PEANEPANBHOE ATEHTCTBO

MO TEXHWYECKOMY PEIYJIMPOBAHNIO N METPOOT N

HALUWOHANBbHBbIW TOCT P

CTAHAOAPT
POCCUNCKOW 712026-
PELEPAL NN 2025

KIMHNYECKWE NTABOPATOPHDbIE
NMCCNEAOBAHNA

MeToa nosinmepasHon LENHOM peakummn
B pea/ibHOM BpPEMEHU A1 BbISAB/IEHUA NEPBUYHbIX
NMMYHOAEULUNTHBIX COCTOSAHUA N CINNHa/IbHOM
MblILLEYHOW aTpodmn B obpasuax Cyxmx nareH KpoBu

N3pgaHne ouumnanbHoe

MockBa
Poccuiicknini MHCTUTYT cTaHAapTM3auumn
2025


https://www.stroyinf.ru/sertifikat/ispytanie_konstruktsiy_zdaniy_sooruzheniy.html

FOCT P 72026—2025

MNpepgncnoBne

1 PABPABOTAH Accouunayneii cneumanuctoB W opraHmsaumnii nabopatopHoii cnyxbbl «degepaumns
nabopaTtopHoli MeguuuHbl» (Accoynaumsa «dIM»)

2 BHECEH TexHunyeckum kKomMuTeToMm no ctaHgaptusaumm TK 380 «KnumHuuyeckne nabopatopHble
nccnenoBaHua n guarHoctTuyeckme TeCcT-CUCTEeMbl UH BUTPO»

3 YTBEPXJ/EH W BBEJEH B JEWCTBUE MMpukasom ®efepanbHOro areHTcTea Mo TEXHUYECKOMY
perynuposaHuio n metponorun ot 18 anpensa 2025 r. Ne 320-ct

4 BBEJAEH BMEPBbIE

MpaBuna NpUMeEHeHMa HaCTOSALLEro cTaHgapTa YyCTaHOoB/eHbl B cTaTbhbe 26 defepasibHOro 3akoHa
0T 29 umioHA 2015 r. Ne 162-®3 «O cTaHgapTulaumm B Poccuiickon depgepauuun». VMIHpopmauyms o6 ns-
MEHEeHMAX K HacToAWeMy cTaHaapTy NybankyeTca B exerogHom (Mo cOCTOSHUI Ha 1saHBapsa Tekywero
roga) UHopmaLMoHHOM yKasaTene «HauuoHasibHble CTaH4apThl», a ouuManbHbli TEeKCT U3MEeHEeHWUN
N NonpaBoK — B eXeMeCSAYHOM WMH(OPMALUMOHHOM yKasaTene «HauuoHanbHble cTaHgapThli». B cnyvae
nepecMoTpa (3aMeHbl) WM OTMEHbl HACTOALLEro cTaHjapTa CooTBeTCTBYLee yBeJoMeHne byaeT
ony6/iMKoBaHO B Gvkanliem BbINyCKe eXeMecA4YHOro WMHGOPMaUNOHHOro ykasaTens «HauuoHasbHble
cTaHgapThi». CooTBeTCTBYyWLWAas UHpopmauns, ysegoMeHne U TeKCTbl pasMeLlalnTCca Takke B UH-
hopmaLmnoHHON cucTeme o6Lero nob3oBaHNs — Ha odmumanbHOM caliTe defepasbHOro areHTcTBa no
TEexXHUYeCKOMY perynnpoBaHuio U MeTposiornm B ceTu MHTepHeT (Www.rst.gov.ru)

© OdgopmneHne. dPreyY «MHCTUTYT cTaHgapTmMsayum», 2025

HacTosiwuii ctaHAapT He MOXeT 6biTb MOJTHOCTbLI0 MM YaCTMYHO BOCMPOU3BEAEH, TUPAXMPOBAH U pac-
npocTpaHeH B KauecTBe OPMLMANBHOIO M3faHusa 6e3 paspeleHns defepanbHOro areHTcTBa No TEXHUYECKO-
My PerysimpoBaHuilo 1 MeTposiornu
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BBepgeHune

Mcnonb3oBaHWe HeoHaTaNlbHOr0 CKPUHMHIA AN15 BbIIBNIEHUA MEPBUYHLIX UMMYHOAEMULUTHBIX COCTONA-
HuiA (MAA) v cnHanbHOW MblweyHol aTpodgun (CMA) npepcTaBnsieT coboil HOBbIA py6ex B o6nactyu obuie-
CTBEHHOrO 3paBOOXPaHEHNS N ANUAEMNONOTNYECKNX UCCNen0BaHuiA.

ML — xunsHeyrpoxarwwmne 3aboneBaHnsa C BbIpaXeHHOW reHeTUYeCKON reTeporeHHoOCTb, B OCHOBE KO-
TOpbIX Nexar gedekTbl pa3IiMiHbIX 3BEHbEB NMMYHUTETA. Ha HAcTOAWMA MOMEHT M3BeCcTHO noytn 500 reHos,
accouMnpoOBaHHbIX C PA3BUTUEM K/IMHUYECKU 3HAYMMbBIX UMMYHONOINYECKNX feeKToB.

MpepctaBneHna o pacnpoctpaHeHHocTn MW/ B nonynsauum HenpepbiBHO nepecmaTpusBalroTca Nno mepe
HakKonJeHns HOBbIX AaHHbIX. Ewe HepgaBHO MW/ cuuTanuce KpaliHe peaknmu 3aboneBaHUsAMM, HO B nocneg-
HWe rofbl UX 4acToTy OLEeHUBAaT Kak MUHUMYM 0AHO Ha 10 Teic. HaceneHusa. Mpynna NMNA o6beaunHaeT 6onee
450 gnarHo3oB. Tsxenble hopmbl ML NpuBOAAT K NeTanbHbIM MCXOA4aM B NepBble ABa rofa XusHu. MeHee
TsAXesnble (DOPMbl BbI3bIBAKOT HEOOPATMMble U3MEHEHUS B OpraHM3Me, KOTOpble 3HAYUTENLHO CHUXAIT Kaye-
CTBO XW3HW YesioBeKa U NPUBOAAT K MHBaNuan3sauuu.

BbisBneHne Hambonee taxenbix opm MU ¢ NOMOLWbIO HEOHATA/IBHOTO CKPUHWHIA, A0 PasBUTUSA WUH-
heKLMOHHbIX MOPaXeHUn, NO3BOANT 3HAYUTENBHO YAYULWNTL NPOTHO3 NaLMeEHTOB C TsxenbiMu dhopmammn ML
N YMEHbLNTb MNafeHYeCcKYl0 U AEeTCKYl0 CMEePTHOCTL B LesIOM.

CMA — Hacnepgyemoe HepBHO-MbILLEYHOE reHeTuyeckoe 3abosieBaHue, Bbi3biBalOLWEe MoOpaxeHue
ABUraTenbHbIX HEAPOHOB NepeaHUX POroB CNMHHOrO Mo3ra. CMA ogHO 13 Hanbonee pacnpocTpaHeHHbIX Ha-
cnepyembix 3aboneBaHuii B Mupe, B cpegHeM Habnwgaetca y ogHoro m3 7500 HOBOPOXAEHHbIX. Y nofgasns-
IolLero 60/bWNHCTBA NaUUeHTOB npuynHoii CMA siBnsieTcss roMo3UroTHas ageneuns 7 ak3oHa B reHe SMN1
XpoMocoMbl 5. FeTepo3unroTbl MO 3TON Aeneuun He NPOSABAAIOT NPU3HAKOB 3a60/1eBaHNS, HO SAB/ISKOTCHA OCHOB-
HbIMW HOcUTeNnAMK 3aboneBaHnsa B NONYAALUN.

B nporpamMMy paclUMpPeHHOro HeoHaTa/lbHOrO CKpUHMHTa B Poccuiickoin depepaumm Kpome Hacneg-
CTBEHHbIX 60ne3Heli o6meHa BewecTs, ¢ 2023 1. BkaoveHbl CMA u M. NabopatopHas guarHoctuka MUA Ha
JOK/IMHNYECKO cTaaun BO3MOXHA C NMOMOLLbI0O KO/IMYECTBEHHOrO onpefesnieHns mapkepos T- un B-kneTouHoro
numaonoasa (TREC n KREC), a Takke CMA KayeCTBEHHbIM BbliBNEeHWEM feneuun 7 3k3oHa reHa SMN1
MeTOAOM MOSIMMEPA3HOA LEeNHOl peakuun B pexume peanbHoro spemenun (MUP-PB) c ncnonb3oBaHvem 3a-
perncTpupoBaHHbIX MEAULMHCKUX M3AeNuii Ana AuarHocTUKM in vitro.

NabopaTopHasa AnarHocTuka konuyectBeHHoro onpegeneHna TREC, KREC 1 KayeCTBEHHOrO BbisiB/e-
HUA geneuun 7 ak3oHa reHa SMN1 u3 o6pasuos CIK BkioyaeT B ceba ABe cTaguu:

1) BbigeneHne OHK u3 nccnepgyembix o6pasLoB, MOXeT BkAw4YaTb nu3nc obpasyos, copbuyuio AHK Ha
MarHUTHble YacTuLibl, OTMbIBKX W 3/110LMIO;

2) amnnudukauna metogom lMLP B peanbHOM BpeMeHM C UCMNOMb30BaHMeM cneuunduyeckmx nparive-
poB ¥ TM6PMAN3ALMOHHBLIX 30HA0B.

TREC un KREC — 310 konbueBugHble dparmeHtol AHK, npoaykTel popmupoBaHua peuentopoB T- U
B-kneTokK, KOTOpblE CUTHANIU3UPYIOT O co3peBaHnu T- U B-nuMmdounTos cooTBeTCTBEHHO. OHN COMPOBOXAANT
co3peBaHue npakTnyeckn scex T- n B-nuMpounToB 1 cnyxaT mapkepaMmu ux konuyectsa. CHUXeHWe Kosu-
yectBa TREC yka3sbiBaeT Ha fedekT B auddepeHynposaHum T-kneTok. CKkopee BCero, y Takoro pebeHka
6yayT npobnemMbl C pa3BUTUEM K/IETOYHOIO UMMYHHOro oteeta. CHmxeHne konnyectsa KREC curHanusupyert
0 gedekTte B pa3BuTUM B-kNeToK, KOTOPbIA CBA3aH C HECNOCOOGHOCTBLIO NOJSIHOLEHHO BbipabartbiBaTb aHTMTeNa
B OTBET Ha MHMEKLUMIO 1N BaKLUHALMIO.

MWpOBOI ONbIT UCMO/Ib30BAHUA KO/TMYECTBEHHOTO onpegeneHns TREC B HeoHaTallbHOM CKPUHUHTE Ha-
ynHaeTca ¢ 2005 . n nokasbiBaeT BbICOKY ahheKTUBHOCTL onpefeneHna TREC B cyxux nATHaxX KpoBu AN
ANArHOCTUKN TSHKeNol KOMBUHMPOBAHHON MMMYHHON HegocTaTouyHOCTU (TKMH) y HOBOPOXAEHHbIX AETEN.

Momumo TKWH ¢ nomowbio Mapkepa TREC ypaetca BbisiBNATb criydanm T-kNeTOYHOW NMMAOMNEHUN:
cuHgpomManbHble copmbl MAL 1 BpoxAeHHble aedekTbl nMMyHuUTeTa (BAW) ¢ gedektamu Tumyca, a takxe
nuMmdoneHnn, He cBf3aHHble ¢ BAW, B nepByl ovepenb AUMEONEHUN HELOHOLWEHHbIX AeTeld, nmetouime
CBOWCTBO paspewarbca No Mepe pocta pebeHka M CO3peBaHMA MMMYHHOIW cucTembl. Takxe numdoneHns
(NMpenmyLecTBEHHO 3a CYEeT CHWXeHUs T-numMoLnTOB) OTMeYaeTCsa Y HOBOPOXAEHHBIX C TEYEHNEM reHepa-
NIN30BaHHbIX UH(EKLNIA, TaKnX NaLMeHTOB BbIIBAAKT B paMKax HEOHATa/IbHOTO CKPUHUHIA C MOMOLLbIO onpe-
peneHusa TREC. Uucno naymeHToB ¢ T-numdoneHunein, He cBasaHHo ¢ TKVH, B 601blWNX NONYASUMOHHbIX
nccnefoBaHnax npesbiwaeT yncio naymeHTos ¢ TKMH B Tpu-yeTbipe pasa.

BknioueHne KREC B HeoHaTaslbHbIli CKPUHWHT AOMNO/IHUTE/IbHO NO3BOJIUT BbIABNATL OTAE/IbHbIE dop-
Mbl TKWH c Huskumu B-numdountamm, KoTopble MOTyT ObiTb MPONyLLEeHbl Mpu AeTekuun Tonbko TREC
(Hanpumep, runomopgHbie opmbl geduuymta ADA, cuHgpom Jlyn-bap, cuHgpom HwuiimereHa). Ho nepso-
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oyepenHoOi 3apadvei nccnegosaHua KREC sfBnseTca paHHAS AuarHocTuka nauuMeHTOB € arammarnobynm-
Hemuen (AlT).

B HacToswem cTaHgapTe npuBedeHbl metoabl MLP-PB, Tpe6oBaHUs K MeAWUWMHCKAM u3genusam gns
ANarHocTukn in vitro gna naéopaTtopHoit gmarHoctukn MWL n CMA, a Takke TpeboBaHusA K BHyTpunabopa-
TOPHOMY KOHTpPO/to kadecTBa (BIK) nabopaTtopuii yyacTByHOLWMUX B PaCLUMPEHHOM HEOHATa/lbHOM CKPUHUHTE.
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HAUWOHANBbBHBLW CTAHAOAPT POCCUMCKOMN SGEAQLEPALUNMN

KINMHWYECKWNE NABOPATOPHbBIE NCCNEALOBAHUNA

MeTopg nonMMmepasHoi LEenHoW peakuun B peasibHOM BPEMEHM
ONA BbISABMEHNSA NEPBUYHbIX UMMYHOAEMUUNTHBLIX COCTOAHUIA U CNMHAaNBbHOW MbllWeYHOl aTpodun
B o0pa3uax Cyxmx naATeH KpoBU

Clinical laboratory testing. Real-time PCR assay for the detection of primary immune deficiency diseases and spinal
muscular atrophy in dried blood samples

[Jara BBegeHns — 2025—10—01

1 O6nactb NpPMMeHeHUs

HacTosawwmin ctaHaapT ycTaHaB/nBaeT Npoueaypy BbISABAEHUS MEPBUYHbIX UMMYHOAEMULNTHBIX COCTO-
aunin (ML) n cnuHanbHol MbiweYvHol atpocdumn (CMA) B paMKkax HeoHaTaNlbHOr0O CKPUHWHIa C MCMNO/ib30Ba-
Hnem obpasLoB cyxux nateH kposu (CIIK).

HacTtosawwuin ctaHgapT ycTaHaBivBaeT TpeboBaHusA AN NpoBeAeHnss nabopaTopHOro mccnefoBaHus,
BK/Il0YasA KanubpoBKY U BHYTPEHHUI KOHTPO/b KayecTsa.

2 HopmaTuBHbIE CCbIJIKM

B HacToswWwem cTaHfapTe UCMNOMb30BaHbl HOPMATUBHbIE CCbINIKU Ha cnejyloume ctaHgapTbl:

FOCT P CO 15189 MepguuuHckme nabopatopun. TpeboBaHMUA K KAYE€CTBY M KOMNETEHTHOCTH

FOCT P NCO 18113-1 MeauuUHCKMe nU3aenua ans AnarHocTuky in vitro. MHopmauus, npefocTaB/eH-
Has nsrotoButenem (mapkuposka). Yactb 1. TepMmuHbl, onpegeneHnsa un obuime tpebosBaHns

FOCT P CO 20395 BuotexHonorusa. TpeboBaHus K oueHke ap(PeKTMBHOCTU METOA0B KOIMYECTBEHHO-
ro onpefefnieHnsa nocnefoBaTesibHOCTEW HYKTENHOBbIX KNCAOT-MuleHen. KonnyectseHHasa MUP v uudposas
nupP

MpumevyaHne — [Mpu NOMb30BaHWM HACTOSILLMM CTAHAAPTOM Lie/Iecoo6pa3Ho NpoBepUTh AelCTBME CCbIoY-
HbIX CTaHAAPTOB B MH(POPMALIMOHHOW CUCTEME OBLLETO NOMb30BaHUS — HAa OPMLMaIbHOM caiiTe deaepasibHOTO areHT-
CTBa MO TEXHUYECKOMY PErynMpoBaHuio Y METPO/IOTMM B CETU VIHTEPHET WM NO EXerofHOMy MH(opMaLOHHOMY yKa3a-
Teno «HauyoHasbHble CTaHAAPTbk», KOTOPbIA OMy6/IMKOBAH MO COCTOSIHMIO Ha 1 siHBapsi TEKyLLero roga, M ro Bbimyckam
€XeMeCSIYHOTO MHIOPMALIMOHHOTIO yKasaTens «HauvoHa bHble CTaHAapTb» 3a TeKyLWii rofd, ECnm 3amMeHeH CCblIOYHbIi
CTaHJapT, Ha KOTOpbIi faHa HeJaTMpOBaHHAs CCblKa, TO PEKOMEHAYETCS UCMOMb30BaTh AECTBYHIOLLYI0 BEPCUIO 3TOr0
cTaHaapTa C yYeToM BCEX BHECEHHbIX B AaHHYH0 BEPCUI0 M3MEHeHWA. EC/M 3aMeHeH CCbINIOYHbIA CTaHaapT, Ha KOTopblii
[laHa AaTMpoBaHHAsH CCbiKa, TO PEKOMEHAYETCS MCMOJb30BaTh BEPCUIO 3TOr0 CTaHAapTa C yKa3aHHbIM Bbille rofoM yT-
BEPXAEHVs1 (MpUHATKST). Ecnm nocne yTBEPXAEHNS HACTOSILLEro CTaHJapTa B CCbUIOYHbIA CTaHAApT, Ha KOTOpbIA AaHa
[laTVPOBaHHas CCbI/IKA, BHECEHO M3MEHEHMe, 3aTparvBatoLiee NnosiokKeHe, Ha KOTOPOE AaHa CCblfka, TO 3TO MOJSIoKeHue
PEKOMEHAYETCS MPUMEHSATbL 6e3 yyeTa [AaHHOTO M3MeHeHUs1. ECnM CCbINOYHbIA CTaH4apT OTMEHEH 6e3 3aMeHbl, TO Mosio-
XeHUe, B KOTOPOM AaHa CChlIKa Ha HEro, PEKOMEHAYETCS MPUMEHSTh B YaCTUW, HE 3aTParvBaroLLei 3Ty CCbUIKY.

3 TepMuHBI, onpeaeneHns U CoKpalleHus

3.1 TepMuUHbI 1 onpeaesieHNA

B HacToAwem crtaHpaprte npumMeHeHbl TepMmuHbl no FOCT P MCO 15189, TOCT P NCO 18113-1,
FOCT P NCO 20395, a Takke cnegywuwme TePMUHbI C COOTBETCTBYOLWUMN onpeseneHnaMu.

M3pgaHne odumumnanbHoe
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3.1.1 B-knetku (B-numdcoyntbl): OfHa u3 ABYX OCHOBHbIX NONynsuuii NMMQOLNTOB, KOTOPble UMET
aHTuUreH-cneymdyeckne peLenTopbl 1 y4acTByOT B TyMOpPasibHOM UMMYHUTETE U 06pa3oBaHUn aHTuTeN.

MpumedyaHne — lNpeawecTBEHHKN B-kneTok, npogyumpyemble B KOCTHOM Mo3re, AndhepeHLMpyOTCs 1 Co-
3peBaloT B KOCTHOM MO3re, Cefie3eHKe M numdpatnyecknx yanax. Bo Bpems 3Toro npouecca npeawecTBeHHKM B-KneTok
nepecTpamBalT 06/1aCcT CBOEro reHoma, coaepxailue reHbl BapuabesibHOW M KOHCTaHTHOW oGnacteil, ¢ obpasoBaHu-
€M MocnefoBaTeilbHOCTEN, KOAUPYIOLWMX TSHKeIble U fierkMe Uennm MMMYHOr00yanHa, KOTopble 06pasyroT UX aHTUreH-
cneuucuyeckme peLenTopbl U CEKpeTUpyeMble aHTUTeNa.

3.1.2 30HA: OfHOUENnoYeYHblli ONIMTOHYKNeOoTn, UCNOoNb3yeMblid ANA naeHTudnkaumm cneyngmnyeckmnx
Monekyn AHK wnan PHK, Hecywmnx KoMnaeMeHTapHylo nocsefoBaTesibHOCTb.

3.1.3 K-pgeneynoHHbI aneMeHT peuenTtopa B-kneTtok; KREC: KonbueBas cTpyktypa AHK, o6pasyto-
wasca kak noboyHbIi NPoAyKT hopMmUpoBaHnsa cneundrnyecknx peuentopos B-numdoumnTos.

MpumedyaHne — PasnmuHblie BUAbl kpyroB HK obpasytoTca BO BpeMs noc/iegoBaTesibHbIX NEPeCTPoeK, KOTo-
pble NPUBOAAT K TSHXKE/I0A KOMOMHUPOBAHHOW UMMYHHOI HepocTaTtouHocTh (TKUH).

3.1.4 nonunmepasHas uenHas peakuyus; MLP: MonyyeHne MHOXecTBa KOMWA mocnepoBaTeslbHOCTU
OHK nocpeAcTBOM MHOroOKpaTHOro TEPMOLMKIMPOBAHUS CMecu, cogepxalwein: reHomHyw AHK nnan komnne-
MeHTapHyt [AHK, nonyyeHHyio n3 PHK (maTpuua); TepmoctabunbHyto AHK-nonmmepasy; ONUTOHYKNeoTu-
Abl-npalimepbl, KoTopble gononHsawT 3'-(Npsamyt) n 6'-(06paTHy0) nocnegoBaTesibHOCTU, naHkMpyowme
nocniefoBaTesibHOCTb-MULWLEHb; Oe30KCUHYKNeo3naTpudocdaTbl 1 gpyrne KOMMNOHEHTbl, Heobxoaumble A4
peakuunu.

MpumevyaHune — MNUP yacTo HasbIBAOT «amnangukaLms», a HakonaeHHbIe KOnnn onpeaeneHHon nocneposa-
TensHocT JHK — «aMnnkoH».

3.1.5 npaimep: OnuroHykneotng o6bl4HO N3 18—25 oCHOBaHWi, KOTOPLIA NpU rMGpuansaynumn ¢ Kom-
naeMeHTapHoin uenbto MaTpuuHoii AHK B npucytctBun AHK-nonnmepasbl n HykneosmaTpudgocdartoB onpe-
nenset caT nHuynaunm cuHtesa AHK c ero 3'-OH-KoHUOB.

MpumeyaHune — lMpaiimepbl HEO6X0AMMbI Anst amnandmkaumn AHK 1 4omkHbl 6bITb CNeuMgUYHbIMK 4115 Bbl-
6paHHOro aMnsivkoHa.

3.1.6 cyxoe naTHO KpoBwu; CIIK: BbicylweHHOe c onpeesieHHbIMU NPefoCTOPOXHOCTAMN U B onpeje-
NEeHHbIX YC/I0BUAX NATHO KPOBW, NpeaBapuTesibHO HaHEeCEHHOe Ha TecT-6/1aHKk.

MpumeyvaHusa

1 [ina nonyyeHust Cyxmx NATEH KPOBY MPUMEHSIFOT HOCUTENIM Ha OCHOBE (huIbTPOBasIbHONM BymMaru uam Lesnonossi.
[na nonyyeHus cyxoro nATHa KpoBWU 0ObIYHO BblAENEeHHbIE YePHbIM KPYroM 30HbI Ha TecT-6n1aHke (kapTte atpu) nponuTol-
BalOT KanunspHON KPOBbLO, B3ATOW U3 NATKM HOBOPOXAEHHOro MM nasbla nauveHTa crapliero sospacta. [lonyckaercs
UCMOJIb30BaHME KPOBM, B3SITOA B NPOGUPKY C 3TWIEHAWAMWHTETPAYKCYCHOW KUCNoToW. KaTteropuyecky 3anpelueHo umc-
nosb30BaTb KPOBb, B3ATYH B MPOOGUPKY C renaprHoM.

2 OO6bIYHO 06pa3el, LiebHO KpoBM 06BEMOM NPUGIN3MTENbHO 50 MKT HAHOCAT Ha KPyr, HaneyaTaHHbIi Ha nsb-
TPOBa/IbHOW Gymare avameTpom 12—13 MM, 1 BbICYLUMBAKT Ha BO34yXe MPU KOMHATHON TemnepaType A5 TpaHCnopTu-
pOBaHusA U/ XpaHeHus.

3 lMpu HeoHaTanbHOM cKpuHuHre CIK 6epyT HenocpeacTBEHHO M3 MATKM HOBOPOXAEHHOTO 6e3 MCnonb30BaHus
AHTUKOAryNsHTOB, T. K. aHTMKOArysHTbl, 0COBEHHO renapuH, OKasbiBalT B/USHME Ha pe3y/bTaTbl UCCNefoBaHUS.

3.1.7 TecT-6naHK: BbnaHk (kapTouyka) M3 cneunasnbHOl MAbTPOBAsNbHONW Gymarn onpefeneHHbIX pas-
MEepOB ¥ CBOICTB C HaneyaTaHHbIMW Ha HEM Kpyramu ANA BHECEHUA Kanesb KPOBU, UAEHTUUKaLMOHHbIX
JaHHbIX nauneHTa n B3ATOro y Hero obpasua.

3.1.8 T-kneTkn (T-numdoynTbl): OfHa M3 ABYX OCHOBHbLIX NONyAauuiAi MMM OLUTOB, KOTOpPble MMEIOT
aHTuUreH-cneymduryeckne peuenTopbl U y4acTBYIOT B KTIETOYHOM WUMMYHUTETE, LUTOTOKCUYHOCTU Y UMMYHHOM
perynauuu.

MpumeyaHune — MNpeawecTBEHHNKM T-KNETOK, NPoAyLMPYEMbIE B KOCTHOM Mo3re, AndichepeHumpyoTcs 1 co-
3peBatoT B TUMyce. Bo Bpemsi 3TOro npouecca npellecTBeHHNKN T-KNeTOK nepecTtpanBatoT 06/1acTy CBOEro reHoma, Co-
Jepxawiye reHbl BapuabenbHOW 1 KOHCTAHTHOW o6nacTeil, ¢ 06pa3oBaHMEM MOC/Ie[0BaTENbHOCTEN, KOTOpPbIE KOAUPYHOT
[ABa nentuga ux aHTUreH-cneynduyeckmx peuentopoB (peuenTtop T-KNeTKn).

3.1.9 3kcuuM3noHHble Kosbua T-knetouyHoro peuentopa; TREC: KonbueBas cTpyktypa AHK, o6pa-
3ylouiascs kak no6ouHbIi NPpoAyKT hopmMmnpoBaHusa cneynduruyeckmx peuentopos T-numMgoumnTos.
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3.2 CokpalweHus

B HacToAWeM cTaHAapTe NPUMEHEHbI creayole CokpalleHus:

BK — BHYTpPEHHWI KOHTPO/b;

BIMK — BHyTpunabopaToOpHbIA KOHTPO/Ib Ka4yecTBa;

OHK — pe3okcnpnboHyKnenHoBas KMCnoTa,;

KMUP — konunuyectBeHHaa nonmMmepasHaa uenHas peakuus;

OAOTA — aTuneHgnamMmHTETpayKCcycHasa KucnoTa;

SMN1 (survival motor neuron 1 gene) — reH BbDKMBAEMOCTM MOTOHENPOHOB 1;
Taq — TepmocTabunbHaga (nonumepasa).

4 MeTopf NoNMMepPasHON LENHOW peakunn B peasibHOM BpeMeHU

4.1 TILUP B peasibHOM BpeMeHu

4.1.1 O6wme NoNoXeHns

B ocHoBe TLIP B peanbHOM BpEMEHM NIEXWUT peakuyus CUHTe3a HYKJEeWHOBbIX KWC/OT C yyacTuem
cneundnyecknx ONMFOHYKNeOTUAHbIX MnocnefoBaTenbHOCTel, cogepxawnx dayopecueHTHy0 MeTky. [pu
amnandukaunun dparmeHTa aHanuTa NPOUCXOAUT McnyckaHue drnyopecueHuun, KoTopas geTekTupyeTcs B
peanbHOM BpEMEHMW, NMO3BOJISIET CYANTb O HAKOMEeHUU cneunduyecknx NpoayKToB peakuuun. Mo pesynbTaram
n3mepeHns dpyopecueHumm npnuéop cTpouT rpaddmk amnangukaymm n BbICHNTbIBAET LUK KOIMYECTBEHHOTO
onpepeneHus Cq.

MpnmeuvaHne 1— Lukn konuyectBeHHOro onpegenenns Cq— aT1o obLWwnii TEPMUH, KOTOPbIA BKIOYAET No-
poroBoe 3HauveHune uuknia (Cf), Touky nepeceueHnsi (Cp), TOUKY oTcyeTa M BCE OCTaUlbHble CneunasibHble TEPMUHbI NpU-
60pOoB, OTHOCALMECS K APOGHOMY UMKy, NCNOJb3yeMble 4151 KONMYECTBEHHOIO ONPeAeneHns KOHLEHTpaLMy MULLEHENR
B aHasnm3e KIUP.

[FOCT P NCO 20395]

NccneposaHua metogom MUP B peansHom BpemeHu (MUP-PB) fOMKHBI KOHTPONMPOBATLCA B TOM YuUC-
ne AN OueHKM KayecTBa NPOXOXAeHUA peakuuun. na aTux uene NPUMEHSIOT NONOXUTE bHbIA (NpeJocTaBs-
nseTcsa M3roToBUTENEM) U OTpuLaTeNbHbIA KOHTPOMN, KOTOPbIE MCMONbL3YIOT NPU KaxaoM uccnegosaHun. Mo-
NOXUTENbHbIN KOHTPONb AOJ/DKEH BKAOYATb KOHTPO/b MPOXOXAEHWA peakuuu u, npu HeobxopgmmocTtu, BK,
KOTOPbIA amMnandununpyeTcss BMecTe C UCC/ieAyeMbIMU aHanMTaMu A5 CHUXEHUSA pucKa NOSyvyeHMs NI0XHO-
oTpuuartenbHbiX pe3ynbTaTtoB. BK mMoxeT 6biTb Kak 9K30T€HHbIM, TakK W 3HAOTeHHbIM. JOK30reHHblli BK npeg-
cTaBnsieT co60l/i UCKYCCTBEHHYH HYKIEOTUAHYI0O nocnefoBaTesibHOCTb, f06aBaseMyo B obpasel Ha cTtaguu
BblAeneHnss. DHAOreHHblli BK HaxoguTca BHYTpM o6pasua v BblAensieTcs BMecTe C aHanuTamu, Hanpumep
reH «joMallHero xossicTea» 4yenoseka, ecnu B MNLP uccnegyoT obpasey 6monormyeckoro marepuana na-
umeHTa. B aTtom cnyvae aHporeHHbli BK aBnsetca nokasatenem apdekTMBHOCTU BbigeneHnsa reHomHol AHK
yenoseka. OTpuuaTesnbHbI KOHTPONb MCNO/Mb3YIOT B KayecTBe MnokasaTenss OTCYTCTBMSA Hecneundmnyeckoro
NPOXOXAEHUA peakuunn.

MpuHUMN MeTofa, KOTOPbIA NEXWUT B OCHOBE MEAMULMHCKOTO M3genvns ANs AMarHocTuMKM in vitro gnsa ko-
nnyecteeHHoro onpegenedna JHKTREC n KREC, ocHoBaH Ha KOJIMYECTBEHHOM OMpefesieHUn CofepXaHus
konuii AHK TREC n KREC c nomoublo cneynguruyeckmx K aTUM yyacTkam npamMepoB U rmbpuansalmoHHbIX
30HA40B (p1yopecueHTHO MeYeHHbIX 30HA0B) u Taq AHK-nonmmepasbl ¢ nocnegywuwmm onpegesieHnemM Ha-
KonneHunsa crneyudunyeckoro yopecueHTHOro curHana Ha amnandgukartope.

Ons knuHnyeckoin oueHkn ypoBHsa OHK TREC n KREC ucnonb3yoT oTHoweHne TREC n KREC u konu-
yecTBa sigpocogepXxalinx Knetok (nekoynTtoB). B cBS3M € 3TUM A1 KO/IMYECTBEHHOro onpegenexnns AHK
TREC n KREC Heobxoanmo onpefensitb ypoBeHb reHomHoW AHK, kak npaBuio 04HOKOMWAHOIO reHa, KoTo-
pblii MO3BOMAET OLEHUTb KOSIMYECTBO AAEPHbIX KIeTOK KpoBM (pedepeHCHbI reH). C yyeTom pedepeHCHOro
reHa (sHgoreHHoro BK) npoBoasT nepecuet konmyectsa konuini AHK TREC n KREC B nccnegyemom obpasue
Ha 105 agpocogepxalux kneTok (neikounTos).

Ona CMA pesynbTaT yuYnmTbiBalOT B BUAE pasHuUbl MeXay 3HauYeHUAMU noporosbixX uuknos (Cp) ans
SMN1 n BK B COOTBETCTBMM C UCMONb3YEMbIM MELULUHCKUM U3gennem AN AUarHOCTUKK in Vvitro.
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4.1.2 KonunyectBeHHasa lMUP

Ecnu B MUP-PB npucyTcTBYIOT Kanmbpartopbl (KambpoBOYHble 06pasubl C M3BECTHON KOHUEeHTpayunen
aHannTa), TO B KaX40M o6pa3Le MOXHO BblYMCANTb KOHUeHTpauuo aHanuta — KIMLUP (konnuyectBeHHas TMLP
C MCNO/Ib30BaHNEM KanmbpoBOYHOW KpPUBOIA).

KMLIP B peanbHOM BpeMeHU onpeaensanT Kak amnangukaumto cneuymduryecknx cermeHtos AHK ¢ konu-
4YeCTBEHHOI oueHKol cneyndunyeckux MLP npoaykToB B npouecce amnaudukaynn. B 1o Bpemsa kak MNMUP Boc-
npov3BOAMT Konuu cooTeBeTcTByowel AHK nocnegoBatensHOCTM, DIyOpeCLEHTHbIN Mapkep dayopecuympyeT
npsAMO NPOMNOpPLMOHaNbHO Konu4yecTBy npucytcteywwen JHK (4To TeopeTuyeckn mMoOXeT ObiTb paccumMTaHo
nyTeM o6paTHbIX BblYMCAEHUI ANA NOMYYEHUS MCXOLHOro KonuvectBa onpegeneHHoin AHK, npucyTcTBytowei
B npobe nepeg Havyasnom MLP). KanMbpoBOYHYH KPUBYK CTPOST, MCMOMb3Ys HE3ABUCUMbIE U3MEPUTESIbHbIE
3TasIOHbl C yKa3aHHbIMU abCOMNIOTHLIMW N OTHOCUTENIbHBIMU KOHUEHTPAaLUAMW, KOTOPbIE MMEIT TaKyl Xe unm
aHanornMyHy mMartpuuy, 4To 1 uccnegyemble npobbl. KOHueHTpauum nccnegyemblx Nnpob oueHnBaroT No Kanu-
6GPOBOYHOW KPUBOIA.

[ns BbluMCNEeHUa KOHLEHTpauum aHanuTa B peakuun A0/KHbI NPUCYTCTBOBAaTh Kannbpartopbl. Kannbpa-
TOpbl NpeAcTaBnAsAT co60i ob6pa3ubl C U3BECTHOW KOHUEHTpauuel aHanuTa, 3a4yacTyl MX roToBAT U3 nnas-
MU, COAEpXalMnX amnanuumpyemMblii oparMeHT. [Ans NOCTPOEHUS KanMbpoOBOYHOW KPMBOM MUHMMAsIbHO
HeobxoAMMO TpW CTaHgapTa pasHbiX KOHLEHTpauuii, HO pekoMeHAyeTCsa MCNOAb30BaTb OT YeTblpex u bonee.
C nomouibio KanMbpoBOYHON KPMBOW BLIYMCASAKT KOHUEHTpauMnm aHanMTtoB B ob6bpasue. XapakTepuctukammu
KannbpoBOYHOWN KPUBOW SABNAKTCHA 3P PEKTUBHOCTb M KO3 PULMEHT Koppensuum R2, no aTum nokasaTesnsim
OLEeHMBaKT afeKBaTHOCTb Ka/inbpoBKW, B ngeanbHOM c/yyae oHu ctpematcsa kK 100 % m 1 coOTBETCTBEHHO.

4.1.3 OTHOCUTeNibHaA KosimyecTtBeHHas MUP

KonuyecTBeHHOE onpegesnieHne HyK/IeEMHOBOM KWUC/OTbl, OCHOBAHHOE Ha 3HAa4YeHWU MOPOroBOro LuKNa
pecepeHcHoro aHannTa, 6e3 NCNo/Ib30BaHUA KasIMGPOBOYHOM KPMBOW YaCTO Ha3blBAKT «OTHOCUTESIbHbIM KO-
NNYeCcTBEHHbIM onpegeneHnem». B 3ToM cnyyae KONMYECTBO LE/IeBOr0 aHanmMTa MOXeT ObiTb BbIYMC/IEHO B
norapugmumyeckoii opmMe OTHOCUTENbLHO pedEepPeHCHOro aHanuTa. B oCHOBe BblUMCAEHUIA nexaT 3kcnepu-
MEHTa/IbHO yCTaHOBMEeHHble 3aBnucumocT Cp OT KOHLEeHTpaLnMmM maTpuubl B 3TaNOHHbIX o6pasuax (kanuépa-
Topax) A4Na Kaxporo uccrepgyemoro aHanuta. Mpy ycnoBMM CXOAHbIX 3HayYeHun adpgpekTuBHocTn MUP ansa
LesieBOro n pepepeHcHOro aHaanToB 3HavyeHue aenbta Cp pakTUyeckn BbipaxaeT N3MEpPEHME OTHOLIEHUS KX
KONTMYECTBEHHbIX 3HAYEHUIA.

Ona onpepenennsa otHoweHna TREC n KREC un konuuyectBa nenkouyntoB (konun/105 nelikoumToB)
MCMONb3YKT pacyeT, KOTOpbI/ BK/OYAET TPU COCTaB/ISAKOLWME:

- pasHuUuy MOpOroBbIX LMKIOB (genbta Cp) BoisiBnsemoin muwernn (TREC nnam KREC) u pedepeHcHoro
reHa. 3ta pasHuua onpegenset konuyectso konnin TREC nnn KREC K kaxgoin konunm pedepeHCHOro rexa;

- B OHOW KNeTke NpUCYTCTBYIOT ABE KONUM pedepeHCHOro reHa, No3ToMy Komvectso konuit TREC vnnn
KREC K Kaxaoin konun peddepeHCHOro reHa criegyet YMHOXUTb Ha 2;

- NOMPaBOYHbII KOS PULMEHT ANA KOPPEKLMN pasnMynMii NOPOroBOro uukaa npu ognMHakoBOM Kosvye-
cTBe BbigBNsemoli muwenn (TREC nnn KREC) n pedepeHcHoro reHa (BBugy pasnuuusa agpektusHocty MUP
0N pa3HbliX aHa/INToB).

5 OpraHunsauus 6e3onacHoi AesATeslbHOCTU MeAUUUHCKUX flabopaTopuii
pPacLUMPEHHOr0 HEOHATA/ILHOIO CKPUHMHIA

MeauunHckne nabopaTopun pacliMpPEHHOro HeoHaTa/IbHOTO CKPMHUHTA PYKOBOZACTBYIOTCS B CBOEW Ae-
ATEeNbHOCTU HOPMAaTMBHbLIMUW NpaBoBbIMW akTamu Poccuiickoin depgepauunn, TOCT P NCO 15189. Ana cHuxe-
HUA pucKa MOJSTyYeHUSA KaK NTIOXHOMOMOXUTESIbHbIX, TakK U JIOXHOOTpULAaTEeNbHbIX pe3ynbTaToB MUccnefoBaHus
MeguUuHCKne nabopatopum obecneymBalT 4ONOMHUTENIbHbIE Mepbl 6e30NacHOCTH.

Cnoco6HocTb MUP amnandunymposate o4HY MOEKYy O3Ha4yaeT, YTO CefoBble KonmyecTsa npumMmeceli
OHK moryT cnyxnTb matpuuyamy 1M NpUBOAUTL K JIOXHOMOMTOXUTENbHBbIM peakuuamMm amnaudukayumn (amnaun-
hvkauma HenpaBunbHON MaTpuubl). Hanbonee pacnpocTpaHeHHbIMW UCTOYHMKaMK 3arpasHswowein AHK aB-
nawTcsa npeabigywmne npenapatol AHK, nnasmugHas AHK vnnan npoaykTel npeablgywnx amnandukaumin MLUP.

[na npepoTeBpaleHns KOHTaMMHaLMW CYLWEeCTBYOT 0b6liMe npaBuia u npoueaypbl, KOTOpbIMU criegyet
pykoBogcTBoBaTbCcA B nabopartopuu, BbinosHawweln MLUP.

[Ons Bblpe3aHns 06pa3uoB M3 PUNbTPOBa/bHONW BymMarm MOXHO MCNOMb30BaTb CheyuasbHble aHTUCTa-
TUYECKME MHCTPYMEHTbI ANA HeWTpanusaunu ctaTmvyecknx 3apsfoB, KOTOpble MOTyT MelaTtb npouefype Bbl-



FOCT P 72026—2025

pe3aHusa. MpuMmepamun Taknx MeAULUHCKNX U3LENniA U NX NPUHALNEXHOCTEN ABMASOTCA aHTUCTaTUYecKne nu-
CcTO/MeTbl, CNpen, KOBPUKM M 6pacneTsl, nabopaTtopHas 3awWuTHas ogexaa, nepyartku, o6yBb.

TexHuyeckoe obcnyxmBaHue u nepuogunveckas ounmctka (exenHEBHO, eXeHefeslbHO, eXEeMeCSYHO)
ob6opypoBaHunsa ans nepgopauyun CMK 1 pexywmx MHCTPYMEHTOB, HEOOX0AUMbI ANA yAaneHUs BOPCUHOK U
Mycopa c nepdpopaTtopa, ronoBku nepcoparopa WM pexywmx MHCTpyMeHToB. O6opyaoBaHue ans nepgo-
paumn n peskn CIMK MOXHO 04MCTUTb, 06paboTaB pexyLiyl NOBEPXHOCTb MHCTPYMEHTa B COOTBETCTBUU C
aKcnayaTalyMOHHON AOKyMeHTauuen n3roToBuTens MeguLUHCKOro n3genus.

Mocne nepdopauynn CMK B MHOrOAYHOYHbIW NaHWeT pekoMeHayeTcsa caenatb Kak MUHUMYM OfHY Bbl-
pe3Ky 13 YNCTON PUIbTPOBAIbLHON ByMarn ¢ NOMOLLbI TOr0 Xe PexyL,ero MHCTpymeHTa (6e3 NnpoMeXyTOo4YHOol
0YMCTKN), KOTOPbLIA 6bI1 MCNob30BaH Ana obpasuos CIK.

Nab6opaTtopun fonxHbl cobnwaarte npasuna yrmnansaunm MeauuMHCKUX OTXOA0B B OTHOLEHUN NPOAYK-
TOB peakuun amnaudukaymmn, npenapatos JHK n o6pasyoB Bo nsbexaHue sarpsasHeHuns. MNMpoaykTbl peakuum
amnandvkaumm n npenapatbl AHK, He oTkpbiBasA Npo6MpoK, HEOH6XOAMMO 3aneyaTbiBaTb B repMeTUYHbIE aB-
TOKNaBMpyeMble NAacTUKOBbIe MakeTbl A8 OTXO40B U CKAaAMpoBaTh C ApYruMu nabopaTtopHbIMKU 0TX04aMu.

6 BHyTpunabopaTopHbIli KOHTPO/Ib KayecTBa

6.1 O6uwure NONOXEHUS

NabopaTtopun, KOTOpble MCMOMAL3YIOT MEANLNHCKAE M3AEeNna ANa AuarHocTuku in vitro gna nabopaTtop-
HoW anarHocTukn ML n CMA, Bo/MKHbI MMeThb npoueaypy BJIK ona MOHMTOpWMHra NoOCTOSHHOW [OCTOBEPHO-
CTW pe3ynbTaTtoB MCCrefOoBaHu.

KoHTponbHbIN 06pasey ans BJIK gomkeH npeactaBnaTb M3 cebs CMK oT mayMeHTOB C NOATBEPXAEH-
HbiM AuarHosom MO n CMA. Tomumo 3Toro, octaslwueca nocne uccneposaHnsa CIIK HOBOPOXAEHHbIX C
noATBepXAeHHbIM anarHosom MUA nam CMA aBNAIOTCA LEHHbIM CPaBHUTENIbHLIM MaTepuanom Ansa nabopa-
TOPUKN, KOTOPbLIA crefyeT apXuBMpoBaTb B NOAXOAALLMX YC/IOBUAX XPAHEHUA U UCMOJIb30BaTb 3KOHOMHO.

6.2 V3roTtoBsieHMe KOHTPOJ/IbHbIX 06pa3yoB ana M4 n CMA

[ns V3roToBNeHWS KOHTPOJIbHbIX 06pasu0B MCNO/b3YIOT BEHO3HYO KPOBb (COOGpaHHyl B npobupku c
OATA) OoT nauMeHToB € NoATBEPXAEHHbIM AnarHo3om MO n CMA, KOTOpPYHO HAHOCAT Ha TecT-6/1aHK.

Ona n3rotoenenna CIK goctaTtoyHo HebonbWwoOro o6bema 6uonornyeckoro matepmana (go 100 mkn).
TecT-6N1aHKN MapKUpyloT nepes HaHeceHMem obpasua ¢ ykasaHuem guardosa MA[ (c ykasaHnem konumyectsa
konuii TREC, KREC) unu CMA. lMocne HaHeceHNs KPOBU Ha TecT-6/1aHK obpasel, BblAEPXUBAKT A0 MOJIHOIO
BblCbIXaHUA B TeYEeHWEe He MeHee [BYyX 4acoB Mpu KOMHATHON Temnepartype Tak, 4ToObl OH He conpukacascs ¢
Apyrumn TecTt-6n1aHkamu. ocne BbiCylWMBAHNA TeCT-6/1aHKW CKNafblBalOT B UHAUBUAYANbHYIO yNakoBKy (Ha-
npumMep, zip-nakeT) C BAaronornoTuTeneM, 4Tobbl OHU He conpukacanucb Mexay co6oii.

6.3 Vcnonb3oBaHMe KOHTPOJIbHbIX 06pasuyos ansa MNAL n CMA

KoHTponbHble o6pasubl ana M4 n CMA fo/mKHbI NPOXOAMTb BCe 3aTanbl MccnefoBaHua kak obpasubl
ClK nauneHToB Npu HeoHaTa/lbHOM CKPWHWHIE W OJHO3HAYHO ONpefenAaTbCcA Kak obpasubl OT nayueHToB C
cooTBeTCcTBYOWMMKN anarHosamu ML n CMA.

B cBAA3U C YHMKaNbLHOCTbIO 06pa3L0oB OT NauuMeHTOB C NoATBepPXAEeHHbIMW anarHodamu ML n CMA u
MX OrpaHWYeHHbIM KO/INYECTBOM, PEKOMEHAYeTCs WMCNOoMb30BaTb KOHTPOJIbHbIe 06pasubl Mpu CMeHe napTuu
MeAULMHCKUX n3genuii Ans AMarHocTUKK in Vitro, npu cMeHe MeAULMHCKOro U3genusa AN ANarHocTuky in vitro,
a Takxe He pexe OHOro pasa B Mecsl,.

6.4 XpaHeHWe KOHTPONbHbIX o6pa3uyos aAna N4 n CMA

Hapnexauiee xpaHeHue KOHTPOJibHbIXx 06pasyoB ans ML n CMA obecneumBaeT HagexHocTb BJIK.
ClK cnepyeT xpaHuTb B UHAWBUAYANbHON ynakoBke, cofepXalieli BAaronornoTnuTens.

XpaHutb CMK Heob6xo4MmMo nNpu KOMHATHOW TemnepaTtype He 6onee 24 Mec B 3alMWEHHOM OT COJIHUA
MecTe.
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