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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

CMMCOK COKPALLIEHWI 1 OBO3HAYEHWIA

B HaCTOALLEN MHCTPYKLMN NCMIONB3YOTCA CELYHOLLME COKPALLEHNA 1 0003Ha4EHNS:

Arg aPrvHUH

Asa aprVHUH-HTAPHas KicnoTa

0 CBOOO/IHbIN KAPHUTUH

C10 [NIEKaHOWNKAPHUTUH

C10:1 [IeKEHOUKAPHUTIH

C12 [0[1eKAHOUNKAPHUTUH

C14 TETPaAEKAHOUNKAPHUTUH (MUDUCTUONKAPHUTIAH)

G144 TETPAAEKEHOUIKAPHUTIH

C140H 3-TNAPOKCU-TETPAZIEKAHOUTIKAPHUTIH

C16 reKkcaaekaHoNKapHUTUH (ManbMUTONAKAPHUTVH)

C16:10H\C17 3-TUAPOKCH-TEKCAEKEHOMNKAPHUTUH\'ENTaAEKaHOUIKAPHUTUH

C160H 3-TULPOKCH-TEKCAEKAHOUNKAPHUTMH

C18 0KTaJKaHOUNKAPHWUTUH (CTEPOUNKAPHUTMH)

C18:1 OKTa[EKEHOMNKAPHUTUH (ONENNKapHUTIH)

C18:10H 3-TNAPOKCU-0KTaEKEHOMNKAPHUTVH

C180H 3-TNAPOKCU-0KTaEKAHOUNKAPHUTVH

G2 aLeTUNKAPHUTUH

C3 NPONVOHUKAPHUTUH

C4 OYTUDPUNKAPHUTLH

C4DC\C50H METUNMAIOHUI\3-TUAPOKCU-M30BANEPUIKAPHUTIH
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TONbKO LNA HAYYHO-UCCNE[ZOBATENbLCKUX LENEH
C5 1130BaNepUNKApHUTUH
C5:1 TUMUNKAPHUTUH
C5DC\C60H TNYTapUAKAPHUTUH\3-TMAPOKCU-TEKCAHOUNKAPHUTVH
C6 rEKCAHOMKAPHUTMH
C8 OKTAHOWUKAPHUTUH
Cit LUMTPYNANH
LeuMlle\Pro-OH NeAUMHW30NeALMH\TMAPOKCUNPONNH
Met METUOHMH
MPP 3-(5-meun-1H-nupa3on-3-un) NponaoBoii KUCNOTbI
MRM MOHUTOPUHT MHOXECTBEHHbIX peaKLni
MS1 n MS2 KBaZpynons
MSMS, MCMC | TaHAieMHast MacC-CnekTpoMeTpus
Phe (DeHUTANAHMH
SA CYKLMHUIALETOH
Tyr TUPO3MH
NANC AedununT cpefHeLenoyeyHoi aumn-KoA-fermaporeHassl
an [I0BEPUTENbHbII UHTEpBA
BA 30BaEPMaHOBAs aUMAEMUS
HBO HacnecTBEHHbIe 60N1e3HN 0OMEHa BELLECTB
Mk M MOHOWM30TOMHbIA MUK, UCNONb3YEMbliA NI N3MEPEHUN
Mukn M+n J0NOHUTENBHbIE MIKN
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

BBEJEHUE

HacnencTeeHHble 6one3Hu o6meHa BeliecT (HBO) — OBLIMPHBIA KNAace MOHOMEHHbIX
3a60n1eBaHMiA, KOTOPbIE CBA3AHBI C MyTALMAMY B reHax (DEPMEHTOB 1 GENKOB, Y4ACTBYHOLLIAX B
MeTabonn3me Knetkin. B pesynbTare reHeTnyeckux abeppaunii onpeenéHHas bruoxumnyeckas
peakust 61I0KMPYETC, YTO NPUBOAWT K HAKOMMEHIKD B KNETKAX TOKCMYECKUX METabouTOB,
NpUBOAS K rpyObIM [eeKTam passuTis Unn rnbenin opraHiuama [1].

[ins HBO xapakTepHo 0CTPOE Ha4ano, Npu 3TOM BPEMS KIMHUYECKOI MaHWecTaLmum
BapuabenbHo 11 3aBUCUT OT BWAA 3a60fEBaHNs, €ro reHeTudeckoro tama. OfHako B
00MbLUIMHCTBE CNy4aeB 60Me3Hb [eOOTMPYET B PaHHEM BO3pacTe, 00YCNOBNNBAs BbICOKYH
NETanbHOCTb, 0COBEHHO B NEPBbIN MO X13HY. Ha CEroAHSLLHIA AEHb BbIAENSHOT 15 0CHOBHbIX
rpynn HBQ B 3aBIUCUMOCTY OT NOBPEXIEHHOMO METaboMN4ecKoro nyTv [2].

HacnencteHHble  HapyweHWs — OOMEHAa  aMMHOKWCNOT — (HacnefCTBEHHbIE
amMUHOAUMAONATI) W HapYLLEHWI LinkNa 06pa30BaHNs MOYeBIHbI — ABE Hanbonee 06LIMPHbIE
11 PacnpoCcTpaHeHHble B nonynsauui rpynnbl HBO, KOTOPbIE MEKOT ayTOCOMHO-ELIECCUBHBIiA
AN  HacnefjoBaHWs  (KpOMe  HeJO0CTaToMHOCTA  OPHUTUHTPaHcKapbomunasbl,  KoTopas
HacneqyeTcs no X-cuennexHomy Tuny) (tabnuua 1) [3, 4, 5, 8].
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

Tabnuua 1 — Knaccudukaums Hanbonee 4acTo BCTPEYAMOLLMXCS HAPYLLEHHIA 06MEHa
AMUHOKMCNOT 1 HapylIeHWA UWKna 00pa3oBaHMst MOYeBWHbI B  3aBUCUMOCTI  OT
OMOXMMUYECKOr0 iedekTa

HacnepcTeeHHble Tun
HapylweHus 06MeHa led ®epmeHT Hacne- | OMIM
AMVHOKNC/IOT J10BaHUS
HapyueHust 06MeHa apomaTinyeckix aMUHOKICOT
DeHUNKETOHypHst
KnaceuecKas PAH DeHUNanaHnHrnapoKcnasa AP | 261600
Tun A—PTS [ Tun A— 6-n1pyBONITTETPArAPONTEPIHCIHTA3A 261640
FnepeHInanaHHeMS Tun B — GCH1 | Tun B — ryaHosuHTprdhocdharUmkroruapornasa 1 » 233910
BH4-nechuuTHas Tun C— QDPR | Tun C — anruaponTepuavHpesykTasa 261630
Tun D—PCBD1|Tun D — nTepuH-4-anbta- 264070
kapGuHonamMHaernaparasa
DymapunavieToaleTasa
Tupoaunemus, Tan | |FAH (bymapunaleTorponasa) AP | 276700
Tuposunemus, Tan |1 | TAT Tnpo3vHaMMHOTPaHC(epasa AP | 276600
Tuposuxemus, Tan Il [HPD 4-rnapoKCUEHNNMPYBATOKCHAA3a AP | 276710
AnkanTorypus HGD OKc1Aa3a roMoreHTU3MHOBOI KUCNOTbI AP | 203500
Hapyueue o6MeHa aMUHOKUCIIOT G Pa3BETBEHHON LiEMbH0
Tun 1A - Tun 1A — E1-cybbeanHuua
BCKDHA [NIerporeHa3Horo Komnnekca
BoneaHs «kneHogoro | Tun 18 — aNb(a-KeTOKICNOT C PA3BETBIEHHOI LIENbIo 248600
cipona» (neiumHo3)  |BCKDHB Tun 1B — E1-cy6beanHuua AP 246900
Tun2 —DBT |Tun 2 — E2-npoTemH
Tun3—DLD |Tun 3 — E3-npotemH
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

HacnefcTeeHHble Tun
HapyLueHns 06MeHa Ten depmeHt Hacne- | OMIM
aMuHoKNCnoT JI0BaHMA
1130BanepuaxoBas MuToxoHapuansHas
aunypust VD n3oBanepun-KoA-fernaporexasa AP | 243500
MeTunmanoHoBas
aunaypus (knacenseckast, MUT MeTumanonmn-KoA mytasa AP | 251000
peancTeHTHas k B12)
Tun cblA — MUTOXOHAPHANbHBIA
MetunmanoHoBas T chIA —MMAA 6eN0K METUMANOHOBOA aunaypun
auypus Tun cbIB—MMAB  |yna A
conpooxaaiouecs | TN METUNaMOHOBO | Tyn chIB — MATOXOHZpHaNbHas AP | 251000
HapyLﬁUEHMEM auw%v)oww C Avamna-afeHo3unTpaHctepasa
MeTab0nm3ma ¢ AecuumnTom o
BUTaMHa B12 MeTUIManoHm-KoA- TN METUaMOHOBO/: aLAYPUN
anumepasbl — MCEE C AECDALTOM
METUI-ManoHnn-KoA-anumepas!
Tun cblF —LMBRD1  |Tun cblF — nm3ocomansHbiii
TPaHcnopTep KobanamnHa
MeTnnmanoHoBoiA Tun ¢bID — MMADHC | Tun ¢bID — MUTOXOHAPHANbHbIN 277380
aunaypus ) 6en0K METUIMAINOHOBOI aumaypui u | AP | 277410
€ FOMOLMCTUHYpUeit TOMOLMCTAHYUY Tvna D 277400
Tun ¢bIC — MMACHC |Tun cblC — 6enok MeTuManoHoBoi
aUWaypYIA U FOMOUMCTHYPUM Tvna G
MponuoHosas PCCA
AyDA PCCB [ponuoxun-KoA-kap6okcunasa AP | 606054
HapyLueHus 06MeHa cepocoiepKalLux aMUHOKMCOT
ToMOUMCTUHYpHS! 6RTA- ‘
Knaceueckas CBS LncTatnon-6eTa-cunTasa AP | 236200
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

Tun
HacnencTeeHHble HapyLueHns I
eH DepMeHT Hacne- | OMIM
06MeHa aMAHOKMCTOT LoBaHS
[omoumCTIHYpUS, 0BYCNOBNEHHAR
THKeNbIM fenumutom MTHFR  [MemwnexTetparmapochonarpeaykrasa | AP | 236250
METUIIEHTETPArVAPOdhoNaTpeyKTasbl
HapyLuexst 06MeHa rmunHa (HEKETOTUYECKAR TMNeprinuMHeMIs)

HekeTotu4eckas runeprimunHemMins ‘ P-6enok rnunH-pacLennaioLLei ‘ ‘
(rMuUMHOBAs aHUedanonarus, Twn 1) GLDC CUCTEMbI MUTOXOHAPMIA AP | 605899
HapyLuenuns Lykna Mo4eBinHo00pa3osaxns

HepocTatouHocTb

N-aLE WA O TAMATCHHTETA3b! NAGS N-augTunroTamaTcuHTeTasa AP | 608300
HepocrarouHocTs

KADBOMOMIDOCATCHHTE a3 T CPS1 KapbamonndocdarciHTerasa 1 AP [237300
HepocTaro4HocTb X-cuen-
ODHUTAHTDAHCKADGAMITAZH! 0TC OpHuTVHKapBomonnTpaHcdepasa b 300461
Lutpynnntemns,

"N 1 (HeAOCTATOHHOCTb ASS1 AprUHUHCYKUMHATCHHTETa3a 1 AP | 603470
APTVHUHCYKLMHATCHHTETA3b!)

APryHUHSHTapHas aunaypus

(HE[OCTATO4HOCTD ASL ApruHUHCYKUMHATNIMA3a AP | 608310
aPIHUHCYKUMHATINASbI)

ApruHuHemmns

(He0CTaTOYHOCTb ApriHasbl) ARG Aprasa AP~ | 207800
CUHAPOM rUNepOPHIUTUHEMMN, ;

TUNepaMmMoHNEMUN, ORNT1 OMlciTlmo:aupwaanbm TPEHCMODTED | ap [ 238970
TOMOLMTDYNIMHY PV p

Lutpynnntemns,

W0 2 (HeoKaTanbHas hophia) SLC25A13 | DeduumT umuTpuHa AP | 605814
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

MpumevyaHnue — BH4-TetparuapobuonTepuy;
AP — 2YTOCOMHO-PELIECCUBHbIA TUM HACTEA0BAHS.

CnexTp KMHIYECKIX NPOSIBNEHWIA JAHHOI rpyNMbl 3a00N1€BaHNIA TETEPOTEHEH 1 3aBICIT
OT TSKECTU TEYeHWs 11 BO3pacTa MaHudecTauum 3abonesaqins. COOp CeMeiHOro aHamHesa
04€Hb BXEH NPU NOJ03PEHIM Y NALMEHTA HA HANMYINe 3a00NEBaHIIA JaHHbIX MPYNN: HAM4ME
B CEMbE POZCTBEHHMKOB C 3a[1EPXXKOM MCIXOPEYEBOro PasBUTIS, CyAOPOXKHBIM CUHLAPOMOM,
[JBUraTenbHbIMU HAPYLLEHUAMIA, MPOrPECCUPYIOLLIAM MOPAXEHNEM MEYEHM, PAHHINE CMEPTH B
Ccembe ([eTeit U B3POCTbIX B MONOOM BO3pacTe), 6NM3KOpOACTBEHHbIIA 6pak [3, 6, 7, 8].

OTANYUTENBHOM  OCOBEHHOCTBIO HACMEACTBEHHBIX AMMHOALMAONATUA 1 HapyLIEHA
LMKna 06pa3oBaHMs MOYEBMHbI, kak u nopasnsioero wicna HBO, fasnserca 1o, 410
KNHWYECKIE NPOSIBNEHUS HE BCETAA CMeundU4Hbl 11 XapakTepuayioTes GONbLUMM Y1CHOM
TEHO- 1 (DEHOKOMMIA, 3TO ABNSIETCH OOBEKTUBHOM NPUYMHON, 3aTPYAHAIOLIEA TOYHYH
[JUArHOCTUKY 3TMX 3a00M1eBaHNIA, NPOTEKAIOLLNX B PSAE CNY4aeB NOL MACKON MHDEKLMOHHbIX
00Mne3Hel, JeTCKOro LiepepanbHoro napanuya, anunencuu. B cBA3W C 3TUM, B OCHOBE
N1abopaTopHO  MArHOCTUKA  NEXIT  BbISBNEHWE  BbICOKOCMELMMPU4HBIX  GUOXMMUHECKUX
MapkepoB 3abonesaxiii [1, 9].

CornacHo npukasy Munaapasa Poccum o1 21 anpenst 2022 1. Ne 2741 «06 yTBepXaeHUN
lopsAoka 0Ka3aHns MEOWMUMHCKOA TMOMOLM MauneHTaMm C  BPOXKAEHHbIMM W (Mnn)
HacneacTBEHHbIMM 3a60neBaHNaMU», ¢ 01 aHBaps 2023 . Ha BCel TeppuTopUmM POCCHIACKON
DefiepaLim HEOHATANbHbI CKDUHUHT PAcLUMpeH A0 36 rpynn HO300rMiA 1 HanpaBneH Ha
MaccoBoe (0e30TOOPHOE) 00CNEN0BaHNE HOBOPOX/EHHBIX HA BPOXAEHHbIE W (Mnw)
HACMeCTBEHHbIE 3a00/1EBaHIS AN PAHHETO AOKNMHYECKOO BbISBNIEHNS 3a601EBAHINA U KX
CBOEBPEMEHHOIO NEYEHUst C LENMblo MPOCUNAKTUKA PaHHE CMepTU U WHBANMAN3aLui
nereit [5].
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

B pamkax npoBefieHNs PacLUMPEHHOr0 HEOHATaNbHOrO CKPUHWHIA PerfiaMeHTUPOBaHO
MPOBEJEHME  LIUTOrEHETUYECKMX, MOMEKYNAPHO-LIATOTEHETAYECKIX 11 BMOXMMUYECKIAX
WcCNeaoBaHA. BuOXUMMYECKUE UCCNEoBaHUs, B NEPBYHD 04epelib, C UCMONb30BaHMEM
METO/a TaHAEMHOI MacC-CMIEKTPOMETPI, MO3BOASKOT OnpedenuTs rpynny pucka no HBO u
Ha3HauuTb MOATBEPXKAAOUME TECTbI HA OCHOBE MOMEKYNAPHO-TEHETNYECKUX METO/0B
TECTMpoBaHus [5].

BaxHO, YTO HacfefCTBEHHbIE aMIHOAUMAONATAM 11 HAPYLEHUS LIKNA 06pa3oBaHus
MOYEBUHbI  KOPPEKTUPYIOTCA ¢ NOMOLUbIO  [veToTepanuu, Kkotopas opMmupyetcst B
3aBUCUMOCTI OT 3a00/1eBaHIA, BO3PACTa, MACCO-POCTOBBbIX MOKa3aTenew, (U3n4ecKon
aKTUBHOCTH, CTAOWMbHOCTU COCTOSHUS AW Hanu4us MeTabonu4eckoi [ekoMneHcawmm
nauveHTa, a Ans psfa 3aboneBaHWi yxe paspaboTaHa W BHeApeHa B MPaKTUKy
naToreHeT4eckas Tepaniis. YCnewHocTb TepanesTUyeckix MepOnpUSTUl HanpAMYHO 3aBUCHT
OT CBOEBPEMEHHOCTM TMOCTAHOBKM AMarHo3a, Mo3ToMy NpoBeJEHUe  PaCcLUMPEHHOro
HEOHATANbHOT0 CKPUHIMHIA ABNAeTC Haubonee 3eKTUBHbIM MOAXOAOM K paHHeMy
BbIBNEHUIO NALUEHTOB C HACNEACTBEHHbIMI METAB0NNYECKMI 3360NEBaHUSMN.
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENEN
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

AHaNUTBI: aMUHOKICNOTbI, CYKLMHUNALETOH, CBOOOAHBI KAPHUTUH 11 aLMAKAPHUTUHbI

(Tabnuua 2)

Tabnuua 2 — BelwecTsa, onpeaensemble ¢ NOMOLLb0 Habopa peareHTos Heockput 30

Ha3Banue onpepfensieMoro BeLgcTBa

CokpalieHHoe Ha3BaHme

AMUHOKUCAOTBI
ApritHuH Arg
AprvHUH-HTapHag Kucnota' Asa
Lutpynnnt Cit
JIeMUMHI30NSALMH\ MAPOKCUNPONAH’ LeuNlIg\Pro-OH
MeTnoHuH Met
DeHnnanainy Phe
TNpo3nH Tyr
KapHUTUHbI

(CBOGO/HbII KApHUTH C0
AueTUnKapHUTIH (2
[1ponnOHNNKAPHUTIAH C3
ByTMpUnKapHUTUH C4
MeTvnManoHumM3-rIpoKCH-N30BANEPUIKAPHUTUH C4DC/C50H
130BanepunkapHuTIH C5
TUrMUNKaPHUTUH C5:1

[ N1y TaPUNKAPHUTUH\3-T Y IDOKCU-TEKCAHOUKAPHITUH' C5DC\C60H
[ eKCaHOUIKAPHUTUH C6
(OKTaHONNKAPHUTIH C8

Heockpun 30 © WUHCTPYKumMs No npUMEHEHNo
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

Ha3spaHue onpefiensieMoro BelLecTsa CokpalleHHoe Ha3BaHue
[leKaHOUNKapHUTUH C10
[leKeHOUNKAPHITUH C10:1
[l0/1eKaHOUNKAPHUTH C12
TeTpafiekaHoNNKapHUTIAH (MAPUCTONKAPHUTIH) C14
TeTpaZieKeHOUNKAPHUTIH G141
3-rMAPOKCH-TETPAAEKAHONIKAPHUTH C140H
I'eKCaieKaHOUKApPHUTUH (NanbMUTONNKAPHUTIH) C16
3-rMAPOKCH-TeKcaaeKkaHoNIKapHUTAH C160H
3-TVIPOKCH-TEKCA/IeKEHOUNKAPHUTUH\TENTA/CKAHOUNKAPHUTUH C16:10H\C17
OKTaeKkaHONNKAPHUTIH (CTEPONNKAPHUTIH) C18
(OKTafieKeHOUNKAPHUTIH (0NIENNKAPHITUH) (181
3-rMAPOKCH-O0KTa1eKaHOUNKAPHINTUH C180H
3-TNAPOKCH-0KTAIEKEHOUNKAPHUTIH C18:10H

KeToHbl
CyKUMHUNALETOH® | SA

" - ADIUHUH-AHTapHas KucnoTa (Asa) ONPeaEnsieTcs Kak 06LLast KOHLEHTPALWS apruHNH-SHTapHON
KMCNOTbI ¥ €€ aHrMApuaos

? - AHaInNTbI, yKasaHHbIE B 3TVX CTPOKAX, SBNSIOTCS NGO U30MEpamy, 60 U300apamu, 1 pasiuiuTs ux
B PaMKax TaHAEMHOr0 Macc-CrieKTpPOMETPUYECKOr0 3KCMIEPVMEHTA HEBOBMOXHO

* - 115 U3MEPEHIS CYKUMHUNALIETOHA HEOBXOAUMO UCTIOMb30BATL PaCTBOP Af1S ONPELESIEHNS HAMMHIS
CYKLIHINALETOHA, BXO/ALLWIA B COCTAB HAb0pa peareHTos
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

1 NMPEOHASHAYEHHOE NPUMEHEHME

1.1 TlonHoe HauMeHoBaHWe Habopa peareHToB: Habop peareHToB ANs KONWYECTBEHHOO
ONpeieneHns aMUHOKICAOT, CYKLUMHINALETOHA, CBOBOAHOTO KAPHUTUHA W ALMIKAPHUTUHOB
METOZOM TaH[EMHOIA MaCC-CNEKTPOMETPIM B 00pa3Liax CyXiX NATEH KPOBU HOBOPOXEHHBIX
[NS HEOHATaNbHOr0 CKPUHIHIA Ha HacnefCTBeHHble 60ne3Hu obmeHa (Heockpur 30), nanee
10 TEKCTY — HAOOP PEareHToB.

1.2 HasHayeHne: Habop peareHTOB MpefHasHaqeH AN KOAMYECTBEHHOTO OMpefeneHus
aMUHOKIACNIOT, CYKUMHINALETOH, CBOBOAHOMO KAPHUTWHA W aUMMKApHUTMHOB METOAOM
TaHAEMHOI MacC-CNEKTPOMETPIM B 00pasLiax CyXux NSTeH KPOBM HOBOPOXAEHHbIX ANA
HEOHATaNbHOr0 CKPUHMHIA HA HACNELCTBEHHbIE 60M1E3HIN 06MEHa.

1.3 DYHKUMOHANBHOE HAa3HAYEHWE: HEOHATANbHbIA CKDUHUHT.

1.4 TlokasaHuss K MPOBEAEHMI0 aHANN3A: CKPUHWHT  HOBOPOXAEHHbIX JETel  Ha
HacneaCTBEHHbIE 3200/1eBaHNA 06MeHa.

1.5 [1poTnBONOKa3aHs K NPUMEHEHIKO: NPOTUBONOKA3aHNIA K MPUMEHEHIKO HET.

1.6 [onynsumoHHble N feMorpachnyeckiie acnekTbl: HAO0p peareHToB NpefiHasHayeH aAns
CKPUHIHIa HOBOPOX/AEHHbIX J1ETE, MPUMEHEHNE HE 3aBUCKT OT MONYNALMOHHbIX ACNEKTOB.

1.7 06nacTb NPUMeHEHNs: HAGOp NPeIHA3HAYEH S Hay HO-MCCTIEZ0BATENbCKOI MPAKTHKIA.

1.8 TlpUMeHsTb Habop PeareHToB CTPOrO N0 HAa3HAYEHIK) COMNACHO JaHHOA UHCTPYKLUMIA NO
MPUMEHEHMIO.
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

2 XAPAKTEPUCTUKA HABOPA PEATEHTOB

2.1 Cocras Habopa peareHToB
Habop peareHToB BbiNyCKAETCS B [1BYX BapuaHTax UCMONHEHNS:

e (Dopma komnnekTaunn 1 SIBNSETCS rONOBHBIM N3AENUEM W BKIHO4AET BCE KOMMOHEHTI,
HeobXoauMble ANs NPOBEAEHIS aHanu3a.

o (dopma KOMNNEKTaLMN 2 BKNKYAET BCE KOMMOHEHTI, HEOOXOAUMbIE 1% NPOBEAEHNS
aHanu3a, 6e3 peaktea ans MCMC v peakTiBa nst 3KCTpaKLyA.

®opma Komnekrauum 1:
- BHyTpeHHue cTanaapTel, NMOPUAN3NPOBaHHbIE — 1 NPOBUPKA;
- [1siTHa MaTpuLLbl ¢ KOHTPONSMI HIU3KOrO (L) 1 BbICOKOrO (H) ypoBHei, 1 kapTodka — 5 .
- MukponnaHLeTbl 96-nyHo4Hble U-06pasHble — 2 ynakoski (no 10 wr.);
- Knesiuvecs nnéHku Anst MUKponnaHLueTos — 1 ynakoska (20 wr.);
- JTUKeTKM CO LUITPUXKOAAMU AN MAKPONAAHLIETOB — 1 ynakoBka (40 wr.);
- PacTBOp AN onpeaeneHns Hanuus CyKuMHUNaLeToHa — 1 npobupka (1,8 mn);
- PeaktvB ans akcTpakumm — 1 chnako (360 mn);
- Peaktvs ans MCMC — 1 conakot (800 mn).

®opma KomnekTauum 2:
- BHyTpeHHMe cTaHAapThl, NMOUNN3MPOBaHHbIe — 1 NpoGUpKa;
- [siTHa mMaTpuLLbl ¢ KOHTpONSMI HU3KOrO (L) 1 BbIcokoro (H) ypoBHei, 1 kapToyka — 5 wiT;
- MukponnaHLueTbl 96-nyHouHble U-06pasHble — 2 ynakoskiA (no 10 wr.);
- Knesiwmecs nnéHKi Anst MAKPONNAHLLETOB — 1 ynakoska (20 ww.);
- OTUKETKM CO LUTPUXKOAAMU 11 MAKDONaHLeToB — 1 ynakoska (40 wr.).
- PacTBop Ans onpefieneHus Hanuums CykuMHNaueTona — 1 npobupka (1,8 mn).
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

KoMnnexkTHoCTh:
- Habop peareHToB B OHOM 113 BAPUAHTOB CNONHEHNS — 1 W
- VHCTPYKLMS N0 NPUMEHEHMI0 — 1 3K3.;
- WAEHTU(UKALMOHHAR KapTO4Ka — 1 3K3.;
- MacnopT ka4ecTsa — 1 ak3.

BHeLHNiA BUA peareHToB

HanmeHoBaHne peareHToB BHewuHwii Bug
BHyTpeHHue CTaHaapTbI,
UOBMIN3ADOBAHHbIE MopoLLoK 1w rpaHynbl 6enoro LseTa
[sTHa MaTpULLb! KapToHHas kapTo4Ka ¢ mnbTPOBaNbLHON GyMaroi,
C KOHTPOMAMM HI3KOro (L) Ha KOTOPYHO HaHECEHb! 2 NATHA MATPULIbI HU3KOro YPOBHS (L)

1 BbICOKOrO (H) ypoBHeit, 1 kapToyka | U 2 MsTHA MaTPHLibl BbICOKOTO ypoBHs (H)
PacTsop na onpezeneHs Hannyus

Mpo3payHas GeCLBETHAS XUAKOCTb

CYKLMHNALETOHA
PeakTB Ains 3KCTpaKLmm Mpo3payHasi 6eCLBETHas XIOKOCTb
Peaktus ans MCMC lpo3payHas 6eCLBETHAS XUAKOCTb

Bce KOMNOHEHTbl Habopa peareHToB rOTOBbI K MPUMEHEHWHO 1 He TpebywT
J0NONHUTENBHOA NOArOTOBKIA K paboTe.

2.2 Konu4ectBo aHanuanpyemblx 00pasLoB
B kaxaom Habope peareHToB HeockpuH 30 COAEpXatcs PeakTvBbl AN MpoBeaeHUs
960 aHan3os.

2.3 [lpuHumn mMetoaa
MeToA: TaHAEeMHas Macc-CneKTPOMETPIAS; KONMYECTBEHHbIA aHann3.
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

MpuHLMN meToaa.

A3MepeHne KOHLIEHTPaLWiA aMUHOKICTOT, CYKUMHUNALIETOHA, CBOBOAHOM0 KapHUTUHA 1
aUUIKapHUTUHOB C UCNOb30BaHMEM Habopa peareHToB HeockpuH 30 BKMOHaeT B cebs atan
3KCTPaKUMIA aHanMTOB W3 BbICYLUEHHbIX MSTEH KPOBW PACTBOPOM, COAEPXALMM MeYeHble
CTabUMbHBIMI M30TONAMN BHYTPEHHWE CTAHAApTbl, W 3Tan aHanu3a C MChoNb30BaHWeM
CUCTEMbI TaHZEMHOI Macc-cnekTpomeTpui (MSMS) B pexine MORUTOPHHIA MHOXECTBEHHbIX
peakuwit (MRM) (pucyHok 1). PeaynbTart, nosty4aemblii no KaX oMy aHanuTy, COOTHECEHHBI ¢
€r0 BHYTPEHHIM CTaHAAPTOM, NPONOPLMOHANEH KOHLEHTPALMIN aHaNuTa.

CooTBeTcTBME MeXAay U3MEpPAEMbIMIU aHANUTamu 13 Haﬁopa 1 COOTHOCALUMMUNCA C HUMI
BHYTPEHHUMW KOHTPOSIAMM 1 KONINYECTBEHHBIMI CTaHAAPTaMI NPUBEAEHO B Tat’mmue 3.

Tabnuua 3 — AHanuTbl, U3MEPSEMbIE C MOMOLLBIO Habopa peareHTos Heockput 30, n
COOTBETCTBYIOLUWE M BHYTPEHHNE CTAHAAPTbI 1 KOHTPONM.

Axanmut BHyTpeHHwi cTaHzapT KonudecTBeHHbIN KOHTPONb
AMUHOKUCTIOTBI
Arg *Hy-Arg Arg
Asa* *HyArg Arg
Cit *H,-Cit Cit
Leulle\Pro-0H *Hy-Leu Leu
Met *H,-Met Met
Phe ’H,-Phe Phe
Tyr *H, Tyr Tyr
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

Ananut I BHyTpeHHMii cTaHaapt | Konn4ecTBeHHbIit KOHTPOIb
KeToHb!
SA | “HMPP | SA
Kaphutnbl
Co H,-C0 co
2 H-C2 2
[0%] H-C3 c3
c4 *H-C4 c4
C4DC\C50H *Hy-C5 C5
c5 H,-C5 C5
C5:1 H,-C5 C5
C5DC\C60H *H-C5DC C5DC
c6 H,-C6 C6
c8 H,-C8 c8
C10 *H-C10 C10
c10:1 *H-C10 c10
c12 H,-C12 12
C14 *H-C14 C14
G141 *H-C14 C14
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

Axanur BHyTpeHHuil cTanapT KonuyecTBeHHbIA KOHTPONb
C140H *H-C14 C14
C16 *H-C16 C16
C160H *Hy-C16 C16
C16:10H\C17 *H-C16 C16
C18 *H-C18 C18
c18:1 *Hy-C18 C18
C180H *H-C18 C18
C18:10H *H-C18 C18
* - ADrHIH-AHTaPHas KicnoTa (Asa) OnpeenseTcs kak 00LLas KOHLEHTPALNS apritHUH-AHTAPHON
KUCIIOTbI 1 €€ aHrapuaos
** - Me4eHoe CTabusbHbIMM H30TOMAaMIA NPOU3BOAHOE COBAMHEHNE
CykUMHUnaueToHa (SA) 3-(5-metun-1H-nupason-3-un) nponaxosas kucnora

Macc-cnexTpomeTpIyeckast C1UCTeMa COCTOUT U3 CUCTEMbI I0CTaBKY 06Pa3LioB, KOTopas
CBAA3aHa C YCTPOVCTBOM A1 MOHIN3ALIMM SMIEKTPOCTIPEEM 11 TDEXKBAAPYMOMBHOMO MACC-CrIeKTPOMETPA.

AHanuTbl, NPUCYTCTBYIOLME B 3KCTPaKTe 00pa3ua, LOCTABASIOTCS B MACC-CMIEKTPOMETP
4epe3 cuctemy AOCTaBKM 00pa3LOB. B WCTOMHWKE MOHW3AUMM 3NIEKTPOCTPEEM aHanWThI
MPVOBPETAIOT NONOXKUTENbHBIIA A OTPULATENbHBIA 3aPAS U NEPEXOAAT U3 PACTBOPEHHOI B
ra3000pasHyto (hasy. 3atem WOHbI NepeHoCaTCs B MaCcC-CNEKTPOMETP, KOTOPbIA COCTOUT U3
ngyx keagpynoneit (MS1 u MS2) 1 kamepbl COy[apEHUiA, PACNONOXEHHON MEXIy HUMU.
Macc-cneKTpOMETp COPTUPYET W OTAENSET MOHbI B 3aBIUCUMOCTI OT COOTHOLLEHIS UX MACChI K
3apsfy (3HaveHne m/z).
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

Mpy nony4eHm faqHbIX B pexime MRM MST HacTpanBaeTes A5 BbIG0pa POANUTENbCKIAX
NOHOB  OmpefeneHHoro Tuma. [locne oT6opa C momolibto  kBagpynons MST  unoH-
NPeALECTBEHHNK MepeaeTcss B kamepy COYAApeHWi, rae MpoMCXOAWUT WHAYLMPOBAHHAS
CTONMKHOBEHWAMI [INCCOLMALMS, W VOH-NPEALIECTBEHHIK (DPAarMEHTUPYeTCS Ha HECKOMbKO
NOH-NPOAYKTOB. M0Cne 3T0r0 TOMLKO UOHBI-NPOAYKTHI 33AaHHOM0 TNa MOryT NPOXOAWTb Yepes
kBagpynonb MS2 ans mocnemdytoliero AeTekTMpoBaHus u peructpauum MRM-nepexona
OHOB-MPE/ILIECTBEHHIKOB, ~ CMEUMMMYHbIX ANR  AAHHOTO aHanuta. Bce  oCTanbHble
NOHBI-NPOJYKTHI  OT(IMNLTPOBLIBAIOTCH. B Ka4ecTBe npuvepa Ha pPucyHke 1 nokasaHbl
XUMIYECKIE CTPYKTYPbI Arg 1 MOHA-NPOAYKTA B PEXUME NONOXKUTENbHON MOHM3ALMM.

ApruHuH MpoaykT
M/Z 1751 parmenTaymm
M/Z270.1
HN o] —
/LL /\/% 1.dparmenTauua
HN N OH ey
H M 2.duUnbTpaLua
® HN
©

PucyHnok 1. Mpuvep hparmeHTaunm ApruuHa B pexumve MRM

JKCTPaKUMA aHanMTa C MOMOLLUbKO Habopa peareHToB HeockpuH 30 OCyLLecTBAseTCS
nyTem ao6aBneHus B 06paseL; Ha atane HKy6aLm paboyero pactBopa Ans aKCTpaKLmm (CM.
pasaen 7.2 MoarotoBka KOMMOHEHTOB HAOOPa PeareHToB N5 UCCNEA0BAHMS), COCTOSALLEro 13
PeakTinsa s 3KCTPaKLMN 1 BHyTPeHHIX cTaHaapToB. OAHAKO AnS 3KCTPaKLM U U3MEpeHIs
CyKunHunauetoHa (SA) coednHeHve HEoBXOAMMO [AepuBaTM3MpOBaTh. 370 MPOUCXOLNT
0IHOBPEMEHHO C 3KCTPaKLMeid Apyrix aHanuToB npi Ao6GaBneHn anukeoTbl PacTeopa ans
ONpeSeneHns HaM4NA CyKUMHUNALETOHA K paboyemy pacTBopy s SKCTPaKLyi.
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

SA ABNSIETCA PEAKLUMOHHOCTIOCOOHBIM [MKETOHOM (DUCYHOK 2), B CUNy YEro [aHHbIiA
aHanUT MeeT CKMOHHOCTb K BCTYNIEHWO B PeakLnto C amuHorpynnamit aMMHOKICIOTHbBIX
0CTaTKOB, MMEIOLLMXCS B KDOBY NENTUA0B 1 6eMKOB. MoaTomy, kak npasuno, SA npucyTcTeyeT
B 06pasue B CBS3aHHOM C Gefkamu Buae (PUCYHOK 2). B CBA3M C 3TM B aHanuse C
1CTIONb30BaHNEM Habopa peareHToB HeockpuH 30 akCTparvpoBaHue SA ocyllecTBAsieTCS
C MOMOLLbI0 TApa3uHa (60nee CUbHOr0 OCHOBAHIAS, YeM aMUHOKUCTIOTHbIE OcTaTkm). B xoze
370/ peaKLin B3auMoeicTBIe SA ¢ 6enkamin yCTPaHAETCS U 3aMeLLaeTcsl 607ee CTabUbHbIM
B3aUMOLENCTBIEM C ANaMuHOM (rnapasuHom). B pesynbTare Takoii peakumn o6pasyercs
BbICOKOCTAOUbHbI NPOAYKT TuNa nupasona, KOTOprVI BMNOCNEACTBAN NOABEPraeTcs
3KCTPAKLWK C ApYrMU BELLECTBAMIA, ONpe/iensieMbIMi B paMKax 3T0ro aHanusa. Beneacteue
3TOr0 COAEPXaHue SA B pamkax aHanM3a C WCMoNb30BaHWEM CUCTEMbI TaHAEMHOM Macc-
cnextpomerpun  (MSMS) onpenensieTcss kak COfEpXaHUe MPOU3BOAHOTO COEAUHEHNS,
3-(5-meTun-1H-nupaszon-3-un) nponaxosoit kucnotsl (MPP) (pucyHok 3). B KoHe4HoM wTore,
KONM4eCTBEHHOE ONpeaeneHre SA Npon3BoAUTCS MyTeM 406aBneHus B paboynii pacTop Ans
3KCTPAKLYMI MEYEHOr0 PAAMOAKTVBHBIMIA N30TONAMM aHANOra NPONaH0BOI KCMOTHI B KA4ECTBE
BHYTPEHHEr0 CTaHAapTa.
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

R

HN/

QOcTarku aMWHOKUCIOT

OH
o
CB000aHbIN CYKUMHUNALETOH CyKUMHUNALETOH, CBA3aHHbIA ¢ Benkamu,

nenTngaMmu unu aMUHoOKMUCnoTamun

PucyHok 2. CBoBoaHbIE M CBA3AHHbIE C BeNkamit OPMbI CyKLMHINALETOHA (SA)
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Tonbko NS HAYYHO-UCCNELOBATENbCKUX YENE

R

HN/
R
R
"
o
R
H,N-NH,
o vapasuH NH,
(cunbHOe ocHoBaHue) CaoBoaHble Genku,
= nenTuabl UM aMUHOKACTIOTbI
LL|aBenesas kucnota
N o) (kmcnota) +
OH
N NH
o | = OH
CyKUMHUNALETOH, CBA3aHHbIN ¢ 6enkamu,
nenTuaaMM U aMMHOKMCNIoTamMn o

CB0GOAHbBIN U NONyYeHHbI B pesynbTarte
[NlepVBaTN3aLMN CYKLMHUMALIETOH,
3-(5-meTun-1H-nupason-3-un) nponaxosas kucnora (MPP)
PucyHok 3. [lepusatvsaums 1 3kcTpakLms cykuyuHunaueToHa (SA) Pactaopom
N4 OnpeeneHns Hanu4nsa cykunHunaLleToHa

2.4 Bpems npoBefeHIs aHan13a eauHNYHOr0 06pasLia CoCTaBNSIET 10 2 MUHYT.

Bpems BbINOMHEHMS aHanW3a MonMHoro nnadwwera (96 nyHok) — 200 MuHyT (npu
1ACMONb30BaHUN CTaHAAPTHbIX NapaMeTPOB MPOMBbIBKIA CUCTEMBI).

Mpo6onogrotoska — 90 MuH.
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

3 AHAJIUTUHECKUE XAPAKTEPUCTUKW HABOPA PEATEHTOB

AHanuUTU4ecKme XapakTepucTiki 11 aHanuToB ONpeSesieHbl 1 ykasatbl B COOTBETCTBUN C
XapakTepUCTUKAMN POACTBEHHBIX aHANWTOB. AHANMTUHECKWE XaPAKTEPUCTUKN POACTBEHHBIX
aHaANNTOB ABNAKOTCA PENPE3EHTATUBHBIMI AN BCEX aHANNUTOB, BXOAALLIX B COOTBETCTBYHOLLIYHO

rpynny.

Tabnuua 4 — AHanuTbl M COOTBETCTBYHOLLAM UM POLCTBEHHbBIE aHANMTBI

AHanut POACTBEHHbII aHANUT
Asa Arg
(5:1, C4DC\C50H C5
G101 C10
(14:1, C140H C14
C160H, C16:10H\C17 C16
(18:1, C180H, C18:10H C18

3.1 Tllpegen 0GHapyxeHus

Tabnuua 5 - [lpeaen o6HAPYXeHUs aHaNUTOB, onpe/ensiemMblx HabopPOM peareHToB

HeockpuH 30
TMpepen 06Hapyxexws,
Ananur PogcTBeHHbli aHanuT MKMon/
Arg Arg 0,450
Asa Arg 0,450
Cit Cit 1,180
Leu\lle\Pro-OH Leu 0,790
Met Met 0,610
Phe Phe 0,430
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HAaYYHO-UCCNNEeJOBATEAbLCKUX HENEN

[peaen 06HapyXeHus,

Ananut PoACTBEHHbIi aHannT MKMon/1
Tyr Tyr 0,750
0 o 0,170
C2 2 0,037
3 C3 0,016
C4 C4 0,108
C4DC\C50H C5 0,009
C5 C5 0,009
C5:1 C5 0,009
C5DC\C60H C5DC 0,094
6 6 0,005
C8 8 0,010
C10 C10 0,010
C10:1 C10 0,010
C12 C12 0,005
C14 C14 0,004
G144 C14 0,004
C140H C14 0,004
C16 C16 0,013
C160H C16 0,013
C16:10H\C17 C16 0,013
C18 C18 0,010
C18:1 C18 0,010
C180H C18 0,010
C18:10H C18 0,010
SA SA 0,186
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Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

3.2 CneundnyHocTb (NepekpecTHas peakTMBHOCTb)

Leu\lle\Pro-OH siBnstoTcs n3omepami v m3obapamu, U pasnuynTb UX B pamkax
TaHEMHOT0  MacC-CMIEKTPOMETPUHYECKOT0  3KCMEPUMEHTA  HEBO3MOXHO.  BblfaBaemblii
pe3ynbTar no NeilyHy SBASETCS CYMMON BCEX TPEX BELLECTB.

C4DC\C50H u C5DC\C60H: ananutel B napax C4DC\C50H u C5DC\C60H ssnstotcs
NPYPOAHLIMI AUMNKAPHUTUHAMM, KOTOPbIE MOrYT MPUCYTCTBOBATb B BbICYLUEHHBIX MATHAX
KpOBIA, 11 UX HEBO3MOXHO OTAENSTb JpYr OT ipyra B pamMkax aHanu3a ¢ ucnonib3oBaHnem
Habopa HeockpuH 30 13-3a nepekpbisaHing MRM-nepexoos. BennynHb! OTHOLIEHUS MACChI
K 3apady WOHOB-MPEALECTBEHHNKOB CocTaBnsoT 262 (8 cnysae C4DC, C50H) u 276
(B cnyyae C5DC, G60H), 11 BCce 3T1 BELECTBA UMEHOT aHaNOr4HbI MAEHTUMULMPYHOLLAA KX
WNOH-NPOAYKT (Macca/3apsa 85). BenefcTaue 3Toro npu Mcnonb3oBatun Habopa Heockpuk 30
pe3yfbTaTbl M0 3TUM aHANUTaM NOYYAHOT B Nape Kak CyMMApHYH BEMINHIHY, YTO MPaKTUYECK
aHanoryHo Cnyyato OnpedeneHus cogepxaqns LeuNle\rugpokeunponnHa. B cBssn ¢
CYyLLECTBOBAHMEM TaKOr0 YaCTU4HOMO MEPEKPbITAS PE3yNbTaTbl N0 3TUM aHAnUTaM [OMKHbI
NPEeACTaBNATLCS B OTHETE Kak KyMYNSTUBHAS KOHLIEHTPALWS COOTBETCTBYHOLLIAX IBYX aHANUTOB

pe.

C16:10H\C17: rentanekaHounkapHutuh (C17) WAGHTM(UUMPOBANK KaK  HOBbIN
Ouomapkep, CneunuyHbIA - AN HOBOPOXAEHHbIX C  NPOMMOHOBOI  aunaemuen n
METUAMANOHOBOI aunaemmeit. CooTHoLeHNe Maccs! K 3apsigy C17 1 aHanuta HeockpuH 30
aumnkaprutuia C16:10H (macca/3apsn 414) nepexpbiaecs. C NOMOLUbK) aHanu3a c
ucnonb3oBaxnem Habopa Heockpih 30 y HOBOPOX/EHHBIX C TaKM HapyLLEHEM MOTYT ObiTb
nonyyeHbl NoBbileHHbIe ypoBHM G16:10H. Kpome Toro, Bbicokie yposHu G16:10H B
COHETAHUN C APYTVMU FNAPOKCUNNPOBAHHBIMY aUMAKAPHATUHAMI C ANMHHON LEMbIO CBS3aHbI
¢ feduumtom  ANMHHOUENOYEYHOR  L-3-ruapokcuaunsi-KoA-gernaporeHassl v
TPU(YHKUMOHANBHON GESKOBOI HEJ0CTATOMHOCTbHO.
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OrpannymBaioLiee BAMSHUE CO CTOPOHbI MMKOB W30TOMOB M+2: aHanuTbl 1
BHYTPEHHME CTaHAAPTbI, KOHLEHTPALNS KOTOPbIX M3MEPSIETCS C NOMOLLbI0 Habopa HeockpuH
30, fat0T He ToMbKO Nk M (MOHOM30TOMHbIIA MK, MCNOMb3YEMbIA NPY U3MEPEHIM), HO 1 MAKKA
M+1, M+2 1 M+3. 3T JononHuTeNbHble Nuki TMna M+n NosIBNSOTCA BCMEACTBUE
CyLLIECTBOBAHMS B NPMPO/E CTabUMbHbIX M30TOMOB BOMbLUEl Macchl, Takux kak 13C, 15N unu
180. MMpu TaHAEMHOA MacC-CMEKTPOMETPUM CMOXHbIX 00pa3UoB, KOrfa NMPOM3BOANTCS
0ZIHOBPEMEHHbI aHANN3 PAaA aHANUTOB (KaKk B CNy4ae ¢ Habopom HeockpuH 30), nuku Tna
M+N 0AHOTO XUMUHECKOrO COEANHEHS MOTYT YaCTUHHO HaKNadblBaTbCA Ha MKW, 06pasyemble
JPYrvMU COBLIMHEHNAMN, UMEIOLLMMI 6NIM3KOE NO BENUHIMHE OTHOLLEHME MacChl K 3apsgy. B
aHanuae HeockpuH 30 Takoe NMOTEHLMANBHOE HANOXEHNE NPOSBNAETCS (DAKTUYECKN B BUAE
MOTEHLMANbHLIX OrPAHINYMBAIOLUMX BIINAHWI BCNEACTBIE HANMYMS NUKOB M+2 Cnedyowmm
o6pazom: M+2 komnoHeHTa C6 faeT 4actuyHoe nepekpbiTue ¢ C4DC\C50H. OgHako ato
BNUSHWE 3HAYUTENHO TOMbKO MpU TOM ycnosuv, 410 C6 MpuUCYTCTBYET B 6OMbLUMX
KOHLEHTpaumsx. Mpu 06bI4HbIX KOHUEHTpaUsX, BCTPEYAOLLXCS B MPUPOJE, 3TO BNUSHIE
npexebpexumo mano. 0AHaKo B Cy4asix, KOraa 1o ONpefiensieMoe BELLECTBO NPUCYTCTBYET
B MOBBILLEHHbIX KOHLEHTPAUNAX, HEOOXOAMMO MPOBOAWUTL OLEHKY W3MEPEHHbIX BEMMYUH
KoHLeHTpauum C4DC\C50H. B wacTHocTw, B Ciyyae fAeduumTa cpeaHeLenoye Hoil aunn-KoA-
NlernaporeHassl, npu KOTOPbIX MOXET HAONKAATbCS NOBbILIEHHAS KOHLEHTpauns C6 n C8,
TaKue pesynbTarbl U3MEPEHWA MOryT  COMPOBOXAATbCH  KAXYLUAMCS  MOBbILIEHINEM
copepxatuss C4DC\C50H. W Hao6opoT, B Cny4vae BbIiBNEHNS N0 Pe3ynbTataM U3MepeHuit
MOBbILLEHHbIX  KOHLeHTpaunii  C4DC\C50H  pekomeHayeTcs NpOM3BECTM  M3MEpeHUe
KoHueHTpauum  C6, 4T0Bbl y[OCTOBEPUTBCS B TOM, 4TO MONMYHYEHHbIE PE3yNbTathl
He 00YCTOBIEHbI ONUCAHHBIM B 3TOM Naparpade BansHuem M+2.
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3.3 WnTepthepupytoLLme BelecTBa

KOHLEHTpaLWy BELLECTB, KOTOPbIE HE OKA3bIBAKOT BAIMSAHMS, NPOBEPSIA [0 CREAYHOLLNX
KOHUEHTpauui: kpeatuH — [0 3000 MKMONb/N, NUAOKAaMH — [0 73,9 MKMOMb/N,
NeBeTpaLeTam — 0 294 MKMOMb/N, XONECTEPUH — 0 12 MMONb/N.

BeH30KkaunH 0kasblBaeT BnAHNE. [1pn KOHLEHTPALUM eHnnanaHuHa 34,3 + 2,6 MKMonb/n
no6aska 30,1 MKMONb/N GEH30KaWHA MEHSIET KOHLEHTpaumio o 41,2 + 1,8 MKMONb/N
(otnmyme okono  20%), mo6aBka 60,2 MKMONMb/N  OEH30KAMHA MEHSIET KOHLEHTPaLMO
10 45,1 + 3,8 mkMonb/n (0Tn4me 0kono 30%), YTO SBNSETCS CYLLECTBEHHBIM BIMSHUEM NpK
HU3KMX KOHLIEHTpaLWsX 31oro aHanuTa (34,6 — 95,6 Mkmonb/n ans nepugHTuneit 1 - 99 %).

3.4 XapaKTepucTUKK TOYHOCTH:

3.4.1  TpasunbHocTb: 80-120%.

3.4.2  TloBTOPSIEMOCTD: KO3(MNULIMEHT Bapuauum He 6onee 15%.
3.4.3 Bocnpon3soanMOCTb: k03thuLmeHT Bapuaumi He 6onee 15%.

3.5 Metponoriyeckast npocnexwsaemocts B cooteetctBun ¢ n. 5.7 TOCT 17511-2022.
HeonpenaenexHocTb namepenus (U) KoHUgHTpaumn aHanuTos coctasnset 0,4.
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3.6 JluHeiiHbIli anana3oH u3Meperns (¢ MCnonb30Baxnem ciuctemsl QSight)

Tabnuua 6 — JIMHedHbIA 4MaAnNa30H U3MEPEHNS aHANWTOB, ONPEAENseMbIX HabopoM
peareHToB
PN PopcteeHHblit  |HuxHwil npefen AnanasoHa |BepxHuil npeien auanasona
aHanuT JIHEAHOCTM, MKMOMb/N TNIHERHOCTM, MKMONIb/N
Arg Arg 2,40 285
Asa Arg 2,40 285
Cit Cit 3,35 338
Leu\lle\Pro-OH Leu 108 1938
Met Met 3,34 404
Phe Phe 1,75 649
Tyr Tyr 5,66 1179
C0 C0 1,50 315
G2 G2 0,981 187
C3 C3 0,169 29,9
C4 C4 0,108 6,13
C4DC\C50H C5 0,027 6,16
C5 C5 0,027 6,16
C5:1 C5 0,027 6,16
C5DC\C60H C5DC 0,095 3,49
C6 C6 0,010 3,01
C8 C8 0,017 6,02
C10 C10 0,012 4,06
€101 C10 0,012 4,06
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— PofCTBEHHbI  |HWKHMI Npefien fana3oHa |BepxHuil npeaen ananasoHa
aHanuT JINHE HOCTW, MKMOIIB/ JINHEI HOCTW, MKMOIB/T

C12 C12 0,013 2,95
C14 C14 0,034 403
C14:1 C14 0,034 4,03
C140H C14 0,034 403
C16 C16 0,067 26,0
C160H C16 0,067 26,0
C16:10H\C17 C16 0,067 26,0
C18 C18 0,033 10,1
C18:1 C18 0,033 10,1
C180H C18 0,033 10,1
C18:10H C18 0,033 10,1
SA SA 0,583 22,5

3.7 OrpaHuyeHns meTofa:
- MNAcTMMKATOPbI MOTYT BbILLIENA41BATLCS B 3KCTPArMpoBaHHbIil 06paseL, B CBA3N C 3TM
HEo6X0MMO 1CMONb30BATb MNACTUKOBBIE PACXOAHbIE MaTepuanbl CTDOM0 B COOTBETCTBUN C
peKOMeHAaLmamMI pa3paboTyiika Habopa peareHToB, NpuBeaEHHbIMI B pasaene «I1poBesieHue

aHanm3a»;

- He CNeJyeT MCnonb30Bath ANS BbITUPAHNA NSTKIA HOBOPOXAEHHOIO CTIMPTOBbIE CandeTky ¢
MECTHbIM aHECTETUKOM OEH30KaWHOM, TaK Kak OeH30KauH u Phe sBNAKTCS M30Mepamu,
noaToMy OEH30KaWH MOXET OKa3blBaTb OrPaHNYMBAOLLEE BAMSHUE MPU CKPUHWMHTE Phe
(6uoxuMUYECKIi Mapkep ans deHnnkeToHypun, OKY).
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4 MEPbI MPEOOCTOPOXXHOCTH

Hen3BeCTHblE 00pa3Libl pacCMaTpUBAOTCS Kak MOTEHLMANbHO-onacHble. pn pabote ¢
HabOpOM PEAreHToB ClIEfyeT HAAeBaTb OHOPA30BbIE NepyaTKIN O3 Tanbka, PEKOMEHAYHOTCS
HUTPUNbHbIE NEpYaTKy.

CnefyeT ucnonb30BaTh TONbKO 0IHOPA30BbIE HAKOHEYHYKM 1 NPO6MpPKK. He fonyckaeTcs
IICTIONb30BaHME OfIHUX W TEX XKe HaKOHEYHUKOB npu 06paboTke pasnnyHbiX 06pasLoB
6110N10rN4ECKOr0 MaTepUana.

K paboTe ¢ Habopom peareHToB A0NyCKAeTCs NePCOHan, 06y4eHHbIA METOaM TaHAEMHON
MacC-CneKTPOMETPIM 1 Npasunam paboTkl B nabopatopui.

[l03aTopbl AOMKHbI ObITb COOTBETCTBYIOLMM 06Pa30M NOBEPEHbI (B aKKDEAMTOBAHHBIX
naboparopusix) 1 NPOMapKNUPOBaHbI.

060pynoBaHue [OMKHO OOCTYXMBATHCA KBANM(UUMPOBAHHBIMI CMELMANNCTaMU B
YCTAHOBJIEHHOM NOpPAfKe W MCN0Mb30BaTbCA CTPOr0 B COOTBETCTBMW C PYKOBOACTBOM MO
aKkcnayataumuy.

Vcnonb3oBaHHbIe 0HOPA30BbIE MPUHAANEXHOCTU (MPOBMPKYM, HAKOHEYHWKW 1 Ap.)
JOMKHbl  COpacbiBaTbCs B KOHTEWHEP [ANA  MEAMUMHCKAX  OTXOZOB, COAEPXalLii
[LE3VNHDULMPYIOLLMIA PAcTBOP (MPY HEOBXOANUMOCTH).

Bce nosepxHocT B nabopartopuu (pabodne CTombl, WTaTUBbl, 060PYLOBaHWE U Ap.)
©XEe[HEBHO MOJBEPratoT BAAXHOA YOOPKE C NPUMEHEHUEM AE3MHDNLMPYHOLLNX/MOKOLLNX
CPe/iCTB, PErnamMeHTUPOBAHHBIX CaHUTapHbIMK NpaBinamMu 1 Hopmamin CarluH 3.3686-21.

Mpn ncnonb3osaHuM Habopa peareHToB B naboparopun 06pasytoTcs 0TX0/bl knacca B,
KOTOpbIE ~ YTWIM3MPYKOTCS B COOTBETCTBUM ¢ TpebosaHuamn  CanluH 2.1.3684-21
«CaHuTapHo-3NMAEMINONOTNYeCKiie TPEOOBAHUS K COAEDXaHI TEPPUTOPUIA TOPOACKMX 1
CEMbCKIX MOCENEHMI, K BOOHbIM 0ObEKTaM, NUTbEBON BOAE U MUTHEBOMY BOJOCHAOKEHMIO,
aTMocthepHOMY BO3AYXY, M04BAM, XUMbIM MOMELLEHIAM, 3KCTyaTaLyi IPOU3BOACTBEHHBIX,
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OOLLECTBEHHbIX ~ MOMELLEHIAN, OpraHu3aunm W TPOBEAEHUKO  CaHUTApHO-
NPOTUBO3NAAEMINHECKIX (MPODUNAKTUHECKIX) MEPONPUSTIAN .

Bce pabotbl ¢ 1cnonb3osaHmem PacTopa f/1st ONpeeneHus Han4ms CyKUMHUIALETOHa
1 PeakTnea Ans 3KCTPAKLMN NPOBOAMTL B BbITKHOM XMMU4ECKOM LUKADY.

Mpu paboTe ¢ HAGOPOM PEAreHTOB CReayeT UCMONb30BATh CPEACTBA UHAMBUAYANbHON
3aLWThI NS NPeSiOTBPALLIEHIS KOHTAKTA C OPraHM3MOM YesoBeka. [ocne okoH4aHus paboTs
TLLATENbHO BbIMbITH PYKY. MA36€rath KOHTAKTa C KOXKEN, rMa3amin 1 CIM3MCTLIMI 060/104KaMu,
He roTatb.

Mpy aBapUIHBIX CUTYALMSX BOMOXHO CIIEAyHOLLee: PA3APKEHNE KOXU 11 CM3UCTON
060M104KM rNa3 y YyBCTBUTENbHBIX NUL,. 11 KOHTAKTE NPOMbIT MOPAXEHHOE MECTO BOAOI U
00paTuThCs 32 MeAULIHCKO! NOMOLLBIO.

OnacHble KOMMNOHEHTLI B HaBope peareHToB

Habop peareHToB COAEPXNUT KOMMNOHEHTBI, 06/1aJjAK0LLIME KAHLIEPOTEHHbIM, MyTareHHbIM
[ECTBUEM; & TAKXE NIErKOBOCTNAMEHSHOLLMECS KOMNOHEHTHI. YKa3aHHbIE KOMNOHEHTLI UMEHOT
COOTBETCTBYHOLLYO MApKIPOBKY.

/HdopmaLns 06 onacHsIX KOMNOHEHTaX NPUBELEHa B Tabnuug 7.
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Tabnunua 7 — OnacHble KOMNOHEHTbI B HABOPE PeareHToB

Hanuuue/oTcyTcTBMe
HanmeHoBaune KoMnoHeHTa e T e YKasaHue Ha pucku

BHyTpeHHwe cTaHaapTbl, B
JVOBUIMSUDOBAHHbIE HeT onacHbix BeLecTs
T9THa MaTpuLbI C KOHTPONAMM OTpuLaTensHblit pesynbTar Ha
H3Koro (L) n BbIcoKoro (H) ypoBHe, |Hann4ue mapkepos Bupycos BIY 1,2, -
1 KapToYKa HBV, HCV, Bo36yautens cudunuca
PacTsop ans onpedenexust Hannmus .
CYKIMHUTALETOH ['napasuH CONSHOKMCAbINA H350

Mertaton H225, H301, H311, H331,
PeakTus 1 aKCTpaKUM L1laBenesas Kucnota H370, H319

AueToHuTpun H225, H302, H313, H332,
PeakTus s MCMC MypasbyHas kucnota H319, H302, H331

Paciwndposka 0603Ha4eHNI:

H350 - MoxeT BbI3bIBaTb pak;

H225 - lerkoocnnameHstoLLancs XuaKocTb v nap;
H301 - ToKkcM4HO Npy NpornarbIBaHui;

H302 - BpeHo npy npornarbisaHnm;

H311 - ToKCU4HO NPy KOHTAKTE C KOXEN;

H313 - MoxeT HaHecTV Bpe Npu KOHTaKTe C KOXEl;
H319 - BbI3bIBaeT CepbE3HOe pasfpaXeHue rnas;
H331 - Tokcu4HO Npu BAbIXaHNM;

H332 - HanocuT Bpeq npu BAbIXaHNM;

H370 - HaHocKT Bpe/j opraHam
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WNHdopmauus 0 Matepuanax XuB0THOrO UM YEMOBEYECKOr0 MPOUCXOXLEHNS

Habop peareHToB He COAEPXMUT MaTePUanos XMBOTHOMO NPOUCXOXAEHNS.

Habop peareHToB BKH04aeT KapTouki «[19THA MaTpULbl C KOHTPONSIMIA HI3Koro (L) 1
BbICOKOr0 (H) ypoBHeli», Ha KOTOPbIE HAHECEHbI BbICYLLEHHbIE NATHA LEMbHOM KPOBY YenoBeKa
C 106aBNEHHbIMU BHYTDEHHUMMU KOHTPONSAMM.

LlenbHast KpoBb, MCMONb3yemas ANS N3roTOBNEHIS KOHTPONEN, IPOBEPEHA Ha OTCYTCTBIE
MapKepoB BuMpyca UMMyHoZedmumta Yenoseka (BWY-uHekumm), rematuto B, C n
B0O36yANTENs cudunmca.

TaK Kak KPOBb 4€n0BeKa ABNAETCA MOTEHUMANbHO ONACHLIM MaTepuanoMm u HW 0AnH
METOAl WCCMEeJ0BAHMA He  rapaHTUpyeT OTCYTCTBUME  BO3BYAUTENEA  MHKEKLMOHHbIX
3a60neBaHuii, cneayeT pabotatb ¢ 06pasLamu, Kak ¢ NOTEHUMANBHOTO MHKMUMPOBAHHBIMIA
06pa3Lamin 60MbHbIX.

Mpy 1CNONb30BAHMM MO HA3HAYEHWIO 1 COBMIOEHNI MEP NPEAOCTOPOXHOCTY KOHTAKT C
0OpraHn3MOM YeNOBEKa UCKITHOHEH.

He ncnonb308arb HAbOp peareHTos:

- NPV HAPYLUEHWN YCNOBWIA TPAHCMIOPTUPOBAHWS 1 XPAHEHWST;

- MpW HECOOTBETCTBUM BHELUHEr0 BUfA PEareHToB, yka3aHHOro B Macmopte K Habopy
PEareHToB;

- NPV HapyLLEHUN BHYTPEHHEI YNakoBKY KOMMOHEHTOB HA60pa peareHToB;

- 10 UCTEYEHID CPOKA FOSIHOCTY HABOPa PeareHToB.

Vcnonb3oBarb Habop PeareHToB CTPOrO MO Ha3Ha4eHuio, B COOTBETCTBUM C [JaHHON
WNHCTPYKLMEN N0 NPUMEHEHNIO.
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5  OBOPY[I0BAHWE W MATEPUAbI

Mpn paboTe ¢ HABOPOM PeareHToB TPEBYIOTCS CReAytoLLMe 060pyA0BAHIE 11 MATEPUAbI:
cuctema ckpunmnrosas "QSight 225MD UHPLC Screening System" (nanee - QSight)
IS NPOBEAEHNS  UCCNEA0BAHWA in  Vitro Ha  KIWHUYECKWX o06pasuax METOAOM
MacC-CMeKTPOMETPUYECKOI AEHTU(DIUKALMA aHANUTOB C NPUMEHEHIEM TaHEMHOI Mace-
CNEKTPOMETPUM U YNbTPABLICOKOIMMEKTUBHOIA  KMAKOCTHO  Xpomarorpadum,
PY Ne P3H 2024/23039, P3H 2022/18039 npoussogutens Wallac Oy, DuHAsHANS;
YCTPOICTBO N5 BblGBaHMS 06pa3LoB kposm «Panthera-Puncher 9» ¢ npuHaanexHocTamu,
PY Ne P3H 2014/1839, nponssogutens Wallac Oy, GUHASHANS; A1 DYYHOA NaHyep nin
aHanor ANs BbIGMBAHNS U3 PUNLTPOBANLHON GyMark ANCKOB AUAMETPOM 3,2 MM;
LIeiKep-AHKY6aTop Ans NnaHwweTos, Hanpumep, ST-3L, EImi, Nateus, unu aHanornyHbIi
ANst NepemMeLLMBaHIS NNaHLLIETOB C BO3MOXHOCTbHO Harpea 0 60 °C;

XVMUYECKUIA BBITKHOI LIKAGD;

TaliMep U CekyHa0Mep;

[103aT0Pbl MEXaHUYECKUE N 3NIEKTPOHHBIE NEPEMEHHOT0 00bEMA, N03BONSIOLLME 0TOMPATL
06bEM xuakoctn 20-200 Mk, 200-1000 Mks;

0/1HOPa30BbIe HAKOHEYHNKI ANs 103aT0poB 06bEMOM 20 Mk, 200 MK, 1000 MK,

LuTaTWB ANS 403aTOpPOB;

MANETKM WNU MEPHbIE UANMHAPLI ANS M3MEPeHust 06bEMOB XMAKOCTEN W PEareHToB
10 1000 M1 ¢ LeHol;

CTEKNSHHbIA NabopaTopHbIi hNakoH 06bEMOM 250 MA ¢ 3aKPY4UBAKILLEICS KPbILLIKON;
NabopaTopHas ka4anka unu BCTPSIXBaTEb;
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© YCTPOIACTBO A1 NOA0rPEBa, HANpUMep:

— TePMOCTAaT TBEPAOTESIbHbIA  Ans  npobupok  obbéMom 2,0 Mn, Hanpumep, TT-1
«[JHK-TexH», nponssoauten 000 «[HK-TexHonorusi», Poccus, Uni aHanornyHbilii
C BO3MOXHOCTbI0 Harpesa 0 35 °C,

— CYXOBO3MYLLHbIA TepMocTar, Hanpumep, TepmocTar, Ao +60°C, 20n, TC-1/20,
nponssoactea A0  «Cmonedckoe CKTB  CMY», Poccust, wnu  aHanoruyHblid
C BO3MOXHOCTbI0 Harpesa [0 35 °C,

— YNbTPa3ByKoBas 6aHs C NOAOTPEBOM, Hanpumep, YNbTpassykosas 6aHs (moiika) 0,8 1,
Easy 10H, npoussoactea Elma Schmidbauer GmbH, epmanus, unu aHanornyHas
C BO3MOXHOCTbH0 Harpesa a0 35 °C,

— BOAsHan 6aHsl, Hanpumep, baxs BoasaHas 3 i, WB100-1, npoussoacTea Joan, Kutait unn
aHanorn4Has ¢ BO3MOXHOCTbHO Harpesa A0 35 °C;

CTEKNAHHBIE EMKOCTI LN XPAHEHWS peareHToB 00bEMOM He MeHee 200 M,

aHanuTu4eckne pacTeopbl 6e3 fepuBat3auuu NeoBase 2 (Mpu paboTe C BapuaHTOM

nenontHerns «dopma komnnekTauum 2»), PY Ne P3H 2024/22289;

07HOPA30Bble NEpPYaTKM MeANLMHCKIAG, 663 Tanbka, TEKCTYPUPOBaHHbIE, PEKOMEHYHOTCS

HUTPUNbHbIE NEPYaTKY;

3alUUTHAS MACKa;

BMKOCTb An1st COpOCA UCMOMb30BAHHBIX HAKOHEYHWKOB, NMPOOUPOK U APYrAX PACXOAHbIX

MaTepuanos.
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6  AHAJIMSMPYEMBIE O5PA3LIbI

6.1 Marepwan ans uccneaosanus

[1ns uccneaoBaHus MCNONb3YHOT CyXie NSTHA KPOBMU.

Mpumeyanne — B3gtue, npeasapuTenbHyto 06paboTKy, XpaHeHWe 1 Nepeso3ky, nepedady
nceneayemoro Matepuana B apyrue opraHi3auian 0CyLLECTBAAKT COrNacHoO WHCTPYKTUBHO-METOAN4ECKIM
JOKYMEHTaM, pernaMeHTUpyoWwuM  BbINONHEHNE MCCJ‘IeﬂOBaHV]V\ B COOTBETCTBUU C TpeﬁOBaHMﬂMM
MY 1.3.2569-09 n CanlluH 3.3686-21.

6.2 B3sTie MaTepuana Ha uccnenoBanme

BaaTie KpoBM HOBOPOXAEHHBIX AnS MOMYYEHMS CyXOr0 NSITHA KPOBM OCYLLECTBASIHOT
B COOTBETCTBIM C PEKOMEHAAUMSMM N0 3a60py KPOBM NpW NMPOBEAEHMM MACCOBOrO
00Cne10BaHNs HOBOPOX/IEHHbIX JETE Ha HACNEACTBEHHbIE 3a00MEBAHNS W UHCTPYKLMAMU
NPOU3BOAUTENEN K BYMaXHbIM (DUIbTPOBANbHLIM TECT-GnaHKaM', 3apervcTpupOBaHHbIM
B YCTAHOB/IEHHOM NMOPSAZKE.

Ha 6ymaxHblii HocuTenb (TeCT-6n1aHK) HAHOCUTCS KPOBb B KONMYECTBE, OCTATOYHOM ANS
MONy4eHUs NsTHA AUaMeTpoM He meHee 1,0 CM, Mpu 3TOM KpOBb L0MKHA NpOnuTate Gymary
HackBO3b. [locne HaHeceHus 06pasua TecT-6maHK BbICYLIMBAETCA B FOPU3OHTANbHOM
MONOXEHUN Ha YIUCTOA OOE3KUPEHHON MOBEPXHOCTU B TEYEHME He MeHee 2 4acoB 6e3
NPUMEHEHWS JONONHUTENBHOI TENN0BOM 06paBOTKM.

BHUMAHUE! He nonyckaeTcst npsmoe nonajaHine COMHEYHbIX Nyyelt (ynbTpacuonera),
TENNOBOE BO3AE/ACTBIME W MONadaHue Bnarv Ha 06pasubl Cyxux NATEH KPOBM BO BPEMS
BbICYLLNBAHIS 11 XpaHEHMS!

1

- Hanpumep: OymaxHble (UNbTPOBaNbHbe TecT-6naHki: Kapta Ans 3a6opa W TPaHCNOPTUPOBKN
6uonoriyeckoro matepiana no TY 9398-001-63802255-2016, 000 «I"puBan», Poccust (PY Ne P3H 2017/6431)
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6.3 TpaHcnopTMpOBaHMe 11 XpaHeHne 06pa3LioB B1ONOrM4ECKOro MaTepuana
[Inst NpedoTBPALLEHIS 3arPASHEHNA 1 NEPEKPECTHON KOHTAMUHALMK TECT-6MaHKu ¢
NATHAMM KDOBM NOCIE NPOCYLUMBAHIS UHAMBIUAYANBHO YNIAKOBBIBAOTCS.
TpaHCnopTMPOBKA U XpaHeHue 00pasloB Cyxux NsTEH KPOBM HAa TECT-GMaHkax
NPOBOAWTCS B COOTBETCTBUN C MHCTPYKLAMU NPON3BOANTENEN.
6.4 OrpaHnyeHus N0 UCNONb30BAHMK) aHANM3MPYEMOro MaTepuana:
— aHanM3upyemblit Matepuan He NOANEXWUT WCMONb30BAHAID MPU HAPYLLEHAM YCOBUI
XPaHeHust 11 TPAHCMOPTUPOBKY (TeMNepaTypa, NPOACIKUTENBHOCTS);
— He J0NYCKAeTCst UCMoNb30BaHNe 00pa3L0B, 3arpA3HEHHBIX MOCTOPOHHUM B110NIOTNHECKIM
Marepuanom.
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7 NPOBEAEHWUE AHANU3A
7.1 06Lue pekomeHaaLMK N0 NPOBE/EHNI0 aHann3a

BHUMAHMWE! PactBopbl, KOTOpble BbIMWTHI U3 (DNAKOHOB C peareHTami, 3anpeLlaeTcs
BO3BpaLLaTb 06paTHO B EMKOCTY UAW UCMONb30BATh MOBTOPHO.

711 BHyTpeHHWe CTaHAAPTbl, NMOUNM3NPOBaHHbIe 11 [MSTHA MaTpuUbl C KOHTPONAMU
Hu3koro (L) n BbicoKOro (H) ypoBHeid, NocTaBnsieMble B Habope, npeaHasHaueHbl
CTPOrQ [/151 COBMECTHOTO WACTIOMNb30BAHMS, KaK YKA3aHO B NAEHTUDUKALIMOHHON KAPTOHKE.

BHUMAHME! 3anpeuiaeTcs ncnonb3oBatb BHYTPEHHME CTAHAAPTbI IMOQUAN3NPOBAHHbIE 1
[ATHA MaTPUUBI C KOHTPONSIMU HIN3KOrO (L) 1 BbICOKOrO (H) ypoBHER 13 pasHblX napTuii
HabopOB peareHToB.

7.1.2 Tpu NpoBeseHun 1ccneaoBaHns HEOOXOAMMO NCTONb30BATb TOYHbIE KOHLEHTPALMN,
KOTOPbIE yKa3aHbl B VIAEHTNNKALMOHHON KAPTOYKE AN KOO NapTv BHyTpEHHNX
CTaHZaPTOB, NIMONAN3NPOBAHHBIX.

7.1.3 Hactpoitky  (aitnoB  perucTpaumu - AaHHblX  JOSDKEH  MPOBOAWTL  TOSMbKO
KBaNMULMPOBAHHBIA CNELNANKCT.

7.1.4  C Habopom pearenToB HeockpuH 30 COBMECTUMbI NNACTUKOBbIE PACXOAHbIE MaTepuanb
(Hanpumep, HaKOHEYHIKM 11 NPOBIPKK), M3roToBAEHHbIE 13 100% nonunponnneHa.

BHUMAHME! 3anpeluyaeTcst 1Cnonb30BaTb MUKDOMAHLLETbI 11 MOKPOBHbIE MEHKNA HE U3
Habopa peareHToB HeockpuH 30.

715 Knesiwmnecs NOKpoBHbIE NNEHKW, CTIONb3YEMbIE 151 HAKPbIBAHNS MUKPOMNAHLLETA,
HEOOX0MMO MNOTHO MPUKNEUTb K NOBEPXHOCTW MUKPOMMAHLLET, YTOObI CBECTU K
MUHUMYMY 1cnapenne. Bo n3bexane pasnueaHus 00pasua KNeswlytocst nneHKy
HEOOXOANMO CHIMATh C MNAHLLETA OCTOPOXHO.
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7.1.6 Ybeautecb, 4TO BO BCEX NYHKaX MUKPOMNAHLLETOB eCTb AWUCK 13 (DIUNbTPOBANbHON
Bymaru nocne BbIGUBaHIS 00pasLia.

7.1.7 ObpallaiiTecb ¢ NNaHLETaMIn akkypaTHO, YTOObI [AWUCKI HE BbICKOYMAM U3 NYHOK.
136eraiiTe pPe3koro ONyCKaHWs NNAHLIETOB U NPOSBASIATE OCTOPOXHOCTb, YTOOLI WX
He yaapHTh.

7.2 TloaroToBka KOMNOHEHTOB Habopa ANs UCCNe0BaHIs
YCTaHOBKA, MOHTAX, HACTPOVKa, kannbpoBka MEAWMUMHCKOrO M3fenus Ans BBOAA B
3KCMyaTaLuio He TpeoyeTcs.

BHUMAHUE! Bce pabotbl ¢ wucnonb3oBaHvem PactBopa ANns ONpeneneHus Hanmmuus
CyKUMHMNALIETOHA 1 PeakTuBa N3 3KCTPaKLMK NPOBOANTL B BbITAXHOM XUMUYECKOM U_IKa(Dy!

7.2.1  Tlepen ncnonb3oBaHueM BHYTPEHHIE CTaHAAPThI, NMODUIN3NPOBAHHbIE, PeakTine ans
akcTpakuma, Peaktus  ans  MCMC, PactBop nans onpefeneHns  Hanuyus
CYKLMHMNALETOHa 1 T19THAa mMatpuubl ¢ KOHTponamu Huakoro (L) 1 Bbicokoro (H)
YPOBHEIA HE06X0AMMO AI0BECTU 10 KOMHATHOIA Temnepartypsl (0T 18 °C 1o 25 °C).

722 [na 310r0 pEKOMEHAYeTCss 3a OAMH 4Yac [0 WCMOMb30BaHWS AOCTATb WX U3
XONOAMIbHIKA U 0CTaBITL NPU KOMHaTHOM Temnepatype (0T 18 °C ao 25 °C).

7.2.3 OnakoH ¢ peaktueom Ans MCMC ycTaHoBUTb B MpefHasHayeHHbI AN AaHHOro
peakTiBa NOTOK B MAcC-CMEKTPOMETPUYECKON CICTEME CKDUHWHTA W 3aKpyTUTb
KPbILLKY C Kanunaapom 0T HAcoca Xpomarorpada, yoeamsLUnCh, HTO (OUbTP Ha KOHLE
Kanunnspa norpyxeH B XXMAKOCTb.

7.2.4 PactBopeHne BHYTPEHHUX CTaHAAPTOB, NMO(MNM3NPOBAHHBIX W MPUrOTOBIEHME
paboyero pacTeopa Ans aKCTPaKLMM:

7.2.5 [l06aBUTb B NPOGUPKY C BHYTPEHHUMY CTaHAAPTaMU, NMOMUIN3NPOBAHHBIMK 1,4 M
Peaktusa 4nst 3KCTPAKLMM W NAIOTHO 3aKPYTUTb KPBILLIKY.
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7.2.6

7.2.8

40

PactBopuTb BHYTpEHHWE CTaHAAPTHI, NMODUNN3MPOBAHHBIE B Te4eHne 60 MuH npu
35°C (B ynbTpa3ByKOBOW BaHHE C BbIKMKOYEHHbIM YNbTPA3BYKOM, CyX0BO3YLUHOM
N1 TBEPAOTENBHOM TEPMOCTATE UMK BOASHOM 6aHe), kaxable 10 MuH nepemeLlnBarb
NepeBopPA4MBAHIEM.

MpuraToBuTb Pabo4uii pacTeOp Ans 3KCTPAKLMIA, NSt 3TOro:

nepeHecT 127 mn Peaktuea Ans aKCTpakUmin B MEPHbIA LMAVHAD;

nepenutb PeakTB [ns 3KCTPaKuMA M3 MEPHOTO LANMHAPA B CTEKNAHHbIA
N1abopaTopHbIil PrakoH 06beMom 250 M C 3aKPYHMBAOLLIENCA KDBILLKONA.
no6asutb 1,7 Mn PacTeopa Ang onpefeneHins Hanu4ns CyKLMHUNALEToOHa u 1,3 M
PaCTBOPEHHbIX BHYTPEHHWX CTaHAAPTOB (7.2.3.2) B CTEKNAHHbIA N1aD0PATOPHBINA
(hNaKoH, COlepXaLLMA PeakTus s 3KCTPAKLMN, 3aKPbITh KPbILLKY (DNAKOHA;
NHTEHCVBHO MEPEMELLaTb PaCcTBOP KPYrOBbIMU ABWKEHUAMIA, CLENAB HE MeHee
30 060p0TOB, 136€rast KOHTaKTa PacTBOPA C KPbILLKOA.

Pabounit pactBOp Ans  3KCTPaKUMW, COAEPXAWNA  BHYTPEHHWE  CTaHAAPTbI
AMMHOKWCIIOT, aUUNKAPHITUHOB U CYKUMHANALETOHA, FOTOB K UCMOb30BAHUIO.
Pabo4nit pacTeop ANs 3KCTPAKLN CTAOUNEH B TEYEHIE 2 HEAEb.

MpuroToBneHHbI Pabo4unii pacTBop 151 3KCTPAKLMN XPAHUTb B 3aLLMLLIEHHOM OT CBETA
CTEKNSIHHOM ~ N1200paToOpHOM ~ (DNAKOHE € 3aKPYYMBAKOLLENCS  KPbILWKOA  Npu
Temnepartype ot 2 °C fo 8 °C.

Mepes 1cnoNb3oBaHUeM He0bX0AMMO [OBECTU Pabouuit pacTBOP 47151 SKCTPaKLM [0
koMHaTHoi Temnepatypbl (0T 18 °C o 25 °C) u TwiaTenbHo nepemeluarb, 136eras
KOHTaKTa pacTBOpa C KpbILLKOIA.

Mocne ucnonb3oBaHus He3aMeANUTENLHO 0xnagnTe (hnakoH ¢ Paboyum pacTBopom
NS 3KCTpakLmn Ao Temneparypsi ot 2 °C ao 8 °C.
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7.3 TpoBefeHue aHannsa

BHUMAHUE! NarHa matpuubl ¢ KoHTponamu Huskoro (L) u Bbicokoro (H) ypoBHeit
HeobX0MMO [0CTaTb M3 MakeTa HEMOCPEACTBEHHO Nepeq BbiOMBAHWEM AMCKOB, U Cpasy
ynakoBaTb 06paTHO B OPUTMHAMbHBIA TAMUHUPOBAHHbIA NAKET C BNAronorioTUTENEM.

MpumeyvyaHne — TaTHa MATPULbI C KOHTPONSIMM H3KOrO (L) U BbICOKOrO (H) ypoBHe# 1 06pasLibl

MOXHO NPEIBAPUTENBHO BbIOWTL B NYHKM MUKPOMNAHLLETA 33 2 Yaca A0 406asneHns paboyero pacteopa
Ang 3KCTpakuui.

7.31
732
733

[locTatb ABa MuKponnaHiueTa 96-nyHo4HbIX U-06pasHblx 13 COCTaBa Habopa
PEareHToB (f1anee — MUKPONAHLLET).

Hakneutb Ha MUKPOMMAHLLETbI 3TUKETKN C OLMHAKOBLIM LUTPUX-KOLOM U3 COCTaBa
Habopa peareHToB.

BbI6UTb WCKM M3 NSTEH MATPULbI C KOHTPONAMI HIU3KOTO (L) 1 BbICOKOTO (H) ypoBHeii:
- 2 [1CKa 13 OJIHOrO NATHA MaTPULbI KOHTPOMS HU3KOTO (L) YpOBHS,

- 2 [I1CKA N3 OJJHOTO NATHA MATPHLbI KOHTPONS BbICOKOrO (H) ypoBHS

C MOMOLLBI0 aBTOMATWHECKOrO WM PYYHOTO MaH4epa W MOMECTUTb WX B MyHKM
MUKDONNAHLLETA (Hanee — MUKponnaHwer-1).

Bbi6uTb Anckn unbTpoBanbHOM Gymar U3 1CCneyeMbiX BbICYLLEHHbIX NATEH KPOBY
C NOMOLLBI0 BTOMATU4ECKOTO WM PY4HOrO MaH4epa W MOMECTUTb UX B JyHKN
MUKpONaHLLeTa-1.

[nametp aucka (nn. 7.3.2 v 7.3.3) [OMWKEH ObITb NPUOAU3UTENBHO 3,2 MM.

BHWUMAHMWE! B kaxayto nyHKY MUKpPONNaHLLETa NOMECTUTb TOMbKO OAUH [UCK.
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PeKoMeHyeMast Cxema 3anofHeHs NyHOK NNaHLIETa NPUBEZEHa Ha PUCYHKE 4.

1 2 3 4 5 6 7 8 9 10 11 12

3P KH KB 3P | 06p.1 | 06p.2 | 06p.3 | 06p.4 | 06p.5 | 06p.6 | 06p.7 | O6p.8
06p.9 [06p.10 ] 06p.11 [ 06p.12 | 06p.13 | 06p.14 | 06p.15 | 06p.16 | 06p.17 | 06p.18 [ 06p.19 | 06p.20
06p.21 | 06p.22 | 06p.23 | 06p.24 | 06p.25 | 06p.26 | 06p.27 | 06p.28 | 06p.29 { 06p.30 | 06p.31 | 06p.32
06p.33 | 06p.34 | 06p.35 | 06p.36 | 06p.37 | 06p.38 | 06p.39 | 06p.40 | 06p.41 | 06p.42 | 06p.43 | 06p.44
06p.45 | 06p.46 | 06p.47 | 06p.48 | 06p.49 | 06p.50 | 06p.51 | 06p.52 | 06p.53 | 06p.54 | 06p.55 | 06p.56
06p.57 | 06p.58 | 06p.59 | 06p.60 | 06p.61 | 06p.62 | 06p.63 | 06p.64 | 06p.65 | 06p.66 | 06p.67 | 06p.68
06p.69 | 06p.70 | 06p.71 [ 06p.72 | 06p.73 | 06p.74 | 06p.75 | 06p.76 | 06p.77 [ 06p.78 | 06p.79 | 06p.80
06p.81 | 06p.82 | 06p.83 | 06p.84 | 06p.85 | 06p.86 | 06p.87 | 06p.88 | 06p.89 [ 06p.90 | KH KB

PucyHok 4. Pekomenayemas Cxema 3anonHeHs NiaHLLeTa

9P — paboynit pacTBOp ANs 3KCTpaKLMK,
KH — KoHTponu Hin3Koro (L) ypoBHs,

KB — KoHTposm Bbicokoro (H) ypoBHs,
06p. — 1ccnefyemble 06pasLibl.

MMpumeyanns:

1. Tlp1 3aN0AHEHM MUKPONAAHLLETA N0 CXEMaM NONb30BATENs PEKOMEHAYETCS UCMI0Nb30BATL NepBble /iBE
NYHKV K&XAO0r0 MUKPONNAHLLETA TONbKO ANA Pab04ero pacTBopa ANg 3KCTPAKLMW, 4TO NO3BONSET AOCTUYb
CUHXPOHM3ALWN CUCTEMbI OCTaBKY 06Pa3LI0B 1 MacC-CNEKTPOMETpa.

2. 06paLLaiTech C MAKDTINAHLUETaMM aKKYPATHO, YTOObI ANCKM HE BbICKOINM 13 NYHOK. V136eraiite peskoro
ONyCKaHVS NNAHLUETOB W NPOSBNAIATE OCTOPOXKHOCTb, HTOOLI UX HE YAAPUTb.

7.3.5 G nomoLLbo 06paTHOr0 NUNETUPOBaHNS 406aBUTL 125 MKN paboyero pacteopa Ans
3KCTPpaKLK (n.7.2.4) B KXAYHO NYHKY C ANCKOM M3 (DULTPOBANLHOI Gymari.

T|o|mmo|O|m|>
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7.3.6

737

7.310

7311

3aneyaratb MUKPOMNAHLLIET-1 KNesLWencss NNEHKOM M3 CoCTaBa Habopa PeareHTos,
00eCneynB OCTaTOYHO XOPOLLYK) TepMETUYHOCTb, 4TOObI CBECTU K MUHUMYMY
1CNapeHue.

Cpasy nocne Toro, kak MUKpOMNaHLLeT-1 ByAET HakPbIT MAEHKOA, MOMECTUTL €ro B
LUeliKep-MHKY6aTOp NS NNAHLLETOB 11 BCTPSIXMBATL Npy Temnepatype 45 °C B Tevenme
30 mMuHyT. CKOPOCTb BpALLEHNS MU BCTPSXMBAHWI MNAHLLETA MOXET COCTaBMATh
01650 10 750 06/MUH.

Y106bl  136eXartb  KOHAEHCAUMW  PACTBOPUTENS HA  MOBEPXHOCTW  KPbILLKM
MVKPOMNAHLLETA, OCTOPOXHO CHATb KIESLLYIOCH MNEHKY C MNaHLLeTa cpasy nocrne
MHKy6aLum.

Meperect 100 MK COAEPXUMOTO KKOW NYHKW B HOBbIA NAHLLET C HAKNEEHHON
STUKETKO (Hanee — MUKDOMMAHLET-2) 1 Cpa3y 3aneyaratb MUKPOMMaHLLET-2
KNesILLercst MIEHKOIA, YT0BbI CBECTU K MUHIMYMY WICTIapEHVE PacTBOPA.
HKy61poBaTh NpU KOMHATHOW Temnepatype B TeveHue 60 MUHYT Mexmdy 3Tanom
MepeHoca 11 NepBbIM KOMMYECTBEHHbBIM ONPESEneHnem, 4T06bl 0BECTIEYNTb MONHYHO
[JEpPUBATU3ALMI0 SKCTPArMPOBAHHOTO CYKLUMHINALETOHA.

Bo Bpems 37010 371ana MOXHO NPOU3BOAUTL EXXEHEBHOE TEXHUHECKOE 00CIYXBaHE
11 HaCTPOKy npubopa.

MomecTuTb 3aneyaraHHbIii MUKDOMAHLLET-2 B aBTOMATUHECKI NPOBOOTOOPHUK.

MpuMeyaHUe — MOMHOCTbIO MOAOTOBNEHHbIA W FEPMETU3NPOBAHHbIV MNAHLIET MOXHO XPaHUTh
B ABTOMATUYECKOM NPOGOOTEOPHIKE CUCTEMbI TAHZEMHO MacC-CrIeKTDOMETPII B TeueHue 35 4acos, B
cnyyae cuctem QSight B Tederne 31 Yaca Npy TeMNEPATYPe OKPYKAOLLIEN CPEAbl.

7312

[Ing Hayana aHanu3a HeoBXOAMMO 3amyCTWTb pabodyto MporpamMMy TaHAEMHON
MacC-CMEKTPOMETPIYECKOA CUCTEMbI, CO3[1aTb PaboyMe CAMCKM U MCMONb30BaTb
HAANeXaLWNiA METOA PerucTpaun AaHHsIx. bonee noapo6Hyto MHGOPMALMI CM. B
PYKOBOZCTBE NOMb30BATENS CUCTEMbI TAHAEMHOII MACC-CNEKTPOMETPHN.
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n pnMeyaHne -— yée,qmecn:, 4YTO nosuuuy nnaHweTa B aBTOMATU4ECKOM HDOGOOTGODHMKG

COOTBETCTBYHOT paﬁoqvwl cnmckam.

7.3.13 YTunuanpoBatb  MAaHIWIET MOCNE  WMCMOMb30BaHWs B CoOTBETCTBMM € MY
«MeTtoanyeckue yKasaHus no Ae3nHMeKUAn, NpeacTepunn3aLUnoHHON O4IUCTKE 1
CTEPUNN3ALMIA M3AENMIA MEANLIMHCKOrO HasHadeHus» (MY 287-113).

7.4 |Acnonb30BaHie aTMKETOK CO LTPUXKOAAMM

7.41  Hakneiite 3TUKETKY CO LUITPUXKOAOM Ha NtoBYH0 6OKOBYHO MOBEPXHOCTb MIKPONNaHLLIETa
(pUcyHoK 5).

7.4.2  OTCKaHUpYWTE STUKETKY NS CBA3IBAHWA ONPEAENEHHOI0 PABoHero Crmnecka ¢ KaxabiM
0T/1ENbHbBIM MNAHLLETOM.

Neoscreen®30
073 000007 00001

PucyHnok 5. HakneusaHue 3TUKETKM CO LUTPUXKOLOM HA NOBEPXHOCTb MUKPOMNAHLLETA
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8  PETUCTPALIMA W MHTEPMPETALIUA PE3YNbTATOB

BblMMCnEHNe KOHUEHTPALMIA OTAEMbHbIX aMUHOKUCIOT, CYKUMHUNAUETOHa, CBOBOAHOMO
KapPHWATVHA W AUWNKAPHUTIHOB, @ TaKXe COOTHOLIEHME WX KOHLEHTPAUWA NpoBOAdT B
COOTBETCTBUN C MHCTPYKLAEIH CUCTEMbI TAHAEMHOI MACC-CEKTPOMETPIM.

KOHLEHTpaUWM  paccHMTbIBAIOTCS  NPOrPaMMHbIM - 06ECNIEYEHNEM, MOCTaBNSEMbIM C
CCTEMOI TaHAEMHOI MACC-CNEKTPOMETPMIA, MYTEM CPABHEHUS BEUYUHBI UHTEHCUBHOCTY
aHanMTa  C  BENNYMHOM  WHTEHCMBHOCTM  BHYTPEHHUX CTAHAAPTOB, YMHOXEHHbIX Ha
KOHLEHTPaLWI0 BHYTPEHHEro CTaHAapTa U oTHoCUTENbHbIN KoadduumeHT (RRF). RRF moxHo
WCTIONb30BATb AN BbIPABHMBAHUS NApAMETPOB CUCTEM TaHAEMHOA MacC-CneKTpOMETpuN
B Npegenax n1abopatopun Unn Mexay nabopatopusimi.

MoHuTopuHr kpuBbiX TIC

Y1066l yOOCTOBEPUTLCS B OECNepeforiHoi paboTe CUCTEMbI TaHAEMHOA Macc-
CMEKTPOMETPIM BO BPEMS OTAENbHBIX MHBEKLMA 06pa3La TpebyeTcs CneanTb 3a npoduismm
00LLieit MoHHOI xpomarorpammbl (TIC) 1 ypOBHSAMM MHTEHCUBHOCTY BHYTPEHHIX CTAHAAPTOB Ha
NPOTSXKEHUN BbIMONHEHMS aHann3a. Eciu dopma TIC 1nn pesynbTaTbl aHanm3a BHYTPEHHMX
CTaHAApTOB HEMpUEMMEMbI, aHann3 06pasLa B 3TOR NYHKE CNELYeT NOBTOPWTL, ECAN MpU
MOBTOPHOM aHann3e NpobsieMa He ycTpaHeHa, He0OX0ANUMO NOBTOPUTL UCCNEj0BaHIe 06pasLia
C 3Tana npobonoaroToBKiA.

KoHTposb kavecTBa

MATHA MaTpULbl C KOHTPONAMN HU3Koro (L) 1 Bbicokoro (H) ypoBHelt AOMKHbI 6biTb
NPoaHann3npoBaHbl B uyénﬂx Ha KQKOO0M MNaHLWETe TaKUM Xe 06pa30|v|, KaK 1 nccnegyemble
06pasLpl

CpenHne 3HaveHns (C) w ogHO cTaHAapTHoe OTKNoHeHwe (SD) no  Kaxaomy
onpeiensieMoMy aHanuTy B kaxaom 13 KoHTponedt (L u H) ykasaHbl B AEHTUDIKALMOHHOI
KapTO4Ke.
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CpenHee 3Ha4eHre Kaxaoro ayons koHTponeit Hu3koro (L) u Bbicokoro (H) ypoBHeit
NOMDKHO OblTb B Mpefenax +3 CTaHAAPTHbIX OTKNMOHEHWIA 3HAYeHWI, YKa3aHHbIX B

WHEHTUCDUKALIMOHHON KapTOYKe.

Ecnu cpefiHee 3HaueHMe B KOHTPONAX HU3koro (L) v Bbicokoro (H) ypoBHel BbIXoauT 3a
npedenbl +3SD, NpobonoAroToBka BbINOMHEHA HEBEPHO 1 CNIEAYET NOBTOPUTb MCCNIEAOBaHIE

BCEX 00pa3LI0B C 3Tana BblOUBAHUS JNCKOB.
Peructpauus pesynbTaros

[lnanasoH u3MepeHist aHanUToB C MCMOMb30BAHWNEM CUCTEMBI QSight NpeacTaBneH B

Tabnunue 8.
Tabnuua 8 — [luanasoH n3mepeHuit Habopa peareHToB HeockpiH 30
Ananut [lnanasoH n3amepeHuit (MKMonb/m)
Arg 0,450 — 285
Asa 0,450 —285
Cit 1,180 -338
Leu\llg\Pro-OH 0,790 1938
Met 0,610 404
Phe 0,430 —649
Tyr 0,750 1179
o 0,170 =315
C2 0,037 —187
C3 0,016 -29,9
C4 0,108 -6,13
C4DC\C50H 0,009 -6,16
C5 0,009 -6,16
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Ananut [lnanasoH u3MepeHui (MKkMonb/n)
C5:1 0,009 -6,16
C5DC\C60H 0,094 -3,49
C6 0,005-3,01
(8 0,010-6,02
C10 0,010 -4,06
(10:1 0,010-4,06
(12 0,005-2,95
C14 0,004 4,03
C1441 0,004 4,03
C140H 0,004 4,03
C16 0,013-26,0
C160H 0,013 -26,0
C16:10H\C17 0,013 -26,0
C18 0,010-10,1
(181 0,010-10,1
C180H 0,010-10,1
C18:10H 0,010-10,1
SA 0,186 -22,5

B cnydae KOHUEHTpaUMM aHanuTa HIDKe NUHEAHOMO [Manas3oHa ykasblBaTb 3HAYEHME
«MEHEEe» HIDKHEro npezieN1a NIMHEHOro AnanasoHa Ans AaHHOro aHanuTa (Cm. Tabnuuy 6).

B cny4ae KOHUEHTpauWn aHanuta BbllWE NMHEAHOMO ANANa30Ha yKasbiBaTb 3HA4eHue
«Bonee» BEPXHEr0 NPe/iena IMHEHOro Auanasoxa ANs AaHHOro aHanuTa (cM. Tabnuuy 6).
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Mpumenp: Peructpauns pesynbTatoB Ha npumepe pesynbtatoB Cit Bbille v Hbke
Mpezenos JNHEIHOTO A1anasoHa

JIvHeiiHbIA [Manasox,

AHanut MkMonbfin Pe3ynbTat uccnesioaums | Peructpauns pesynbtara
5 MeHee 13,8 Mkmonb/n
Cit 13,8-338 300 300 mkmonb/n
1500 Gonee 338 mkmonb/n

WHTepnpeTaLus pesynsTaTos

Onpepenenue

NoTeHUMaNbHO

NMONOXWTENbHBIX  PE3YNbTATOB

1NCCRej0BaHNS

Ha

METab0N4ECKINE HAPYLLIEHNS Y HOBOPOXEHHbIX OCHOBAHO Ha WUCMOb30BaHUM NOTPaHU4HbIX
3HAYeHWIA, KOTOPbIE PA3NMYAIOTCH Y MOTEHUMANbHO MOMOXUTENBHOrO W NOTEHLMANBHO
OTPULLATENBHOrO Pe3ynibTara.

MorpaHn4HbIE 3HA4EHNS AN aHANUTOB ONpeaeneHs! Ha BbIGOPKE 450 Cyxux NATEH KPOBM
HOBOPOX/EHHbIX MpPU CKDUHUHTE C NpUMeEHeHWeM Habopa peareHToB HeockpuH 30 ¢
nenonb3osannem cuctemsl QSight.

MorpaHn4HbIe 3Ha4eHns NS aHanUToB BbINI ONPESENeHbI NYTeM PacyeTa KOHUEHTpaLMN
aHanuToB, cootsetcTeytolien 1-my, 99-my u 99,5-My npoueHTUnaM. [poueHTMIn u
ONUCaTENbHbIE 3HAYEHMS, PACCUUTAHHBIE HA OCHOBE PE3yNbTatoB Anst 450 CKPUHUHIOBbIX
06pas3LoB, NpUBEAEHbI HIvKe B TabnuLe 9.
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Tabnuua 9 - OnucatenbHas CTaTUCTUKA WUCCNEAO0BAHIS C UCMOMb30BAHIEM MACC-
cnekTpomeTpuyeckoit cuctembl QSight MD (n = 450).

CoxkpatughHoe | CpepHee 3Hayeme, |  Menuana, TepueHTMNb (MKMOMb/N)
Ha3BaHve MKMONIb/N MKMONIb/N 1blik 99bi1 99,5
Arg 6,64 4,89 1,59 22,64 23,51
Asa* 0,59 0,56 0,26 1,10 1,31
Cit 14,68 14,07 8,06 27,36 30,06
LeuMlle\Pro-OH 115,12 105,39 68,02 194,64 225,01
Met 15,71 14,81 8,49 26,93 30,69
Phe 57,31 54,92 34,56 95,64 103,19
Tyr 88,58 82,34 35,85 1889 195,83
C0 30,66 258 11,73 90,94 94,05
G2 17,8 16,8 5,90 39,05 4343
C3 2,65 2,46 0,89 6,67 8,86
C4 0,21 0,19 0,09 0,62 0,67
C4DC\C50H 0,20 0,19 0,11 0,36 0,38
C5 0,14 0,12 0,07 0,34 0,37
(05:1 0,01 0,01 0 0,02 0,02
C5DC\C60H 0,18 0,11 0,07 0,69 0,70
C6 0,05 0,04 0,02 0,10 0,13
C8 0,05 0,05 0,02 0,11 0,12
C10 0,07 0,07 0,03 0,16 0,18
C10:1 0,07 0,07 0,04 0,15 0,16
C12 0,10 0,09 0,03 0,23 0,28
C14 0,24 0,23 0,10 0,49 0,52
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CokpaiierHoe | Cpenwes sHavenue, | Menvara, MepLeHTMAb (MKMO/IL/M)
Ha3BaHue MKMONb/N MKMOTb/N 1blit 99biii 99,5
C14:1 0,12 0,11 0,04 0,30 0,32
C140H 0,02 0,02 0,01 0,04 0,04
C16 5,22 445 1,67 13,67 14,48
C160H* 0,07 0,06 0,03 0,18 0,21
C16:10H\C17* 0,04 0,04 0,01 0,10 0,11
(18 1,04 0,99 0,47 1,95 1,98
C18:1 1,68 1,60 0,81 3,29 3,49
C180H* 0,03 0,03 0,01 0,06 0,06
C18:10H* 0,02 0,02 0,01 0,04 0,04
SA* 0,34 0,17 0,10 1,48 1,52
* - 3HaveHme HaxomuTca BHE Aana3oHa VI3MEDEHVII7I 1 HE MOXET CHNTATLCA TOYHBIM
(cm. pasgen 8. PervcTpaus 11 MHTEpNpeTaLUVs pesynbTaTos, noapasaen Peructpauvs pesynbTaros)

3HaYeHws, ykasaHHble B Tabnuug 9, SBASKOTCA NPUOAN3UTENBHBIMY, U KXaas naboparopus
J0IMKHA YCTaHOBUTL COBCTBEHHBIE KOHTPOIbHBIE ANAMA30HbI 11 MOTPaHUYHbIE 3HAYEHNS.

N punMmedaHne - Henb3s yCTaHaBNNBATL MOrpaHN4Hble 3HA4eHUd Ha OCHOBAHWW [aHHBbIX,
CO6paHHbIX B APYroii NabopaTopui N ¢ NOMOLLbHO KakIX-NMOO0 MHbIX NPOAYKTOB, KDOME HaBopa peareHToB
HeockpuH 30.

Ecnn mcnonb3yetcs HWKHA NOTPaHIYHbIA YPOBEHb 3HAYEHWUA, TO 00paslbl, npu
CKDUHUHIE KOTOPbIX YCTAHOBMEHbl 3HAYEHWA HWKE MOTPAHU4YHOrO YPOBHS, LOSKHbI
pacLeHnBatbca  Kak  MOTEHUMANbHO  MOMOXMTESbHBIE B OTHOLUEHWW  WUCCAEAYEMOro
BPOX/EHHOr0 Jedpexta MeTabonnama 1 NOATBEPXAEHbI NOBTOPHOM NPOLEAYPOV U ApYTUMI
n1abopatopHsIMA - METO4AMIN B COOTBETCTBAM C  [EACTBYIOLLAMM  PEKOMEHLAUNAMN 1O
PacLLMPEHHOMY HEOHATANILHOMY CKPUHWHTY.
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Ecnn vcnonb3yetcst BEPXHWIA MOTPaHWYHbI  YPOBEHb 3HAYEHUA  [I0BEPUTENBHOMO
NHTEPBANa, TO 00pa3Libl, NPY CKPUHUHIE KOTOPbIX YCTAHOBNEHbI 3HAYEHIS BbILLE NOrPAHNYHOTO
YPOBHS, [IO/MKHbI  PACLIEHMBATLCA KaK  MOTEHUMANLHO NONOXUTENbHBIE B OTHOLLEHMN
CCNELYeMOro  BPOXIEHHOrO JedheKta MeTabonu3ma W MOATBEPXAEHb  MOBTOPHO
npoueayport 1 ApyrMn nabopatopHbIMA METOfaMu B COOTBETCTBUM C [EACTBYHOLLMMI
PEKOMEHZALMSMM MO PACLUMPEHHOMY HEOHATANIHOMY CKPUHUHTY.

Pesynbrarbl uccnenosaHna Moryt GbiTb WMHTEPMPETUPOBAHBI TOMKO B KOMMIEKCE C
pesynbTatamin ipyrix Na0opatopHbIX U MHCTPYMEHTASIbHbIX WCCNEA0BaHNN, KIMHUYECKON
KapTUHOI, & TAKXKE reCTaLMOHHBIM BO3PACTOM HOBOPOX/EHHOMO.

[Inst nHTEpPNpETAUMIA Pe3yNbTaToB UCCNEA0BAHMS [OMYCKAETCS NPUBNEYEHIE JAHHbIX O
MOPOTOBbIX  3HAYEHWAX, YKA3aHHbIX B  MEAWLMHCKAX PEEepUpyemblX WU3LaHUAX 1
PEKOMEHZALMSIX MO HEOHATANBHOMY CKPUHUHTY B Poccuiickor Deaepauin.

9  TPAHCMOPTUPOBAHWE, XPAHEHWE W 3KCITIYATALIA

9.1 TpaHcnopTipoOBaHue

9.1.1  TpaHcnopTupoBaHWe HAb0pa PEareHToB OCYLUECTBAAT B  TEPMOKOHTE/AHEpax
C XN1aZ0371EMEHTaMI BCEMU BUAMU KDBITOrQ TPAHCMOPTA NMpY TeMneparype BHYTpU
TEPMOKOHTEIHEPOB, COOTBETCTBYHOLLIEI YCNIOBUAM XPAHEHNS KOMMOHEHTOB, BXOASALLNAX
B COCTAB HAOOPA PEAreHTOB.

9.1.2 [lonyckaeTcss TpaHCNOPTMPOBaHWE HabOpa PEareHToB B TEPMOKOHTEAHEpAX ¢
XNaZi03NeMeHTaM1 BCEMI BUAMIA KPbITOrO TPAHCMOPTA NMpW TEMMEPAType BHYTpN
TepMOKOHTelHepa ot 2 °C 0 25 °C B Te4eHue 14 cyTok.

9.1.3  Habopb! peareHToB, TPAHCNOPTUPOBAHHBIE C HAPYLUEHMEM TEMNEPATYPHOTO PeXuMa,
NPUMEHEHNIO HE NOALNeXaT.
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9.2 XpaHeHue u aKcnayaraums

9.21
9.2.2

9.2.6
9.2.7
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Habopbl peareHToB CeayeT XpaHuTb B XONOAWNbHIAKE UM XONOANUNLHON Kamepe npu
Temneparype ot 2 °C [0 8 °C B Te4eHue BCEr0 CPoka roAHOCTY Habopa PeareHToB.
[lonyckaeTcst xpaHuTb MukponnaHwweTsl 96-nyHouHble U-06pasHble, Knesiumecs
MeHKM ANS MUKDOMMAHLLETOB, JTUKETKM CO LUTPUXKOAAMU NS MUKDOMMAHLIETOB,
Peaxtine ans akcTpakumm v Peaktus gns MCMC npu Temnepartype ot 2 °C go 25 °C
B TEYEHVE BCEro CPoka roAHOCTI Habopa.

Habop peareHToB [O/KEH NPUMEHATBCS  COMMACHO  [JEWCTBYIOWEN  BEPCIM
YTBEPXAEHHONM MHCTPYKLMN NO NPUMEHEHUHO.

Mocne BCKPbITUS YNaKOBKM KOMMOHEHTbI HA00PA PEAreHTOB CreayeT XpaHuTb npu
CrIeZYHOLLNX YCNOBUAX:

BHYTpeHHVe CTaHAapThl, MMOGUNM3NPOBAHHBIE NOCNE BCKPLITUA U PACTBOPEHMS
XpaHuTb B MOBTOPHO 3aKPbITOA OPUrMHANBHO NPoBUPKe Npu Temnepatype o1 2 °C
108 °C 10 4 Hepenb;

MATHA MatpuUbl C KOHTpOMsMu HiM3koro (L) w Bbicokoro (H) ypoBHeit mocne
BCKPBITUS ~ XpaHWTb B OPUTHANBHOM  NAMUHWPOBAHHOM  Makete ¢
BnaronornoTuTenem npu Temnepatype ot 2 °C 10 8 °C 10 4 Heaens,
MukponnaHwetbl  96-nyHouHble  U-06pastble,  Kneswwecs nneHkn  Aans
MUKDOMNAHLLETOB, JTUKETKM CO LUTPUXKOAAMU NS MAaHWeToB, PeakTus Ans
akcTpakuum u Peaktug ans MCMC nocne BCKpbITUS XpaHUTb Mpu Temneparype
012 °C 10 25 °C B TeyeHue BCero cpoka roaHoCTY Habopa.

Habopb! peareHToB, XPaHUBLUMECS C HAPYLUEHWEM DErNAMEHTUPOBAHHOTO PeXiMa,
MPYMEHEHWIO HE MOANEXaT.

Habopb! peareHToB C MCTEKLLMM CPOKOM FOAHOCTY MPUMEHEHIIO HE MOANEXAT.

Cpok rogHocTv Habopa peareHToB — 12 MecsLeB npu COGMIOAEHUN BCEX YCMOBMIA
TPAHCNOPTUPOBAHIAS, XPAHEHNS U 3KCNNyaTaLim.

@ JHK-TEXHONOrUA



Tonbko JNA HAYYHO-UCCNEHLOBATENbCKUX LEeNEH

10 YKA3AHUA MO YTUAU3ALIUN

10.1  [lpu ncnonb30BaHMM Habopa peareHToB B N1aGopatopuin 06pasyioTcs OTXOAbI Kracca
B, koTopble yTMAn3MpytoTca B COOTBETCTBMM C TpeboBaHusmu CadluH 2.1.3684-21 u
MY 1.3.2569-09.

10.2  Habopb! peareHToB, NPULLEALINE B HEMPUTOAHOCTb, B TOM YUCIE B CBA3N C UCTEYEHNEM
CPOKa TOAHOCTY, MOBPEXIEHEM YNAKOBKM, MOAMEXAT YyTUAM3aLAM Kak 0TXodbl knacca B
B COOTBETCTBUM C Tpe6oBaHuaMN CanluH 2.1.3684-21.

11 TAPAHTWW U3rOTOBUTENA

11.1  TpeanpusiTue-13roToBUTENb  FAPAHTUPYET — COOTBETCTBME  HAb0pa  peareHToB
TPEOOBAHMAM TEXHIMECKWX YCNIOBWA NpU  COOMOEHNA YCNOBMA  TPAHCMOPTUPOBAHNS,
XPaHEHS 1 3KCMTyaTaLu, YCTAHOBMNEHHbIX TEXHUYECKIMIA YCIOBUAMU.

11.2  Cpok rogHocTi Habopa peareHToB — 12 MecsLes npu coOMAeHAM BCeX YCNoBuii
TPAHCMOPTVPOBAHMS!, XPAHEHWS 1 AKCyaTaLm.

12 PEMOHT W TEXHU4ECKOE OB5CY>XUBAHWUE

HaGop peareHTOB NpefHasHaYeH ANS OAHOKPATHOrO MPUMEHEHUS W He MOANEXUT
TEXHUYECKOMY 00CTYKMBAHMIO 1A TEKYLLIEMY PEMOHTY.
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14 NMEPEYEHb NPUMEHAEMBIX HALMOHATNbBHbIX CTAHIAPTOB

[OCT ISO 14971-2021 U3nenus meauumHckue. MpUMeHeHre MeHepKMeHTa pucka K MeauLMHCKAM
n3aenuam

FOCT 15.309-98 Cuctema pa3paboTky 11 NOCTAHOBKI NPOAYKLUMA HA NPOU3BOACTBO. VcnbiTanns u
MpYEMKa BbIMyCKagMoi NpoAYyKUMK. OCHOBHbIE MONOXEHNS

FOCT P 15.013-2016 Cuctema pa3paboTku W NOCTAHOBKM NPOAYKUWAM HA MPOM3BOACTBO.
MeanumHckue n3aenus

FOCT P 1.3-2018 TexHuyeckue ycnosust Ha npoaykumio. O6Lime TpebOBaHWA K COAEPKaHWIO,
0chOPMIIEHMHO, 0603HA4YEHINO 1 0GHOBNEHNIO

FOCT P 2.105-2019 EmnHas cucTema KOHCTPYKTOPCKOW AokymeHTauun. O6uime TpeGoBaHus K
TEKCTOBbIM JJ0KYMEHTaM

FOCT P 51088-2013 MeauunHckie 13aenust Ans AUArHOCTUKM WH BUTPO. PeareHTbl, Habopbl
PEareHToB, TECT-CUCTEMbI, KOHTPOSIbHbIE MaTepuanbl, NUTaTeNbHbIe Cpeabl. Tpe6oBaHMs K U3aennam
11 NOAAEPKUBAIOLLEN AOKYMEHTALNMN

FOCT P 51352-2013 MeauuuHckie n3fenus Anst AnarHocTiAKIA uH BUTPO. MeTozbl CMbITaHwiA
FOCT P CO 15190-2023 Nabopatopum MeauumMHcKie. TpebosaHns 6e30nacHoCTI

FOCT P 1CO 15223-1-2020 3penust MeauumHeKie. CUMBOMbI, NPUMEHSIEMbIE NPY MapKpOBaHIK
MEeANLUMHCKIX 3AENNA, Ha STUKETKAX U B COMPOBOANTENbHON AOKyMeHTaUMN. HacTb 1. OCHOBHblE
TpeboBaHna

FOCT P CO 17511-2022 TpeboBaHUs K YCTAHOBNEHUIO METPONMOrM4ECKO NPOCNEXUBAEMOCTH
3HAYeHNiA, MPUNUCAHHBIX KAnubpaTopam, KOHTPObHBIM Matepuanam npasuabHOCTM W 06pasLiam
610N0MN4ECKOro MaTepuana 4Yenoseka

FOCT P CO 18113-1-2015 MeanunHckue mapenns Ans auarHoctiaki in vitro. VHcdopmaums,
NpeioCTaBNsAeMas 3roTOBUTENEM (MapKMpoBKa). HacTb 1. TepMuHbl, OnpeaeneHus 1 o6Le TpeboBaHus
FOCT P CO 18113-2-2015 MeanuuHckue mapenns Ans AuarHoctiki in vitro. VHcbopmauns,
npefocTaBNsemas U3roToBuTenem (MapkupoBka). HacTb 2. PeareHTsl Ans AnarHocTiki in vitro ans
Npohecc1OHaNbHOr0 NPUMEHEHIS

[OCT P 1CO 23640-2015 WU3aenus MeanUMHCKWe ANt AMarHOCTUKNA in vitro. OLieHKa cTabunbHocTY
pEareHToB ANs AMarHoCTUKM in vitro
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MpumevyaHue - YkasaHHble BbilLE CTAHAAPTbI ObINM JEACTBYOLMMI HA MOMEHT YTBEPKLEHNS
VHCTPYKLMN MO NPUMEHEHN0. B AanbHeiLem, Npu nonb30BaHNiA JOKYMEHTOM, Lienecoo6pasHo NpoBepuTb
LEACTBUE CCbINOYHbBIX HOPMATUBHBIX LOKYMEHTOB Ha TEKYLIAA MOMEHT. ECMA CCbINOYHbIA [OKYMEHT
3aMEHEH UM M3MEHEH, TO NPU NPUMEHEHII HACTOALLEro IOKYMEHTA CNIEAYET NOJb30BATbCA 3AMEHEHHBIM
(M3MEHEHHbIM) [LOKYMEHTOM.

15 APEC 9 OBPALLEEHUA

Mpon3BoACTBO HABOPOB PEArEHTOB UMEET CEPTUQMLIMPOBAHHYHO CUCTEMY MEHEIKMEHTA
Ka4ecTBa M COOTBETCTBYET TDEOGOBAHUAM CTaHAAPTa CUCTEM MeHeMKMeHTa kadecTtsa ISO 9001
B 00nactu paspaboTku, Npowu3BoAcTBa W npodaxu VD peareHtoB 1 npuBopoB Ans
MOMEKYNSIDHO-TEHETUYECKON  IMArHOCTUKM 1 APYroro NabopaTopHOro MpUMEHEHUs, 1
ISQ 13485 B 06nacT pa3paboTku, NPON3BOACTBA U NpofaXK IVD peareHToB 1 NpUGOPOB ANA
MeZILMHCKO MOSIEKYNSPHO-TEHETUHECKON ANarHOCTUKM.

MponssoguTenn: OBLIECTBO C OrPAHUYEHHOIA OTBETCTBEHHOCTbIO «[HK-TexHonorns TC»
(000 «[IHK-TexHonorust TC»), Poccus.

Anpec npoussoautens: 117246, Poccus, r. Mocksa, npoesf Hay4Hbliid, 4. 20, CTpoeHue 4.
MecTo nponssoacTBa:

000 «[HK-TexHonorus TC», 117246, Poccus, r. Mocksa, npoea HayuHbiii, a. 20, cTpoerue 4.
Paspa6orunk Habopa peareHtoB Heockpur 30: O6LLECTBO C OrPaHN4EHHOI OTBETCTBEHHOCTBIO
«Heomacc anarHocTuka» (000 «Heomacc auartoctuka»), https://neomass.ru/

Mo BOMpocam, Kacaroummcs ka4ecTBa Habopa peareHToB, HampaBAsiTb WHOPMALMIO
B CNyXOY TEXHWYECKO MOAAEPKKM.
Ten.: 8-800-100-74-95
E-mail: support@neomass.ru
Homep 072R
2024-10-07
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