.

8.2.4. T'enoTun ananuzupyemoro oOpasia yuuTeIBaeTcs Kak «l eTepo3uroray, eciu s 3TOro
obpasua (ukcupyeTcs HaJIM4Yue JIBYX MUKOB IUIABJICHUS, IPU 3TOM 3HAUYEHUE OJHOTO OTIMYAETCS
He 6osee yeM Ha 2 °C oT Temmepatypsl miasinenus st KO1, a Temneparypa BTOPOro OTIMYaeTCs

He O6osee yem Ha 2 °C ot Temmneparypsl miaBiaeHus s KO2.
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Buumanue! B ceazu ¢ evicoxou KiuHuveckou 3Hauyumocmuvio mymayuu ¢ 2enax BRCAI u
BRCA2 pexomendyemcs nposooums nosmopHoe 2eHOMUnuposanue 2emepo3ucomusblx u Mymauni-
HbIX 20MO3UCOMHBIX 00pa3yos, nauunas ¢ smana evioenenus /[HK.

8.3. Pe3ynbTar reHOTUIMPOBAHUS CUUTACTCS] COMHUTEIBHBIM, €CIM TEMIIepaTypa IJIaBIeHUS
MPOJIYKTOB THOpHIM3aUK OTiandaeTcs Oonee yeM Ha 2 °C ot 3HaudeHU#, momydeHHBIX 11 KO1
n/umn KO2. CoMHUTEIBHBIC pe3yabTaThl HE TOJICKAT aHAIM3Y U YU€Ty. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOJUMO MPOBECTH MOBTOPHBIN aHAIN3 JAHHOTO 00pasiia, HauMHas ¢ dTamna BbIje-
nenus JJHK wim 3a6opa matepuarna.

8.4. Jlnarnoctuyeckas 3HaYMMOCTh ompenenenus myranuii 4153delA, 5382insC, 185delAG,
3875del4, 3819del5, T300G, 2080delA(insA) B rene BRCAL u 6174delT B rene BRCA2 omnucana B
JUTepaType:

1. Cokonenko A., PozanoB M., Murromkuna H., [lepuna H. u np. HacnencrBeHHbie
MYTaIl¥ TPU paHHUX, CEMEHHBIX M OMIaTepaitbHbIX (hOpMax paKa MOJOYHOMH jKeIe3bl y MaIUeHTOK
u3 Poccun. /| Cubupckuii onkonorndeckuit xxyprai. 2008. T.27 (Ne3). C. 43-49.

2. J. Balmana et al., Kinuanueckue pexomennmaiimu ESMO 1o quarHocTHike, JICUCHUIO U
HaOMOIeHNI0 y OOJNIBHBIX pPakoM MOJOYHOM xkene3pl ¢ HanmuuuemM BRCA— wmyrauum //
MuHuManbHbIe KIMHAYECKHe pekoMenaanuu EBponerickoro O6mectBa Meaunmackoi OHKOIOTUH
(ESMO) Penaxtops! pycckoro nepeBoaa: npod. C. A. Tronsaaun, k.M.H. 1. A. Hocos; mpo¢. H. 1.
[lepeBoquukoBa, — M.: U3narensckas rpynna POHLL um. H. H. bnoxuna PAMH, 2010.— 436 c.

3. Jlrobuenko JI.H., bateneBa E.N., AbGpamo WN.C., EmenpsnoBa M.A., byauk HO.A.,
Tronsununa A.C., Kpoxuna O.B., BopornukoB W.K., CoGonesckuii B.A., Haceaxuna T.B.,
IToptaoit C.M. HacnencTBeHHbBI pak MOJOYHOM jKele3bl M SIMYHUKOB // 370KayecTBEHHBIE
orryxomu. 2013. Ne 2. ¢.53-61.

4. UmsuuroB E.H. HacneactBenHsblit pak Mojo4HOM sxene3bl // [IpakTuyeckas OHKOJIOTHSL.
2010. T.11. Ne 4. c. 258-266.

5. Yacosuukosa O.b., Murpodanos JI.B., lemuenxo [1.0., Cunopos C.B., @panikesuu O.3.,
Kosanenko C.I1. Ananus Bcrpedaemoctn aeBstu mytanuii B reHax BRCAL u BRCA2 y 6onbHBIX
pakoM MOJIOYHOM xene3bl B Cubupckom peruone. // Cubupckuit onkonorudeckuii xypHai. 2010.
T. 41 (Neb). C. 32-35.

9. YCJIOBUSA TPAHCIIOPTUPOBAHUSA, XPAHEHUSA U IPUMEHEHUSA HABOPA

9.1. TpancOpTHPOBATh M3IENHUS CIEIAYET TPAHCIIOPTOM BCEX BUJIOB B KPBITBIX TPAHCIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU IIEPEBO30K, AEUCTBYIOLUIMMH Ha TPAHCIIOPTE AJAHHOTO
BHJIa, TIpu Temneparype (2-8) °C. JomyckaeTcst TpaHCTIOpTHpOBaHUE TIpH Temneparype a0 25 °C He
6onee 10 cyTok.

9.2. Xpanenue HaOopa B YHNAKOBKE MNPEINPUSITUS-U3TOTOBUTENS JOJKHO OCYIIECTBISATHCS
pu temneparype (2-8) °C B TeueHHe BCEro cpoka rOJHOCTH B XOJOJWIBHBIX KaMepax WM XOJIo-
JTWIbHUKAX, 00€CIeYrBaIONINX PEriiaMeHTUPOBAaHHBIM TeMIIepaTypHBIA PEeXUM C €XKEIHEBHOU pe-

TUCTPALMEN TEMIIEPATYPBI.
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9.3. Cpok rogHoctu Habopa — 12 mecsieB co aHsA Bbimycka. He momyckaeTcsi mpuMeHEHHE
HaOOPOB 10 UCTEUEHUH CPOKA MX TOAHOCTH.

9.4. [lnst momyueHus: HAAEKHBIX PE3yabTATOB HEOOXOJMMO CTPOTOE COONIOICHHUE TaHHOW WH-
CTPYKLMHU IO TPUMEHEHUIO Habopa.

10. TAPAHTUMHBIE OBSI3ATEJIBCTBA

10.1. IIpousBoguTelh TapaHTUPYET COOTBETCTBUE BBIMYCKAEMBIX H3JCTHH TpeOOBaHUSIM
HOPMAaTHUBHOM U TEXHUYECKON JOKYMEHTALIUU.

bezonacHOCTh U KaueCTBO M3/EIHS TAPAHTUPYIOTCS B TEYEHHE BCETO CPOKA FOJTHOCTH.

10.2. Ilpou3BoauTens OTBEYAET 3a HEJOCTATKHU W3JIENHs, 32 UCKIIOYEHUEM Ne(EeKTOB, BO3-
HUKIIUX BCJICJICTBUE HAPYIICHUS MPABUII TIOJIB30BaHUs, YCIOBUI TPAHCIIOPTUPOBAHUS U XPAHCHHUS,
1100 NEHCTBUS TPETHHX JIUI, THOO HEMPEOIOJIMMON CHIIBL.

10.3. IIpousBoauTensr 00g3yeTcs 3a CBOM CUET 3aMEHHUTh U3JIENHe, TEXHUYECKHE U (PYHKIIMO-
HaJbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOMCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOW M TEXHWYCCKOW JOKYMEHTAIIMH, €CJIM YKA3aHHBIC HEJOCTATKU SBUJINCH CIICIICTBUEM CKPBITOTO
nedexTa MaTepUaIOB WIH HEKAYECTBEHHOTO M3TOTOBIICHUS U3/ICIIHS TPOU3BOIUTEIICM.

ITo Bompocam, kacaromumcsi kadectBa HaOopa «Peanbectr-I'enetnka BRCA (BRCA1
185delAG/3875del4)y, cienyer obpariathes B AO «Bektop-bect» mo aapecy:

630559, HoBocubupckas 061., p.n. KonbioBo, Hayuno-nmpousBoacTBeHHast 30Ha, KOpi.36,
koMmH.211, Ten. (383) 227-67-64, Ten./dpaxc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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nenarypauust JJHK-maTpunibl, oTKUr npaiiMepoB ¢ KOMIUIEMEHTAPHBIMU IOCIEI0BATEIBHOCTIMHU
JAHK-matpuipl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npaimMepos Taq JJHK-nonumepasoii.

[Tocne peakyu aMIUIM(UKAIUK TOHIKEHUE TEMIIEpaTyphbl MPUBOAUT K THOPUIU3AINU CIIe-
uupuynoro JJHK-30H12 ¢ mpoaykToM aMIuinguKanuy U K CHHKEHUIO YPOBHS (IIyOpPECIICHTHOTO
cUrHajia B npobupke. B mpoliiecce TemnepaTypHOro IjiaBjieHHs] 00pa30BaBIINXCS IYILIEKCOB MPO-
ucxomut BeicBoOOkaeHne JIHK-30H1a, Hecymero (iayopecieHTHbI KpacuTenb. B ciaydae Hemon-
Hoii komiuiemeHtapaoctu JIHK-30n1a u BeiOpannoro yyactka JIHK, remnepatypa miaBneHust 1yn-
nekca OyaeT HUXKe, 4YeM B ClIydae MOJIHOM KoMIuleMeHTapHocTu. Takum obOpaszom, Uisl OBYX aj-
JIENIbHBIX BapHAHTOB TEMIIEPATYypPhl MIIABJIECHUS TYIUIEKCOB 30H/a U MPOIYKTOB aMIUTH(PHUKAIIUN OT-
JMYAIOTCs, OJlarogapsi 5TOMy WIACHTU(UIUPYETCS TEHOTUT (HOpMallbHAs TOMO3UTOTA, TE€TEPO3UTO-
Ta, MyTaHTHasi TOMO3UT0Ta).

MHoOrourciIeHHbIE UCCIEeIOBAaHUS MTOKa3alli, YTO BEPOSTHOCTh Pa3BUTHS paka MOJIOYHOM Ke-
ne3bl (PMX) u paka suunukoB (PS) y nHocuteneii myranuii B renax BRCAL1 u BRCA2 kpaiine BbI-
coka. [lo nanueiM MeTa-ananu3a puck pazButus PMX k 70 ronam cocraBnsier 55% st HocuTenei
mytanuii B rene BRCAL u 47% st Hocuteneit myranuii B rene BRCA2, puck passutus P 39%
s BRCAL u 17% nns BRCA2, npu 3ToM 3a4acTyro HaOJI0/1aeTCsi paHHUN BO3pACT BO3HUKHOBE-
Hus paka. Mytauuu B reHax BRCAL u BRCA2 noBbIIatoT pucK pa3BUTHS U JPYTUX 3JI0KaYE€CTBEH-
HBIX HOBOOOpPAa30BaHM (paKk MPOCTATHI, PaK JKEITyAKa, paK IMOKEIyJOYHON KeJe3bl, paKk TOPTaHN),
a TaKKe HaKJIaJAbIBalOT OCOOCHHOCTH Ha KIIMHUYECKOE TeUEHNE OHK03a00IeBaHMUS.

VY4uThIBask BHICOKYIO BEPOSTHOCTh PAa3BUTHUSI OHKOIIATOJIOTUH, OTIpe/IeIeHue MyTalluii B TeHax
BRCAL u BRCAZ2 nenecoobpa3zHo B Ipymmnax BbICOKOIO PUCKA CO CIy4asMU paka y KPOBHBIX POJI-
CTBEHHHUKOB, & TAK)KE aKTyaJbHO ISl IPUMEHEHHS B CKPUHIUHTOBBIX IPOTPaMMax IO OIEHKE pUCKa
PMX u PSl. Panusis quarHocTuka MyTalluid MO3BOJISIET TPUHATH 3G (EKTUBHBIE MEPHI, PEIOTBPa-
HIarolye pa3BuTHe 3a0oneBanus. [IpuMeHeHne 1aHHOTO AMAarHOCTUYECKOTO MOJX0/1a MOXKET CIIO-
coOCTBOBaTh CHMXKEHUIO 3a00eBaemoct PMOK u PSI.

2.2. CocraB Habopa:

B coctaB Habopa BXOJAT cleAyronue KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pazen; «Hopmanbehas romosurota» (KO1) — 1 mpobupka, 1 mi;

— KOHTPOJIbHBIN 00pasen «MytanTHas romo3uroray (KO2) — 1 mpodupka, 1 mi;

— rotoBas peaknuonnas cmech st [P (I'PC) BRCAL 3819del5/T300G, nuoduausuposan-
Has — 48 nmpoOupoK;

— aroupyromuii pactBop «l'eHetnka» — 2 ¢u1. mo 12 mi.

IIpuHagiexxHoCTH:

— onTHYecKas IIEHKa — 1 JImMCT.
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3. AHAJIMTHYECKHUE U TUATHOCTUYECKHUE XAPAKTEPUCTUKHA

3.1. Cneuuduunocts onpenencHus myraruii 3819del5 u T300G B rene BRCAL onpenensier-
csi 1o cranaapTHomy obpasiy npeanpustusi, COIT (per. Ne 05-2- 648).

Cnenuduunocts cocrapiser 100 % mnpu yciaoBum, uTo reHoTun no myraunusm 3819del5 u
T300G B rene BRCA1l B obpasmax Nel u No2 ompenensieTcss B COOTBETCTBUM C MHCTPYKIIMEH K
COIL

3.2. Ing KO1 nomxHO (puKCHpOBATHCS HAJMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro renotuny «HopManbHasi TOMO3UTOTa», U ONPEEISATHCS 3HAUCHUE TEMIEPATYPhI IJIABJICHUS: 10
kanany «FAM» (57 £ 3) °C u o kanary «kROX» (50 + 3) °C.

3.3. s KO2 nomxHO (puKCHpoBaTHCS HAJTMYWE OJTHOTO MHKA IUIABJICHUS, COOTBETCTBYIOIIE-
ro TeHOTHITy «MyTaHTHasi TOMO3HIOTa», U ONPENCIATHCSA 3HAYCHUE TEeMIIePaTyphl IJIABICHU: IO
kanany «FAM» (45 £ 3) °C u o kanamy «ROX» (60 = 3) °C.

3.4. JlnarHocTuyeckas creruduaHocTs onpeaenenus myrtamuii 3819del5 u T300G B rene
BRCAL: knuHMuYecKue MCHBITaHUA, MpoBeaeHHbIe Ha 213 oOpasnax, nmokazamu 100% cneunduy-
HOCTh (MHTEepBa 98,6% - 100%, c 1O0BepUTENHHOI BepOITHOCTHIO 90%).

4. MEPBI IPEJJOCTOPOKHOCTH

Buumanue! Hecoluronenne npuBeIéHHBIX HHMKe TPeOOBAHMH MOKET NPHBECTH K
HCKaXeHH10 pe3yabtaros ITIP.

4.1. IMoreHnmanbHBIN pUCK MpuMeHeHHs Habopa — kiace 20 ([Tpuka3z M3 PO ot 06.06.2012
Ne 4n).

4.2. IIpu pabote ¢ Habopom cienyet codmoaars CII 1.3.2322-08 «be3onacHocTh paboThI ¢
Mukpoopraiusmamu |1-1V rpynn maroreHHocTH (OmacHOCTH) M BO3OYAMTENSMHU Iapa3uTapHbBIX
00se3HEN».

4.3. JIns mpenoTBpallieHuss KOHTAMHHAIMN HEOOXOIUMO TEPPUTOPHUATIBHO Pa3iessaTh 3TaIlbl
BoieneHus JIHK/PHK u moctanoBku I[P cormacno MV 1.3. 2569-09 «Opranuzanus paboTsl na-
OopaTopuii, HCCIETYIONUX METOIbI aMILTH(UKAIIMA HYKIEHHOBBIX KUCIOT TpU paboTe ¢ MaTepHa-
JIOM, COJIep>KallliM MUKpoopranu3Msl |-V rpynn maroreHHocT.

4.4. ITpu pabote ¢ HAOOPOM CJeayeT HaJeBaTh OAHOPA30BBIC MEIUITMHCKHIE MIEPYATKH.

4.5. Kaxxnoe pabouee MECTO JOIHKHO OBITh CHA0KEHO COOCTBEHHBIM HaOOPOM J103aTOPOB Iie-
peMeHHOro o0beMa, HeOOXOAMMBIMHU BCIIOMOTAaTEIbHBIMH MaTepHallaMd U 000pynOoBaHHEM. 3a-
MPEnIaeTcst uX MepeMenIeHIe MEXIy paO0OYNMH MECTaMHU.

4.6. Jlna mpoBeACHUS peakiuy aMIuTuuKanuy ¢ aeteknueit npoaykros [11IP B pexxume pe-
aJIbHOTO BPEMEHU HEO0O0XOIMMO HUCIOJIB30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH ¢ (GUIBTPOM ISt
J103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH A00aBJIECHUU pa3-
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HBIX 00pas3IoB.

4.8. Tlocne okoHuaHusl paboOT At Ae3UH(GEKIUN U MPEAOTBPAIICHNs KOHTAMHHAIIMU BCE pa-
0o4re MOBEPXHOCTH M 000pYAOBaHUE CIIEAYET MOABEPTHYTh ACUCTBHIO OaKTepUIMAHBIX YD mami
B TeueHue | yaca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU JIe3UH(]U-
HUPYIOUUME cpelcTBaMu (makumu, kak: 0,2% pacmeop «/[I1-2T»; 1-3% pacmeop «{uabaxy,
0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop « Mucmpanvy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTb 00paboTke Ae3uHPUIUpY-
IOIUMH CPEJICTBAMH C Tocleayromnielt yrrmm3arnued (cm. MY 287-113 «Meroandeckue yKazaHUs
Mo Je3uH(eKINH, MPEACTCPUIH3AMOHHON OYHUCTKE U CTEPHIIM3AlMU H3IEIUA MEIULHUHCKOTO
HA3HAYCHUS).

4.10. Ilpu ucnons3zoBaHuM Habopa o0pa3yroTcst 0TXoAbl KinaccoB A, b u I', koTopble Kitaccu-
bunupyroTcs U yHUUYTOXKatoTcs (yrunusupytorcsi) B coorBetctBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPEOOBaHUS K OOpAIlleHUI0 ¢ MEIUIIMHCKUMU OTXOoAaMu». Jle3uH-
(deknuo HabOpPOB PEareHToB clieAyeT MpoBOoAUTh o MY 287-113 «MeTtoaudeckue yka3zaHUs I10
Ne3MH(EKINN, TPEACTEPUIN3ANMOHHON OYUCTKE M CTEPUIIM3AIMN U3/ICITUi MEJUIIMHCKOTO Ha3Ha-
YCHUSI.

5. OBOPYJAOBAHUE U MATEPHAJIBI

— aMIu(UKaTOp ¢ PIIyOPECIEHTHOM JeTeKINEeH B PSKUME PETbHOTO BPEMEHH:

«CFX96» (pupma «Bio-Rady», CIIIA) unu «AT-96» (OO0 «HIIO JJHK-Texnonorus», Poc-
cus);

— JIaMUHapHBIA OOKC 2-To Kjlacca OMOJOrHuecKoi 3amuThl (0OKC abakTepuanbHOM BO3TyII-
Hoit cpenbl Tuna BABn-01, «Jlamunap-c», 3A0 «Jlamunapusie cucremsl, Poccus);

— XOJIOIUIILHUK OBITOBOM, MOACPKUBAIOIINI Temmeparypy (2-8) °C;

— munH-1eiikep PSU-2T (¢pupma «BioSany, JlaTust);

— J103aTOPBI O/IHOKAHAJIbHBIE C IEPEMEHHBIM 00bEMOM, CO CMEHHBIMM HaKOHEUHUKaMU (pup-
Ma «Biohity, ®unnsaHaus);

— TepyYaTKd MEIHUIIMHCKHE OIHOPa30BbIe HECTEPUIIbHBIC HEOIYIPEHHBIC JAaTEKCHBIC WU
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanmust);

— O/IHOPA30Bble HAKOHEYHUKHU JIJIS J103aTOPOB C 3AIIUTHBIM (HIIBTPOM /a3p030JbHBIM Oapbe-
poMm (¢pupma «FinnTip», OuHIAHINA);

— KOHTelHep Juist cOpoca 0Tx0a0B («KoHTeliHep anst copoca octporo uucrpymenrtapus — EK-
01», pupma «KM-ITPOEKT», Poccus);

— HOX KaHUEJSPCKUH;
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— obopynoBanue, HeoOxoaumoe s BeineneHus JJHK ¢ momomisio Habopa pearentoB «Peai-
becr-I'eneruka JIHK-3kcnpece» win «Peanbect akcrpakuusa 100», - cM. MHCTPYKIMIO IO NIpUMe-
HEHHIO COOTBETCTBYIOIIEro Habopa.

6. IOAI'OTOBKA AHAJIN3UPYEMBbBIX OBPA3I1IOB U PEATEHTOB

6.1. [loaroroBKka aHaJM3MpyeMbIX 00pPa310B.

Jlnst aHanmu3a MOArOTOBUTH KIMHUYECKHE 00pa3Ibl (COCKOObI OYKKaIbHOTO AMUTENHS, 00pa3Iibl
[ETBHON KPOBH) ¢ ToMoIbio HabopoB mis Beinenenus JJHK «Peanbect-I'eneruka JJHK-skcmpecc»
unu «Peanbect skctpakuus 100».

Kaxxnas rpynmna o6pasuos, npoxonsiias yepe3 npouenypy Beiaenenus JHK, nomkua conep-
xatb KO1 n KO2, xoTopble SIBISIOTCSI KOMIIOHEHTaMH JaHHOTO Habopa.

6.1.1. Beinenenne JIHK ¢ nmomoipto Habopa pearentoB «Peanbect saxctpakius 100».

Boigenenue JIHK u3 o0pasnoB npoBoauTh 0e3 100aBlieHUs BHYTPEHHETO KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxoasar npouenypy BbiaenaeHuss JJHK aHaqoru4Ho monoxuTeIsHOMY
koHTposibHOMY oOpasiy (ITKO) (cM. mHCTpyKIMIO MO puMeHeHuto Habopa «PeanbecT skcTpakius
100»).

Omionuio 00pa3noB mpoBoAuTh B 200 MK ANIOMPYIOMIETO PAacTBOPa, BXOJAIIETO B COCTaB
Habopa A BeigeneHus. 3areM 100aButh 400 MK moupyromiero pactBopa «I eHeTHKay, BXOASIIET0
B COCTaB JlaHHOT0 HaOopa. TmarenbHO nepeMeniaTh Ha BopTekce. LleHTpudyrupoBars Ha MUKpOILICH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOMPKH B MATHUTHBIHN IITATUB.

6.1.2. Beinenenue JIHK ¢ momompsto Habopa pearentoB «Peanbect-I'enernka JIHK-s3xcpecey.

Beinenenne JIHK u3 00pa3noB NpoBOAWUTH COTJIACHO MHCTPYKIMM IO MPUMEHEHHIO Habopa.
[Tpo6r1 roToBeI k mocTanoBke [11[P-ananu3a.

6.1.3. Beinenennyto JIHK xpanuts npu temnepatype (2-8) °C He 601ee 24 yacos.

6.2. IToaroroBKa peareHTOB.

Ilepen nagamom paboOTHI WM3BIEYb HAOOpP U3 XOJNOAWIBHMKA, BhIAEpkarh mpodupku ¢ ['PC B
yrakoBke (He BCkpbiBas!) mpu temmeparype (18-25) °C ne meHee 30 MuHyT. 3aTeM BCKPBITH YIAKOB-
Ky, aKKypaTHO C NOMOIIbIO KAHLEISIPCKOTO HOXKa OTpe3aTh HEOOXOIMMOE KOJIMYECTBO (IO YHCITY
MOJITOTOBJICHHBIX P00, BKIIFOYast KOHTposbHbIe 00pasnel: 1 KO1 u 1 KO2) nmpobupok ¢ I'PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanme! OcraBiirecs HEHCIONb30BaHHBIME TTpooupku ¢ ['PC ynmakoBaTh B MakeT U3 KOM-
OMHHPOBAaHHOTO MaTepHaja C BIOKEHHEM OCYIIUTEINS, YIAIUTh U3 HEro JUIIHUI BO3AYX W IJIOTHO
3aKPBITh 3KHUM.

ITocne mepBOro BCKpbITHA yMakoBKU cpok rogHoctd I'PC mpu temnepartype xpaHeHus (2-
8) °C cocramisieT 3 MecsIia.

KO1 u KO2 nocie BCkpsITHs TPOOUPOK XpaHUTh Ipu Temmeparype (2-8) °C ue 6onee 1 mecs-
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11a WM amukBoTamMu 1o 50 Mk npu temneparype MuHyc (18-24) °C ue 6omee 3 MecsIes.
7. MPOBEJIEHUE AHAJIN3A

7.1. HeoOxoaumoe konmyecTBO npodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanue! Haanucu crnenyer pacrosjaratb Ha OOKOBOM dYacTH HpoOMpok. OnTudeckas
TIEHKA JT0JKHA OCTAaBaThCS YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTAEJIbHBIM HAKOHEYHUKOM C (GUILTPOM BHECTH I10

50 Mkt pactBopa BeiaenenHoi JJHK. He 3axBarbiBaTh ocajiok!

[TmoTHO 3aKIeUuTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. IlomecTtuth npoOupku B MuHU-1IeHKep. [lepemeriate conepkumoe MpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomecTuTh NPOOUPKHU B aMILTU(UKATOP.

7.5. 3amporpammupoBaTh MNpuOOp MO MPOBEIEHUS aMIUTUPUKALKUK CIeHnUPHUIECKOrO
¢parmenTa JIHK yenoBeka u peructpannuu KpUBBIX IUIaBICHUS.

[IporpamMmMupoBanue amriM@uKaTopa MpoOBOJIUTE B COOTBETCTBUU C MHCTPYKIUEH K MPUOOPY
unn. 7.6.-7.9.

7.6. 3anporpaMMUpOBaTh MPOTOKOJ MPOBEACHUS peaKIMU aMIUTU(PUKAIUU U ACTeKIIMH KPU-
BBIX IJIABJICHUS:

— 1 cragus: 50 °C — 2 MUHYTHI;

— 2 cragus: 95 °C — 2 MUHYTHI;

— 3 craaus: 50 ukiios (94 °C — 10 cexkynz, 60 °C — 20 cexyH);

— 4 cragus: «xpuBas masiaeHus» ot 27 °C go 75 °C ¢ marom 1 °C

B Te€UeHHUE 5 ceKyH] (u3MepeHue GIyopecieHIINN MPOBOIUTH Ha KaKIOM IIare);

— 5 cragus: 10 °C — 1 mMunyTa.

7.7. BoiOpath KaHabl AETEKIIMH KPUBBIX IMJaBieHUs AyriaekcoB cnenuduunoro JJHK-30n12
U MPOJIyKTa aMITU(UKAILIIH [T perucTpanuu myranuii B rene BRCAL:

«FAM» — peructparust mytaiuu 3819del5;

«ROX» — peructparus myrauuu 1300G.

7.8. 3amporpamMMHUpoOBaTh TOJOXKEHHE MPOOMPOK C HCCIACAYEMBIMA W KOHTPOJIBHBIMU
o0pa3iamMu COrJIaCHO MHCTPYKIIUU K UCIIONIE3YyEMOMY IpUOopy.

7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ peructpanueit giayopec-

HCHIMHA B PCIKHUME PCAJIbHOI'O BpCMCHHU.
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8. AHAJIU3 U YUET PE3YJIbTATOB

8.1. YcioBus aHAIU3a U Y4€Ta pe3y/IbTATOB

Hns KO1 B xananax perexuuu «FAM» n «ROX» nomkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
IIMKAa IJIaBJIEHHs], COOTBETCTBYIOLIEro reHotuny «HopmanbHast roMo3Urora», U OnpenessThes 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

Hns KO2 B xananax aerexkuuu «FAM» n «ROX» momkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
MUKa TUIABJICHUS, COOTBETCTBYIOIIETO TeHOTUNTY «MyTaHTHAsi TOMO3HUIOTay, U ONPENEIAThCS 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

8.2. Anaim3 pe3yJibTaToB onpeneiaenus myrauuii 3819del5 u T300G B rene BRCAL.

I'EHOTHUII
«Hopmanbhas | «MyTaHTHast
«I["eTepo3urora»
TOMO3HUI0Ta» | TOMO3HIOTa»
= E 5 OIuH UK OnuH DUk JIBa mMKa 1mIaB-
a E 5 IJIaBJICHUSA, OT- | IIJIABJICHUS, OT- JICHUS,
= JINYaeTCs JINYaeTcs OTJINYAIOTCS
He 0oJiee He 0oJiee He Ooiree
yeM Ha 2 °C gyeM Ha 2 °C yeM Ha 2 °C
ot KO1 ot KO2 ot KO1 u KO2
BRCA1l 3819del5 «FAM» N/N del5/del5 N/del5
BRCA1l T300G «ROX» N/N T300G/T300G N/T300G

N — HOpMa (OTCYTCTBHE MYyTAalLlMH).

8.2.1. JIna xaxxgoro uccieayemoro odpasiia B kaHanax aerekuun «<FAM» u «ROX» nomxex
(buKcupoBaThcs OAMH (B Cllydyae TOMO3UIOTHOIO HOCUTENIBCTBA) UJIH /IBa (B CIIydae reTepo3UroTHO-
IO HOCUTEILCTBA) NMKA IJIABJICHUS U ONPEAEIIATHCA 3HAUEHUE TEMIIEPATypPhl IUIaBJICHUS.

8.2.2. I'enotun ananmu3upyemoro oOpasiia y4duThiBaeTcsi kKak «HopmambpHas romo3uroray,
€cli JUIsl 3Toro oOpasua (UKCHpYyeTcs HajluuuMe OJHOrO MHKa IUIABJIEHHUS, MPH ITOM 3HAUYEHHUE
orinyaercs He 6osee yeM Ha 2 °C ot Temneparypsl iasienus i KO1.

8.2.3. 'eHoTHn aHanM3MpyeMoro odpasia yuuTeiBaeTcs Kak «MyTaHTHas TOMO3UTOTa, €Cln
UIs 3TOro oOpasua (QUKCUpYeTCsl HaJu4he OJHOrO MHUKa IUIaBJIEHUS, HpPU STOM 3HAuYEHUE
orTinyaercs He 6osee yem Ha 2 °C ot Temrieparypsl turainerus st KO2.

8.2.4. T'enoTun ananuzupyemoro oOpasia yuuTeIBaeTcs Kak «l eTepo3uroray, eciu s 3TOro
obpasua pukcupyeTcs HaJIu4yue JBYX MUKOB IUIABJICHUS, IPU 3TOM 3HAUYEHUE OJJHOTO OTIMYAETCS
He 6osee yeM Ha 2 °C oT Temmepatypsl miasinenus st KO1, a Temneparypa BTOPOro OTIMYaeTCs

He O6osee yem Ha 2 °C ot Temmneparypsl miaBiaeHus s KO2.
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Buumanue! B ceazu ¢ evicoxou KiuHuveckou 3Hayumocmvio mymayuu ¢ 2enax BRCAI u
BRCA2 pexomendyemcs nposooums nosmopHoe 2eHOMUnuposanue 2emepo3ucomusblx u Mymauni-
HbIX 20MO3UCOMHBIX 00pa3yos, nauunas ¢ smana evioenenus /[HK.

8.3. Pe3ynbTar reHOTUIMPOBAHUS CUUTACTCS] COMHUTEIBHBIM, €CIM TEMIIepaTypa IJIaBIeHUS
MPOJIYKTOB THOpHIM3AIMK OTINYaeTcs Oosee yeM Ha 2 °C ot 3HaueHUW#, momydeHHBIX 11 KO1
n/umn KO2. CoMHUTEIBHBIC pe3yabTaThl HE TOJICKAT aHAIM3Y U YU€Ty. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOJUMO MPOBECTH MOBTOPHBIN aHAIN3 JAHHOTO 00pasiia, HauMHas ¢ dTamna BbIje-
nenus JJHK wim 3a6opa maTepuarna.

8.4. Jlnarnoctuyeckas 3HaYMMOCTh ompenenenus myranuii 4153delA, 5382insC, 185delAG,
3875del4, 3819del5, T300G, 2080delA(insA) B rene BRCAL u 6174delT B rene BRCA2 omnucana B
JUTepaType:

1. Cokonenko A., PozanoB M., Murromkuna H., Illepuna H. u np. HacneacrBeHHsbie
MYTaIl¥ TPU paHHUX, CEMEHHBIX M OMIaTepaitbHbIX (hOpMax paKa MOJOYHOMH jKeIe3bl y MaIUeHTOK
u3 Poccun. /| Cubupckuii onkonorndeckuit xxyprai. 2008. T.27 (Ne3). C. 43-49.

2. J. Balmana et al., Kinmuanueckue pexomennmaiimu ESMO 1o guarHocTuke, JICUYCHUIO U
HaOMOIeHNI0 y OOJNIBHBIX pPakoM MOJOYHOM xkene3pl ¢ HanmuuuemM BRCA— wmyrauum //
MuHuManbHbIe KIMHAYECKHe pekoMenaanuu EBponerickoro O6mectBa Meaunmackoi OHKOIOTUH
(ESMO) Penaxtops! pycckoro nepeBoaa: npod. C. A. Tronsaaun, k.M.H. 1. A. Hocos; mpo¢. H. 1.
[lepeBoquukoBa, — M.: U3narensckas rpynna POHLL um. H. H. bnoxuna PAMH, 2010.— 436 c.

3. Jlrobuenko JI.H., bateneBa E.N., AbGpamo WN.C., EmenpsnoBa M.A., byauk HO.A.,
Tronsununa A.C., Kpoxuna O.B., BopornukoB W.K., CoGonesckuii B.A., Haceaxuna T.B.,
IToptaoit C.M. HacnencTBeHHbI pak MOJOYHOM JKele3bl M SIMYHUKOB // 31M0KayecTBEHHBIE
orryxomu. 2013. Ne 2. ¢.53-61.

4. UmsuuroB E.H. HacneactBenHsblit pak Mojo4HOM sxene3bl // [IpakTuyeckas OHKOJIOTHSL.
2010. T.11. Ne 4. c. 258-266.

5. Yacosuukosa O.b., Murpodanos JI.B., lemuenxo [1.0., Cunopos C.B., @panikesuu O.3.,
Kosanenko C.I1. Ananus Bcrpedaemoctn aeBstu mytanuii B reHax BRCAL u BRCA2 y 6onbHBIX
pakoM MOJIOYHOM xene3bl B Cubupckom peruone. // Cubupckuit onkonorudeckuii xypHai. 2010.
T. 41 (Neb). C. 32-35.

9. YCJIOBUSA TPAHCIIOPTUPOBAHUSA, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancOpTHPOBATh M3IENHUS CIEIAYET TPAHCIIOPTOM BCEX BUJIOB B KPBITBIX TPAHCIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU IIEPEBO30K, AEUCTBYIOLUIMMH Ha TPAHCIIOPTE AJAHHOTO
BHJ1a, TIpu Temmeparype (2-8) °C. JomyckaeTcst TpaHCTIOpTHpOBaHUE TIpH Temmeparype a0 25 °C He
6onee 10 cyTok.

9.2. Xpanenue HaOopa B YHNAKOBKE MNPEINPUSITUS-U3TOTOBUTENS JOJKHO OCYIIECTBISATHCS
pu temneparype (2-8) °C B TeueHHe BCEro cpoka rOJHOCTH B XOJOJWIBHBIX KaMepax WM XOJIo-
IWIbHUKAX, 00€CIeYrBaONINX PEriiaMeHTUPOBAHHBIM TeMIIEpaTypHBIA PEXUM C €XKETHEBHOU pe-

TUCTPALMEN TEMIIEPATYPBI.
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9.3. Cpok rogHoctu Habopa — 12 mecsieB co aHsA Bbimycka. He momyckaeTcsi mpuMeHEHHE
HaOOPOB 10 UCTEUEHUH CPOKA MX TOAHOCTH.

9.4. [lnst momyueHus: HAAEKHBIX PE3yabTATOB HEOOXOJMMO CTPOTOE COONIOICHHUE TaHHOW WH-
CTPYKILMU IO IPUMEHEHUIO Habopa.

10. TAPAHTUMHBIE OBSI3ATEJIBCTBA

10.1. IIpousBoguTelh TapaHTUPYET COOTBETCTBUE BBIMYCKAEMBIX H3JCTHH TpeOOBaHUSIM
HOPMAaTHUBHOM U TEXHUYECKON JOKYMEHTALIUU.

bezonacHOCTh U KaueCTBO M3/EIHS TAPAHTUPYIOTCS B TEYEHHE BCETO CPOKA FOJTHOCTH.

10.2. Ilpou3BoauTens OTBEYACT 3a HEJOCTATKHU W3JIENHs, 3a UCKIIOYEHHEM Ne(eKTOB, BO3-
HUKIIMX BCJICJICTBUE HAPYIICHUS MMPABUJI MOJIb30BAHMS, YCIOBUN TPAHCIIOPTUPOBAHUS M XPAHECHHUS,
1100 NEHCTBUS TPETHHX JIUI, THOO HEMPEOIOJIMMON CHIIBL.

10.3. IIpousBoauTensr 00g3yeTcs 3a CBOM CUET 3aMEHHUTH U3JIeHe, TEXHUYECKHEe U (PYHKIIHO-
HaJbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOMCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAIIMH, €CIIM YKA3aHHbIC HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

z[e(beKTa MaTCpHraJIOB UKW HCKAYCCTBCHHOI'O U3IrOTOBJICHUA U3ACIIUA IIPOU3BOJUTCIICM.

ITo Bompocam, kacarommmcs kadecTBa HaOopa «Peanbecr-I'enetnka BRCA (BRCA1
3819del5/T300G)», cinexyet obparmiathes B AO «Bekrop-Bect» 1o aapecy:

630559, HoBocubupckas 061., p.n. KonbioBo, HayuHo-nponsBoacTBeHHast 30Ha, KOpim.36,
koMH.211, Ten. (383) 227-67-64, Ten./dakc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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nenarypauust JJHK-maTpunibl, oTKUr npaiiMepoB ¢ KOMIUIEMEHTAPHBIMU IOCIEI0BATEIBHOCTIMHU
JAHK-matpuipl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npanmepos Taq JJHK-nonumepasoii.

[Tocne peaknyuu aMIUIM(UKAUH TOHKEHUE TEMIIEPAaTyphl IPUBOAUT K THOpUIM3AIUU CIIe-
nuduunoro JJHK-30H1a ¢ ponyKTOM aMIIMGUKAUK U K CHUKEHHIO YPOBHS (DIyOpECLIEHTHOIO
curHajia B npoOupke. B mponecce TemneparypHOro iaBjieHUss 00pa30BaBIIUXCS JYIUIEKCOB MPO-
ucxomut BeicBoOOkaeHne JIHK-30H1a, Hecymero (iayopecieHTHbI KpacuTenb. B ciaydae Hemon-
Hoii komiuiemeHtapaoctu JIHK-30n1a u BeiOpannoro yyactka JIHK, remnepatypa miaBneHust 1yn-
Jekca OyJeT HHKe, 4YeM B cllyyae IOJHOW KOMIUIEMEHTapHocTH. Takum oOpa3om, Ajis IBYX ajl-
JIeNIbHBIX BapUAaHTOB TEMIIEPATYpPhI IUIABJICHUS TYIJICKCOB 30H/1a U MPOIYKTOB aMIUIM(UKALUU OT-
JMYAIOTCs, OJlarogapsi 5TOMy WIACHTU(UIUPYETCS TEHOTUT (HOpMallbHAs TOMO3UTOTA, TE€TEPO3UTO-
Ta, MyTaHTHasi TOMO3UT0Ta).

MHoro4uciaeHHbIe UCCIEI0OBAHUS TT0KA3aIM, YTO BEPOSITHOCTh PA3BUTHUS paKa MOJIOYHOH xe-
ne3bl (PMX) u paka suunukoB (PS) y nocuteneit myranuii B renax BRCAL1 u BRCA2 kpaiine BbI-
coka. [lo nanueiM MeTa-ananu3a puck pazButus PMX k 70 ronam cocraBnsier 55% st HocuTenei
mytanuii B rene BRCAL u 47% st Hocuteneit myranuii B rene BRCA2, puck passutus P 39%
s BRCAL u 17% nns BRCA2, npu 3ToM 3a4acTyro HaOJI0/1aeTCsi paHHUI BO3pPACT BO3SHUKHOBE-
Hus paka. Mytauuu B reHax BRCAL u BRCA2 noBbIIatoT pucK pa3BUTHS U JPYTUX 3JI0KaYE€CTBEH-
HBIX HOBOOOpPAa30BaHM (paKk MPOCTATHI, PaK JKEITyAKa, paK MMOKEITYIOUHON JKEJIe3bl, paKk TOPTaHN),
a TaKk)Ke HaKJIaIbIBAIOT 0COOCHHOCTH Ha KIMHUYECKOE TEYCHNE OHK03a00IeBaHusI.

VY4uThIBask BHICOKYIO BEPOSTHOCTh PAa3BUTHUSI OHKOIIATOJIOTUH, OTIpe/IeIeHue MyTalluii B TeHax
BRCAL u BRCA2 nenecoobpa3zHo B rpymmnax BbICOKOIO PUCKA CO CIy4asMU paka y KPOBHBIX pOJI-
CTBEHHHUKOB, & TAK)KE aKTyaJbHO ISl IPUMEHEHHS B CKPUHIUHTOBBIX ITPOTPaMMax IO OIEHKE pUCKa
PMX u PSl. Panusis quarHocTuka MyTalluid MO3BOJISIET TPUHATH 3G (EKTUBHBIE MEPHI, PEIOTBPa-
Iarolye pa3BuTHe 3a0oneBanus. [IpuMeHeHne 1aHHOTO AMAarHOCTUYECKOTO MOJX0/1a MOXKET CIIO-
coOCTBOBaTh CHIXKEHUIO 3a00seBaemocti PMOK u PSI.

2.2. CocraB Habopa:

B cocraB Habopa BXOIAT CIENYIOIINE KOMITOHEHTHI:

— KOHTpoJIbHBIN 00pazen; «Hopmanbehas romosurota» (KO1) — 1 mpobupka, 1 mi;

— KOHTPOJIbHBIN 00pasen «MytanTHas romosurora» (KO2) — 1 mpobupka, 1 mi;

— rotoBas peakunonHas cmech st [P (I'PC) BRCAL 2080delA(insA)/BRCA2 6174delT,
muoduimznpoBaHHas — 48 MpoOUpoK;

— aroupyromuii pactBop «l'eHetnka» — 2 ¢u1. mo 12 mi.

IIpuHagiexxHoCTH:

— onTHYecKas IIEHKa — 1 JImMCT.
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3. AHAJIMTHYECKUE U JUATHOCTUYECKHUE XAPAKTEPUCTUKHU

3.1. Cneuuduunocts onpeaencaus mytanuii 2080delA(insA) B rene BRCAL u 6174delT B
rere BRCA2 onpenensiercs o crangaptHomy oopasity npeanpustus, COIT (per. Ne 05-2-648).

Crneuunduynocts cocraBiusier 100 % npu  ycloBUM, UYTO TEHOTUI 1O MYyTalUsIM
2080delA(insA) B rene BRCAL u 6174delT B rene BRCA2 B o6pasmax Nel u Ne2 omnpexaensiercs B
coOTBeTCTBUM ¢ HHCTpyKuuen k COIL.

3.2. Ing KO1 nomxHO (puKCHpOBATHCS HAJMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro renotuny «HopManbHasi TOMO3UTOTa», U ONPEEISATHCS 3HAUCHUE TEMIEPATYPhI IJIaBICHUS: 1O
kanany «FAM» (49 £ 3) °C u o kanay «<HEX» (55 £ 3) °C.

3.3. s KO2 nomxHO (puKCHpoBaTHCS HAJIMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro TeHOTHITy «MyTaHTHasi TOMO3HIOTa», U ONPENCIATHCSA 3HAYCHUE TEeMIIePaTyphl IJIABICHU: IO
kanany «FAM» (42 £ 3) °C u o kanay «HEX» (45 £ 3) °C.

3.4. Jlmarnoctuueckas cnenupudHocTh onpeaeneHus myrtaruii 2080delA(insA) B rene
BRCAL u 6174delT B rene BRCA2: knuHu4eckue UCTIBITAHUS, IPOBeIcHHBIC Ha 213 o0Opasmax, mo-
kazau 100% cneunduunocts (uHTEpBaN 98,6% - 100%, ¢ nOBEpuTENbHON BEpOATHOCTHIO 90%).

4. MEPBI IPEJJOCTOPOKHOCTH

Buumanue! Hecoluronenne npuBeIéHHBIX HHMKe TPeOOBAHMH MOKET NPHBECTH K
HCKakeHH10 pesyabTaros ITLP.

4.1. IMoreHnmanbHBIN pUCK MpuMeHeHHs Habopa — kiace 20 ([Tpuka3z M3 PO ot 06.06.2012
Ne 4n).

4.2. IIpu pabote ¢ Habopom cienyet cobmonars CII 1.3.2322-08 «be3onacHocTh paboThI ¢
Mukpoopraiusmamu |1-1V rpynn maroreHHoctu (OmacHOCTH) M BO3OYAMTENSIMU IMapasUTapHBIX
00se3HEN».

4.3. JIns mpenoTBpallieHuss KOHTAMHHAIMN HEOOXOIUMO TEPPUTOPHUATIBHO Pa3iessaTh 3TaIlbl
BoieneHus JIHK/PHK u moctanoBku TP cormacno MY 1.3. 2569-09 «Opranuzanus paboTsl na-
OopaTopuii, HCCIETYIONUX METOIbI aMILTH(UKAIIMA HYKIEHHOBBIX KUCIOT Tpu paboTe ¢ Marepua-
JIOM, COJIep>KallliM MUKpoopranu3Msl |-V rpynn maroreHHocT.

4.4. ITpu padote ¢ HAOOPOM CJeayeT HaJeBaTh OAHOPA30BBIC METUITMHCKUE TIEPUATKH.

4.5. Kaxxnoe pabouee MECTO JOIHKHO OBITh CHA0KEHO COOCTBEHHBIM HaOOPOM J103aTOPOB Iie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTaTeIbHBIMH MaTepualaMu U 00opyroBaHueM. 3a-
MPEnIaeTcst uX MepeMenIeHIe MEXIy paO0OYNMH MECTaMHU.

4.6. Jlna npoBeAcHUS peakiuu aMIuTuukanuu ¢ aerekmnueil mpoaykros [ILP B pexxume pe-
aJIbHOTO BPEMEHU HEO0OXOIMMO HUCIOJIB30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (QUIBTPOM ISt
J103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH A00aBJIECHUU pa3-
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HBIX 00pas3IoB.

4.8. Tlocne okoHuaHusl paboOT At Ae3UH(GEKINN U MPEAOTBPAIICHUS KOHTAMHHAIIMU BCE pa-
0o4re MOBEPXHOCTH M 000pYAOBaHUE CIEAYET MOABEPTHYTh ACUCTBHIO OaKTepUIMAHbIX YD mami
B TeueHue | yaca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU JIe3UH(]U-
HUPYIOLUUMH cpelcTBaMu (makumu, kak: 0,2% pacmeop «/I1-2T»; 1-3% pacmeop «{uabaxy,
0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop « Mucmpanvy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTb 00paboTke Ae3uHPUIUpY-
IOIUMH CPEJICTBAMH C Tocleayromnielt yrrmm3anuen (cM. MY 287-113 «Meroandeckue yKazaHus
Mo Je3uH(eKINH, MPEACTCPUIH3AMOHHON OYHUCTKE U CTEPHIIM3AlMU H3IEIUA MEIULHUHCKOTO
HA3HAYCHUS).

4.10. Ilpu ucnons3zoBaHuM Habopa o0pa3yroTcst 0TXoAbl KinaccoB A, b u I', koTopble Kitaccu-
bunupyroTcs U yHUUYTOXKatoTcs (yrunusupyrorcs) B coorBeTctBuu ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPEOOBaHUS K OOpAIlleHUI0 ¢ MEIUIIMHCKUMU OTXOoAaMu». Jle3uH-
(deknuo HabOpPOB PEareHToB clieAyeT MpoBOoAUTh o MY 287-113 «MeTtoaudeckue yka3zaHUs I10
Ne3UH(EKINN, TPEACTEPUIN3ANMOHHON OYUCTKE M CTEPHIIN3AINH U3/ MEIUIIMHCKOTO Ha3Ha-
YCHUSI.

5. OBOPYJAOBAHUE U MATEPHAJIBI

— aMruuKaTOp ¢ PIyopeceHTHON JeTeKINel B peKUMe pealbHOTO BPEMEHH:

«CFX96» (pupma «Bio-Rady», CIIIA) unu «AT-96» (OO0 «HIIO JJHK-Texnonorus», Poc-
cus);

— JIaMUHapHBIA OOKC 2-ro Kjlacca OMOJOrHuecKoi 3amuThl (0okc abakTepuanbHOM BO3TyII-
Hoit cpenbl Tuna BABn-01, «Jlamunap-c», 3A0 «Jlamunapusie cucremsl, Poccus);

— XOJIOIUIILHUK OBITOBOM, MOICPKUBAIOIINI Temneparypy (2-8) °C;

— munH-1eiikep PSU-2T (¢pupma «BioSany, JlaTust);

— J103aTOpBI O/IHOKAHAJIbHBIE C IEPEMEHHBIM 00HEMOM, CO CMEHHBIMH HAKOHEYHUKaMU ((pup-
Ma «Biohity, ®unnsaHaus);

— TepyYaTKd MEIUIMHCKHE OJHOPA30BbIE HECTEPUIIbHBIC HEOIYIPEHHBIC JIATCKCHBIC HIIH
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanmust);

— O/IHOPA30Bbl€ HAKOHEYHUKHU JIJIS J103aTOPOB C 3AIIUTHBIM (QHIIBTPOM /a3p030JbHBIM Oapbe-
poMm (¢pupma «FinnTip», OuHIAHINA);

— KOHTeMHep 11t copoca oTxonoB («KonTeinep mist copoca octporo uHcTpymMeHnTapust — EK-
01», pupma «KM-ITPOEKT», Poccus);

— HOX KaHUEJSPCKUH;
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— obopynoBanue, HeoOxoaumoe st BeineneHus JJHK ¢ momonsto Habopa pearenTos «Pear-
becr-I'eneruka JIHK-3kcnpece» win «Peanbect akcrpakuusa 100», - cM. MHCTPYKIMIO IO NIpUMe-
HEHHIO COOTBETCTBYIOIIEro Habopa.

6. IOAI'OTOBKA AHAJIMBUPYEMBIX OBPA3LIOB U PEAI'EHTOB

6.1. [loaroroBKka aHaJM3MpyeMbIX 00pPa310B.

Jlnist aHanmu3a MOArOTOBUTH KIMHUYECKHE 00pa3Iibl (COCKOObI OYKKaIbHOTO AMUTENHS, 00pa3Iibl
[ETBHON KpPOBH) ¢ ToMoIbio HabopoB mis Beinenenus JJHK «Peanbect-I'eneruka JIHK-skcmpecc»
unu «Peanbect skctpakuus 100».

Kaxxnas rpynmna o6pasuos, npoxosiias yepe3 npouenypy Beiaenenus JJHK, nomkua coxep-
xatb KO1 n KO2, xoTopble SIBISIOTCSI KOMIIOHEHTaMH JaHHOTO Habopa.

6.1.1. Beinenenne JIHK ¢ nomomubto Habopa peareHToB «Peanbect sxcrpaxius 100».

Boigenenue JIHK u3 o0pasnoB npoBoauTh 0e3 100aBlieHUs BHYTPEHHETO KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxonsar npouenypy BbiaeneHus JJHK aHanoru4Ho monoxuTeIsHOMY
koHTposibHOMY oOpasiy (ITKO) (cM. mHCTpyKIMIO MO puMeHeHuto Habopa «PeanbecT skcTpakius
100»).

Omionuio 00pa3noB mpoBoAuTh B 200 MK ANIOMPYIOMIETO PAacTBOPa, BXOJAIIETO B COCTaB
Habopa A BeieneHus. 3ateM 100aBuTh 400 MK moupyromiero pactsopa «I eHeTHKa, BXOASIIEro
B COCTaB JlaHHOT0 HaOopa. TmarenbHO nepeMeniaTh Ha BopTekce. LleHTpudyrupoBats Ha MUKPOLIEH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOMPKH B MATHUTHBIHN IITATUB.

6.1.2. Beinenenue JIHK ¢ momomsto Habopa pearentoB «Peanbect-I'enernka JIHK-sxcpeccey.

Beinenenne JIHK u3 00pa3noB NMpoBOAWUTH COTJIACHO MHCTPYKIMM IO MPUMEHEHHIO Habopa.
[Tpo6r1 roToBeI k mocTanoBke [11[P-ananu3a.

6.1.3. Beinenennyto JIHK xpanuts npu remneparype (2-8) °C He 6onee 24 yacos.
6.2. IloaroroBKa peareHTOB.

Ilepen nagamom paboTHI WM3BIEYb HAOOpP U3 XOJOAWIBHMKA, BhIAEpkaTh mpodupku ¢ ['PC B
yrakoBke (He BCkpbiBas!) mpu temmeparype (18-25) °C ne meHee 30 MuHYT. 3aTe€M BCKPBHITH YIAKOB-
Ky, aKKypaTHO C NOMOIIbIO KAHLEISIPCKOTO HOXKa OTpe3aTh HEOOXOIMMOE KOJIMYECTBO (IO YHCITY
MOJITOTOBJICHHBIX P00, BKIIFOYast KOHTposbHbIe 00pasnpl: 1 KO1 u 1 KO2) nmpobupok ¢ I'PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanme! OcraBiirecs HEHCIONb30BaHHBIME TTpooupku ¢ ['PC ynmakoBaTh B MakeT U3 KOM-
OMHHPOBAaHHOTO MarepHaja C BIOKEHHEM OCYIIUTEINS, YIAIUTh U3 HEro JUIIHUI BO3AYX W IJIOTHO
3aKPBITh 38KHM.

ITocne mepBOro BCKpbITHA yMakoBKU cpok rogHoctd I'PC mpu temnepartype xpaHeHus (2-
8) °C cocramisieT 3 MecsIia.

KO1 u KO2 mocie BCKpbITHS TPOOMPOK XpaHHUTh Mpu Temieparype (2-8) °C ue 6omee 1 me-
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csia WM amukBoTaMu 1o 50 Mk ipu remneparype Munyc (18-24) °C ue 6omee 3 MecsIies.
7. MPOBEJEHUE AHAJIU3A
7.1. HeoOxoaumoe konmyecTBo nmpodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanue! Hannmcu cnemyer pacrosnaratb Ha OOKOBOWM dYacTh TpoOUpok. OnTudueckas
TIEHKA JI0JKHA OCTAaBaThCS YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTAEJIbHBIM HAKOHEYHUKOM C GUILTPOM BHECTH I10

50 Mkt pactBopa BeiaeneHHoi JJHK. He 3axBarbiBaTh ocaiok!

[TmoTHO 3aKIeUuTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. IlomecTtuth npoOupku B MuHU-1elKep. [lepemeniate comepkumoe MpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomecTuTh NPOOUPKHU B aMILTU(UKATOP.

7.5. 3amporpammupoBaTh MNpuOOp A7 MPOBEIEHUS aMIUTUPUKALKUK CIenU(PHUIECKOro
¢parmenTa JIHK yenoBeka u peructpanuu KpUBBIX IUIaBICHUS.

[IporpamMmMupoBanue amriM@uKaTopa MpoOBOJUTE B COOTBETCTBUM C MHCTPYKIUEH K MpUOOpyY
unn. 7.6.-7.9.

7.6. 3anporpaMMUpOBaTh MPOTOKOJ MPOBEACHUS PEaKIUU aMIUTH(PUKAIUN U AETeKIIMH KPU-
BBIX IJIABJICHUS:

— 1 cragus: 50 °C — 2 MUHYTHI;

— 2 cragus: 95 °C — 2 MUHYTHI;

— 3 craaus: 50 mukinos (94 °C — 10 cexkynz, 60 °C — 20 cexyH);

— 4 cragus: «xpuBas masiaeHus» ot 27 °C go 75 °C ¢ marom 1 °C

B Te€UYeHHUE 5 ceKyH] (u3MepeHue GIyopecieHIINN MPOBOIUTH Ha KAXKIOM IIare);

— 5 cragus: 10 °C — 1 mMunyTa.

7.7. BoiOpath KaHabl AETEKIIMH KPUBBIX IMJIaBICHUS NymiekcoB cnenuduunoro JJTHK-30n1a
U MPOJIyKTa aMILTUUKAIMK JUis perrucTpaunu mytanuid B renax BRCA1 u BRCAZ2:

«FAM» — peructparust mytaiuu 2080delA(insA) B rene BRCAL;

«HEX» — perucrpanus myrauuu 6174delT B rene BRCA2.

7.8. 3amporpamMMHupoOBaTh TOJOXKEHHE MPOOMPOK C HCCIACAYEMBIMA U KOHTPOJIBHBIMU
o0pa3iamMu COrJIaCHO MHCTPYKIIUU K UCIIONIb3YyeMOMY IpUOopy.

7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ perucTpanueit guyopec-

HCHIWHA B PCIKHUME PCAJIbHOI'O BpCMCHHU.
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8. AHAJIU3 U YUET PE3YJIbTATOB

8.1. YcioBus aHAIU3a U YY€Ta pe3y/IbTATOB

Hns KO1 B xananax gerekuuu «FAM» u «HEX» momkHo ¢gukcupoBaThCcsi HaaMYue OJHOTO
IIMKa IJIaBJIEHHs], COOTBETCTBYIOLIEro reHotuny «HopmanbHast roMO3UroTa», 1 OlpenessaThes 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

Hns KO2 B xananax gerekuuu «FAM» u «HEX» momkHo gukcupoBaThcsi HaIMYUE OJHOTO
IIMKA [JIABJIEHMS], COOTBETCTBYIOLIET0 FeHOTUNY «MyTaHTHas TOMO3UIoTa», U ONpPEAEIAThCS 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

8.2. Amnanu3 pe3yiabtatoB omnpenejienuss myranuii 2080delA(insA) B rene BRCAL un

6174delT B rene BRCA2.

I'EHOTHII
«Hopmanbhas | «MyTaHTHast
«I'eTepo3urora»
rOMO3UIroTa» | rOMO3HIOTA»
= E 5 OOuH UK OauH UK JIBa nuka mjias-
= E 5 IUIABJICHMS, OT- | IIJIABJIEHHS, OT- JIEHUS,
= JINYAETCS JINYAETCS OTJINYAIOTCS
He 0oJiee He 0oJiee He 0oJiee
yem Ha 2 °C yeMm Ha 2 °C yem Ha 2 °C
ot KO1 ot KO2 ot KO1 u KO2
2080delA delA(insA)/ _
BRCA1 . «FAM» N/N ) N/delA(insA)
(insA) delA(insA)
BRCA2 6174delT | «HEX» N/N delT/delT N/delT

N — HOopMa (OTCYTCTBHE MYyTAalLlMH).

8.2.1. nsa xaxmoro uccienyemoro oopasua B kananax aerekiun «FAM» u «HEX» momxken
(bukcupoBaThcs OAMH (B CIydae TOMO3UIOTHOTO HOCUTENIBCTBA) MITH JIBa (B CIIy4ae reTepo3UroTHO-
r0 HOCUTEJILCTBA) MHKa IJIABJICHUS U ONPEAEATHCS 3HaUCHUE TeMITepaTyphl IIaBJIECHUSI.

8.2.2. T'enotun aHanu3upyemoro obOpasia y4duTbiBaeTcsi Kak «HopmanbHas romMo3urora,
eciy A 3Toro oOpasma (UKCHpyeTcss HaJlMyMe OJHOTO MHKa IUIABJICHUS, IPU ITOM 3HAaYECHUE
orinyaercs He 6osee yeM Ha 2 °C ot Temnieparypsl riasienus s KO1.

8.2.3. 'eHoTHN aHANM3UPYEMOro oOpasiia yuuThiBaeTcs Kak «MyTaHTHas TOMO3UT0OTa, €CiIH
JUIs 3TOro oOpasna (QUKCUpYeTCsl Halu4yhe OJHOrO IHKA IUJIaBJICHHs, MPU 3TOM 3HAa4YCHHE
orTinyaercs He 6osee yeM Ha 2 °C ot Temrneparypsl iasinenus s KO2.

8.2.4. T'enoTun ananuzupyemMoro o0pasia yuuTeIBaeTCs Kak «l eTepo3uroray, eciu st 3TOro
obpa3ua (ukcupyercs Halu4yue JIByX IMUKOB IUIABJIECHUS, IIPU ATOM 3HAUY€HHUE OJHOTO OTIMYAETCS
He 6osee yeM Ha 2 °C oT temmepatypsl miasnenus st KO1, a Temneparypa BTOPOro OTIMYaeTCS

He Oonee yem Ha 2 °C ot Temneparypsl wiasneHus it KO2.
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Buumanue! B ceazu ¢ evicoxou KiuHuveckou 3Hayumocmoio mymayuil 6 eenax BRCAI u
BRCA2 pexomendyemcs nposooums nosmopHoe 2eHOMUnuposanue 2emepo3ucomublx u Mymaun-
HbIX 20MO3UCOMHBIX 00pa3yos, nauunas ¢ smana evioenenus /[HK.

8.3. Pe3ynbTar reHOTUIMPOBAHUS CUUTACTCS] COMHUTEIBHBIM, €CIM TEMIIepaTypa IJIaBIeHUS
MPOJIYKTOB THOpHUIM3aUU OTian4daeTcs Oonee yeM Ha 2 °C ot 3HaudeHuW#, momydeHHbIX 11 KO1
n/umn KO2. CoMHUTEIBHBIC pe3yabTaThl HE TOJICKAT aHAIM3Y U YU€Ty. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOJUMO MPOBECTH MOBTOPHBIN aHAIN3 JAHHOTO 00pasiia, HauMHas ¢ dTamna BbIje-
nenus JJHK wim 3a6opa matepuarna.

8.4. Jlnarnoctuyeckas 3HaYMMOCTb omnpeaeicHus mytamuii 4153delA, 5382insC, 185delAG,
3875del4, 3819del5, T300G, 2080delA(insA) B rene BRCAL u 6174delT B rene BRCA2 omnucana B
JUTepaType:

1. Cokonenko A., PozanoB M., Murromkuna H., Illepuna H. m ap. HacnencrBennsie
MYTaIl¥ TPU paHHHUX, CEMEHHBIX M OMIaTepaibHbIX (popMax paka MOJOYHOMH jKeIe3bl y MAIUeHTOK
u3 Poccun. /| Cubupckuii onkonorndeckuit xxyprai. 2008. T.27 (Ne3). C. 43-49.

2. J. Balmana et al., Kimmanueckue pexomenmaimu ESMO 1o aumarHocTHKe, JICYCHHIO U
HaOMOIeHNI0 y OOJIBHBIX pPAakoM MOJOYHOM kene3bl ¢ HamuuueM BRCA— wmyramum //
MuHuManbHbIe KIMHAYECKHe pekoMenaanuu EBponerickoro O6mectBa Meaunmackoi OHKOIOTUH
(ESMO) Penaxtops! pycckoro nepeBoaa: npod. C. A. Tronsaaun, k.M.H. 1. A. Hocos; mpo¢. H. 1.
[lepeBoquukoBa, — M.: U3narensckas rpynna POHLL um. H. H. bnoxuna PAMH, 2010.— 436 c.

3. Jlrobuenko JI.H., bateneBa E.N., AbGpamo WN.C., EmenpsnoBa M.A., byauk HO.A.,
Tronsununa A.C., Kpoxuna O.B., BopornukoB W.K., CoGonesckuii B.A., Haceaxuna T.B.,
IToptaoit C.M. HacnencTBeHHbBIM pak MOJIOYHOM >kene3bl W SUYHUKOB // 3J0KadecTBEHHbBIE
orryxomu. 2013. Ne 2. ¢.53-61.

4. UmsuuroB E.H. HacneactBenHsblit pak Mojo4HOM sxene3bl // [IpakTuyeckas OHKOJIOTHSL.
2010. T.11. Ne 4. c. 258-266.

5. Yacosuukosa O.b., Murpodanos JI.B., lemuenxo [1.0., Cunopos C.B., @panikesuu O.3.,
Kosanenko C.I1. Ananus Bcrpedaemoctn neBsiti myranuii B reHax BRCAL u BRCA2 y GonbHBIX
pakoM MOJIOYHOM xene3bl B Cubupckom peruone. // Cubupckuit onkonorudeckuii xypHai. 2010.
T. 41 (Neb). C. 32-35.

9. YCJIOBUSA TPAHCIIOPTUPOBAHUSA, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancOpTHPOBATh M3IENHUS CIEMAYET TPAHCIIOPTOM BCEX BUIOB B KPBITHIX TPAHCIIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU IIEPEBO30K, AEUCTBYIOLUIMMH Ha TPAHCIIOPTE AJAHHOTO
BHJIa, Tipu Temmeparype (2-8) °C. [JomyckaeTcst TpaHCTIOpTUPOBaHUE TIpH Temmeparype a0 25 °C He
6onee 10 cyTok.

9.2. Xpanenue HaOopa B YNaKOBKE MPEINPHUITUSI-U3TOTOBUTENS JOJKHO OCYIIECTBISATHCS
pu temneparype (2-8) °C B TeueHHe BCEro cpoka rOJHOCTH B XOJOJWIBHBIX KaMepax WM XOJIo-
JTWIbHUKAX, 00eCIeYrBaONINX pEeriiaMeHTUPOBAaHHBIM TeMIIepaTypHBIA PEXHUM C €XKeIHEBHOI pe-

TUCTPALMEN TEMIIEPATYPBI.

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



9.3. Cpok rogHoctn Habopa — 12 mecsieB co aHsA Bbimycka. He momyckaeTcsi mpuMeHEHHE
HaOOPOB 10 UCTEUEHUH CPOKA MX TOAHOCTH.

9.4. [lnst momyueHus: HAAEKHBIX PE3yabTATOB HEOOXOJMMO CTPOTOE COONIOICHHUE TaHHOW WH-
CTPYKILMU IO TPUMEHEHUIO Habopa.

10. TAPAHTUMHBIE OBSI3ATEJIBCTBA

10.1. IIpowsBoguTellh TapaHTUPYET COOTBETCTBUE BBIMYCKAEMBIX H3JCTHH TpeOOBaHUSIM
HOPMAaTHUBHOM U TEXHUYECKON JOKYMEHTALIUU.

bezonacHOCTh U KaueCTBO M3/EIHS TAPAHTUPYIOTCS B TEYEHHE BCETO CPOKA FOJTHOCTH.

10.2. Ilpou3BoauTens OTBEYAET 3a HEJOCTATKHU W3JIENHs, 32 UCKIIOYEHHEM J1e(heKTOB, BO3-
HUKIIMX BCJICJICTBUE HAPYIICHUS MMPABUJI MOJIb30BAHMS, YCIOBUN TPAHCIIOPTUPOBAHUS M XPAHECHHUS,
1100 NEHCTBUS TPETHHX JIUI, THOO HEMPEOIOJIMMON CHIIBL.

10.3. IIpousBoauTensr 00g3yeTcs 3a CBOM CUET 3aMEHHUTh U3JENNe, TEXHUYEeCKHe U (PyHKIHO-
HaJbHBIE XapaKTEPUCTUKU (MTOTPEOUTENHCKHUE CBOKWCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAIIMH, €CIIM YKA3aHHbIC HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

z[e(beKTa MaTCpHraJIOB UKW HCKAYCCTBCHHOI'O U3IrOTOBJICHUA U3ACIIUSA IPOU3BOJUTCIICM.

ITo Bompocam, kacarommmcs kadecTBa HabOopa «Peanbecr-I'enetnka BRCA (BRCA1
2080delA(insA)/BRCA2 6174delT)», cienyer obpamarbes B AO «Bektop-becr» 110 aapecy:

630559, HoBocubupckas 061., p.n. KonbioBo, HayuHo-nponsBoacTBeHHast 30Ha, KOpim.36,
koMH.211, Ten. (383) 227-67-64, Ten./dakc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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nenarypauust JJHK-maTpunibl, oTKUr npaiiMepoB ¢ KOMIUIEMEHTAPHBIMU IOCIEI0BATEIBHOCTIMHU
JAHK-matpuipl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npaimMepos Taq JJHK-nonumepasoii.

[Tocne peaknuu aMIUIM(UKAUH TOHKEHUE TEMIIEPAaTyphl IPUBOAUT K THOPUIM3AINU CIIe-
uupuynoro JJHK-30H12 ¢ mpoaykToM aMIuinguKanuy U K CHHKEHUIO YPOBHS (IIyOpPECIICHTHOTO
cUrHajia B npobupke. B mpoliiecce TemnepaTypHOro IjiaBjieHHs] 00pa30BaBIINXCS IYILIEKCOB MPO-
ucxomut BeicBoOOkaeHne JIHK-30H1a, Hecymero (iayopecieHTHBIA KpacuTenb. B ciaydae Hemon-
Hoii komiuiemeHtapaoctu JIHK-30n1a u BeiOpannoro yyactka JIHK, remnepatypa miaBneHust 1yn-
nekca OyaeT HUXKe, 4YeM B ClIydae MOJIHOM KoMIuleMeHTapHocTu. Takum obOpaszom, Uisl OBYX aj-
JIENIbHBIX BapHAHTOB TEMIIEPATyphl TUIABICHUS IYIUIEKCOB 30H/a U MPOIYKTOB aMIUTH(PHUKAIIUN OT-
JMYAIOTCs, OJlarogapsi 5TOMy WIACHTU(UIUPYETCS TEHOTUT (HOpMallbHAs TOMO3UTOTA, TE€TEPO3UTO-
Ta, MyTaHTHasi TOMO3UT0Ta).

MHoOrourciIeHHbIE UCCIEeIOBAaHUS MTOKa3alli, YTO BEPOSTHOCTh Pa3BUTHS paka MOJIOYHOM Ke-
ne3bl (PMX) u paka suunukoB (PS) y nHocuteneir myranuit B renax BRCAL1 u BRCA2 kpaiine BbI-
coka. [lo nanueiM MeTa-ananu3a puck pazButus PMX k 70 ronam cocraBnsier 55% st HocuTenei
mytanuii B rene BRCAL u 47% st Hocuteneit myranuii B rene BRCA2, puck passutus P 39%
s BRCAL u 17% nns BRCA2, npu 3ToM 3a4acTyro HaOJt0/1aeTCsi paHHUN BO3pPACT BO3SHUKHOBE-
Hus paka. Mytauuu B reHax BRCAL u BRCA2 noBbIIatoT pucK pa3BUTHS U JPYTUX 3JI0KaYE€CTBEH-
HBIX HOBOOOpPAa30BaHM (paKk MPOCTATHI, PaK JKEITyAKa, paK IMOKEIyJOYHON KeJe3bl, paKk TOPTaHN),
a TaKKe HaKJIaJAbIBalOT OCOOEHHOCTH Ha KIIMHUYECKOE TEUEHNE OHK03a00IeBaHHUS.

VY4uThIBask BHICOKYIO BEPOSTHOCTh PAa3BUTHUSI OHKOIIATOJIOTUH, OTIpe/IeIeHue MyTalluii B TeHax
BRCAL u BRCAZ2 nenecoobpa3zHo B Ipymmnax BbICOKOIO PUCKA CO CIy4asMU paka y KPOBHBIX POJI-
CTBEHHHUKOB, & TAK)KE aKTyaJbHO ISl IPUMEHEHHS B CKPUHIUHTOBBIX ITPOTPaMMax IO OIEHKE pUCKa
PMX u PSl. Panusis quarHocTuka MyTalluid MO3BOJISIET TPUHATH 3G (EKTUBHBIE MEPHI, PEIOTBPa-
HIarolye pa3BuTHe 3a0oneBanus. [IpuMeHeHne 1aHHOTO AMAarHOCTUYECKOTO MOJX0/1a MOXKET CIIO-
coOCTBOBaTh CHMXKEHUIO 3a00eBaemoctu PMXK u PSI.

2.2. CocraB Habopa:

B coctaB Habopa BXOJAT cleAyronue KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pazen; «Hopmanbehas romosurota» (KO1) — 1 mpobupka, 1 mi;

— KOHTPOJIbHBIN 00pasen «MytanTHas romo3uroray (KO2) — 1 mpodupka, 1 mi;

— rotoBas peakimonnas cmech s [P (I'PC) BRCA1L 4153delA/5382insC, nuodunusupo-
BaHHas — 48 MpoOupoK;

— aroupyromuii pactBop «l'eHetnka» — 2 ¢u1. mo 12 mi.

IIpuHagiexxHoCTH:

— onTHYecKas IIEHKa — 1 JImMCT.
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3. AHAJIMTHYECKHUE U TUATHOCTUYECKHUE XAPAKTEPUCTUKHA

3.1. Crnemudpuunocts onpenenenus myramuii 4153delA u 5382insC B rene BRCAL onpenersi-
eTcs 1o cranaaptTHoMy oopasity npeanpusitust, COIT (per. Ne 05-2- 648).

Cnenuduunocts cocrapisier 100 % npu ycinoBuH, 4to reHoTHI Mo MyTamusm 4153delA u
5382insC B rene BRCAL B obOpasmax Nel u Ne2 ompemensiercs B COOTBETCTBUU C MHCTPYKIUEH K
COIL

3.2. Ing KO1 nomxHO (puKCHpOBATHCS HAJMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro renotuny «HopManbHasi TOMO3UTOTa», U ONPEEISATHCS 3HAUCHUE TEMIEPATYPhI IJIABJICHUS: 10
kaHany «FAM»y (46 + 3) °C u o kanany «kROX» (52 + 3) °C.

3.3. s KO2 nomxHO (puKCcHpoBaTHCS HAJIMUUE OJHOTO MUKA IJIABJICHUS, COOTBETCTBYIOIIE-
ro TeHOTHITy «MyTaHTHasi TOMO3HIOTa», U ONPENCIATHCSA 3HAYCHUE TEeMIIePaTyphl IJIABICHU: IO
kanany «FAM»y (39 + 3) °C u o kanany «<ROX» (60 + 3) °C.

3.4. luarnoctuueckas crenuuanocts onpeneneaus myrtaiui 4153delA u 5382insC B rene
BRCAL: knuHMueckue ucnbITaHus, npoBeneHnbie Ha 211 oOpasnax, nmokazamu 100% cneunduy-
HOCTh (MHTEepBaI 98,6% - 100%, c 1OBepUTENHHOI BepOITHOCTHIO 90%).

4. MEPBI IPEJJOCTOPOKHOCTH

Buumanue! HecoOaronenne npuBeIéHHBIX HHMKe TpeOOBaAaHMH MOXKeT NPHUBECTH K
HCKakeHH10 pesyabTaros ITLP.

4.1. IMoreHnmanbHBIN pUCK MpuMeHeHHs Habopa — kiace 20 ([Tpuka3z M3 PO ot 06.06.2012
Ne 4n).

4.2. IIpu pabote ¢ Habopom cienyet codmoaars CII 1.3.2322-08 «be3onacHocTh paboThI ¢
Mukpoopraiusmamu |1-1V rpynn maroreHHocTH (OmacHOCTH) U BO3OYAMTENSIMHU Iapa3uTapHbIX
00se3HEN».

4.3. JIns mpenoTBpallieHuss KOHTAMHHAIMN HEOOXOIUMO TEPPUTOPHUATIBHO Pa3iessaTh 3TaIlbl
BoieneHus JIHK/PHK u moctanoBku I[P cormacno MV 1.3. 2569-09 «Opranuzanus paboTsl na-
OopaTopuii, HCCIETYIONUX METOIbI aMILTH(UKAIIMA HYKJICHHOBBIX KHCJIOT MpH paboTe ¢ MaTepua-
JIOM, COJIep>KallliM MUKpoopranu3Msl |-V rpynn maroreHHocT.

4.4. ITpu pabote ¢ HAOOPOM CJeayeT HaJeBaTh OAHOPA30BBIC MEIUITMHCKHIE MIEPYATKH.

4.5. Kaxxnoe pabouee MECTO JOIHKHO OBITh CHA0KEHO COOCTBEHHBIM HaOOPOM J103aTOPOB Iie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepualaMu U 00opyroBaHHEM. 3a-
MPEnIaeTcst uX MepeMenIeHIe MEXIy paO0OYNMH MECTaMHU.

4.6. Jlna mpoBeACHUS peakiuy aMIuTuuKanuy ¢ aeteknueit npoaykros [11IP B pexxume pe-
aJIbHOTO BPEMEHU HEO0OXOIMMO HUCIOJIB30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (GUIBTPOM ISt
7103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH A00aBJIECHUU pa3-
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HBIX 00pas3IoB.

4.8. Tlocne okoHuaHusl paboOT At Ae3UH(GEKIUN U MPEAOTBPAIICHNs KOHTAMHHAIIMU BCE pa-
0o4re MOBEPXHOCTH M 000pYAOBaHUE CIEAYET MOJABEPTHYTh ACHUCTBHIO OaKTepUIUAHbIX YD mami
B TeueHue | yaca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU JIe3UH(]U-
HUPYIOUUME cpelcTBaMu (makumu, kak: 0,2% pacmeop «/[I1-2T»; 1-3% pacmeop «{uabaxy,
0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop « Mucmpanvy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTb 00paboTke Ae3uHPUIUpY-
IOIUMH CPEJICTBAMH C Tocleayromnielt yrrmm3arnued (cm. MY 287-113 «Meroandeckue yKazaHUs
o Je3uH(eKINH, MPEICTCPUIN3ANUOHHON OYHMCTKE U CTEPHIM3AIMHU U3JACTHN MEIUIIMHCKOTO
HA3HAYCHUS).

4.10. Ilpu ucnons3zoBaHuM Habopa o0pa3yroTcst 0TXoAbl KinaccoB A, b u I', koTopble Kitaccu-
bunupyroTcs U yHUUYTOXKatoTcs (yrunusupytorcsi) B coorBetctBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPEOOBaHUS K OOpaIlleHUI0 ¢ MEIUIIMHCKUMH OTXoAamuy. Jle3uH-
(deknuo HabOpPOB PEareHToB clieAyeT MpoBOoAUTh o MY 287-113 «MeTtoaudeckue yka3zaHUs I10
Ne3MH(EKINN, TPEACTEPUIN3ANMOHHON OYUCTKE M CTEPUIIM3AIMN U3/ICITUi MEJUIIMHCKOTO Ha3Ha-
YCHUSI.

5. OBOPYJAOBAHUE U MATEPHAJIBI

— aMruUKaTOp ¢ PIyOPECHeHTHON NETeKINEeH B PEKUME PEaTbHOTO BPEMEHU:

«CFX96» (pupma «Bio-Rady», CIIIA) unu «AT-96» (OO0 «HIIO JJHK-Texnonorus», Poc-
cus);

— JIaMUHapHBIA OOKC 2-To Kjlacca OMOJOrHuecKoi 3amuThl (0OKC abakTepuanbHOM BO3TyII-
Hoit cpenbl Tuna BABn-01, «Jlamunap-c», 3A0 «Jlamunapusie cucremsl, Poccus);

— XOJIOIUIILHUK OBITOBOM, MOICPKUBAIOIINI Temneparypy (2-8) °C;

— munH-1eiikep PSU-2T (¢pupma «BioSany, JlaTust);

— J103aTOPBI O/IHOKAHAJIbHBIE C IEPEMEHHBIM 00bEMOM, CO CMEHHBIMM HaKOHEUHUKaMU (pup-
Ma «Biohity, ®unnsaHaus);

— TepyYaTKd MEIHUIIMHCKHE OIHOPa30BbIe HECTEPHIIbHBIC HEOITYIPCHHBIC JIATEKCHBIC WU
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanmust);

— O/IHOPA30Bble HAKOHEYHUKHU JIJIS J103aTOPOB C 3AIIUTHBIM (HIIBTPOM /a3p030JbHBIM Oapbe-
poMm (¢pupma «FinnTip», OuHIAHINA);

— KOHTeMHep 11 copoca oTxonoB («KonTeinep mist copoca octporo uHcTpymMeHnTapus — EK-
01», pupma «KM-ITPOEKT», Poccus);

— HOX KaHUEJSPCKUH;
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— obopynoBanue, HeoOxoaumoe s BeineneHus JJHK ¢ momomisio Habopa pearentoB «Peai-
becr-I'eneruka JIHK-3kcnpece» win «Peanbect akcrpakuusa 100», - ¢cM. MHCTPYKIMIO 1O IpUMe-
HEHHIO COOTBETCTBYIOIIEro Habopa.

6. IOAT'OTOBKA AHAJIM3BUPYEMBIX OBPA31LIOB U PEAT'EHTOB

6.1. [loaroroBKka aHaJM3MpyeMbIX 00pPa310B.

Jlnst aHanmu3a MOArOTOBUTH KIMHUYECKHE 00pa3Ibl (COCKOObI OYKKaIbHOTO AMUTENHS, 00pa3Iibl
[ETBHON KPOBH) ¢ ToMoIbio HabopoB mis Beinenenus JJHK «Peanbect-I'eneruka JJHK-skcmpece»
unu «Peanbect skctpakuus 100».

Kaxnas rpynmna o6pasnos, npoxosuias yepes npouenypy soeiaenenus JAHK, nomkna conep-
xatb KO1 n KO2, xoTopble SIBISIOTCSI KOMIIOHEHTaMH JaHHOTO Habopa.

6.1.1. Beinenenne JIHK ¢ nomoipto Habopa pearenToB «Peanbect sxcrpaxius 100».

Beinenenue /JIHK u3 06pa3noB npoBoauTh 0e3 100aBiIeHUS] BHYTPEHHETO KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxonsar nponenypy Boiaenenus JJHK aHanorudso moaoXKuTelbHOMY
KoHTposibHOMY 00pasiy (ITKO) (cm. uncTpykiuio o npuMmeHeHuto Habopa «PeanbecT sxcTpakims
100»).

Omronuio 00pas3oB npoBouTh B 200 MKJ 3/IIOMPYIOLIEr0 pacTBOpa, BXOASAIIETO B COCTaB
Habopa i BbieneHus. 3ateM 100aBuTh 400 MKI 3moupyroliero pactsopa «l'eHeTuka», BXOas-
IIero B COCTaB JaHHOro Habopa. TmiarenbHO nepememiaTh Ha BopTekce. LleHTpudyruposars Ha
Mukpouentpugyre npu 13000 06/muH 1 MuHyTYy. Y CTaHOBUTH IPOOUMPKU B MATHUTHBIN IITATUB.

6.1.2. Boigenenune JIHK ¢ mnomompio HabGopa pearentoB «Peanbect-I'enetnka JIHK-
IKCIIPECCY.

Beinenenue JIHK n3 06pa3iioB npoBoANUTE COINIACHO MHCTPYKLIMU IO MPUMEHEHHUI0 Habopa.
[Ipo6r1 roroBsl k noctanoBke [11[P-ananu3a.

6.1.3. Beinenennyto JIHK xpanuth npu Temnepatype (2-8) °C He 601ee 24 yacos.

6.2. IloaroroBka peareHToB.

Ilepen HayamoMm paboThl M3BJIEYb HAOOP M3 XOJOMWIBHHKA, BbiAEpkaTh npobdupku ¢ ['PC B
ymakoBke (He BckpbiBas!) mpu temnepatype (18-25) °C ne menee 30 MuHYT. 3aTeM BCKPHITh YIIaKOB-
Ky, aKKypaTHO C NOMOIIBIO KAaHLEISIPCKOTO HOXKa OTpe3aTh HEOOXOIMMOE KOJIMYECTBO (IO YHCITY
MOATOTOBIICHHBIX MPO0, BKIIIOUasi KOHTposbHbIe 00pasisl: 1 KO1 n 1 KO2) npodupok ¢ ['PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanme! OcraBiiviecs HeHCIonb30BaHHBIMU MTpooupku ¢ ['PC ynakoBaTh B makeT U3 KOM-
OMHUPOBAHHOI'O MaTepHaja ¢ BIOKEHUEM OCYIINUTENS, YAAIUTh U3 HEro JUIIHUNA BO3IyX U IUIOTHO
3aKPBITh 3KHUM.

ITocne mepBOro BCKpbITHUSA yHMakoBKU cpok rogHoctu I'PC mpu temnepaTtype xpaHeHus (2-

8) °C cocramiser 3 mecsa.
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KO1 u KO2 mocne BCKpbITHS MPOOHPOK XpaHUTh pu Temmepatype (2-8) °C ue 6omee 1 me-
csina Wiy anukBoTaMu 1o 50 Mk ipu Temneparype Mmunyc (18-24) °C ue 6onee 3 mecsiieB.
7. MPOBEJEHUE AHAJIU3A
7.1. Heobxonumoe xonndectBo npodupok ¢ I'PC nmponymepoBaTh U pacnojoKUTh B IITATUBE.
Buumanue! Hanmucu crnemyer pacnonaraTh Ha OOKOBOW yacTu mpoOHpok. Onruyeckas
MIEHKA JTIOJDKHA OCTaBaThCs YMCTOM !

7.2. B xaxayo npoOUpKy 103aTOpPOM C OTJCIbHBIM HAKOHEYHHKOM C (MIBTPOM BHECTHU MO

50 Mk pactBopa Beinenennoi JJIHK. He 3axBareiBaTh ocaiok!

[110THO 3aKI€eUTh NPOOUPKHU ONTUUECKON TIIEHKOM.

7.3. [TomecTuth IpobUpKU B MUHU-TIEHKep. [lepememaTs conep:kumoe mpoOUpPOK ¢ YaCTOTOU
Bpamenus 1200 06/MuH B TeueHne | MUHYTHI.

7.4. IlomecTuth NPOOUPKHU B aMILTU(DUKATOP.

7.5. 3amporpammupoBaTh TpHOOP IS MPOBEICHUS aAMIUTUPUKANNN CICIH(PHISCKOTO
¢parmenta JIHK denoBeka u perucrpanuil KpUBbIX TUIABICHUSI.

[IporpammupoBanue aMITu(pUKaTOPa MPOBOAUTH B COOTBETCTBUU C MHCTPYKIMEH K PHOOPY
u . 7.6.-7.9.

7.6. 3anporpaMMupOBaTh MPOTOKOJ MPOBEAEHUS PEAKIIMU aMIUTM(PUKAIUN U AETEKIUH KpU-
BbIX IJIAaBJICHUS:

— 1 cragus: 50 °C — 2 MUHYTHI,

— 2 cragus: 95 °C — 2 MUHYTHI,

— 3 cragus: 50 nukios (94 °C — 10 cexyn, 60 °C — 20 cekyHn);

— 4 cragus: «xpuBas maasieHus» ot 27 °C po 75 °C ¢ marom 1 °C

B T€UEHHUE 5 CeKyH]I (M3MEpeHHE (PITyOPECICHITNHN MPOBOAUTH Ha KaXKIOM IIIare);

— 5 cragus: 10 °C — 1 munyTa.

7.7. BoiOpath KaHaJbl AETEKIIMN KPUBBIX IJIaBieHUs ayriekcoB crneuuduunoro JAHK-30n12a
Y TIPOJTyKTa aMILTU(GUKAIINH [T perucTpanud myTanuii B rene BRCAL:

«FAM» — peructparust mytaiuu 4153delA;

«ROX» — perucrpanus myraruu 5382insC.

7.8. 3amporpaMMHpOBaTh TOJIOKEHHE TMPOOMPOK C WCCIACTYEeMBIMH W KOHTPOJBHBIMA
o0Opa3mamMu COrIacCHO MHCTPYKIIUHU K UCTIOIB3YEMOMY MPUOOPY.

7.9. 3anmycTUTh MPOTPaMMy M MPOBECTH PEAKINIO aMIUTU(HUKAIIMN ¢ perucTpanuei diayopec-

LEHIUH B peXKUME PEaIbHOTO BPEMEHHU.
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8. AHAJIU3 U YUET PE3YJIbTATOB

8.1. YcioBus aHAIU3a U Y4€Ta pe3y/IbTATOB

Hns KO1 B xananax perexuuu «FAM» n «ROX» nomkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
IIMKa IJIaBJIEHHs], COOTBETCTBYIOLIEro reHotuny «HopmanbHast roMO3UTroTa», U ONpenesIThes 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

Hns KO2 B xananax aerexkuuu «FAM» n «ROX» momkHo (pUKCHpPOBATHCS HAIMYUE OJIHOTO
MUKa TUIABJICHUS, COOTBETCTBYIOIIETO TeHOTUNTY «MyTaHTHAsi TOMO3HUIOTay, U ONPENEIAThCS 3Ha-
YEeHUe TeMIIepaTyphl IUIABICHUS.

8.2. Ananm3 pe3yJibTaToB onpeneiaenust myranuii 4153delA u 5382insC B rene BRCAL.

I'EHOTHUII
«Hopmanbhas | «MyTaHTHast
«I["eTepo3urora»
rOMO3UIroTa» | rOMO3HIOTA»
=
= § 5 OIuH UK OnuH DUk JIBa mMKa 1mIaB-
a E 5 IJIaBJICHUSA, OT- | IIJIABJICHUS, OT- JICHUS,
= JINYaeTCs JINYaeTCcs OTJINYAIOTCS
He 0oJiee He 0oJiee He Ooiree
yeM Ha 2 °C gyeM Ha 2 °C yeM Ha 2 °C
or KO1 ot KO2 or KO1 u KO2
BRCA1l 4153delA «FAM» N/N delA/delA N/del A
BRCA1 5382insC | «ROX» N/N insC/insC N/insC

N — HOpMa (OTCYTCTBHE MYyTAalLlMH).

8.2.1. JIna xaxxaoro mccieayemMoro oopasna B kaHanax aerekuun «<FAM» u «ROX» nomxex
(buKcupoBaThcs OAMH (B Cllydyae TOMO3UIOTHOIO HOCUTENIBCTBA) UJIH /IBa (B CIIydae reTepo3UroTHO-
IO HOCUTEILCTBA) NMKA IJIABJICHUS U ONPEAEIIATHCA 3HAUEHUE TEMIIEPATypPhl IUIaBJICHUS.

8.2.2. I'enotun ananmm3upyemoro oOpasiia y4duThIBaeTcs kak «HopmambHas romMo3uroray,
€cli JUIsl 3Toro oOpasua (UKCHpYyeTcs HajluuuMe OJHOrO MHKa IUIABJIEHHUS, MPH ITOM 3HAUYEHHUE
orinyaercs He 6osee yeM Ha 2 °C ot Temneparypsl iasienus i KO1.

8.2.3. 'enoTun aHanM3MpyeMoro oopasua yuuThiBaeTcs Kak «MyTaHTHas TOMO3UTOTay, €CIIU
UIs 3TOro oOpasua (QUKCUpYeTCsl HaJu4he OJHOrO MHUKa IUIaBJIEHUS, HpPU STOM 3HAuYEHUE
orTinyaercs He 6osee yem Ha 2 °C ot Temrieparypsl turainerus st KO2.

8.2.4. T'enoTun ananuzupyemoro oOpasia yuuTeIBaeTcs Kak «l eTepo3uroray, eciu s 3TOro
obpasua puKkcupyeTcs HaJIu4yue JBYX MUKOB IUIABJICHUS, IPU 3TOM 3HAUYEHUE OJHOTO OTIMYAETCS
He 6osee yeM Ha 2 °C oT Temmepatypsl miasinenus st KO1, a Temneparypa BTOPOro OTIMYaeTCs

He O6osee yem Ha 2 °C ot Temmneparypsl miaBiaeHus s KO2.
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Buumanue! B ceazu ¢ evicoxou KiuHuveckou 3uavyumocmovio mymayuu 6 2enax BRCAI u
BRCA2 pexomendyemcs nposooums nosmopHoe 2eHOMUnuposanue 2emepo3ucomusblx u Mymauni-
HbIX 20MO3UCOMHBIX 00pa3yos, nauunas ¢ smana evioenenus /[HK.

8.3. Pe3ynbTar reHOTUNHMPOBAHUS CUUTACTCS COMHHUTEIBHBIM, €CIIM TEMIepaTypa IIaBICHUS
MPOJIYKTOB THOpHIM3aUU OTian4daeTcs Oonee yeM Ha 2 °C ot 3HaueHU#, momydeHHBIX s KO1
n/umn KO2. CoMHUTEIBHBIC pe3yabTaThl HE TOJICKAT aHAIM3Y U YU€Ty. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOJUMO MPOBECTH MOBTOPHBIN aHAIN3 JAHHOTO 00pasiia, HauMHas ¢ 3Tarna BBIJE-
nenus JJHK wim 3a6opa matepuarna.

8.4. Jlnarnoctuyeckas 3HaYMMOCTh ompenenenus myranuii 4153delA, 5382insC, 185delAG,
3875del4, 3819del5, T300G, 2080delA(insA) B rene BRCAL u 6174delT B rene BRCA2 omnucana B
JUTepaType:

1. Cokonenko A., PozanoB M., Murromkuna H., Ilepuna H. u np. HacnencrBeHHbie
MYTaIl¥ TPU paHHUX, CEMEHHBIX M OMIaTepaitbHbIX (hOpMax paKa MOJOYHOMH jKeIe3bl y MaIUeHTOK
u3 Poccun. /| Cubupckuii onkonorndeckuit xxyprai. 2008. T.27 (Ne3). C. 43-49.

2. J. Balmana et al., Kinmuanueckue pexomennmaiimu ESMO 1o JuarHOCTHKE, JICUCHUIO U
HaOMOIeHNI0 y OOJNIBHBIX pPakoM MOJOYHOM xkene3pl ¢ HanmuuuemM BRCA— wmyrauum //
MuHuManbHbIe KIMHAYECKHe pekoMenaanuu EBponerickoro O6mectBa Meaunmackoi OHKOIOTUH
(ESMO) Penaxtops! pycckoro nepeBoga: npod. C. A. Tronsuaun, k.M.H. 1. A. Hocos; nmpo¢. H. 1.
[lepeBoquukoBa, — M.: U3narensckas rpynna POHLL um. H. H. bnoxuna PAMH, 2010.— 436 c.

3. Jlrobuenko JI.H., bateneBa E.N., AbGpamo WN.C., EmenpsnoBa M.A., byauk HO.A.,
Tronsununa A.C., Kpoxuna O.B., BopornukoB W.K., CoGonesckuii B.A., Haceaxuna T.B.,
IToptaoit C.M. HacnencTBeHHBI pak MOJOYHOM >keie3bl M SIMYHMKOB // 370KayecTBEHHbIE
orryxomu. 2013. Ne 2. ¢.53-61.

4. UmsuuroB E.H. HacneactBenHsblit pak Mojo4HOM sxene3bl // [IpakTuyeckas OHKOJIOTHSL.
2010. T.11. Ne 4. c. 258-266.

5. Yacosuukosa O.b., Murpodanos JI.B., lemuenxo [1.0., Cunopos C.B., @panikesuu O.3.,
Kosanenko C.I1. Ananus Bcrpedaemoctn aeBstu mytanuii B reHax BRCAL u BRCA2 y 6onbHBIX
pakoM MOJIOYHOM xene3bl B Cubupckom peruone. // Cubupckuit onkonorudeckuii xypHai. 2010.
T. 41 (Neb). C. 32-35.

9. YCJIOBUSA TPAHCIIOPTUPOBAHUSA, XPAHEHUS U IPUMEHEHUS HABOPA

9.1. TpancOpTHPOBATh M3IENHUS CIEIAYET TPAHCIIOPTOM BCEX BUJIOB B KPBITBIX TPAHCIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU IIEPEBO30K, AEUCTBYIOLUIMMH Ha TPAHCIIOPTE AJAHHOTO
BHJIa, TIpu Temneparype (2-8) °C. JomyckaeTcst TpaHCTIOpTHpOBaHUE TIpU Temneparype a0 25 °C He
6onee 10 cyTok.

9.2. Xpanenue HaOopa B YHNAKOBKE MNPEINPUSITUS-U3TOTOBUTENS JOJKHO OCYIIECTBISATHCS
pu temneparype (2-8) °C B TeueHHe BCEro cpoka rOJHOCTH B XOJOJWIBHBIX KaMepax WM XOJIo-
JTWIbHUKAX, 00€CIeYnBaONINX pEeriiaMeHTUPOBAaHHBIM TeMIepaTypHBI PeXUM C €XEeIHEBHOU pe-

TUCTPALMEN TEMIIEPATYPBI.
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9.3. Cpok rogHoctu Habopa — 12 mecsieB co aHsA Bbimycka. He momyckaeTcsi mpuMeHEHHE
HaOOPOB 10 UCTEUEHUH CPOKA MX TOAHOCTH.

9.4. [lnst momyueHus: HAAEKHBIX PE3yabTATOB HEOOXOJMMO CTPOTOE COONIOICHHUE TaHHOW WH-
CTPYKILMU IO TPUMEHEHUIO Habopa.

10. TAPAHTUMHBIE OBSI3ATEJIBCTBA

10.1. IIpousBoguTelh TapaHTUPYET COOTBETCTBUE BBIMYCKAEMBIX H3JCTHH TpeOOBaHUSIM
HOPMAaTHUBHOM U TEXHUYECKON JOKYMEHTALIUU.

bezonacHOCTh U KaueCTBO M3/EIHS TAPAHTUPYIOTCS B TEYEHHE BCETO CPOKA FOJTHOCTH.

10.2. Ilpou3BoauTens OTBEYAET 3a HEJOCTATKHU W3JIENHs, 32 UCKIIOYEHHEM Ne(EeKTOB, BO3-
HUKIIMX BCJICJICTBUE HAPYIICHUS MMPABUJI MOJIb30BAHMS, YCIOBUN TPAHCIIOPTUPOBAHUS M XPAHECHHUS,
1100 NEHCTBUS TPETHHX JIUI, THOO HEMPEOIOJIMMON CHIIBL.

10.3. IIpousBoauTensb 00g3yeTcs 3a CBOM CUET 3aMEHHUTh U3JIENHe, TEXHUYECKHE U (PYHKIIMO-
HaJbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOMCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAIIMH, €CIIM YKA3aHHbIC HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

z[e(beKTa MaTCpHraJIOB UKW HCKAYCCTBCHHOI'O U3IrOTOBJICHUA U3ACIIUSA IPOU3BOJUTCIICM.

ITo Bompocam, kacarommmcs kadecTBa HaOopa «Peanbecr-I'enetnka BRCA (BRCA1
4153delA/5382insC)», cnenyet obpamiarscsi B AO «Bekrop-Bect» 1o aapecy:

630559, HoBocubupckas o6:1., p.m. KombsioBo, Hayuno-npou3BojcTBeHHas 30HA, KOpir. 36,
koMH.211, Ten. (383) 227-67-64, Ten./dakc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru

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


mailto:vbobtk@vector-best.ru

