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OBO3HAYEHINA
Cumson O0603HayeHune
CuMBON COOTBETCTBMSA TPeOOBaHNAM AMPEKTUB EBPONECcKoro cotosa

MeauLUMHCKOe 13aeniie A1s AMarHoCTMKK in vitro

VD
LOT Kog, napTun

PN Homep ynakoBku
REF Homep no katanory

Vicnonb3oBaThb 40

Mpenen Temneparypbl

CofepXXMMOro A0CTaTOUYHO /11 NPOBEAEHMS M TECTOB

O6paTUTECh K MHCTPYKLMM MO NPUMEHEHMNIO

M3rotoBuUTtenb

YKa3aHHOe Harnpas/ieHne LJO/HKHO COoBMajaTh C HarpasB/1eHNnem BBEPX

RE <

MpurofgHo Ana nocneaytoLei nepepaboTku

BocknuuatenbHblin 3Hak GHS07

V/
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HAUMEHOBAHMUE i
«Habop s nomykonu4yecTBEHHOro OIpPEC/IEHUs aKTUBHOCTH OHOTHHMIA3bI «Heoual'amm."“’B
buoruHuaaza» (Neonatal Biotinidase)» (manee no Ttekcty — HaGop «Heonaranbha

buotununasa» (Neonatal Biotinidase)», Habop, MeAHIIMHCKOE H3leNIHE, H3ETTHE)

HA3HAYEHHUE

Ha6op «HeonatanbHas buotunHmaasa» (Neonatal Biotinidase) npeaHasHauyeH s
NOJTYKOJIHYECTBEHHOTO ONpEAENEeHHS aKTHBHOCTH GHOTHHHAA3bl B TPo6ax KpOBH, BbICYIIEHHBIX
Ha ¢HuIbTpOBaIBLHON Oymare, NMpH CKpHHHMHIE HOBOPOXIEHHBIX IS BbIABNEHHS gedHuHTa
GHOTHHHAA3bI METOAOM UMMYHOQIyOPECHEHTHOrO aHaIH3a.

Tonbko ans npogecCUOHATBHOrO NPHMEHEHHS.

JIng 1MarHoCTHKH in Vitro.

®YHKIIUOHAJIbBHOE HASHAYEHHE
CKpHHHHI HOBOPOXAECHHBIX I BbIABIEHHA AedHUMTa OHOTHHHAA3DI.

OBLIEE OINUCAHHUE H NMNOsSICHEHUA K AHAJIMTUYECKOMY
UCCJIIEAOBAHHUIO

Y HOBOPOXIEHHBIX ¢ AePHULUHMTOM OHOTHHHUAA3LI NPOABIACTCA BPOXKACHHOE HapyLUeHHE 0OMEHa
BELIECTB, XapaKTepU3UPYIOLleecs HECNOCOOHOCTbIO YyCBaMBAaTh BHUTAMHH, CBS3bIBAEMbIH
nuieBbIM OenkoM, HAH nepepabaTbhIBaTh 10TeHHbI1 OHOTHH, oOpa3syowmuiics npu
metabonusme kapbokcunasbl (1) Jepuuut OHOTHHA pa3BHBACTCA MNOCTENICHHO, NPHBOAA K
aepuuuTy 6HOTHH-3aBHCHMBIX BapHAHTOB KapOokcunasbl: nponHoHun-CoA-kapbokcunassl, 3-
MeTUI-KPOTOHHI-CoA-KkapOokcuiasbl M NHpyBaTKapOOKCHIa3bl. JTO HApYLUCHHUE SABIAETCS
ayTOCOMHO-PELICCCHBHBIM, W Yy TMAaIMEHTOB C HEXOCTATKOM aKTHMBHOCTH OHOTHHHIA3b
NPOABNAIOTCH PA3IMYHbIE CHMIMTOMbI, KOTOpbIE YAacTO OTCYTCTBYIOT NPH POXKIACHHH, YT(
YCNOXKHSAET AHArHOCTHKY 0OONe3HHM B paMKax KJIMHMYeckoro Habmoaenus (2). CHMNTOMSBI |
BpeMs HacTyIUIeHHs 3a00JsieBaHHs MOIYT CyLUECTBEHHO BapbHpoBaThci. B Bo3pacte or 2 110 ¢
MecsaleB Yy AeTed ¢ 3aboneBaHHeM OOBIYHO pa3BUBAIOTCH I'MIIOTOHHSA, aTaKCHA, CYMOPOMKHBI
NpHUNAAKH, HapyLICHHE ObIXaHHs M 3a7ep)kKa B pa3sBHTHH. B paze ciyyaeB MOryT MposBIATHEC
KOXHbIe 3a00s1eBaHUsA (KOXKHAS CbINb, anoneius). JledeHne GHOTHHOM ABIETCA P PEKTUBHBIN
OHAKO NpH 3aJepXKKe Hayajla TepalHH HEBPOJIOrHYECKHE MOBPEKIAECHHS MOIYT ObITh YaCTHYH
HeoOpatumbmMH (1).

Bruia 3aukcupoBaHa ciieyromas 4acToTa BO3ZHMKHOBEHHA HENOCTATOYHOCTH OMOTHMHHMIA3
rmy0okas HemocTaToyHocTh OuoTHHMAasbl — 1:137,401, yacTU4Has HEXOCTATOYHOCTHL
1:109,921, u rimyOokas ¥ 4acTHYHAs HEJOCTaTOYHOCTb BMecTe — 1:61,067 (3).

NMPUHIMIIBI AHAJIMTHYECKOI'O HCCJIIEAOBAHUSA

Habop «HeonatanbHas buotHHHaaza» npeacrtaBiaser coboit  MOMYKOJHMUYECTBEHHE
HMMYHOQUTYOpECLIEHTHBIH aHaiM3, afganTupoBaHHbli rpynnoi IlutkaneHa u TyymuneHa (¢
Huxe npencraBneHa cxema GpepMEeHTaTHBHOH peakUMy OHOTHHHIA3DI.

buotuHugaza
BHOTHH-6-aMHHOXHHOJIHH — 6-aMMHOXHHOJHH* + OHOTHH

* OnyopecueHTHbIH NPOAYKT

depmenT GHOTHHMIA3BI HCNONB3YeT GHOTHH-6-amuHOXMHONKMH (BAQ) B KayecTBe cyOcTp?
BuoTvHHIasa obHapyxuBaeTcs B obpa3iie KpoBH cama 1o ceGe v B XoAe (epMEHTaTHBI
peakunu BAQ pasiensercs Ha (TyOpPeCUEHTHBIH NPOXYKT 6-aMHHOXHHOMMH (6-AQ). [
n06aBNeHHH BOCCTAHOBJIEHHOrO pearenTa cybcTpaTta GHOTHHA B JTYHKH ¢ BHIOHTHIMH MaH4Ye]
JIMCKAMH ¢ CyXHMH NSTHAMH KPOBH BOCCTAHOBJICHHbIH peareHT cyb6cTpaTa 6MOTHHA NPOU3BO
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35.72I¢HHE M BOCCTaHOBJIEHHe 6eKoB U (EPMEHTOB B CyXOM MATHE KPOBH. ITO obecnieyuBaeT
T70TeKaHWe TpelCTaBNeHHON Bbillle peaKiMH. AKTHBHOCTh OHOTHHHIA3bl BbIpaXaeTcs B
SepvenTHBIX eauHnuax (U): 1 U = 1 HMonb KOHEYHOro mpoAyKTa, oOpa3ylolerocs 3a OHy
MIZHYTY B OJTHOM JIeLMINTPe KpoBH (1 HMOIL/MHUH/).

JoGaBsnieHHe B JIyHKH 3TaHOJIa B KOHIIE aHAJIM3a IPHBOJMT K OCTAHOBKE PEaKIHH H OCAXICHHIO
5e;IKOB Ha JHE JyHKH H Ha MCIOJb30BaHHOM JHCKE C CYXHM NATHOM KpoBH. {JTyOpeCUEHTHBIH
npoaykT (6-AQ) obGpasyercs B Xone peakuuu B pe3ysibTaTeé aKTHBHOCTH OHOTHHHIA3bl, €ro
3aMep NpPOM3BOAUTCA C IOMOINBIO MJIAHLIETHOrO (IyopHMETpa. AKTHBHOCTb OHOTHHHAA3LI
YCTaHaBJIMBAECTCA OTHOCHTENILHO KaTHOPOBOYHOI KpHBO#H. Bepudukauus TecTa NpoH3BOAHTCS €
NOMOIIBIO KOHTPONBHLIX NMpo6 GuoTHHHAa3wl (Biotinidase Controls), BXOAAIMHKX B KOMIUIEKT
Habopa.

3amMep HHTCHCHBHOCTH (UTyOPECLUEHIHMH BBLITIOJHAETCS C NMPHMEHCHHEM MEAHAHHOHW JUIMHBI
BOJIHBI BO30YxeHHs — 355 HM U MeiHaHHOMN JUTHHBI BOJIHBI H3My4eHHSA — 460 HM.

COCTAB HABOPA

«Habop s nosrykonM4ecTBEHHOTO ONpele/eHHA aKTHBHOCTH OGHoTHHMAa3kl «HeoHaranbHas
buotnauaasza» (Neonatal Biotinidase)» B cocraBse:

1. Kanubparopsl 6uotununassl (Biotinidase Calibrators) — 1 nuct ¢umbTpoBanbHo#t Gymaru
(Whatman, Ne 903), conepxawu#t 5 HabopoB CyXHX NATEH KPOBH;

2. KonrtpomnsHele npobs1 6uotHHKMAa3k! (Biotinidase Controls) - 1 nucT ¢punsTpoBansHoit 6ymaru
(Whatman, Ne 903), conepxatuuii 5 HabOpoB CyXHX NATEH KPOBH;

3. Bydep ana BoccTaHoBneHus 6uoTHHKUAa3k! (Biotinidase Reconstitution Buffer) - 1 ¢nakon, 50
MJT;

4. Cybctpar Pearent OuormHupmassl (Biotinidase Substrate Reagent) — 10 mnpo6Gupok,
JTHOQHIH3HPOBAHHBIIN;

5. UepHsiit MuKpomianieT (6e3 nokpbITus, Ha 96 myHok) — 10 wT.;

6. Haxneitku co wrrpuxkonamu s nnauumeros (Barcode labels for the plates) - 30 wr.;

7. Knesinuecs nneuku ana MukpornianmetoB (Adhesive microplate covers) — 10 nucros;

8. Cepruduxar kontpons kayecrsa naptuu (Lot-specific quality control certificate) — 1 wT.;

9. UHcTpyKUHA NO npuMeHeHHio - 1 T,

KOMIUVIEKTALIUA HABOPA

PearenTnl, Bxoasmmue B Kaxabii Habop «HeonaranbHas buortuHMpasza», paccuMTaHbl Ha
npoBeieHHe 960 aHATHTHYECKHX TECTOB.

Cpokx rogHoCTH HeBCKpHITOro Habopa ykasaH Ha BHeilHe# MapkupoBke (12 mecsues). Habop
IOJIKEH XpaHuThcs mpu Temneparype +2 — +8 °C. OGpartute BHHMaHHe, 4TO Kaaubpatop
ouotununasel (Biotinidase Calibrators) u koHTponsHble mpoOwl GuoTHHHAa3sl (Biotinidase
Controls) 10 BCKpLITHS JOKHBI XpPaHUTBCA MPH Temneparype -30° — -16 °C.
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PEATEHTDI
KoMnoneHT KoaunyecTBo Y¢JI0BHS H CPOK XPAHEHHS
Kanu6parops! 1 nuct punbTpoBanbHON  XpaHHTh B 3aMOPOXEHHOM BHAE C

onoruHnaassl (Biotinidase
Calibrators)
(1 U = umons/MuH/n)

10U
30U
130U
180U
250U
350U

mTmgoOw>

6ymaru (Whatman, Ne
903), conepkauui 5
HabOpOB CyXHX MATEH
KPOBH

3aLUTON OT BJIQXXKHOCTH H IPAMOro
BO3IEHCTBHA CBE€TAa B HCXOOHOM
YyMaKOBKE C BJIArONOMVIOTUTENEM.
BeectBo cTabUNIBHO npu
temneparype -30° — -16 °C 1o
HCTEYECHUSA cpoka TOJHOCTH,
ykazaHHoro Ha oJtHketke. [locne
BCKpBITHS XPpaHHTh npu
Temneparype +2 — +8 °C B
TedeHHe 4 Henmens. YOeaurTech, yTo
B ' mpolecce XpaHeHHus
MJaCTHKOBBI  MAKEeT  OCTaeTcs
repMETHYHBIM.

TouHble 3HAa4YeHHA aKTHBHOCTH OHOTHHHAA3bl YKa3blBAOTCA B CEPTHOHKATE KOHTPOJIS
kauectBa naptun (Lot-specific quality control certificate), KOTOpLI BXONMT B KOMILIEKT

Kaxkaoro Habopa.

KonTtponbHsie mpobsl
6uotunuaassl (Biotinidase
Controls)

(1 U = aMons/MHH/1LT)

HopmMma
275U

[TaTonorus
S0U

1 siucT pubTPOB? ~ HOM
Oymaru{ Whatman, .4
903), conepainui 5
HabOpOB CyXHX NATEH
KpOBH

XpaHuTh B 3aMOpPOXXEHHOM BHAE C
3aIIHTON OT BJIQXKHOCTH M IPAMOTO
BO3JCHCTBHA CBETa B HCXOAHOH
yNakoBKe C BJaronorjoTHTENEM.
BemecTBo cTabHIbHO npH
temnepatype -30° — -16 °C no
HCTEYEHHS  CpOKa  TOJHOCTH,
ykasaHHoro Ha s3THketke. [locne
BCKPBITHA XpaHHUTh npu
temneparype +2 — +8 °C B
TeueHHe 4 Heaennb. YOeauTech, YTO
B npouecce XpaHeHHs
IUVIACTHKOBBIH  NAKeT  OCTaeTcs
repPMETHYHBIM.

Lenesnie 3Ha4YCHHUA Jib) 1
KOHTPOJIbHbIX NpPo6 OGHOTHHHAA3LI
(Biotinidase Controls)
yKasplBalOTCA B cepTHdukare
KoHTpons kauectBa maptuu (Lot-
specific quality control certificate),
KOTOpbIH BXOAHT B  KOMILIEKT
Kaxaoro Habopa.

KanuGparopsl OuoTHHHza3bl (Biotinidase Calibrators) H3roTaBaHBaloTCS M3 LEJIBHOH
CBHHOM KPOBH, a KOHTpOJIbHBle NpoObl GuoTHHKAaskl (Biotinidase Controls) — u3 nenbHoH
YesI0BEHECKOH KPOBH; B Ka4eCTBE KOHCEpBaHTa npumenseTcs Proclin 300’

AKTHBHOCTH OHOTHHHA3bI 330a€TCA B €AMHHUIIAX C IPHMEHEHHEM CHHTETHUECKOrO peareHTa
— 6-aMHHOXHMHO/IMHA (KOHEYHBI NMPOXYKT pEaKkUWH) — B KaUeCTBE [PaBHMETPHYECKOIro
craHgapra. YucToTa 6-aMMHOXMHOJMHA KaK peareHTa [MpOBEPSETCS C  MOMOLUbIO
KOJINYECTBEHHOTO [IPOTOHHOTO MarHHTHOro pesonatca ('H-NMR).

! Proclin — 3aperucTpHpoBaHHbili Toproasifi 3Hak komnaHuu «Pom u Xaac» (Rohm and Haas, Co.).
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Bydep ans 1 dpnakoH, 50 mn XpaHuTb npy  Temnepatype npu

BOCCTaHOB/IEHMA Temnepatype +2 — +8 °C pfo
o6rnotnHngasbl (Biotinidase NCTeYeHUs cpoka  rofHocTw,
Reconstitution Buffer) yKa3aHHOro Ha 3TukeTke. [locne
BCKpbITUSA XPaHUTb npw
Temnepatype +2 — +8 °C B

TeyeHve 4 Hefesb.
[OTOBbIA K WMCMONb30BaHMIO Oydiep AN BOCCTaHOBEHWS 6GuOTMHMAA3bl (Biotinidase
Reconstitution Buffer) npegcrasnseT coboin kanmin-thocthaTHbli 6ydep ¢ 3ATA, Prockin 300
1 caxapo30i B Ka4eCTBE KOHCEPBAaHTOB.

Cy6ctpar PeareHT 10 npo6upoK, XpaHuTb nNpu  Temnepatype npu
6noTuHMaa3bl (Biotinidase Modmnn30BaHHbIN Temnepatype +2 — +8 °C po
Substrate Reagent) NCTEYEHWS CpoKa ro4HOCTH,

YKa3aHHOr0 Ha 3TUKETKE.
PeareHT COAepXWUT caxapo3y, ocdaTHbli  Oydep, OBUOTUH-G-aMUHOXMHOMNH 1

ANTNOTPENTON.

UepHbIA MUKpOMNIaHLLET 10 nnaHweTOB +2°_ 425 °C

(6e3 NOKpbITKSA, Ha 96

NYHOK)

Hakneiikun co 30 wr. MpumeyaHme; LUTPUX-KOZ4
LUTPUXKOZAMKN ANs cogepkut ID  Habopa, HOMep
nnaHweTos (Barcode napTuM 1 HOMep, COCTOALMIA K3 5
labels for the plates) umap.

Kneswmecs nneHku ans 10 nnuctoB +2° — +25 °C

MUKPOMIaHLLETOB

(Adhesive microplate

covers)

CepTugmkaT KoHTpons 1.

KayecTBa napTum (Lot-

specific quality control

certificate)

WHCTpyKLMA No 1w
NMPUMEHEHNIO

MATEPWAJIbl, HEOBXOAMMbIE A/1A AHAJIM3A, HO HE BXOAALWLME B
KOMIMNEKT HABOPA

[ns npoBeAeHus aHanm3a C NPUMeHeHWEM Habopa «HeoHaTanbHasi buoTuHupasa» (Neonatal
Biotinidase)» HeobxoAVMbl CreAyroLMe KOMMOHEHTbI, KOTOpPblE MOryT ObiTb MPUOOPETEHbI Y
koMmnaHuin Wallac Oy (Bannak O) unu «IMepkuH3INMep, NHK,», a Takke y ux opuumanbHbIX
ANCTPUOBLIOTOPOB.

1 ®nyopumeTp, obecreymBatonii BO3SMOXKHOCTb 3amepa MHTEHCUBHOCTM (/lyopecLeHLmm
OT BEPXHEro Kpast NyHKW, Npy MeAVaHHON A/IMHE BOMHbI BO3OYXKAeHMSA - 355 HM 1N MeauaHHOM
[JIMHBI BO/MHbI M3ny4veHuns - 460 HM [Hanpumep, Mpubop-cueTumk nabopatopHblini Wallac 1420
Multilabel Counter (Victor-2), npoussofctBa "Bannak Oi", ®uHnaHaus, PY Ne &C3
2010/06207 ot 05.02.2010], COEAMHEHHDIA C NPUHTEPOM M KOMMbHOTEPOM.

2. MaHuyep Ana BblbMBaHMS U3 (UILTPOBa/IbHON Gymarn AMCKOB AvameTpom 3.2 Mm (1/8
Atoiiva) [Hanpumep, Mprubop ans BbIGMBaHUA ByMaXKHbIX AMCKOB € obpasuamn Kposm (Wallac
DBS Puncher) ¢ ronoskamu gnametpom 3,2 mm, 4,7 MM, 6 Mm (kat. Ne 1296-071), npov3BoACTBa
"Bannak Oi", ®uHnaHams, PY Ne dC3 2010/06208 ot 05.02.2010].
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3. ABTOMaTHYEeCKMHA  BCTpAXMBaTelb  MOWHOCTEIO  600-950 o0 MuH  [Hanpw,
BerpsixuBarens-unkyGartop ans  mukporvtaniner "JEJIOUSA" (DELFIA Plate Shake) -
npou3spoacTea "Bamnak Ow", ®unngnaus, Wallac Oy, PY Ne ®C3 201007203 ot 15.06.20\
(aptuxyn 1296-003/004)].

4. HukyGatop, cnocobHblii noanepxkusath temnepatypy +50 °C (= 2 °C) (mampumep,
Unky6atop - weiikep "TpuHect" nna naGoparopHoit anarnoctukd in vitro (TriNEST Incubator
Shaker) (kat. Ne 1296-0050), npousBoactsa "Bawiak Ow", ®unnsanaus, Wallac Oy. PY Ne®C3
2010/07445 ot 20.07.2010.

KpomMe Toro, TpebyloTcs cnemayiouye MaTeprasbl:

- €MKOCTH U1 pa3BECHHUA C MJIOTHO NPHTEPTHIMU KPBILIKAMH;

- NHUNETKH HIH TIpaaydpPOBaHHble LUMIMHAPbI IS HM3MEPEHHA 00BEMOB pearcHToB B
MHJUTHIIHTPAX;

- MHNETKH /IS AO3HpOBaHMs OOBEMOB B MHKPOJMTpax MM CHCTEMa aBTOMAaTHYECKOrO
NUNETHPOBaHHA;

- HAKOHEYHHUKH MHIIETOK;

- EMKOCTH I peareHToB,;

- abcomoOTHbII 3TaHON;

- KapThl 00pa3LoB, H3rOTOBJIECHHbIE Ha GHIbTPOBAILHOH OyMare, 0n06peHHOH YnpaBiaeHHeM MO
KOHTPOJIIO 33 MHILEBLIMU MPOAYKTAMH H JieKapcTBeHHbIMHM cpelcTBamu (FDA).

B35S TUE U OBPABOTKA I1POB

[Tpo6sI kpoBH GepyTcs MOCPEACTBOM IYHKLUH NATOYHOMH 0651acTH Ha GHILTPOBAlIbHYIO OyMary.

[TporpaMMbl HEOHATANBHOTO CKPMHMHIA Pa3HATCA MO THIY HCMoib3yeMbix obpasuos. B CLLIA

PEKOMEHIOBAHO NPUMEHEHHE MATEH KpOBH auameTpoM nopsaka 12,7 mm (1/2 mofima); KpoBb

Gepercs myTeM MyHKUWH NATO4YHOH o6nacTu Ha ¢punbT  3aibHyro Gymary. Bastae nmpo6 kposu

Y HOBOPOXIEHHBIX MOCPEACTBOM MYHKIHH MATOYHOH 0UJAacTH 0ObMHO MPOU3BOAKTCA HA 2 — 6

ICHb MOC/IC pPOXIACHHMS, OJHAKO B pslle CKPUHMHIOBBLIX NpPOrpaMM CpPOKH MOJyYEHHS H

KOJMHYeCTBO Npo6 MOryT ObITh pasiMuHBIMH. JIs ONpeeNieHHs TOYHOrO CpPOKa B3ATHA H

KoJHuecTBa npob crexyer oOpaTHTbCA K MECTHBIM CTaHAAapTaM H HopMaTuBaM. Msnenue mis

B3ATHA NMpo0 AOKHO OTBEHaTh HALMOHAILHBIM CTaHAapTaMm. J[ns peanusaiMu METOda CyXHX

nsTeH KpoBH HeoOXoauMmo obecneynTh KadecTBEHHBIH 3abop, 06paboTKy H TpaHCIIOPTHPOBKY

obpasuoB. Meroauka 3abopa moxpoGHo onucana B Permamente LA4-A5S HuctHtyTa

KIHHHYeCKUX M naboparopueix craHmaptoB (CLSI, 5). OcHoBHbIe MOMEHTHI NpeACTaBJICHBI

HHXKeE:

- OYHCTHTH KOXKY TaMIIOHOM, CMOUYEHHOM B CITHpTE, H NaThb € BLICOXHYTb.

- TlpokonoTs naTKy peOeHKa CTEPH/IbHBIM JIAHIETOM HJIH CICUHAIBHBIM MPOKAIBIBAIOIHM
HHCTPYMEHTOM Ha rmyOuHy 1.0-2.0 mM. Bosiee rny6okoe npokanbiBanue (cBbime 2,0 MM) y
MJIaZIeHLIa MOXKET OBPEAUTh KOCTb.

- Creperb nepByl0 Kalll0o KpOBH. AKKYparHO NpPHJIOXHTh (QHIbTPOBAIbHYI0 Oymary K
OonblIOH Kamie KpOBH H JaTh €H XOpoWIO BHHTaTbCA, 4YTOOB 3aMoSIHMICA KpYT,
oTnevyaTaHHbI Ha ¢unbTpoBaibHON Oymare. OcMoTpeTh 00€ CTOPOHBI (PHILTPOBAIBHOM
OyMard W yOeaMTbes, YTO KpOBb XOpOINO BNHTanach. YpesMepHOE cHaBIHBaHHE MeECTa
MPOKOJIa MOXKET BBI3BATh I€MOJIM3 WJIH NpHMeLIMBaHHE K 00pasily TkaHeBOH XHAKOCTH. He
HaKJaALIBaliTe JHIUHME Kall/li KPOBM Ha TOTOBBIA oOpa3el, 3TO BeAeT K 0Opa3oBaHHIO
CTYCTKOB.

- Cyunts 0Opa3zen KpoBH Ha BO3AyXe B FOPH3OHTAJILHOM MOJIOXKEHHH BIAIH OT HCTOYHHKOB
CBETA B TEYEHHE 3 4acoB MpH KOMHATHOH TeMmeparype (+19 — +25 °C). He narpeBatsb H He
CK/1abiBaTh 00pa3siisl BMECTE B Ipoliecce CYILKH.

2 DELFIA - 3aperucTpupoBaHHas Toprosas Mapka komnaiuu «[lepxnadmmep, Huk.».
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- Y6ennrtech, uTo Heobxonumax MHGOpMAIMA MOMHOCTHIO BHECEHA B KOHTPONLHYIO KapTy
obpasua. MuummyM HeoOGxoaumofi HHPOPMANMH HanEdaTaH Ha COOPOYHOM H3ACIMM M
BKIIOYAET B cela:

- bamMunua (MM, €CIH ecTh), MOJ, JaTa pOXACHWA (OMIHOHAIBHO. BpPEMs
POXICHHA), BeC APH POXKACHHH H BO3pacT pebeHKa (OTMETHTS, €CAIH MeHEE 24 1acoB) H
HACHTHQHKANMOHHBI HOMEp NAHCHTA;

- HMA 7 QaMHEJIHsA MATEPH,

- Zara B3ATAs o0pasua (ONMHOHANBHO: BpeMs BIATHA),

- HA3BAHHE H AAPEC 3aKA3YMKA (OINMOHANLHO: MECTO POXACHUA (MEAHIHHCKOES
yupexaeHue))

- uMA | TenehoHHEI HoMep Bpaya (COTPYAHHKA 3APABOOXPAHCHHN);

- Ba3BaHHKE [[POTPAMMBI CKDHHHHI'A HOBOPOXKACHHOIO H aapec;

- KRB 61aHK AOMKHA HMeTh YRUKAALHLIL cepuitHblt HOMEP H CPOK XpaHCHHA.

- Tlepen noMemeHHeM 00pa3nioB B KOATEHHED WA TPAHCIIOPTHPOBKH CyXHE NATHA KPOBH Ha
KapTax AOJUKHEI ORITH OTAGNCHEI APYT OT ApYra Ajii pefOTBPAIlCHHS HX KOHTAKTA MEXAY
cobolt wmm nosepryTol Ha 180° oTHOCHTENBEHO 00pa3loB, HAXOMANMXCA B KapTax,
pacroNaralomuxca HeMOCPEACTBEHHO HAM M oA AaHHOM kapToi, OOpasibl MOXKHO Takke
3aIMATHTD, IOMECTHB HX B 3QMINTHLIE KOHBEPTH! HIIM MPOOKHTL MEXTY HHMH IICPraMHH.

- Cneayiite MHCTPYKIHMAM MECTHBIX NMOYTOBBIX H TPAHCHOPTHBRIX CHyX0 A yNMakoBKM H
nepeso3zkn oOpasnoB. Hemp3s mnomewate o0pasusi B TEPMETHYHEIC KOHTCHHEDH
(nmnactukossie Mmu  Gonsrosmie naxkerel). Ilpy HeoOXOAHMMOCTH cneayer HoGaBHTH
JOCTATOYHOE KONHYECTBO INAKETHMKOB ¢ BraromornotureneM. ChpocTh M Brara
HEAOMYCTHMBI /I CYXHX 00pasloB KPOBH.

- Tpobwr neobxoauMo noCTaBUTH B NaGoparopuio B TeveHHe 24 4acoB MOCHe BIATHA, €CIH
CKpuHEHTrOBON! Naboparoprelt He yKa3an HHON CpoK.

Hexorophie na6Goparopun MOryT 3anpoCHTh QONOJNHHTENBHYIO RHPOpPMAIMIO ANA yKa3aHHA HA

KapTe, B HACTHOCTH, Ohi1 i pefeHOK HEZOHOINCH MM MEPEHOIIEH, W €CH 13, TO HAaCKOJBKO,

SBJISCTCS M OH / oHa OM3HENOM, & TAKKe CBECUCHMA O MHTAHWH, MPHEME AHTHOHOTHKOB H

nepe/MBanAd KpoBpH. JIIg ycTaHOBAeEl -  pacxoxAeHBd ¢ MuHuManbHOH ofssarensHoH

undopmaizelt, ykazanno#t Ha uanenny ans 3abopa xpoBH, HeOOX0MUMO OOPATATLCA K MECTHBIM

HOPMATHBHBHIM JOKYMEHT&M H BHYTpeHHelf TMONHTHKE KOHKPETHOrO MEAMIIMHCKOrO

YUpeKACHHS. °

Ocofoe BHMMaHWE HEOOXOAMMO YMENATH YCIOBHA XPAHEHHS H TPAHCIOPTHPOBKH oGpa3LoB

cyxmx nsTeH KpoeH (DBS). BanaHre HpoAOKUTEARHOCTH, TEMNEPATYPHl B BIRKHOCTH IIPH

XpaHeHHH Ha AKTHBHOCTh OHOTHHRWJA3L! HCCNEAOBANOCH C MPHMEHEHHEM ISTH HCKYCCTBEHHO

oToSpannsix obpasnos DBS3. Pesymsratel mo asym o0pasnaM, OTPANKAIOWAM KIHHUYECKH

SHAYAMLIE JHANa30H, NOKA3aHK HuXE. XpaHeHWe oOpa3suoB B YC/IOBHAX MOBLIICHHOH

TEMIEPATYPHI H BIRXHOCTH MOBHIIAET PHCK IOIYUEHHA JOKHONONOXHTEILHBIX CKPHHHHTOBBIX

pe3yNbTATOB. YPOBEHb AaKTHBHOCTH IPEHCTABACH KAK MPOUEHT OT MCXORHOH aHANUTHYECKOH

AKTHBHOCTH.

3 Uccneposanue 6sino nposeacHo koMnanuelt Wallac Oy (Banax Ow0), Typky, Ouimnaus.
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Ob6paszeu 1 (79 L)

Sample 1 (79 V)

20° ¢ L =27°C, +35°C,
o -200C e +4°C A 2°C e AO%RHXSO%RH

% of BTD activity at day 0 - % ot akTHBHOCTH 6HOTHHHAa3H! B 0-# JeHb
Storage time (days) - [lepruon xpaHeHus (kon-Bo aHei)
Sample 1 (79 U) - O6pazeu 1 (79 U)

O6pazen 2\_+4 U)

% of BTD activity at day 0 - % oT akTUBHOCTH 6HOTHHHAA3bI B 0-if neHD
Storage time (days) - [lepuon xpaneHHs (koa-Bo aHei)
Sample 2 (144 U) - O6pa3seu 2 (144 U)
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MEPBI IPEJOCTOPOXHOCTH U NNIPEAYIIPEXAEHHUA

> e Jlnd Hcnonn30BaHUA B HEJIAX IUArHOCTHKH in Vitro.
e Bce oGopynosanue, HEOOXOAMMOE IUIA HCNONL3OBAHUS OMMCHIBaEMOro Habopa, IOMKHO
06cmyXUBaThCs KBIHGHIIHPOBAHHBIMH TEXHHYECKHMH CNIELHATHCTAMH.
e HaGop BkmouacT peareHThl, H3rOTOBJEHHbIE M3 KOMIOHEHTOB CBHHOH H 4YeJOBEYeCcKoi
KpoBH. YenoBeyeckas KpOBb MCCIENOBANaCh C MPHMEHCHHEM METOIHMKH, YTBEPXICHHOH
VYnpasneHneM N0 KOHTPOIO 3a MUINEBHIMH NPOAYKTaMH H JiekapcTBeHHbMH cpencTBamu (FDA),
HJIH aHAJIOrMYECKOTo METO/a; pe3yJIbTaT Mo MMOBEPXHOCTHOMY aHTHIEHy renaTtura B, aHTHreHy
renatuta C, a Takxe antutenam K BUY 1 u 2 — orpunarensHbii. TeM He MeHee, 6butH
coOmoneHbl BCe Mepbl MPeNOCTOPOXHOCTH, YCTaHOBAEHHbIE Ut paboThl ¢ NMPOH3BOJHBIMH
kpoBu. CM. nonoxenus perinaMenta «O6ecneyeHne Ouonoruyeckodf 6e3onacHOCTH B
MHKpPOOHONOTHYECKHX H OHOMEAMIMHCKMX 1abopaTopusax», H3NAHHOrO MHHHCTEPCTBOM
3apaBooxpaHeHus H couuanbHoro obecneyenns CLIA, win mo6GbIX MHBIX JIOKaIbHBIX HIIH
HallHOHAJIbHBIX HOPMATHBOB.
e (O6pa3upl, NMOJy4YEeHHbIC OT MALUEHTOB, MOJDKHBI BOCIPHHHMATBCS KaK MOTEHUMANBHBINA
HCTOYHHMK HHPEKIHH.
e Bce peareHThl MOTYT BBI3LIBAThH PazfipaKCHHE.
e [lpu paGore ¢ pacTBOpaMH, coaepXallMMH 3TaHOJ, HEOOXOOUMO CJIeI0BaTb MECTHbIM
HOpPMaTHBHBIM CTaHIapTaM.
e VTWHM3alHA BCEX OTXOIOB JOJKHA OCYIIECTBJIATHCA B COOTBETCTBHH C MECTHBIMH
NpaBH/IAMH U HOPMATHBAMH. '

3amnpeleHo cMelMBaTh KOMIOHEHTRI H3 PasHbIX NapTui.

He ucnonbs3oBats Habop NpH NOBpeXIeHUH YTIaKOBKH.

He ucnons3oBath Ha6Op nocie HCTEYEHUSA CPOKa FOAHOCTH.

Hcnons3zoBaTh HabOp TOMLKO MO HA3HAYEHHIO, OTMCAHHOMY B HHCTPYKLIMH 10 NIPHMEHEHHIO.

Hcnonp3oBaTh 3alMTHYIO OfeXIy. Bce omepauuu NpoBOAMTHL TOJALKO B OAHOPA3OBBLIX

HEOIyIPEHHBIX II€PYATKAX /U HCKIIOYEHHA KOHTAKTa C OPraHH3MOM YeNoBeKa.

o He ecTb, He NMUTb M HE KYPHTh B PO C€ HCNOb30BaHMA. U3beraTs BIbIXaHHs MapoB,

KOHTaKTa peareHTOB C KOXell, rf1azaMH U cnu3ucToi obonoukoit. He rnorars.

NOPSAAOK BBINIOJIHEHUSI AHAJIN3A .

AHali3 KaXAOro BHAAa MAO/KEH BBHIMOJMHATHCA B JBYX [IOBTOPEHHAX C HpPHMEHEHHEM
kanubpatopoB 6uoruHMzassl (Biotinidase Calibrators) 1 KOHTpOJBHBIX NPo® OGHOTHHHAA3BI
(Biotinidase Controls). KanuGposouHas kpuBas Jo/mkHa OBITh MOCTPOEHA IS KaXAOro
naanmera . HeussecTHble o6pasiibl HCCIEDYIOTCS C MOMOLIBIO OJHOrO H3MepeHHA. Bce
peareHThl ¥ 00pasusl nepel HCHONB3OBAaHHEM HeOOXOAMMO MOOBECTH [0 KOMHATHOl
temmneparypsl (+19 — +25 °C).

HarorosneHue peareHToB CrabuabHOCTD Nociie BOCCTaHOBJIEHHS
Cy06cTpar Pearent 6uoTuHHIa3b! 7 nuei npu Temneparype +2 — +8 °C.
(Biotinidase Substrate Reagent) Korza peareHT He HCTIONIB3YETCH, €T0

Heo6X0aMMO XpaHHTh B TUIOTHO
3aKpbITOM (h1aKoHe.

INPUMEYAHMUE: Jlns BocctanoBneHus CyGctpara Pearenta Guorunupmasbl (Biotinidase
Substrate Reagent) ucnonb3syiite Bydep ans BoccranoBnenns O6Guormnuaasbl (Biotinidase
Reconstitution Buffer).

Beimonuute BoccTaHoBneHne CyGctpara Pearenra OuortuHuzassl (Biotinidase Substrate
Reagent), noGasuB 3 mn Bydepa mns BoccTaHOBneHHs OHOTHHHMIa3bl B OAHY HPOOHPKY ¢
nuopunusobaHHeiM CyGctpatoM Pearenta OuotuHumassl (Biotinidase Substrate Reagent).
BHOBB MIOTHO 3aKphITh NPOOHUPKY U HECKOJILKO pa3 rnepeBopauuBaTh ee B TeyeHHe 30-60 MUHYT
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[0 pactBopeHus CybcTpata PeareHTa 6uotuHuaassl (Biotinidase Substrate Reagent). Hannum
HepacTBOPEHHbIX KPUCTa/INI0B HE OKa3blBaeT B/IVSHWUSA Ha aHa/In3.

MPUMEYAHWE: B uensx NOBbILWEHMA PacTBOPUMOCTW PacTBOP MOXHO MOABEPrHYTb
MHKybaummn npu Temnepatype +37 — +45 °C (Hanpumep, Ha BOAsHONM 6aHe) B TeyeHune 5-15
MUHYT. BHOBb 3aKpbiTb MNPOOMPKY KPbILWKOWA W HECKONbKO pa3 MNepeBepHYTb ee [0
pactBopeHuns CybceTtpaTa PeareHTa 6uotuHmngasel (Biotinidase Substrate Reagent).

[na 06paboTKM OLHOrO MfaHLweTa [AOCTAaTOMHO OfHOW MPOGUPKM C BOCCTAHOB/EHHBIM
Cy6cTtpaTtom PeareHTa 6uoTmuHnaasbl (Biotinidase Substrate Reagent).

2. C nomowbo naHuyepa BbIOUTL AUCKM C KanmnbpaTopamu 6uotuvHMAasbl (Biotinidase
Calibrators) 1 KOHTpOnbHbIMKM NpobamMn G6MoTMHKMAA3LI (Biotinidase Controls) Habopa B AByX
MOBTOPEHMUAX B JIYHKWN YEPHOro MMUKponaHweTa (AMCKM (UNbTPOBasIbHOM GyMarn guameTpom
okoso 3,2 mm (1/8 pfroiiva). B Kaxxon NyHKe A0/MKEH HaXoAWTbCA TOMbKO OAWMH AMcK. Ans
MUHMMM3aALMM BapuaLmmn OUCKW CnefyeT BblOMBaTb U3 CpefHelt YacTu NATHa Kposu. Hudke B
KayecTBe npumepa npeacras/ieHa cxema niaHLweTa.

Kaxgas nabopatopuss MOXET MO CBOEMY YCMOTPEHWIO OnNpefesMTb ONTUMa/bHLIA BapuaHT
PacrnonoXeHnst KOHTPO/IbHbIX NPo6 6uoTnHMAaassl (Biotinidase Controls) 1 06pasuos.

1 2 3 4 ) 6 7 8 9 100 1 12 Strip

+Halh, +;a+,.+;a+,+ 2", """ aT\,+a+,
VA+VAyYByVBYyvqy W KPJ] KPY VEY y VFy \ Fy

y ty V.1y yuny uuny Yy YY YUYy Y'Y YyY.yY

K 1 .Y KKY K _y'y.Y 4yyvykkwviik

Cal - kanmnbpaTop

Ctrl - koHTpO/bHas nNpoba
Strip - nonocka

Unk ~ o6paseL,

etc. -uT.4.

MPNUMEYAHWE: Ha kaxaom atane Ucrnonb3yinte NUNeTK A5 103MPOBaHUS.

3. B KaXaylo NlyHKY C AUCKOM (bUNbTPOBa/IbHOM GyMarn fo6asutb 25 MK BOCCTaHOB/IEHHOIO
Cy6cTtpara PeareHTa 6notuHmgasbl (Biotinidase Substrate Reagent), BusyanbHoO y6eauTech, UTO
XWNOKOCTb MPUCYTCTBYET BO BCEX JIyHKaX, W C/erka MocTyymTe MO MAaHLETY, YTOoObI
06ecrneunTb YBIaXKHEHWE BCEX AMCKOB.

4. HakpbITb NNaHLWET KNeawenca nneHkon ana mukponnaHweToB (Adhesive microplate covers),
06ecrneynB Hagexallyto repMeTUYHOCTb A1 NPeAoTBPaLLEeHNs UCNapeHns pacTBopa 13 IyHOK
B MpPOLecce NHKybaumm.

5. BbINoNHATL UHKy6auuto npu temnepatype +50 °C (2 °) B TeueHne 180 (x 10) MUHYT 6e3
BCTPAXMBAHNUS.

6. M3Bneub nnaHWeT M3 MHKy6aTopa M Ha 2-5 MWHYT OCTaBUTb €ro Mnog MJeHKON npw
KOMHaTHoOI Temnepatype (+19 — +25 °C).

7. Haaitb npumMepHO 25 Mn abCOMOTHOrO 3TaHOMa Ha KaXAbld NAaHWeT B eMKOCTb /1S
peareHTa. O6bEM 3TaHOMAa HEOOXOAMMO 3aMepsTb, YTOObI M36eXaTb M3NULWKOB. [06aBnTb 225
MK/1 3TaHOMa B KaXAyt NYHKY. B TeyeHuWe 5 MUHYT BbIMONHATL BCTPAXMBaHWME MaHLIeTa C
MOMOLLbIO BCTPAXMBATENA NPU HU3KOM pexume (600-950 06/MMH) And  nepemelLmBaHus
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COAEPXXMMOro NyHOK. [lepen BbLUONHEHWEM W3MEPEHWIA OCTaBUTb M/1aHLLET MPY KOMHATHOM
Temnepatype (+19 — +25 °C) muHumyM Ha 10 (o1 10 go 60) MUHYT.

8. BbWOoMHUTL 3amep (hlyopecLeHUMI, UCMOoNb3ya MeAVaHHY LJIMHY BOMHbI BO3OYXAEHUS -
355 HM 1 MeanaHHYH AJIMHY BOMHbI U3NyYeHus - 460 HM. [lonyyeHWe JaHHbIX MO MIaHLIeTY
[O/MKHO ObITb MPOW3BEAEHO B TeYeHWMEe OAHOro 4Yaca C MOMeHTa [06aB/ieHns abCoMTHOro
aTaHona. bonee noApoOHYK0 MH(opMaumio cM. B PYKOBOACTBE A/ MOMb30BATENA K Ballemy

npmoopy.

MPNUMEYAHWE; Ecnm ucnonb3yetcs Kakon-nn6o wHoi tiyopumetp, kpome VICTOR,
3HEPrM0 BO3OYXAEHUA OT (hyopuMmeTpa Heob6XOAMMO CKOPPEKTMPOBaTb A8 MOMyYeHus
Ka/IMBPOBOYHO KpWBOW (KpVBasi B3BELLUEHHOW JIMHEWHOW perpeccum), npeacTaB/ieHHON B
pasgene «xXAPAKTEPUCTUKN AHATMTUNYECKOU SOPEKTUBHOCTW». Kpome TOro,
AN NPefoTBpaLLeHns HaCbILEeHWS AeTeKTopa MOXET NoTpe6oBaTLCS ONTUYECKOE 3aTyXaHue ¢
MPYMEHEHNEM HENTPasIbHO-CEPOro CBeTOMIbTPA Ha CTOPOHE IMUCCUN.

B cnyyae wcnonb3oBaHus nyopumetrpa VICTOR ¢ 3afaHHbIM NPOTOKO/IOM aHanmsa
BuoTnHngassl Heobxoaumo yb6eauTbCa B TOM, UTO Yy BaC YCTaHOBfeHa Bepcus 1.12
nporpaMMHOro o6ecrieyeHns, BbIMYCK 2 WM Bbhne. 1pu KMCMONb30BaHUM MPOTOKONA
MultiCalc® *(BTNDASE) anroputm nogbopa HeobxoamMmMo 3amMeHuUTb Ha «PEFPECCUIHO
B3BELUEHHYIO JNMHEWHYIO». [Ona nonyyeHus 6onee noApobHON MHhopmaLmm
obpaTuTech K MECTHOMY MPeLCTaBUTENO TEXHUYECKOW CNyXObl. Mpu M3MEHEHUM KonmyecTsa
PenunK A9 HeM3BECTHbLIX 00pa3L,0B CNnefyeT COOTBETCTBEHHO U3MEHWUTL MPOTOKOSI.

93 BTNDASE

TN AHANM3A  *FMA (MIMMYyHO(YOPECLEHTHbIN aHan3)

ol ABYXBOJ/IHOBGLU AHAJINS HET

03  MAPAMETPbI MI3MEPEHWI Eii

20 OCb X (KOHLIEHTPALWA) NH

21 OCb Y (PEAKLIA) N3MEPEHWE

22 AJTTOPUTM MOABOPA B3BELLUEHHASA NMHENHAS

PEPECCUA

25 CTAHOAPTHAA KPUBAA HOBOE

26 CTAHOAPTBI HA 2 MNAHLLETAX HOBOE

KOAVMPOBAHUWE
2CTA = (Y6epuTecs, yTo nokasartesnu
2CTA =B aKTUBHOCTHU Kannbpartopa
2CT/A =c OMOTUHMNAA3bI (Biotinidase
2CTA =D Calibrators) COOTBETCTBYIOT
2CTA - YKa3aHHbIM B cepTudumkare

KOHTpoNsa kKadvectsa naptum (Lot-
specific quality control certificate)
ToBapa. Ecnm  3T0  He  Tak,
Heo6XxoAMMO BBECTU HOBble
napameTpbl aKTUBHOCTW)

2CTA =

1HEW3BECTHbIN
KOHEL|

~MultiCalc - 3apermctpupoBaHHass TOpropass Mapka KomMnaHuum «lMNepknH3nmep, VHK.».
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HUCNOJIb30OBAHUE HAKJIEEK CO WTPUXKOJAMHU JIsA IIJIAHHIET()\'
(BARCODE LABELS FOR THE PLATES)

Ipu HCnoNB30BaHUM HAK/IEEK CO LITPUXKONaMH /A maHuneToB (Barcode labels for the plates),
BXOIAIUMX B KOMIUIEKT Habopa, UX HEOOXOAMMO NMPUKPENNATh K JUTHHHON NPOHYMEPOBAHHOM
CTOpOHE IUIAHUIETa TakMM 00pa3oM, YToObl OTMEUEHHBIH Yron IUJIaHUIETa HaXOAMJICHA CHpasa.
Y6eauTech, UTO HakJIeHka pacroyaraercs poBHO BIOJIb HHXXHETO Kpas IUIaHIIETa, @ TaKXKe YTo
caM LUTPUX-KOX HAXOAUTCA MEXIY JIyHKamH S u 8.

nocepeMHe JIMHHON CTOPOHB! [ToMecTHTh HaKIERKY CO IITPUX-KOJOM
nJaHuera R Ha TUIaHLIET TakHM 06pa3oM, YToOsl
JyHKa Al Haxoaunach € 3TOH CTOPOHEI

NOACHEHUA K ITPOLEAYPE AHAJIM3A

1. Jlns ycmewHoro Mcnojn3oBaHus Habopa JUlA HCCeI0BaHHS HOBOPOXICHHBIX HEOOX0AUMO
BHMMATEIbHO 03HAKOMMTBLCA ¢ MHCTPYKLUHeH no npHMeHEHMI0 Habopa. PeareHTsl, BXoasuue B
KOMIUIEKT Habopa, mnpenHa3sHadeHbl 1A HCMNONb30BaHHA B KoMiuiekce. CoBMECTHOE
HCTMONIb30BaHHE HMICHTHYHLIX PEareHToB W3 HabOpoB, HMEIOWIMX pa3Hble HOMEpa NapTui, He
nonyckaercsi. Ilocne okoH4YaHMs CpOKa TIOJHOCTH, YKa3i - Or0 Ha JTHKETKE Habopa,
MCINONb30BaHHE peareHToB Habopa 3anpeLIeHo. =

2. JI6oe OTK/IOHEHHE OT MPOLIEAYPbl aHATH3a MOXET HEraTUBHO MOBJIHATEL Ha pE3yJIbTAT.

3. [Ilponukaiomue u3BHE OOBEKTbl, HalpUMEp, BOJOKHA HAH MbUTb, MOrYT CTAHOBHThCH
HCTOUHHKOM (PJTyOpPECLECHIIHH.

4. VIHTEHCHBHOCTb (UIyopecueHLMM MOXET CO BpeMEHeM KkoneGaTbCci; TeM HE MEHeE,
BKMIOYeHne Kanubpatopos OuoruHuaa3bl (Biotinidase Calibrators) B kaxawli nuanmer
no3BosiseT 00ecnevyUTh [IOCTOSHCTBO PaCYETHBIX 3HA4YCHHH aKTHBHOCTH.

5. TIlepex ucronb3oBaHHeM BCE peareHThi H 0o0pasubl HEOOXOAUMO JOBECTH 10 KOMHATHOM
Temneparypsl (+19 — +25 °C).

6. Ha Bcex sTanax n03MpoBaHHUsi HEOOXOOMMO HCMOJIB30BaTh NHMIIETHpPOBaHHE C OOpaTHBIM
xonoM. OGBMHO Takoi BapHaHT IHIETHPOBAHUA ABJiseTca Oosee TOYHBIM MPH AO3HPOBAHHH
HeGonbLux 06bEMOB.

7. YO6eautech, 4TO MOC/E HCI0/IL30BaHMS NAHYEpa JHCKH €CTh BO BCEX JIyHKaX.

PACYET PE3YJIbTATOB

AKTHBHOCTh OMOTMHHAA3bl BbipaxkaeTcss B ¢epMeHTHbIX eaunuuax (U): 1 U = 1 HMomb
KOHEYHOro mNpoAyKra, oOpasyioumierocs 3a OJHY MHHYTYy B OUHOM [JELMIMTPE KpOBU
(1HMonb/MUH/IN).

Pacuer pe3ysnbTaToB NpoM3BOAMTCA C MOMOLLLIO noabopa B3BELICHHOH NTHHEHHOH PErpeccHH,
OCHOBAHHOrO Ha MeETOJe HaWMEHbIOUX KBaApaToB. bosnee moapobHyr HHPOpMalMIO CM. B
[Tpunoxexun 1.

I[Tpu ucnons3zosanuu ¢yopumerpa VICTOR nporpammHoe obecnedenne MultiCalc Biunovaer
NporpamMMbl Ul YIJIOTHEHHA HAHHBIX, TIOTOMY Ppe3yJNbTaThl MOTYT ObITH NOJyYeHbl B BHJE
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pacrneyaTok KaTHOpOBOYHBIX KPHBHIX, aKTHBHOCTH IO HEH3BeCTHbIM oOpasuam u T.1. (Bonee
noapo6Hyo uHpopmanuio cM. B PykosoactBe mo skcrmryatauumu npubopa VICTOR wumm B
Uncrpyxuuu no pa6ore ¢ MultiCalc).

METPOJIOTHYECKAS ITPOCJIEXXUBAEMOCTDB KAJIUBPATOPA
KATAJIOXKHBII HOMEP

3018-0010 Habop «HeonaransHas broTuHnaaza»

3TAJIOHHBINI MATEPUII

6-aMHHOXHHOJHH, Sigma-Aldrich, Ne 275581

IIpocaexnBaeMocTh KATHOPATOPOB H KOHTPOAbLHBIX NMPob

MexayHapoaHOro 3TaOHHOTO MpenapaTa HIH METo/Ia ONpeie/IeHHs aKTHBHOCTH OMOTHHHA3b1
He cymecTByeT. «Habop i noTykOJINYeCTBEHHOTO OMpeneNeHHs aKTHBHOCTH OHMOTHHHMIA3bI
«HeonaransHas Buotunnnasa» (Neonatal Biotinidase)» 6611 oTkanu6poBaH rpaBUMETPHYECKUM
METOAOM C MHCTOJIb30BAHHEM CHHTETHYECKH MPHrOTOBIEHHOTO 6-aMHHOXMHONMHA (6-AQ,
Sigma-Aldrich, Ne 275581) B xauecTBe OCHOBHOro KanmOparopa. 6-aMHHOXHMHOIMH ABJACTCA
¢JIyopOreHHbIM KOHEYHBIM NPOAYKTOM peaKLiuH, KaTaIH3upyeMoi 6HOTHHHAA3O#.

I[Ipenapar 6-aMHHOXHHONHMHA U3BECTHOW YHCTOTHI PACTBOPAIOT H I'PaBUMETPHYECKH MOJYHalOT
CepuIO pa3BeleHHH 6-aMHHOXHHOJNMMHA. OTaJIOHHas cepus KanubpaTtopoB oTkaiMbpoBaHa 1o
CepHM pa3BeleHHH, M3rOTOBJEHHBIX M3 Npenapara 6-aMHHOXMHOJNMH. 3aTeM KanuOparopsl H
KOHTpO/IbHbIE NPo6bl Habopa KATHOPYIOTCS MO CPaBHEHHIO C BHILICYOMAHYTHIMH 3TAJIOHHBIMH
KaIubpaTopaMH C HCMOMb30BaHHEM aHA/IM3a Ha HEOHATAILHYIO OHOTHHHAA3Y.

BplpaxkeHHe akTHBHOCTH ¢(pepMeHTa B €IWHHMIAX OCHOBAHO HAa ONpENe/NEeHHH aKTHBHOCTH
¢epmenTta: emununa ¢QepmeHtra O6uormHuaaskl (U) cOOTBETCTBYeT aKTHBHOCTH (epMeHTa,
KoTopbii obpasyer | HMONB ¢ITyOpecleHTHOro KOHEYHOro MpPOAyKTa, 6-aMHHOXHHOJHMHA, 3a
OIHY MHHYTY Ha JELATMTP KPOBP ~DeakLuH, npoBoauMoit npu 50°C.

Ilpu onpeneneHuH akTHBHOCTH 0..0THHMOA3bl 0OBEM KPOBH Ha MCKE C BHICYHICHHBIM MATHOM
KPOBH JHaMeTpoM 3.2 MM pacCUMThIBaeTcsa Kak 3.65 Mxi (75 MK KpoBM pacnpeensiercs B
NATHE CO CpeaHUM auaMeTpoM 14.5 MM). DepMEHTAaTHBHYIO pEaKIHI0 TpPOBOMAT NpH
temmepatype 50°C co BpemeHeM peakunu 180 munyt. Takum obpa3oM, akTHBHOCTH pepMeHTa
6MoTHHHIA3bl MOXeET ObITh paccuHTaHa ciaeayiomuM oOpa3om: AKTHBHOCTE OMOTHHHAA3b! B
eIWHHAOax usMepeHus: U = MosspHas Macca 6-aMHHOXHMHOJIMHA (HMOJb) B JyHke X (1/MHH) X
(1/an xpou). Hakonen, xanubparopbl ¥ KOHTpONbHBIE NPoOb Habopa 3aTeM kanuOpyroTcs no
BBINIEYTTOMSHY THIM STAIOHHBIM KanHOpaTopaM AJs PHCBOCHHS 3HAYCHHIA.

METOJIHKA MCIIBITAHUH

Kanu6poBka yxazaHHbix HabopoB «HeoHatasbHas buoTuHAAaza» Npon3BOAMIACH C IOMOUIbIO
rpaBHMETPHYECKOr0 METOa.

BeinosHANOCH pa3BefileHHe npenapara 6-aMHHOXHHOJMMHA C H3BECTHOM CTEMEHBIO YHMCTOTHI.
Cepus pa3seneHuit 6-aMHHOXHHOJIMHA ObLUTH H3rOTOBNEHA IPABHMETPHYECKH.

KanubpoBka cepuM BTOPHYHOTO KaMbpaTtopa OCYIIECTBIANACh OTHOCHTENBHO CEpHH
pa3BeaeHuH, NOTy4eHHOH Ha OCHOBE MpenapaTa 6-aMHHOXHHOJIHHA.

3ateM KalHOpaTophl H KOHTpPOJbHBIE Mpo6bl HaGOPOB MPOXOIWIH KalHOPOBKY OTHOCHTENIBHO
yKa3aHHBIX BhILLIE BTOPHYHBIX KATHOPaTOpOB B LiENSX MPUCBOCHHS 3HAYECHHIA.

TITPUHLMIIBI KAJIUBPOBKU NOIPEHIHOCTDb KAJIUBPOBKH
MEPBUYHBIE KAJIMEPATOPBI [TorpemnocTs kaTHOPOBKH NpPH NPHOIHIKEHHBIX

(Biotinidase Calibrators):

KOHLIEHTPALMS | TTIOTPELLIHOCTb

L) KAJIUBPOBKH
Uy

10,0 45
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KOHTPOJIb KAYECTBA

KouTtponsasie npoOsl GuoTunnaass (Biotinidase Controls) 1omxHEI Bcera HCNob30BaThCs Ul
obecrieyeHHsT e€XeIHEBHOW KOPPEKTHOCTH pe3yJbTaToB. AHJIH3 KOHTPOJBHBIX IMpob
OouoTuHKaa3sl (Biotinidase Controls) 10/1keH MPOBOAUTLCSA TEM XK€ CIIOCOOOM, UTO H HCTILITAHHS
o6pasuoB. B kommuiekT HaGopa BKJIIOYEHBI KOHTPOJbHbIE NMpoOel 6HOTHHMAA3b! (Biotinidase
Controls) aByX pa3HbIX ypoBHEH. DTH KOHTpOJIbHBIE Ppo6s! GnoTHHKAA3H! (Biotinidase Controls)
OOJDKHBI TPUCYTCTBOBaTh Ha KakaoM maHiere. Kaxaol naGopaTopur pexomeHIyeTcs
OfpeeuTh COOCTBEHHbIE Cpe/IHHE 3HAYEHUS H NMpHEMneMbld auana3oH. 3alaBacMoe CpelHee
3HaYeHHe JOJDKHO HaXOAHThCA B mpefenax + 2 SD o, dayeHHH, yka3aHHBIX B CepTHdHKaTe
kouTpons xavectBa mnaptuu (Lot-specific quality control certificate). JlaGoparopusam
PEKOMEHIOYETCA BBOAMTb COOCTBEHHbIE KOHTpONBHBIE TNpobbl GHoTHHHAasel (Biotinidase
Controls) pa3nuMuHBIX YypOBHEH MOMHMO KOHTPOJABLHBIX npo6 OuoTMHMmasnl (Biotinidase
Controls), Bxoaauux B Habop. Pe3ynbTatsl no o6pasuam MoryT ObITb COOOLICHBI, TOMBKO €CH
pe3yJbTaThl MO KOHTPOJBLHBIM NpobaM GuoTHHHAa3b! (Biotinidase Controls) no KoHKpeTHOMY
aHa/ln3y OTBEYAlOT YCTAaHOBJEHHBLIM B JaHHOW J1abOpaTOpHH KPHTEpHAM NpHeMaeMocTH (6).
Heo6xoauMo y6eauTtsest B COOMOAEHHH NeHCTBYIOIIMX MECTHBIX H HALIMOHANBLHBIX TpeGoBaHuMH.
Takxe peKOMEHIy€ETCA y4acTHE B [IpOrpaMMax BHELIHET0 KOHTPOJIA KayecTsa.

OI'PAHHUYEHMUS 110 ITPOLUEAYPE AHAJIM3A

Kak u B cyyae ¢ mo6bIMH APDYTHMH CKPUHHHIOBBIMH HCMBITAHHAMH B paMKaxX JAHarHOCTHKH in
vitro, JaHHble, NOJy4YeHHble ¢ MoMoubio HaGopa «HeonaransHas bBuorunuaasza» (Neonatal
Biotinidase)», m0MKHBI HCNONL30BAaTbCA B KayeCTBE BCIIOMOraTe€/IbBHOTO METOJA IIpH
IpOBELCHUH 0053aTeNbHBIX MEAUIMHCKMX TpOHENYpP, NMPH 3TOM IONYYEHHBIE DPE3yJILTAThI
cllelyeT MHTEpPNPETHPOBAaTh B COBOKYMHOCTH C APYTMMH KIMHHYECKHMH JaHHBIMH, KOTOPHIMH
pacnoJjaraer Bpay — KIHHHLHCT.

HaGop «HeoHatansHas bBHoTHHMIa3a» npenHa3HayeH Ml MPOBEACHMS CKPHHHHIOBOIO
obcnenoBaHus HOBOPOXKAEHHBIX [UlA BbiABNCHHA neduunta 6uorHHuaasel. HaGop He Moxer
MCTIONb30BaTbCS JUIS NpoBeleHHA AuddepeHUHauun MeXIY 4YacTHYHBIM H  [IyboKHM
aeUIUTOM OHOTHHHIA3BL.

Tpurnuuepuast (Mutpanunun’® - 150 Mr/an npu ypoBHsX aktuBHOCTH GuotnHHaassl 55 U v 80
U, 300 mMr/nn npu ypoBHe akTHBHOCTH OHoTHHHIa3b! 20 U, a taxxke 400 Mr/mt — npH ypoBHe

$ Untpanunua (Intralipid) - 3apeructpuposannas Toprosas Mapka «®pesennyc Kabu Ab».
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aKTUBHOCTU 6MOTUHMAA3b! 160 U) BbI3bIBAOT CHKEHME aKTUBHOCTM BUOTUHMAA3bL. DTO MOXET
NPUBOANTL K NOMYYEHWNIO NIOXXHOMOMOXUTENIbHOrO pesynbTata (T.e., «AehnUnUT BUOTUHNAA3bI»)
ANS 300POBbIX NAaLMEHTOB, NOCKO/bKY 3HAYEHNS N0 6UOTUHMAA3e 6IM3KM K NOrPaHUYHBIM.
YCcnoBusi, KOTOpble, Kak Obl10 YCTaHOBNEHO, MPUBOAAT K NOMYYEHUIO aHOMa/IbHbIX Pe3y/ibTaToB
aHanmnsa:

ANCK ¢ 06pasL,oM HepaBHOMEPHO MPONUTaH KPOBbLIO;

[ANCKK C 06pa3LamMm BbIOWUTbLI C/IMLLIKOM G/IM3KO K pato MATHa KPOBY;

06pa3Libl 6bInn B3ATbl C HAPYLLEHWEM NPOLEAYPbI U HEMPABU/IbHO BbICYLLEHbI;

NATHO KpoBM 6€3 3nouMnm Mo MpuynHe YXYALWEeHUs KadvectBa ob6pasua BCneacTeue

BO3/ENCTBMA Ha HEr0 BbICOKOW TEMMEPATYPbI N BNAXKHOCTHK;

3arpsisHeHne PUNLTPOBaIbLHOM ByMaru ¢ NATHOM KPOBU (heKasibHbIMM Maccamu;
Takke cm. pasgen «NOACHEHUA K NMPOLUEALYPE AHAJINS3A».

OXNOAEMBIE 3HAUEHUAN N UHTEPMNPETALWA PE3Y/NTbTATOB

OG6palaeM Balle BHMMaHWe Ha TO, YTO 3Ha4YeHUs, NpeAcTaBeHHbIe B JaHHOM pasjene, fatoTCs
TONbKO B KayecTBE OPMEHTUPa, W Kaxaoi nabopatopuv cneayeT OnNpefenTb COOGCTBEHHbIE
NorpaHUYHble 3HaueHWsi. He MCnonb3yinTe MOrpaHMyHble 3HAYeHUs, OCHOBAHHbIE Ha AaHHbIX,
MOJTYYeHHbIX C NPUMEHEHMEM Kakoro-mbo npofykra aHasmsa Ha 6MoTUHMAA3Y, Kpome Habopa
3018-0010 «HeoHaTanbHaA BUOTUHUAA3A.

PacnpefeneHve akTMBHOCTN GMOTUHMAA3LI ANS NONYNALUN 340POBbIX HOBOPOXKAEHHBbIX (CLLUA)
Ob110 Nony4yeHo ¢ nomollblo Habopa 3018-0010 «HeoHaTanbHasi BuOTMHMAA3a» MNyTEM
onpeaeneHns akTUBHOCTM GMOTMHMAA3bl Ans 1496 06pasLloB CKPUHMHIA HOBOPOXAEHHbIX B
nabopatopuy HeoHaTalbHOrO CKPUHWMHIa. lccnefoBaHust NPOBOAMANCL C  MPUMEHEHWNEM
(nyopumetpa 1420 VICTORM 2D.

PacnpefeneHve pesynbTaToB NPeACTaBeHO Ha PUCYHKE HUXKE.
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Blotinidase activity (U)

Number of results - KofimyecTBo pe3ynbTaToB
Biotinidase activity (U) - AKTUBHOCTb 610TMHMAA3bI (U)
OnucatefibHas CTaTUCTUKA U NOrpaHNYHbIE 3HAYEHWS NPOLIEHTUNEN NOKa3aHbl B TabINLE HIXKE:
n  [AOwanasoH CpegHee MegnaHa HwmxHue npouentmnn
3HayeHne 01% 02% 05% 1% 2%
AkTtuBHocTtb (U) 1496 31,5-388  163,8 1609 604* 624 706 77,8 859
Tonbko 1 06pasel, Haxoauacs Hke npoueHTuna 0,1%

WcenepoBaHuve 6b110 nposefeHo KomnaHveid Wallac Oy (Bannak Ow), Typky, ®UHASHAMS.
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NPEANTOJIOXHUTEJIBHO NNOJOXXHUTEJBHBIE H OTPHUATEJ/IBHBIE 3HAYEH
Hebuuut GHOTHHMAA3BI HacledyeTcs Kak ayTOCOMHO-pelecCHBHBI npu3Hak. PebeHok ¢
riybokuM  aepuuuToM OHOTHHHAA3bl SABJIAETCS TIOMO3HTOTHBIM, H B 3TOM  Clly4ae
¢depMeHTaTHBHAA aKTHBHOCTh OObMHO coctaBaser MeHee 10% oT cpemHero ypoBHA IUiA
3J0POBOf MOMY/NALMH, a MHOTrJAa Takas aKTHBHOCTb MPaKTHYECKH MOJHOCTBIO OTCYTCTBYET.
[TauueHThl, U8 KOTOPHIX AMArHOCTHPYETCS YaCTHYHBIA AeHUHT OHOTHHHAA3Bl, ABJLAIOTCA
reTepO3UroTHHIMH OTHOCHTENLHO MYTalMH IIyOokoro AeQHUHTa, H JUIA HHX XapaKTepeH
NPOMEXYTOUHKIH ypOBeHb aKTUBHOCTH OHOTHHH/A3a, Kak npasuino, 10-30% ot HopMmel. (2, 3, 7,
8).

OnpeneneHne MOrpaHHYHbIX 3HAYEHHMH [UIA MPEANOIOXKHUTENLHO NOJOKHUTEIBHLIX BEJIHYHH B
ciryuvae aeduuuTa GHOTHMHHAA3BI MOXET OCHOBHLIBAaThCA Ha 30% OT cpefHEro HOpPMabHOIo
3Ha4YeHUs MO TMONMyJNAIMH MJIHM Ha [POLCHTHJIE, KOTOPbIA YCTaHaBIMBAacTCA B paMKax
CKPUHHMHTOBOM MporpaMmbl KOHKpeTHO# Jsaboparopuu. UYroObl yka3aTb Ha HEKOTOPYIO
HETOYHOCTh aHa/MK3a MOXeT ObiTb BBEJE€Ha 30Ha HEONpPENENICHHOCTH. JTa 30Ha JOJKHA
MpeaCTaBIATh NOrpaHMYHbIE 3HA4YEHHA C IUIIOC-MMHYC ABYKpAaTHOHM BapHaluHeH B npeneiax
oaHoro aHanu3a. O6pa3iubl, ONaJaloLUHe B IPEebl 30Hbl HEONPEACICHHOCTH NPH NEPBHYHOM
CKPMHHHIE, JO/DKHBI PacCMaTpHBATBCA HH KaK [OJIOKHMTENbHBIC, HH KaKk OTpHUATENbHbIE
OTHOCHTEJIbHO AeduuMTa OHOTHMHHAA3bl M B KpaT4alIlIME CPOKH MOANEKAT MOBTOPHOMY
MCC/IEIOBAHUIO C TpUMEHEHHEM TOH e npouexypbl McnberTanuid. Ecmu obpasubl okaxyTcs
BHYTPH 30HBI HEONpEJENEeHHOCTH M NOC/e NOBTOPHOIO aHAiM3a, M3 aHAIH3 JO/DKEH ObITh
[IPOAOJDKEH € MOMOLIBIO APYTroro METoAa.

OO6pa3ubl ¢ aKTHBHOCTBIO OHOTHHHAA3bl HHXe H30paHHOro MOrpaHUYHOIO 3HAYCHHS AOJIKHBI
paccMaTpUBaTbhC KaK IPEANOJIOKHUTENbHO IMONOXKHTENbHbIE. JTH 00pasubl MOMIEXAT
MOBTOPHOMY aHAIM3y C NOMOIUBIO JPYroro METoJa M YTBEPXKAAOTCS A NOCICAYIOLIEro
HccrieJOBaHHUA 111 TOATBEPHAEHHS pe3yJbTaTa, COrjlaCHO MECTHBIM HOPMaTHBaM.

OGpasiibl, B KOTOPBIX HpH NEPBHYHOM CKPHHHHIE ObL1a BBHIABIEHA aKTHBHOCTb OMOTHHHA3BI
Bblllle MOrPaHHYHOTO 3HAYEHMs, HO/DKHbI pPacCMaTpUBAaTbCA KaK  IMPEAINON0XKHTEIBHO
OTpHLATE/bHbIE OTHOCUTENBHO AcHIUTa OHOTHHHAA3LL.

NMPEJACTABJIEHUE 3HAYEHHH BBILIE WJIH HUXKE JHATIA30HA H3MEPEHHHA
JuanazoH u3MepeHHd JNaHHOro aHanM3a: OT npenena obHapyxeHus (16 U) nmo ypoBHA
kanubGpatopa OuoruHuaasbl (Biotinidase Calibrators) ¢ MakcHMMaabHOH KOHLEHTpauMeH
(HOMHHanBHOE 3Ha4YeHHe — nopanka 350 U).

OOpasiibl, 3HaueHHs JUIS KOTOpPBIX OKaXyTcs HHxe 16 U, rojiexar moBTOPHOMY aHAalIu3y B
JIBYX MOBTOpeHHAX. EcIn mnoyveHHble 3HA4YCHHA no-mpexHeMy OyayT HHxe npenena
oOHapy)KeHHUs, peKOMeHAyeTcs YKaspiBaTh HX Kak «<16 Ux». Taxo#t pe3ynbTaT JOJXKEH
paccMaTpHBaThCs KaK NOJ0XKHTENbHbIH.

OOpasupl, 3Ha4eHHs MO KOTOPhIM OyIyT BhILIE AHANa30Ha M3MEPCHHi, NMPEACTABIAIOTCA Kuax
aKTHBHOCTh kanuOparopa Omotunuuasbl (Biotinidase Calibrators) Habopa ¢ MaxcHManbHOH
KoHueHTpaunel. Takue oOpa3ubl KnaccMGHIMPYIOTCA Kak oOTpHUaTenbHble. s ToyHoro
KOJIMYECTBEHHOTO OMNpeAeNeHHs 3Ha4YeHHH, HaxXOIMIUMXCA Bbllle KanHOpPOBOYHOH KpHBOI,
HeoOXOAHMO HCNOJIb30BaTh APYTroi METOM.

XAPAKTEPUCTHKH AHAJIUTUYECKOH 3OOEKTUBHOCTH

Huxe npeacrasneHsl penpe3eHTaTUBHbIE NaHHBlE MO 3GdeKTHBHOCTH. Pesynbrarsl,
MOJTyYeHHbIE B pa3HbIX JJaADOpaTOpPHAX, MOTYT OT/IHYATLCH.

XapakTepUCTHKH aHaIHTHUYeCKOH 3(¢dexTHBHOCTH OBUIM YCTAaHOBJIEHBl C MPUMEHEHHEM
¢iryopuMerpa 1420 VICTOR™ 2D.

Jlnana3oH H3MEPEHHH [OaHHOrO aHalM3a: OT mnpeaena obHapyxeHua (16 U) mo yposs
kanubparopa GuotuHHaasbl (Biotinidase Calibrators) ¢ MakcHManbHON KOHLEHTpaLMeH
(HoMuHankHoE 3Ha4ycHue — nopsaaka 350 U).
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AB5N  CTaHgapTHas Ka/mbpoBouHas Kpuead (M = 2) and Habopa «HeoHaTanbHast BUOTUHMAa3a»
' (Neonatal Biotinidase)» npefcrasfieHa HUXe:

X-ftX1S
@ac : UH
scalo :
V-nxis

- ST

FITTING OLGORITHH

M

UEICMTED LINEAR
: UN

rosp : HEAS

rORRELATINN = 1.9382E

X-AXIS OCbX

cone; LIN KOHUeHTpaums: JIMHENHAS
scale: macLuTao:

Y-AXIS OCb Y

resp: MEAS otBeT: NSMEPEHUA

scale: ~ 1000 MacLuTao: ~ 1000
FITTING ALGORITHM ANNTOPNTM MOAE0OPA
REGR PEMPECCHA

WEIGHTED LINEAR B3BELLUEHHASA NMHENHASA
cone: LIN KOHLEHTpaLmsa: NNHEVNHAS
resp:  MEAS oteeT: MISMEPEHWNA
CORRELATION = 0,99822 KOPPENALUNA

MpeunsmoHHOCTL : [peumsmMoHHOCTb oOrnpefensnacb Ha OCHoBaHWW PernameHta EPS5-A2
HaunoHasIbHOro KoMUTETa NO KIMHUYeCKUM flabopatopHbiM ctaHgapTam (NCCLS; 9).
Bapnaumsa aHasmMTUyecKoro wuccnefosaHus «HeoHaTanbHasa BWOTMHWMAA3a» OMNpeaensnochb C
MOMOLLbIO 00pasLoB CyXMX MATEH KPOBU C LUECTbIO PasHbIMM YPOBHAMMW aKTUBHOCTW; OblIN
3a/leliCTBOBaHbl TPWU MapTuM Habopa, Tpu (ayopumeTpa M Tpu oreparopa. ViccnegosaHue
BbIMONHAMOCL B TedeHne 20 OTAenbHbIX pabounx [fHeid. Kaxpas aHaiuMTuuyeckas ceccust
BK/ItOYana 4 penvku 06pasLoB KaxXaoro ypoBHS.

[Ans  pacyeTa OLEHOK MPELUM3NOHOCTM  MPUMEHSNCH  MEPapXUUECKWii  AMCTIEPCUMOHHbI

CpenHee 3HauveHue no obpasuy (U) 23 54 75 95 144 287
n 108 108 108 108 108 108
3amepeHHbIi MuH (U) 17 44 50 71 112 217
3amepeHHbIi Makc. (U) 29 72 97 121 175 358

CraHfgapTHoe OTK/IOHeHMe (SD) BHyTpu 1,4 4,4 59 79 10 21

WccneposaHue 6b110 npoBefeHo KomnaHuel Wallac Oy (Bannak Ow), Typky, @UHASHAUA.
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aHa/IMTUYeCKOo ceccum

KB% BHYTpW aHaIMTUYECKOMN Ceccum 6,3 8,2 79 8,3 7,2 7,A
CTaHgapTHoe OTKNOHeHWe (SD) BHyTpwu 2 52 78 10 14 30 \
napTumn™

KB% BHyTpW naptumn* 8,8 9,7 10 n 9,8 n
O6uee CtaHgapTHOE OTKNOHeHMe (SD) 2,3 55 8,4 n 16 35
O6wwmin KB% 9,9 10 n n n 12

* Bapuauusi BHYTPWU MapTuy BKOYAET Bapuauyn BHYTPU aHaMTUYECKO Ceccumn, mexay
CeCCUsIMM, Mexay OTAeNbHbIMWA — AHAMW  UCCMENOBaHMS, MEXAy MCronb30BaBLLIMMUCA
(rlyopuMeTpamm, a TakxKe MeXxay orepaTopamu.

HwxHue npegensl o06HapyXeHus®: [Mpegen nycto npobbl U Mpegen o6HapyXXeHus 6bin
onpefeneHbl B COOTBETCTBUM C PernameHTom EP17-A HaunoHanbHOro KomuTeTa no
K/IMHU4Yecknm nabopatopHbiM ctaHgaptam (NCCLS; 10).

Mpegen nyctorr npobbl (LoB) ans Habopa «HeoHaTanbHas bBuotuHuaasa» (Neonatal
Biotinidase)» coctasnsier 12 U n onpegensietcad Kak 95-i1 NpouUeHTWIb MpW pacnpeaeneHunm
nycTbix npo6 (n=180). MNpeaen o6HapyXeHus (LoD) cocTtaBnseT 16 U M Obin NonyyeH Ha
OCHOBaHWUW 384 onpefeneHnin 4ns BOCbMI 06pasLioB HU3KOrO YPOBHS.

JNInHeliHoCTb ” : JIMHeHOCTb Oblna oOnpedeneHa Ha OCHoBaHMWM PernameHTa EP6-A
HaumoHanbHOro KommteTa Mo KAMHUYECKMM nabopaTopHbiM cTaHfgaptam (NCCLS; 11). B
OTHOLLEHNN BMOTUHMAA3bI NMHEAHOCTb AaHHOIo MeToAa 6blna NOATBEPXKAEHA A4N15 Anana3oHa oT

16 n po 390 u.

ConocTtaBneHne metogoB : ConocTaBneHWe METOLOB OMNpeaensdnacb B COOTBETCTBUMU C
PernameHTOM EP9-A2 HaumoHaibHOro KOMUTETA MO KAMHUYECKUM /1ab0paTopHbIM CTaHAapTam
(NCCLS; 12).

O6pasLpl, NCnob30BaHHbIe A4/ UCCMeA0BaHWA, BKIOYaaM 1516 06pasLoB CyxuX MATEH KPOBU
HOBOPOXXAEHHbIX, NpeAcTasnaowmx nonynaumio ana CLUA, aHanM3npoBaBLUUXCSH B OLHOM
NMOBTOPEHNM C NMpuUMeHeHVeM Habopa «HeoHaTanbHas broTtnHugasa» (Neonatal Biotinidase)» u
CepuUIAHO BbIMYCKaEMOro B HacTosiiee Bpems TecTa. O6pasubl BKAo4Yanm 1496 06pasuos
PYTUHHOTO CKpPUHMHra M 20 peTpoCneKTUBHbLIX 00pasuoB, A4/ KOTOPbIX Obll MOCTaBNeH
NONMOXNUTENbHbIA AMarHo3 Mo AeuunuTy 6MOTMHMAA3bI. MorpaHNYHbIE 3HAYEHMS ONpPeaensaInch
COrfiaCHO MapKMPOBKeE ANsi KaXKA0ro KOHKpPeTHoro metoaa (30% ot cpefHero 3HadeHns + 2 SD -
Ana Habopa «HeoHaTanbHas buoTuHmpasa» (Neonatal Biotinidase)» un 37% oT cpeaHero
3HayeHNa - [An19 Habopa-aHanora). Ob6a MeToAa MO3BOIWAW MPAaBWILHO OMPeAennTb Kak
MOSIOXUTESIbHbIE YKa3aHHble Bbrne 20 06pa3LoB C KIMHUYECKW MOATBEPKAEHHLIM AVMArHo3oMm
«aeuuMT GMoTUHMAA3bI». Habnogaslunecs YPOBHU aKTUBHOCTW MPeACTaB/ieHbl Ha PUCYHKe
HIXe.

®WccnepoBaHue 66110 NposedeHo komnaHueli Wallac Oy (Bannak Ow), Typky, PuHAsHANS.

~CM. Bbilwe
ViccnegosaHue 6bino npoeeaeHo komnaHweid Wallac Oy (Bannak O), Typky, @uHASHANS.
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REmS oot gy\ssoN

40 60 80

Commercialty available assay (ERU")

PerkinElmer Biotinidase Activity (U) - AKTUBHOCTb 6UOTUHMAA3LI (HAG0P «epKnHINMEP»)
Commercially available assay (ERU*) - Habop-aHanor, npucyTCTBYHOLMIA Ha PbIHKE

OueHOYHble AaHHble (N = 1516) NO pYyTUHHLIM Npo6amM M ob6pasuamM, W3BECTHbIM Kak
NONIOXKUTENbHbIE. PYTUHHbIE 06pasLbl OTMeYeHbl 3Ha4YKOM (0), a M3BECTHble MOJIOXKMTE/bHbIE
o6pasupl - 3HaYKOM (A). MorpaHUYHbIE 3HaYEHWS NOKa3aHbl CrIOLWHON IMHUEN.

* EguHnua hepmeHTHOro oteeTa (ERU)

O630p pe3ynbTaToB CKPUHMHIA C YHYETOM COOTBETCTBYIOLLE MapKMPOBKN MO KaXXA0MY METOAY
npeactasnieH B Tabnuuax Hwke. K CKPUHWHI-MONMOXWUTENbHBIM 06pasuam (+) OTHOCATCSA
06pasupbl < MOrpaHWYHOr0 3HaYeHWUs, a CKPUHUHI-OTpULATENIbHblE (—) - > MOrpaHUYHOro

3HaYeHus.
PesynbTar CKpUHWHIa Pe3ynbTaT CKpUHUHra  Bcero BbISIBNEHHbIA OTcyTcTBME
- MpucyTcTBYIOWMIA - Habopa 06bEKTOB feununt BbISABNIEHHOIO
Ha pbLUKe Habop «HeoHaTanbHas OVMOTUHM A3 fedhmunrta
BuoTnHmpasa» OMOTMHMAA3bI
(Neonatal
Biotinidase)»
+ 20 20 0
- 2 0 2
— + 1 0 1
— - 1493 0 1493
Bcero 1516 20 1496
Habop, npucyTCTBYOWWMIA Ha PbIHKE Bcero
Habop npoun3soacTea KOMMaHum MonoxutenbHole  OTpuuaTe/ibHbIe
«[MepKUHINMep» (<15,7 ERUV) (>15,7 ERUV)
MonoxxutensHble (< 58,5 U) 20 1 21
21
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OTtpuuarenbhble (> 58,5 U) 2 1493 1495
Bcero 22 1494 1516 |
[TpoueHT coBnageHuil MONOXKHTENBHBIX pe3yabTaToB coctaBun 90,9% (20/22), a obmas
npoueHTHasa cxoauMocTb — 99,8% ((20+1493)/1516). ]
O6paiiaeM Balle BHUMaHHE Ha TO, YTO 3HAYEHHMs, NPEIACTABJICHHLIE B HACTOsLIEM pasaene,
NOKa3aHbl TOJIBKO B KauyecTBe opHeHTHpa. Kakaoi nabopaTopuH peKOMEHIYETCsl ONpeaesuThb
COOCTBEHHBIE TOrPaHHYHBIE 3HAYCHHUS.

Unteppepenuusn’!: Ouenka Habopa «HeonaranbHas buotnnunasa» (Neonatal Biotinidase)» Ha
uHTepdepeHUMIO oOCylecTBIssIack B cOOTBeTCTBMH ¢ Pernamenrom EP7-A2 HuctutyTa
K/IMHHYeCKUX U j1abopatopHsix cranaaptos (CLSI; 13).

BBINO YCTaHOBNIEHO, YTO MPH YKa3aHHLIX KOHUEHTPALHKAX CJICAYIOUIHE BEILECTBA HE MPHBOMAT K
unTepdepeHumn: ackopOouHoBas kucyora (3 mr/mn), obuwm#i 6unupy6un (20 mr/an), SATA (1
r/mn), reutamuuuH cyiasédar (0,5 mr/mr), remoriaoOuH (200 mr/an), Tpurmuuepuabl (37
MMoJIb/N), renapuH (37,5 mr/m).

TAPAHTUSA

[MpousBoanTenb rapaHTHpYET KadyeCTBO MEIHMUHHCKOIO H3IENUS [0 HCTEYEHHs CpOKa €ro
roqHocTH (12 Mecsues), NpH YCJIOBHM, YTO €ro YMAaKoOBKa HE MOBpExCHa H COOMONEHEH!
YCIOBHA XpaHEHHsS, TPAHCHOPTHPOBAaHHA M IPABHJIBHOIO INPHMEHEHHA, YCTaHOBIICHHbIE
HOPMAaTHBHBIMH JOKYMEHTaMH U HHCTPYKUMEH 10 IPHMEHEHHIO.

[MpeacTaBiieHHble B HAaCTOALIEM NOKYMEHTE AaHHbIE NO 3QQEKTHBHOCTH OBUIM MOJTYYeHB! MpH
NPUMEHEHHH YKa3aHHOW aHAINTHYECKOH mnpouexypbl. JIioOble H3MEHEHHA HIM MNEPECMOTP
npoleayphl, MPONU3BEAECHHbIE B HapylLIEHHE PEKOMEHJALUH MPOHU3BOMUTE/A, MOTYT HEraTUBHO
BIMATH Ha pe3ynasTathl. B 3ToM cimyyae komnaHus Wallac Oy (Bamnak Ow) u ee
apdunupoBaHHble JIHIIAa OTKa3bBIBAlOTCA OT JMOOBIX  ABHBIX, MpEANONaraéMblX H
NpeayCMOTPEHHBIX 3aKOHOM rapaHTHi, BKJIIOYas KOCBEHHBIE TapaHTHH TOBApHLIX Ka4yeCTB M
FOXHOCTH K 3KCILTyaTaLHH.

B ykasannom crmyudae xomnaHus Wallac Oy (Bamiak Oio), ee apduaupoBaHHble JHLA H
odHUKANBEHBIE AHCTPHOBIOTOPLI HE HECYT HUKaKOH OTBETCTBEHHOCTH 33 yliepO, KOCBEHHBIH HIIH
BTOPHYHBIH.

CCBUIKH .

1. Bynd b., I'pup P.E., MakBoit [[x.P.C. u Xepa I".C. (1985): Hedpuuur 6HoTHHHAA3MI:
BHOBbB BbISABJIEHHBIH Ae(eKT peuHpKy sauuMH BUTAaMHHOB. J Inherit Metab Dis 8, npunoxenue 1,
53-58.

2. Bynp B, Xepa I'.C., Oxedpdepcon Bb.C. u np. (1985): Pesynbrarel KIMHHYECKHX
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o6merocyaapcTBeHHOI nporpamMMel HeoHaTambHOro ckpuHunra. N Engl J Med 313, 16 - 19.

3. Bynd b. u Xepa I'.C. (1990): CkpunHuHr mis onpeneneHus acpuuuta OHOTHHHIAA3BI Y
HOBOPOXXACHHbIX: MUpOBOIi onbiT. Pediatrics 85, 512 - 517.

4. Tlutkaneu JI. u Tyymusen T. (1992): IlpuMeHeHue KOIHYECTBEHHOrO (IJIyOPUMETPUYECKOTO
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NMHHEHHOCTH NpOLEAYP KONHIECTBEHHBIX H3MepeHuit: CTaTHcTHYeCKHH noaxon; Y TBEpXKIEHHOE
pyxoBoactBo. Pernament EP6-A NCCLS. NCCLS, 940, Bect Bannu Poya, ctp. 1400, Yaiin,
IlencunnBanug 19087-1898, CIIIA.

12. HaunoHanbHBIA KOMHTET KIMHHYECKHUX J1abopaTopHeix cranzaproB (2002): ConocraBnenne
METONOB M OlIEHKA CHCTEMATHYECKHX OMMOOK C NpHMEHEHHeM o0pa3sloB, NOJYYEHHBIX OT
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NATEHTBI

OnucanHeii Boime Habop 3allHUILUEH CAEAYIOIHMH MaTEHTaMH:
CLIA: 5,538,857, 5,719,035

Jlata nocnennei BepcHu: Hions 2011 .
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Hab6op «HeoHaTtanibHas BuotuHugasa» (Neonatal Biotinidase)», 3018-0010

\

C

O06006LLIEHHOe OMMCaHWe aHaIMTUYECKOr0 NPOTOKO/A

NnoaArOTOBKA PEAMEHTA
BocctaHoBneHne Cy6cTpata

PeareHTa OMOTMHNAA3bI I
(Biotinidase Substrate

Reagent)

NOoPAAOK AHAJT3A

C nomoLLbo MaHyepa BbIOUTb

KanmopaTopbl  GMOTUHMAA3LI

(Biotinidase Calibrators),

KOHTPO/IbHbIE npoobl

6VoTMHMAA3bI (Biotinidase

Controls) ©n o06pasupl 4515

aHanM3a

[o6asute CybcTpar PeareHTa \
O6MOTNHMAA3bI (Biotinidase

Substrate Reagent)

BbINOMHUTL MHKY6aUMIO

[o6aBnTb abCO/MHOTHBIMN i/ I
b
3TaHoN

OcTaBUTb  MMaHWeT  Ha
HEKOTOpPOE BPeMS

BbINOMHUTL M3MepeHNs 3mepeHns nponsBoauTb C
NpYMeHeHVeM MeLnaHHOW

[JIMHbI BO/THbI BO36YXXAEeHMS -

355 HM 1 MeanaHHOW ASINHBI

BOJIHbI U3/1yYeHns - 460 HM

BbLIONHUTL pacueT
pe3ynbTaToB
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[ob6asute 3 mn bydepa ans
BOCCTaHOB/IEHMS
O6MoTUHMAA3bl B MPOGUPKY C
Cy6cTtparom PeareHTa
OMOTMHNAA3bI (Biotinidase
Substrate Reagent).
Momewmatb 30- 60 MUHYT [0
pacTBOPEHUS.

Vcnonb3oBatb YepHbIi
MUKPOMIaHLLET (6e3
MOKPbITUS, Ha 96 NYHOK),
BXOAALLINIA BKOMMJIEKT
Habopa

25 MK/

180 (= 10) MuH.

npm + 50 °C (£ 2 °C) nog
M1eHKOW, 6e3 BCTPAXUBAHNS
225 MK,

5 MWH nNpu  MeasIeHHOM
BCTPAXMBAHUM

10 (10 - 60) mMuH npu
KOMHaTHOI TemnepaType (+19
— +25 °C)

BTNDASE

Ans (hnyopumeTpa
VICTORM D wucnonb3oBatb
Bepcuio 1.12 nporpammHOro
obecrieyeHuns, MN3gaHme 2 wuan
BblLLIE

MNprmevaHme:

Mpn NCMN0Nb30BaHNN
NpoTOKO/a MultiCalc®
(BTNDASE) anropuTm
nopbopa HeobxoAMMOo
3aMeHuTb Ha «PEFPECCUHKO
B3BELLEHHYO
NNHENHYIO»

Cwm. pasgen «PACYET
PE3Y/IbTATOB»
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Odunuaibnbiit NPOH3IBOANTEb

Wallac Oy (Bannak Oro)

Mustionkatu 6, FI-20750, Turku, Finland
(MycrHonkary 6, FI-20750, Typxy, ®HHASAHINA)
Ten: 358-(0)2-267 8111

®axkc: 358-(0)2-267 8357

YnoaHoMoueHHblit npeacraBureb B Poccuiickoii ®enepaunn

Akuuonepsoe o6mectso « [IPUBOPbI»

109028, r. Mocksa, [Tepueckuit nepeynok, nom 4, crpoerue 1, nomemensue I, komnara 10
Tenedoun/dpaxc: +7 (495) 937-45-94/ +7 (495) 937-45-92

Azpec anexrponHoit nourst: info@pribori.com

Tun ananusupyemoro oopasua
O6pa3ub! UeNbHON KanWUISPHO! KPOBH, B3ATHIE Y HOBOPOXICHHBIX MyTEM IYHKIHH NATOYHON
06nacTu M BHICYlIIEHHBIE Ha QUABLTPOBaHHOMH GyMare (DBS-dried blood spots).

MonyasiuMoHHbIE H AeMOrpadnyecKHe ACEeKTh] NIPUMEHEHAN

JlaHHOE MEIHIMHCKOE H3JIeNMe HCIONB3YEeTC NI JHATHOCTHKH in Vitro, JUii JHArHOCTHKM Y
HOBOPOXIEHHBIX Ha MPEJMET BbIABICHHA HapyIeHHR oOMeHa BELECTB.

[IpoBomaT ananu3 nuua crapme 18 ner, co cpeHMM NpPOQECCHOHATIbHBIM H  BBICUIHM
MEIHLIHUHCKHM H OHONOrHYECKHM 00pa3oBaHHEM.

IoTeHUHANLHBIA NOAB30BATEIb

MeauuuHcKkoe M3AeNHE CO3AaHO HMCKIIOYHTENLHO IS NpO(ecCCHOHANLHOTO NMpPHMEHEHHA, He
npeaHa3’Ha4eHo JUIS CaMOJHarHOCTHKH.

MenuuuHCcKOe M3AeNHe MOIYT HCIONB30BaTh CHEUHATIUCTBI B  0ONacTH  KJIMHHYECKOH
nabopaTopHO¥ AHArHOCTHKH.

Konkpernzanus npo¢geccHOHAILHOI0 YPOBHSA NOTEHUHANBHDLIX N0/1b30BaTe e
MeauuMHCKOe H3eNHE MOTYT NPHMEHATh BpayH “IJIMHHYECKOH J1abopaTOpHOM JHAarHOCTHKH,
MeauuuHckue naGoparopHble TexHHKH (denpamep, nabopaHT), OHONOTH KIHHHYECKOR
nabopaToOpHO# THArHOCTHKH.

Ob6aactrs npuMeHeHHs
Knunuuueckas naboparopHas AHarHOCTHKa

IToxkazaHusi K NPHMEHEHHIO

Ha6op «HeonaramsHas Buotunumaza» (Neonatal Biotinidase) mnpennashHaued s
MOJTYKOJIMYECTBEHHOTO OINpe/ie/IeHUsI aKTUBHOCTH OMOTHHHIA3b! B Npobax KPOBH, BHICYLIEHHBIX
Ha GunbTpoBaNbHON Oymare, MpH CKPHMHHHIEe HOBOPOXIEHHBIX Wi BBIABICHHA AehHLHTA
OMOTHHHMAA3BI METOAOM MMMYHOG}ITYOPECUEHTHOrO aHaIH3a.

Tonbsko ang npogeccuoHaNbHOro MPUMEHEHHS.

J1na AMarHOCTHKH in Vvitro.

Iporusonokasanus

Hpomnonoxasaﬂnﬁ K TIPUMCHCHHIO MEIWLMHCKOro H3ACINg JIA AHArHOCTHKH in vitro He
BBISABJICHO.
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OxuaaemMble M NMPOTrHO3HpYyeMble NMOG0UHbIE 1eHCTBHSA, CBA3AHHbLIE ¢ HCHOJIL30BaHHEM
MeIHIHHCKOI0 H3/IeJIHA N0 Ha3HAYIEHHIO

[ToGoyHbIX nelcTBHI NPH NPUMEHEHHH MEIMILMHCKOTO M3JENHs [UIA JAHarHOCTHKH in Vvitro He
BBUIBJICHO.

Hudopmanusa o OuonorHyeckom pedepeHTHOM HHTEpBajde NMPHMEHEHHA_MEAHUHHCKOrO
U3ETHSA
He npumenumo.

OcTaTouyHble PHCKH, NPOTHBONOKA3aHMS, OXKHIaeMble M mpelcKalyemblie MNobouHbIE
3¢ PeKTnl, CBAAHHBIE C MPHMEHEHHEM MEAHIHHCKOr0 H3AEJHA N0 HA3HAYCHHIO,
onpegeieHHOMY NPOH3BOAHTEIEM

Pe3ynbTaThl mpolecca ynpaBleHMs PHCKaMH IIOKa3bIBAlOT, 4TO OOWMA OCTATOYHBIH pHCK
MEQMLIHHCKOTO M3JeMA SBJISETCS NPHEMJIEMbIM, NPHHATH COOTBETCTBYIOIIHE MEphl A
NOJTy4YEeHHs IPOU3BOACTBEHHOH U MOCTIIPOH3BOACTBEHHOH HHpOpMaIIHH.

Cpok xpaHeHHS H CPOK FOAHOCTH

Cpok xpaHeHus «HaGop s HOJYKONMYECTBEHHOrO ONpEJC/ICHHS aKTHBHOCTH OHOTHHMAA3bI
«Heonaranshas buotunnaasay» (Neonatal Biotinidase)»: 12 Mecsues.

Cpok roasoctH «HaGop Ans MOMyKONMHYECTBEHHOTO ONpEICIECHHA aKTHBHOCTH OHOTHHHIA3LI
«Heonaransnas bruotnauaasza» (Neonatal Biotinidase)» coctaBnser 12 Mecsues.

Cpok TOAHOCTH MOCJE BCKPbITHA TiepBHUYHOM ynakoBku «Habop s nmomykonn4ecTBEHHOro
onpefeneHus  akTuBHOoCcTH  OwoTuHMaassl  «HeonatansHas  BuotwHmMpaszsa»  (Neonatal
Biotinidase)» coctaBnser 4 Hexenu.

CrabuabHocTb

CTabHJIbHOCTH KOMIIOHEHTOB B pe)KHMeE PeaibHOr0 BpeMEHH H NPH TPRHCNOPTHPOBKE
Texymmit cpox roaHoctd «Habopa i MOSYKONHYECTBEHHOrO ONPENEIEHHA AKTHBHOCTH
6uotunnnassl «Heonaransnas buotnnuaasa» (Neonatal Biotinidase)» cocrasiser 12 mecsues.
[MpoBeneHHble TeCThl Ha CTaGHJIBHOCTH MPH HCIIONIb30BAHHH B PEKMME PEAILHOIO BPEMEHH H
NpH TPAHCIIOPTHPOBKE (MMHTALMA YCIOBHH NMEPEBO3KH) MOATBEPKIAIOT YCTAHOBICHHBIA CPOK
rogHocTd. beUlo nokasano, 4To rnpuemieMsie JaHHble O CTaOHIBHOCTH B peajlbHOM BPEMEHH [UTs
Tpex naptuli AAOOPOB COCTABIAIOT A0 25 MECALEB, YTO YKa3biBae€T H& BO3MOXHOCTb NPOMLICHHS
CPOKa FOJHOCTH.

CrabuapHOCTD HaGopa W ero KOMIIOHEHTOB IMPH MCMOJIb30BAHHH MOC/JIe BCKPBITHA
yNaKoBKH

Ha ocHoBaHHM nNpOBeNEHHBIX HCCIEJOBAHMHA CTaOMIIBHOCTH MOCHE BCKPHITHS YIAKOBKH B
npouecce 3KCIUIyaTallkd BOCCTaHOBJIEHHBIH cyOcTpar peareHT crabMieH B TeYeHHE OJHOH
HeZleNd npH Temnepatype ot +2 10 +8°C. OTkpbIThi# 6ydep Ana BOCCTAHOB/ICHHA OHOTHHH 3B
(Biotinidase Reconstitution Buffer), xamubparopun 6uoTunuaassl (Biotinidase Calibrators) u
KOHTpOJIbHBIE Npobbl 6HoTHHUAA3kl (Biotinidase Controls) MOryT xpaHuTbCs 4 HENETH NpH
Temneparype ot +2 no +8°C.

I'abapuThl MEAHLMHCKOrO H3AE/IHA H €r0 YNIAKOBKH

[abaputbl W BHeWHHI BuUA MexuUMHCKOro usnenus «Habop 1 nosryKoNHYECTBEHHOrO
onpejesieHHs aKTHBHOCTH OuotuHuMnasel «Heonaranbhas bBuotunmnaza» (Neonatal
Biotinidase)» u ero ynakosku

Ne TPEBOBAHHNA TPEBYEMOE 3HAYEHUE
n/n (napaMeTpbl, XapaKTePUCTHKH) (B COOTBETCTBHH C TEXHHYECKOH
OOKYMEHTALIHEH)
1. | Kopobka «Habop s | JUimna: 16,4 cMm 5%
MOJTYKOJINYECTBEHHOIO onpenenennus | Illupuna: 20,5 cM £5%
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TPEBOBAHMUA
(napameTphl, XapaKTEePHCTHKH)

TPEBYEMOE 3HAYEHHE
(B COOTBETCTBHH C TEXHHYECKOiH
AOKYMeHTalHeil)

aKTHBHOCTH OMOTHHHAa3Ll «HeoHaranbHas
Buotunuaasa» (Neonatal Biotinidase)»

Bricora: 14,0 cM £5%
Macca Herro: 120,0 r £5%
Macca 6pytro: 815 r +£5%

Kann6parops! 6noTHHH a3k (Biotinidase
Calibrators) — 1 nucT pUIBTPOBATBLHOM
6ymaru (Whatman, Ne 903), conepxaruuii 5
HabOpOB CYXHX NATEH KPOBH

Macca: 5,0 r + 5%
Jltuna: 16 cM £5%
[llupuna: 15,7 cM 5%
Tommuna: 0,4 MM £5%

KonTtpomHeie npobe1 6HOTHHHAA3B!
(Biotinidase Controls) - 1 nucT
¢unsTpoBaneHo 6ymarn (Whatman, Ne
903), conepxaum#t 5 HAOOPOB CYXHX MATEH

KPOBH

Macca: 1.4+ 5%
Juna: 15,6 cM £5%
IlIupuna: 4,4 cm £5%
Tomuwmnua: 0,38 Mm £5%

Bbydep nns BocctranoBeHHs GHOTHHHUAA3HI
(Biotinidase Reconstitution Buffer) - 1
¢akon, 50 Ma

Macca ¢nakoHa ¢ Kpblko#: 65 r
+5%

Beicota ¢ kpbimkoii: 83 cM £5%
Bricora 6e3 kpbituku: 81,5 cM £5%
Huamerp kphilk: 2,5 cM £5%
Jluamerp dnakona: 4,0 cM £5%

Cy6cTpat PeareHT 6HOTHHHAA3BI
(Biotinidase Substrate Reagent) — 10
npoOHpPOK, THOPHIHIHPOBAHHBIH

Macca npo6upku ¢ kpbimko#i: 7,0 r
+5%

BeicoTa ¢ kpbitnko#t: 4 cM £5%
Beicora Ge3 kpbnukn: 3,9 cm £5%
HunameTp kpounku: 1,65 cm 5%
JHuamerp npobupku: 1,75 cM £5%

YepHsiit MukpomnaHuer (6€3 NOKpbITHA, Ha
96 nyHok) — 10 .

Macca 10 nnanieros: 460 r +5%
1 nnaHmer:

Macca: 46 r £5%

Jimuna: 12,5 cm £5%

HIupuna: 8,5 cM £5%

Tomuua: 1,45 cM +5%

Hakuneiiku co wrpuxxonaMu uis
maximetoB (Barcode labels for the plates) -
30 mr.

1 DTHKeTKa CO LITPHXKOAOM:
Jimnna: 27,0 cm £5%
Inpuna: 6,5 cM £5%

Knesiuecs nueHky Ui MUKPOILJIAHLIETOB
(Adhesive microplate covers) — 10 nucros

1 aucr:

Macca: 1,75r+ 5%
Jlmna: 12,0 cM £5%
[IIupuna: 8,0 cm £5%
Tomuwnua: 0,150 MM £5%

Buetnnwuit Bua koMo

HCHTOB

Kopob6xka «Ha6op mis
MOJTyKOJIMYECTBEHHOTO OIIpeleNICHHUs
akTHBHOCTH GHoTHHMZA3bl « HeoHaTabHas
Buotunnyasa» (Neonatal Biotinidase)»

KapronHnas kxopobka.

YepHniit MuxporuiaHieT (6e3 MoKphITHA, Ha
96 ;ryHok) — 10 .

96-TyHOUHBIH MIaCTUKOBBIH YEepHBIii
naaHineT, 6e3 CKoJoB U
noBpexaAeHuii, ynakoBansl 10 mrtyk
B IUTACTHKOBYIO YIaKOBKY.

Haxne#tku co wrrpuxkonamu s
mnanmeroB (Barcode labels for the plates) -

L tpux-koast, 30 wIT.
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No TPEBOBAHWNA TPEBYEMOE 3HAYUYEHWVE
n/n (mapameTpbl, XapaKTepUCcTUKM) (B COOTBETCTBMM C TEXHUYECKOM \
AOKYMeHTaLmel)
30 wwr.
4, Knesilwmecs nneHKM Ansa MUKPON/IaHLIEeToB Knelikas nneHka, ynakosaHa B
(Adhesive microplate covers) - 10 nucTos Konuyectse 10 NUCTOB B
NNaCTUKOBbIA MaKeT U KAPTOHHYHO
YMaKOoBKY.
KOMMOHeHT CoBokynHoe LlBeT lMpo3payHocTb  Hanuune nnm
COCTOSIHME 0TCyTCTBME
ocafka nm
X/10MNbEB
Kannéparopsl TBepaoe KpacHo- HenpospauHblli  HeT ocagka nm
6rnotuHmaasbl (Biotinidase ((uibTpoBaTh KOpPUYHeBaTble X/10MbEeB
Calibrators) Has bymara)  NsATHa Kposw /
benas bymara
KOHTposbHble NpoobbI TBeppgoe KpacHo- HenpospauHbli  HeT ocagka nnm
6rnotuHmaasel (Biotinidase ((uibTpoBaTh KOpUYHeBaTble X/onbeB
Controls) Has 6ymara)  nsATHa Kposw /
benast bymara
Bydep ans XKunakocTb BecupeTHbln  po3payHbIii HeT ocazka nnm
BOCCTaHOB/IEHWS X/10MbEeB

6roTnHnaassl (Biotinidase
Reconstitution Buffer)

Cy6cTpat PeareHT Jnocmnusnpo Benblii HenpospauHbii  MoxeT

6rnotuHmAaasbl (Biotinidase BaHHbI cofiepxaTtb

Substrate Reagent) 0CafloK 1N
XNOMbS.

WHgopmauya 0 Hanmumm B MEAULMHCKOM  W3LeNNM  JIEKAPCTBEHHOIO CpeacTBa A1
MeAVULMHCKOIrO NPUMEHEHUS, MaTepuasioB  >XXMBOTHOMO U (WIM)  YesloBEYECKOro
NPOUCXOXAEHUSA

[aHHOoe MefVUMHCKOe W3[eNve He COAEPXKUT NeKapCTBEHHBIX MpenaparoB A5 MeAVLMHCKOro
NpUMeHeHUs. He cofepXuT (hapmaLleBTUYeCKX CyoCcTaHUMn Ans MegULUHCKOTO NPUMEHEHNS.
BelliecTBa YenoBEYECKOr0 NMPOUCXOXKAEHNS

KoHTponbHble Npobbl 6uoTMHKUAa3b! (Biotinidase Controls) cogepxxaT LeNbHYH KPOBb Ye/oBeKa.
UenoBeyeckass KpoBb Oblsia NpoBepeHa MeTofamu, 0406peHHbIMU FDA, nnm aHanornyHbIMU Ha
Ha/nm4yme NMOBEPXHOCTHOro aHTuUreHa renatuta B, aHtuten K renatuty C v BUY | v 1l Tunos ¢
OTpMLATENIbHLIM Pe3y/IbTaTOM aHaIn3a.

XoTa maTepuas YeNOBEYECKOr0 MPOUCXOXAEHNSA, U3 KOTOPOro M3rOTOB/MIEHO 3TO MEAMLIMHCKOe
n3genue, He cofepxunt aHtutena K BUY 1, 2 n supycy renatnta C n HBsSAQ, He cyLlecTsyeT
M3BeCTHOro cnocoba rapaHTUPOBaTb, UTO MPOAYKTbl YeNOBEYECKOro MPOUCXOXAEHUA He
nepegatoT renatut unm BY. O6pawaiiteCb CO BCEMU KOHTPONSAMM KaK C MOTEHUMaSIbHO
NHMULMPOBAHHBIMN.

BellecTBa >XKMBOTHOIO NPOUCXOXKAEHNSA

Kannbpatopbl 6uoTvHnaasbl (Biotinidase Calibrators) comepaT LEMbHYH CBUHYHO KPOBb.
LleflbHas CBMHHAsA KpOBb, MpPWMEHsieMas MNpU  W3rOTOBMEHUW KannbpaTopoB, MO/y4YeHa C
YXMBOTHbIX, NPOLUEALLINX BETEPUHAPHBIA KOHTPOMb M HAXOAMBLUMXCS MOL HabMOAeHNEM, C YYeTOo
MpeanosiaraemMoro UCroJsib30BaHNA KPOBY.
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Hndopmauus o nopsike YCTAHOBKH, MOHTAXKA, HACTPOAKH, KaauOpoBKH H HHbLI
AeficTBHAX, He00X0IHMBIX 1.1 BB0AA MEHIHHCKOrO H3/1eJIHA B JKCILTYaTAIHIO

He npumenumo. [laHHOE MEIHLHHCKOE H3/le/IHE HE MOMIENKHUT YCTAHOBKE, MOHTaXy W BBOAY B
IKCIUTyaTallHIo.

HMudopmauns o MaTepHaIax /Ui B3INTHA M TPAHCOOPTHPOBKH of6pasua miu
| XAPAKTEPHCTHKH MaTepHA10B, PEKOMEHAOBAHHBIX AJIA ITHX LeJtedi
/ MarepHais! He TOCTABIAIOTCA.

TpedoBaHHS K TNOMEmEHHAM, B KOTOPHIX NPEANONAraeTcs YCTAHOBKR (MOHTAX)
MEeIHIHHCNOTO H31eIHSA
JazH0e MeIHUHHCKOE U3IeNHe IS HCIIOb30BaHHUA B 1abopaTopHsX.

Odc.nvAHBaHHE H PEMOHT
=2 TPiMEHIHMO.

Hrdpopmanua o nopagke o06paGoTkH MeIHUHMHCKOrO H3AEJHA AJIf €ro MOBTOPHOro
HCMO.Ib30BAHHSA, BKJIIOHYAS OYHCTKY, Ae3HH(}EKIHI0, YNAKOBKY H NpH Heo0XoaumocTH
MeT01 MNOBTOPHOH# cTepHaAM3AalHH (€cJH MEeHLUHHCKOE H3leJHEe MNpeAHA3IHAYEHO AJs
MHOropa3oBOro HCMOJ/IL30BAHHA), & TaKKe KPHTEPHH HENPHIOAHOCTH MEAHLHHCKOro
H31eJIHA IS IPUMEHEHHS

He npumenumo.

Hudopmanus o cTepHIbHOCTH H3AEIHSA
He npuMenuMo. JlaHHOE MENHIIMHCKOE H3AEAHE HE ABAAETCA CTEPHIILHBIM, HE [TOVIEXHT
CTEPHITH3ALHUH.

Hmbopmauml B OTHOHMIEHHH MEIHUHHCKOr0 H3ACJAHHA, MNPEAHASHAYEHHOro /J
CAMOTECTHPOBAHHA norpeﬁuTe.rleM
He IIPHMCHHMO. HaHHOC MEIHLHHCKOC H3AC/THC HE NTPpCAHAa3HAYCHO 111 CaMOTECTHPOBAHHA.

Undopmanus o npupoae, Tume, a Takxke (NPH Heo0X0AMMOCTH) 00 HMHTEHCHBHOCTH H
pacnpeneieHHH H3iydeHHst (JIEKTPOMATHHTHOe, HOHH3IHpYlOmee, HHOE) MeIHUHHCKOro
H3leqHs H cnocobax 3amuThbl norpebuTesiedl M TPeTbHX JIHI OT HeNpeaHAMEpPEHHOro
HATy9eHHS B MNporecce JKCILTYaTAHH MEIHUHHCKOro H3AeaHs (eciH MeAHUHHCKOoe
H3/ejIHe CO3AA8eT OMACHbIH HAH NOTEHUHMANbLHO ONACHBINi YpPOBeHb H3JTyHMeHHA IpH
HCIO0/1b30BAHHH 10 HA3HAYEHHIO)

He npumennmo.

HUudopmanna o0 obcrosTenbcrBax, IIPH  KOTOPbIX  MOTpPeOHTENbL  JOJUKEH
MPOKOHCY/ILTHPOBATLCH ¢ MEAHUHHCKHM paboTHHKOM
He npumenumo.

Cgenenus o0 OrpaHHYCHHAX HWJIH HECOBMECTHMOCTH ¢ MEAHIIHHCKHM H31EJIHEM OTAC/IbHBIX
JIEKAPCTBCHHLIX CpPEACTB HJIH OHOJIOrHYeCKHX MAaTepHAoB (ec.rlu MEAHIIHHCKOE H3QEJIHC
NnpeaHasHAYEHO AJISl BBEACHHSA JICKADCTBEHHbBIX CPEACTB HIIN OHOIOrHYeCKHX MaTepna.rlon)
He TNPpHMECHHMO. IIB.HHOC MEAULIMHCKOC H3ACJIME HE MNpeaHasHA4Y€HO JIA BBCACHHA
JICKApCTBEHHBIX CPCIACTB HJIH 6uonoruyeckux MaTCpHaJoB.
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MepeyeHb W OMUCaHWe MaTepUasioB  MEAUUMHCKOIO  W3[eNnsi,  BCTYMatoLLmMX
HernocpeaCTBEHHbIN KOHTAKT C Te/IOM NauneHTa (TesIoM YesioBeka)

He npvmeHumMo. MeguLUHCKOe 13ene He KOHTaKTUPYET C TeNIoM nauueHTa (TeloM Ye/loBeKa)
HM HanpAMyto, HX OMOCPeA0BaHHO.

[aHHble 0 6e3onacHocTn AMC
He nprmeHumo.

Banngauua v Bepnpmkauma nporpaMmmMmHoro obecreyveHus
He npumeHnmo. He cogepxuT MO.

NHopmaLms o paHee 3aperncTpupoBaHHbIX BepPCUAX MEAULIMHCKOr0 U3Lenns
[aHHoe MeaMLMHCKOe n3denme He 6bl10 paHee 3aperucTprpoBaHO Ha TeppuTopuM POoCCUInCKoiA
depepauun.

OnuncaHve 1AM NOJHbIA CANCOK Pas/IMYHbIX KOHMUrypaunin/McnonHeHN MeguLMHCKOIo
N3aenna ona 4UarHoCTUKM in vitro

Habop «HeoHatanbHast buotnHuaasa» (Neonatal Biotinidase) BbinycKaeTcs B OAHOM BapuaHTe
ncrnonHeHnsa - Ha 960 TecToB.

YcnoBusa XxpaHeHUs 1 akcnayatauum

» Paboyvas Temnepatypa: oT+ 1 o + 25°C (KomMHaTHas Temneparypa).

» OtHocuTenbHas BnaxHocTb (RH); ot 20 fo 80% 6e3 KOHAEeHCaLWK.

» [aBneHwue: aTMOCepHoe.

e XpaHuTb B 3alMLLEHHOM OT CBETA MECTe.

XpaHeHue;

Kanunbpatopbl 6uoTnHMAa3bl (Biotinidase Calibrators)

XpaHWUTb B 3aMOPOXXEHHOM BWfe C 3alMUTOM OT B/IKHOCTM W NPSMOro BO3AENCTBMS CBETa B
NCXOAHOM YNaKoBKe C Bnaronornotutenem. BeluecTso ctabuibHo npu Temnepatype -30°-—- 16
°C [0 UCTeyeHWA CpoKa rOLHOCTM, YKa3aHHOr0 Ha 3TMKETKe. [1ocne BCKPLbITUS XPaHUTb npu
Temnepatype +2 — +8 °C B TeueHue 4 Hefenb. Y6eauTecb, YTO B MPOLECCE XPaHEHUS
M1aCTMKOBbIN MaKeT OCTAETCA repPMETUYHBIM.

KoHTponbHbIe Npobbl 6uoTuHMAasbl (Biotinidase Controls)

XpaHUTb B 3aMOPOXXEHHOM BUAE C 3alMTON OT BAAKHOCTU W NPSAMOro BO3AENCTBUSA CBeTa B
NCXOAHON YNaKoBKe C BNaronornotutenem. BewlecTBo ctabunbHO npu Temnepatype -30°---- 16
°C [0 uCTeyeHMA cCpoka rOAHOCTM, YKa3aHHOro Ha 3TUKETKE. [locne BCKPLITUA XpaHUTb npu
Temnepatype +2 — +8 °C B TeuyeHue 4 Hefenb. Y6e4uTecb, YTO B MpoOLECcce XpaHeHWs
NNaCTUKOBBIA NaKeT OCTaeTCA repMeTUYHbIM.

Bydep ana BoccTaHoBNeHNA 6MOTUHMAA3LI (Biotinidase Reconstitution Buffer)

XpaHUTb Npu TemnepaType npu Temnepatype +2 — +8 °C OO UCTeYeHUs CpoKa rofgHOCTH,
YKa3aHHOro Ha 3TuKeTKe. [ocne BCKPbITUA XpaHUTL Npu Temnepatype +2 — +8 °C B TeyeHue 4
Hefenb.

Cyb6cTtpart PeareHT 6uoTuHMaasbl (Biotinidase Substrate Reagent)

XpaHUTb MpK TemnepaType npu Temnepatype +2 — +8 °C A0 MCTEYEHWUs CPOKa roaHOCTW,
YKa3aHHOro Ha 3TUKETKeE.

UepHblii MMKponaaHLLET (6e3 NOKPbITUSA, Ha 96 NYHOK)

XpaHuTb Npy Temnepartype Npu Temnepatype +2° — +25 °C.

Knesawueca nneHku gnsa mukponnaHweTos (Adhesive microplate covers)

XpaHUTbL Npy TemnepaType nNpu Temnepartype +2° — +25 °C.

XpaHeHune 06pasLoB

Mpn XpaHeHUM 06pasLoB CrefyliTe TPeOOBaHWUAM NMPUHATBLIX (hefepasibHbIX, FOCYAapCTBEHHbIX
NN NOKa/IbHbIX HOPMATMBHbIX JOKYMEHTOB. PeKOMeHAYeTCA XpaHUTb 06pasLbl B repMeTUYHOM
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naketre ¢ BnaromorynoruteneM He 6onee 5 nmHeit nmpu temneparype ot +2 °C mo +8 °C u
OTHOCHTENbHON BNaXHOCTH He 6oiee 30%.

Yc10BHA TPAHCNIOPTHPOBKH

TpancnopTupoBka HaGopa MOXKET OCYIIECTBIIATLCA TFOOBIM CrIOCOOOM € COOIIOICHHEM YCIOBHH
XpaHeHHs*.

Marepnansl M ynakoBka o6ecrnedMBalOT BO3MOXHOCTb HCHONbL30BaHHMs HabGopa nocne
TPAHCIIOPTHPOBKH H XPAHEHHS B COOTBETCTBHH C PEKOMEHIALHAMH, NPEACTAaBICHHBIMH B
MHCTPYKLIHH 110 NIPUMEHEHHIO.

* VcnoBHs TpaHCTIOPTHPOBKH: HabOp JO/MKEH TPaHCNOPTHPOBATLCA NpPH Temneparype +2 — +8
°C. OGparute BHHMaHHe, u4To Kanubpatop OHoTMHMza3bl (Biotinidase Calibrators) u
KOHTpOoJIbHbIE npoObl GHoTHHMAa3k! (Biotinidase Controls) aomkHBI TpaHCIOPTHPOBATHCA NMpPH
teMneparype -30° — -16 °C.

YTuanzauus

Habops! ¢ uCTeKIIHM CPOKOM FOIHOCTH, MCMOJIb30BaHHbIE M3J€NHs, 00pasilb! YTHIM3HPYIOT B
COOTBETCTBHH C IMPHHATBIMM TOCYAAPCTBEHHBIMH WM JIOKQJIbHBIMH  HOPMAaTHBHBIMH
JOKYMEHTaMH TroCyapcTBa, B KOTOPOM OCYLIECTB/ISAETCS HX Npoaaxa.

CotpyaHukHu nabopaTopuH, B KOTOpOi NMPOU3BOAATCA HCCIIEJOBaHHsA, HECYT OTBETCTBEHHOCTD 3a
obpallieHse ¥ yTHIH3ALHIO 00pa3yOIMXCS OTXONOB H CTOUHBIX BOA B COOTBETCTBHH C HX THIIOM
H CTENEHbIO ONAaCHOCTH, COTJIACHO BCEM NMPUMEHHMBIM HOPMaM H MpaBHJIaM.

YHUYTOXKEHHE H3NENUA OCYIIECTBIAETCA OpPraHH3alHAMH, HMEIOUIMMH COOTBETCTBYIOLIYIO
JIMUEH3UI0, Ha CNeUHaTbHO O0OpYJOBaHHBIX IUIOMAAKaX, MOJMIOHAX M B NOMELICHHAX B
COOTBETCTBHH C TPeOOBaHHAMH, NPETYCMOTPEHHBIMH CYIIECTBYIOLIHMH 3aKOHAMH TOCYyapCTBa,
B KOTOpPOM OCYUIECTBJIAETCA MX Mpojaxa, H ¢ cobmoaeHueMm 00s3aTenbHbiXx TpeGoBaHHit MO
OXpaHe OKpYXalollei cpenbl.

3amuTa okpyxaiomeit cpeanl

Bo Bpems 3KCIUTyaTalMH W XpaHEHHs MEAMIMHCKOE H3Ze/NHE He OKa3bIBa€T OTPHUATENILHOIO
BJIMAHKA HA MALMEHTa, MEAULMHCKUX pabOTHHKOB M Ha OKPYXXalOLIyIO Cpeday NpH COOMOICHHH
MpaBHJI, ONUCAHHBIX B HHCTPYKIHH 110 IPHMEHEHHIO.

Pexnamanmus
Jna nojyveHHss TEXHHYECKOM KOHCYNbTallMH M MNOMIEPXKKH npockba oOpamarscs K
yIOJIHOMOYEHHOMY NPEICTABHUTENIO NPOU3BOANTENA Ha TeppuTopuH Poccuiickoit deaepauunu:
AO «ITPUBOPLI»
Anpec: 109028, ropox Mocksa, IleBueckuii nep., a. 4 ctp. 1, nomein. I, komuara 10
Ten./pakc: +7 (495) 937-45-94/ +7 (495) 937-45-92
e-mail: info@pribori.com

B ciryyae seisiBieHHS MOGOYHBIX AefcTBUH, HE YKa3aHHBIX B HHCTPYKLHMH NO MPHMEHEHHIO HIH
PYKOBOJACTBE NO IKCIUTyaTaUMH MEIMIMHCKOrO H3IENHA, HEXEeNaTENbHbIX peaklHi NpH €ro
[IpPUMEHEHHH, OCOOEHHOCTEH B3aUMONEHCTBHS MEAHIIMHCKHX H3IENHA MexTy coboH, dakToB
06CTOATENIBCTB, CO3AAIOIIMX YIPO3Y KH3HH H 3M0POBBIO IPaXaH H MEAHLUHHCKHX PabOTHHKOB
NpH TpPHMEHEHHH W OKCIUTyaTallHH MEAMUHHCKHX H3lenui, HeoGXONMMO HAMpaBHTh
coobmenue, cofepxaliee ykasaHHble cBeneHus, B GenepansHyio ciyx0y no Haasopy B chepe
3/IpaBOOXpAHEHHs B COOTBETCTBHH C ACHCTBYIOIHM 3aKOHOAATENLCTBOM.

l'lepe-leﬂb NpHMEHHACMBIX TPOHM3IBOAHTEIEM (H3I"0TOBHTCJ'ICM) MEAHUHHCKOIro H3AC/IHA
HANHOHAJILHLIX CTAHAAPTOB

Ne HA3BAHHUE T1OKYMEHTA

1 EN ISO 13485:2016 WUanenus MmeanuuHckue. CUcTeMbl MEHEMKMEHTa KauyecTBa.
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Tpe60BaHVS K PerysnMpoBaHiio

2 EN ISO 13612:2002 OueHKa (YHKLMOHA/IbHBIX XapaKTEPUCTUK MEeAULMHCKUX
U30ennin Ans AnarHoCTUKKM in vitro

3 EN 1SO 23640:2015 W3genusa mefuUMHCKME AnA AMArHOCTMKM in vitro. OueHka
CTabW/IbHOCTW pPeareHToB A/19 AMArHOCTUKK in Vitro

4 EN 13641:2002 YcTpaHeHWe WUIN CHUKEHWME PUCKA MH(MULMPOBaHUSA, CBA3AHHOMO C
peareHTamu A1 AUarHOCTUKM in vitro.

5 EN ISO 14971:2019 W3genua meguunHcKue. MNprMeHeHne MeHe>KMeHTa pucka K
MeANLIMHCKUM U3aeNnam

6 EN ISO 18113-1:2022 W3penus MeAuUMHCKME [NA  AMarHOCTMKM in  Vitro.

WHdopmaums, npefoctasnsemas n3rotosmtenem (Mapkuposka). Yacts 1 TepMuHbl,
onpefeneHuns n obume TpeboBaHUA

7 EN ISO 18113-2:2022 MeanumHCcKe wu3genvs Aas  AMarHOCTUKKM  in vitro.
WHdopmaums, npegoctasngemas n3rotosutesieM (MapkMpoBka). Yactb 2. PeareHTbl
[N19 AMArHOCTUKK in Vitro A1g npogecCroHaIbHOro NPUMeHeHUs

8 EN ISO 15223-1:2021 W3genna mepuumHckne. CUMMBOMbI, NMPUMEHAEMblE TPpU
MapKMPOBaHUN Ha MEeAWLMHCKUX W3AennsX, 3TUKETKaX U B COMPOBOAMTENbHOW
[AOKyMeHTaumn. Yactb 1, OCHOBHble TpeboBaHWs

9 EN 1SO 17511:2021 WN3penus MefUUMHCKME ONS AMAarHOCTUKK in vitro. 3MepeHve
BeMYMH B OMONOrMyeckmx npobax. MeTponormyeckas MpoOC/eXMBAEMOCTb
3HaYeHWI, NPUNUCAaHHBLIX KaNMBPaToOpOM U KOHTPO/IbHBIM MaTepuanam.

10 [OvpekTrBa EBponelickoro napnameHTta v coseta Esponbl 98/79/EC 0T 27 oKTA6ps
1998 roga

[laHHble 0 BbINyCKe WX NocnegHeM NepecMoTPe NHCTPYKLUUM MO NMPUMEHEHWIO
BbInycK MHCTPYKLUW MO NPUMEHEHMIO 6b11 ocyLecTsrieH 23.05.2023 roga.
Bepcua nHetpykumm Ne 007.
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MPNNOXEHME 1
B3BelleHHasA NMHeliHas perpeccus
B3BelleHHass fMHeliHass perpeccust MpefnonaraeT WCMNoMb3oBaHME MeTO[AA HarlleHbINIOC

KBaapaTOoB. MeToA HavMeHbLLMX KBaJpaToB MpeayCcMaTpUBaeT BbIGOP IMHUM MpeaonpeaeneHus:

5
KOTOpPaA obecrieymBaet MUHNMWM3aLMIO CyMMbl KBaZipaToB OLN60oK Moaenn

= , re
N = yuncno pennuk / kannbpartopa 6uotuHMgasbl (Biotinidase Calibrators)j,
Xj = 3amepeHHblii OTBET B TOUKe perivku i And KanmbpaTtopa 6uoTMHMAasbl (Biotinidase

Calibrators)j,
Yj = cpefiH1iA OTBET MO pennnkaMm Kanmopatopa 6uoTnHmaassl (Biotinidase Calibrators)j,

W = B3BeLLeHHOe 3HaYeHre KanmbpaTopa 6moTnuHMAasbl (Biotinidase Calibrators)j

B3BeLLEHHbIE 3HAYEHMS Wj PacCUMUTBLIBAOTCS MO hopMynam:

W*
oV

rpe:
ilnk-v o d4lZ (v’ f-ioor
Av -UJJ V- —_—
I (m)(?K-1) m
rae:

Xj = 3amepeHHbIi OTBET B TOUKE PEN/IMKK | AN18 Kanmbpatopaj,

Yj = CpefiH1iA OTBET MO pen/ikam KanmopaTtopa/
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APOSTILLE

(Convention de La Haye du 5 octobre 1961)

1. Maa; Suomi
Land; Finland
Country:

Tatiin yieisen asiakirjan
Oenna allmanna handling
This public document

2. on allekin'olttanut
ar undertecknad av

has been signed by Kaisa Myrsky

3. toimiessaan
l egenskap av
acting in the capacity of District Registrar, Notary Public.

4. Siina oleva leima/sinetti on

ar fOrsedd med stampel/sigill av
Bears the seal/stamp of The Digital and Population Data Services Agency.

Todistetaan

intygas
Certified
5.
Turku den 27.11.2023
at the
av
by Marianne Kaskl, District Registrar, Notary Public
8N T 206472023
Nr
9. Sinetti/Leima: 10 Allekirjoitus;
Sigill/stampel: Underskrift:
Seal/Stamp: Signature;

Tama Apostille todistaa ainoastaan allekirjoituksen oikeaperaisyyden, missa ominaisuudessa yieisen asiakirjan allekirjoittaja on toiminut
ja tarvittaessa yieisessa asiakirjassa olevan sinetin tai leiman.
Apostille ei todista oikeaksi sen asiakirjan sisaitoa, johon se on liitetty.

Denna Apostille bevisar endast aktheten av underskriflen och Ivilken egenskap undertecknaren av det allmanna dokumentet har
verkat, samt vid behov aven aktheten av sigillet eller stampein i det allmanna dokumentet.
Apostillen bevisar ej aktheten av dokumentets innehail till vilket det ar bifogat.

This Apostille only certifies the authenticity of the signature and the capacity of the person who has signed the public document, and,
where appropriate, the Identity of the seal or stamp which the public document bears.
This Apostille does not certify the content of the document for which it was issued.
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/Mepesod ¢ anznuiicko2o u YuHcKko20 A3LK08 HA PYCCKUL AZbIK/

/kpyznan neyamv/: WALLAC OY (BAJIVIAK OIO), FI09371684, Typxy, Quuaanous

lumamn/:

Ha ocnosanuu ceedenuii uz Topzosozo peecmpa Punaanduu s noomeepxcoaio, ymo Ilempu Kanruo (Petri
Kallio) umeem npaso eounonruuno npedcmagnamo xomnanuro Wallac Oy (Bamnax Ow), a maxoce
yoocmogepsio, Ymo on cobcmeennopyHo noonucan OARNbIl OOKyMeHm.

Typky, Qunasinous

27 noabpa 2023 200a

Onnavena nownuna 20 eapo.

/noonucano/

/wumamn/:

KAUCA MHUPCKH

T'ocyoapcmeennuii nomapuyc, Pationnvii pecucmpamop

/kpyanan newame/: WALLAC OY (BAJUVIAK OFO), F109371684, Typxy, @unasuous

/wmamn/:

Ha ocnoeanuu ceedenuti uz Topzoeozo peecmpa Punnanouu s noomeepicoaio, ymo Ilempu Karnuo (Petri
Kallio) umeem npaeo edunonruuno npedcmasaame xomnanwio Wallac Oy (Bawax Ow), a maxxce
yoocmogepsiio, ymo oH cobcmeenHopyuHO noonucan OanKbiii QOKyMerm.

Typxy, Dunasnoun

27 nosbps 2023 200a

Onaavena nownuna 20) espo.

/noonucano/

/wumamn/:

KAHCA MHUPCKH

T'ocyoapcmeennwiti vomapuyc, Pationneits pecucmpamop

ANIOCTHJIb
laarckas koHBeHUMA OT S okTA6pA 1961 roaa

I. Crpana: DuHnaHANA

Hacroawmi opuumanbHbiii ROKYMEHT

2. 6bin noanKcax KAHUCA MHUPCKH

3. BhICcTynalowWwuit/-eii B kauecTse [locynapcreerHoro HoTapuyca, PaiioHHoro perucrparopa
4. cCKperuieH ne4aThio/WTaMnom ArenTcTBa uMdpoBOii HHPOPMALIMH H yHETa HACENEHHA
Y nocrosepexo

5. B Typky 6. (nata) 27.11.2023

7. (kem) MapuatHoit Kacku, paiioHHbIM peructpaTtopom, ['oCyAapCTBEHHBIM HOTAPHYCOM
8.3a Ne T 2064 /2023

9. MNewars/wramn: 10.Moanucb:
/A2enmcmao yughposoii unghopmayuu u yuema /noonucano/
nacenenwus/

Hacrosiuunii anocTuab 3asepseT TO/ILKO NOLIHHHOCTD TIOANKHCH H IPABOMOYHOCTD JIHLA, NOANHCABILETO
HacTosHA OPHUHATBHBIA JOKYMEHT, H, rle NPHMEHHMO, NOAIHHHOCTDL NEYATH WIH IITaMNa,
NOCTAB/IEHHBIX HA 1aHHOM OPHUHANBHOM AoKyMeHTe. HacTosni anocTHABL He 3aBepRET coOAEPKUMOE
AOKYMEHTA, HA KOTOpbLIH oH Gb11 NnpocTaBiien.

/kpyanas neuame/: A2enmcmeo yughposoii unghopmayuu u yuema Hacenenus
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MepeBena ¢ aHrMNIACKOTO U PUHCKOIO A3bIKOB Ha PYCCKUIA A3bIK noanncob
nepeesofunk bospeHkosa Hazexpaa BuktoposHa

Poccuiickas ®egepauus
["opog MockBa

LLlecToro gexkabps fge TbiCAYM BaALATL TPETLErO rofa.
A I'ypkuna EkatepuHa BnagMmnpoBHa, BPEMEHHO UCTMONHAIOLAS 06S3aHHOCTH
HoTapuyca ropoga Mockebl MakapeHKo Anekces AfeKceeBnya, CBULETENbCTBYIO
NOANUHHOCTL MOAMMCK MepeBojyYmKa bospeHkoBol Hagexabl BUKTOPOBHBI.
Mognuck caenaHa B MOEM MPUCYTCTBUN.
NInyHocTb nognucasLUero 4OKYMEHT yCTaHOB/IEHA.
3aperucTtpupoBaHo B peectpe; Ne 77/337-H/77-2023-<?"

YnnayeHo 3a coBepLUeHme HoTapuanbHoro geictems: 400 py6. 00 Kon.

noAarnnmchb E.B. lNypknHa
FEPBOBAA NMEYATb
HOTAPNYCA

Bcero npowmnTo, NpoHyMepoBaHo
1 cKpenneHo nevatbto 20 (ABaALaTh) IMCTOB.

noAnnChb E.B. lN'ypkuHa

LLiecToro ekabps ABe ThiCAYM ABaALATL TPETLEIO roja.

A, F'ypknHa EkatepvHa BnagyMumpoBHa, BpeMEHHO UCMOMHAKLWAs 06493aHHOCTU HoTapuyca ropofa MockBbl,
MakapeHKo Asnekces AfleKceeBnya, CBUAETENbCTBYIO BEPHOCTb KOMWUKU C NPeACTaB/IEHHOrO MHE JOKYMEeHTa.

3apernctpmpoBaHo B peectpe: Ne 77/337-H/77-2023- N
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