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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

CMMCOK COKPALLIEHWI 1 OBO3HAYEHWIA

B HaCTOALLEN MHCTPYKLMN NCMIONB3YOTCA CELYHOLLME COKPALLEHNA 1 0003Ha4EHNS:

ADO AneH03MH
Ala AnaHn
Arg ApriHuH
Asa APrVHUH-AHTapHas KucnoTa
Cit LuTpynauH
C0 CBOOOHbIA KAPHUTVH
C10 JleKaHOUNKapHNTIH
C10:1 J1eKeHOUNKAPHUTIH
(10:2 JlekagneHounKapHUTIH
C12 JloeKaHONNKapHUTUH
G121 JloeKEHONNKAPHNTUH
C14 TETPAAEKAHONIKAPHUTIH (MUDUCTUONKAPHITIH)
G141 TETPASEKEHOUNKAPHNTIH
C14:2 TeTPAfeKaANEHOUNKAPHNTIH
C140H 3-TMPOKCU-TETPA/1EKAHOUNKAPHUTMH
C16 reKcaekaHoUIKAPHUTLH (NanbMUTOUNKAPHUTUH)
C16:1 reKCafIeKEeHONKAPHUTIH
C16:10H/C17 3-TUPOKCH-TEKCANEKEHOWTKAPHIUTAH / renTaeKaHoNKapHUTUH
C160H 3-TAPOKCH-TeKCaeKaHOUNKAPHUTUH
C18 OKTA/1eKaHOWNKAPHUTUH (CTEPOUNIKAPHUTVH)
(181 OKTA/IEKEHOWNKAPHUTUH (ONIEUNKAPHUTIH)
C18:10H 3-TMAPOKCU-0KTA1eKEHOMNKAPHUTMH
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

(18:20H 3-T1APOKCH-OKTafIeKaANeHOUNKAPHUTMH

C180H 3-T1APOKCH-OKTAIeKAHOUNKAPHUTMH

G2 AUETUNKAPHUTIH

020 9IKO3aHOUKAPHUTVH (apaxmaonUIKapHINTUH)
(20:0-LPC ($20:0 nu3othochatnannxonn

022 [I0KO32HOWUTKAPHUTIAH (6ETeHONKAPHITUH)
($22:0-LPC ($22:0 nu3odhocchatnannxonuH

C24 TETPAK03aHOUNKAPHUTUH (JIMTHOLEPOUKAPHUTHH)
(24:0-LPC ($24:0 nusodhocchatnannxonuH

C26 reKCak03aHOMNKAPHUTUH (LIepOTOUNKAPHUTMH)
($26:0-LPC ($26:0 nu3odhocchatnannxonuH

C3 [1pONMOHUNKAPHUTUH

C3DC / C40H ManOHUIKAPHUTAH / 3-TMAPOKCU-GYTUDUIKADHUTIAH
C4 ByTUpunKapHUTIH

C4DC / C50H METUIMANOHIIKADHWTUH / 3-TAPOKCU-N30BANEPUAKAPHUTIH
C5 1130BanepunKapHUTUH

C5:1 TUrNUNKAPHUTIH

C5DC / C60H TNYTAPUIKAPHUTIH / 3-TMADOKCU-TEKCaHOUNKAPHUTUH
C6 [ eKCAHOMNKAPHUTMH

C6DC AQunUNKapHUTUH

(8 OKTaHONNKapHUTUH

C8:1 OKTEHONNKAPHUTUH

Cit LntpynamH

D-ADO 2"-[|E0KCUAZEHO3MH
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Pro MponuH

SA CYKUMHUNALETOH

Tyr Tupo3wH
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Muk M MOHOWM30TOMHbIA MUK, UCNOMb3YEMbliA MPI N3MEPEHMN
Mukn M+n JONOMHUTENbHbIE MUKN

30MD 3-0-metnaona
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

BBEJJEHME

HacnepctaeHHble 6oneanin o6mena Belwects (HBO) — oBLUMpHbIA Knace 3a60oneBaHiAii,
KOTOPbIE CBA3aHbI C MyTaLWUSMI B reHax PEPMEHTOB 1 GENKOB, Y4ACTBYHOLLX B METAB0NN3ME
KneTkn. B pesynbtare reHetuyeckux abeppauiii onpeaenéHHas 61oxummnyeckas peakuns
OOKMPYETCS, YTO MPUBOAWT K HAKOMMNEHWKO B KIIETKAX TOKCU4ECKMX METab0NNTOB, NPUBOAS K
rpy6biM fiedekTam passutus Ui ruoenin opraqiuama [1].

[Ins HBO xapakTepHo OCTPOE Ha4ano, Npu 3TOM BPEMS KNMHUYECKOI MaHUecTauum
BapuabenbHo W 3aBUCUT OT BUAA 3a00nEBaHWs, €ro reHeTudeckoro Tina. OfHako B
60MbLIMHCTBE CNy4aeB 00NE3Hb AeOHOTUPYET B paHHEM BO3pacTe, 0BYCMOBANBAA BbICOKYH
NETanbHOCTb, 0COGEHHO B NEPBbIA FOf XW3HY. Ha CEroAHSALHIA igHb BbIAENSHOT 15 0CHOBHbIX
rpynn HEQ B 3aBUCIMOCTY OT MOBPEXEHHOrO MeTabonnyeckoro nytv [2].

HacnencteeHHble  HapylweHus — 06MeHa  aMMHOKACMOT — (HAacnefiCTBEHHbIE
aMIHOALMA0NATII) W HAPYLLEHWA LiKNa 06pa30BaHs MOYEBUHbBI — ABE HAUO0MNEe O6LLINPHbIE
1 pacnpocTpaHeHHble B nonynsumn rpynnbl HBO, KOTOPbIE MMEKT ayTOCOMHO-DELIECCUBHBIIA
TUN  HacnedoBaHWs (KpOMe  HeZOCTaTOMHOCTW  OPHUTMHTPaHCKapOoMmMnasel, KoTopas
HacnefyeTcs no X-cuennexxomy Tuny) (tabnuua 1) 3, 4, 5, 8, 10].

Taioke, ogHumu u3 rpynn HBO sBNAOTCA HapylweHns MeTabonmaMa MypuHoB,
nepuMeHOB 1 HyKNeoTWAOB (Hanpumep, oauH u3 Buaos TKIH — TKIAH, accouumpoBaHHblit
C AedheKToM afieHo31HAeaMINHa3bl) U HapyLLeHns 06MeHa Nu3othocdonuninaos (Hanpumep,
X-clennenHas agpeHoneiikoamctpodpus) [11, 12].
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

Tabnuua 1 — Knaccudukauns Hanbonee Yacto BCTPEHAIOLLMXCS HapyLLEHMiA 06MeHa
BELLECTB B 3aBUCUMOCTY OT BUOXUMIHECKOr0 AethekTa

HacnenctsenHbie Tun
HapyLueHus 06MeHa leH Benok Hacne- | OMIM
aMMHOKMCIOT [0BaHNg
HapyLuexns 06MeHa apoMaTueckux aMMHOKMGIOT

DeHNNKeTOHypHs

KrAcCUecKas PAH DeHnnanaHuHrnapoKCunasa AP 261600
Tun A—PTS |Tun A — 6-nupyBoMNTETPArnApONTEPIUHCUHTA3A 261640

Tnepchermnananntemus | Tun B — GCH1 | Tun B — ryaHosuxTpudocatumknoruaponasa 1 AP 233910

BH4-pecpuumTHas Tun C — QDPR | Tun C — avrupponTepuanHpenykTasa 261630

Tuin D—PCBD1 | Tun D — nmepuk-4-anba-kapouHonamumeriaparasa 264070
FAH ®ymapunaeroauerasa

Tuposuxemus, tin | (GyvepwTaLgTorMapoasa) AP 276700
Tuposuxemus, Tun Il TAT TuposuHamuHoTpaHcdepasa AP 276600
Tuposuxemus, Tun 11l HPD 4-rvppoKcMeeHMNNMpyBaToKCNaasa AP 276710
AnkanToHypus HGD (OKCY[1a3a rOMOreHTU3MHOBOI KUCAOTHI AP 203500
ﬂed)mgw

exapOoKcasbl
aﬂpomgwecmx DDC [lekap6okcmnaza apoMaTnHecknx L-ammHokucnor AP 608643

L-ammHokuenot
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

HacnepcTBeHHble Tvn
HapyLueHysi 06MeHa TeH Benok Hacne- | OMIM
aMuHokucnot JI0BaHMa
HapyweHue o6MeHa aMMHOKHMCIIOT C pa3BeTB/IeHHOIA Lienblo
Tun 1A — E1-cy6beanHmua
BonesHb Tun 1A—BCKDHA | nerupporeHasHoro komnnekca
«KNEHOBOr0 Tun 1B —BCKDHB | anbha-KeTOKICIOT ¢ Pa3BETBIEHHOI LiEMbH AP 248600
cupona» Tun 2 - DBT Tun 1B — E1-cy6beanHuua 246900
(neiumHo3) Tun 3-DLD Tun 2 — E2-npotent
Tun 3 — E3-npotent
N30Banepuaosas MutoxonapnansHas
aunaypus VD n3osanepun-KoA-flernaporenasa AP 243500
MeTnamanoHosas
?ﬁ:'aﬂc);%imﬂy MUT Metumanornn-KoA myrasa AP | 251000
Pe3nCTeHTHas k B12)
MeTtunmanoHoBas Tun cblA—MMAA [ Tun cblA — muToxoHapHanbHbIi 6enok
aumaypus Tun cblB—MMAB  [MeTvnManoHoBoil aunaypun tuna A
CONpoBOXAAoLMecs |  Tun MeTunamoHoBoi | Tun cblB — MuTOXOHAPUANbHas AP 251000
HapyLUeHnem aunaypum ¢ AedmuuToM | c-Avamna-aaeHoaunTparcdepasa
MeTabonn3ma meTuAManoHun-KoA- | Tun MeTMNaMOHOBON aLyaypun ¢
BUTaMuHa B12 anumepassl — MCEE | gecpvumtom MeTvs-manosin-KoA-aniumepase!
Tun cbIF — nu3ocomansHbIit TpaHenopTep
koBanammHa
MeTunmanoHoBoi Tun cblF — LMBRD1 | Tun cbID — MutoX0HAPHanbHbI 6enok 277380
aumnaypus Tun cbID — MMADHC | MeTvAManoHoBo# aunaypui u AP 277410
¢ romoumcTirypueit. | Tun ¢blC — MMACHC | romoumcTHypun Tuna D 277400
Twun cblC — 6enok MeTUAMANoHoBON
aLNAYPUM ¥ roMOUNCTUHYpUM Thna C
EDV? HM;:;JBM Eggé Mponnormnn-KoA-kapGokcunasa AP 606054
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

Tun
HacnefcTBeHHble HapyLeHus
TeH benok Hacne- | OMIM
06MEHa aMUHOKUCNOT [I0BaHMS
HapyLueva 06MeHa cepocoiepxallux aMMHOKWUCIIOT
["OMOLMCTHYPUS Knacceckas CBS  |Lucratnon-6eta-cuHrasa AP 236200
TOMOLMCTUHYPIS, 0OYCNOBNEHHAS
THKeNbIM AeuunTom MTHFR  |MemnenTeTparuapodonatpesykrasa AP 236250
METUIEHTETPArNAPO(ONATPEYKTa3b!
Hapyuiehns o6MeHa rnuUpuHa (HEKETOTUHeCKas runepranLuHEMUs)
HekeToTn4eckas runeprauumnHemis P-6enok ranumH-paciuennstoLei
(rnuumHoBas HUEhanonarus, Tvn 1) GLDC CUCTEMbI MUTOXOHZPUIA AP 605899
HapyweHus unkna Mo4eBMHO06pa30BaHus

Hepocraro4HocTs
N-ALETT IOTAMATCUHTETA3b NAGS  [N-aueTunrnioTamarcuHTerasa AP 608300
Hepoctato4Hocts
KaDBOMOMIIOCHATCHHTETAZb! 1 CPS1  |Kapbamoundpocdarcinrerasa 1 AP 237300
Hepocraro4HocTb X-
ODHATVHTDAHCKADBAMANA3H! 0TC | OpHuTHKapboMonnTpaHcthepasa ClenTeHHbI 300461
Lurpynanxemms, nn 1
(Hea0CTaTo4HoOCTh ASS1 | ApruHIHCYKUMHaTCHHTETa3a 1 AP 603470
APTMHUHCYKLMHATCUHTETA3bI)
ApruHUHSHTapHAR auuaypns
(HenoCTaTOYHOCTL ASL | AprHUHCYKUMHATMa3a AP 608310
APTMHUHCYKLMHATIMASbI)
ApruHuHemust
(HE#OCTATOYHOCTb apruHasbl) ARGT | Aprivasa AP 207800
CUHAPOM TYNEPOPHITUHEMMH, _
runepaMmmMoHueMuN, ORNT1 OMT%AT;]DM""H"M Tpacnoprep AP 238970
TOMOLWTPYNANHYPM) P
8 NECMASS




TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

Tun
Hacggﬂzme:;l:s;&p&ugum TeH Benok Hacne- | OMIM
[l0BaHus
Lutpynnuxemus, Tan 2
(HeoHaTanbHas hopwa) SLC25A13 | DedmunT uutputa AP 605814
Hapywienns 06MeHa HyKneo3ugos
TsKenblit KOMOUHUPOBAHHbIN
UMMYHOAEULNT C AedheKToM ADA  |AneHosuHaeaMuHasa AP 102700
af1eH03NHAeaMIHa3bI
Hapywienns 06MeHa aumnKapHUTUHOB U Nu3odocdonunuaos
ETFA
®nasonpoTenHcoaepxalLne

["nyTapoBas auvaemus 2 Tuna EETTFFDBH alnn-KoA-neruporeags AP 231680
[Leduunt aunn-KoA- Aunn-KoA-aeruaporeHasa X1pHbIx
[LIernaporeHasbl XUpHbIX KNCAOT C ACADVL |KkicnoT ¢ 04eHb AnMHHOI AP 609575
04€Hb [/IMHHOA YrNepoAHON Lenbio YIN1EPOAIHON LENbIo
[ecomunt aumn-KoA- Aumn-KoA-meruaporeHasa xupHbix
JervaporeHassl XUpHbIX knenot co | ACADM [ KMCROT XUPHbIX KNCAOT CO CpeaHeit AP 201450
CpeAHeN ANVHON YrNepoaHoi uenu LJINHOW YTIEPOSHON Lienn
[ecomunt aumn-KoA- Aumn-KoA-fervzporeHasa XupHbix
[LIernaporeHasbl XUpHbIX KNCAOT C ACADS | kucnoT ¢ KopoTKOIA yrneposHoit AP 201470
KOPOTKOIA YTNIEOIHON LiEMNbI0 LienbIo
X-cuenneHHas X-
APEHONENKoANCTPOMNS ABCDT | ALDP CLIENMEHHbIN 300100

MpumevaHune — BHA—TeTparnapobuonTepuy;
AP — ayTOCOMHO-DEUECCUBHBIA TUN HACNE0BAHIS.
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

CneKTp KNUHUHECKNX NPOSBNEHMA AAHHOIA rpyNnbl 3a601€BaHINI TETEPOreHEH 1 3aBUCUT
OT TSKECTU TEYeHWs 11 BO3pacTa MaHudectauum 3a6onesaqins. COOp CeMeiHOro aHamHesa
04€Hb BXEH NPU NOL03PEHIUM Y NALMEHTA HA HANMYINE 3a00NEBAHWA JaHHbIX MPYNN: HAM4ME
B CEMbE POLCTBEHHUKOB C 3a[1EPXXKOM MCIXOPEYEBOro PasBUTIS, CyAOPOXKHBIM CUHLPOMOM,
JBUraTenbHbIMU - HAPYLUEHUAMU, MPOTPECCUPYHOLLIMM MOPKEHWEM MEYEHW, PaHHWE CMEpTU
B CEMbE ([eTeil Uk B3pOCbIX B MONOAOM BO3pacTe), 6rin3kopoaCTBEHHbIN 6pak [3, 6, 7, 8].

OTANYUTENBHOM  OCOBEHHOCTBIO HACTIELCTBEHHBIX AMMHOALMAONATUA 1 HapyLIEHA
LMKna 006pa3oBaHMs MOYEBMHbI, kak u nopasnsiolero wicna HBO, asnsetcs To, 410
KNVHNYECKIE NPOSIBNIEHNS HE BCErAA CMEUM(MYHbI 11 XapaKTepU3yHoTCs BONbLUAM YUCIOM
TeHO- 1 (DEHOKONWIA, 3TO  ABAAETCS  OOLEKTVUBHOA MPUYMHOW, 3ATPYAHSIOWIEA TOYHYHO
[JUArHOCTUKY 3TUX 3a00/1eBaHNIA, NPOTEKAIOLLNX B PSZLE CIY4aeB NOL MACKON MHADEKLUOHHbIX
00MnE3Hel, JeTCKOro LiepedpanbHoro napaniuya, anunencuu. B cBA3W C 3TUM, B OCHOBE
11abopaTopHOi  MArHOCTUKA  NEXIT  BbISBNEHNE  BbICOKOCMELM(PU4HBIX  GUOXMMUYECKUX
MapkepoB 3abonesaxiii [1, 9].

CornacHo npukasy Munaapasa Poceun o1 21 anpenst 2022 1. Ne 274H «06 yTBepXaeHUN
lopsoka 0Ka3aHns MedWMUMHCKOA MOMOLM NAUMEHTaM C  BPOXAEHHbIMM W (Mnn)
HacneCTBEHHbIMI 3a00NeBaHMAMU>», ¢ 01 sHBaps 2023 I. Ha BCeil TeppuTOpUI Poccuitckoi
Meaepaun HeOHaTanbHbIA CKPUHAHT PacliMpeH A0 36 rpynn HO30M0TMA W HANpaBneH Ha
MaccoBoe (6e30TOOpHOE) 06CNE0BaHUE HOBOPOX/EHHbIX HA BPOX[EHHble W (unn)
HACMECTBEHHbIE 3a00/EBaHIS NSt PAHHErO JOKNUHUYECKOrO BbISBNIEHNS 3a60MEBaHUI U KX
CBOEBPEMEHHOIO NIEYEHISI C LIENbI0 NPOMNAKTIKIA PAHHE CMEPTU U MHBANWMAN3aLMN feTelh [5].

B pamkax npoBefeHMst PACLUMPEHHOTO HEOHATANBHOTO CKPUHWHTA PErnameHTMpoBaHo
TPOBELLEHIE LMTOTEHETUHECKYX, MOJIEKYSIAPHO-LMTOTEHETUHECKVX 1 OUOXUMIYECKIX UCCTIEA0BAHMA.
broxummnyeckue nccne[osanus, B NePBYIO 04epesib, C UCMOMb30BaHNEM METOAA TaHAEMHON
MacC-CMEKTPOMETPIM, MO3BONAIT onpefenuts rpynny pucka no HBO w  HasHayuts
NOATBEPXKAAOLLME TECTbI HA OCHOBE MOJIEKYNAPHO-TEHETUYECKMX METOA0B TECTUPOBaHMS [5].
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

BakHO, 4YTO HACMEACTBEHHbIE aMUHOALMZONATUM W HAPYLLEHUS LMKNa 0GpasoBaHus
MOYEBUHbI  KOPPEKTAPYIOTCA ¢ MOMOLLbIO  MeTOTepanu, Kotopas opmupyetcst B
3aBMCMOCTI 0T 3a00MeBaHNs, BO3DAcTa, Macco-POCTOBBIX MOKA3aTeNew, (HU3N4ECKON
aKTUBHOCTN, CTAOMMHOCTA COCTOSHUA UMM HaMAYMA METAGONMYECKON [EKOMMEHCALAM
nauveHTa, a Ana paja 3a6oneBaHMiA yxe paspaboTaHa M BHEADEHa B MPaKTUKY
MaToreHeTYeCKas Tepanis. YCneLHOCTb TepaneBTIYECKUX MEPONPUATI HANPSAMYIO 3aBIACHT
0T CBOEBPEMEHHOCTW MOCTAHOBKM /IMarH03a, M03TOMy MPOBEEHME PACLIMPEHHOrO
HEOHATANbHOTO CKPUHUMHTA SIBNSIETC Hanbonee AdMEKTVBHBIM MOAXOAOM K DaHHEMY
BbISIBJIEHVIO NMALMEHTOB C HACNEACTBEHHbIMU METAGONNYECKUMY 3a6018BAHUSMY.
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

AHanUTBI:  AMUHOKMCINOTBI,  CYKUMHWIIALETOH,
CBOGOAIHbIA KAPHUTUH W aUMNKAPHATUHBI (Tabnuua 2)

HyKneosupbl,

nu3othochonunnabl,

Tabnuua 2 — BelecTsa, onpeaensemble ¢ NOMOLLb0 Habopa peareHToB HeockpuH 58

Ha3Bahue onpefensiemoro BeLIgcTBa

| CokpalieHHoe Ha3BaHue

AMHHOKUCAOTBI
AnaHuH Ala
ApruHuH Arg
AprVHUH-SHTApHAA KucnoTa' Asa
LintpynnuH Cit
TTIyTamuH / MM3MH GIn/Lys
[ nyTamuHoBas kucnora Glu
[ MLuH Gly
TleiALyH / M30NEIALVH / TWAPOKCUNPOIMH Leu/lle /Pro-OH
MeT1oHNH Met
OpHUTWH Orn
DeHnnanannH Phe
MponuH Pro
Tnpo3uH Tyr
BanuH Val
3-0-meTungona 30MD

KapHUTUHBI

(CBO6O/HbIIT KApHUTH C0
AUETUNKAPHUTVH C2
[1ponnoHNNKAPHUTIH C3
MaroHIIKAPHUTIH / 3-TUAPOKCH-GYTHDUIKADHUTUH C3DC / C40H
ByTupunKapHuTuH C4

Heockpux 58 © WUHCTpyKuMA no npumeHeHuo
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

Ha3sBaHwe onpefiensieMoro BelLecTsa

CokpalleHHoe Ha3BaHue

MeTUAMATIOHITKAPHITIH / 3-TVAPOKCU-U30BANEPUNKADHUTIA' C4DC / C50H
1130BanepunkapHuTIH C5
TUrnUNKapHUTH C5:1

' 7IyTapUNKapHUTIAH / 3-TW/IPOKCH-TEKCAHOUMKAPHUTIH' C5DC / C60H
ADVNUAKAPHUTYH C6DC
["eKCaHOUNKapHUTUH C6
(OKTaHOWNKAPHUTUH C8
OKTEHOWNKAPHUTIH (C8:1
[leKaHOUNKapHUTUH C10
[leKeHOUNKAPHITUH C10:1
[leKaIMeH0NIKApPHUTUH (10:2
[loaeKaHoNNKapHUTAH (12
[l0JeKEHONKAPHUTIH G121
TeTpafekaHoNNKapHUTIAH (MAPUCTONKAPHUTIH) C14
TeTpaZieKeHOUNKAPHUTIH G141
TeTpaekaaneHoNIKapHUTUH C14:2
3-TWAPOKCH-TETPAJEKAHONIKAPHUTUH C140H
["eKCafiekaHOUNKAPHUTH (NaNbMUTOUNKAPHUTUH) C16

[ eKcaeKEHOUNKAPHIUTUH (16:1
3-rMAPOKCH-TeKcaaeKkaHoNIKapHUTAH C160H
3-TVAPOKCH-TEKCAZEKEHOUNKAPHUTUH / TeNTa/ieKaHOMMKAPHUTA C16:10H/C17
OKTaeKkaHONNKAPHUTIH (CTEPONNKAPHUTIH) C18
(OKTafieKeHOMNKAPHUTIH (0NIENNKAPHITUH) (181

14
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

HassaHue onpezenseMoro BeLecTsa CoKpalleHHoe Ha3BaHue
OKTa/1eKaAeHOUNKAPHUTUH (MHONEUNKAPHUTHH) (18:2
3-TVAPOKCH-0KTaIeKAHOMKAPHUTUH C180H
3-T1POKCI-OKTA1eKEHONNKAPHUTUH (18:10H
3-TVAPOKCH-0KTaIeKAANEHOUNKAPHINTUH (18:20H
9i1K03aHOUNKAPHUTIAH (apaxuA0UNKapHUTUH) €20
[10K03aHOUNKAPHUTUH (BEreHONNKAPHUTUH) 022
TeTpako3aHOUNKAPHUTIH (MUrHOLEPONNKAPHUTIH) C24
["eKCaK03aHONKAPHUTIH (LiEPOTOUIKAPHINTUH) (26

KeToHb!
CyKUMHMNALETOH’ SA
Hykneosugel
AneHo3uH ADO
2'-[1OKCUaIEHO3WH D-ADO
Jnzodocconunuabl

($26:0 m3odocdarnannxonuH ($26:0-LPC
(24:0 nn3ochocarnannxonnt ($24:0-LPC
($22:0 imsodocdarnannxonuH ($22:0-LPC
(20:0 nm3ochocarnamnnxonnt $20:0-LPC

T ADrUHUH-AHTapHas KucnoTa (Asa) Onpesensercs Kak 06LLIAs KOHLIEHTPALWA apritHH-AHTAPHOM KUCAOTbI
, Veeannunpunos
— AHanwTbl, yKasaHHbIe B 3TX CTPOKAX, SBASKOTCS MO0 U30MEpamu, NM60 1306apamu, 1 PasnnyuT ux B
, PalKax TaH{IEMHOT0 MacC-CNIEKTPOMETDU{ECKOT0 JKCMIEPHNEHTa HEBOSMOXHO
— [In N3MEPEHNS CYKLMHINALETOHa HEOBXOAMMO MCN0Nb30BaTb PacTBOp ANs ONpeaeneHns Hanu4ns
CYKLMHUALIETOHa, BXOAALLWV B COCTaB HAB0Pa peareHTo

Heockpun 58 ¢ WHcTpyKuma no npumeHeHuo 15



TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

1 MPEOHA3HAYEHHOE NMPUMEHEHWE

1.1 TlonHoe HauMeHoBaHMe Habopa peareHToB: Habop peareHToB ANs KONMYECTBEHHOIO
ONpejeneHnst  aMUHOKICMOT,  CYKUMHWNALETOHA, HyKNeo3ngos, nu3ococdonmnuzos,
CBOBOJHOIO KApHUTUHA W AUMNKAPHUTUHOB METOOM TaHAEMHOI MacC-CMEKTPOMETpIM B
00pasLiax Cyxux NsATeH KPOBI HOBOPOXAEHHBIX NS HEOHATANbHOIO CKpUHMHIa (Heockput 58),
[Janee no TEKCTY — Habop PeareHToB.

1.2 HasHayeHwe: Habop peareHToB MpeAHasHaqeH ANs KOMMYECTBEHHOrO ONpeaeneHus
aMVHOKWUCIIOT,  CYKLMHWNALETOHa,  HyKNeoswmos,  Nu3odocthonnnumos,  CBOGOAHOMO
KapHUTWHA W aLMNKAPHUTIHOB METOZIOM TaHZEMHON MaCC-CrIeKTDOMETPUM B 06pa3Liax Cyxmx
MATEH KPOBM HOBOPOXAEHHbIX [Ns HEOHATaNIbHOTO CKPUHWHIA Ha  BPOXEHHbIE 1
HacneCTBEHHble 60Ne3HN 06MEHa BELLECTB.

1.3 OYHKUMOHANBHOE HA3HAYEHUE: HEOHATANbHbIA CKDUHWHT.

1.4 TlokasaHus K NPOBEMEHMI0 aHANN3A: CKPUHVHI HOBOPOX/EHHbIX [IETEI Ha BOXKAEHHbIE
W HACNB/ICTBEHHbIE GONIE3HN 0BMEHA BELLECTS.

1.5 TIpoTMBONOKA3aHMS K MPUMEHEHMIO: NPOTBONOKA3AHUI K NPUMEBHEHIID HET.

1.6 TlonynsiumMoHHLIe M AemMorpaduyeckue acnekTbl; Habop peareHToB NpeaHasHayeH ans
CKPUHIHI2 HOBOPOXAEHHbBIX ueTeM, NpUMeHEeHNe He 3aBUCUT OT NONYNALNOHHbBIX aCNEKTOB.

1.7 06nactb NpuUMEHeHMS: HAG0p peareHToB MpedHasHaqeH ANnA NpodecCHOHANbHOro
NPUMEHEHIS B MEMLIMHCKIX Y4PEXIEHUSX U KNTAHIKO-ANArHOCTUHECKNX NabopaTopusiX.

1.8 TloTeHuManbHble NOMb30BATENN: NPOMECCUOHANLHBIA  YPOBEHb  MOTEHLMATBHBIX
NnoNb30BaTENe — BPad  KIWHWYECKO  NabOPATOPHOA  AMArHOCTUKM,  MeLMUMHCKNIA
NabopaTopHbIi TEXHUK, Na6OPATOPHbIN TeXHONOr, Bronor.

1.9 TpumeHsTb Habop peareHToB CTPOr0 N0 HA3HAYEHWHD COMNACHO AAHHON UHCTPYKLMN NO
MPYMEHEHIIO.
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Tonbko ANA HAYYHO-HWCCNNCHOBATEeNbC KX 1/5‘/78//7
2 XAPAKTEPUCTWUKA HABOPA PEATEHTOB
2.1 Cocrtas Habopa peareHToB

Habop peareHToB BbINyCKAETCS B 1BYX BapUaHTaX UCTIONHEHNS:
« Mopma komnnekTauum 1 ABASETCS rONOBHbIM U3AENMEM W BKMKOYAET BCE KOMMOHEHTI,
HEeoBX0aMMblE 115t NPOBE/IEHIS aHanw3a.
« Dopma KoMNneKTauuM 2 BKIIOYAeT BCe KOMMOHEHTbI, HEOOXOAMMbIE ANsi MPOBEAEHHS
aHann3a, 6e3 peaktnea Ans MCMC 1 peakTiBa Ans akcTpakuum.

®opma KomnnekTaumn 1:
— BHyTpEHHWE cTaHAapThl, NMOMUN3MPOBaHHbIE — 1 NPOBUPKA;
— [19THa MaTpuLbl ¢ KOHTPOMAIMI H3KOTO (L) 1 BbICOKOrO (H) ypoBHE#, kapTo4Kka — 5 KapTo4ex;
— MukponnaHLueTsl 96-nyHo4Hble U-06pasHble — 2 ynakosku (no 10 w.);
— Knesiumecs nnéHKi Ans MKponnaHweTos — 1 ynakoska (20 wr.);
— PacTBop Ang onpeaeneHns Hanuyns CyKUMHUNALeToHa — 1 npobupka (1,7 mn);
— Peaktus ans akcTpakumm — 1 chonakoH (360 mn);
— Peaktus ans MCMC — 1 conakoH (800 mn);
— OQTUKETKM CO LUTPUXKOAAMI AN MAKPONaHLLIETOB — 1 ynakoBka (40 wr.);
— WHCTpyKUMS o NpUMEREHMIO;
— NneHTnduKaumoHHas kapToHKa;
— [lacnopT Ka4ecTsa.

®opmMa KoMnmekTaumn 2:
— BHyTpEHHWE CTaHAapThI, NMOMUNN3MPOBaHHbIE — T NPOBUPKA;
— [19THa matpuLbl ¢ KOHTPONSIMI H3KOTO (L) 1 BbICOKOro (H) ypoBHE#, kapTo4ka — 5 KapToyex;
— MukponnaHLueTbl 96-nyHo4Hble U-06pasHble — 2 ynakosku (no 10 w.);
— Knesimecst nnéHKi Ans MAKpONNaHLeToB — 1 ynakoska (20 wr.);

Heockpun 58 ¢ WHcTpyKuma no npumeHeHuo 17



TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

— PacTBop Ans onpeaenexns Hanuyns CykuMHUnaueTosa — 1 npobupka (1,7 mn);
— 3TUKETKY CO LUTPUXKOAAMM ANS MUKDONMaHLLETOB — 1 ynakoska (40 wr.);

— VHCTpYKUWS MO NPUMEHEHNIO;

— M OeHTM(NKALMOHHAS KapTOYKa;

— [acnopt Ka4ecTsa.

KomnnekTHOCTb:
— Habop peareHToB B 0JHOM 13 BAPWAHTOB UCMONHEHWS — 1 LUIT.

BHewwHuil BUL, peareHTos

HanmeHoBaHue peareHTos BHewHuil Bug
BHyTpeHHwe cTaHaapTbl, mounnanposanHble | MopoLwiok v rpaxymbl 6enoro Lsera
TISTHa MATDILLI ¢ KOHTDOAI H3KOTO (L) KapToHHas kapToyka ¢ g)VU'IbTDOBaJ'IbHOVI Bymarof,
1 Bb1G0KOrO (H) YDOBHEH, KADTOsKa Ha KOTOPYHO HaHECEHb! 2 NATHA MATPULIbI HU3KOTO

' ypoBHs (L) 1 2 nsiTHa MaTpHLibI BbICOKOrO ypoBHst (H)

PacTeop ans onpefenexns Hann4us
CYMHATALETON Mpo3pa4Hast 6ecLBETHAR XMAKOCTb
PeakTie ns aKcTpakumum™ [po3payHas 6ecLBeTHas XIAKOCTb
Peaktus gns MCMC lpo3payHas 6eCLBETHAS XUAKOCTb

* — pacacoBaH BO (hNAKOH U3 TEMHOO CTEKNA

2.2 Konmu4ecTBO aHanuanpyembix 06pasLos
Habop peareHToB paccunTaH Ha npoBeagHre 960 aHann3os.
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH
2.3 [pwHumn meToda
MeToA: TaHeMHas Macc-CeKTPOMETPISE; KONMYECTBEHHBIN aHanu3.

[puHuMN MeToaa

A3mepeHne  KOHLEHTpaUMi  aMUHOKWCAOT,  CYKUMHWNMALUETOHa,  HYKNeo3uzos,
nn30thoconunnaos, CBOGOAHOTO KAPHUTIHA 11 AUNNKAPHUTIHOB C MCMOMb30BaHWEM Habopa
peareHToB HeockpiH 58 BKMK04aeT B CeOst 3Tan SKCTPAKLMM aHANUTOB 13 BbICYLLEHHBIX NSTEH
KpOBI PacTBOPOM, COLEPXKALLMM MEYeHble CTAOMIbHBIMY 30TONAMIA BHYTPEHHUE CTaHAAPT!,
N 3Tan aHanu3a C UCMONb30BAHWEM CUCTEMbI TaHAEMHOI Macc-cnektpometpun (MSMS)
B PEXVME MOHWTOPUHIA MHOXECTBEHHbIX peakuud (MRM) (pucyHok 1). Pesynbrar,
MOJIy4aeMblil N0 KXAOMY aHanuTy, COOTHECEHHbI C €r0 BHYTPEHHUM CTaHAAPTOM,
MPONOPLMOHANEH KOHLIEHTPALMIN aHanuTa.

CooTBeTCTBME  MEXAY W3MEPSEMbIMU  aHanMTaMu W3 Habopa PEareHToB U
COOTHOCSLLAMMUCS C HUMU BHYTPEHHIMU KOHTPONSIMU M KOMWHECTBEHHBIMYM CTaHAApTaMu
npuBeeHo B Tabnuue 3.

Tabnuua 3 — AHanuTbl, U3MEPAEMbIE C MOMOLLBIO Hab0pa peareHToB HeockpuH 58, u
COOTBETCTBYHOLLIAE UM BHYTPEHHME CTAHAAPTbI 1 KOHTPOM

Axanut BHyTpeHHMii cTaHaapT KonuuecTBeHHblit KOHTPONb
AMUHOKMCAIOTI

Ala °H,-Ala Ala
Arg *H,-Arg Arg
Asa* *H,-Arg Asa
Cit *H,-Cit Cit
GIn/Lys *Hy-Glu Gln
Glu *Hs-Glu Glu

Heockpun 58 ¢ WHcTpyKuma no npumeHeHuo 19
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Axanut BHYTPEHHMIA CTaHAapT KonuuecTaeHHbIi KOHTPOIb
Gly *H-Gly Gly
Leu/lle / Pro-OH *Hy-Leu Leu
Met °H,-Met Met
Orn °H,-0m Omn
Phe ’H,-Phe Phe
Pro °H,-Pro Pro
Tyr H-Tyr Tyr
Val °H,-Val Val
30MD °H,-30MD 30MD
KeToHbl
SA °H-MPP** SA
KapHWTHHbI
C0 °H,-C0 C0
C2 °H-C2 G2
C3 H.C3 C3
C3DC / C40H °H-C4 C4
4 H.-C4 C4
C4DC / C50H °H-C5 C5
C5 °H,-C5 C5
(05:1 °H-C5 C5
(5DC / C60H °H-C5DC C5DC
C6DC °H-C5DC C5DC
C6 H.-C6 C6

20
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

AHanut BHyTpeHHI/IH CTaHaapT KonnyecTBeHHbIA KOHTpOJIb
8 *H,-C8 8
08:1 *H,-C8 08
10 *H-C10 10
1011 *H,-C10 C10
10:2 *H-C10 10
12 *H,-012 12
c12:1 *H-C12 12
14 *H-C14 14
C14:1 *H-C14 C14
C14:2 *H-C14 14
C140H *H-C14 C14
C16 *H,-C16 C16
C16:1 *H-C16 C16
C160H *H,-C16 C16
C16:10H/ C17 *H-C16 C16
C18 *H,-C18 c18
0181 *H-C18 c18
018:2 *H,-C18 c18
C180H *H-C18 c18
C18:10H *H,-C18 c18
(18:20H *H-C18 c18
020 *H,-026 026
022 *H-C26 26

Heockpun 58 ¢ WHcTpyKuma no npumeHeHuo
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Ananur BHyTpeHHuit cTaHzapt KonuyecTBeHHbIA KOHTPONb
024 *H,-026 (26
(26 °H,-026 026
Hykneosngpl
ADO °H,-ADO ADO
D-ADQ *H,-D-ADO D-ADO
Jusochochonunupbl
($26:0-LPC *H,-C26:0-LPC ($26:0-LPC
$24:0-LPC *H,-C26:0-LPC ($26:0-LPC
$22:0-LPC *H,-C26:0-LPC ($26:0-LPC
$20:0-LPC *H,-C26:0-LPC ($26:0-LPC
* — ApruHUH-sHTapHast KucnoTa (Asa) onpeiensieTcsl kak 061Las KOHLEHTPALAS apruHUH-SHTAPHON
KICOTbI 1 €€ aHrVLPUL08.
** — MeyeHoe CTabiunbHbIMI M30TONaMV NPON3BOAHOE COEANHEHME CYKLMHMNALIETOHA (SA)
3-(5-metnn-1H-nnpason-3-1n) nponaHoBas kucnota

Macc-cnexkTpomeTpuyeckast CiACTeMa COCTOMT 13 CUCTEMbl J0CTaBKM 06pasLoB,
KOTOpasi CBA3aHa C YCTPOWCTBOM AN WOHM3ALMN ANeKTPOCMPEEM U TPEXKBAZPYMOMbHOTO
MacC-CreKTPOMETPa.

AHanuTbl, NPUCYTCTBYIOLLME B 3KCTPaKTe 06pa3ua, AOCTABNAOTCS B MACC-CNIEKTPOMETP
4epe3 CucTeMy J0CTaBKM 00pa3lOB. B WCTOYHWKE MOHU3ALMK 3NIEKTPOCTPEEM aHanuThI
NPUOOPETAIOT NONOXMUTENbHBIA UK OTPULATENbHBIA 3apAA 1 NEPEXOAAT U3 PACTBOPEHHOI
B ra3000pasHyto (asy. 3atem WMOHbI NepeHOCITCS B MACcC-CNEKTPOMETP, KOTOPbIA COCTONT
13 fByx kBaapynoneit (MST u MS2) 1 kamepbl COyaapeHuii, PaCMONOKEHHON MEXAY HUMIA.
Macc-cneKTpOMETp COPTUPYET U OTAENSIET 1OHbI B 3aBUCUMOCTYU OT COOTHOLLEHNS X MacChl
K 3apsy (3HaveHne m/z).
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

Mpn nonyyeHnn paHHblx B pexime MRM  MS1  HactpawBaetcq Ans  Bbibopa
POAUTENbCKMX WOHOB ONMpefiesieHHoro Tuna. Mocne otoopa ¢ nomoLlblo keaapynons MST
WOH-NIPEALUECTBEHHNK NEPESABTCS B Kamepy COYAAPEeHuiA, rae NPOUCXOAMT MHAYLMPOBAHHAS
CTOJIKHOBEHWUAMI [MCCOUMALMS, W UOH-NPEALECTBEHHIK (DPArMEHTUPYETCS HA HECKOMbKO
1NOH-NPOAYKTOB. [ocne 3T0ro TOMbKO UOHbI-NPOAYKTbI 33AaHHOMO TNa MOryT MPOX0AWTb Yepe3
kBagpynonb MS2 ans nmocnemytoliero [eTekTMpoBaHus u peructpauum MRM-nepexona
NOHOB-MPE/ILIECTBEHHINKOB,  CMEUMMMYHbIX ANA  AAHHOTO aHanuTa. Bce  ocTanbHble
1NOHbI-MPOAYKTbI  OT(IMNLTPOBLIBAOTCH. B Ka4yecTe npuvepa Ha pucyHke 1 nokasabl
XIMIUYECKIE CTPYKTYPbI Arg ¥ MOHA-NPOAYKTA B PEXUME NONOKUTENbHON MOHU3ALIAM.

ApPruHUH MpoayKkT
M/Z175.1 dbparmenTaumum
M/Z 70.1
HN o ~
/u\ 1.dparmenTauuns
HN N oH —— =
H HAN 2.dunbTpayuna
® HN
@

PucyHnok 1 — Tlpumep chparmenTaumnm Apruina 8 pexuve MRM
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KCTPaKUMS aHanuTa C NOMOLLbI0 Habopa peareHToB HeockpuH 58 ocylLecTBNSETCS
nyTem [06aBNeHNs B 00paselL Ha 3Tane WHKybauuu paboyero pacteopa Ans 3KCTpaKLum
(cm. pasgen 7.2 ToarotoBka KOMMOHEHTOB HAbOpa pEareHToB ANs  UCCNeJ0BaHus),
cocTosiLLero 13 PeakTinBa s 3KCTpaKum v BRyTpeHHUX cTaHAapToB. OfHaKO ANS 3KCTpaKLun
1 U3MEPEHNS CyKUMHUNaugToHa (SA) coeanHeHve HeoBXO[MMO AepuBaTM3npoBarhb. 310
MPOMCXOAUT OJHOBPEMEHHO C 3KCTPAKUMEA APYrAX aHanuToB Mpu [06aBNEHMN anuKBOTbI
Pacteopa [ns ONpefeneHns Hanu4ms CyKUMHWNAUeTOHa K paboyemy pactsopy AnA
3KCTpaKLN.

SA ABNSIETCA PEAKLUMOHHOCTIOCOBHBIM [MKETOHOM (DUCYHOK 2), B CUNY YEr0 [aHHbIiA
aHanUT MeeT CKMOHHOCTb K BCTYNNIEHWO B PeakLnto C aMmuHorpynnamii aMMHOKICIOTHbBIX
0CTaTKOB, MMEIOLLIXCS B KDOBY NENTUAO0B 11 6emKoB. MoaToMy, kak npasuno, SA npucyTcTeyeT
B 00pasle B CBA3aHHOM C Oefkamu BUAE (PUCYHOK 2). B CBA3W C 3TuM B aHanuse ¢
11CMIONb30BaHNEM Habopa peareHToB HeockpuH 58 akcTparpoBaHue SA oCyLecTBASETCS C
MOMOLLBIO r1ApasuHa (60Nee CUNBHOT0 OCHOBAHMS, YEM aMUHOKICIIOTHbIE OCTaTKW). B xoze
37OV peakuun B3aumoageiicTeine SA ¢ 6eNkamu yCTPAHSETCS 11 3ameLLiaeTcs 60M1ee CTabbHbIM
B3aNMOJENCTBIEM C ANamMuHOM (rnapasuHom). B pesynbTare Takoii peakumn 06pasyetcs
BbICOKOCTAOUbHbIN NPOAYKT TuNa nupasona, KOTOprVI BNOCNEACTBAN NOABEPraeTcs
3KCTPaKLMIA C APYriAMI BELLIECTBAMN, ONPEAensemMbIMU B paMKax 3T0ro aHanuaa. Beneacteme
3T0r0 cofepxadne SA B paMKkax aHanu3a C WCMOMb30BaHMEM CUCTEMbI TaHAEMHOM
macc-cnektpometpun (MSMS) onpeensieTcst kak coaepaHue npou3BOAHOr0 COBANHEHNS,
3-(5-meTun-1H-nupaszon-3-un) nponaxosoit kucnoTbl (MPP) (pucyHok 3). B koHe4HoM uTore,
KONM4eCTBEHHOE ONpeeneHre SA Npou3BoAuUTCS MyTem 406aBneHus B paboynii pacTeop Ans
3KCTPAKLYMIN MEYEHOr0 PaAMOAKTVBHBIMIA N30TONaMU aHanora NPONaHoBOi KCMOTbI B KA4ECTBE
BHYTPEHHET0 CTaHAapTa.
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R

HN/

QOcTarku aMWHOKMCIIOT

OH

OH

0

CB000aHbIN CYKUMHUNALETOH CyKUMHUNALLETOH, CBA3aHHbIA ¢ Benkamu,
nenTuaaMu UNM aMUHOKMUCIOTamMm

PucyHok 2 — CBoboaHble v CBA3AHHbIE C OeNKamMi hOPMbI CyKUMHUAALETOHA (SA).
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

HN/
R
R
N
o
R
H,N-NH,
o apasuH NH,
(cunbHoe ocHoBaHue) CBoGoaHble Genki,
- NenTuabl U1 aMUHOKUCTIOThI
LLlaBenesas kucnota
(kucnora) 3

CYKUMHUMALETOH, CBA3aHHbINA C Genkamu,
nenTuaaMu Unu aMmMHoKMCnoTamm

)\/L/W N NH
/K/K/\’(OH
o
CB0oGOAHbINA 1 NOMYyYeHHbIA B pesyrnbTare
AepuBaTu3aLu CyKLMHUNALLETOH,
3-(5-metun-1H-nupason-3-un) nponaHosas kucnora (MPP)
PucyHok 3 — [lepuBatu3auns u 3kCTpakums cykumHnaLerona (SA) Pactsopom ans
ONPEAENeHNs HANN4NA CYKUMHINALIETOHA.
2.4 BpeMsi npoBefeHWs aHan13a eauHNYHOr0 06pasLia COCTABNSET 0 2 MUHYT.
Bpems BbINONHEHMs aHanu3a MOAHOro Mukponnaiueta (96 nyHok) — 200 MUHYT
(Mpw CNONb30BAHIUM CTAHAAPTHBIX NAPAMETPOB NPOMbIBKI CUCTEMB).
Mpo6onogrotoska — 90 MuH.
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TOnbKO JAA HAYYHO-NCCANEHOBATENbCKNX YENEH
3 AHAJIUTUYECKWE XAPAKTEPUCTUK HABOPA PEATEHTOB

AHanMTUYECKIe XapaKTEPUCTIKI 25 aHANWTOB ONPEESIEHbl 1 YKa3aHbl B COOTBETCTBUN C
XapakTepUCTUKAMN POACTBEHHBIX aHANWTOB. AHANUTUHECKWE XaPAKTEPUCTUKN POACTBEHHbBIX
aHaANNTOB ABNAKOTCA PENPE3EHTATUBHLIMI AN BCEX aHANWTOB, BXOAALLIX B COOTBETCTBYHOLLIYHO
rpynny.

Tabnuua 4 — AHanuTbl M COOTBETCTBYHOLLAM UM POLCTBEHHbBIE aHANMTBI

AHanut PoACTBEHHbII aHANUT
C3DC / C40H C4
(5:1,C4DC / C50H C5
C6DC C5DC
C8:1 C8
C10:1, G102 C10
c121 C12
C14:1,C14:2, C140H C14
C16:1, C160H, C16:10H/ C17 C16
(18:1,C18:2, C180H, C18:10H, C18:20H C18
020, C22, C24 026
($20:0-LPC, C22:0-LPC, C24:0-LPC ($26:0-LPC
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

3.1 Mpepaen o6HapyxeHus

Ta6bnuua 5 - Tllpeaen o6HapYXeHUst aHanUToB, ONPeaensieMblx HaboPOM PeareHToB
HeockpuH 58

o Tpenen 06HapyxeHus,

AHanut PoncTBEHHbI aHAMMT Pen MKMOHE/VH
ADO ADO 0,051
Ala Ala 3,139
Arg Arg 0,432
Asa Asa 0,101
Cit Cit 0,655
D-ADO D-ADO 0,024
GIn/Lys Gln 0,954
Glu Glu 0,575
Gly Gly 78,848
Leu/lle / Pro-OH Leu 1,652
Met Met 0,717
Orn Orn 2,808
Phe Phe 0,423
Pro Pro 1,262
Tyr Tyr 0,598
Val Val 7,464
30MD 30MD 0,086
C0 Co 0,084
C2 G2 0,042
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

TMpefen o6HapyXeHus,

AHanut POACTBEHHbIH aHAnUT pen MKMOHE%K
C3 C3 0,019
C3DC / C40H C4 0,040
C4 C4 0,040
C4DC / C50H C5 0,009
C5 C5 0,009
C5:1 C5 0,009
C5DC / C60H C5DC 0,030
06DC C5DC 0,030
C6 C6 0,009
C8 C8 0,010
C8:1 C8 0,010
C10 C10 0,007
C10:1 G10 0,007
£10:2 C10 0,007
C12 C12 0,004
C12:1 C12 0,004
C14 C14 0,003
C14:1 C14 0,003
C14:2 C14 0,003
C140H C14 0,003
C16 C16 0,004
C16:1 C16 0,004
C160H C16 0,004
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

Ipeaen o6HapyXeHus,

AHanut PopCTBEHHbIA aHanNT MkMonE/
C16:10H/C17 C16 0,004
C18 C18 0,003
G181 C18 0,003
(18:2 C18 0,003
C180H C18 0,003
C18:10H C18 0,003
C18:20H C18 0,003
020 (26 0,032
022 026 0,032
C24 (26 0,032
C26 026 0,032
(20:0-LPC (26:0-LPC 0,008
($22:0-LPC ($26:0-LPC 0,008
(24:0-LPC (26:0-LPC 0,008
($26:0-LPC ($26:0-LPC 0,008
SA SA 0,401

3.2 CneunduyHOCTb (NEpeKpACTHARA PEaKTMBHOCTb)

Leu/lle / Pro-OH sBnsiotcs n3omepamun v u3obapamn, U pasnuyuTb X B pamKax
TaHOEMHOTO  MacC-CrieKTPOMETPUYECKOr0  3KCMIEPUMEHTa  HEBO3MOXHO.  BbllaBaeMblid
pe3ynbTar no NeiLuHy SBNSETCS CyMMON BCEX TPEX BELLECTB.

Lys: L-nn3uH OKa3blBaeT OrpaHMYMBAIOLLEE BANAHWE HA aHanU3 NyTeM MOBbILLEHUA
1N3MEPSeMbIX KOHLIEHTpauUuiA GIn u Glu. L-nu3uH sBnsieTcs He3aMeHUMOii aMUHOKIUCAOTON 1
ABNAETCS M300apuyeckuM BeLIeCTBOM Ans aHanuTa Gln Habopa peareHToB HeockpuH 58,
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

0Ka3blBAET OrPaHN4MBAIOLLEE BANAHWE HA aHANM3 NyTeM MOBbIEHNS U3MEPSEMbIX
KOHLeHTpaunii GIn v Glu. AHanu3 He pasaenser AaHHbIe COeANHEHMs, NO3TOMY pe3ynibTar Gin
npeacTaBnseT coboit cymmy GIn u L-nm3uHa (GIn /Lys). MoBbllLeHHbI YpOBEHb L-nu3nHa
MOXET NPUBECTU K MONYYEHMKO NIOKHOMONOKMTENbHBIX Pe3yNbTaToB CKpUHUHTA Ha GIn
winm Glu.

C3DC / C40H, C4DG/C50H u C5DC / C60H: axanutel B napax C3DC /C40H,
C4DC / C50H n C5DC / C60H sBMstOTCS NPMPOAHBIMI auMAKapHATUHAMK, KOTOPbIE MOTYT
MPVCYTCTBOBATb B BbICYLLEHHbIX NATHAX KPOBY, 11 X HEBO3MOXHO OTAENATL ApYr OT Jpyra B
pamMKax aHanuaa c 1Cnosb30BaHMEM Habopa peareHToB HeockpuH 58 13-3a nepekpbiBaHis
MRM-ngpexoioB. BenuyuHbl OTHOLIEHWR MacChl K 3apady WOHOB-NPeALECTBEHHIKOB
coctaenstoT 248 (8 cnyvae C4DC, C50H), 262 (8 cny4ae C4DC, C50H) n 276 (8 cny4ae C5DC,
C60H), n BCe 3TU BELLECTBA WUMEHT aHanoru4HbIi WAEHTUDUUMPYHOLLNIA UX WOH-NPOAYKT
(macca/3apsg 85). Bcneactsue atoro npu MCMonb30BaHM Habopa peareHToB HeockpuH 58
pe3ynbTaTbl N0 3TUM aHANUTaM NOMYYAHOT B NAPE KaK CyMMAPHYHO BENHIHY, YTO NPaKTUYECK
AHANOrAYHO CNyyato onpeaenexns conepxanus Leu / lle / Pro-OH. B cBsian ¢ cyLiecToBaHmem
TaKOr0 4YaCTW4HOTO MEPEKPBITUS PE3YNbTaThl N0 3TAM aHanuTam JOMKHbI NPeACTaBNATLCS B
0THETE KaK KyMYNSTBHAA KOHLEHTPALWS COOTBETCTBYHOLLIX [1BYX aHANATOB B Nape.

C16:10H / C17: rentanekaHounkapHutia  (C17) wpoeHTMGMUMPOBANA KaK HOBbIN
61OMapKep, CEUMMIUYHbIA ANS NAUMEHTOB C NPOMMOHOBOIA aUMAEMUER U METAMANOHOBOIA
aumuaemueit. CooTHoLLEHe Macchl K 3apaay ang aHanutos C17 1 C16:10H Habopa peareHToB
HeockpuH 58 (macca/3apsg 414) nepekpbiBaeTcs. G MOMOLLbBI0 aHann3a ¢ UCMoMb30BaHNEM
Ha6opa peareHToB HeoCKpUH 58 y NaUMEHTOB C TakuM HapyLEHUeM MOrYT BbiTb MOMyYeHb
noBbllLeHHble ypoBHM G16:10H. Kpome Toro, Bbicokue ypoBHu C16:10H B coveTaHum ¢
APYTVIMIA TMAPOKCUNMPOBAHHBIMU AUMANKAPHUTAHAMM C ANMHHON LIEMbIO CBA3aHbI C AEnLMTOM
LNMHHOLEN0YeYHoM L-3-rupokcmaunn-KoA-aernaporeHasbl v TpucyHKUMOHaNbHOIM 6ENkoBOi
HEL0CTATO4HOCTBIO.
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

(£26:0-LPC: B nsTHax KpoBIN HOBOPOX/IEHHBIX 1 MOCNEPO/I0BbIX 06Pa3Liax KPOBH, B3ATHIX
y [eTeit C AMArHOCTUPOBAHHbIM CUHAPOMOM JKapau-TyTbep, MOXET ObiTb MOBbILEHA
KoHLEHTpauns C26:0-LPC, 4o Np1BOAUT K BO3MOXHbIM 0XHOMONOXKMTENbHbIM PE3yNbTatam
CKDUHWHIA NEPBOTO YPOBHS HA X-CLEMEHHYH0 afipEHONENKOANCTPOMUIO.

OrpaHnuuBaKOWEe BAWSHWE CO CTOPOHbI MMKOB M30TOMOB M+2: aHanutbl 1
BHYTPEHHIE CTaHAAPTbI, KOHLIEHTPALWS KOTOPbIX M3MEPSIETCS C MOMOLLBH0 Habopa peareHToB
HeockpuH 58, natoT He TOMLKO Mtk M (MOHOM30TOMHbIA MWK, UCNONb3YeMbli NPY U3MEDPEHIN),
HO 1 Mk M+1, M+2 1 M+3. 3T gononHuTenbHble nuky Tuna M+n nosBNATCS BCReACTBIE
CYLLLECTBOBAHMA B NPUPO/E CTabWUbHbIX M30TONOB 60MbLUEA Macchl, Takux kak 13C, 15N unm
180. Mpn TaHAEMHOA MacC-CNEKTPOMETPUM CMOXHbIX 00pasLOB, KOrda NpOM3BOAUTCS
0JHOBPEMEHHbIf aHaNN3 psaa aHanuToB (Kak B CNyvae ¢ Habopom peareHToB Heockput 58),
MUK TN M+n 0JHOrO XMMUYECKOrO COeAMHEHNS MOTYT YaCTUYHO HaKNadbIBaTbCS HA MK,
006pasyemble APYrAMI COEANHEHMSMI, UMEIOLLMY BAN3KOE MO BEMNYMHE OTHOLLEHIE MaCcCh
K 3apagy. B aHanuse HeockpuH 58 Takoe NOTEHUMANbHOE HANOXEHWE MPOSBNAETCS
(haKT4eCK B BIAAE NOTEHLIMANIbHBIX OrPaHNHMBAIOLLMX BAVSHUIA BCIIEACTBUE HANMYIS NUKOB
M+2 cneaytowmm obpazom: M+2 komnoHeHTa G5 [aeT 4acTuyHoe nepekpbiTie ¢
C3DC / C40H, M+2 komnoteHTa C6 pmaet wactinyHoe nepekpbitne ¢ G4DC / C50H, M+2
komnoHexTa G8 naet 4actuyHoe nepekpbitie ¢ C6DC. OAHAKO 3T0 BAMSHIUE 3HAYUTENBHO
TOMbKO npu TOM ycnosuu, 4To C5, C6 u C8 npucyTcTBYHOT B 60MbLUMX KOHUEHTPaUMsX. Mpu
00bI4HbIX KOHLEHTPALMAX, BCTPEYAIOLLAXCA B MPUPOLE, 3TO BMAHUE NPEHEOPEXMMO Maso.
OpHako B Cnyyasix, KOrfa 3710 OMPeAensiemMoe BELIECTBO MPUCYTCTBYET B MOBbILUEHHbIX
KOHLIEHTpaUWsX, Heo6X0AMMO MPOBOAMTb OLEHKY W3MEPEHHbIX BEMUHYMH KOHLEHTpaLN
C3DC / C40H, C4DC /C50H, C6DC. M HaobopoT, B Cnyyae BbIIBNEHUS MO pe3yNbTatam
113MEPeHNii NOBbILIEHHbIX KOHUEHTPauwin C3DC / C40H, C4DC / C50H, C6DC pekomeHayeTcst
NpoN3BECTI M3MepeHne KoHLeHTpauum G5, C6, C8, 4To6bl yAOCTOBEPUTHCS B TOM, 4TO
NONy4eHHble Pe3ynbTaThl He 00YCNOBNEHbI ONICAHHBIM B 3TOM naparpade BAusHrem M+2.
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

3.3 Wutepdepupytowime BeLiecTea

KOHLEHTpaLWy BELLECTB, KOTOPbIE HE OKA3bIBAKOT BAIMSAHMS, NPOBEPSIA [0 CREAYHOLLNX
KOHUEHTpauui: kpeatud — 1o 3000 MKMONb/N, nuaoKamH — [0 74,85 MKmonb/n,
XONecTepuH — A0 6,0 MMoNb/N, 6eH30KalNH — 40 60,2 MKMOAb/N.

3.4 XapaKTepucTUKU TOYHOCTM

3.4.1  [pasunbHocTb: 80—120%.

3.4.2  T10BTOPAEMOCTb: KO3(MULMEHT BapuaLwy He 6onee 15%.
3.4.3  BocnpoussoaumMoCTb: K03(h(ULMEHT Bapuaumn He 6onee 15%.

3.5 MeTtponornyeckas npocnexusaemoctb B cootserctBin ¢ n.5.7 TOCT 17511-2022.
HeonpeaeneHHocTb n3meperus (U) KOHLEHTpaLmM aHanuToB coctasnset 0,4.

3.6 JlvHeiiHblit AMana3oH U3MepeHns (¢ ucnonb3osaquem cuctemsl QSight)

Tabnuua 6 - JIuHelHbIil 4ManasoH U3MEpeHIst aHanuToB, Onpesensembix Habopom
peareHToB

Hwxuwit npegen Bepxuuii npegen
Ananut PO‘LCJ::::"'M [Manasoxa nmﬂeﬁuocm, umana3poua nugeﬁﬂuocm,
MKMONb/N MKMOJIb/N
ADO ADO 0,053 10,201
Ala Ala 4,036 1580,247
Arg Arg 0,632 271,134
Asa Arg 0,134 44,506
Cit Cit 0,680 309,136
D-ADO D-ADO 0,024 10,325
GIn/Lys Gln 1,614 1853,196
Glu Glu 0,648 1163,33
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HuxHuit npepen

BepxHuit npepen

AHanut PO‘J‘:J:]?:;"’M [ManasoHa IMHeHOCTM, | [ManasoHa MHeAHOCTH,
MKMOJIb/N MKMOnb/N
Gly Gly 80,530 2374142
Leu/lle / Pro-OH Leu 1,738 1700,142
Met Met 0,735 352,897
Orn Orn 3,342 994,324
Phe Phe 0,481 505,357
Pro Pro 1,392 1348,29
Tyr Tyr 0,810 1060,334
Val Val 7,498 1105,034
30MD 30MD 0,102 110,546
C0 C0 0,128 287,552
C2 G2 0,047 170,344
C3 C3 0,023 26,332
C3DC / C40H C4 0,053 5,839
C4 C4 0,053 5,839
€4DC / C50H G5 0,012 5,696
C5 G5 0,012 5,696
C5:1 C5 0,012 5,696
€5DC / C60H C5DC 0,033 3,324
06DC C5DC 0,033 3,324
C6 C6 0,0100 2,976
C8 C8 0,015 5,704
C8:1 C8 0,015 5,704
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

PoAcTBEHHbIi

HwxHwit npepen

BepxHuii npegen

AHanut aHaTMT JLiMana3oHa J'IVIHeﬂHOCTVI, nana3oHa J'IVIHeIﬁHOCTVI,
MKMOnb/N MKMOJIb/N
C10 C10 0,008 4,340
C10:1 C10 0,008 4,340
(10:2 C10 0,008 4,340
C12 C12 0,004 2,834
G121 C12 0,004 2,834
C14 C14 0,026 3,809
G141 C14 0,026 3,809
G142 C14 0,026 3,809
C140H C14 0,026 3,809
C16 C16 0,023 23,643
C16:1 C16 0,023 23,643
C160H C16 0,023 23,643
C16:10H/C17 C16 0,023 23,643
(18 C18 0,004 8,531
(181 C18 0,004 8,531
(18:2 (18 0,004 8,531
C180H C18 0,004 8,531
C18:10H (18 0,004 8,531
C18:20H C18 0,004 8,531
(20 (26 0,033 3,401
(22 (26 0,033 3,401
(24 (26 0,033 3,401
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HwxHuii npegen Bepxuuit npepen
AHanut POp'acJ:ﬁ:THbm [IanasoHa nwﬁeﬁuocm, p,uanagona nmEe#Hocm,
MKMOJIb/N MKMOnb/N
(26 (26 0,033 3,401
$20:0-LPC $26:0-LPC 0,012 6,246
($22:0-LPC ($26:0-LPC 0,012 6,246
$24:0-LPC $26:0-LPC 0,012 6,246
($26:0-LPC ($26:0-LPC 0,012 6,246
SA SA 0,420 20,618

3.7 OrpaHuyeHns MeTopa
— VCMONb30BATb MAACTAKOBbIE PACXOAHbIE MaTepuarbl CTPOMO B COOTBETCTBIAN C PEKOMEHAALMIMM
pa3paboTyika Habopa peareHToB, NpUBEAEHHLIMYU B pa3fiene «[1poBedeHe aHann3ax.

3.8 XapaKTepucTUKN KNMHUYECKOM 3 EKTUBHOCTH

MpumevyaHue — XapakTepuCTku KNMHUYECKOA 3(EKTUBHOCTM YCTAHABMMBAIOTCS B XO4E
NPOBE/IEHNS KNMHUYECKUX MccnenoBaHmii B cootseTcTeun ¢ TOCT P 53022.3-2008. [aHHble BHOCAT B
COOTBETCTBYHOLLVIA PA3LEN MHCTPYKLIAM N0 NPUMEHEHNIO.

4 MEPbI NIPEOCTOPOXHOCTHU

Heu3BeCTHble 06pasLibl PACCMATPUBAKOTCA KAk MOTEHUMANbHO-0nacHble. Mpu pabote ¢
Hab0pOM PEAreHToB CledyeT HaZeBarb 0AHOPA30BbIE NepyaTky 63 Tanbka, PEKOMEHAYHTCS
HUTPUbHbIE NEpYaTKy.

CnepnyeT ncnonb3oBaTh TONbKO 0fIHOPA30BbIE HAKOHEYHWKM 1 MPOBUPKK. He donyckaeTcs
IACMONb30BAHNE OLHUX W TeX e HAKOHEYHWKOB Mpu 06pabOTKe pasnn4HbIX 06pasLos
OMOMIOrM4ECKOro Matepuana.
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

K pab6oTe ¢ HabopoM peareHToB A0NyCKAETCS NePCoHan, 00y4eHHbIA METOAaM TaHAeMHO
MacC-CNeKTPOMETPMI W NpaBiAiaM paboThl B KNMHINKO-AUArHOCTUHECKON IabopaTropum.

[lo3atopb! A0MKHbI ObITb COOTBETCTBYHOLUMM 06Pa30M NOBEPEHbI (B aKKPEAMTOBAHHbIX
n1abopatopusx) 1 NPOMApPKMPOBAHbI.

(060pyaoBaHMe [OMKHO O06CTYXUBATLCA KBANMM(ULMPOBAHHBIMI CREUManicTamu B
YCTAHOBNEHHOM MOPSAKE 11 MCMONb30BATbCA CTPOrO B COOTBETCTBUM C PYKOBOACTBOM MO
JKkcnnyarauum.

/Acnonb30BaHHbIE 0AHOPA30BbIE MPUHALNEXHOCTU (MPOOMPKYN, HAKOHEYHWKN U Ap.)
LOMKHbI - COPACHIBATLCS B KOHTEAHEP ANS  MEAWUUMHCKMX  OTXOAO0B,  COAepXKaLi
LE3MHPUUMPYHOLIAA PACTBOP (MPU HEOOXOAMMOCTH).

Bce nosepxHocTu B nabopatopuy (pabo4ie CTOMbI, LWTATMBbI, 060PYAOBaHME U Ap.)
©KEAHEBHO NOABEPratoT BNAXHOA YOOPKE C NMPUMEHEHMEM AE3UHPULMPYHOLUX/MOKOLLMX
Cpe/CTB, PernameHTPOBaHHbIX CaHUTapHbIMK NpaBinamm 11 Hopmami CaluH 3.3686-21.

Mpu ncnonb3oBaHMM Habopa PeareHToB B KMMHUKO-AMArHOCTAYECKO nabopaTopun
00pasyroTcs OTXOfb! Knacca B, KOTOpbIe yTUAM3NPYIOTCS B COOTBETCTBUM C TPEGOBAHMAMM
CaHlMnH 2.1.3684-21  «CaHUTapHO-3MMAEMUONOTMYECKNE  TPEOOBAHNA K COMEPXaHI0
TEPPUTOPUIA TOPOACKIAX W CENbCKIAX NOCENEHWN, K BOAHbIM 00bEKTaM, MUTbEBOI BOAE W
MUTHEBOMY BOJOCHAOXKEHNIO, aTMOCHEPHOMY BO3AYXY, N04YBAM, XIAMbIM MOMELLEHUSM,
3KCMIyaTaLuv NPOU3BOACTBEHHBIX, 0OLUECTBEHHbIX MOMELLEHMIA, OPraHn3aumi 1 NPOBELEHNIO
CaHIUTAPHO-NPOTUBO3NMAEMUHECKMX (MPOUNAKTUHECKNX) MEPONPUSTIAN».

Bce pabotbl ¢ ncnonb3oBaxmem PacTBopa Anst ONpeaeneHust Hamu4ns CyKUMHUNALETOHA
1 PeakTiea Ans 3KCTPAKLMW NPOBOAWTb B BITSHKHOM XMMUYECKOM LUKADy.

Mpu paboTe ¢ HAGOPOM PeareHToB CReayeT UCM0Nb30BaTh CPEACTBA UHAMBUAYANbHON
3alLWThI N5 NPESOTBPALLEHNS KOHTAKTA C OPraHM3MOM YesloBeka. [ocne okoH4aHms paboTs
TLUATENbHO BbIMbITH PYKY. M36€rath KOHTAKTa C KOXKEN, rNa3amin 1 CIM3NCTbIMI 0601104KaMK,
He r0TaTh.
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Mpu aBapuitHbIX CUTYaLNAX BOSMOXHO CNEAYHOLIEE: PA3APKEHNE KOXI W CIIU3UCTON
000/104KM 1133 Y HyBCTBUTENbHBIX NALL. [1pW KOHTAKTE NPOMbITh NOPKEHHOE MECTO BOAOI 1
00paTUTLCS 33 MEAULNHCKOR MOMOLLbHO.

OnacHble KOMNOHEHTHI B HA60PE PEareHToB

Habop peareHToB COAEPXMT KOMMOHEHTbI, 06NaAAOLLNE KAHLEPOreHHbIM, MyTareHHbIM
[JECTBIEM; a TAKXKE NIErKOBOCTNIAMEHSIOLUMECS KOMMOHEHTBI. YKa3aHHbIE KOMMOHEHTBI MEHOT
COOTBETCTBYHOLLYHO MApKNPOBKY.

NHhopmauus 06 onacHbIX KOMMOHEHTaX NPUBEAEHA B TABNNLE 7.

Tabnuua 7 - OnacHble KOMNOHEHTbI B HABOPE PeareHToB

Hanuuue/otcytcTaune
ONaCHbIX KOMMOHEHTOB

HanMeHoBaHWe KOMNOHEHTa YKasaHue Ha pucku

BHyTpeHHwe cTaHaaptbl,

UODUMIMDOBAHHbE HeT onacHbIx BeLLeCTB -

OTpuuaTenbHbIi pesynbTar
T9THA MaTPVLbI C KOHTPONAMM HU3KOTO | Ha Hanue MapKepoB BIPYCOB
(L) 1 Bbicokoro (H) ypoBHel, kapTouka BWY 1,2, HBV, HCV,
BO30yAuTENs cudunmca

PacTsop Ans onpeaenexus Hannius

CyKHIALETOR [MApasuH CONSHOKMCIbIA H350
S — MeTaHon H225, H301, H311
A paKy LL|aBenesas kucnota H331, H370, H319
AUETOHNUTPUN H225, H302, H313
Peatvs 3 MCMC MypaBbyHas K1cnota H332, H319, H302, H331

Paciumndposka 0603HaueHmit: H350 MoxeT BbiabiBaTb pak; H225 JlerkoBocnnamMeHsioLLascs XuakocTb
11 nap; H301 TokcnyHo npu npornatbieanii; H302 BpegHo npu npornatbisaxii; H311 ToKc4HO Npi KoHTaKTe
¢ koxeit; H313 MoXeT HaHeCTv BPeS, Npy KOHTaKTe ¢ koxei; H319 Bbi3biBaeT cepbEaHoe pasapaxerne

rna3; H331 TokcuyHo npu BAbixaHuu; H332 HanocwT Bpes npu BAbixaHum; H370 HaHocwT Bpes opraHam
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

WHdopmMauus 0 MaTepuanax XXMBOTHOTO UMM YENOBEYECKOro MPOUCXOXKAEHHS

Habop peareHToB He COAEPXKUT MaTepnasnos XMBOTHOTO MPOUCXOXAEHHS.

Habop peareHToB BK/tO4aeT KapTouku «[1sTHA MaTpuLbl ¢ KOHTPONSMU HU3KOrO (L) n
BbICOKOTO (H) ypOBHeli», Ha KOTOPbIE HAHECEHbI BbICYLLEHHbIE NSATHA LENbHO KPOBI Yes10BeKa
C [100aBJ1EHHBIMIA BHYTDEHHUMIA KOHTPONAMIA.

LlenbHas KpoBb, 1CMONb3yemMas AN U3roTOBIIEHUS KOHTPOMEN, NPOBEPEHA Ha OTCYTCTBUE
MapKepoB BMpyca MMMyHoZeduuwTa 4enoseka (BWY-uHcbekumm), rematuto B, C
B0O36yANTENs cudunmca.

TaK kaK KpoBb 4eN0BEKa SBNSIETCS MOTEHUMANbHO OMACHBIM MATEPUANoM 11 HU OAUH
METOA VCCNeSOBaHMs He TrapaHTupyeT OTCYTCTBUE  BO3OYAWUTENER  MH(EKLMOHHBIX
3a60/1eBanuin, cnedyet pabotatb ¢ 06pasuami, Kak C NOTEHUMaNbHOMO MHMUMPOBAHHBIMM
06pa3Lamin NaLNEeHTOB.

Mpy MCNONB30BAHMIA MO HA3HAYEHMIO U COBMKOLEHIM MEp NPEAOCTOPOXHOCTU KOHTAKT
C OPraHM3MOM YeJI0BEKA MCKITHOHEH.

He ncnonb308ath HAO0P PEareHToB:

— NPV HapyLUEHUN YCNOBWIA TPAHCNOPTUPOBAHUS 1 XPAHEHWST;

— MpW HECOOTBETCTBUM BHELUHETO BUAA PEAreHToB, YKa3aHHOro B Mmacmopte K Habopy
DEAreHToB;

— NPV HAYLLEHWN BHYTPEHHEI YNaKOBKN KOMMOHEHTOB HAG0PA PeareHToB;

— 110 UCTEYEHINIO CPOKA FOHOCTY HAO0PA PEAreHTOB.

lAcnonb3oBarb Habop PeareHToB CTPOTO MO Ha3HA4eHW0, B COOTBETCTBUM C AAHHON
NHCTPYKLMEN N0 MPUMEHEHWHO.
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5  OBOPY[I0BAHWE W MATEPUAbI

Mpn paboTe ¢ HAbOPOM PeareHToB TPEBYIOTCS CReAytoLLMe 000pyA0BAHIE 11 MATEPUAbI:

— (CucTema Ans NpoBEEeHNs CCIE[0BAHMI METOLOM MaCC-CMIEKTDOMETPUMECKOR NIEHTU(MKALWMM
aHANUTOB C NPUMEHEHNEM TaHAEMHOI MACC-CNEKTPOMETPUIA 1 YNbTPaBLICOKOI(DEKTUBHOI
XUOKOCTHOM Xpomartorpadomi, COOTBETCTBYIOWMX CNEAyHoLMM TPeOOBaHUSM: CUCTEMA,
BK/TH04aI0LLIAS TaHEMHbIA TPEXKBAAPYNOMbHbIA MACC-CEKTPOMETD, NO3BONAOLLAIA NPOBOAUTL
PETUCTPALMIO UOHOB B MONOXUTENLHOM PEXUME NPW UOHU3ALAW 3NEKTPOPACTbINIEHNEM B
PEXUME MOHUTOPUHTA MHOXECTBEHHbIX peakumit (MRM), a Takke BbICOKOIDEKTUBHBIIA
XIAKOCTHOI XpoMarorpady, COCTOSILLMIA 13 XpOMaTorpaduieckoro Hacoca, No3BONSHOLLErO
paboTatb npu ckopocTh notoka 10—1000 MK//MUH 1 YCTPOIACTBA aBTOMATWUYECKOTO BBOAA
npo6bl (aBTOC3MNAEPA), NO3BONSIOLLETO NPOBOANTL 3360p N3 96-NyHOYHbIX MNAHLIETOB.
[ns pabotbl Bannamposaqa cuctema ckpuninrosas "QSight 225MD UHPLC Screening
System" (nanee — QSight) ans nposefeHUs UCCAEAO0BAHMIA in Vitro Ha KNUHUYECKMX
06pasLiax MeTo0M MacC-CNeKTPOMETPUYECKOI MAEHTU(UKALAM aHANUTOB C NPUMEHEHNEM
TaHZEMHOI MaCC-CMIEKTPOMETPUM 1 YNbTPABLICOKO3DEKTVBHOM XILKOCTHOI XpOMATOrpachim,
PY Ne P3H 2024/23039, P3H 2022/18039 npoussogutens Wallac Oy, ®uHnaHaus.
Vcnonb3oBanne paHee He BanuAMPOBaHHbIX Ans paboTbl ¢ HAGOPOM PeareHToB CUCTEM
Z0NYCTUMO TOMBKO MOCAE COrNAacoBaRIs C MPOU3BOAUTENEM HAO0PA PeareHToB;

— YCTPOACTBO AN BbIOMBAHNA 06PpA3L0B KpoBu «Panthera-Puncher 9» ¢ npuHaanexHocTamm,
PY Ne P3H 2014/1839, npoussoautens Wallac Oy, QuHRSHAWS; K py4HOIA NaHyep nim
aHanoru N5 BblIoMBaHMS U3 QUNLTPOBANLHON ByMark AUCKOB AUAMETPOM 3,2 MM;

— LLIeIKep-MHKY6aTop ANS NNAHLIETOB ¢ BO3MOXHOCTbHO Harpesa Ao 60 °C u amnautyaoi
BpaLLgHst nnatdopmbl He 6onee 2 MM (Hanpumep, ST-3L, EImi, J1atBis uin aHanoru4Hbiin);

— XUMUYECKMIA BBITSHKHON LKad;

— TaiMep UK CeKyHOOMED;
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— [103aTOPbI MEXaHNHECKIAE 11 NEKTPOHHbIE NEPEMEHHOI0 06bEMA, NO3BONAOLLIE 0TONPATb
06bEM xunakocTn 20200 mkn, 200-1000 MK,

— 0IHOPA30Bble HAKOHEYHWKN ANs 103aTOPOB 06bEMOM 20 MKA, 200 mMkn, 1000 MKN;

— LUTATUB A7 103aTOPOB;

— MUNETKN N MEepHble LMAMHAPbI AN N3MEPERNs 06bEMOB XUAKOCTE 11 PEAreHTOB 0

1000 Mn ¢ LeHoR;

— CTEK/ISIHHbIA 1a60PATOPHBIN (h1akoH 06bEMOM 250 M1 C 3aKPYHUBAIOLLEACS KDBILIKOIA;
— nabopatopHas kavanka i BCTPSIXMBATENb;
— YCTPOICTBO N5 NOA0TPEBa, HanpUMep:

« TEPMOCTAT TBEPAOTENbHbIA A5t NPO6MPOK 06bEMOM 2,0 M, Hanpumep, TT-1-« IHK-TexH»,
nponssogutens 000 «[JHK-TexHonorusi», Poccust, U aHanorn4Hbli ¢ BO3MOXHOCTbIO
Harpesa 10 35 °C,

CyX0BO3yLLIHb I/ TEpMOCTaT, Hanpimep, Tepmoacrar, Ao nntoc 60 °C, 20 n, TC-1/20, npon3sozcTea
AQ «Cmonetckoe CKTB CIMY», Poccus, i1 aHanorvyHbIiA ¢ BOMOXHOCTbHO Harpesa 0 35 °C,
yNbTPa3ByKOBas 6aHs ¢ NOAOrPEBOM, Hanpumep, YNbTpassykosas 6axs (Moiika) 0,8
Easy 10H, npoussoacTea Elma Schmidbauer GmbH, epmaHwus, uan aHanoruyHas ¢
BO3MOXHOCTbI0 Harpesa A0 35 °C,

BOASHas 6aHsl, Hanpumep, baxs soasHas 3 n, WB100-1, npoussogctea Joan, Kiutait unn
aHanorn4Has ¢ BO3MOXHOCTbHO Harpea A0 35 °C;

— CTEKNAHHbIE EMKOCTU ANSt XDAHEHUA PEAreHToB 00bEMOM He MeHee 200 mn;

— aHanuTYeckue pacTBopbl 6e3 AepuBatulauun NeoBase 2 (npw paboTe ¢ BapuaHTOM

1ncnonHexns «Dopma komnnekTauum 2»), PY Ne P3H 2024/22289;

— 0JHOPA30Bble NepHaTkv MeauUMHCKIe, 63 TanbKa, TEKCTYPUPOBaHHbIE, PEKOMEHYIOTCS

HUTPUNOBbIE NEpYaTky;

— 3alWTHAA MacKa;
— EMKOCTb 119 COPOCA UCTIOJb30BAHHbIX HAKOHEHHIIKOB, MPOBMPOK 1 APYTIAX PACXOAHbIX MaTEPHArIoB.

.
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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 opraHin3auian 0CyLIECTBAAKT COrNacHoO WHCTPYKTUBHO-METOAN4ECKM

[IOKYMEHTaM, PEernamMeHTApyIOLIMM  BbINOJHEHNE WCCNEJ0BaHWA B COOTBETCTBIN C  TPEBOBAHMAMM
MY 1.3.2569-09 u CarlnH 3.3686-21.

6.2 B3sTie MaTepuana Ha uccnenoBanme

BasaTie KpoBM HOBOPOX/EHHBIX AN NONYYeHNs CyXOro NATHA KPOBI OCYLLECTBASIOT B
COOTBETCTBUM C DEKOMEHAAUMSAMM N0 3a00py KpOBM MpUM MPOBEAEHMN MacCOBOrO
00Cne10BaHNs HOBOPOX/IEHHbIX JETE Ha HAaCNEACTBEHHbIE 3a00MEBAHNS W UHCTPYKLMAMM
NPON3BOANTENEA K BYMaXKHbIM (DUNLTPOBATbHBIM TECT-6/1aHKaM', 3aperucTpUpOBaHHLIM B
YCTAHOB/IEHHOM MOPSIAKE.

Ha 6ymaxHblii HocuTenb (TeCT-6n1aHK) HAHOCUTCS KPOBb B KONMYECTBE, OCTATOYHOM ANS
MOy4eHs NsTHA AUaMeTpoM He meHee 1,0 CM, npu 3TOM KpOBb Z0MKHA NponuTate Gymary
HackBO3b. [locne HaHeceHus 06pasua TecT-6maHK BbICYLIMBAETCA B FOPU3OHTANbHOM
MONOXEHUN Ha YIUCTOA OOE3KMPEHHON MOBEPXHOCTU B TEYEHME He MeHee 2 4acoB 6e3
NPUMEHEHWS JONONHUTENBHO TENNOBOM 06paBOTKM.

BHUMAHUE! He pmonyckaeTcs npsimoe nonajaHie COMHEYHbIX Nyyelt (ynbTpacuonera),
TENNOBOE BO3AE/ACTBME W MONadaHue Bnarv Ha 06pasubl Cyxux NATEH KPOBM BO BPEMS
BbICYLLNBAHS 11 XpaHEHUS!

' — Hanpumep: GyMaXHble (DUNLTPOBANMbHbIE TECT-ONaHKM: Kapta ana 3atopa M TPaHCMOPTVDOBK
6uonoruyeckoro Marepuana no TY 9398-001-63802255-2016, 000 «I"purBaH», Poceus (PY Ne P3H 2017/6431)
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6.3 TpaHcnopTMpOBaHMe 11 XpaHeHne 06pa3LioB B1ONOrM4ECKOro MaTepuana

[Inst NpenoTBPALLEHIS 3arpASHEHNA 1 NEPEKPECTHON KOHTAMUHALMK TECT-6M1aHKu ¢
NATHAMM KDOBM NOCIE NPOCYLUMBAHIS UHAMBIUAYANBHO YNIAKOBBIBAOTCS.

TpaHCnopTMpPOBKA U XpaHeHue 00paslioB Cyxux NsTEH KPOBM HAa TeCT-GMaHkax
NPOBOAWTCS B COOTBETCTBUN C MHCTPYKLAMU NPON3BOANTENEN.

6.4 OrpaHnyeHus No UCNONb30BAHMKO aHANM3MPYEMOro MaTepuana:

— aHanM3upyemblit Matepuan He NOANEXWUT WCMONb30BAHAID MPU HAPYLLEHAM YCOBUI
XpaHeHus 11 TPAHCTIOPTUPOBKIA (TEMNEPATyPa, MPOACIIKUTENLHOCTb);

— He J0NYCKAeTCs UCMoMb30BaHNe 00pa3L0B, 3arpA3HEHHBIX MOCTOPOHHUM BI1ONIOTNHECKIM
Marepuasnom.

7 TNPOBELOEHWUE AHANTU3A

7.1 06Le pekomeHAaLWMM N0 NPOBE/EHNI0 aHanN3a

BHWUMAHME! PacTBopbl, KOTOpble BbINUTHI M3 (DNAKOHOB C peareHTami, 3anpelLaercs
B03BpaLLaTh 06paTHO B BMKOCTIA UK UCNONB30BATL MOBTOPHO.

711 BHyTpeHHWe CTaHZapTbl, MMOMUIN3NPOBaHHbIE 1 [IATHA MATPULLI C KOHTPOMAMMN
Hu3koro (L) w Bbicokoro (H) ypoBHed, MoCTaBNseMble B HAOOpE PEareHToB,
npeaHa3HaveHbl CTporo Ansg  COBMECTHOr0 WCNOMb30BaHWA, KaK YKa3aHo B
\neHTMNKALIMOHHON KapTOYKe.

BHUMAHMWE! 3anpetiaetcs ncnonb3osatb BHYTpEHHNE CTaHAAPTbI IMOGUNN3NPOBAHHbIE U
MATHA MaTpULbl C KOHTpONsmMU HI3Koro (L) u Bbicokoro (H) ypoBHei 13 pasHbix napTuil
Hab0pOB PeareHToB.
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7.1.2  Tlpu NpoBEAEHUM UCCNEA0BAHIS HEOOXOAMMO UCNONb30BATh TOYHbIE KOHLIEHTPALNM,
KOTOpbIE yKa3aHbl B VIAEHTU(MKALMOHHON KapTOUKe ANs KKAO0A NapTui BHYTPEHHIX
CTaHZAPTOB, NMOCNIN3NPOBAHHBIX.

7.1.3 Hactpoitky  (haitnoB  perucTpaunMA  [aHHblX  JODKEH  MPOBOAWTH  TOMbKO
KBaNNHMLMPOBAHHbIA CMIELMANNCT.

7.1.4  C Habopom peareHToB HEoCKpMH 58 COBMECTUMbI NNaCTUKOBbIE PACXOAHbIE MaTepuanbl
(Hanpumep, HaKOHEYHIKM 11 NPOBIPKK), N3roToBAEHHbIE 13 100% nonunponnneHa.

BHUMAHME! 3anpelyaeTcs mcnonb3oBaTb MUKpOMAaHLLIETbl 96-myHo4HblE U-06pasHble 1
KNesILLMECs NAEHKN ANs MAKPONNAHLUETOB He 113 Habopa peareHToB HeockpuH 58.

715 Knedwmecs nNeHKM AN MUKPONNAHLIETOB (Aanee — KNeSWmecs nneHKM),
HE0OX0ANUMO MAOTHO MPUKNEUTb K MOBEPXHOCTU MIKPOMnaHLWeTa 96-myHo4HOro
U-06pa3Horo (fanee — MUKpONMAHLIETa), YTOObI CBECTU K MUHIMYMY WCMapeHue.
Bo n3bexanne pasnueaHus o6pasua KMesiytocs MneHky HeobXoaumo CHUMATb C
MUKDOMNHLLETa OCTOPOXHO.

7.1.6 Ybeoutech, 4TO BO BCEX JyHKAX MMKDOMMAHLLETA €CTb AMCK W3 (DUNbTPOBANbHOIA
Oymarv nocre Bblonsaxus 06pasua.

7.1.7  O6paLlaitTech ¢ MAKPONNAHLLETOM aKKyPaTHO, YTOObI IUCKN HE BLICKOHNIA U3 NYHOK.
1136€raiiTe Pe3Koro OnyckaHUst MUKPOMAHLLETA W NPOSBNANTE OCTOPOXHOCTb, YTOOI
He yaapuTb ero.

7.2 Tloarotoka k pabote
YCTaHOBKA, MOHTaX, HACcTPOKa, KanubpoBka MEAMLMHCKOr0 u3aenns Ang BBofa B
JKenayaraumio He Tpeoyetcs.

BHUMAHUE! Bce pa6oTbl ¢ wcnonb3oBaHuem PactBopa AN OnpedeneHius Hanuyus
CYKUMHUNALETOH 1 PeakTBa ANs 3KCTPaKLMM NPOBOAMTS B BITSHKHOM XAMUYECKOM LuKady!
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721

Mepes ucnonb30BaHnem BHyTpeHHIE CTaHAAPTbI, IMOUNN3NPOBaHHbIE, PeakTus Ang

aKkcTpakumm, Peaktue  ang MCMC, Pacteop [Ans  onpedenexins  Hanuuus

CyKUMHUNALETOHa 1 1ATHA Matpuubl ¢ KOHTponsMu Hu3koro (L) u Bbicokoro (H)

YPOBHelt He06X0AMMO [JOBECTM 10 KOMHATHOIA Temneparypsl (o1 18 °C ao 25 °C).

[lns 3T0r0 pekoMeHayeTcs 3a OAMH Yac A0 WCMONb30BaHWS [0CTaTb WX W3

XONOANUTbHMKA W OCTaBITb NPY KOMHATHOIA Temnepartype (o1 18 °C go 25 °C).

®nakoH ¢ peaktueom ans MCMC ycTaHOBWTb B MpeaHa3Ha4qeHHblii NS AaHHOTO

peakTiBa NOTOK B MAcC-CMEKTPOMETPUYECKON CUCTEME CKDUHWHIA W 3aKDYTUTH

KPbILLKY C Kanunaspom oT Hacoca Xpomarorpada, yoeausLUnCk, 4T0 (DUAbTP Ha KOHLE

Kanunnspa norpyxeH B XUAKOCTb.

PactBopeHne BHYTpeHHMX CTaHAPTOB, NWOMUIM3MPOBAHHBIX 1 MPUTOTOBNEHUE

pabo4ero pacTeopa Ans 3KCTPaKLmi:

— [006aBUTb B MPOOMPKY C BHYTpeHHWMUM CTaHAapTamu, NMO(UAN3NPOBAHHBIMMN
1,4 Mn PeakTiBa Anst 3KCTPaKLMN 1 MNOTHO 3aKPYTUTb KPbILLKY;

— PACcTBOPUTL BHYTPEHHIE CTAHAAPTI, IMOMUNM3NPOBAHHbIE B Te4YeHME 60 MUH npi
komHatHoi Temnepartype (o1 18 °C 1o 25 °C), nepemewInBath nepeBopayMBaH1eM
He pexe, 4em pa3 B 10 MuH;

— 00pabotatb yNbTPasBykoM B TeyeHue 3 MUHYT npu Temnepatype 35°C B
YNbTPa3BYKOBOI BaHHE.

MpurotosuTs Pabo4nii pacTop Anst SKCTPAKLMM, ANA 3TOTO:

— nepeHecTin 127 mn PeakTnea Ang 3KCTPaKLW B MEPHBIN LNANHAD;

— nepe/uTb PeakTuB NS 3KCTPaKUMM W3 MEDHOrO LMAMHAPA B CTEKNSHHbIA
NabopatopHbIit rakoH 06beMoM 250 M ¢ 3aKPY4NBAOLLEICS KPbILLIKON.

— [10628uTb 1,7 M1 PacTBOpa N9 ONpeAeneHs Hanu4usg CyKUMHUNaueTosa n 1,3 mn
DACTBOPEHHbIX BHYTPEHHWX CTaHAAPTOB (7.2.4) B CTEKNSAHHbIA NabopaTopHbIiA
(hnakoH, CoiepxaLmin PeakTus Ans 3KCTPAKLMI, 3aKPbITb KPbILLKY (DNAKOHA;
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7.2.6

— WHTEHCWBHO MepemMelLatb PacTBOP KPYrOBbIMU [BVKEHUSMU, COENAB HE MeHee
30 060p0TOB, M36Eras KOHTAKTa PacTBOPaA C KPbILLKON.

Paboumit  pacTBOp Ans  3KCTPAKLWM, COLEPXALUAA  BHYTPEHHUE CTaHAapTl

AMUHOKUCIIOT,  HYKNeo3nzos, — M30(oconMnuaos, — aUWIKAPHUTAHOB 1

CYKUMHUNAUETOHA, FOTOB K MCMONb30BAHMK.

Pabo4nit pacTBOp NS 3KCTPAKLIW CTaOUNEH B TE4EHIE 2 HEAENb.

[1puUroToBREHHbIA Pabo4nit pacTBOP AN 3KCTPAKLMAM XPAHUTD B 3aLLMLLEHHOM OT CBETA

CTEKNAHHOM  NabopaTopHOM  (DNIaKOHE € 3aKPYYMBAIOLLEACS  KPBILLKOA npw

Temneparype ot 2 °C o 8 °C.

Mepen 1cnonb3oBaHUeM He0bX0AMMO [OBECTU Pabouuii pacTBOP 15 SKCTPaKLM A0

komHatHoi  Temnepatypel (o1 18°C go 25°C) M nepemelat KpyroBbIMU

[IBUDKEHNAMN, CAenas He MeHee 30 000p0TOB, 136€erast KOHTAKTa pacTBopa C KPbILLKON.

Mocne ucnonb3oBaHus He3aMeANUTENbHO 0xnagnTe (hnakoH ¢ Paboyum pacTeopom

NS 3KcTpakLmn Ao Temneparypsi ot 2 °C Ao 8 °C.

7.3 TlposeseHune aHanuaa

BHUMAHUE! TatHa matpuubl ¢ KoHTponmsmu Hu3koro (L) u Bbicokoro (H) ypoBHeit
HeoOX0AUMO [I0CTaTb U3 Nakera HemocpedCTBEHHO Nepef BbGMBAHMEM [MCKOB, 11 Cpasy
yNaKoBaTb 06PATHO B OPUrMHATBHBIA IAMUHUDPOBAHHBIA NAKET.

MpumevaHue — [lATHa MaTPULLbI C KOHTPONSAMM HU3KOrO (L) 1 Bbicokoro (H) ypoBHei 1 06pasLpl
MOXHO NpeBapUTENbHO BbIOUTb B JIYHKI MUKPON/aHLLETa 3a 2 Yaca no LlOﬁaBJ'IeHMFI paﬁoqero pacTteopa
N 3KCTPaKLmN.

7.31
732
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JlocTarb 182 MUKDOMNAHLLETA U3 COCTaBa HAGOPA PEAreHToB.
Hakneuts Ha MUKpOMNAHLIETH! TUKETKA CO LUTPUXKOAAMU [NS MUKPOMIAHLLETOB
(nanee — aTAKETKM CO LUTPUXKOZAMM) U3 COCTABA HAG0PA PeareHToB C OfMHAKOBLIM

LUTPUXKOZOM.
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7.3.3  BblOUTb ANCKI M3 NATEH MATPILLLI C KOHTPONSIMM HU3KOTO (L) 1 Bbicokoro (H) ypoBHeii:

— 2 [CKa U3 OIHOr0 NATHA MaTPMLbl KOHTPONS HU3KOTO (L) YPOBHS,

— 2 [1CKa U3 0fIHOrO NATHA MATpHLbl KOHTPONS BbICOKOrO (H) ypoBHs

C NOMOLLBIO aBTOMATUYECKOrO AN PY4HOrO NaH4epa u NOMECTUTb WX B NIYHKW OJHOTO
113 MAKDONMAHLLETOB (Aanee — MUKponnaHLUeT-1).

7.3.4  BblouTb ANCKM (OUNbTPOBANBHONM BYMar U3 UCCNeayeMblX BbICYLLEHHbBIX MATEH KPOBY

C MOMOLLbI0 aBTOMATUYECKOTO WM PY4HOr0 MaH4epa W NOMECTATb UX B yHKN
MUKpONnaHweTa-1.
[nametp ancka (nn. 7.3.3 1 7.3.4) nomkeH 6bITb NPUBAU3NTENBHO 3,2 MM.

BHUMAHMWE! B kaxayto nyHKy MUKponnaHLLeTa-1 noMecTUTb TONbKO OAMH ANCK.

PekomeHayemas cxema 3anosHeHust NIYHOK MUKpONNaHLLeTa-1 npuBeagHa Ha PUCYHKE 4.

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

9P | KH | KB | 3P |06p.1|06p.2 |06p.3|06p.4|06p.5|006p.6 |06p.7 |06p.8

06p. 9 |06p. 10]06p. 11]06p. 12[06p. 13]06p. 14[06p. 15]06p. 1606p. 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. 3306p. 3406p. 3506p. 3606p. 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. 6606p. 67|06p. 68

A
B
C
D
E
F
G

06p. 69/06p. 70{06p. 71]06p. 72|06p. 73|06p. 74|06p. 75|06p. 76|06p. 77|06p. 78|06p. 79|06p. 80

H

06p. 81]06p. 82]06p. 83|06p. 84]06p. 85(06p. 86]06p. 87]06p. 88[06p. 8906p. 90| KH | KB

9P — pabounit pacTBOp ANs 3KCTpaKLwK,
KH — KoHTponu Hikoro (L) ypoBHs,

KB — KoHTponu Bbicokoro (H) ypoBHs,
06p. — 1ccnesyemble 06pasLibl.

PucyHok 4 — PekomeHayemast Cxema 3anonHeHns MuKponnaHiuera-1
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MpumeyaHnune — 0OpALANTECH C MYKDONMAHLIETOM akKypaTHO, YTOBbI AMCKY HE BbICKOHMN U3 NIYHOK.
1136eraiie peaKoro onyckaHus MAKPONAaHLLETa v NPOSIBASIATE OCTOPOXHOCTb, HTOObI HE Y1apHTh Ero.

735
7.3.6

7.3.7

7.3.8
7.3.9

7.310

7.3.11

C nomotLbto 06paTHOr0 MUNETUPOBaHMS 100aBUTL 125 MKN paboyero pacteopa Ans
IKCTPaKLMK (. 7.2.5) B KaXAYI0 NYHKY C ANCKOM 13 (UIbTPOBANLHON ByMari.
3aneyaratb MUKpOMNAHLWET-1 KNeALLeAcs NigHKOM U3 COCTaBa Habopa peareHToB,
00€eCreynB [OCTATOYHO XOPOLUYK) EePMETAYHOCTb, 4TOObI CBECTM K MUHUMYMY
1CNapEHIe.

Cpasy nocne Toro, Kak MukponnaHwWeT-1 OyAeT HakpbiT KMesLeicss MeHKO,
MOMECTUTb €0 B LUEIKeP-MHKY6aTop NS NNAHLIETOB 1 BCTPSIXMBATH MPY TEMMepaType
45 °C B Te4eHre 30 MuHyT. CKOPOCTb BPaLLIGHUs MY BCTPSIXMBAHNM MUKDOMAHLLETA
MOXET coCTasnATh 0T 650 10 750 06/MUH.

Y106bI M30€XaTh KOHAEHCALM PacTBOPUTENS HA MOBEPXHOCTU KNEALLECS NNEHKM,
OCTOPOXHO CHATL KNESLLYKOCS NAEHKY C MAKPONNAHLLIETA Cpasy Nocne UHKybaLnm.
MepeHectn 100 MKN COLEPXUMOTO KKAOA NYHKM B HOBbIA MUKDOMMAHLLET C
HaKEEHHOM 3TUKETKOA CO LUTPUXKOAOM (fanee — MUKPOMMAHILET-2) U Cpasy
3aneyaratb MUKDOMNAHLLET-2 KNEALeNCs NNEHKOR, 4TOObI CBECTU K MUHUMYMY
1ICMapeHve pacTeopa.

VHKy61POBATL MIUKPOMAAHLLET-2 NMPK KOMHATHON Temneparype B TedeHne 60 MuHyT
MEeX[y 3TanoM NepeHoca 1 MepBbIM  KONMYECTBEHHBIM OMPEJENeHneM, “TOObI
06€CneYmTb NOJHYIO AepUBATU3ALMK0 KCTPArUPOBAHHOMO CYKLIMHNALETOHA.

Bo Bpems 3T0r0 31ana MOXHO NPOU3BOANTL EXXEHEBHOE TEXHINHECKOE 00CNYXINBaHIE
11 HACTPOIAKY Npubopa.

[NoMecTuTb 3areyaraHHbIit MAKPOMNAHLLET-2 B aBTOMATUYECKIA NPOBOOTOOPHUIK.

MpumevyaHue — MOMHOCTbIO MOATOTOBAEHHBIA 1 FEPMETU3MPOBAHHbIA MIKDOMMAHLUET-2 MOXKHO
XPaHTb B ABTOMATUYECKOM NPOOOOTOOPHIKE CUCTEMbI TAHAEMHOM MACC-CMIEKTPOMETPUM B TEYeHue
35 4acos, B cny4ae cuctem QSight B TeueHme 31 Yaca npu TeMnepaType OKpyKatoLLel cpesbl.
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7.3.12 [Ins Havana aHanu3a HeobxoaMMO 3anyCTuTb Paboyyr NporpamMmy TaHAeMHOI Macc-
CMEKTPOMETPUYECKOIA  CUCTEMbI, CO3AaTb Pabo4qMe CMMCKM 1 CMONb30BATh
HaZnexawyii MeTod PerucTpaunin faxHbIx. bonee noapobHyo MHKOPMALMI CM. B
PYKOBOZCTBE MOJb30BATENS CUCTEMbI TAHAEMHON MACC-CMEKTPOMETPHN.

Npumevanne — YybeaUTeCh, YTO NO3MLMM MUKDOMNAHLLETa-2 B aBTOMATMYECKOM

Npo600TOOPHIKE COOTBETCTBYHOT PabOYNM CICKAM.

7.3.13 Ynu3upoBatb  MUKPOMMAHLIET MOCAE  WCMONb30BAHWS B COOTBETCTBUN  C
MY «MeTtogu4eckue ykasaHus no Ae3nH(EKLMN, NPeACTEPUIN3ALNOHHON O4UCTKE U
CTepUNN3aLMI M3AENMA MEANLIMHCKOTO HasHaveHus» (MY 287-113).

7.4 Vicnonb30BaHue STUKETOK CO LUTPUXKOAAMM ANst MUKDOMTAHLLETOB

7.41  Hakneiite 3TUKETKy CO LUTPUXKOAOM ANS MUKPOMNAHLLETOB (danee — STUKETKY CO
LUTPUXKOZIOM) Ha N0BY+0 BOKOBYH) MOBEPXHOCTb MUKPOMAHLLETA (PUCYHOK 5).

7.42  QTCKaHWpYiiTe TUKETKY CO LUTPUXKOZOM ANS CBA3bIBAHNS ONPe/JENneHHoro paboyero
CMMCKA C KXbIM OTAENbHBIM MIAKDOMAAHLLETOM.

o S
(]

oSSS
o SSES
o SSESSH

CHCD AT Y

R O 1, T ] G0 1, O o G I, G L 3 R
12 11 10 9 8 7 6 5 4 3 2 1

Pucynok 5 — HakneusaHue aTUKETKI CO LUTPUXKOLOM HA NOBEPXHOCTb MUKPOMIAHLLETA

[
073 020201 00001
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8  PETMCTPALMA W MHTEPMPETALINA PE3YNbTATOB

Bbl4ucieHe KOHLEHTPALIY OTAENBHbIX AMMHOKICTIOT, HYKNE031a08, 1130docdonmnuaos,
CYKUMHANAUETOHA, CBOOGOHOTO KAPHWTWHA W AUMIKAPHUTUHOB, @ TAKKE COOTHOLLEHWE WX
KOHLIEHTpALWA NPOBOAAT B COOTBETCTBIM C MHCTPYKLMEN CHCTEMbI TAHEMHOI MaCC-CrIEKTPOMETPIM.

KOHLEHTpauMm  paccyuTbIBAOTCA NPOrpaMMHbIM - 00ECNeYEHUeM, MOCTABNSEMbIM C
CICTEMON TaHAEMHOA MACcC-CMEKTPOMETPUN, MYTEM CPABHEHUS BEJU4UHbI MHTEHCUBHOCTU
aHaMTa  C  BEMWMMHOM  WHTEHCWMBHOCTM  BHYTPEHHUX CTAHAAPTOB, YMHOXEHHbIX Ha
KOHLIEHTPALII0 BHYTPEHHEr0 CTaHAapTa U oTHoCUTENbHbIN KoathduumerT (RRF). RRF MoxHo
11CMIONb30BaTh ANS BbIDABHWBAHMS NapaMeTpoB CUCTEM TaHAEMHON MacC-CneKTPOMETPUN B
npeenax naboparopun Unu Mexay Naboparopusimi.

MoHuTopuHr kpuBbix TIC

Y106bl YAOCTOBEPUTLCA B OecnepeboiiHoi  paboTe CUCTEMbl TaHOEMHOW Mace-
CMEKTPOMETPIM BO BPEMS OTAEMbHbIX MHbEKUMIA 06pa3ua TpebyeTcs CieanTb 3a npocunsami
001Ul noHHOI xpomarorpammbl (TIC) 1 yPOBHAMY MHTEHCUBHOCTY BHYTPEHHIX CTAHAAPTOB HA
MPOTSHKEHUN BbINOMHEHNS aHamn3a. Ecnu doopma TIC unm pesynbTatbl aHanuaa BHYTPEHHMX
CTaHAAPTOB HEMpUEMNEMbI, aHanM3 06pa3La B 3TOA NyHKE CReayeT MOBTOPUTb, ECK Mpi
MOBTOPHOM aHan13e Npo6nema He YCTpaHeHa, He0OX0ANMO NOBTOPUTL UCCE0BaHME 06Da3La
C 3Tana npobonoaroToBKA.

KoHTponb kavecTBa

MATHa MaTpuLibl C KOHTPONAMI HU3KOro (L) v Bbicokoro (H) ypoBHeit AOMKHbI GbiTb
NpoaHann3npoBaHbl B ,uy()nﬂx Ha KOXA0M NNaHLWWEeTe TaknM Xe 06pa30M, Kak 1 uccnegyembie
06pasLpl.

CpenHue 3HaveHus (C) 1 0HO CTaHAAPTHOE OTKNOHEHKE (SD) no KaxaoMy onpeaensiemomy
aHaNUTy B KXAOM U3 KOHTPONed (L 1 H) yka3aHbl B UAEHTU(DUKALMOHHON KapTOHKE.
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CpeaHee 3HadeHUe kaxaoro Ayons KoHTponei Huskoro (L) 1 Bbicokoro (H) yposHeit
JOMKHO OblTb B npefenax +3 CTaHAAPTHbIX OTKMOHEHWI A 3HAYEHWIA, YKA3aHHbIX B
NIEHTU(DNKALMOHHON KApTOHKE.

Ecnu cpefiHee 3HaueHue B KOHTPONsX Hi3koro (L) u Bbicokoro (H) ypoBHeit BbIxoauT 3a
npegensl +3SD, Npo6onoAroToBKa BbINOSHEHA HEBEPHO 1 CREAYET NOBTOPUTL MCCNE0BAHE

BCeX 06pa3LOB C 3Tana BbI6BAHIS ANCKOB.
Peructpauus pesynbratos

[lnanasoH U3MepeHns aHanuToB C MCMOMb30BAHUEM CUCTEMbI OSight NpeacTaBeH B

Tabnuue 8.

Tabnuua 8 — [lnanasoH n3mepeHuit Habopa peareHToB HeockpuH 58

[JlnanasoH namepenuii (MKMonb/n)

Axanut
ADO 0,053 - 10,201
Ala 4,036 — 1580,247
Arg 0,632 271,134
Asa 0,134 — 44,506
Cit 0,680 — 309,136
D-ADO 0,024 -10,325
GIn/Lys 1,614 —1853,196
Glu 0,648 —1163,33
Gly 80,530 — 2374,142
Leu / lle / Pro-OH 1,738 —1700,142
Met 0,735 - 352,897
Om 3,342 — 994,324
Phe 0,481 — 505,357
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AHanut [TlnanasoH M3MepeHmi (MKMonb/n)
Pro 1,392 — 1348,29
Tyr 0,810 —1060,334
Val 7,498 — 1105,034
30MD 0,102 — 110,546
C0 0,128 — 287,552
C2 0,047 — 170,344
C3 0,023 - 26,332
C3DC / C40H 0,053 -5,839
C4 0,053 -5,839
€4DC / C50H 0,012 5,696
C5 0,012 -5,696
(05:1 0,012 5,696
C5DC / C60H 0,033 3,324
C6DC 0,033 -3,324
C6 0,010-2,976
C8 0,015-5,704
(8.1 0,015-5,704
C10 0,008 —4,34
C10:1 0,008 —4,34
£10:2 0,008 —4,34
C12 0,004 —2,834
C12:1 0,004 —2,834
C14 0,026 — 3,809
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Axanut [nana3oH namepenuit (MKkMonb/n)
G141 0,026 — 3,809
G142 0,026 — 3,809
C140H 0,026 — 3,809
C16 0,023 — 23,643
C16:1 0,023 - 23,643
C160H 0,023 — 23,643
C16:10H/C17 0,023 — 23,643
C18 0,004 - 8,531
C18:1 0,004 - 8,531
(18:2 0,004 - 8,531
C180H 0,004 - 8,531
C18:10H 0,004 - 8,531
(18:20H 0,004 - 8,531
020 0,033 - 3,401
022 0,033 -3,401
C24 0,033 - 3,401
(26 0,033 -3,401
(20:0-LPC 0,012 - 6,246
(22:0-LPC 0,012 — 6,246
(24:0-LPC 0,012 - 6,246
(26:0-LPC 0,012 — 6,246
SA 0,420 20,618
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B Cny4ae KOHLEHTPALWW aHanuta Huxe JINHEIHOTO [Nana3oHa yKasblBaTb 3HAa4eHue
«MEHEe» HIDKHEro npejiena NMHeHOro AnanasoHa Ang AaHHoro aHanuTa (cu. Tabnuy 6).

B cnyyae KOHLEHTpaUUM aHanuTa BbIlLE SIMHEIHOTO AManasoHa ykasblBaTb 3HA4EHUe
«60nee» BEPXHEr0 Npe/iena MMHENHOro AManasoHa s AaHHOT0 aHanuTa (cM. Tabnuly 6).

lTpumep: Perncipayns pesysibTaros Ha MpUMEPE pesysibaroB Cit BeILIE H HIXE
IDELESI0B JIMHEHHOIO NANa30Ha

Ananur ﬂMHeﬁI;I::roﬁ:I/anl'IHSOH, PesynbTar uccnefoBaHua | PerucTpaunst pesynbTata
0,5 MeHee 0,68 Mkmonb/n
Cit 0,68 —309,136 300 300 MKMONb/N
1500 6osee 309,136 Mkmonb/n

WHTepnpeTayus pesynbTatos

Onpenenexne  MOTEHUMANBHO  MONOXMTENbHBIX  PE3yNbTAaTOB  WCCNEAOBAHNA  HA
MeTabonnyeckme HapyLweHns y HOBOPOXAEHHbIX OCHOBAHO Ha MCMOJIb30BAHWN NOrPaHN4HbIX
3HaHeHVII7I, KOTOPbIE PA3NN4alOTCA Yy NOTEHUMANbHO NONOXWUTENbHOMO 1 NOTEHLMANbHO
OTpUUATENbHOTO Pe3yNbTata.

MorpaHu4HbIe 3Ha4eHUs S aHaNUTOB ONpe/eneHbl Ha BbIGopKe 450 Cyxux NSTeH KpoBH
HOBOPOX/EHHbIX MPU CKDUHUHTE C NpUMEHEHWEM HabBopa peareHToB HeockpuH 58 ¢
nenonb3osannem cuctembl QSight.

MorpaHn4HbIe 3Ha4eHns NS aHaNUTOB BbINIA ONPESENeHbI NYTeM PacyeTa KOHLEHTpaLMN
aHanutos, cootBetcTeytolien 1-my, 99-my u 99,5-My npoueHTUnaM. [poueHTMIN u
ONUCaTENbHbIE 3HAYEHNs, PACCHUTAHHbIE HA OCHOBE PEe3ynbTatoB AN 450 CKPUHUHMOBLIX
06pas3LoB, NPUBEAEHbI HivKe B TabnuLe 9.
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Ta6nuua 9 - OnucatenbHas CTaTMCTMKA WCCNEOBAHUS C  WCMOSb30BAHIUEM
Macc-cnekTpomeTpuyeckoil cuctemsl QSight MD (n = 450).
CoKpalLieHHoe 3?12?12:32 Mepvana, TepueHTnb (MKMOnb/n)
HasBaHue MkMon/a MKMOJIb/N 1-bilif 99-biii 99,5
ADO 0,82 0,77 0,34 1,58 251
Ala 222,50 212,89 129,49 430,59 443,35
Arg 8,24 6,76 1,82 37,47 41,60
Asa 0,57 0,53 0,28 1,54 2,27
Cit 16,33 15,67 8,89 30,00 34,04
D-ADO* 0,04 0,04 0,02 0,10 0,20
GIn/Lys 630,28 629,60 270,39 958,67 989,04
Glu 273,80 261,71 167,96 457,95 472,65
Gly 528,07 510,22 342,27 868,12 923,87
Leu/lle / Pro-OH 122,87 114,97 68,46 267,51 295,31
Met 18,17 17,34 10,00 39,16 46,96
Om 82,93 78,24 39,85 182,20 211,09
Phe 50,36 48,85 31,99 78,48 90,77
Pro 151,09 143,20 90,13 304,46 317,37
Tyr 82,42 76,46 40,96 179,40 183,25
Val 91,42 84,47 52,06 213,02 254,50
30MD 0,78 0,75 0,41 1,58 1,81
C0 24,46 22,64 11,42 53,50 61,57
C2 23,94 23,07 9,26 48,27 53,73
C3 2,98 2,12 0,98 7,77 8,34
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CokpalueHHoe 3?1222:52 Megauanxa, MepueHTAnb (MKMOA/n)
Ha3BaHue ey /ﬂ’ MKMOITB/N 1-bilt 99-blit 99,5
C3DC / C40H 017 0,16 0,07 0,32 033
C4 0,25 0,22 0,11 0,68 0,80
€4DC / C50H 0,72 0,71 0,50 1,10 114
5 0,14 0,12 0,06 0,39 0,49
C5:1 0,02 0,02 0,01 0,04 0,05
C5DC / C60H 0,09 0,08 0,05 0,15 0,16
C6DC 0,61 0,63 0,40 0,80 0,81
C6 0,06 0,06 0,02 0,12 0,14
8 0,06 0,05 0,02 014 017
C8:1 0,03 0,03 0,01 0,14 0,15
10 0,08 0,07 0,03 019 0,22
€10:1 0,05 0,05 0,02 0,09 0,10
€10:2 0,01 0,01 0,01 0,02 0,03
Cc12 0,10 0,09 0,02 023 0,25
C12:1 0,08 0,07 0,02 025 0,26
C14 0,23 0,22 0,09 045 0,47
C14:1 0,14 0,13 0,04 033 033
C14:2 0,03 0,02 0,01 0,05 0,05
C140H 0,02 0,02 0,01 0,04 0,05
16 445 4,26 1,58 774 7,82
C16:1 0,28 0,27 0,06 050 053
C160H 0,03 0,03 0,01 0,06 0,06
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CpenHee

MepueHTUnb (MKMonb/n)

CokpalLeHHoe Megvana,
Ha3BaHue ;’:3::::/: MKMOFTB/T Tl | 99-biid 99,5
C16:10H/C17 0,05 0,05 0,02 0,09 0,10
ci8 106 101 046 188 192
Ci181 168 162 0,91 320 338
C182 025 022 011 078 087
C180H 0,02 0,02 0,01 0,03 0,03
C18:10H 003 003 0,02 0,06 0,06
C1820H 0,02 0,02 0,01 0,04 0,05
C20 0,04 0,04 0,02 0,10 011
22 0,01 0,01 0,00 0,01 0,02
C24 001 0,01 0,01 0,03 0,03
26" 0,02 0,01 0,01 0,06 0,08
C20:0-LPC 035 033 019 0,84 096
C22.0LPC 0,30 0,29 0,15 076 102
C24:0-LPC 088 086 049 142 153
C26:0LPC 0,40 0,39 0,24 0,64 067
A 043 042 028 0,63 073

* — 3HaueHe HaxoauUTCs BHE AManasoHa U3MEPEHIii 1 He MOXET CHUTATbCS TOYHbIM (CM. pa3zien 8.
Pernctpauns u MHTepnpeTaLs pe3ynbTaTos, nogpasaen Perncrpauvs pesynsTartos)
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3Ha4eHns, ykasaHHble B Tabnuue 8, SBNAKOTCA NPUONU3UTENbHBIMK, 1 Kaxaas
naboparopus A0MKHA YCTaHOBUTb COOCTBEHHBIE KOHTPOMbHBIE AMANA30HbI W NOrPaHIYHbIE
3HAYEHMA.

MpumeyaHue — Henb3n YCTaHaBNMBATb NOTPaHUYHbIE 3HAYEHUS HA OCHOBAHUM [aHHbIX,
COGPaHHbIX B PYroii NabopaTopui ik G NOMOLLbH KaKItX-Nin60 MHbIX POZYKTOB, KDOME HAG0pa peareHTos
HeockpuH 58.

Ecnn mcnonb3yetcs HWKHWIA NOrpaHNYHbIA YPOBEHb 3HAYEHUA, TO 06pasubl, npu
CKDUHMHIE KOTOPbIX YCTAHOBMEHbl 3HAYEHUA HWXKE MOTPAHUYHOr0 YPOBHS, AOMKHbI
pacLgHMBaTLCA  KaK  MOTEHUMANIBHO  MOMOXMTESbHBIE B OTHOLUEHWW  WCCNIEAYEMOro
BPOXAEHHOr0 Aethekta MeTabonnama 1 noATBEPXAEHbI NOBTOPHOM NPOLEaYport U Apyrumm
NabopaTopHbIMM - METOfjaMU B COOTBETCTBMW C  [EACTBYHOWAMMA PEKOMEHAALUMAMA N0
PACLUMPEHHOMY HEOHATANILHOMY CKPUHUHTY.

Ecnn mcnonb3yetcss BEPXHWA NOTPaHU4HbIA  YPOBEHb 3HAYEHMIA  [OBEPUTENBHOMO
1'HTEpBana, T0 06pasLibl, NPY CKPUHIHTE KOTOPbIX YCTAHOBNEHbI 3HAYEHUS BbILLE NOrPAHNYHOIO
YPOBHS, [OMDKHbI PACLEHNBATLCA KAK MOTEHUMANBHO MONOXKUTENbHbIE B OTHOLLEHMN
1CCNEyeMOro  BPOXAEHHOTO [Jedekta MeTabonu3ma U NOATBEPX/EHbI  NOBTOPHOM
NpoLeAypot 1 ApyrmMu NabopatopHbIMU METOaMU B COOTBETCTBUNM C AEVCTBYIOLMMM
PEKOMEHAAUMAMI MO PACLUMPEHHOMY HEOHATAIbHOMY CKPUHUHTY.

PesynbTarhl uccnefoBaHins MOryT ObITb WHTEPNPETUPOBAHbI TOMLKO B KOMMEKCE C
pesynbTatamu Apyriux NabopatopHbiX U WHCTPYMEHTANbHbIX MCCNEN0BAHNIA, KAMHUYECKON
KapTIHOIA, A TaKXKe recTaLOHHbIM BO3DACTOM HOBOPOX/AEHHOTO.

[Ins nHTEpNpeTaUMA Pe3ynbTatoB UCCNEA0BaHUS [0MYCKAETCS NPUBNEYEHUE AaHHbIX
0 MOPOrOBbIX  3HAYEHMAX, YKA3aHHbIX B  MEANUMHCKAX PECDEPUPYEMBIX U3AAHUAX W
PEKOMEHZALMAX N0 HEOHATaNbHOMY CKPUHUHTY B Poccuiickoi Meaepaumi.
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9  TPAHCMOPTUPOBAHWE, XPAHEHWUE W 3KCMNIYATALIUA

9.1 TpaHcnopTvpoBaxue

9.1.1 TpaHcnopTMpOBaHME HAbOpa PeareHToB OCYLLECTBASIOT B TEPMOKOHTEHEpax ¢
XNaf03nemMeHTaM1 BCEMI BUAMI KPbITOrO TPAHCMOPTA MpW TeMNepatype BHYTPH
TEPMOKOHTEHEPOB, COOTBETCTBYHOLLEA YCIOBUAM XDAHEHIUsS KOMMOHEHTOB, BXOAALLIMX
B COCTaB Hab0pa peareHToB.

9.1.2  Habopb! peareHToB, TPAHCNOPTUPOBAHHBIE C HAPYLLEHMEM TEMNEPATYPHOTO PEXUMA,
NPUMEHEHIIO HE NOALNEXaT.

9.2 XpaHeHue 1 akcnayarauus
921 Bce KOMMNOHeHTbl Habopa peareHTOB CrefyeT XpaHUTb B XONOAWNbHUKE WNu
XonoaunbHol Kamepe npu Temnepatype o 2 °C fo 8 °C B Te4eHue BCErO CPOKa
TOJHOCTI HAabopa PeareHToB.
9.2.2 [lonyckaetcst xpaHuTb npu Temnepatype oT 2 °C a0 25 °C B Te4eHMe BCEro Cpoka
rOAHOCTY Habopa PeareHToB CedytoLLe KOMMOHEHTBI:
— MUKponnaHuieTbl 96-nyHo4Hble U-06pasHble,
— KNEALMECS NNEHKIN NS MUKDOMIAHLUETOB,
— PacTBop Ans onpeaeneHns Hanu4ns CyKUMHNALIETOHa,
— PeakTug ans akcTpakumm,
— Peaktus ans MCMC,
— 3TUKETKI CO LUTPUXKOAAMI L7151 MAKDOMAHLLETOB,
— VHCTPYKLWIO 1O MPUMEHEHNIO,
— UIEHTU(DUKALMOHHYHO KapTOHKY;
— MacnopT Ka4ecTsa.
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

BHYTpeHHME CTaHAapTh, NMOMUAN3NPOBAHHBIE W MIATHA MATPULBI C KOHTPONAMN
HI3KOro (L) 1 BbICOKOTO (H) YpOBHEl JONYCKAETCS XPAHUTL TONBKO NPU TEMNEpaType
012 °C 10 8 °C B Te4eHMe BCEr0 CPOKa rOfHOCTI HAB0pa PEareHToB.

Habopbl peareHToB, XPaHUBLUMECS C HAPYLLEHUEM DErfnamMeHTUPOBAHHOMO PEXIMA,

MPUMEHEHINIO HE MOANEXAT.

Habop peareHTOB [OMKEH MPUMEHATBCS COMMACHO  AEiCTBYIOWE  BEPCIM

YTBEDKAEHHOI MHCTPYKLIM N0 NPUMEHEHNIO.

locne BCKPbITUS YNakoBKI KOMMOHEHTbI HAOOpa PEAreHTOB CNEAyeT XpaHUTb npu

CreaytoLLX yCoBUsX:

— BHyTpeHHWe CTaHAapTbl, NMOMUNN3NPOBAHHBIE NOCNE BCKPLITUS 11 PACTBOPEHUS
XpaHUTb B MOBTOPHO 3aKPbITOIA OPUrMHANLHOI NpoBUpKe Npu Temnepatype o1 2 °C
108 °C 1o 4 Hepen;

— laTHa matpuupl ¢ koHTponamu Huskoro (L) w Bbicokoro (H) ypoBHeit nocne
BCKPITUS XPaHUTb B OPUTMHANBGHOM NaMUHUPOBAHHOM MakKeTe npu Temnepatype
012 °C 10 8 °C 10 4 Hepen;

— Mukponnawetsl  96-nyHouHble  U-00pasHble,  Kneduecs nieHkn  ang
MUKDONNAHLLETOB, STUKETKM CO LUTPMXKOAAMI NSt MUKDOMIAHLLETOB, PeakTinB Ans
akcTpakumu u Peaktus gna MCMC, PactBop [Ans OnpefeneHus Hanuyus
CYKLMHWIALETOHa, VIHCTPYKUMIO MO NMPUMEHEHNIO, VILEHTU(DUKALMOHHYIO KapTO4Ky
n MacnopT ka4ecTBa NoCNe BCKPbITUS XpaHUTL Npy Temneparype ot 2 °C fo 25 °C
B TE4EHME BCEro CPOKa rOAHOCTI HA0pa peareHToB.

Habopb! peareHToB, XaHUBLUMECS C HAPYLUEHWEM DErNMAMEHTUPOBAHHOTO PeXnMa,

MPYMEHEHMIO HE MOANEXAT.

Habopb! peareHToB C UCTEKLLMM CPOKOM FOAHOCTY MPUMEHEHUIO HE MOANEXAT.
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TOnbKO JAA HAYYHO-NCCANEHOBATENbCKNX YENEH
10 YKA3AHWA NO YTUNU3ALIK

10.1  [lpu ucnonb30BaHMA Habopa PeareHToB B KNUHUKO-AMArHOCTYECKOW Naboparopum
00pasyroTcs OTXOfb! Knacca B, KOTOpbIe yTUAM3NPYHOTCS B COOTBETCTBUM C TPEGOBAHMAMM
CanluH 2.1.3684-21 n MY 1.3.2569-09.

10.2  Habopb! peareHToB, NPULLEALLINE B HEMPUTOAHOCTb, B TOM YUCIE B CBA3N C UCTEYEHNEM
CPOKa TOAHOCTY, MOBPEXZIEHEM YNAKOBKM, MOAMEXAT YyTUAM3aUAM Kak 0Txodbl knacca B
B COOTBETCTBUM C Tpe6oBaHuaMN CaHluH 2.1.3684-21.

11 TAPAHTWW U3rOTOBUTENA

11.1  TpeanpusiTue-13roToBUTENb  FAPAHTUPYET — COOTBETCTBME  HAb0pa  peareHToB
TPEOOBAHMAM TEXHIMECKWX YCNIOBWA NpU  COOMOAEHNA YCNOBMA  TPAHCMOPTUPOBAHWS,
XPaHEHS 1 3KCMTyaTaLy, YCTAHOBNEHHbIX TEXHUYECKIMIA YCIOBUAMU.

11.2  Cpok rogHocTi Habopa peareHToB — 12 MecsLes npu coOMKAeHAM BCeX YCNOoBuii
TPAHCMOPTVPOBAHMS!, XPAHEHWS 1 AKCTyaTaLym.

12 PEMOHT U TEXHUMECKOE OECNY>XMBAHUE
HaGop peareHToB He MOANEXUT TEXHUYECKOMY 06CTY)KUBAHMIO 11 TEKYLLEMY PEMOHTY.
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TOnbKko AANA HAYYHO-UCCANEHOBATENLCKUX LENEH
13 CMMBOJIbI, UICMOJIb3YEMBIE NP MAPKUPOBKE HABOPA PEATEHTOB

Tonbko ANA Hay4Ho-
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TOnbKO JNA HAYYHO-UCCANEHLOBATEAbCKNX ENEH

14 TEPE4EHb MPUMEHAEMbIX HALIMOHATNbBHbIX CTAHIAPTOB

FOCT IS0 14971-2021 W3penus  meauumHckue. [pUMEHEHUE MEHEMKMEHTA pucKa K
MEANLMHCKUM U3[enusM

[0CT 15.309-98 Cuctema pa3paboTku ¥ MOCTAHOBKA MPOAYKUMA Ha MPOWU3BOACTBO.
VcnbiTaHus n npuemka Bbinyckaemoii npodyKumA. OCHOBHbIE MONOXEHNS

[OCT P 15.013-2016 CucTema pa3paboTku M MOCTAHOBKM MPOAYKUMA HA MPOU3BOACTBO
(CPMMM). MeanumHcKue 13nenms

[OCT P 2.105-2019 EamHas cuctema KOHCTPYKTOPCKO AoKymeHTauun. O6Lime TpeboBaHns K
TEKCTOBbIM [J0KyMEHTaM

[OCT P 51088-2013 MeauumHCKue U3aenus Anst AUArHOCTUKIA UH BUTPO. PeareHTbl, Habopsl
PEareHToB, TECT-CUCTEMbI, KOHTPOSbHbIE MaTepuansl, NATaTeNbHbE Cpefbl. TpeboBanus K
N3AEMMAM 11 NOAAEPKMBAIOLLIEN OKYMEHTALNN

['OCT P 51352-2013 MeauuyHcKue 3aenns Ans AMarHoCTUKIA UH BUTPO. MeTobl NCTIbITaHuii
[OCT P CO 15190-2023 J1abopatopun MeanLmHcKie. TpeboBaHms 6e30nacHOCTY

[OCT P UCO 15223-1-2023 U3 nenust meauumHekie. CUMBOMbI, NpUMeHsieMble ANs nepeaayn
NHOpMALMI, NpeoCTaBNSeMON 3roToBuTenem. Hacts 1. OCHOBHbIE TPEOOBaHIS

[OCT P NCO 17511-2022 Tpe6oBaHMs K YCTAHOBNEHINO METPOMNOrMHECKOA NPOCIEXIBAEMOCT
3HAYEHUI, NPUNUCAHHBIX Kanubpatopam, KOHTPOMbHbIM Matepuanam npaBUIbHOCTA U
06pasLiam B1oNorN4ecKoro Matepuana YesoBeka

[OCT P 1CO 18113-1-2024 MeanuumHcKme n3aenus Ans AnarHocTiukm in vitro. Mxdopmams,
npedoCTaBeHHas U3roToBuUTenem (MapkupoBka). Yacts 1. TepMuHbl, onpeaeneqns u obine
Tpe6oBaHWst

[OCT P 1CO 18113-2-2024 MeanunHcKie n3aenns ans AnarHocTkm in vitro. Mxdopmaums,
MpedoCTaBeHHas U3roTOBUTENEM (MAPKMPOBKa). HacTb 2. PeareHTol 1S AMArHOCTUKM in Vitro
NS NPpodeCCUOHaNbHOr0 NCNONb30BaHIS

[OCT P NCO 23640-2015 W3penust MeauUMHCKAE ANS  AuarHocTuky invitro. OueHka
CTabUAbHOCTY PEAreHTOB NS ANArHOCTUKN in vitro
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TONbKO AN HAYYHO-UCCALHNOBATENLCKUX LENEN

Mpumevyanune — YKkasaHHble BbIlLE CTaHAAPTbI ObIMN AEACTBYIOLVMA HA MOMEHT YTBEPKAEHNS
JHCTPYKLMN MO NPUMEHEHNHO. B AanbHeiLuem, npu Nonb30BaHMM JOKYMEHTOM, LIENecoo6pasHo NpoBepuTh
IEACTBUE CCbINOYHBIX HOPMATUBHBIX [OKYMEHTOB Ha TEKYLWAA MOMEHT. EC/N CCbINOYHbIA [OKYMEHT
3aMEHEH WK U3MEHEH, TO NI NPUMEHEHIN HACTOSLLEro JOKYMEHTa CleyeT Nob30BaTbCs 3aMEHEHHbIM
(M3MEHEHHbIM) LLOKYMEHTOM.

15 ALPEC QNS OBPALLEHKA

Mpon3soauTenb: O6LIECTBO C OrPAHUYEHHON OTBETCTBEHHOCTbIO «Heomace [uarHocTuka»
(000 «Heomacc uarxoctika»), Poccus.

Anpec npoussoautens: 121351, Poccus, r. Mocksa, yn. KoutobuHekoro, . 4, cTp. 3.

MecTo npon3BoACTBa:
000 «[HK-Tex+onorus TC», 117246, Poccus, r. Mockea, npoes, HaysHbli, 4. 20, cTpoeHue 4.

Mo BOMpocam, KacaroLMCs Ka4ecTsa Habopa pPeareHToB, HampasisATb MH(OPMALMIO
B CIyXOY TEXHU4YECKON NOLAEPXKKM.
Ten.: 8-800-100-74-95
E-mail: go@neomass.ru

Homep 083R
2025-09-23
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