OUATHOCTUYECKUA PEAKTUB

Ansda KAHECTBEHHOIO OMNMPEAENEHUA
FMIOKO3A-6-POCPAT-OEMAOPOINEHA3bI
B KPOBU YEJIOBEKA HA
®OTOMETPUYHECKUX CUCTEMAX

UV, kuHemud4eckulii
2 PeazeHma (Cyxue rnopouwku)

Y04500, G6PDH Deficiency Screen

Kamanoe. Ne :'Y04500
lNpoussodumens: Dialab (Aecmpusi)

Memoduka 23-10-2007
Bepcus 04

OcHoeoli _npu npogedeHuu aHanusa sie/isemcs opusuHars
UHCMPYKUUU Ha aHefulickoM 5i3blKe, 810XeHHOU 8 Habop.
Homep u Qdama eepcuu opueuHana u nepesoda
= UHCMpyKuUU O0/IKHbI cogrnadame.

-

Kart. Ne
Y04500

Cocras:
10 x 18 mn 10 x 6 Mn

1x120 mn

PeareHT 1
PeareHT 2

[lononHuTensHO npeanaratTes:

Y04550LV 1x60 mn Tnanpyrowwmin Pearent G6PDH
Y04560 6x0.5mn Habop koHTponeit GGPDH

Y04701 5x 100 mn Pearent Obuwero Memornobuta
Y04702 5x50 mn PeareHt Obwwero MemornobuHa
Y04705 1x2mn Kanubpatop Obwero MemornobnHa

NMAPAMETPbI TECTA

MeToa UV, KMHEeTMYECKMIA, BO3pacTaloLLEen peakumm

[OnvHa BONHbI 340 HMm

TemnepaTtypa 37°C

O6pasen LlenbHas kposb ¢ QATK, renapmHom nnm
KMUCMbIN LuMTpaT Aekctpossbl (ACD)

JIluHeHOCTBL [o 21.0 Eg/r Hb unu 609 Eg/10'? RBC

YyBCTBUTENLHOCTb 0.4 Eg/r Hb unun 11 E/:l/‘IO12 RBC

KOMMO3UUKUA PEAKTUBA

KOMIMOHEHTLI KOHLUEHTPALIUA
PeareHT 1:

NADP 1.5 MM
Maleimide 12 MM

Bydep, ctabunmsatopbl, N3npyoLwnii peareHTt

PeareHT 2:

'noko3a-6-cpocdat 1.05 M

Conb marHus, 6ydep

A3ng HaTpus <0.1%

NnoaAroToBKA PEAKTUBA
PeareHT 1: PacTBopuTb COAEPXKMMOE Kaxaoro dnakoHa ¢ Konm4ecTBom
[EeMOHU3NPOBAHHON BOAbI, YKa3aHHOM Ha 3TUKETKE.

[AnA py4Hon npoueaypbl TecTa Ao6aBuTL JlMaupyowmin PeareHT B
KayecTBe pacTBOpUTENsi BMECTO AeMOHU3MpoBaHHOW BoAabl!

PeareHT 2: PeareHT 2 roToB K UCNOSb30BaHUIO.

CTABUNBHOCTb U XPAHEHUE PEAKTUBA

Ycnosusi: He aonyckaTtb nonagaHua cBeTa,
3aKpbITb HemMeaneHHo nocne
ncnonb3oBaHUA

He 3amopaxuBatb peareHTbi!

XpaHeHue: Mpun Temnepatype 2-8 °C

CTabunbHOCTb: [lo okOHYaHMA cpoka roaHOCTH

Mocne BoccTtaHoBneHusa: npu 15-25 °C 8 yacos
npu 2-8 °C 5 oHen

NOAroTOBKA OBPA3LIA

[MockonbKy akTUBHOCTb n3MepsieTcs Nnbo B rpaMmax remornobuHa nubo
KONMUYEeCTBOM  3pUTPOLMTOB, MO3ITOMYy HeobxoAuMO onpeaenuTb
KOHLIEHTPauMio reMornobmuHa unn Konu4yecTso 3pMTPOLMTOB nepea
npoBegeHuem aHanusa G6PDH. Mbl pekomeHayem: PeareHT O6wwero
Femorno6uHa Y04701.

LilenoctHocTb apuTpouuTtoB, cobpaHHbix B ACD, coxpaHseTcs nAaxe
nocne AnNUTENbHOTO XpaHeHWsi, Tak YTO MOMy4YeHne TOYHOTO KONM4yecTBa

3pUTPOLUTOB OBObIYHO He MpeacTaBnsieT HUKaKoMN np06neMb|6. Tem He
MeHee, MOACYET JpUTPOUMTOB B oObOpasuax, CobpaHHbIX B renapuH,
CTAHOBMTCS HeHaAEXHLIM NPUMEPHO Yepes 2 AHA". Takum o6pa3om, Ans
renapuHn3NpoBaHHbIX 00pa3uoB, pesynbTaThbl NydlWe nonyvate B
KOHLEeHTpauumsx remornobuHa.

AOna npoBeAeHMA aHanM3oB Ha aBTOMaTUYECKMX MHCTPYMEHTaXx,
no6asbTe 100 MKN UenbHou KpoBwm Kk 0,9 mn Jlusupyroulero peareHTa
G6PDH wu patb noctoATek 5 mMuHyT. Xopowo nepemellaTtb.
Wcnonb3ynte remonusat B kayecTBe obpasua.

CTABUINBbHOCTb U XPAHEHUE OBPA3LIA

LlenbHas kpoBb: CrtabunbHoctb: npu 2-8 °C
[emonu3aaT: HecTabunbHbIN

He 3amopaxuBats! BeibpocuTb 3arpssHeHHble 06pasLibl.

7 oHen

WHTEP®EPUPYIOLLUME BELWWECTBA

HeT untepdepeHLmun c: [pu 3HaveHuaAx Oo:
Megb 100 MkMonb/n
Cynbdar-MoHbI 0.005 monb/n

HekoTopble nekapctsa u Opyrue BeLecTBa, Kak U3BECTHO, BMUSIOT Ha
YPOBHU LMPKYNALMN G6PDH." PeTtukynountbl nmetoT Gornee Bbicokue
ypoBHn G6PDH, 4yem 3penblie aputpoumntbl. Pekomengyetcs, 4ToObI
aHanu3bl He MPOBOAUIUCH MOCIE TSHKENOro reMoIMTUHEeCcKoro Kpusuca,
Tak kak ypoBHM GB6PDH MoryT oka3aTbCsl NOXHO 3aBbllEeHHbIMU. B aTux
yCroBusiX, BbisBNeHne pAdeduvunta MoxeT noTpeboBaTb CeMelrHbIX
uccnefoBaHuini. TecTMpoBaHWe MOXeT MpOBOAMTLCA Mocne TOro, Kak
YPOBEHb 3pernbiX 3pUTPOLIMTOB HOPMAaIM30Barcs.

B  HopmanbHbIX  0bCTOATENBCTBAX, [AEATENBHOCTb  MENKOUUTOB,
TPOMOOLIMTOB U CbIBOPOTKA OTHOCUTENBbHO HeBenuka. TeM He MeHee, B
cnyyasx KpanHel aHeMuUW YYuTbIBalOTCA CUMbHO yBENWYEHHbIe YPOBHU
Benbix KPOBSAHbIX Terew, Unn O4eHb HU3KMe YpoBHWU akTuBHocTu G6PDH
KPacHbIX KPOBSAHbIX KNETOK.

WHCTPYKUWUM MO NPOBEOEHUIO TECTA
BoccTtaHoBute R1 poGasneHvem Jlusupyroulero PeareHta B KayecTBe
pacTBOpUTENS BMECTO AeNOHN3MPOBAHHOW BOAbI.

nVII'IeTI/IpOBaTb B KIOBETY:

PeareHt 1 1000 mkn

O6pasew/KoHTponu 10 mkn

TwaTtenbHo NepemelLatb, YTobbl MOMHOCTLIO 3aepXaTb 3pUTPOLMTLI. [laTh NOCTOSTh
npy kKoMHaTHol Temnepatype (15-25 °C) B TeyeHue 5-10 MunyT. 3atem fobasuTb R2:

PeareHT 2 2000 mkn

OcTopoXHO NepemeLLaTb MyTeM NepeBOpaYnNBaHNs HECKONbKO pas. VHKybuposaTh npy
37 °C B TeyeHne 5 MUHYT M U3MepUTb OnTUYECKyto NnoTHOCTL A1 npu 340 HM npoTuB
BoAbl. MHKybupoBaTh CHOBa B TeueHne TOYHO 5 muHyT npu 37 °C v u3meputb
OMTUYECKYI0 NIOTHOCTb A2.

NMOACHET (cBeToBas gopoxka 1 cm)
AA/min = A2 - A1/5

AkTBHOCTL GBPDH MOXeT 6biTb BblpaxkeHa kak B Ea/r remornobuHa
(Hb), unu kak Ea/10" sputpoumtos (RBC):

GEPDH [Ulg HE] = A&/min x 100 = 2.0
0.0 x 8.22 x Hb {g/dl)

x TCF

= Adfmin x _ 45835

Hb (gidl)

x TCF

= Addmin x 3.01 x 10" « TCF.
001 x 6.22 w (Nx10°) x 1000

= Afimin x 48350 = TCF
M

Or GEPDH (UM0" RBC)

100 = koahpuUMeHT ansa npeobpasoBaHnsa akTMBHOCTU Ao 100 Mn

3.01 = 06w 06beM peaKkLMOHHOW cMecy (MI)

0.01 = O6bem obpasua (mn)

6.22 = munnumonspHasa abcopbums NADPH npu 340 Hm

Hb (r/an) = koHUEeHTpaums remornobuHa ans kaxgoro obpasua

TCF = nonpaBoyHbIn k03hdULMeHT Ha Temnepatypy (= 1 npu 37 °C)
(Nx10%) = KONMMUECTBO KpaCHLIX KIETOK (KpacHble KneTok/Mm®) ans
Kaxgoro obpasua

N = KOnM4ecTBO IPUTPOLIUTOB, MOAENEHHOE Ha 10°

1000 = npeoBpa3oBaHe KPaCHLIX KPOBSIHbIX TENeL, U3 MM> B M1

TEMMEPATYPHAA KOPPEKUMUA

Temnepatypa KBeT TCFE
25°C 1.98
30°C 1.37




KOHTPOIbHbIW OUAMA30H*

CnepyolwiMe [OuanasoHbl  ObinM  MOSlydeHbl NyTemMm  u3yyeHus 98
KMUHUYECKUN 300POBbIX MY>KUUH U XKEHLLWH:

at 37°C 197 - 516 U/ 10" RBC 6.6—-172U/gHb
at 30°C 146 - 376 U/ 10 RBC 48-125U/gHb
at 25°C 99 -262 U/ 10" RBC 33— 87U/gHb
3HauyeHns Ans HOBOPOXAEHHLIX MOrYT OblTb B [AMana3oHe HEeCKOIbKO
BbILLE.

* HacrosiTenbHo pekomeHayeTcs, uTobbl kaxaas nabopartopusi ycTaHasnvsana
CBOW COBCTBEHHbI AnanasoH.

NPUHUUN PABOTbI TECTA (Cm. opuauHan uHcmpyKyuu).

PABO4YUE XAPKTEPUCTUKU

JIMHEMHOCTb

MakcumanbHas aktmBHocTb G6PDH, koTopas mMoxeT ObiTb M3MmepeHa
aTomn n?oue.qypoﬁ, coctaBnsieT npubnuantensHo 21,0 Ea/r Hb wunn 609
En/10™ RBC.

Ecnu  AA/MuH. 6Gonbwe, 4em 0,06, noBTOpuTb onpedeneHne c
ncnonb3oBaHMeM 5 MK KpoBU B KavecTBe obpasua M YMHOXWTb
pesynbTaT Ha 2.

YYBCTBUTEJIbHOCTb

MwuHUManbHble 3aMeHeHus nornoweHns: AA/muHd = 0,001.

Ecnu npeanonoxutb, 4TO KOHUEHTpauusa remornobuHa cocraensiet 12.0
r/an N KONMYecTBO KpacHbIX KPOBSIHbIX TeneLl, 4.5x10%/MMm®,  aKTMBHOCTb
G6PDH co 3HaueHusimu 0,4 Ea/r Hb umv 11 Ea/10™ RBC MoxeT 6biTb
obHapyxeHa.

TO4YHOCTb
B aHanuse CpepHee 3HaueHue co KB
K-BO = 20 (Ea/n) (Ea/n) (%)
Obpasey 1 257 23.7 9.2
O6pasel 2 658 18.3 2.8
O6pasey 3 1939 48.0 2.5

Mexay aHanusamm CpepHee 3HaueHUe co KB
K-B0 = 20 (Ea/n) (Ea/n) (%)
O6pasey 1 269 30.8 114
O6pasey 2 700 28.7 41
Obpasel 3 2014 43.0 2.1

CPABHEHUWE METO/LOB

CpaBHuTenbHoe uccrnepoBaHue Mexay metogom Dialab G6PDH (y) n
KOMMepYeCKkM AOCTYMHBLIM (X) Aano cneayoLwme pesynbTaThbl:
Y =0.97x + 0.07; r = 0.994

KOHTPOJIb KAYECTBA

Bce kOHTpornbHble maTepuanbl co 3HadeHusimm G6PDH, nonyyeHHbiMK
AaHHbIM METOAO0M, MOryT GbITb MCMONBb30BaHbI.

Mbl pekomeHayem:

KaTt. Ne CoctaB .
Y04560 6 x 0.5mn HABOP KOHTPOJIEU G6PDH
KAINMUBPOBKA

Mpouenypa crtaHaapTU3oBaHa Ha OCHOBE MUMMMMOIsSIpHON abcopbumm
NADPH, kotopasi coctaBnseT 6,22 npu 340 HMm. VamepeHne ckopocTu
yBenuyeHust nornowenus (AA) npy 340 HM Cny>XUT Ans KONMYeCTBEHHOM
OLEHKN (bepMeHTaTUBHOM aKTUBHOCTM.

ABTOMATU3ALUA
Mo TpeboBaHWiO ANt aBTOMATU3NPOBAHHbLIX aHaNM3aTopoB MOryT GbiTb
npoBefeHbl cneumanbHble aganTtaumm.

NPEQYNPEXOEHUA U MEPbI BE3ONMACHOCTHU

1.  OTu peareHTbl NnpeaHa3HavYeHbl TOMbKO Afst AUArHOCTMKK in vitro.

2. O6blyHble  Mepbl  NPeAOCTOPOXHOCTK,  cobniogaemble  npu
obpalweHun ¢ nabopaTopHbIMM  peareHTamu, [OOfKHbl  BbiTb
cobntogeHsbl. MNpu yTnnusaumm otxogoB cobnpaTtb BCe MeCTHbIe,
rocyfapcTBeHHble U heeparnbHble 3aKOHbI.

3. PeareHT R1 aBnsdetcs TOKCUYHbIM. MOXET BbI3BaTb reHeTu4eckune
HapyLUeHUst U/Unu pasapaxeHuve rnas, AblXxaTenbHbIX MNYTeN U KOXK.
HocuTb COOTBETCTBYHIOLLYIO 3aLLUTHYIO OAexay.

4. PeareHT R2 cogepXuT asvg HaTpus, KOTOpPbIN MOXET pearmpoBaTb
CO CBWHLOM M Mefbto, 0Opasysi BbICOKO B3pbIBOOMACHbIE a3uabl
meTannoB. Ms3berante HakonneHusl asvga, CMbiBas ¢ Gonbmnm
KONMYEeCTBOM BOAbI.

YNPABNEHME OTXOOAMU
CcbinaTbCsi HAa MeCTHble neranbHble TPeGoBaHUA MO  YHUYTOXEHMIO
0TX0[0B.
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