


XBarT KeJe3a U ero n30bITOYHOE HAKOIUICHHE B KieTKax. [Ipyu mpeBblllleHNN KOHIEHTPALUU JKele3a
B TKaHsax Ooznee yeM B 10-20 pa3 mo cpaBHEHHIO ¢ HOPMOH pa3BuBaeTcs 3a0o0JeBaHHME Haclen-
crBeHHbIi HFE-accounupoBanublii remoxpomaTo3 (remoxpomaro3 I tuna). [IpoBenenue moneky-
JSPHO-TEHETUYECKOT0 aHAJIN3a M03BOJISET MOATBEPAUTD HACIEACTBEHHYIO MIPUPOAY I€EMOXPOMATO-
32 U UCKJIIOYUTHh BTOPUUHBINA XapaKTep NEPErpy3Kku KeJIe30M.

2.1. Ilpunnun metona.

[TpuHuun MeToxa ocHOBaH Ha amIIM@ukanuu BeiOpaHHoro yudactka JIHK uenoBeka u mo-
CIIEAYIOIIEH NeTeKIIMH KPUBBIX IUIABICHUS TMOPUIHBIX KOMIUIeKCOB mpoaykToB IIIIP u cnenuduny-
HBIX 30H710B. IIponecc amminpukanuy 3aKiar04aeTcss B MOBTOPSAIOLIMXCS LUKIIAX: TeMIepaTypHas
nenarypauust JIHK-maTpuubl, oTKUT npaiiMepoB € KOMIUIEMEHTAPHBIMU IOCIEI0BATEIIbHOCTIMHU
JAHK-matpuibl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npanmMepoB Taq JHK-nonumepasoii.

[Tocne peaknuu ammupuKaluy MOHWKEHUE TEMIIEpaTypbl IPUBOIUT K TMOpUAM3ALUU CIie-
muduanoro JJHK-30H12 ¢ IPOIyKTOM aMITMGUKAINN U K CHIDKEHHIO YPOBHS (DIyOpECIIEHTHOTO
curHajia B npoOupke. B mporuecce TemneparypHoro niaBjieHHs] 00pa30oBaBIIUXCs AYIUIEKCOB MPO-
ucxoaut BeicBoOokaeHue JJHK-30H1a, Hecyero quiyopecueHTHbIM kpacutenb. B ciydae Henod-
Hoii komiuiemeHTapHocT JIHK-30H1a 1 BeiOpanHoro yyactka JIHK, remnepatypa niaBneHus 1yn-
Jekca OyJeT HIKe, YeM B cllyyae MOJIHOW KOMILJIEMEHTapHOCTH. Takum oOpa3oM, JUIs JIBYX all-
JIebHBIX BapUAHTOB TEMIIEPATYphI TUIABJICHUS TYIJICKCOB 30H/1Aa U MPOJIYKTOB aMIUIM(UKALIUU OT-
JMYA0TCs, Oylaroapsi 3TOMY HAEHTU(ULIHMPYETCS TEHOTHN (HOpMajbHas TOMO3UI0Ta, FeTepO3UTo-
Ta, MyTaHTHasi TOMO3HUT0Ta).

2.2. CocraB Habopa:

B cocraB Habopa BXOJAT ClIeAYONNE KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pasen; «HopmanbeHas romosurota» (KO1) — 1 nmpoOupka, 1 mi;

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

— rotoBas peakiroHHast cmech i [P (I'PC), nuodmmmzupoBanHas — 48 mpoObHpok;

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

[IpuHagnexxnocTu:

— onTHYecKas IIEHKa — | JUCT.

3. AHAJIMTHYECKHUE U TUATHOCTUYECKHUE XAPAKTEPUCTUKHA

3.1. Cnennu(puIHOCTD OMpeeICHHs OHOHYKIIeoTHAHOTO moaumopdusma 187 C/G rena HFE
OTIpeIeIIIeTCs 10 cTaHaapTHOMY o0pasiy npeanpustusi, COIT (per. Ne 05-2-610).

Cremuduunocts cocraisier 100 % mpu yCIOBUHM, YTO TEHOTHII 1O OJHOHYKJICOTHIHOMY
nonumopduzmy 187 C/G rena HFE B o6pasmax Nel u Ne2 ompenensieTcsi B COOTBETCTBHH C WH-

ctpykuuei k COIL
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3.2. It KO1 nomxkHO GUKCHUPOBATHCS HATMYHUE OJHOTO MUK TUIABJICHHS], COOTBETCTBYIOIIE-
ro reHoruny «HopmanbHas TOMO3UTOTa», U OINpPENESAThCS 3HAUYECHUE TEMIEpaTyphbl IUIABIICHUS:
(47 £ 3)°C.

3.3. s KO2 nomxHO (pUKCUpPOBATHCSI HAIMYUE OJTHOTO MUKA IJIABJICHHS, COOTBETCTBYIOIIE-
ro TeHOTUIly «MyTaHTHasi TOMO3HMIOTa», M OIPEICNATHCS 3HAUEHUE TEMIEPaTyphl IUIABJICHUS:
(57 £ 3)°C.

3.4. JIlmarnoctudeckas crnenupuaHocTh onpeaeneHus nomumopdusma 187 C/G rena HFE:
KJIIMHUYECKHE HCIbITaHus, poBeaeHHble Ha 217 obpasuax, nokazanu 100% cnenududHocTs (MH-
tepBai 98,6% - 100%, ¢ noBepuTenbHON BeposTHOCTHIO 90 %).

4. MEPBI IPEJOCTOPOXHOCTH

Buunmanue! HecoOmaio1eHue npuBeIEHHBIX HHKe TpeOOBaHUIl MOMKeT NPHUBECTH K
HCKakeHH10 pesyabtaros ITLP.

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

4.2. Ilpu pabote ¢ Habopom cneayeT cobmoaars CII 1.3.2322-08 «bezonacHocTh pabOTHI €
mukpoopranuzMamu |1-1V rpynn maroreHHOCTH (OMacHOCTH) M BO3OYAMTENSAMHU IMapa3UTaPHBIX
Oone3Hen».

4.3. Jlng mpenoTBpaiieHuss KOHTAaMHHAIIMA HEOOXOJAUMO TEPPUTOPUATBHO Pa3JENsTh ATAIlbl
Boiienenns [JHK/PHK u nocranoBku I1LP cormacao MY 1.3. 2569-09 «Opranuzaiust paboTsl Ja-
00opaTopHii, UCIIONIB3YIOMNX METOABI aMIUTM(UKAIINH HYKJICHHOBBIX KUCIOT IpU paboTe ¢ MaTepu-
asioM, cojiepKaiiuM Mukpoopranusmsl |-1V rpymnn naToreHHOCTH.

4.4. ITpu paboTe ¢ HAOOPOM CJeayeT HaJeBaTh OJHOPA30BbIC METUIITMHCKUE TIEPUYATKH.

4.5. Kaxxnoe paboyee MECTO TOJKHO OBITH CHa0KEHO COOCTBEHHBIM HAOOPOM J03aTOPOB Tie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepuallaMi U 00opyroBaHHeM. 3a-
IpelaeTcs uX nepeMelieHre Mexy padourMMHU MECTaMHU.

4.6. lns mpoBeneHUs peakuuu amiuMdukanuu ¢ aerexuueit npoaykrtos ILP B pexume pe-
TbHOTO BPEMEHU HEOOXOIMMO HUCIOIH30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (GUIBTPOM ISt
7103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHNUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH J00aBIECHUU pa3-
HBIX 00pas3IoB.

4.8. Tlocne okoH4YaHus1 pabOT aJisl AC3UH(EKIIUNA W TTPEIOTBpAICHUSI KOHTAMUHAIIMKA BCE pa-
0oure MOBEPXHOCTH U 000pYyI0BaHUE CIEyeT MOABEPTHYTh ACHCTBUIO OaKkTepuIuAHbIX YD mamil
B TeueHue | daca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU J1e3UH(U-

UPYIOLIUMU cpenctBaMu (makumu, xkax: 0,2% pacmeop «I1-2T»; 1-3% pacmeop «[uabaxy,
3
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0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop «Mucmpanevy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTh 00paboTke Ae3uHPUIUpPY-
IONUMU CPEJCTBAMH C Tocienyroneit yrunm3amueit (cm. MY 287-113 «Meroanueckue ykazaHUs
no Ae3uH(EeKInH, MPEACTePHIN3AMOHHON OYMCTKE M CTEPHIN3ALMH H3ICTUH MEIUIIUHCKOTO
Ha3HAYCHUS).

4.10. IIpu ucnonp3oBanuu Habopa 00pazyroTCcs oTX0abl KinaccoB A, b u I', koTopsle kiaccu-
bunMpyroTcs U yHUUTOXKaTCS (yruausupytores) B coorBercTtBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPeOOBaHUS K OOpAllleHUI0 ¢ MEIUIUHCKUMU OTXOoAaMu». Jle3uH-
¢dexuno HabOPOB peareHToB cleayeT MpoBoAuTh mo MY 287-113 «MeTtoaudeckue yka3zaHus 110
Ne3UH(EKINN, TPEACTEPUIN3ANMOHHON OYNCTKE U CTePIIU3AIMH W3S METUIIMHCKOTO Ha3Ha-
YCHHUSI.

5. OBOPYJAOBAHUE U MATEPHUAJIbI

— aMruuKaTOp ¢ PIyOpeCcHeHTHON JeTeKINEeH B peKUME PealbHOTO BPEMEHH:

«CFX96» (bupma «Bio-Rad», CILIA), «AT-96» (OO0 «HITO JHK-Texnonorus», Poccus);

— JaMHUHApHBIA OOKC 2-T0 Ki1acca OMOIOTHYecKOM 3amuThl (OOKC abakTepuaaIbHOW BO3AYII-
HoM cpenbl THna bABn-01, «Jlamunap-c», AO «JlamunapHsie cucteMsl, Poccus);

— XOJIOAWILHUK OBITOBOM, TIOIIEpKUBAIOLINI Temiieparypy (2-8) °C;

— munu-1ieiikep PSU-2T (dupma «BioSany, JlatBus);

— mukpouentpudyra tuna «Eppendorf MiniSpin» (¢pupma «Eppendorfy, I'epmanus);

— J103aTOpbl OJJTHOKAHAJIbHbBIE C NEPEMEHHBIM OOBEMOM, CO CMEHHBIMM HAaKOHEUYHUKAMH
(pupma «Biohity, ®unasHAN);

— BCTpsixuBarenb A npoodupok (Bio-Vortex V-1 plus, pupma «BioSany, Jlatus);

— TepYaTKd MEAUIIMHCKUE OJIHOPA30BbIe HECTEPWJIbHBIE HEOIyIpPEHHBIEC JTAaTEKCHBIE WM
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanust);

— OJIHOPA30BbIE HAKOHEUHUKHU JUISI JO3aTOPOB C 3AIIUTHBIM (PUILTPOM /a3p0O30JbHBIM Oa-
prepoM (pupma «FinnTip», PunnsHaN);

— IITATUBBI IS MUKPOTIPOOUPOK BMECTUMOCTRIO 1,5 — 2 M u 0,2 mut (pupma «XenuKoH»,
Poccus);

— KOHTeWHep s copoca oTxo0B («KoHTeitHep miist cOpoca oCTpOoro MHCTPYMEHTApUS —
EK-01», pupma «KM-TTPOEKT», Poccusi);

— MarHUTHBINA WITaTHB JUI Tpobupok (pupma AO «Bektop-bect», Poccus);

— HOK KaHUEJSPCKUN.
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6. IOATOTOBKA AHAJIM3UPYEMBIX OBPA31LIOB U PEAT'EHTOB

6.1. IloaroroBka aHaJM3upPyeMbIX 00pa3LoOB.

Jlnst aHanmM3a MOArOTOBUTH KIMHUYECKHE 00pasiibl (OYKKaIbHOTO SIMUTENHS, EeIbHOH KPOBH) C
nomotipio HabopoB s BeyieneHus [JHK «Peanbecr-I'enetnka JIHK-skcmpece» wnm «Peanbect
skctpakius 100».

Kaxnas rpynmna oOpa3nos, npoxoaduias uepe3 npouenypy Beiaenenus JHK, nomkna comep-
xath KO1 1 KO2, koTopblie SABISIOTCS KOMIIOHEHTaMHU JaHHOTO Habopa.

6.1.1. Beinenenue JIHK ¢ momompsto Habopa pearenToB «Peanbect axcrpakmus 100».

Beinenenne JIHK u3 o6pasnoB nmpoBoauTh 6€3 100aBiIeHHUsS BHYTPEHHEr0 KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxoast npouenypy Boiaenenus: JJHK anamorudno mnonoxuteabHOMY
KoHTpoibHOMY 00pasiy (IIKO) (cMm. nHCTpyKIHMIO HAaOOpa ISl BBIACICHHS).

Omonuio 00pa3noB MpoBoaAuTh B 200 MK AIIOMPYIONIETO PacTBOPA, BXOJSIIETO B COCTaB
Habopa ans BeiaeneHus. 3aremM no6aButh 400 MK Ammronpyromiero pactBopa «I eHeTHKa, BXOASIIETO
B COCTaB JlaHHOro Habopa. TuiarenbHO nepemeniath Ha BopTekce. LIeHTpudyrupoBars Ha MUKpOLIEH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOUPKU B MATHUTHBIN IITATUB.

6.1.2. Beinenenue JIHK ¢ momomnipto Habopa pearentoB «Peanbect-I'enernka JIHK-skcmpeccy.

Beinenenne JIHK u3 o0pa3iioB mpoBOIUTH COIJIACHO MHCTPYKIMU Habopa. [IpoGbl roToBBI kK
noctaHoBke [I[P-ananu3a.

6.1.3. Beimenennyro JIHK xpanuts npu temmepatype (2-8) °C ue 6osnee 24 4acos.
6.2. IloaroroBka peareHToB.

Ilepen nagamoMm paboThl M3BJIEYb HAOOpP U3 XOJNOAWIbHMKA, BbIAEpkarTh mpooupku ¢ ['PC B
ymnakoBke (He BckpbiBas!) mpu temnepatype (18-25) °C ne menee 30 MUHYT. 3aTeM BCKPHITh yIIaKOB-
Ky, aKKypaTHO C TOMOIIBIO KaHIIEISPCKOro HOXKa OTpe3aTh HEOOXOAMMOE KOJIMUYECTBO (IO YUCITY
MOATOTOBIICHHBIX MPO0, BKIIIOUasi KOHTposbHbIe 00pasisl: 1 KO1 n 1 KO2) npodupok ¢ ['PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanne! OctaBivecss HEHCIIOIb30BaHHBIMU TpoOHpku ¢ ['PC ymakoBathk B 11eaeHOBbII
MaKeT C OCYLIUTENEM, YIAIUTh U3 HETO JIMITHUMA BO3AYX U IJIOTHO 3aKPBITh 3aKHUM.

[Tocne mepBoro BckpwITHUs ymakoBKU cpok rogHoctu ['PC mpu Temmepatype xpanenus (2-
8) °C cocraminser 3 mecsria.

KO1 u KO2 nocse BCkpbITHS IPOOHPOK XpaHUTh 1pH Temmeparype (2-8) °C ne Gonee 1 me-

csira win anukBoTamu o 50 mMxu1 pu Temrneparype munyc (18-24) °C ne 6onee 3 mecses.

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



7. MTIPOBEJEHUE AHAJIN3A
7.1. HeoOxoaumoe konmdecTBO npodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanme! Hangnucu crnemyer pacronaraTh Ha OOKOBOW dYacTH MpoOupok. Onruyeckas
IJIEHKA JI0JIKHA OCTAaBaThCs YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTJCIbHBIM HAKOHEYHHKOM C (DMIBTPOM BHECTH MO

50 Mkt pactBopa BeinenenHoi JJHK. He 3axBarbiBaTh ocajiok!

[TmoTHO 3aKIeUTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. ITomecTtuth npoOupku B MuHU-1elKep. [lepemeniats conepxumoe NpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomMecTuTh IPOOUPKH B aMIUTU(DUKATOP.

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

[TporpamMmmupoBanue aMIuiiuUKaTopa MPOBOIUTH B COOTBETCTBHH ¢ MHCTPYKITUCH K MPUOOPY
unn. 7.6.-7.9.

7.6. 3anporpaMMupOBaTh MPOTOKOJ MPOBEACHUS PEaKIUU aMIUTH(PUKAIUN U ACTEKIIMH KpU-
BBIX IJIABJICHUS:

st mpubopa «CFX96»:

— 1 cragus: 50 °C — 2 MUHYTHI;

— 2 ctagus: 95 °C — 2 MUHYTHI;

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

— 4 cranus: «kpuBas miaasieHus» ot 27 °C no 75 °C c marom 1 °C B TeueHue 5 cexyHp (u3-
MepeHue (IyopecIeHIINN TPOBOIUTH Ha KAXK/IOM IIare);

— 5 cragus: 10 °C — 1 munyTa.

st ipudopa «AT-96»:

— 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 cragusa: «kpusas miasiaeHus» ot 27 °C go 75 °C ¢ marom 1 °C B Teuenue 13 cexyHn
(m3mepenune HIyopecieHIInN MPOBOJIUTH HAa KaXKJIOM IIIare);

— 5 crapus: 10 °C — xpaHeHwue.

7.7. Boiopath kanan «ROX» anst neTeKIuH KPHUBBIX IUIABJICHUS TYIUIEKCOB CHEIM(PHUYHOTO
30HJa U TMPOJIYKTa aMIUTH(PUKAIUU ISl PETUCTPAIlMU OJHOHYKJICOTHAHOrO moimumopdusma 187
ClG.

7.8. 3amporpaMMupoBaTh IOJIOKEHHUE TPOOMPOK C HCCIACTYEeMbBIMH W KOHTPOJBbHBIMU
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oOpasmamMu COrIacCHO MHCTPYKIIUHU K UCTIOIB3YEMOMY MPHUOOPY.
7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ perucTpanueit guyopec-
LEHIIMY B PEXKHME PEATbHOTO BPEMEHH.
8. AHAJIN3 U YUET PE3YJIbTATOB

8.1. YcioBus aHaIU3a U y4€Ta pe3y/1bTATOB

Jia KO1 B kanane nerexuun «ROX» nomkHO pUKCHPOBATHCSA HAJIMYME OJHOTO MHKA IJIaBiie-
HUS, COOTBETCTBYIOLIEro reHotuny «HopmanpHas roMo3urora», u ONpeAensaThCs 3HaUEHUE TeMIIe-
parypsl IJIaBJIEHUS.

Jns KO2 B kanane nerekiun «ROX» momkHO PUKCHpOBaThCS HAIMYKE OJHOTO MTHKA TUIaBJIe-
HUS, COOTBETCTBYIOIIETO IreHOTHITY «MyTaHTHasi TOMO3UTOTa», W OMPEACTIATHCS 3HAUCHHE TeMIIe-
patypsl IIaBICHHUS.

8.2. AHaum3 pe3y/IbTATOB ONpeIeIeHIsI OHOHYKJIeOTHIHOTro momumopdusma 187 C/G.

8.2.1. Jlnsa kaxmoro uccieayeMoro obpasia B kaHaie aerekuun «ROX» momkeH Gukcupo-
BaThCsl OJIMH (B CIyyae TOMO3MIOTHOIO HOCUTEILCTBA) UJIM JBa (B CilIydae TeTepO3UrOTHOIO HOCH-
TEJIbCTBA) [TMKA IUIABJICHUS U ONPEACIAThCS 3HAUYCHUE TEMIIEPATYPhl IUIaBICHHUS.

8.2.2. T'enotun aHanmuzupyemoro obOpasia mno mnoaumopdusmy 187 C/G yuuthiBaeTcsi Kak
«Hopmainbhas romozurora 187 C/Cy, eciu st 3T0ro odpasia GUKCHUpyeTcss HaTM4rue OJJHOTO MUKa
IUTaBJICHUS, TIPY 3TOM 3Ha4eHHE OTJINYaeTcs He 6osee yeM Ha 2 °C oT TeMrneparypsl IUIaBICHUS JUIs
KOl.

8.2.3. T'enotun anamusupyemoro obOpasia no mnoiumopdusmy 187 C/G yuuthiBaeTcs Kak
«MyranTHas romosurora 187 G/Gy, eciu it 3Toro 00pasina GUKCHUPYETCS HATUYHE OHOTO MHKa
IUTaBJICHUS, IPYU ATOM 3HaYeHHE OTJInYaeTcs He 6osee yeM Ha 2 °C oT TeMnepaTypsl IUIaBJIeHUs AJIs
KO2.

8.2.4. Tenotun anHanmusupyemoro obOpasua mo monumopduszmy 187 C/G yuuThBaeTcs Kak
«[ereposurora 187 C/Gy, ecnu it 3TOro oopasia GUKCUpyeTcsi HATNYKE IBYX ITHKOB IUIABICHHS,
IIPU 3TOM 3HAYEHHE OJIHOTO OTIMYaeTcs He Oojee yeMm Ha 2 °C OT Temreparypsl IJIaBJICHUS s
KOl1, a remneparypa BTOporo otinuaercs He Oosiee ueMm Ha 2 °C OT TeMrepaTypbl IJIaBICHUS IS
KO2.

8.3. Pe3ynbpTarT TE€HOTHITUPOBAHHS CYMTACTCSI COMHHUTEIBHBIM, €CITH TEMIIEpaTypa IJIaBICHUS
MPOYKTOB THOpUAM3AMK OTiMdaeTcs 6ojee yeM Ha 2 °C oT 3HaueHuM, moiydeHHbIX s KOI
n/unn KO2. CoMHUTENbHBIE pe3yNbTaThl He MOAJNeKAT aHaTN3y U yu€Ty. B ciydae cCOMHUTENBHOTO
pe3yibTaTa HEOOXOIUMO MPOBECTH MOBTOPHBIN aHAIN3 JAaHHOTO 00paslia, HauMHas ¢ 3Tamna BbIje-

nenusa AHK nnm 3a6opa maTepuana.
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8.4. JlnarHocTryeckasi 3HaUMMOCTh OTPEeNIEHUsI OJHOHYKJICOTHIHBIX MOIMMOP(GU3MOB IreHa
HFE onucana B nuteparype:

1. Adams P.C., Reboussin D.M., Barton J.C. et al. Hemochromatosis and iron-overload screen-
ing in a racially diverse population// N. Engl. J. Med. - 2005. - Vol. 352. — P. 1769-1778.

2. Powell L. W., Dixon J.L., Ramm G.A. et al. Screening for hemochromatosis in asymptomat-
ic subjects with or without a family history// Arch Intern. Med. - 2006. - Vol. 166. - P. 294-301.

3. Powell L.E. New developments in hereditary hemochromatosis// Ces. a Slov.Gastroent. and
Hepatology. - 2008. - VVol. 62 (Suppl. 2). - P. 67-70.

4. Ilonynuna T.E., Maes U.B. Cunapom neperpy3ku xele30M: COBPEMEHHOE COCTOSTHUE TPO-
omembl// @apmareka. - 2008. - Ne 13. - C. 54-61.

9. YCJIOBUSA TPAHCITIOPTUPOBAHUS, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancmopTUpOBaTh M3IENHUS CIEAYET TPAHCIIOPTOM BCEX BUAOB B KPBITHIX TPAHCIIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU N1EPEBO30K, ACUCTBYIOLUIMMH Ha TPAHCIOPTE JAHHOTO
BUJA, pu Temnepatype (2-8) °C. [Jomyckaercst TpaHCIIOpTUPOBaHUE MIpu Temmeparype 10 25 °C e
6oxee 10 cyTok.

9.2. Xpanenue HaOOpa B YHNAKOBKE MPEANPHUSITHSI-U3TOTOBUTENS TOJKHO OCYIIECTBISATHCS
npu temmeparype (2-8) °C B TeuyeHHe BCEro CpoKa roJHOCTU B XOJOJWIBHBIX KaMepax WM XOJo-
JTWIBHUKAX, 00€CTIeYNBAIONINX PEriaMEHTUPOBAHHBIN TeMIepaTypHBIA PEXHUM C €XKeIHEBHOM pe-
TUCTpAlUE TEMIIEPATYPHI.

9.3. Cpok roanocti Habopa — 12 mecsieB co AHS Bblycka. He nomyckaercs nmpumMeHeHUe
HaOOpOB IO UCTEYEHHUH CPOKA UX TOJHOCTH.

9.4. [lyist mosryueHusl HaEKHBIX PE3yabTATOB HEOOXOMMO CTPOTOe COOIOICHHUE JTAHHOW WH-
CTPYKIIMHU TIO TPUMEHEHUIO Habopa.

10. TAPAHTHUMHBIE OBSI3ATEJILCTBA

10.1. IIpousBoauTeNnb TrapaHTUPYET COOTBETCTBUE BBIMYCKAEMBIX H3ACTUN TpeOOBaHHIM
HOPMAaTHUBHOM M TEXHUYECKON JOKYMEHTAIINH.

besonacHOCTh U KaueCTBO M3/IEIHS TaPaHTUPYIOTCS B TEYEHHE BCETO CPOKa FOJTHOCTH.

10.2. TIpou3BoanTENF OTBEYAET 32 HEAOCTATKH W3JENUS, 32 UCKIIOUEHHEM Je(eKTOB, BO3-
HUKIIUX BCJIEJCTBUE HAPYIIECHUS NMPABUJI MOJIb30BaHUs, YCIOBUI TPaHCIOPTUPOBAHUS U XPAHEHHUS,
00 AEUCTBUS TPETHUX JIULL, JIUOO HEMTPEOJOTMMOM CHJIBI.

10.3. IlpousBoauTens 00sA3yeTcs 3a CBOI CUET 3aMEHUTh U3JIENINe, TEXHUUECKUE U (PyHKIHO-
HaJTbHBIE XapaKTEPUCTUKU (MOTPEOUTENHCKHUE CBOWCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAILIMH, €CIIM YKA3aHHbIE HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

,Z[Cq)eKTa MaTCpHraJIOB UK HCKAYCCTBCHHOI'O U3IrOTOBJICHUSA U3ACIIUS IPOU3BOJUTCIICM.
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Cpox romHOoCcTH Habopa — 12 MecsIIeB O THSI BBITYCKA.

ITo Bompocam, kacarommumcs kadecTBa Habopa «Peanbect-I'eneruka I'emoxpomaros (HFE
187 C/G)», cnenyet obpamatses B AO «BekTop-Bbecr» no aapecy:

630559, HoBocubupckas 006:1., p.m. KombsioBo, HayuHo-npon3BoacTBeHHAss 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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3axBarT JKeJe3a U ero N30bBITOYHOE HAKOIUIEHUE B KieTKax. [Ipu npeBbllieHMH KOHIIEHTpALUu XKee-
3a B TKaHsax Oosnee yeM B 10-20 pa3 mo cpaBHEHHIO ¢ HOPMOHM pa3BHUBaeTCs 3a00JieBaHHE HACHE-
crBeHHbIi HFE-accounupoBanublii remoxpomaTo3 (remoxpomaro3 | tuna). [IpoBenenue moneky-
JSPHO-TEHETUYECKOT0 aHAJIN3a M03BOJISET MOATBEPAUTD HACIEACTBEHHYIO MIPUPOAY I€EMOXPOMATO-
32 U UCKJIIOYUTHh BTOPUUHBINA XapaKTep NEPErpy3Kku KeJIe30M.

2.1. Ilpunnun metona.

[TpuHuun MeToxa ocHOBaH Ha amIIM@ukanuu BeiOpaHHoro yudactka JIHK uenoBeka u mo-
CIIEAYIOIIEH NeTeKIIMH KPUBBIX IUIABICHUS TMOPUIHBIX KOMIUIeKCOB mpoaykToB IIIIP u cnenuduny-
HBIX 30H710B. IIponecc amminpukanuy 3aKiar04aeTcss B MOBTOPSAIOLIMXCS LUKIIAX: TeMIepaTypHas
nenarypauust JIHK-maTpuubl, oTKUT npaiiMepoB € KOMIUIEMEHTAPHBIMU IOCIEI0BATEIIbHOCTIMHU
JAHK-matpuibl, CHHTE3 KOMIUIEMEHTAPHOM Lienu ¢ 3Tux npaimMepoB Taq JHK-nmonumepasoii.

[Tocne peaknuu ammupuKaluy MOHWKEHUE TEMIIEpaTypbl IPUBOIUT K TMOpUAM3ALUU CIie-
muduanoro JJHK-30H12 ¢ IPOIyKTOM aMITMGUKAINN U K CHIDKEHHIO YPOBHS (DIyOpECIIEHTHOTO
curHajia B npoOupke. B mponecce temneparypHoOro niaBjieHUs] 00pa30oBaBIIUXCS AYIUIEKCOB MPO-
ucxoaut BeicBoOokaeHue JJHK-30H1a, Hecyero quiyopecueHTHbIM kpacutenb. B ciydae Henod-
Hoii komiuiemeHTapHocT JIHK-30H1a 1 BeiOpanHoro yyactka JIHK, remnepatypa niaBneHus 1yn-
Jekca OyJeT HIKe, YeM B cllyyae IMOJIHOW KOMILJIEeMEHTapHOCTH. TakuMm oOpa3oM, JUIs JIBYX all-
JIebHBIX BapUAHTOB TEMIIEPATYphI TUIABJICHUS TYIJICKCOB 30H/1Aa U MPOJIYKTOB aMIUIM(UKALIUU OT-
JMYA0TCs, Oylaroapsi 3TOMY HAEHTU(ULIHMPYETCS TEHOTHN (HOpMajbHas TOMO3UI0Ta, FeTepO3UTo-
Ta, MyTaHTHasi TOMO3HUT0Ta).

2.2. CocraB Habopa:

B cocraB Habopa BXOJAT ClIeAYONNE KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pasen; «HopmanbeHas romosurota» (KO1) — 1 nmpoOupka, 1 mi;

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

— rotoBas peakiroHHast cmech i [P (I'PC), nuodmmmzupoBannas — 48 mpoObHpok;

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

[IpuHagnexxnocTu:

— onTHYecKas IIEHKa — | JUCT.

3. AHAJIMTHYECKHUE U TUATHOCTUYECKHUE XAPAKTEPUCTUKHA

3.1. CnenuuIHOCTH OIMpEaCICH S OJHOHYKIICOTHAHOTO momumopdusma 193 A/T rena HFE
OTIpeIeIIIeTCs 10 cTaHaapTHOMY oOpasiy npeanpustusi, COIT (per. Ne 05-2-610).

Crnenuduunocts coctasiser 100 % npu ycaoBUH, YTO TEHOTUI MO OAHOHYKJICOTHIHOMY I10-
mumopdusmy 193 A/T rena HFE B oOpasnax Nel u Ne2 ompenensieTcss B COOTBETCTBHU C HHCTPYK-

muei k COIL.
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3.2. Insa KO1 pgomxHO (PUKCUPOBATHCS HATMYKE OJHOTO MUK TUTABJICHHS, COOTBETCTBYIOIIIE-
ro reHoruny «HopmalibHas TOMO3UTOTa», U OMpPENesAThCS 3HAYCHHE TeMIepaTyphbl IUIaBICHUS:
(46 + 3)°C.

3.3. s KO2 nomxHO (pUKCUpPOBATHCSI HAIMYUE OJTHOTO MUKA IJIABJICHHS, COOTBETCTBYIOIIE-
ro TeHOTUIly «MyTaHTHasi TOMO3HMIOTa», W OIPENENATHCS 3HAUCHUE TEMIEPaTyphl IUIABJICHUS:
(54 £ 3)°C.

3.4. JlnarHoctuyeckas crnenuduaHOCTh omnpeaeneHus noamumopdusma 193 A/T rena HFE:
KJIIMHUYECKHE HCIbITaHus, poBeaeHHble Ha 217 obpasuax, nokazanu 100% cnenududHocTs (MH-
tepBai 98,6% - 100%, ¢ noBepuTenbHON BepoaTHOCTHIO 90 %).

4. MEPBI IPEJOCTOPOXHOCTH

Buunmanue! HecoOmaio1eHue npuBeIEHHBIX HHKe TpeOOBaHUIl MOMKeT NPHUBECTH K
HCKakeHH10 pesyabtaros ITLP.

4.1. TloTreHnmanbHbIi pucK npuMeHeHus: Habopa — kiacc 26 (I[Ipukaz M3 P® ot 06.06.2012
Ne 4n).

4.2. Ilpu pabote ¢ Habopom cneayeT cobmoaars CII 1.3.2322-08 «bezonacHocTh pabOTHI €
mukpoopranuzMamu |1-1V rpynn maroreHHOCTH (OMacHOCTH) M BO3OYAMTENSAMHU IMapa3UTaPHBIX
Oone3Hen».

4.3. JIns npenoTBpalleHnss KOHTAMHHALMN HEOO0XOIUMO TEPPUTOPHUAIBHO Pa3iessaTh 3TaIlbl
Boiienenns [JHK/PHK u nocranoBku I1LP cormacao MY 1.3. 2569-09 «Opranuzaiust paboTsl Ja-
00paTopHii, UCIIOIB3YIOMIUX METObI aMIUTU(UKAIINHA HYKJICHHOBBIX KHCIOT IpU paboTe ¢ MaTepu-
asioM, cojiepKaiiuM Mukpoopranusmsl |-1V rpymnn naToreHHOCTH.

4.4. ITpu paboTe ¢ HAOOPOM CJeayeT HaJeBaTh OJHOPA30BbIC METUIITMHCKUE TIEPUYATKH.

4.5. Kaxxnoe paboyee MECTO TOJKHO OBITH CHa0KEHO COOCTBEHHBIM HAOOPOM J03aTOPOB Tie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepuallaMi U 00opyroBaHHeM. 3a-
IpelaeTcs uX nepeMelieHre Mexy padourMMHU MECTaMHU.

4.6. lns mpoBeneHUs peakuuu amiuMdukanuu ¢ aerexuueit npoayktos ILP B pexume pe-
TbHOTO BPEMEHU HEOOXOIMMO HUCIOIH30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (GUIBTPOM ISt
7103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHNUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH J00aBIECHUU pa3-
HBIX 00pas3IoB.

4.8. Tlocne okoH4YaHus1 pabOT aJisl AC3UH(EKIIUNA W TTPEIOTBpAICHUSI KOHTAMUHAIIMKA BCE pa-
0oure MOBEPXHOCTH U 000pYyI0BaHUE CIEyeT MOABEPTHYTh ACHCTBUIO OaKkTepuIuAHbIX YD mamil
B TeueHue | daca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU J1e3UH(U-

[UPYIOLUUME cpenctBaMu (makumu, xkax: 0,2% pacmeop «I1-2T»; 1-3% pacmeop «[uabaxy,
3
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0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop «Mucmpanevy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTh 00paboTke Ae3uHPUIUpPY-
IONUMU CPEJCTBAMH C Tocienyromeit yrummsamueit (cm. MY 287-113 «Meroanueckue ykazaHUs
no Ae3uH(EeKInH, MPEACTePHIN3AMOHHON OYMCTKE M CTEPHIN3ALMH H3ICTUH MEIUIIUHCKOTO
Ha3HAYCHUS).

4.10. IIpu ucnonp3oBanuu Habopa 00pazyroTCcs oTX0abl KinaccoB A, b u I', koTopsle kiaccu-
bunMpyroTcs U yHUUTOXKaTCs (yrunusupytores) B coorBercTtBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPeOOBaHUS K OOpAllleHUI0 ¢ MEIUIUHCKUMU OTXOoAaMu». Jle3uH-
¢dexuno HabOPOB peareHToB cleayeT MpoBoAuTh mo MY 287-113 «MeTtoaudeckue yka3zaHus 110
Ne3UH(EKINN, TPEACTEPUIN3ANMOHHON OYNCTKE U CTePIIU3AIMH W3S METUIIMHCKOTO Ha3Ha-
YESHUS.

5. OBOPYJAOBAHUE U MATEPUAJIbI

— aMruuKaTOp ¢ PIyOpeCcHeHTHON JeTeKINEeH B peKUME PealbHOTO BPEMEHH:

«CFX96» (bupma «Bio-Rad», CILIA), «AT-96» (OO0 «HITO JHK-Texnonorus», Poccus);

— JTaMHUHAPHBIA O0KC 2-TO Ki1acca OMOIOTUYECKOM 3auThl (0OKC abakTepHuaIbHOU BO3AYIITHON
cpenbl Tuna bABn-01, «Jlamunap-c», AO «Jlamunaphsie cucrteMsl, Poccus);

— XOJIOAWILHUK OBITOBOM, TIOIIEpKUBAIOLINI Temiieparypy (2-8) °C;

— munu-1ieiikep PSU-2T (dupma «BioSany, JlatBus);

— mukpouentpudyra tuna «Eppendorf MiniSpin» (¢pupma «Eppendorfy, I'epmanus);

— J103aTOPbl OJIHOKAaHAJIbHbBIE C IEPEMEHHBIM 00HEMOM, CO CMEHHBIMU HaKOHEUHUKaMH ((prupma
«Biohity, OunnsHIUNA);

— BCTpsAXuBaTenb it npodupok (Bio-Vortex V-1 plus, pupma «BioSany, JlaTBus);

— MEpYaTKM MEIUIUHCKUE OJHOPA30BblE€ HECTEPUIIbHBIE HEOIYIPEHHBIE JIATEKCHBIE WM
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanust);

— OZIHOPa30Bble HAKOHEYHUKH ISl J03aTOPOB C 3AIUTHBIM (PUIBTPOM /a3p030IbHBIM OapbepoM
(pupma «FinnTipy», OunnasHANS);

— IITaTUBBI JAJI1 MUKPONpPOOUpOoK BMecTUMOCThIO 1,5 — 2 Mi u 0,2 ma (pupma «XeauKoH»,
Poccus);

— KOHTeWHep 1 cOpoca orxonoB («Konrtelinep 11s cOpoca octporo uHctpymeHtapusi — EK-
01», dupma «KM-ITPOEKT», Poccus);

— MarHUTHBINA WITaTHB JUIA Ipodupok (pupma AO «Bekxtop-bect», Poccus);

— HOK KaHUEJSPCKUN.
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6. IOATOTOBKA AHAJIM3UPYEMBIX OBPA31LIOB U PEAT'EHTOB

6.1. IloaroroBka aHaJM3upPyeMbIX 00pa3LoOB.

Jlnist aHanmm3a MOArOTOBUTH KIMHUYECKHE 00pa3ibl (OYKKaIbHOTO SIUTENHS, LIETbHON KPOBH) C
nomotipio HabopoB s BeyieneHus [IHK «Peanbecr-I'enetnka JIHK-skcmpece» wm «Peanbect
skctpakius 100».

Kaxnas rpynmna oOpa3nos, npoxoaduias uepe3 npouenypy Beiaenenus JHK, nomkna comep-
xath KO1 u KO2, koTopble SBISIOTCS KOMIIOHEHTAMHU JaHHOTO Habopa.

6.1.1. Beigenenue JIHK ¢ momompto Habopa pearentoB «Peanbect axcTpakmust 100».

Beinenenne JIHK u3 o6pasioB npoBoauTh 6e3 100aBiIeHHUsS BHYTPEHHEr0 KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxonsr npouenypy Boiaenenus JJHK anamoruuno monoxxuteabHOMY
KoHTpoibHOMY 00pasiy (IIKO) (cMm. nHCTpyKIHMIO HAaOOpa ISl BBIACICHHS).

Omonuio 00pa3noB MpoBoaAuTh B 200 MK AIIOMPYIONIETO PacTBOPA, BXOJMSIIETO B COCTaB
Habopa ans BeiaeneHus. 3aremM no6aButh 400 MK Ammronpyromiero pactBopa «I eHeTHKa, BXOASIIETO
B COCTaB JlaHHOro Habopa. TuiarenbHO nepemeniath Ha BopTekce. LIeHTpudyrupoBars Ha MUKpOLIEH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOUPKU B MATHUTHBIN IITATUB.

6.1.2. Beinenenue JIHK ¢ momomnipto Habopa pearentoB «Peanbect-I'enernka JIHK-skcmpeccy.

Beinenenne JIHK u3 o0pa3iioB mpoBOIUTH COIJIACHO MHCTPYKIMU Habopa. [IpoGbl roToBBI kK
noctaHoBke [I[P-ananu3a.

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

Ilepen nagamoMm paboThl M3BJIEYb HAOOpP U3 XOJNOAWIbHMKA, BbIAEpkarTh mpooupku ¢ ['PC B
ymnakoBke (He BckpbiBas!) mpu temnepatype (18-25) °C ne menee 30 MUHYT. 3aTeM BCKPHITh yIIaKOB-
Ky, aKKypaTHO C TOMOIIBIO KaHIIEISPCKOro HOXKa OTpe3aTh HEOOXOAMMOE KOJMYECTBO (IO YUCITY
MOATOTOBIICHHBIX MPO0, BKIIIOUasi KOHTposbHbIe 00pasisl: 1 KO1 n 1 KO2) npodupok ¢ ['PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanne! OctaBiecss HEHCIIOIb30BaHHBIMU TpoOupku ¢ ['PC ymakoBatk B 11edaeHOBbII
MaKeT C OCYLIUTENEM, YIAIUTh U3 HETO JIMITHUMA BO3AYX U IJIOTHO 3aKPBITh 3aKHUM.

[Tocne mepBoro BckpwITHUs ymakoBKU cpok rogHoctu ['PC mpu Temmepatype xpanenus (2-
8) °C cocraminser 3 mecsria.

KO1 u KO2 nocse BCkpbITHS IPOOHPOK XpaHUTh 1pH Temmeparype (2-8) °C ne Gonee 1 me-

csira win anukBoTamu o 50 mMxu1 pu Temrneparype munyc (18-24) °C ne 6onee 3 mecses.
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7. MTIPOBEJEHUE AHAJIN3A
7.1. HeoOxoaumoe konmdecTBO npodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanue! Hangnucu crnemyer pacronaraTh Ha OOKOBOW dYacTH MpoOupok. Onruyeckas
IJIEHKA JI0JIKHA OCTAaBaThCs YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTJCIbHBIM HAKOHEYHHKOM C (DMIBTPOM BHECTH MO

50 Mkt pactBopa BeinenenHoi JJHK. He 3axBarbiBaTh ocajiok!

[TmoTHO 3aKIeUTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. ITomecTtuth npoOupku B MuHU-1elKep. [lepemeniats conepxumoe NpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomMecTuTh IPOOUPKH B aMIUTU(DUKATOP.

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

[IporpammupoBanue aMITU(UKaTOPa MPOBOAUTH B COOTBETCTBUU C MHCTPYKIHEH K PHOOPY
unn. 7.6.-7.9.

7.6. 3anporpaMMupOBaTh MPOTOKOJ MPOBEACHUS PEaKIUU aMIUTH(PUKAIUN U ACTEKIIMH KpU-
BBIX IJIABJICHUS:

st mpubopa «CFX96»:

— 1 cragusa: 50 °C — 2 MuH,

— 2 ctagus: 95 °C — 2 muH;

— 3 cragus: 50 nuxios (94 °C — 10 cek, 60 °C — 20 cex);

— 4 cragus: «xpuBas miaasieHus» ot 27 °C no 75 °C ¢ marom 1 °C B Teuenue 5 cek (u3me-
peHue QyopeclieHIIny MPOBOAUTH Ha Ka)I0M Ilare);

— 5 craguga: 10 °C — 1 muH.

st mpubopa «AT-96»:

— 1 cragusa: 50 °C — 2 muH;

— 2 cragus: 95 °C — 2 muH;

— 3 cragus: 50 nuxios (94 °C — 10 cek, 60 °C — 20 cex);

— 4 cranus: «kpuBas maasiaeHus» ot 27 °C qo 75 °C ¢ marom 1 °C B Teuenne 13 cek (u3me-
peHue QiryopeclieHIInY MPOBOAUTH Ha Ka)I0M Ilare);

— 5 crapus: 10 °C — xpaHeHwue.

7.7. BeiOpatp kanan « FAM» 11t neTekuyu KpUBBIX IUIABJICHUS AYIUICKCOB CHEIU(PUYHOTO
30H/a U MPOAYKTAa aMIUTM(UKALMU Ui PETUCTPAMM OJHOHYKJICOTHAHOTO mnoiumopduszma 193
AlT.

7.8. 3amporpaMMupoOBaTh IIOJIO)KEHHE TPOOMPOK C HCCIACTYEeMbIMH W KOHTPOJBbHBIMU
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oOpasmamMu COrIacCHO MHCTPYKIIUHU K UCTIOIB3YEMOMY MPHUOOPY.
7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ perucTpanueit guyopec-
LEHIIMY B PEXKHME PEATbHOTO BPEMEHH.
8. AHAJIN3 U YUET PE3YJIbTATOB

8.1. YcioBus aHaIU3a U y4€Ta pe3y/1bTATOB

Jns KO1 B kanane aerekunu «FAM» 101KHO (UKCHPOBATHCA HAJTMYKE OJHOTO MUKA IJIaBJie-
HUS1, COOTBETCTBYIOIIETO TeHOTUNY «HopMasnbHas roMO3UroTay, U ONpeAensaTbcs 3HaYeHUE TeMIIe-
paTypbl IUIaBIICHUS.

Jns KO2 B kanaine nerekiuu «FAM» 10mKHO GUKCHUPOBATHCS HATMYKE OHOTO MTUKA TUIaBJIe-
HUS, COOTBETCTBYIOIIETO IreHOTHITY «MyTaHTHasi TOMO3UTOTa», W OMPEACTIATHCS 3HAUCHHE TeMIIe-
patypsl IIaBICHHUS.

8.2. AHauIn3 pe3yJIbTATOB ONpe/eeHsl OTHOHYKJIEOTHIHOTO noumMopgusma 193 A/T.

8.2.1. Jlms kaxxmoro mcciemayemMoro oopasma B kaHane aereknuu «FAMy nomkeH gukcupo-
BaThCs OJUH (B CIy4ae TOMO3UTOTHOTO HOCUTENHCTBA) WM JBa (B CIy4ae reTepO3UrOTHOrO HOCH-
TEJIbCTBA) MMUKA IJIABJICHUS U ONPEAETSATHCS 3HAUCHHE TEMIIEPATyPhI IJIaBJICHHUS.

8.2.2. T'eHotun aHaimu3upyemoro obpasia mno momumopdusmy 193 A/T yuursiBaeTcsl Kak
«HopmanbHas romosurora 193 A/A», ecnu uist 3T0oro odpasia GUKCHpyeTcst HaTM4IKue OJHOTO MUKa
IUTaBJICHUS, TIPU 3TOM 3HAYCHHE OTJIMYaeTcs He Oosiee yeM Ha 2 °C OT Temmeparypsl IUJIaBIEHUS
KOl.

8.2.3. T'enotun ananmsupyemoro obpasma mo nomumoppusmy 193 A/T yuuthiBaeTcs Kak
«MyranTHas romosurora 193 T/T», eciau i aToro odpasiia GUKCUPYETCs HAJTHYHE OJHOTO MUKa
TIJIABJICHUS, TIPH 9TOM 3HAaYEHHUE OTJIMYaeTcs He Oosiee yem Ha 2 °C OoT TeMneparypsl TIaBICHUS IS
obpasma KO2.

8.2.4. T'enotun ananuzupyemoro oOpasua mo momumopdusmy 193 A/T yumThiBaeTcs Kak
«[ereposurora 193 A/T», ecnu st aTOro odpasua GUKCHPYETCs HATMYUE IBYX ITHKOB TUIABICHHS,
IIPU 3TOM 3HAYEHHE OJIHOTO OTIMYaeTcs He Oojee yeMm Ha 2 °C OT Temreparypsl IJIaBJICHUS s
obpasma KO1, a temmneparypa BTOporo oriaudaercs He Oojee yem Ha 2 °C OT TeMIepaTypsl
TIaBJIeHus 1t oopasna KO2.

8.3. Pe3ynbpTarT TE€HOTHITUPOBAHHS CYMTACTCSI COMHHUTEIBHBIM, €CITH TEMIIEpaTypa IJIaBICHUS
MPOYKTOB THOpUAM3AMK OTiMdaeTcs 6ojee yeM Ha 2 °C oT 3HaueHuM, moiydeHHbIX s KOI
n/unn KO2. CoMHUTENbHBIE pe3yNbTaThl He MOAJEeKAT aHaIu3y U yuéTy. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOIUMO MPOBECTH MOBTOPHBIN aHAIN3 JAaHHOTO 00paslia, HauMHas ¢ 3Tamna BbIje-

nenusa AHK nnm 3a6opa maTepuana.
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8.4. JlnarHocTryeckasi 3HaUMMOCTh OTPEeNIEHUsI OJHOHYKJICOTHIHBIX MOIMMOP(GU3MOB IreHa
HFE onucana B nuteparype:

1. Adams P.C., Reboussin D.M., Barton J.C. et al. Hemochromatosis and iron-overload screen-
ing in a racially diverse population// N. Engl. J. Med. - 2005. - Vol. 352. — P. 1769-1778.

2. Powell L W., Dixon J.L., Ramm G.A. et al. Screening for hemochromatosis in asymptomat-
ic subjects with or without a family history// Arch Intern. Med. - 2006. - Vol. 166. - P. 294-301.

3. Powell L.E. New developments in hereditary hemochromatosis// Ces. a Slov.Gastroent. and
Hepatology. - 2008. - VVol. 62 (Suppl. 2). - P. 67-70.

4. Ilonynuna T.E., Maes U.B. Cunapom neperpy3ku xele30M: COBPEMEHHOE COCTOSTHUE TPO-
omembl// @apmareka. - 2008. - Ne 13. - C. 54-61.

9. YCJIOBUSA TPAHCITIOPTUPOBAHUS, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancmopTUpOBaTh M3IENUS CIEAYET TPAHCIIOPTOM BCEX BUJIOB B KPBITHIX TPAHCIIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU N1EPEBO30K, ACUCTBYIOLUIMMH Ha TPAHCIOPTE JAHHOTO
BUJA, pu Temnepatype (2-8) °C. [Jomyckaercst TpaHCIIOpTUPOBaHUE MIpu Temmeparype 10 25 °C e
6oxee 10 cyTok.

9.2. Xpanenue HaOOpa B YHNAKOBKE MPEANPUSITUS-U3TOTOBUTENS TOJKHO OCYIIECTBISATHCS
npu temmeparype (2-8) °C B TeuyeHHe BCEro CpoKa roJHOCTU B XOJOJWIBHBIX KaMepax WM XOJo-
JTWIBHUKAX, 00€CTIeYNBAIONINX PEriaMEHTUPOBAHHBIN TeMIepaTypHBIA PEXHUM C €XKeIHEBHOM pe-
TUCTpAlUE TEMIIEPATYPHI.

9.3. Cpok rogHocti Habopa — 12 mecsueB co AHS Bbllycka. He nomyckaercss nmpumMeHeHUe
HaOOpOB IO UCTEYEHHUH CPOKA UX TOJHOCTH.

9.4. [lyist mosryueHusl HaEKHBIX PE3yabTATOB HEOOXOMMO CTPOTOe COOIOICHHUE JTAHHOW WH-
CTPYKIIMHU TIO TPUMEHEHUIO Habopa.

10. TAPAHTHUMHBIE OBSI3ATEJILCTBA

10.1. IIpousBoauTenb TrapaHTUPYET COOTBETCTBHE BBHIMYCKAEMBIX H3ACIUN TpeOOBaHUIM
HOPMAaTHUBHOM M TEXHUYECKON JOKYMEHTAIINH.

besonacHOCTh U KaueCTBO M3/IEIHS TaPaHTUPYIOTCS B TEYEHHE BCETO CPOKa FOJTHOCTH.

10.2. TIpou3BoanTENF OTBEYAET 32 HEAOCTATKH W3JENUS, 32 UCKIIOUEHHEM Je(eKTOB, BO3-
HUKIIUX BCJIEJCTBUE HAPYIICHUS MPABUJ MOJIb30BaHUs, YCIOBUI TPaHCIIOPTUPOBAHUS U XPaHEHHUS,
00 AEUCTBUS TPETHUX JIULL, JIUOO HEMTPEOJOTMMOM CHJIBI.

10.3. IlpousBoauTens 00sA3yeTcs 3a CBOI CUET 3aMEHUTh U3JIENINe, TEXHUUECKUE U (PyHKIHO-
HaJTbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOKWCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAILIMH, €CIIM YKA3aHHbIE HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

,Z[Cq)eKTa MaTCpHraJIOB UK HCKAYCCTBCHHOI'O U3IrOTOBJICHUSA U3ACIIUS IPOU3BOJUTCIICM.
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Cpox romHocTH Habopa — 12 MecsIIeB O THSI BBITYCKA.

Ilo Bompocam, kacaromuMmcsi kadectBa HaOopa «Peanbecr-I'enetuka I'emoxpomaros (HFE
193 A/T)», cienyet obOpamatbes B AO «BekTop-Becr» 1o aapecy:

630559, HoBocubupckas 006:1., p.m. KombsioBo, HayuHo-npon3BoacTBeHHAss 30HA, KOPIL36,
komH.211, Tei. (383) 227-67-64, Ten./daxc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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3axBarT JKeJe3a U ero N30bBITOYHOE HAKOIUIEHUE B KieTKax. [Ipu npeBbllieHMH KOHIIEHTpALUu XKee-
3a B TKaHsax Oosnee yeM B 10-20 pa3 mo cpaBHEHHIO ¢ HOPMOHM pa3BHUBaeTCs 3a00JieBaHHE HACHE-
crBeHHbIi HFE-accounupoBanublii remoxpomaTo3 (remoxpomaro3 I tuna). [IpoBenenue moneky-
JSPHO-TEHETUYECKOT0 aHAJIN3a M03BOJISET MOATBEPAUTD HACIEACTBEHHYIO MIPUPOAY I€EMOXPOMATO-
32 U UCKJIIOYUTHh BTOPUUHBINA XapaKTep NEPErpy3Kku KeJIe30M.

2.1. Ilpunnun metona.

[TpuHuun MeToxa ocHOBaH Ha amIIM@ukanuu BeiOpaHHoro yudactka JIHK uenoBeka u mo-
CIIEAYIOIIEH NeTeKIIMH KPUBBIX IUIABICHUS TMOPUIHBIX KOMIUIeKCOB mpoaykToB IIIIP u cnenuduny-
HBIX 30H710B. IIponecc amminpukanuy 3aKiar04aeTcss B MOBTOPSAIOLIMXCS LUKIIAX: TeMIepaTypHas
nenarypauust JIHK-maTpuubl, oTKUT npaiiMepoB € KOMIUIEMEHTAPHBIMU IOCIEI0BATEIIbHOCTIMHU
JAHK-matpuibl, CHHTE3 KOMIUIEMEHTAPHOU Lienu ¢ 3Tux npanmMepoB Taq JHK-nonumepasoii.

[Tocne peaknuu ammupuKaluy MOHWKEHUE TEMIIEpaTypbl IPUBOIUT K TMOpUAM3ALUU CIie-
muduanoro JJHK-30H12 ¢ IPOIyKTOM aMITMGUKAINN U K CHIDKEHHIO YPOBHS (DIyOpECIIEHTHOTO
curHajia B npoOupke. B mporuecce TemneparypHoro niaBjieHHs] 00pa30oBaBIIUXCs AYIUIEKCOB MPO-
ucxoaut BeicBoOokaeHue JJHK-30H1a, Hecyero quiyopecueHTHbIM kpacutenb. B ciydae Henod-
Hoii komiuiemeHTapHocT JIHK-30H1a 1 BeiOpanHoro yyactka JIHK, remnepatypa niaBneHus 1yn-
Jekca OyJeT HIKe, YeM B cllyyae MOJIHOW KOMILJIEMEHTapHOCTH. Takum oOpa3oM, JUIs JIBYX all-
JIebHBIX BapUAHTOB TEMIIEPATYphI TUIABJICHUS TYIJICKCOB 30H/1Aa U MPOJIYKTOB aMIUIM(UKALIUU OT-
JMYA0TCs, Oylaroapsi 3TOMY HAEHTU(ULIHMPYETCS TEHOTHN (HOpMajbHas TOMO3UI0Ta, FeTepO3UTo-
Ta, MyTaHTHasi TOMO3HUT0Ta).

2.2. CocraB Habopa:

B cocraB Habopa BXOJAT ClIeAYONNE KOMIOHEHTHI:

— KOHTpoJIbHBIN 00pasen; «HopmanbeHas romosurota» (KO1) — 1 nmpoOupka, 1 mi;

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

— rotoBas peakiroHHast cmech i [P (I'PC), nuodmmmzupoBanHas — 48 mpoObHpok;

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

[IpuHagnexxnocTu:

— onTH4YecKas IIEHKa — | IucT.
3. AHAJIMTHYECKHUE U TUATHOCTUYECKHUE XAPAKTEPUCTUKHA

3.1. Creru(puaHOCTD ONpeIeIIeHNsT OHOHYKICOTHAHOTO mouMopdusma 845 G/A rena HFE
OTIpeIeIIIeTCs 10 cTaHaapTHOMY o0pasiy npeanpustusi, COIT (per. Ne 05-2-610).

Crnenuduunocts coctasiser 100 % npu ycaoBUH, YTO TEHOTUI MO OAHOHYKJICOTHIHOMY I10-
mumopdusmy 845 G/A rena HFE B obpasmax Nel u Ne2 ompernensieTcs B COOTBETCTBHU C WH-

crpykuuei k COIL
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3.2. Insa KO1 gomxHO (PUKCUPOBATHCS HATMYKE OJHOTO MTUKA TUTABJICHHS, COOTBETCTBYIOIIIE-
ro reHotuny «HopMasibHasi TOMO3HMIOTa», M ONPEICIIATHCS 3HAYCHUE TeMIepaTypbl miasaeHus: (40
+ 3)°C.

3.3. s KO2 nomxHO (pUKCUpPOBATHCSI HAIMYUE OJTHOTO MUKA IJIABJICHHS, COOTBETCTBYIOIIE-
ro reHotuny «MyTaHTHast TOMO3UTOTa», U ONPEEIIATHCS 3HAUCHHE TeMIIepaTyphl TuIaBiIeHus: (48 +
3)°C.

3.4. JIlmarnocTuyeckas crienupuIHOCTh omnpeneneHus nommumoppuzma 845 G/A rena HFE:
KJIIMHUYECKHE HCIbITaHus, poBeaeHHble Ha 217 obpasuax, nokazanu 100% cnenududHocTs (MH-
tepBai 98,6% - 100%, ¢ noBepuTenbHON BeposATHOCTHIO 90 %).

4. MEPBI IPEJOCTOPOXHOCTH

Buunmanue! HecoOmaio1eHue npuBeIEHHBIX HHKe TpeOOBaHUIl MOMKeT NPHUBECTH K
HCKakeHH10 pesyabtaros ITLP.

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

4.2. Ilpu pabote ¢ Habopom cneayeT cobmoaars CII 1.3.2322-08 «bezonacHocTh pabOTHI €
mukpoopranuzMamu |1-1V rpynn maroreHHOCTH (OMacHOCTH) M BO3OYAMTENSAMHU IMapa3UTaPHBIX
Oone3Hen».

4.3. JIns npenoTBpalleHnss KOHTAMHHALMN HEOO0XOIUMO TEPPUTOPHUAIBHO Pa3iessaTh 3TaIlbl
Boiienenns [JHK/PHK u nocranoBku I1LP cormacao MY 1.3. 2569-09 «Opranuzaiust paboTsl Ja-
00paTopHii, UCIIOIB3YIOMIUX METObI aMIUTU(UKAIINHA HYKJICHHOBBIX KHCIOT IpU paboTe ¢ MaTepu-
asioM, cojiepKaiiuM Mukpoopranusmsl |-1V rpymnn naToreHHOCTH.

4.4. ITpu paboTe ¢ HAOOPOM CJeayeT HaJeBaTh OJHOPA30BbIC METUIITMHCKUE TIEPUYATKH.

4.5. Kaxxnoe paboyee MECTO TOJKHO OBITH CHa0KEHO COOCTBEHHBIM HAOOPOM J03aTOPOB Tie-
peMeHHOro o0beMa, HeOOXOAMMBIMU BCIIOMOTAaTEIbHBIMH MaTepuallaMi U 00opyroBaHHeM. 3a-
IpelaeTcs uX nepeMelieHre Mexy padourMMHU MECTaMHU.

4.6. lns mpoBeneHUs peakuuu amiuMdukanuu ¢ aerexuueit npoayktos ILP B pexume pe-
TbHOTO BPEMEHU HEOOXOIMMO HUCIOIH30BATh TOJIBKO OJHOPA30BbIe HAKOHEYHHUKH C (GUIBTPOM ISt
7103aTOPOB.

4.7. He momyckaeTcsi UCIIOJIb30BaHNUE OJHUX U TEX K€ HAKOHEYHUKOB IMPH J00aBIECHUU pa3-
HBIX 00pas3IoB.

4.8. Tlocne okoH4YaHus1 pabOT aJisl AC3UH(EKIIUNA W TTPEIOTBpAICHUSI KOHTAMUHAIIMKA BCE pa-
0oure MOBEPXHOCTH U 000pYyI0BaHUE CIEyeT MOABEPTHYTh ACHCTBUIO OaKkTepuIuAHbIX YD mamil
B TeueHue | daca. 3areM 00paboTaTh periaMeHTHPOBAHHBIMUA CAHUTAPHBIMU MPaBUIIaMU J1e3UH(U-

[UPYIOLUUME cpenctBaMu (makumu, xkax: 0,2% pacmeop «I1-2T»; 1-3% pacmeop «[uabaxy,

3
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0,5% pacmeop «Jluzagpumny; 0,5-1% pacmeop «Mucmpanevy, 0,5-2% pacmeop «Beamoneny).

4.9. Bce ucmonb30BaHHBIE OJJHOPA30BbIe MaTepHaibl MOABEpraTh 00paboTke Ae3uHPUIUpPY-
IONUMU CPEJCTBAMH C Tocienyromeit yrummsamueit (cm. MY 287-113 «Meroanueckue ykazaHUs
no Ae3uH(EeKInH, MPEACTePHIN3AMOHHON OYMCTKE M CTEPHIN3ALMH H3ICTUH MEIUIIUHCKOTO
Ha3HAYCHUS).

4.10. IIpu ucnonp3oBanuu Habopa 00pazyroTCcs oTX0abl KinaccoB A, b u I', koTopsle kiaccu-
bunMpyroTcs U yHUUTOXKaTCs (yrunusupytores) B coorBercTtBun ¢ CanlluH 2.1.7.2790-10 «Ca-
HUTAPHO-3MUIEMUOJIOTHYECKHE TPeOOBaHUS K OOpAllleHUI0 ¢ MEIUIUHCKUMU OTXOoAaMu». Jle3uH-
¢dexuno HabOPOB peareHToB cleayeT MpoBoAuTh mo MY 287-113 «MeTtoaudeckue yka3zaHus 110
Ne3UH(EKINN, TPEACTEPUIN3ANMOHHON OYNCTKE U CTePIIU3AIMH W3S METUIIMHCKOTO Ha3Ha-
YCHHUSI.

5. OBOPYJAOBAHUE U MATEPHUAJIbI

— aMruuKaTOp ¢ PIyOpeCcHeHTHON JeTeKINEeH B peKUME PealbHOTO BPEMEHH:

«CFX96» (bupma «Bio-Rad», CILIA), «AT-96» (OO0 «HITO JHK-Texnonorus», Poccus);

— JJaMUHApHBIA OOKC 2-T0 Kjiacca OMOIOTHYECKOM 3amuThl (OOKC abakTepuaaIbHOW BO3AYII-
Hoit cpennl Tuna BABn-01, «Jlamunap-c», AO «Jlamunapusie cuctemsl, Poccus);

— XOJIOAWILHUK OBITOBOM, TIOIIEpKUBAIOLINI Temiieparypy (2-8) °C;

— munu-1ieiikep PSU-2T (dupma «BioSany, JlatBus);

— mukpouentpudyra tuna «Eppendorf MiniSpin» (¢pupma «Eppendorfy, I'epmanus);

— J103aTOpbl OJJTHOKAHAJIbHbBIE C NEPEMEHHBIM OOBEMOM, CO CMEHHBIMM HAaKOHEUYHUKAMH
(pupma «Biohity, ®unasHAN);

— BCTpsixuBarenb A npoodupok (Bio-Vortex V-1 plus, pupma «BioSany, Jlatus);

— MEpYaTKU MEIULHUHCKUE OJHOPA30BbIE HECTEPUIIbHBIE HEONMYAPEHHbIE JIATEKCHBIC WUIIU
HeornpeHoBble (nmepuatku «NeoTouchy, pupma «Ansell HealthCare», ['epmanust);

— OJIHOPA30BbIE HAKOHEUHUKHU JUISI JO3aTOPOB C 3AIIUTHBIM (PUILTPOM /a3p0O30JbHBIM Oa-
prepoM (pupma «FinnTip», PunnsHaN);

— IITATUBBI IS MUKPOTIPOOUPOK BMECTUMOCTRIO 1,5 — 2 M u 0,2 mut (pupma «XeTuKoH»,
Poccus);

— KOHTeWHep s copoca oTxo0B («KoHTeitHep miist cOpoca oCTpOoro MHCTPYMEHTApUS —
EK-01», pupma «kKM-TTPOEKT», Poccus);

— MarHUTHBINA WITaTHB JUI Tpobupok (pupma AO «Bektop-bect», Poccus);

— HOK KaHUEJSPCKUN.
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6. IOATOTOBKA AHAJIM3UPYEMBIX OBPA31LIOB U PEAT'EHTOB

6.1. IloaroroBka aHaJM3upPyeMbIX 00pa3LoOB.

Jlnist aHanmm3a MOArOTOBUTH KIMHUYECKHE 00pa3ibl (OYKKaIbHOTO SIUTENHS, LIETbHON KPOBH) C
nomotipio HabopoB s BeyieneHus [IHK «Peanbecr-I'enetnka JIHK-skcmpece» wm «Peanbect
skctpakius 100».

Kaxnas rpynmna oOpa3nos, npoxoaduias uepe3 npouenypy Beiaenenus JHK, nomkna comep-
xath KO1 u KO2, koTopble SBISIOTCS KOMIIOHEHTAMHU JaHHOTO Habopa.

6.1.1. Beigenenue JIHK ¢ momompto Habopa pearentoB «Peanbect axcTpakmust 100».

Beinenenne JIHK u3 o6pasioB npoBoauTh 6e3 100aBiIeHHUsS BHYTPEHHEr0 KOHTPOJIBHOIO 00-
pasua (BKO). KO1 u KO2 npoxonsr npouenypy Boiaenenus JJHK anamoruuno monoxxuteabHOMY
KoHTpoibHOMY 00pasiy (IIKO) (cMm. nHCTpyKIHMIO HAaOOpa ISl BBIACICHHS).

Omonuio 00pa3noB MpoBoaAuTh B 200 MK AIIOMPYIONIETO PacTBOPA, BXOJMSIIETO B COCTaB
Habopa ans BeiaeneHus. 3aremM no6aButh 400 MK Ammronpyromiero pactBopa «I eHeTHKa, BXOASIIETO
B COCTaB JlaHHOro Habopa. TuiarenbHO nepemeniath Ha BopTekce. LIeHTpudyrupoBars Ha MUKpOLIEH-
tpudyre npu 13000 06/muH 1 MuUHYTY. Y CTaHOBUTH MPOOUPKU B MATHUTHBIN IITATUB.

6.1.2. Beinenenue JIHK ¢ momomnipto Habopa pearentoB «Peanbect-I'enernka JIHK-skcmpeccy.

Beinenenne JIHK u3 o0pa3iioB mpoBOIUTH COIJIACHO MHCTPYKIMU Habopa. [IpoGbl roToBBI kK
noctaHoBke [I[P-ananu3a.

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

Ilepen nagamoMm paboThl M3BJIEYb HAOOpP U3 XOJNOAWIbHMKA, BbIAEpkarTh mpooupku ¢ ['PC B
ymnakoBke (He BckpbiBas!) mpu temnepatype (18-25) °C ne menee 30 MUHYT. 3aTeM BCKPHITh yIIaKOB-
Ky, aKKypaTHO C TOMOIIBIO KaHIIEISPCKOro HOXKa OTpe3aTh HEOOXOAMMOE KOJMYECTBO (IO YUCITY
MOATOTOBIICHHBIX MPO0, BKIIIOUasi KOHTposbHbIe 00pasisl: 1 KO1 n 1 KO2) npodupok ¢ ['PC. Otpe-
3aTh MPOOUPKHU CIIEYET BMECTE C MOKPHIBAIOLIEH MX TJICHKOM.

Buumanne! OctaBiecss HEHCIIOIb30BaHHBIMU TpoOupku ¢ ['PC ymakoBatk B 11edaeHOBbII
MaKeT C OCYLIUTENEM, YIAIUTh U3 HETO JIMITHUMA BO3AYX U IJIOTHO 3aKPBITh 3aKHUM.

[Tocne mepBoro BckpwITHUs ymakoBKU cpok rogHoctu ['PC mpu Temmepatype xpanenus (2-
8) °C cocraminser 3 mecsria.

KO1 u KO2 nocse BCkpbITHS IPOOHPOK XpaHUTh 1pH Temmeparype (2-8) °C ne Gonee 1 me-

csira win anukBoTamu o 50 mMxu1 pu Temrneparype munyc (18-24) °C ne 6onee 3 mecses.
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7. MTIPOBEJEHUE AHAJIN3A
7.1. HeoOxoaumoe konmdecTBO npodupok ¢ ['PC nponyMepoBaTh U paclooKUTh B IITATHUBE.
Buumanue! Hangnucu crnemyer pacronaraTh Ha OOKOBOW dYacTH MpoOupok. Onruyeckas
IJIEHKA JI0JIKHA OCTAaBaThCs YUCTOM!

7.2. B xaxayo npoOUpKy 103aTOPOM C OTJCIbHBIM HAKOHEYHHKOM C (DMIBTPOM BHECTH MO

50 Mkt pactBopa BeinenenHoi JJHK. He 3axBarbiBaTh ocajiok!

[TmoTHO 3aKIeUTh TPOOUPKU ONTHYECKOMN TUIEHKOM.

7.3. ITomecTtuth npoOupku B MuHU-1elKep. [lepemeniats conepxumoe NpoOUPOK C YaCTOTOM
Bpaienus 1200 06/MuH B TeueHrne 1 MUHYTHI.

7.4. IlomMecTuTh IPOOUPKH B aMIUTU(DUKATOP.

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

[TporpamMmmupoBanue aMIuiiuUKaTopa MPOBOIUTH B COOTBETCTBHH ¢ MHCTPYKITUCH K MPUOOPY
unn. 7.6.-7.9.

7.6. 3anporpaMMupOBaTh MPOTOKOJ MPOBEACHUS PEaKIUU aMIUTH(PUKAIUN U ACTEKIIMH KpU-
BBIX IJIABJICHUS:

st mpubopa «CFX96»:

— 1 cragusa: 50 °C — 2 MuH,

— 2 ctagus: 95 °C — 2 muH;

— 3 cragus: 50 nuxios (94 °C — 10 cek, 60 °C — 20 cex);

— 4 cragus: «xpuBas miaasieHus» ot 27 °C no 75 °C ¢ marom 1 °C B Teuenue 5 cek (u3me-
penue GIyopeceHIIMy MPOBOIUTh Ha KaXKIOM IIIare);

— 5 craguga: 10 °C — 1 muH.

st mpubopa «AT-96»:

— 1 cragusa: 50 °C — 2 muH;

— 2 cragus: 95 °C — 2 muH;

— 3 cragus: 50 nuxios (94 °C — 10 cek, 60 °C — 20 cex);

— 4 cranus: «kpuBas maasiaeHus» ot 27 °C qo 75 °C ¢ marom 1 °C B Teuenne 13 cek (u3me-
penune GIyopeceHIInN MTPOBOIUTH Ha KKIOM IIIare);

— 5 crapus: 10 °C — xpaHeHwue.

7.7. BeiOpatp kanan « FAM» 11t neTekuyu KpUBBIX IUIABJICHUS AYIUICKCOB CHEIU(PUYHOTO
30HJa U TMPOJIYKTa aMIUTH(PUKAIUU ISl PETUCTPAIMH OAHOHYKJICOTHAHOro moimumopdpusma 845
G/A.

7.8. 3amporpaMMupoOBaTh IIOJIO)KEHHE TPOOMPOK C HCCIACTYEeMbIMH W KOHTPOJBbHBIMU
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oOpasmamMu COrIacCHO MHCTPYKIIUHU K UCTIOIB3YEMOMY MPHUOOPY.
7.9. 3anycTUTh MPOrpaMMy M MPOBECTH PEAKLUI0 aMIUTM(UKALUU ¢ perucTpanueit guyopec-
LEHIIMY B PEXKHME PEATbHOTO BPEMEHH.
8. AHAJIN3 U YUET PE3YJIbTATOB

8.1. YcioBus aHaIU3a U y4€Ta pe3y/1bTATOB

Jia KO1 B kanane nerekunu «FAM» 0KHO GUKCUPOBAThCSA HAIWYKME OJHOIO MUKA IJIaBiie-
HUS, COOTBETCTBYIOLIEro reHotuny «HopmanpHas roMo3urora», u ONpeAensaThCs 3HaUEHUE TeMIIe-
parypsl IJIaBJIEHUS.

Jns KO2 B kanaine nerekiuu «FAM» 10mKHO GUKCHUPOBATHCS HATMYKE OHOTO MTUKA TUIaBJIe-
HUS, COOTBETCTBYIOIIETO IreHOTHITY «MyTaHTHasi TOMO3UTOTa», W OMPEACTIATHCS 3HAUCHHE TeMIIe-
patypsl IIaBICHHUS.

8.2. AHaJim3 pe3y/IbTATOB ONpe/aeIeHIsI OHOHYKJIeOTHIHOTo moiumopdusma 845 G/A.

8.2.1. Jlms kaxxmoro mcciemayemMoro oopasma B kaHane aereknuu «FAMy nomkeH gukcupo-
BaThCsl OJIMH (B CIyyae TOMO3MIOTHOIO HOCUTEILCTBA) UJIM JBa (B CilIydae TeTepO3UrOTHOIO HOCH-
TEJIbCTBA) MMKA IUIABJICHUS U ONPEACIAThCS 3HAUYCHUE TEMIIEPATYphl IIaBICHHUS.

8.2.2. T'enotun aHanusupyemoro obpasua mo nomumopousmy 845 G/A yuuthiBaeTcsi Kak
«HopmanbHas romosurora 845 G/Gy, ecnu uist 3T0oro odpasia GuKCHpyeTcst HaTu4IKue OJHOTO MUKa
IUTaBJICHUS, TIPU 3TOM 3HAYCHHE OTJIMYaeTcs He Oosiee yeM Ha 2 °C OT Temmeparypsl IUJIaBIEHUS
KOl.

8.2.3. T'enotun anamusupyemoro odOpasma no mnonmumopdusmy 845 G/A yuuThIBaeTcs Kak
«MyranTHas romo3urora 845 A/Ay, eciu 1t 3TOr0 00pasia GUKCHUPYETCS HAIWYHE OJHOTO MHKa
IUTaBJICHUS, IPYU ATOM 3HaYeHHE OTJInYaeTcs He 6osee yeM Ha 2 °C oT TeMnepaTypsl IUIaBJIeHUs AJIs
obpasma KO2.

8.2.4. Tenotun anHamu3upyeMoro obOpasna mo noiauMopdpusmy 845 G/A yuuThIBaeTcs Kak
«[ereposurora 845 G/Ay, eciau 1uist aToro oOpasia pUKCUPYETCsl HATMYHE ABYX MHKOB TUIABJICHHUS,
IIPU 3TOM 3HAYEHHE OJIHOTO OTIMYaeTcs He Oojee yeMm Ha 2 °C OT Temreparypsl IJIaBJICHUS s
obpasma KO1, a temmneparypa BTOporo oriaudaercs He Oojee yem Ha 2 °C OT TeMIepaTypsl
TIaBJIeHus 1t oopasna KO2.

8.3. Pe3ynbpTarT TE€HOTHITUPOBAHHS CYMTACTCSI COMHHUTEIBHBIM, €CITH TEMIIEpaTypa IJIaBICHUS
MPOYKTOB THOpUIM3aKK OTian4aeTcs Oosiee yem Ha 2 °C oT 3HadyeHwWd, momydeHHbIX st KOI
n/unn KO2. CoMHUTENbHBIE pe3yNbTaThl He MOAJEeKAT aHaIu3y U yuéTy. B ciiydae COMHUTENBHOTO
pe3yibTaTa HEOOXOIUMO MPOBECTH MOBTOPHBIN aHAIN3 JAaHHOTO 00paslia, HauMHas ¢ 3Tamna BbIje-

nenusa AHK nnm 3a6opa maTepuana.
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8.4. JlnarHocTryeckasi 3HaUMMOCTh OTPEeNIEHUsI OJHOHYKJICOTHIHBIX MOIMMOP(GU3MOB IreHa
HFE onucana B nuteparype:

1. Adams P.C., Reboussin D.M., Barton J.C. et al. Hemochromatosis and iron-overload screen-
ing in a racially diverse population// N. Engl. J. Med. - 2005. - Vol. 352. — P. 1769-1778.

2. Powell L W., Dixon J.L., Ramm G.A. et al. Screening for hemochromatosis in asymptomat-
ic subjects with or without a family history// Arch Intern. Med. - 2006. - Vol. 166. - P. 294-301.

3. Powell L.E. New developments in hereditary hemochromatosis// Ces. a Slov.Gastroent. and
Hepatology. - 2008. - VVol. 62 (Suppl. 2). - P. 67-70.

4. Ilonynuna T.E., Maes U.B. Cunapom neperpy3ku xele30M: COBPEMEHHOE COCTOSTHUE TPO-
omembl// @apmareka. - 2008. - Ne 13. - C. 54-61.

9. YCJIOBUSA TPAHCITIOPTUPOBAHUS, XPAHEHUS U IPUMEHEHUSA HABOPA

9.1. TpancmopTUpOBaTh M3IENUS CIEAYET TPAHCIIOPTOM BCEX BUJIOB B KPBITHIX TPAHCIIOPT-
HBIX CPEJICTBAaX B COOTBETCTBUU C MPaBUJIAMHU N1EPEBO30K, ACUCTBYIOLUIMMH Ha TPAHCIOPTE JAHHOTO
BUJA, pu Temnepatype (2-8) °C. [Jomyckaercst TpaHCIIOpTUPOBaHUE MIpu Temmeparype 10 25 °C e
6oxee 10 cyTok.

9.2. Xpanenue HaOOpa B YHNAKOBKE MPEANPUSITUS-U3TOTOBUTENS TOJKHO OCYIIECTBISATHCS
npu temmeparype (2-8) °C B TeuyeHHe BCEro CpoKa roJHOCTU B XOJOJWIBHBIX KaMepax WM XOJo-
JTWIBHUKAX, 00€CTIeYNBAIONINX PEriaMEHTUPOBAHHBIN TeMIepaTypHBIA PEXHUM C €XKeIHEBHOM pe-
TUCTpAlUE TEMIIEPATYPHI.

9.3. Cpok rogHocti Habopa — 12 mecsueB co AHS Bbllycka. He nomyckaercss nmpumMeHeHUe
HaOOpOB IO UCTEYEHHUH CPOKA UX TOJHOCTH.

9.4. [lyist mosryueHusl HaEKHBIX PE3yabTATOB HEOOXOMMO CTPOTOe COOIOICHHUE JTAHHOW WH-
CTPYKIIMHU TIO TPUMEHEHUIO Habopa.

10. TAPAHTHUMHBIE OBSI3ATEJILCTBA

10.1. IIpousBoauTenb TrapaHTUPYET COOTBETCTBHE BBHIMYCKAEMBIX H3ACIUN TpeOOBaHUIM
HOPMAaTHUBHOM M TEXHUYECKON JOKYMEHTAIINH.

besonacHOCTh U KaueCTBO M3/IEIHS TaPaHTUPYIOTCS B TEYEHHE BCETO CPOKa FOJTHOCTH.

10.2. TIpou3BoanTENF OTBEYAET 32 HEAOCTATKH W3JENUS, 32 UCKIIOUEHHEM Je(eKTOB, BO3-
HUKIIUX BCJIEJCTBUE HAPYIICHUS MPABUJ MOJIb30BaHUs, YCIOBUI TPaHCIIOPTUPOBAHUS U XPaHEHHUS,
00 AEUCTBUS TPETHUX JIULL, JIUOO HEMTPEOJOTMMOM CHJIBI.

10.3. IlpousBoauTens 00sA3yeTcs 3a CBOI CUET 3aMEHUTh U3JIENINe, TEXHUUECKUE U (PyHKIHO-
HaJTbHBIE XapaKTEPUCTUKU (MOTPEOUTETHCKHUE CBOKWCTBA) KOTOPOTO HE COOTBETCTBYIOT HOPMATHB-
HOM M TEXHUYECKOW JOKYMEHTAILIMH, €CIIM YKA3aHHbIE HEJOCTATKU SIBUJIUCH CJIEICTBHEM CKPBITOTO

,Z[Cq)eKTa MaTCpHraJIOB UK HCKAYCCTBCHHOI'O U3IrOTOBJICHUSA U3ACIIUS IPOU3BOJUTCIICM.
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Cpox romHocTH Habopa — 12 MecsIIeB O THSI BBITYCKA.

Ilo Bompocam, kacaromuMmcsi kadectBa HaOopa «Peanbecr-I'enetuka I'emoxpomaros (HFE
845 G/A)», cinenyet obpararscs B AO «Bektop-bect» 1o aapecy:

630559, HoBocubupckas 006:1., p.m. KombsioBo, HayuHo-npon3BoacTBeHHAss 30HA, KOPIL36,
komH.211, Tei. (383) 227-67-64, Ten./daxc (383) 363-13-46.

E-mail: vbobtk@vector-best.ru
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