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CMUCOK COKPALLEHUA 1 OBO3HAYEHUI

B HacToswen MHCTPYKUUN NCNONb3YKOTCA cnegyroumne CoKkpaweHna mn 0603HaueHuns:

CMA - CMUHaNbHas MblweYyHas atpodus

MLPA - oT aHrn. multiplex ligation-dependent probe amplification — meTog
MYNbTUMJIEKCHOM aMmnnndmKaumm TMrMpoBaHHbIX 30HA0B

RCF - OT aHrn. relative centrifugal force — oTHOCKMTENBHOE yCKOpEHUE LEHTPUdDYrm

SMN1 - OT aHrn. survival of motor neuron — «reH BbXKMBAEMOCTU MOTOPHbIX HEMPOHOB 1»

SMN2 - OT aHrn. survival of motor neuron — «reH BbPDKMBAEMOCTM MOTOPHbIX HEMPOHOB 2>

BK - BHYTPEHHUI KOHTPOJIb (HOPMUPOBOYHbLIN FEH)

an - [OBEepUTeNbHbIN NHTepBan

OHK - Ae30KCUpNBOHYKNEMHOBAs KMUCIoTa

OHKa3bl | - ne3okcmMpmnboHykneassl

1B - UHTepdepupyoLme BeLecTBa

K- - OTpuuaTeNbHbIM KOHTPOSbHbIN 06pa3sel,

K+ - NOJIOXNTENbHbINA KOHTPOJIbHbLIN 06pasel

JIKO - nabopaTopHbI KOHTPOSIbHbIN 0b6pa3el,

MnuP - NosiuMepasHasa uenHaga peakuus

PHKa3bl |- pnboHykneassl

SOTA - aTUNeHAnaMUHTEeTpaaueTaT
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BBEAEHUE
MpokcuMmanbHas CnNuMHanNbHas MeblwedHasa aTtpodumsa 5 (CMA 5q) - 210 TAaxenoe
ayTOCOMHO-peLeccuBHoe HEpPBHO-MbILIEYHoe 3aboneBaHue, XapakTtepusyoLeecs

MPoOrpeccMpyrowmMm CMMNTOMaMM BSZIOFO nNapanuMya M MblleyHon artpodum BcCieacrsue
AereHepaunm a-MOTOHENPOHOB NepeaHMX PoroB CMMHHOIrO Mo3ra. B ocHoBe naToreHesa AaHHOro
3aboneBaHnsa nexart MyTaumm B reHe SMN1, koTtopbii koanpyet 6enok SMN (survival motor
neuron — 6€510K BbI)XMBAEMOCTM MOTOPHbIX HelpoHoB). F'eH SMN1 kapTMpoBaH Ha XpoMocoMe 5
M MeEeT LLeHTPOMEPHYI0 KOMUIO — FOMOSIOrMYHbIN reH SMN2. O6a reHa coCToAT M3 AEBATU SK30HOB
M pasfiM4yaroTCcs HEeCKONbKMMKU HykeoTuaamu B nocnegosatenbHoct AHK [1]. B 95% cnyuaes
npuumHon CMA 5q €BNSIIOTCS FOMO3UIOTHblE MNOTEPM 3K30HOB 7 mnm 7-8 reHa SMN1 [1,2].
OcTtanbHble 5% nNauneHTOB SBASAKOTCA KOMNAayHA-reTepo3nrotaMm no geneunmm B OAHOM KOMUm
reHa SMN1 1 ToukoBOI MyTauMn B APYron, KpalHe peaKo — KoMnayH/A reTepo3nrotamMmu no Asym
MMWHOPHbLIM MyTauusam [1].

B Hactodwee BpemMa CMA5q - ogHa w3 Begywmx nMpUYMH CMEpPTHOCTU  OT
HacneaCTBEHHOM naTtosiorMm y geten c geboToM B paHHeM Bo3pacTte (BO MHOMMX cCTpaHax,
BkAtOHaa PP, reHeTuyeckoe TeCcTUpoBaHMe HOBOPOXAEHHbIX Ha CMA 5q BxoguT B nporpamMmmebl
HEOHAaTa/IbHOr0 CKPMHMHIa). ObwenonynsaumMoHHas pacnpoCcTpaHeHHOCTb AaHHOro 3abonesaHus
coctaBnsieT 1 Ha 6000 - 10000 HoBopoXaeHHbIX [3]. Obwepoccuiickaa 4YacToTa HOCUTENbCTBA
naToreHHblX aeneunii B reHe SMN1 B P® coctaBnseTt 1/36 yenoBek [1]. BepOSATHOCTb poXAeHuUs
co CMA 5q, B ToM cnydae, koraa oba poautensa sBASKOTCA HOCUTENSIMM MATOrMEHHbIX MyTauumn
SMN1, coctaBnset 25%, B cnyyae HOCUTENbCTBA XOTS 6bl Y O4HOI0 U3 NAapTHEPOB PUCK POXAEHMUS
pebeHka co CMA 5q - Bbiwe cpeaHe nonyasumoHHoro [5]. MNMpekoHuenunmoHHOe reHeTu4eckoe
TeCcTMpoBaHMe Ha HOCUTENbCTBO NAaTOreHHbIX Aeneunii B reHe SMN1 ans cynpyxeckux nap,
nnaHmpyowmnx 6epeMeHHOCTb  (MepBuYHas  npodunaktuka), PpPaaoM  uccnepoBartenen
paccMaTpuBaeTcs Kak Hanbonee apdekTMBHAsS cTpaTterns, HanpaBieHHas Ha CHMXEeHWEe 4acToThbl

BCTpeyaeMoCcTn HacneacTeeHHo CMA 5q [4, 5].
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1 NPEAHA3SHAYEHHOE NPUMEHEHMUE

1.1 MonHoe HanMeHoBaHWe Habopa peareHToB: Habop peareHTOB ANS BbISIBNEHUSA FOMO- U
reTepo3nroTHbIX Aeneumn 7 ak3oHa reHa SMN1 metoaom MLP B pexume peanbHOro BpeMeHu

(CMA CkpwvH), nanee no TeKCTy — Habop peareHToB.

1.2 HasHauyeHune: Habop peareHTOB nMpegHasHayeH A5 BbISB/IEHUSA TOMO- U reTepO3UroTHbIX
aeneuunn 7 ak3oHa reHa SMN1, accounmmpoBaHHbIX C pa3BUTMEM CNMHANbHOM MbIlLEYHOM aTpodun
(CMA 5q), B buonornyeckom matepuane 4yenoseka (UefibHasi KpOBb) METOAOM MOMMEpPA3HOM

LLENMHOMN peaKkunn B peXxXnMme peasibHOro BpEMeHN.
1.3 OYHKLUMOHAaNbHOE Ha3HAYeHMNE: CKPUHUHT.

1.4 MokasaHusa K NpOBeAEHMNI0 aHaNn3a: NPEeKOHLENUMOHHbIA FreHETUYECKUIA CKPUHUHT.

MpoTNBOMOKAa3aHUM K MPUMEHEHMIO HET.

1.5 MonynsaumoHHble W gemorpaduyeckme acnekTbl: MNPUMEHEHME He 3aBUCUT OT

NonysSIUMOHHBIX U AeMorpacmnyecKkmx acrneKkToB.

1.6 O6bnacte nNpuMeHeHusi: Habop peareHTOB MOXeT 6blTb MCNOAb30BaH B KJMHMUKO-

AVArHOCTUYECKMX 1abopaTopusiXx MEANLMHCKUX YUPEXAEHUNA.

1.7 MoTeHUuManbHble NoNb30BaTeNN: KBANNMUUMPOBAHHbIN NepcoHasn, o6y4YeHHbIn MeToaaM
MONEKYIIPHON AMArHOCTUKM M NpaBunaM paboTbl B KIMHUKO-ANMArHOCTMYECKOW NnabopaTopuu:
Bpay  KJMHUKO-AMArHocTMyeckon  nabopatopuu,  denbawep-nabopaHt  (MeAUUMHCKAI

nabopaTopHbIN TEXHUK).

1.8 MNpMMeHATb Habop peareHToB CTPOro MO HAa3HaYeHUID COrTacHO AAHHOM MHCTPYKLNK

no NpUMEHEHNIO.
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2 XAPAKTEPUCTUKA HABOPA PEAFEHTOB
2.1 CoctaB Habopa peareHToB
R1-H821-N3/9, cpacoBka N
o Konnuectso HOMWHanbHbIN
HanmeHoBaHWe KOMMNOHEHTa BHewHW BNA N
npobumpok 06bEM KOMMNOHEHTA
CMecb ana amnnudbumkaumm fpospaynas becuserHas nnm 2 npobupkun rno 1,5 mMn
po30Bas XWAKOCTb
Monnmepasa TexHoTaq MAX MpospauHas becuseTHas BA3Kas 2 npobupkun no 25 mMkn
KNAKOCTb
MuHepanbHoe Macno Mpospaunas becuseTHas Baskas 2 npobupku no 1,0 mn
MacC/ITHUCTast XUAKOCTb
nono}KMTenb?bM 1 Mpo3payHas 6ecuBeTHas XuakocTtb | 1 npobupka 130 MKn
KOHTPOJIbHbIN 06pa3zeL,
Ctpunbl no 8 npobupok 12 wr.
KpbIWKK Ana cTpunos 12 wr.

Bce KOMMOHeHTbl Habopa peareHTOB TrOTOBbl K TMPUMEHEHUID WU He TpebytoT
OOMONHUTENbHOM NOAFOTOBKKN K paboTe.
KoMMN/IeKTHOCTb:
- Habop peareHToB — 1 wWr.
- NHCTpyKUMS MO NpUMeEHeHuto — 1 3k3.
- Bknagbiw — 1 3K3.

- MacnopTt - 1 3K3.

2.2 KonnuectBo aHanmnsnpyembix 06pasLos

Habop peareHToB npwu nposeaeHumn PY4YHOro  A03MpOBaHUSA paccuymTaH
Ha 96 onpepeneHun (He 6osiee 4 MOCTAHOBOK), BKJ/lOYAsl aHanM3 Heu3BeCTHbIX 06pas3uos,
OTpULATENbHbIX KOHTPOJIbHbIX 06pa3L 0B 1 NOSIOXUTENbHbLIX KOHTPOJIbHbIX 06pa3uoB.

Habop peareHTOB Mpu NpoBeAeHMM aBTOMAaTU3MPOBAHHOIMO [A03MPOBaHUSA paccymMTaH
Ha npoBedeHne 96 onpegeneHuin (0gHa nNoOCTaHOBKa Ha 96 obpa3uos WM ABe MNOCTAaHOBKMU
no 48 obpasuoB), BK/KOYas aHanM3 HeusBeCTHbIX 06pa3uoB, oOTpuUATENbHbIX KOHTPOJbHbIX

o6pa3uos N NONOXUTENTbHbIX KOHTPOJ1bHbIX o6pa3uos.

2.3 MpuHUMN MeTOoAa

MeToa: MynbTUNMEKCHAsl nonuMMepasHas uenHas peakuma (MUP) ¢  petekumen
pe3ynbTaToOB B peXMMe peanbHOro BpeMeHW; KavyeCTBEHHbIN aHanus.

MpuHUMN MeToAa OCHOBaH Ha amnaudukauum 7 3k30Ha reHa SMN1 u dparmeHTa
OAHOKOMUMHOIO HOPMWUPOBOYHOINO KOHTPO/bHOro reHa (BK) ¢ noMowbio MyAbTUNAEKCHOWN
nonuMmepasHoi uenHon peakumm (MUP). CneunduyHoctb amnandukaumm SMN1 gocturaercs
HanMuymeM HecnapeHHoro Hykneotnaa B 3’- obnacte SMN1-cneumduyHoOro nparnmepa.

Mpouecc amnandukaumm  3akaw4aeTca B CepuM  MNOBTOPSIOWMXCA  LMKIIOB
TemMnepaTypHO# AeHatypauun  OHK, omKura npanmMepos C KOMMIEMEHTAPHbIMU

nocneaoBaTebHOCTSMU M NOCNeAyoWwen AOCTPOMKN NONIMHYKIEOTUAHbIX uener Tag-noanMepason.

1 - Ha 3TMKeTKe KOMMOHEeHTa AN Bcex $hacoBoK «[MoM0XUTENbHbIA KOHTPOJIbHbIN 06paseu» yKa3blBaeTcs
Kak «K+»

7
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Onsa noBbilWeHNs 4YyBCTBUTENBHOCTM W cneuudUYHOCTM peakuun npenycMOoTpeHo
NpUMEHeHne «ropsidero» cTapTa, KOTOpbli obecneynBaeTCs MCNOsb30BaHWEM MonMMepasbl,
AKTMBHOCTb KOTOpPOW 610KMpoOBaHa aHTUTENaMu, aktnsaumsa depMmeHTa NponcxoanT TOSIbKO nocne
npeaBapuTENbHOMO NporpeBa peakuMoHHOM cMmecn npu 94 °C. 3To UCK/OYaeT Hecneumduyeckoe
cBs3blBaHWe npaniMepos ¢ AHK-MuweHbo npu 6onee HU3KMX TeMnepaTypax.

B cmMecb ana amnandwukauum BBedeHbl AHK-30HAbI, KaXAblh M3 KOTOPbIX COAEPXMUT
dnyopecueHTHYIO MeTKy W racutenb dnyopecueHumm. lMpu obpasoBaHum cneymdmyeckoro
npoaykta [AHK-30oHA4 paspywaetcs, pAelctBue racutensd Ha @dNyopeCueHTHYI  MeTKy
npekpalwlaeTcs, 4YTo BeA&éT K BO3pacTaHWIO YPOBHSA dJyopecueHUnn, KOoTopbin UKCUpyeTcs
AeTeKkTnpytowmnMm amnnmdumkaTtopom. Konnyectso paspylleHHbIX 30HA0B (@, cneposaTesibHO, U
ypoBeHb dnyopecueHUnn) yBennunBaeTcsa NponopumoHanbHO Konuvectsy obpasoBasBLunxcs
cneunduryeckmx NpoayKToB aMnandukaumm. YposeHb payopecueHUnm n3MepsaeTcs Ha KaxKaom
umkne amnnmduKkaumm B pexmme peasbHOro BpEMeHMU.

B coctas [OHK-30Hga, ucnonb3ywuwerocsa nns getekuumn npoaykra amnandukaumm
7 3K30Ha reHa SMN1, sBkntouveHa dyopecueHTHas meTka Fam.

B coctas [OHK-30HAa, ucnonb3yowerocs Ans AeTekuuMm npoaykTa amnandukaumm
pparmeHTa HOpMUpOBOYHOro reHa (BK), BkntoveH dnyopecueHTHbIn kKpacutenb Cy5.

B Tabnuue 1 NpUBEAEHDbI KaHallbl AETEKUMN NPOAYKTOB aMI'IJ'Il/ICbMKaLI,MM.

Ta6bnuua 1 - KaHanbl getekumy npoayKToB amMmnandukaumm

Fam Hex Rox Cy5 Cy5.5

7 3k30H SMN1 - - BK -

B xope MUP onpenensercs 3HauyeHue MHAMKaATOpHOro umkna (Cp) ansg 7 3K30Ha reHa
SMN1 n HopMmmnposo4Horo reHa (BK). Npu noactaHoBke 3HaueHunit Cp B popmyny (1) Ans Kaxaoro
Hen3BecTHOro obpasua BbluncnaeTcsa 3HadveHne ACp, XxapakTepusylllee cogepxxaHue 7 3K30Ha

reHa SMN1 oTHocuTEeNbHO OAHOKOMUIMHOIO HOPMMPOBOYHOIO FeHa:
ACp = Cp SMN1 - Cp BK (1),

roe Cp — 3Ha4YeHne MHAMKATOPHOro uukia anga 7 sk3oHa reHa SMN1 v 4nss HOPMUPOBOYHOIO reHa
(BK).

Cratyc Hanuuusa/oTcyTCTBUA Aeneumin 7 sk3oHa SMN1 onpepensieTcd € y4eToOM
BeNnUMHbl ACp COrnacHO peKoMeHAO0BaHHbIM MOPOroBbIM 3HAYEHNAM, NpuBeAEHHBLIM B Tabnuue 6
(pazpen 9).

Habop peareHTOB Mo3BOJISIeT onpeaensiTb FOMO- M FeTEPO3UrOoTHbIE BapuaHTbl NOTepwU
7 2Kk30Ha reHa SMN1 («aeneumn») Kak B opMe UCTUHHBIX Aeneunin (7 3K30Ha n 7-8 3K30HOB),
Tak n B popMe dyHKUMOHANbHON noTepu 3k30Ha 7 SMN1 - B pe3ynbTaTe reHHOW KOHBEpCUu
NM_000344.3:c.840C>T(SMN1>SMN2).
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BHVUMAHME!
1. Habop peareHTOB He mo3BoASAET onpeaenatb OpMbl CKPbITOr0O HOCUTENbCTBA AeNneuni
7 3k30Ha reHa SMN1 (reHotun 2+0) - BapuwaHT reHeTMyeckoro Hocutenbctea CMA g5,

XapaKTepusylwmncsa asyms konnamm reHa SMN1 Ha ogHOM XpOMOCOMe, NMpu ero OTCYTCTBMWU Ha
BTOpoin Xxpomocome. [pu npoBeAeHMM UCC/IefOBaHUA C UCNoJsib3oBaHMeM Hab6opa
peareHTOB B 3TOM cJly4yae He 6yaer BbiABJIEHO HOCUTEJIbCTBO Aenieumn 7 sk3oHa SMN1!
2. [ns KOppeKTHOM OLEeHKM Konm4yecTBa Konuii 7 ak3oHa reHoB SMN1 gonyctmMmoe 3HaueHune
Cp BK pgonxHo coctaBnsATb He 6onee 31 (Cp BK < 31), 4TO COOTBETCTBYEeT 3HAYeHuto

KOHUeHTpaumu reHoMHon OHK 6onee 1,0 Hr/mKk.

NccnegoBaHme cocTomT M3 cnegyrowmnx atanos: BoigeneHne AHK (npobonoarotoBka) m
NnuP-amnandpukaums AHK ¢ petekumen pe3ynbTaTOB B pPeEXMME peasibHOro BpPeMEHU C

ncnosib3oBaHmeM Habopa peareHToB CMA CKpUH.
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3 AHAJTUTUYHECKME U ANATHOCTUYECKUE XAPAKTEPUCTUKMA

3.1 AHanuTu4yeckast cneunduyHoOCTb

B xome HWOKP 6bina npoBeaeHa npoBepka cneunduyHOCTM Habopa peareHTos
6nonHdpopmMmaTnyeckummn Metogamun. [oKasaHO OTCYTCTBME MepeKpecTHbIX Hecneunduyeckmnx
peakuMin ana Kaxaonm U3 cuctem onmroHykneotmaos (SMN1 n BK), Bxoaswmx B coctaB Habopa
peareHTOB.

AHanuTn4yeckas cneunduyHoCcTb Habopa pereHTOB MNOATBEPXAEHA C WUCMOJSIb30BaHMEM
reHHO-NHXEHEPHbIX KOHCTPYKLMM (pekoMbUHaHTHBbIX nnasmua) COOTBETCTBYOLWMX
nocneposatenbHocTaM [JHK BbigBnaembix nokasaTtenen (7 ak3oH SMN1 u BK), a Takxe
romMonornyHoro ¢parmeHta SMN2. CneumdPuyHOCTb CUCTEM ONUroHykneotugos SMN1
AOMNONHUTENbHO MOATBEPXAEHA C WUCNOAb30BaHWE KOHTPOJbHbIX pedepeHCcHbiXx obpasos AHK,

OXapaKTepu30BaHHbIX Mo 4Yuciay konui reHoB SMN1 n SMN2 metogom MLPA.

3.2 NHTepdepupyowne BelecTsa

Hannumne wuHrubutopos [LUP B o06pa3sue 6Guonormyeckoro martepuana MoOXeT 6biTb
MPUYMHON HEOOCTOBEPHbLIX pe3ynbTatoB. [lpuaHakamMu uHrMbmposaHusa TIUP saensatoTcs
OTCYTCTBME KPUBOW HAKOM/EHUS BHYTPEHHEr0 KOHTPOSS, WCKaxeHne ee ¢opMbl (KpuBas
HaKOM/EHUS He MMeeT TUMWUYHOM S-obpasHon (OpMbl, He AOCTMraeT MNnaTo, UMEEeT NOoNorui
xapakTtep) nmbo pe3kuin casur no wkane Cp Bnpaso.

K nHrnéutopam MLUP, MCTOYUHMKOM KOTOPbIX MOXET fBNATbCA obpasel 6mMonornyeckoro
MaTepuasna, OTHeCEeHbl aHTUKOAryssHTbl, MNpUMEHseMble MNpu B3ATMM KPOBKU, a TaKxe
nHTepdepmpyroLmMe BellecTBa SHAOTEHHON Npupoabl — reMornobumH, 6unnpybumH, xonectepuH u
Tpurnnuepuabl. lNpeaenbHbie AOMNYCTMMble KOHUEHTpauMm noTeHuManbHbiX MHTEpdepupyowmx
BellecTB B obpa3ue ncxogHoro 6uomatepumana npuseaeHsl B Tabnuue 2.

K noTeHumanbHbIM MHrMbmuTOopam B npenapaTtax [AHK OTHeCceHbI: MPOMbIBOYHbLIN pacTBoOp
N°2 Habopa peareHToB NMPOBA-MY MAKC.

MpuMeyaHne - MakCMManbHOe KOMMYECTBO MPOMbIBOYHOrO pactBopa N22 Habopa peareHToB
MPOBA-MY MAKC, npu koTtopoMm He Habnwganocb uHrnbmposanue MNLUP, coctaBnseT He 6onee 9,0% oT

ob6béma npenaparta AHK (npu antoumn AHK B 200 Mkn).

Mpn cTporomM cob6n0AeHUN UHCTPYKUMIA MO MPUMEHEHWUIO PEKOMEeHAOBaHHbIX Habopos
peareHToB an4 BblaeneHus AHK addekTa nHrnbumnposaHums MLP NnpoMbIBOYHbIMKM pacTBOpaMu He

HabnopaeTcs.
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Tabnuya 2 - lMpepenbHble A40NYCTUMbIE KOHLUEHTPaUUM NOTEHLUMANbHbIX MHTepCbepMpy}OLLIMX

BELWECTB B o6pa3u,e ncxoaHoro 6MOMaTepMaJ'Ia.

UccnepoBaHHas
Bua 6nomarepuana Marepdiepnpyioilce KOHLleHTpaLuusa
BelecTtso
B o6pasue
DK30reHHble
LlenbHas kKpoBb S0TA 3,6 mr/mn
DHAOreHHble
Femorno6buH 250 r/n
Bunupybux 500 MkMonb/n
LlenbHas KpoBb
XonectepuH 12 MMonb/n
Tpurnuuepuabl 500 mMr/n

3.3 Mpenen obHapy>xeHuns

Mpenen obHapy>XeHUsA rOMO3UIOTHLIX M FETEPO3UIOTHbIX Aeneumin 7 ak3oHa reHa SMN1
coctasnset 1,0 Hr/mkn (Cp BK < 31).

AHanuTnyeckun npegen obHapyxeHusa (aMnamduKaTop perncTpupyeT NoNoXUTeNbHbIN
pe3ynbTaT) coctasngetr 5 konuin AHK kaxgoro aHanuta (7 3k30H SMN1 wn BK) Ha

aMnanduKaLnMoHHY Npobupky.

3.4 AvnarHocTnyeckne xapakTepucTnuku
3.4.1 [uarHocTnyeckme  XapaKTepUCTUKMK no nokasaTtento  geneums 7 sk3oHa SMN1

B rOMO3NTOTHOM COCTOAHUN

Konnyectso o6pasuos 247
JunarHoctmnyeckas 4yBcTBUTENbHOCTL (AN95%) 100.00% (63,06%-100.00%)
OnarHoctnyeckas cneuymduyHoctb (AN95%) 100.00% (98,47%-100.00%)

3.4.2 [unarHocTnyeckme  XapaKTepUCTUKMK no nokasaTtenw  geneums 7 ak3oHa SMN1

B retTepo3nrotHOM COCTOAHUNN

Konnuectso o6pasuos 247

JunarHoctnyeckas 4yBcTBUTENbHOCTL (AN95%) 100.00% (86,28%-100.00%)

OnarHoctnyeckas cneuymduyHocTtb (AN95%) 100.00% (98,35%-100.00%)
3.5 BocnponssoanMocCcTb pe3ynbTaToB

BocnpounzsogmnmocTtb coctasnsgeT 100%.

MoeTopsiemocTb cocTtasnseT 100%.
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4 MEPbI MPEAOCTOPOXXXHOCTH

OpraHusauma pabotbl [LP-nabopatopuu, obopyaoBaHue u MaTepwuanbl LOKHbI
cooTBeTcTBOBaTh TpeboBaHmsaM MOCT P MCO 15190-2023, meToamMyeckmx ykasaHuii MY 1.3.2569-09
«OpraHunsauuns paboTbl nabopaTtopuii, UCNOAbL3YKOLWNX MeToAbl aMmnaMduKaunmm HYKIEMHOBbIX
Knucnot, npu paboTte ¢ MatepmanoM, cogep)xawmmMm MmkpoopraHmambl I-IV rpynn natoreHHOCTU»,
c cobnogeHvem CaHUTapHbIX npasun u HOpM CaHlnH 3.3686-21 «CaHunTapHo-
anuaeMunonornyeckme TpebosaHus no npodunakTmke MHOEKUNOHHbIX 6onesHen».

HenseecTHble 06pa3ubl pacCMaTpMBAOTCS KakK MoTeHuManbHO-onacHble. MNMpu paboTte ¢
HabopoM peareHTOB c/leayeT HageBaTb 04HOPa30Bble nepyaTkm 6e3 Tanbka.

Mpu pabote ¢ MukpoopraHmamamm I-IV rpynn natoreHHOCTu BbI6Op TMMa 3aWMUTHOro
KocTioma (pabouer ogexabl M CpeacTB MHAMBUAYA/IbHOW 3awWuTbl) MNPOBOAUTCS B CTPOrOM
COOTBETCTBUW C CaHUTaApPHbIMK NpaBuiiamm n Hopmamn CanlmH 3.3686-21.

CneayeTt UCnonb3oBaTh TO/IbKO 04HOPA30Bble HAKOHEYHUKM U Npobupku. He aonyckaetcs
MCNOMb30BaHME OAHUX W Tex Xe HaAKOHEeYHWKOB npu obpaboTke pas3nnyHbiXx 06pasuos
éunonormyeckoro Mmatepuana.

K pabote ¢ Habopom peareHTOB JOMycCKaeTca nepcoHan, obydeHHbln MeToAaM
MOJIEKYNIAPHOM ANArHOCTUKM M NpaBunamM paboTbl B KIIMHUKO-ANArHOCTMYECKON nabopaTtopun.

Boigenenve AHK cneanyet nposoanTh B 6okcax buonornyeckon 6esonacHocTu II knacca.
MoaroTtoBky k MLP c ncnonb3osaHneM Habopa peareHTOB BO3MOXHO npoBoauTb B ML P-60kcax.

3anpewaeTca nepemelleHne nabopaTtopHoro obopyaoBaHUsa, B TOM 4Yucne A03aTOpoB,
WTaTMBOB, JlabopaTOpPHOM MOCyAbl, XanaToB, rOMOBHbIX Y6OpoOB M MNp., @ TakKXe pacTBOpOB
peareHToB U3 OAHOrO MOMeLLeHnsa B Apyroe.

[losaTopbl AOMKHbI 6bITb COOTBETCTBYHOWMM 06pa3oM noBepeHbl (B aKKpeAMTOBaHHbIX
nabopaTtopuax) n NpoMapKMpoOBaHbI.

Ncnonb3oBaHHble OAHOPAa30Bble MPUHAANEXHOCTM (NMPOBUMPKKM, HAKOHEYHUKW U Ap.)
OO/MKHbI  cbpacbiBaTbC B KOHTeWHep An9  MeAMUMHCKMX  OTX0A0B,  CoAepXXalimi
ae3nHdbuumpytownin pacteop (NpmM HeobxoanMOCTH).

MoBepxHOCTM pabounx CTOMOB, @ TaKXe NOMeLLEeHNI, B KOTOPbIX NPOBOAATCS BblAeeHune
OHK n nocrtaHoBka [MUP, cnegyer obsasaTtenbHO, 40 W mnocne nposegeHus pabot, obnydatb
C noMouwblo bakTepmumMaHbIX YCTAHOBOK B TeueHune 30 MUHYT.

Bce noBepxHocTn B nabopatopum (paboume crtonbl, wWTaTuBbl, obopyaoBaHue M gp.)
eXegHeBHO MoABepralT BaxHon ybopke C MpUMEHEeHMEM Ae3nHPUUUPYOLWMX/MOKLWMX

CPEACTB, pernamMeHTUpPOBaHHbIX CAHUTapHbIMKU NpasBuiaMmm n Hopmamn CanlnH 3.3686-21.

BHMUMAHME! YTunusnposaTb 0TX0Abl C npoaykTamu MLP Heo6X0aAMMO TONBKO B 3aKpbITOM BUAE.
He ponyckaetca oTKpbiBaTb NpobMpkK nocne amnamdukaumm, Tak Kak 3TO MOXET MpuBecTu

K KOHTaMuHauuu npoayktamu MUP (MY 1.3.2569-09).
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Mpn wvcnonb3oBaHUM Ha60pa peareHToes B KJIMHMKO-AMarHOCTUYECKOM na6opaTopMM
o6pa3y}0Tc9| OTX0A4bl Knacca B, KoTopble YyTUIU3UPYIOTCA B COOTBETCTBUU C Tpe6OBaHM9|MM

CaHluH 2.1.3684-21 «CaHunTapHo-anuaeMuonormyeckme  TpeboBaHuMs K  coAepXaHuto

TeppVITopVIVI ropoackmx wum CenbCKUx I'IOCGJ'IGHVIVI, K BOAHbIM O6'beKTaM, nMTbeBON BOAE W

NMMTbEBOMY BOAOCHabXeHuo, aTtMocdhepHOMYy BO3A4YXY,

aKCnyaTaumMmn nNpomnsBoACTBEHHbIX, obLwecTBeHHbIX I'IOMGU.I,GHMVI, opraHnsauunm m npoBegeHUIO

noyeaMm, XWjbiM MNOMELLEHNAM,

CaHMTapHO-NpOTUBO3NNAEMUYECcKMX (NPpodunNakTUYeckmnx) MeponpusaTuin>».

OnacHble KOMIMOHEHTbI B Habope peareHToB

KoMnoHeHT Ha6opa
peareHToB

Hannume/otcyTcrBue
ONacHOro KOMMoOHEHTa

YKa3aHue Ha pUCKu

Cmecb ana amnamdukaumm

HeT onacHbIX BelwecTs

Monumepasa TexHoTag MAX

HeT onacHbIX BewecTs

MuHepanbHoe Macno

HeT onacHbIX BewecTs

MonoXxuTtenbHbIn
KOHTpO/bHbIN 06paseL

A3unp HaTpua MeHee 0,1%

He knaccuduumpyetcs
KaK ornacHbIil Ana 340poBbS

yenoBeKa U oKpyXatoLlel cpeabl

MNpyu paboTe c HabopoM peareHTOB C/leAyeT MCMOJIb30BaTb CPEACTBA MHAVBUAYANbHOM
3aluMTbl A58 NpeAoTBpalleHMss KOHTaKTa C OpraHu3MoM 4yenoBeka. [loc/ie oKoH4YaHusa paboThbl
TWATeNIbHO BbIMbITb PYKW. M36eraTb KOHTaKTa C KOXEN, rnasamMmm U CiM3ncTbiMn 060/104KaMu.

Mpn MCNob30BaHUM MO Ha3HAYeHUo U Cco60AEHUN Mep NPEeAOCTOPOXHOCTU, KOHTAKT
C OpraHn3MoM YesloBeKa MCKJTHOYEH.

He ncnonb3oBaTh Habop peareHToB:

- Npu HapyLEeHWUN YCNOBUIA TPAHCMOPTUPOBAHUSA U XPaHEHUS ;
- NMpy HECOOTBETCTBMM BHELLHEr0 BUAA peareHToB, yKa3aHHOro B nacrnopTe K Habopy peareHTos;
- Npu HapyLIEeHUN BHYTPEHHEN yrNaKoBKM KOMMOHEHTOB Habopa peareHToB;

- Mo MCTEYEHMIO CPOKa rOAHOCTU Habopa peareHTos.

MpuMmeuyaHne - Habop peareHTOB He cCoOAEpPXWUT MaTepuasioB HGMOSIOrMUYECKOro MPOUCXOXAEHUS,
BELLECTB B KOHLEHTpaunsx, obnajaowmx KaHLEepOreHHbIM, MyTareHHbIM AeACTBMEM, @ TakKXXe BUSIIOLLNX
Ha penpoayKTUBHY dYHKUMIO 4denoBeka. MpuM UCMOAb30BaHMW MO Ha3HAYeHUO U cobnoaeHun Mep

NpeaoCTOPOXHOCTK siBNseTcs 6e30nacHbIM.
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5 OBOPYAOBAHUE U MATEPUAJDbI

Mpwn paboTe c HabopoM peareHToB TpebytoTca cneayowme obopyaoBaHne, peareHTbl U

pacxXogHble MaTeEpUalbl:

Ao3upoBaHue
O6opynoBaHue, peareHTbl U1 pacxoAHble MaTepuasnbl aBTOMaTy-
PytHoe 3upoBaHHOe

MuP-6okc na aa
aMnnundukaTop C AeTeKLnen B pexnMe peanbHoOro BpemeHumt aa aa
MUKpoOLEeHTpudyra-sopTekc na Aa
XOJIOANITBHUK C MOPO3UJIbHOM KaMepo na na
WTaTMB «paboyee MecTo» Ana nNpobupok o6béMoM 0,2 Mn? aa HeT
lWTaTMB «paboyee MECTo» A/A CTPMMOBaHHbIX Npobupok 06béMoM 0,2 mn3 na HeT
wratme «pabouee mecTo» Ans Npobupok o6bémom 1,5 mn aa aa
wTaTuB «pabouee MecTto» ans Npobupok o6bEMOM 2,0 M OO6OYHbIX na HeT
[03aTOpbl MEXaHMYECKME WU 3NEKTPOHHbIE NepeMeHHOoro o6béma,
nossonswowme otémpate 06béM xunakoctn 2,0-20 mMkn, 20-200 mMkn, na na
200-1000 mkn
OAHOpPa30Bble HaKOHEYHWKN C GUAbTPOM A8 NoSyaBTOMATMYECKUX A03aTOPOB, na na

ceoboaHbie oT PHKa3 n 1HKa3, o6vémom 20 mkn, 200 mkn, 1000 Mkn
WwTaTuUB ANs A03aTopoB ha ha
NpobmMpKkn MUKpPOLEHTPUDYXHble 06bEMOM 1,5 Mn; 2,0 MN C KpbIWKaMu,

cBoboaHble oT PHKa3 n HKa3 Aa HeT
npobupku amnandukaumoHHbie 06bEMoOM 0,2 M C KpbIlKaMU,

csBobogHble oT PHKa3 n AHKa3 na na
nnu MukponnaHwert MLUP 96 nyHok*

OAHOpa30Bble MepyaTkn MeanumHCKmne, 6e3 Tanbka, TeKCTYpMpOBaHHbIE aa aa
EMKOCTb ANnsa cbpoca MCnonb30BaHHbIX HAKOHEYHUKOB, NPO6UpoK 1 Apyrmnx na na

pacxofHbIX MaTepuanos
YcTpoiicTeo ao3supytowee ATCTpMM B BapuaHTe UCNOSIHeHUSa *M4
no TY 9443-005-96301278-2012, OO0 «HMNO OHK-TexHonorus», Poccus, HeT na
PY N2 P3H 2015/2982

YcTporicTBo go3uvpytowlee ATCTpMM B BapuaHTe UCnonHeHus *M1
no TY 9443-005-96301278-2012, OO0 «HMNO OHK-TexHonorus», Poccus, HeT na
PY N¢ P3H 2015/2982

OAHOPa30Bble HAaKOHEYHUKN C PUNLTPOM AN A03MPYIOLLEro yCTpOMCTBa
OTctpumM, ceBobogHble ot PHKa3 n HKa3, o6bémom 200 MK nnum

peKkoMeHAOBaHHble A8 aHaNO0rM4yHOro UCnoab3yeMoro A03MpYHLWEro HeT Ad
YyCTpOICTBa

YCTpoWCTBO AN15 3ane4yaTbiBaHUs naaHweTtos [Tnak,

000 «HMNO OHK-TexHonorus», Poccua® Ad Ad
LeHTpudyra c aganTepoM ans MukponnaHweTtos, ¢ RCF(g) He Huxe 100° na na
nosiMepHas TeEpMONNEHKa ANA 3anevyaTtbiBaHUs MUKponaHweTos MLP> na na

Habop peareHToB gns BbliageneHmns AHK MPOBA-MY MAKC no TY 21.20.23-106-46482062-2019,

000 «OHK- TexHonorus TC», Poccusi, PY N2 P3H 2021/14391

MpuMeuaHuna Kk Tabnuuye:

1 - nanee no TeKCTy — AETEKTUPYIOLWNI aMnandukaTop; Tpebyemble napaMeTpbl AETEKTUDPYOLLUX
aMnandunKaTopoB yKasaHbl HMXKe

2 - MpU UCMONb30BaHUM NPOBUPOK

Npy NCMOIb30BaAHMN CTPUMOB

4 - onuMoHanbHo; MMKponnaHweTsl MLP He ncnonb3yloTca Ana AeTeKTUpYoLWero amnandukaropa
«ATnant»

5 - NpX UCNONb30BaHMM MUKponaHweTos MLP
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Habop peareHTOB NpuUMEHSeTCs C AETEKTUPYHOWMMU aMnanduKaTopaMm MNNaHLWETHOro
TMNa C CUCTeMol JeTekumm ¢GyopecueHTHOr0 CUrHana B pexuMe peasibHOro BpPEMEHMU,
3aperucTpmpoBaHHbIMM B YCTaAHOBJIEHHOM nopsake B P® M COOTBETCTBYHOLWMMU CNeayroLwmM
TpeboBaHuAM:
- obecneunBaeTtcsa paboTta c 06bLEMOM peakUMOHHON cMecn 35 MKN;
- obecneunBaetcsa pabota ¢ dnyopodopamm: Fam, Cy5;
- noaorpeBaeMasl Kpbilwka c TemnepaTtypon 6onee 100 °C;
- CKOpPOCTb Harpesa He MeHee 2 °C/c;
- CKOpOCTb OoxnaxaeHus He MmeHee 1 °C/c;

- TOYHOCTb MOoAAepXaHUs U 0A4HOPOAHOCTbL TeMnepaTypbl He 6onee £ 0,4 °C.

Ona pabotel ¢ Habopom peareHTOB BaIMAUPOBAaHbI CAeaylowue AeTeKkTupylowme
aMnandunkaTopsbl:
- AMnnndukatop  AETEKTMPYIOLWNi «OTnpanm» no TY 9443-004-96301278-2010
(moandukaumus «QTnpanm *M*»), 000 «HMNO AHK-TexHonorus», Poccus, PY N° ®CP 2011/10229,
panee no TekCcTty — «ATnpanm»;
- AMnnndgukatop aetektupyownn «OTnpanm II» no TY 26.51.53-001-96301278-2022
(moandukauma «ATnpanm *M*»), 000 «HMNO AHK-TexHonorus», Poccusa, PY N° P3H 2024/24179,
Aanee no Tekcty — «ATnpanm II»;
- AMnnudukaTop aetekTupyowmn «ATnant» no TY 9443-003-96301278-2010 (Moandmukaums
«OTnant *S*»), 00O «HMNO AHK-TexHonorms», Poccusa, PY N2 ®CP 2011/10228, panee

no Tekcty — «ATnanT».

Mo BoMpocaM MPUMEHEHUS OETEKTUPYHOLWMX aMNAN(UKATOPOB, HE YyKa3aHHbIX BbillE,

TpebyeTca cornacosaHue c npousBoauTeneM Habopa peareHToB.
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6 AHAJTIUSNPYEMbIE OBPA3Lbl

6.1 MaTepuan ons nccneaoBaHus

Ans nccnenoBaHMs UCNONb3YHOT 06pasubl LenbHoW nepudepmnyeckort Kposu.

6.2 O6bwme TpeboBaHus

Ons nonyyeHns KOPPEKTHbIX pe3ynbTaToB 60/blIOe 3HAaUEHME MMEET KauyecCTBO B3SATUS
obpasua 6uomaTepmana Ans  WUCCNeAOBaHWSl, €ro XpaHeHue, TpaHCMopTUpPOBaHWE ¢
npeaBaputenbHas obpaboTka.

HenpaBunbHoe B3siTME bMoMaTepuana MOXET MPUBECTU K MOJSTYYEHUD HEAOCTOBEPHbIX

pe3ynbTaToB U, BCNEACTBUE 3TOrO, Heob6xoaAnMoCTU ero MOBTOPHOIo B34TUA.

MpuMeyaHne - B3aTne, npeaBapuTenbHylo o06paboTKy, XpaHeHMe W NepeBO3Ky, nepedady
nccneayemMoro matepvana B Apyrue opraHvMsaumy OCYLLECTB/IAKT COrflacHO MHCTPYKTUBHO-METOAMUYECKUM
[OKYMEHTaM, pEerfaMeHTUpyoWmnM BbINOSIHEHNE WCCeAoBaHWM B  COOTBETCTBUMM C  TpeboBaHUSAMMU
MY 1.3.2569-09 n CaHlunH 3.3686-21.

6.3 B3daTne matepmana Ha nccnegosaHue

B3aTne matepmana npoBoaMTCS B COOTBETCTBUM C MHCTPYKLMWEN NO NpMMeHeHuto Habopa
pearenToB NMPOBA-MY MAKC (7.1).

OrpaHuMuyeHue MeTopa: BHYTPUBEHHblE UHBbEKLUMW renapuHa, MHOY3un npenapaToB

ANna nNapeHTepanbHOro NMTaHnsa — MEHEE YEM 3a 6 yacoB A0 uUccnegoBaHus.

6.4 TpaHcnopTupoBaHue n xpaHeHue obpasuoB bmonormyeckoro Matepumana

YcnoBus TpaHCNOPTUPOBaAHMS M  XpaHeHus ob6pasuoB 6Huonornyeckoro Martepuana
onpeaensaTcs UHCTPYKUMeln no npumeHeHuto Habopa pearenTos NMPOBA-MY MAKC (7.1).

B cnyyae HEBO3MOXHOCTM AOCTaBkM MaTepumana B sabopaTtopuio B Te4YeHue CyTOoK

AONyCKaeTCcqa OoAHOKpaTHOE 3aMOpa>XnBaHMe Matepumana.
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7 NMPOBEAEHUE AHAJTU3A

7.1 Boigenenmne AHK 13 6mMonormyeckoro matepuana

Onsa Bbigenenna [OHK BanuagmposaH Habop peareHTtoB ana Bbigenenvs [OHK
MPOBA-MY MAKC, OO0 «OHK-TexHonorus TC», PY N2 P3H 2021/14391.

Boigenenme [OHK w3 6uonormyeckoro martepuana nMpoBOASAT B COOTBETCTBUM C

WMHCTpYKUMeEn no npumeHeHuto Habopa peareHtos NMPOBA-MY MAKC.

BHVUMAHME!

1. 2moumnto AHK cneayeTt nposoanTs B 200 MKA 3/110MPYIOLLLErO pacTBopa.

2. OpgHoBpeMeHHO C BblgeneHmem [OHK un3 6uonornyeckoro mmartepumana Heobxoammo
NOAroTOBMTb OTpUUaTeNbHbIN KOHTPOJIbHbLIN 06pa3sel, M MNpoBeCcTM ero 4epes BCe 3Tanbl
npobonoarotoBkn. [Ons 3TOr0 pekoMeHAYeTCA WCMNOosb30BaTb OTpuUaTeNbHbI KOHTPOJIbHbIN
obpaseu, Bxoasdwmii B coctaB Habopa peareHtoB NMPOBA-MY MAKC, B 06b€Me, yKasaHHOM B
MHCTPYKUMM NO npuMmeHeHuto Habopa peareHtos NMPOBA-MY MAKC.

3. Mpu ncnonb3oBaHun ans eblgenenms OHK HabopoB peareHToOB, HE Ba/IMAWPOBAHHbLIX AN
COBMECTHOIO UCMoJsib30BaHms ¢ HabopoM peareHtoB CMA CKpwuH, NMpoM3BOoANTEb HE rapaHTUpyeT

KOPPEKTHYIO MHTEpNpeTaLmio pe3ynbLTaToB UCC/IeloBaHUS.

Mony4yeHHbIn npenapaTt AHK MOXHO XpaHnTb Npu Temnepatype ot 2 °C go 8 °C He 6onee

CEMW CYTOK MM Npu TemnepaTtype oT MuHyc 22 °C go MuHyc 18 °C He 6onee 6 MecsaLeEB.

BHMUMAHME! Ecnu npepnonaraetcss xpaHutb npenapat AHK 6onee cemu cyTok, Heobxoammo

nepeHecTy HaA0CaA0uYHYH XNAKOCTb B HOBYHO NMPOBUpPKY.

7.2 MoarotoBka un nposeneHue MNLP. ABToMaTU3MpoOBaHHOE A03UPOBaHME C UCMOJSIb30BaHNEM

Ao3npytouero ycrponcrea ATcTpum

BHUMAHME!

1.  [Ons amnangukaumm cnepyet MCNoNb30BaTb OAHOpa30Bble CTPUNOBaHHbIE
aMnanduKaunoHHble Npobupkn o6bEMOM 0,2 mnt (cTpunbl) MM MukponnaaHweTbl MLUP 96 nyHok?,
repMeTnsMpyemble TEPMONIEHKOMN.

2. Mpn npoBeaeHUM BCeX NOCNenywLwuMx AeUCTBUMA creayeT msberatb BO3AENCTBUS MPSAMbIX
CONTHEYHbIX Ny4yer Ha NpobupkM Co CMecblo Ang amnandukaumm!

3. Cneayet cTporo cobnwogaTb KOMMAEKTHOCTb CTPUMOB U KpbIWeK K HUM. He ncnonb3oBaTb

KPbILWKK K CTpUNam u3 apyrunx Habopos peareHTos!

7.2.1 TlpoMapkupyite Heobxoammoe  KOMMYECTBO  CTPUMOBAHHbLIX  MNpoOGUMpPOK MK
MukponnaHweTt MLP 96 nyHok ans Hem3BeCcTHbIX 06pa3uoB, 418 oTpuuaTebHOro

KOHTpOJIbHOro ob6pasua «K—» 1 ans nonoXxunTenbHOro KOHTPOJIbHOro obpasua «K+».

1 - BxoaAaT B cocTaB Habopa peareHToB
2 - ana aetekTUpytollero amnandukaTopa «ATnanT» MukponnaHweTsl MLP 96 nyHOK He MCNoNb3YyOTCA
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BHMUMAHME! KonnyecTso peareHTOB pacCyUTaHO:

- Ha 1 NOCTaHOBKY Npwu ycnosum 94 HemsBecCTHbIX 06pa3yoB, OTpULATEbHOMO KOHTPOJIBHOMO
obpasua «K-» 1 NoNOXUTENbHOr0 KOHTPOJIbHOro obpasua «K+» B NOCTaHOBKE;

- WA Ha 2 NOCTaHOBKW nMpu ycnoBun 46 HeusBeCTHbIX 06pasuos, OTpuuUATENbHOrO
KOHTpONbHOro obpasua «K-» U MNONOXUTENBHOrO0 KOHTPOJIbHOro obpasua «K+» B Kaxaou

MOCTaHOBKE.

Tabnuuya 3 - KoOnM4YecTBO peareHTOB A/ NPOBEAEHUS UCC/IeA0BaHMUS

KonnuyecrBo peareHToOB Ha NOCTaHOBKY
HanmeHoBaHMe KOMMOHEHTa
96 aHanusnpyembix 06pasLoB 48 aHanu3npyembix obpasLos
(1 noctaHoBkal) (2 nocTaHOBKM)

CMecb ans amnnmdbumkaumm 2 npobupkun 1 npobupka
Monnmepasa TexHoTaq MAX 2 npobupkun 1 npobupka
MunHepanbHoe mMacsno 2 npobupkun 1 npobupka
MoNOXNTENbHbIA KOHTPOJIbHbIN 1 npo6upka 1 npo6upkaZ
obpaszey

7.2.2  BcTpsAxHUTe Npobupky/npobupkn (cMm. Tabnuuy 3) co cMecblo ana amnandukaummn Ha
MUKpoueHTpudyre-sopTekce B  TedyeHme 3-5c¢ wn  ueHTpudyrmpynte  Ha
MUKpoLeHTpudyre-sopTekce B TedeHue 1-3 c.

7.2.3 UeHnTpudyrupynte npobupky/npobupku (cm. Tabnuuy 3) c nonuMepason TexHoTaq MAX
Ha MUKpoLUeHTpudyre-sopTekce B TeueHne 1-3 c.

7.2.4 UeHnTpudyrupynte npobupky/npobupkm ¢ MMHEpasnbHbIM Mac/OM Ha MUKpOLUEHTpudyre-

BOpTeKCe B TeyeHue 1-3 cC.

BHUMAHME! MNonumepasy TexHoTaq MAX HeobxoamMo poctaBaTb U3 MOPO3WbHOW KaMepbl

HENoCpeaCTBEHHO Nepea NUCNoJib30BaHNEM.

7.2.5 BcTpsaxHuTe npobumpky C MOSIOXUTESIbHbIM KOHTPOJ1bHbIM obpasuom Ha
MUKpOLEeHTpudyre-sopTeKkce B  TeuyeHue 3-5¢ 7 ueHTpudyrmpymte Ha

MUKpOLEeHTpudyre-sopTekce B TeyeHmne 1-3 c.

BHUMAHME! Mepen  npoBegeHMeM  003MPOBAHUA Heobxoammo, He BCTpsAXmBas,
ueHTpudyrmpoBsatb Npobupku ¢ npenapatoMm JHK n oTpmuaTenbHbIM KOHTPOJIbHbIM 06pa3uoM Ha
MUKpoLeHTpudyre-sopTekce B TedeHmne 1-3 ¢, 3aTeM NOMeCTUTb NPOOGUPKN B MarHUTHbIN LUTaTUB.
B cnyuyae ecnu nocne BblgeneHmst HagocagovHas XXUAKOCTb, cogeprkalwas BblaeneHHywo AHK,
6blna nepeHeceHa B HOBble NMPobUpKKU, cneayeT BCTPSAXHYTb Npobupku ¢ npenapatom OHK u
oTpuuaTeNbHbIM KOHTPOJIbHbIM 06pasuoM Ha MUKpoOUEHTpUdyre-eopTekce B TedyeHne 3-5cC un

LeHTpudyrMpoBaTb Ha MUKpoLUeHTpUdyre-BopTekce B TeyeHne 1-3 c.

7.2.6 YcTaHoBMTE nNpobupkM CO CMecbl Ansd aMmnamdukKauum, MUHepanbHbiM MacsioMm,
nonuMmepason TexHoTaq MAX, c npenapatamu [AHK, oTpuuaTenbHbIM KOHTPOJSIbHbLIM

O6paBLI,OM N NOJTIOXKUTENIbHBbIM KOHTPOJIbHbIM OﬁpaBLI,OM, a TaKXe aMI'IJ'Il/ICbMKaLI,VIOHHbIe

1 - nns petekTupytowero aMmnnundukatopa «ATnpaiM» u «ATnpaim II»
2 - Mcnosb3yeTcsa ABax/Abl, Nocne NpoBeAeHUs NepBoi NOCTaHOBKN HEO6X0AMMO 3aKpbiTb NPO6UPKY
npunaraeMoi KpbIWKOM U XpaHUTb Npn TemnepaTtype oT 2 °C ao 8 °C oo cneaytouwe NocTaHOBKM
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cTpunbl MAn MukponnaHwet MUP Ha pabouunii cton ATCTpuUM 1 npoBeanTe AO3MPOBaHME

KOMIMOHEHTOB COrNlacHO PyKOBOACTBY MO 3KCM/lyaTalunmn A03UPYIOLLEr0 YCTPONCTBA.

7.2.7 B cny4yae ucnoJsib3oBaHus MukponnaHuweTtos MLUP 96 nyHok:
7.2.7.1 MomMecTnTe akKypaTHO, He BCTpsXxuBasi, MMKponaaHweT MLUP B noasoxKy yCcTponcTea
ONs  3anedaTbiBaHus MaHweToB [Tnak nocne 3aBeplleHuMs nporpaMmbl  Ha
OO3UPYIOLEM YCTPOWCTBE.
7.2.7.2 MpoBeanTe 3anevyaTbiBaHne MukponnaHweta T[MUP nonvMepHoin TepMOMNNEHKOM
COrslacHO pyKOBOACTBY MO 3Kcniyataumum npubopa ATnak.
7.2.7.3 UeHTpndyrnpynte mukponnanwet MUP npu RCF(g) 100 B TeyeHue 30 c.
7.2.8 B cnyvyae UMcnosib30BaHUA CTPUNOB:
7.2.8.1 MNOTHO 3aKpoWTe CTpUMbI.
7.2.8.2 LleHTpudyrnpyiite Bce CTpumnbl Ha MUKpoLEHTpUdyre-sopTekce B TeveHme 3-5 c.
7.2.9 YcraHoBuTe cTpunbl nnn mukponnaHuwet MUP B 6510k geTekTupytowero amnnmdukaropa.
7.2.10 3anyctuTte nporpaMMmHoe obecnedeHune getekTupytowero amnamdukartopa. lNpu nepsom
nposeaeHun TMLP 3arpy3nTte cooTBETCTBYHOWMIK TecT!. [Janee n npu nocneayowmx
MOCTaHOBKAxX CO34alTe COOTBETCTBYHLWMA MPOTOKOA  WUCCAEAOBaHUA:  YKaXxuTe
KONM4ecTBO W unaeHTudukaTopbl o06pas3uoB, B TOM 4ucne OTpuUaTeNbHOro U
MOSIOXUTENBHONO  KOHTPOJIbHbIX 06pasuoB, OTMeTbTe pacnonoxeHue ob6pasuos
Ha mMaTpuue TepMmobsioka B COOTBETCTBUM C UX YCTaHOBKOM (cM. 7.2.9) u nposeauTe TMLP.
Mpun BbIBOpE TecTa foMKHA oTobpaxaTbCcs nNporpamMma, npuseaéHHasa B Tabnuue 4.
Tabnuuya 4 - [TlporpaMma aMmnandukauum Ana  AeTEKTUpYWUX amnandukaTopos
«ATnpanm», «ATnpanm II», «OTnant»
Ne Temnepatypa, °C MUH c Yucno Pe>xxum onTuquCKux Tun 6noka
6noka LIUKJ10B N3MepeHum
80 0 30
1 1 Unkn
94 5 00
94 0 30
2 5 Unkn
60 0 15 v
94 0 10
3 40 Lunkn
60 0 15 v
4 94 0 5 1 Lunkn
5 252 XpaHeHue XpaHeHue
\/ - PEXUM ONTUYHECKUX M3Mep6HMl71

1 - TecT gns AeTekTUMpyOLWNX amnamdukaTopoB cepumn AT co3gaércs NyTéM BBoAa NapaMeTpoB (MapaMeTpbl
TecTa ykasaHbl B MpunoxeHun A) unm npenoctaBnisieTcs Npou3BoanTeneM Habopa peareHToB
2 - nonyckaeTtcs XpaHeHue npu TemnepaType 10 °C
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7.3 MoarotoBka u nposeneHune MUP, py4yHoe ao3upoBaHue

BHVUMAHME!

1. Ons amnnmdunkaumm cnepyet MCNosb30BaTh OAHOpa3oBble CTpUNoOBaHHbIE
aMnnMuKaunuoHHble npobupkn o6béEMoM 0,2 MAl uMnn oaHopasoBble aMMIMMUKALMOHHbIE
npobupkn o06bEMOM 0,2 M u  MukponnaHweTtbl [MLUP 96 nyHOK?, repMeTusnpyembie
TEPMOMNEHKON.

2. Mpn npoBeaeHMN BCeX NocCieaylownx AencTBun cnepyet mlberatb BO3AENCTBUS MPSMbIX
COJTHEYHbIX fly4ei Ha NpobunpkM co cMmecbto AN amnnmdpunkaumnm!

3. Cnepyet cTporo cobniogatb KOMMIEKTHOCTb CTPMMOB M KpbllWeK K HUM. He ncnonb3oBaTb

KPbILKK K CTpUnam U3 Apyrux Habopos peareHTos!

7.3.1 Tllpomapkupynte HeobxoamMMmoe KOAMYECTBO MPOOUpPOK/CTPUMOBaAHHbIX NpPobMpoK unn
MukponnaHwert MUP 96 nyHok Aanss Heum3BecTHbiX o06pa3uoB, 418 OTpuuaTenbHOro

KOHTponbHOro obpasua (K-) n ons nonoXuTenbHOro KOHTposibHOro obpasua (K+).

BHMUMAHME! Konn4yecTtBo peareHToB paccuymMTaHo He 6osiee 4eM Ha 4 MOCTAaHOBKM MpWU YCOBUMU
BapmabenbHOro Konn4yecTea Hem3BeCTHbIX 06pa3uoB, 1 oTpuUaTeNbHOrO0 KOHTPONbLHOIro obpasua

1 1 NONOXMTENBHOrO0 KOHTPOSILHOrO 06pa3sua B KaXkaol NocTaHOBKe.

Mpumep:

Heobxoanmo npoaHanmsmpoBaTb 6 HEM3BECTHbLIX 06pa3uoB. 158 3TOro HY>XHO NPOMapKMpoBaThb
6 npobupok/3apesepBupoBaTbh 6 JIYHOK MWKpOMAaHLWeTa ANs Heu3BeCTHbIX 06pasuoB, OAHY
npobupky/nyHky ansa «K-» u ogHy npobupky/nyHky pana <«K+». O6buee KoONM4eCTBO

npobumpok/nyHok — 8.

7.3.2 BcTpsaAxHUTe Npobupky/npobmupkn co cCMecblo Ana amnnmdukaumm B TedeHue 3-5c u
LeHTpUDYrnpymTe Ha MUKpOLIEHTPUdYyre-BopTekce B TedeHue 1-3 c.
7.3.3 UeHTpudyrmpynte npobupky/npobupku c nonuMepason TexHoTaq MAX 1 MMHepanbHbIM

MacJIoM Ha MUKpOLIEHTPpUdyre-BopTekce B TedeHne 1-3 c.

BHUMAHME! Monumepasy TexHoTaq MAX HeobxoauMMo AocTaBaTb M3 MOPO3WAbHOM KaMmepbl

HenocpeaCcTBeHHO nNepen UCcnoJsib30BaHNEM.

7.3.4 TlpurotoBbTe CMecb Ans amnandukauum ¢ nonmmepason TexHoTaq MAX. Onsa 3Toro
CMelwanTe B OTAEbHOM 0AHOPa30BoOW Npobupke:
o 30x(N+1) mkn cmecn ang amnandukaumm,
o 0,5x(N+1) mkn nonuMepasbl TexHoTaq MAX,
rae N - KonmM4yecTBO NMpOMapKMpOBaHHbIX MPOB6UPOK/KOANYECTBO HEOb6XOAMMbIX NYHOK

MUKPOMJIaHLWeTa C YYETOM «K—» n «K+».

1 - BxoaAaT B cocTaB Habopa peareHToB
2 - ana aetekTUpytollero amnandukaTopa «ATnanT» MukponnaHweTsl MLP 96 nyHOK He MCNoNb3YyoTCS
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Mpumep:

Heobxoanmo npoaHanu3npoBaTb 6 HEM3BECTHbIX 06pa3uoB, «K-», «K+». [poMapKMpOBaHHbIX

nNpobmMpok/HeobXoaAnMbIX JIYHOK MUKponaaHweTta - 8. HyXHO npurotoBuTb CMeCb AN

amnnmdumkaumm ¢ nonnmepason TexHoTaq MAX ana 9 (8+1) npobupok, T.e. 270 MKN cMecu Ans

amnnmdukaumm n 4,5 Mkn nonnmepasbl TexHoTaq MAX.

7.3.5 BcTpaxHUTe NpobupKy C NpUroToB/IEHHON CMECblo Ana amnandukaumm ¢ noammepason
TexHoTaq MAX Ha MUKpouUeHTpudyre-BopTekce B TeueHne 3-5 ¢ n ueHTpudyrnpymnte Ha

MUKpOLEeHTpudyre-sopTekce B TeyeHmne 1-3 c.

BHUMAHME! Cmecb onsa amnandukaumm ¢ nonmMmepason TexHoTaqg MAX HeobxoAMMO roToBUTb

HenocpeacTBeHHO nepea MCcnosib30BaHUEM.

7.3.6 BHecuTe BO BCe MpOMapKMpoBaHHble Npobupkn/HeobxoanMmbie SIYHKNU MUKpOMAaHLWeETa
(Bkoyas «K-», «K+») no 30 mkn cmecu pns aMmnamdukaumm C nonmmepason
TexHoTaq MAX.

BHUMAHME! Tllocne pgobasneHns cmecu ana amnamdukaunm c nonmmepason TexHoTaq MAX

B Npobupku/nyHKn HeobxoanmMo cpasy xe BbIMoNHUTb 7.3.7 — 7.3.15.

7.3.7 [dob6aBbTe B NpobUpPKN/NYHKN MUKPOMNAHLIETa CO CMECbto Ans aMmnandgukauum no 20 Mkn
MUHepasibHOro Macna. HennoTHO NPUKPONTE CTPUNbI KpbIWKaMU.

7.3.8 BcTpsAXxHuUTe npobumpky C MOMOXUTENbHbIM KOHTPOJIbHbIM obpasuom Ha
MUKPOLIEHTPpUdYyre-BopTekce B TeueHne 3-5 ¢ n ueHTpudyrnpymnte Ha MMKpoueHTpudyre-

BOpTEKCE B TeyeHue 1-3 c.

BHVUMAHME!

1. MNepen BHeceHmeMm npenapata [AHK w©n oTpuuatenbHOro KOHTpO/AbHOro obpasua B
NpobMPKKU/NYHKN C peakUuMOHHOM CMecCbid HeobxoAMMO, He BCTpAxMBas, UeHTpudyrmpoBaTtb
npobumpku c npenapatom AHK 1 oTpuuaTenbHbIM KOHTPOJIbHbIM 06pa3uoM Ha MUKpoueHTpudyre-
BOpTeKkce B TedyeHume 1-3 c, 3aTeM NMOMeCTUTb NPOBUPKN B MarHMUTHbIA WTaTuB. B cnydyae ecnu
nocne BblAeNeHns HagocaaouHas XXNMAKOCTb, cogepxawasn sbiaeneHHyo JHK, 6bina nepeHeceHa
B HOBble Npobupku, cnepyeTt BCTPsAXHYTb nNpobupku ¢ npenapatom AHK n oTpuuatenbHbiM
KOHTPOJIbHbIM 06pa3LOM Ha MUKpOLEeHTpudyre-sopTekce B TedeHne 3-5 ¢ n ueHTpmdyrmposaTtb
Ha MUKpouUeHTpudyre-sopTeKCce B TeyeHme 1-3 c.

2. Ans npenoTBpaweHns KOHTaMMHauun cnenyet nepes sHeceHneM [JHK oTKpbiBaTb KPbIWKK
TONIbKO Tex npobupok, B KOTopble ByaeT BHOCUTbCSA AaHHbIA obpasel, U 3aKpbiBaTb UX, nepea
BHeCceHueM cnegytouwiero. B cnyyae ncnosb3oBaHmsa CTPMNOB cneayeT 3aKpblBaTb KPbIWKY CTpuna
rnocne BHeceHUss B Hero o6pas3uoB nepeg Hadanom paboTbl CO cneaywowmm. 3akpbiBanTte
npobupku/cTpmunbl nnotHo. [Mpenapatbl OHK 1 KOHTponbHble 06pa3ubl cnegyetr BHOCUTb

HaKOHEYHNKaMn C CbI/IJ'IbTDOM.

7.3.9 BHecuTe B COOTBETCTBYHOLUME MNPOMapKMpOBaHHblE NPObUpKU/HEOBXOANUMbBIE NYHKMU
MukponnaHwera no 5,0 Mkn BbligeneHHoro w3  obpasuos npenapata AOHK.

B npobupkun/nyHkn, npoMmapkmpoBaHHbie «K-», «K+», IHK He BHocuTCS.
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7.3.10 BHecuTe B npobMpPKY/NyHKY MUKpOMNaHLWeTa, MNpoMapKMpoBaHHy «K-», 5,0 mMkn
oTpuLaTeNbHOr0 KOHTPONbHOro obpasua, npoweawero stan sbigeneHns AHK.

7.3.11 BHecuTe B npobUpKY/NyHKY MUKpOMNaHLIETa, MpPOMapKuUpoBaHHy «K+», 5,0 Mkn
NOSIOXUTENBHOIO KOHTPOSIbHOrO o6pasua.

7.3.12 B cny4yae ucnosnb3oBaHUA MukponsaHweTtoB MNMLP 96 nyHok:

7.3.12.1 T[omMecTnTe akKypaTHO, He BCTpsXuBas, MukponnaHwet MLP B noanoxKy yCTponcTea

ON4 3anevyaTtbiBaHMA naaHweTos Tnak.
7.3.12.2 TpoBeauTe 3anedyaTbiBaHuMe MuKponaaHwerta T[LUP nonumepHoi TepMONIEéHKOM
COrNlacHO pyKoBOACTBY NO 3KchnnyaTaumu npmbopa ATnak.

7.3.12.3 UeHTpudyrmnpymnte mnkponnanwet MNUP npu RCF(g) 100 B TeyeHnme 30 c.

7.3.13 B cny4ae ucnosib3oBaHusi Npobnpok/cTrpmnos:

LleHTpudyrnpynte Bce npobupku/cTpunbl Ha MUKpPOLEHTpUdyre-BopTekce B Te4YeHue
3-5c

7.3.14 YcraHoBuTe npobupkun/ctpunbl mnm MukponnaHwet [UP B 610K petekTupytowero
amnnudukaTtopa.

7.3.15 3anyctuTe nporpamMmHoe obecneyeHne pgetekTupytowero amnandukaropa. NMpu nepsom
nposeaeHun MLP 3arpy3uTe cOOTBETCTBYOWMIA TecT!. [anee v Npu NOCIeayLwmx
MOCTaHOBKAaxX CO34alTe COOTBETCTBYHOLWMA MPOTOKOA  WUCCAEAOBaHUA:  YKaXxuTe
KONM4ecTBO W unaeHTudukaTopbl o06pas3uoB, B TOM 4ucne oOTpuUaTenbHOro u
MOSIOXNTENBHONO  KOHTPOJSIbHbIX 06pasuoB, OTMeTbTe pacnonoxeHue obpasuos
Ha mMaTpuue TepMobaioka B COOTBETCTBUMW C MX ycTaHoBkon (cM. 7.3.14) mn nposeauTe

MLUP. Mpwn BbIbOpe TecTa AonkHa oTobpaxaTbcs nporpamma, npuseaéHHasa B Tabnuue 4.

8 PETMCTPALUMSA PE3YJIbTATOB AMITVINMOUKALIN

Perncrpauua curHana cbnyopecu,eHu,MM npoBoAUTCA AETEKTUPYOLWUNM aMI'IJ'IMCbVIKaTOpOM

aBTOMaTU4e€CKMN BO BpeEMA aMI'IJ'IMCbVIKaLI,MVI.

1 - TecT ans AeTekTUpyowmnx amnandmkaTopos cepun AT co3naéTtcs nyTéM BBoAa NapaMeTpoB (NapaMeTpbl
TecTa ykasaHbl B MpuaoxeHun A) am npeaocTaBnseTcs NpousBoamTeneM Habopa peareHToB
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9 YYET U MUHTEPMNPETALMUSA PE3YJIbTATOB

9.1 YueT pe3ynbTaTtoB aMI'IJ'IMCbMKaLI,MM OCYLWECTBNAETCA aBTOMaTU4YECKNM C NOMOLWbHIO
nporpaMmMHoOro o6ecnequMﬂ, noctaBdA€eMOro C AETEKTUPYHOLWLNM aMI'IJ'IMCbVIKaTOpOM.

9.2 NHTepnpeTaunsa pesynbtatoB [UP ana kaxgoro obpasua npoBoAUTCA C  Y4YETOM
3HayeHun Cp OHK SMN1 (kaHan getekumn Fam) n HopmupoBouHoro reHa (BK) (kaHan getekuum
Cy5) B cootBeTcTBMK C Tabnuuen 6. VMHTepnpeTtauusa pe3ynbTaTOB CKPUHMHIA NMPOBOAMTCHA B
COOTBETCTBUM C Tabnuuen 7. Pe3ynbTaTbl MOCTAHOBKM BasMAHbI, €C/AMN BbIMOSHAIOTCSA YCNOBUS

MHTepnpeTaunm pesynbTaTtoB, MONYyYEHHbIX ANs KOHTPOsbHbIX 06pa3uos (Tabnuua 5).

BHMUMAHME! Habop peareHTOB He MNO03BOMASIET onpenenatb popMbl CKPbITOr0O HOCUTENbLCTBA
peneumin 7 sk3oHa reHa SMN1 (reHotmn 2+4+0) - BapuaHT reHeTudeckoro Hocutenoctea CMA g5,
XapaKkTepu3ylLwmnca AsymMsa Konnsamm reHa SMN1 Ha 0AHOM XpOMOCOME, Mpu ero OTCYTCTBUU Ha
BTOPOM XpoMOCOMe. B 3TOM cfniydae npu npoBeAeHUn UccnenoBaHusa € MCNofb3oBaHMeM Habopa
peareHToB He 6yaeT BbiIBIEHO HOCUTENBbCTBO Aeneumn 7 ak3oHa SMN1!

Tabnuua 5 - WHTepnpeTaums pesynbtatoB MUP ang KOHTpOnbHbIX 06pa3uos

KaHan perekuummn |ACP|
Fam (SMN1), [ Cy5 (BK), |[(]Cp SMN1 (Fam) - Cp BK (Cy5)|)| IWTePMPerauns pesynurara
Cp Cp
OTpuuaTesibHblI KOHTPONbHbLIW 06pasel
He ykasaH He ykasaH OTpuuaTenbHbIN pe3ynbrart
mnin = 38 mnn = 38 He yuunTeisaeTcs Pe3ynbTaTbl NOCTAHOBKU BannaHbl
Mono>xuTenbHbIW KOHTPOJIbHbIA O06pa3ey
<38 <38 <1,0 Mono>xutenbHbIN pesynbrart
Pe3ynbTaTbl NOCTAHOBKW BanngHbl
9.3 Mpn nonyvyeHMn ana  OTPULATENIBHOrO KOHTPOJIbHOro obpasua pe3ynbTaTos,

oTIn4arwmnxca oT 3Ha‘-IeHMl71, YKa3aHHbIX B Tabnnue 5, pe3ynbTathl BCEM NOCTAaHOBOYHOW cepun
CUYMTaIOT HEAOCTOBEpPHbIMU. B 3TOM cnyyae Heobxoammo npoeegeHMe cneunanbHbIX MepOHpMﬂTMVI
ANnsa BblAB1EHUA U YCTPAHEHUA BO3MOXHOW KOHTaMUHaLUNK.

9.4 Mpn nonyyeHnn Ana  NOJOXMTENbHONO KOHTpOJsibHOrO o06pasua pesynbTaTos,
OT/IMYAIOWMXCSA OT 3HAYEHWI, yKasaHHbIXx B Tabnuue 5, TpebyeTcsas MNOBTOpHasi MOCTaHOBKa
amnandmkaumm Bcen naptum obpasuos.

Tabnuuya 6 - WNHTepnpeTauus pesynbratos MLUP

KaHan perekuum ACp
Fam (SMN1), [ Cy5 (BK), | (Cp SMNL (Fam) - Cp BK (Cy5)) | MTePnperaums pesynerara
Cp Cp
HeunsBecTHble 06pas3Lbl
YkaszaH <31 > 6,0 O6Hapy>xeHa
romMo3mrotTHas geneuus
He ykasaH =31 He yuunTbiBaeTcs (deldel)
O6Hapy>xeHa
YkasaH =31 0,8=ACp=20 rereposuroTHas geneums
(Ndel)
VKazaH <31 <0,8 He o6Hapy)xeHa peneuumsa
(BKNKOYas oTpyUaTeNbHbIE 3HAaYEeHUS) (NN)
VKasaH <31 2,0 < ACp < 6,0 COMHVITeﬂbI-Egl)VI pe3ynbTaT
He yuuTbiBaeTcs He ykasaH He yuyuTbiBaeTcs HenocrosepHbin pesynbTat
mnn > 31 (HA)
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Tabnunua 7 - VHTepnpeTaums pesynbTaTtoB UCCeAoBaHUs 7 3k30Ha reHa SMN1

WHTepnpeTtauunsa
pe3ynbTtartos [NLP

PesynbTtaTt MNLUP-CcKpUHMHIra

KommeHTapun

O6Hapy)xeHa aeneuusa 7 3K30Ha reHa
SMN1 B roMO3MIroTHOM COCTOSIHUM.

paclWwMpeHHas reHeTnyeckas AnarHocTuka
SMN1 1 SMN2 reHoB MeTOA0OM
CeKkBeHMpOBaHUS.

O6Hapy>xeHa BHUMAHMUE! PekomeHayeTcs noaTBEpPANTDL
roMo3urotTHasi Bbicokuit puck CMA q5. pe3ynbTaT NOBTOPHbLIM
aeneumsn TpebyeTca KOHCYNbTauMs Bpada-reHeTuka. nccneanoBaHnMeEM, HadmHas € 3Tana
(deldel) TpebyeTcsa pacluMpeHHas anarHoctuka SMN1 | Npo6onoAroToBku.
M SMN2 reHOB METOA40M KONMYECTBEHHOIO
MLPA-aHanusa n\unm ceKBeHUpoBaHMS.
O6Hapy)xeHa aeneuma 7 3K30Ha reHa
SMN1 B reTepo3MroTHOM COCTOSSHUM.
PekoMeHAyeTCst KOHCYNbTauns
O6Hapy>xeHa PekomeHayeTca noaTBepAnTb
Bpaya-reHeTunka.
rereposmrotrHas pe3ynbTaT NOBTOPHbLIM
PekoMmeHayeTCs noaTBepXAeHMe pesynbraTta
aeneuun nccnegoBaHUeEM, HaymMHasa € aTana
MeToAO0M KonmyectBeHHoro MLPA-aHanusa un
(Ndel) npobonoAroToBKMU.

He obHapy»xeHa
aeneums
(NN)

He o6HapyeHa Aeneums 7 3K30Ha reHa
SMN1.

COMHUTENbHbIN
pesynbTaTt

PekomeHayeTca nccnegosaHme SMN1 n SMN2
reHoB asibTEpPHATMBHbLIMU MeToAaMu
(MeTogoOM KoNMMyecTBeHHOro MLPA-aHanunsa
/W CEKBEHMPOBAHUSA).

TpebyeTca NOBTOpHOE
nccnefoBaHMe, HayMHas € 3Tana
npo6onoarotosku. Mpu
BOCMpPOU3BEAEHUN COMHUTENIbHOMO
pe3yfnbTaTa peKoMeHAyeTcs
nccnefoBaHMe anbTepHaTUBHbLIMU
MeToLaMu.

HenoctoBepHbIi
pesynbTat

TpebyeTcs NOBTOPUTL UCCNeAOBaHME
7 3K30Ha reHa SMN1.

TpebyeTca NOBTOPHOE NpoBeAeHune
MUP c nmerowmnmcsa npenapaTom
OHK, nn6o noBTOpHOE BblaeneHme
OHK n noctaHoeka lMLUP gnsa atoro
obpa3sua, 1mbo NOBTOPHOE B3SATUE
6uonornyeckoro matepmana y
naumeHTa (BbINOJIHAETCA
nocnefoBaTesibHO).
HepocTtoBepHbIn pe3ynbTaT MOXET
6bITb CBSI3@H C MPUCYTCTBUEM
nHrnéutopos B npenapate AHK,
NMosy4EHHOM U3 6MOSIOrMYecKoro
MaTepuana; HeBepHbIM
BbIMOSIHEHWEM MPOTOKOIa aHaNn3a;
HecobnoaeHMeM TeMnepaTypHOro
pexuma amnamdukaumm n ap.
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10.1
10.1.1

10.1.2

10.1.3

10.1.4

10.2
10.2.1

10.2.2

10.2.3

10.3
10.3.1

10.3.2

10.3.3

10.3.4

TPAHCNMOPTUPOBAHMUE, XPAHEHUE N SKCINMJZIYATALNA

TpaHcnopTupoBaHue

TpaHcnopTupoBaHMe Habopa peareHTOB OCYWECTBAAKT B  TEPMOKOHTeMHepax
C XJlaflo3N1IeMeHTaMn BCEMWU BUAAMU KPbITOroO TpaHCNoOpTa Mpu TeMnepaType BHYTpuU
TEPMOKOHTENHEpPA, COOTBETCTBYIOLWENA YC/IOBUSAM XPaHEHUS KOMMOHEHTOB, BXOASLUMX
B cocTaB Habopa peareHToB.

Jonyckaetcsa TpaHcnopTupoBaHue Habopa peareHToB, 3a WUCK/IOYEHWEM MonmMMepasbl
TexHoTaq MAX, B TEepMOKOHTEMHHepax C X/1ag03/1eMeHTaMM BCEMUM BMAAMU KpbITOro
TpaHCnopTa npu TeMmnepaTtype BHYTPU TepMOKoHTelHepa oT 2 °C go 25 °C He 6onee
5 cyTok.

JonyckaeTca TpaHcnopTupoBaHue nonmMmepasbl TexHoTaqg MAX B TepMOKOHTEMHepax
C XJlalo3N1IeMeHTaMMn BCEMW BUAAMU KPbLITOro TpaHcnopTa Mpu TemnepaType BHYTpu
TEPMOKOHTeNHepa Ao 25 °C He 6onee 5 cyTok.

Habopbl peareHToB, TpaHCNOPTUPOBAHHbIE C HapyLlEeHWEM TeMnepaTypHOro pexuMa,

NMPUMEHEHUNIO HE NMoANiEXarT.

XpaHeHune

Bce KOMMOHEHTbl Habopa peareHTOB, 3a WUCK/IKOYEHMEM nonmMmepasbl TexHoTaq MAX,
cnenyeTt XpaHuUTb B XON0AUNbHUKE UKW XON04MIbHOW Kamepe npu TeMnepaTtype oT 2 °C
00 8 °C B TeueHune BCEro cpoka rogHoctn Habopa peareHToB. CMecb Ans amnamndunkaymm
cnenyeT XpaHUTb B 3alLULWEHHOM OT CBETa MecTe.

Monnmepasy TexHoTaq MAX cneayeT XpaHuUTb B MOPO3WU/IbHOW KaMmepe npu TeMnepartype
OT MMHYC 22 °C go MmnHyc 18 °C B TeuyeHune BCero cpoka rogHocTn Habopa peareHToB.
Habopbl peareHToB, XpaHMBLUMECS C HapPYLWEHWEM perraMeHTUPOBAHHOIO peXunma,

NMPpUMEHEHUNIO HE noAaNexar.

YKasaHug no akcnayaTtauumm

Habop peareHTOB AO/IXEH NPUMEHATLCS COr1aCHO AENCTBYIOWEN BEPCUN YTBEPXKAEHHOWN

MHCTPYKUMU NO MPUMEHEHMUIO.

Ons  nonydeHms OOCTOBEPHbLIX pe3ynbTaToB Heobxoammo cTporoe cobniogeHune

WHCTPYKLMK MO NpMMeHeHnto Habopa peareHToB.

Mocne BCKpbITUS YMakoBKM KOMMOHEHTbl Habopa peareHTOB creayeT XpaHuTb npwu

cneayowmx ycnoBmsax:

— BCe KOMMOHEeHTbl Habopa peareHTOB, 3a UCKIOYEHMEM nonmMepasbl TexHoTaq MAX,
cnefyet XpaHuUTb B XONOAWIbHUKE WAW XOSIOAWIBHOM Kamepe npu TemnepaType
oT 2 °C go 8 °C B TeyeHMe BCEro cpoka roaHocTn Habopa peareHToB;

— CMeCb Ana amMnandukaumn crenyeTr XpaHuTb B XONOAMNBHUKE WAN XONOAWSIbHOM
kamepe npu temnepatype oT 2 °C go 8 °C B 3aWMWEHHOM OT CBETA MeCcTe B TeyeHune
BCEro cpoka rogHoctm Habopa peareHTosB;

— nonuMmepasy TexHoTaq MAX cneayeTt XpaHUTb B MOPO3USIbHOM KaMepe npu TemnepaType
OT MuHyC 22°C go MuHyc 18 °C B TeyeHuMe BCero cpoka rogHocTn Habopa peareHToB.

Ha6opb| peareHToB C UCTEKLLUMM CPOKOM rogHOCTU NPUMEHEHUIO HE NOoANEXaT.
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11 YKA3AHNUA NO YTUWIN3ALNN

11.1 [pu wncnonb3oBaHWn Habopa peareHTOB B KJIMHWKO-AMArHOCTMYECKOW nabopatopuu
obpasyloTcsa oTxoAbl Knacca B, KoTopble yTUAM3MPYHOTCS B COOTBETCTBUM C TpeboBaHUSIMU
CaHlunH 2.1.3684-21 n MY 1.3.2569-09.

11.2 Habopbl peareHTOoB, npuwe[lne B HENpUroAHOCTb B CBSA3W C WCTEYEHMEM CpoKa
rOAHOCTM, MOBPEXAEHMEM YMaKOBKU MoAnexaTt YTUIM3auunm B COOTBETCTBMU C TpeboBaHMSIMU
CanlnH 2.1.3684-21.

12 FAPAHTUA N3TOTOBUTENA

12.1 MpeanpuaTue-mn3roTosuTenNb rapaHTupyert COOTBETCTBME Habopa peareHToB
TpeboBaHMAM TEXHUYECKNX YCAOBUIA NMpuU cobtogeHnmn yCnoBUmn TpaHCNOPTUPOBAHUS, XPaHEHNS

M aKcnayatTaunn, yCtaHOBJIEHHbIX TEXHUYECKNUMU YCNTOBUAMN.

12.2 Cpok rogHoctu Habopa peareHToB - 12 MecsueB npu cobnogeHnm BCeX YCNOBUMN

TPAHCMOPTUPOBAHUS, XPAHEHUS M 3KCMyaTauum.

13 PEMOHT U TEXHUYECKOE OBCJ1Y)KXUBAHME

Ha6op peareHTOB npeaHasHayeH AN OAHOKPATHONO MPUMEHEHUS U He MNoANEXMUT

TEXHNYECKOMY O6CJ'IY)KMBaHl/H0 N TEKYLLEMY PEMOHTY.
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CNMBO/J1bl, NCNOJ1Ib3YEMbIE NP MAPKUPOBKE HAGOPA PEATEHTOB

IVD

MeaouumnHckoe ngenne ans ANarHoCcTuKu in vitro

TeMnepaTypHbI AManasoH

Coaep>XxXmMoro AoCTaTovyHO A1 NpoBeAeHUs <n> TeCToB

1
N/
%

Mcnonb3oBaTtb A0

LOT

Koa naptum (cepun)

[aTta narotoBneHus

SIE

O6paTVITer K MHCTPYKUMN NO NPUMEHEHUIO UK
K MHCTPYKUMN NO NPUMEHEHUNIO B 2JTEKTPOHHOM BUNAE

o v
m
M

HomMep no kaTtanory

E

MN3roTtoBuTenb

\L
N
I\

N
/

He ponyckaTb BO34EeNCTBUS CONMHEYHOro CBeTa

.

HecTepunbHoO
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15 MNEPEYEHb NPUMEHAEMbIX HALIMOHAJIbHbIX CTAHAAPTOB

FOCT ISO 14971-2021 N3pnenus MeAULUMHCKME. MpMeHeHne  MeHeaXMeHTa pucka
K MEANLUMHCKUM U3LeNnNsaM

FOCT 15.309-98 Cucrtema pa3paboTku M MoCTaHOBKM NPOAYKUMM Ha Npom3BoAcTBO. NcnbiTaHus
W NpuémMka BbiNyckaeMon npoaykumm. OCHOBHbIE MOSIOXEHUS

FOCT P 2.105-2019 EaMHas cucTeMa KOHCTPYKTOPCKOM AoKyMeHTauumu. Obwme TpeboBaHus K
TEKCTOBbIM AOKYMEHTaM

FOCT P 15.013-2016 Cuctema pa3paboTkm M NOCTaHOBKK NMpoaykumm Ha npomssoacteso (CPMM).
MeauvunHckue nsgenms

FOCT P 51088-2013 MeauumHckme uspenust Anasa AMarHOCTUKM WH BUTPO. PeareHTbl, Habopbl
peareHTOB, TeCT-CUCTeMbl, KOHTpPOJibHble MaTepuanbl, nuTaTefbHble cpeabl. TpeboBaHus
K U34envsM 1 NoAAEpXUBaKoLWEN JOKYMeHTaumm

FOCT P 51352-2013 MeanumHckme nsgenus aasa AMarHoCTMKM MH BUTpO. MeToabl UCMbITaHU
FOCT P NCO 15190-2023 NNabopaTtopun MmeanumnHckume. TpebosaHusa 6e3onacHoOCTH

FOCT P NCO 15223-1-2023 W3genuna MeanumHckue. CUMMBONMbI, NpUMeEHsieMble A8 nepenayvu
nHdopmMauunm, npeaoctasnaemMon nsrotosmtenem. Hacte 1. OCHoBHble TpeboBaHMS

FOCT P NICO 18113-1-2024 MepuuuHCKMe usgenus ANs AuarHoCTuku in vitro. NHdopmaums,
npenocTaBneHHas msrotosuteneMm (MapkupoBka). YacTte 1. TepMuHbl, onpeaeneHuns mn obwme
TpeboBaHus

FOCT P NICO 18113-2-2024 MeauuuHCKMe u3genus ANs AuarHoCTukuM in vitro. NHdopmaums,
npeaocTaBneHHas U3rotoButenem (Mapkumposka). YacTb 2. PeareHTbl A5 AMarHOCTUKM in vitro
Ansa NpodeccMoHanbHOro NCNob30BaHUS

FOCT P NCO 23640-2015 W3pgenuna MeaumumHcKMe AN AWMarHocTvku  in vitro.  OueHka

CTabUNbHOCTM peareHToB AN ANAarHOCTUKM in vitro

MpuMmeyaHue - YKasaHHble Bbllle CTaHAApPTbl 6blIM AENCTBYOWMMU Ha MOMEHT YTBEPXAEHUS
WHCTPYKLMW MO NMpUMEeHeHWto. B fanbHeliweM, Npyn Noib30BaHUM AOKYMEHTOM, Lienecoobpa3Ho NpoBepuUTb
[leACTBUE CCbISTOYHbIX HOPMATUBHbIX JIOKYMEHTOB Ha TEKYLLMA MOMEHT. ECn CCbITIOYHbIN AOKYMEHT 3aMeHEH
MAN U3MEHEH, TO Npu MPUMEHEHUM HACTOSLWEro J[AOKYMeHTa CneAyeT MoMb30BaThCs 3aMEHEHHbIM

(M3MEHEHHBLIM) AOKYMEHTOM.
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16 ALOPEC AN OBPALLEHUA

MpoussoacTeo HabopoB peareHTOB MMEET CeEPTUDULMPOBAHHYIO CUCTEMY MEHEOXMEHTA
KayecTBa M COOTBETCTBYeT TpeboBaHMAM CTaHAapTa CUCTEM MeHemxMmeHTa kadectBa ISO 9001
B obnacTtu paspaboTkum, npomnssoacTea n npogaxun IVD peareHToB 1 NpnbopoB A58 MONEKYASPHO-
reHeTM4YecKom AMArHoCTUKM M apyroro nabopatopHoro npuMmeHeHus u I1SO 13485 B obnactu
pa3paboTku, npoussoacTBa M npogaxun IVD peareHToB M npmbopoB AN MeAMUMHCKOM

MOﬂeKynﬂpHO-FEHeTMHeCKOVI ANarHoCTukKu.

MpousBoanTenb: 0O6WECTBO C OrpaHMYeHHON OTBETCTBEHHOCTbO «[HK-TexHonormns TC»
(000 «OHK-TexHonormns TC»), Poccus.

Appec npounsBoguTens: 117246, Poccus, r. MockBa, npoesg HayuHbin, 4. 20, ctpoeHune 4.

MecTto npou3sBoAacTBa:

000 «HK-TexHonormns TC», 117246, Poccusa, r. MockBa, npoe3g HayuHbiin, . 20, ctpoeHue 4.

Mo BompocaM, KacawwuMmcs KayectBa Habopa peareHToB, creayeT obpawaTtbes
B CNyX6y KJIMEHTCKOWN MOoAAEPXKKMU.
Cnyx6a KNMeHTCKOM noaaepxKu:
8-800-200-75-15 (ansa Poccum, 3BOHOK 6ecnnaTHbin),
+7 (495) 640-16-93 (ansa crtpaH CHI n 3apy6exbsi, 3BOHOK MJ1aTHbIN).
E-mail: hotline@dna-technology.ru,

www.dna-technology.ru

Homep 1139
2025-05-12
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MpunoxxeHue A

MapameTpbl TecTta, KOTOpbIEe Heo6xoaQMMO BHECTU B nporpamMmMmHoe obecneueHue

AeTekTupyrwmx amnaudukatopoB «ATnpanm>», «ATnpanm II», «ATnaur»
npv mcnosib3oBaHmun Habopa peareHtoB CMA CkpuH
1) Konnuectso npobupok B Tecte - 1;
2) O6bémM peakuMoHHOM cMecn — 35 MKIT;
3) MapameTpbl aHanm3za («4onoaHNTENbHO»):
e Kputepuin nonoxutenbHoro pesynbtata MLUP: 90%:;
e Kputepuin 4OCTOBEPHOCTWN pe3y/bTaTOB:
HuxHAS rpaHnua/nopor NonoXnTenbHOro pesynbtaTta: 5%,
BepxHsa rpaHuuya/nopor noaoxutenoHoro pesynbtata: 30%.
4) B okHe «[lporpamma amnindukaunm» BBECTU Cneaytowme napameTpbi:
Pe)xum
N¢2
6noKa Temnepartypa, °C MMWH C Yucno umknos ONTUYECKUX Twvn 6noka
n3MepeHun
80 0 30
1 1 Lnkn
94 5 00
94 0 30
2 5 Lnkn
60 0 15 v
94 0 10
3 40 Lnkn
60 0 15 v
4 94 0 5 1 Lukn
5 251 XpaHeHue XpaHeHune
V - peXuM onTUUYECKUX U3MEPEHNA
5) BHecTn cneaytowme napamMeTpbl KaHanoB AeTeKunn:
Fam Hex Rox Cy5 Cy5.5
7 2k30H SMN1 - - BK -

1 - nonyckaeTca xpaHeHue npu TemnepaTtype 10 °C
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