2 dopmyaa zeHa

MUENTOCKPUH V617F JAK2

Ha6op peareHTOB ANnA KONMYecTBeHHOro
onpeaeneHua mytauum V617F B reHe JAK2 metoaom
MLUP B peanbHOM BpemeHU

MmyTauuma reH
V617F JAK2

NHCTPYKLUMA NO NPUMEHEHMUIO

Bep. man 2022 .



XpoHuyeckme muenouaHole Heonnasuum (XMH) npeacrasnstoT coboi
rpynny Ph-HeraTMBHbIX XpOHUYECKUX IEMKO30B, K KOTOPbIM OTHOCATCA:
UCTUHHaA noauvuntemma (UN), scceHumanbHas TpomboumTemus (3T),
nepBuyHbIn Muenodmbpos (MM®). ComaTnyeckas MyTaumsa B reHe
AHyc-KMHa3bl 2 (Jak2 V617F) asnsaetca obHapyxusaetca B 93-97%
CNy4aeB UCTUHHOM noavumtemmn, 50-70% cnyyaesB 3cCCeHLMANbHOM
Tpombountemmn n 40-50% cnyyaes nepBuyHoro mmenodpmnbposa.

Habop peareHToB «MuenockpuH V617F JAK2» npeaHasHayeH
ONA KONM4YeCTBEHHOro onpegeneHna mytaumm V617F B reHe AHyc-
KuHasbl 2 (JAK2) metogom TMLP B pexume peanbHOro BpeMeEHMW.
AHanusmpyembim matepmanom asnsetca [AHK, BblgeneHHaa w3
NEeNKOUUTOB LEeNbHOM KPOBU MW U3 CYXMX NATEH KPOBU. TaKKe AaHHbIN
Habop no3sonAeT onpeaensate Mmytauuio V617F B reHe JAK2 B
NyAMpPoBaHHbIX 06pasuax LEe/SIbHOM KPOBW, KaxKAblA Myn Mpu 3TOM
MOXKeT BKAtoYaTb A0 10 06pasyoB KpoBu MaumeHToB. PesynbTatom
aHanu3a  ABAAETCA  YCTAHOBJEHME  HaAMuMA  WAM  OTCYTCTBUA
comaTtmnyeckoit mytaummn JAK2 V617F B obpasue AHK yenoseka. Habop
npegHasHayeH Ana  NpPodeccMoHaNbHOrO0  UCMOJIb30BAHMA W
pekomeHayeTcA ANA BbINOAHEHUA 1abOPaATOPHOro TECTUPOBAHNA KPOBU
WMAM KOCTHOrO MO3ra y MauMeHTOB C MOAO3PEHUMEM Ha XPOHMYECcKue
MUWenonaHble NenKosbl.

Ha6op peareHToB  MOXeT 6bITb Mcnoab3oBaH B KTNHUKO-
ANATHOCTUYECKNX na60paTopMﬂx MegnunHCKUX yy pe)Kﬂ,eHVlVl C HAY4YHO—
NnccnenoBaTe/IbCKUMU LLeNAMMN.



2.1 MpuHUMN meToaa

MeTton BbiAaBneHma mytaumm V617F B reHe JAK2 oOcCHOBaH Ha
aMmnAMPUKaALMM HYKNEMHOBDBIX KUCNOT C AeTeKkumnen GaoopecueHTHOro
CUTHaNa B peXXMme «peanbHOro BpemeHu» bnarogapsa MCNONb30BAHUIO
cneundpmyeckmx TaqMan  30HA0B.  Pe3syabTaT  amnanduKaumm
pernctpupyetca no KaHany oényopecueHunmn FAM. B Kauvectse
BHYTPEHHEro KOHTPOANA (ONpeaenAlroWero MPOXOXKAEHME peakumm)
NCNO/Ib3yeTca AUKUIA annenb reHa JAK2.

Ona BbinonHeHWA aHanusa Tpebyetca nposeaeHne [UP B aByx

npobupKax Ha OAHOro NauMeHTa:

JAK2-W: [uknit annenb reHa JAK2 (KaHan FAM).

JAK2-M:  MyTaHTHbIN annenb reHa JAK2 (kaHan FAM).

e [inAa Bcex npobupok onpegensetca Nopor ObHapyKeHuA
dnyopecueHTHoro curHana (Ct) (pekomeHayeTca MCNonb30BaTb
aBToOMaTMU4yecknin pacyert Ct).

e Hanuume nnm oTcyTCTBME MyTauMu onpegensetca no 3HavyeHuo Ct
(cm. AHanu3 u yyet pesynbTaToB).

e [IKO npeactasnaer coboit Bektop € ydactkamum [HK, Hecywmm

MyTaHTHbIVI annenb nccneayemoro reHa.

2.2 CocTtaB Habopa 1 popma Bbinycka

Habop paccuntaH Ha nposeaeHue 50 TecToB, BKIOYAA NO3UTUBHbLIN U
HeraTMBHbIA KOHTPO/IN.
Habop peareHtoB «MuenockpmH V617F JAK2» BbinyckaeTcs B 04HOM
BapuaHTe UCNONHEHMUA.

Habop peareHtoB «MwuenockpuH V617F JAK2» BbinyckaeTcs B OfHOM
2



KOMMNAEKTalnn.

Ha6op nocCtaBnAeTca B NJ1aCTUKOBOM KOHTeﬁHepe. Bce peareHThbl

pa3nntbl B NJIAaCTUKOBbIE

KOLI,MpOBKOl)'I 3TUKETOK U KpblLWeK.

repmeTnyHble  GNaKoHbI

C UBeToBOW

Bce KOMMNOHEHTHI Ha6opa roToBbl K UCNONb30BaHUIO, B COCTaBe Ha6opa

OTCYTCTBYIOT I'IMOd)MfIVBOBaHHbIe KOMMNOHEHTDI.

B cocraB Habopa BxoauT:

HasBaHue OnucaHue 06bem, MKn Kon-so
(w)

JAK2-W Mpo3payHan 900 1
KUOKOCTb

JAK2-M Mpo3payHasn 900 1
KUOKOCTb

Tag-nonnmepasa Mpo3payHasn 65 1
KUOKOCTb

MonoxKnTenbHbIN Mpo3payHan 200 1

KOHTPO/IbHbIN KUOKOCTb

obpased, (MKO)

OTpuuaTenbHbii Mpo3payHasn 200 1

KOHTPO/IbHbIN KUOKOCTb

obpaseu (OKO)

UHCTpyKumAa no B - 1

NPUMEHEHUIO

MacnopTt - - 1




KoHmpone pabomesi Habopa. Kaxablit Habop cHab)KeH BHYTPEHHMM
KOHTPO/AIEM, KOTOPbIN npeactaBaser coboit cmecb, codeprKallyto
npanmepsl, cneunduyHble K annento AMKoro Tuna reHa JAK2.

YyecmeumesnsHocms. AHanUTUYECKaa 4YyBCTBMUTE/IbHOCTb MeToAa
coctaBnsaet 0,5% OoTHOCUTENbHOWN KOHUEHTpauum mytaumm V617F reHa
JAK2.

CneyuguyHoCmb. AHaNM3 HagEeXHO BbIABAAET TONbKO myTauun V617F B
reHe JAK2. YacToTa BbIABAEHNA MyTaLMii N0 pe3ynbTaTaM TECTUPOBAHUA
6onee 4 TbicAY naumeHTOB C nopospeHnem Ha XMH nonHocTblo
COOTBETCTBYET /INTEPATYPHbIM AAHHbIM. HU3KMe ypoBHU (MeHee 2%)
aNNenbHoOM HarpyskM myTaumMm MOTyT BbIABAATLCA Y AOHOPOB KPOBM (C
yactoto go 0,8%), a TakkKe y NOXWUAbIX MALMEHTOB C CepAeYHO-
COCYAUCTbIMW 3a060NEBAHMAMM N UWEMUYECKUMU WHCYyNAbTamMu (C
yactotoh [0 5%) npu  cMHOPOME  «KNOHANbHOIO remonossa

HeonpeaeneHHoro noTeHymana» unn «cuHapome CHIP»).

1. Habop He coAep’MT BelWecTB M MaTepuanos, Tpebylolmx
obecneyeHmsa  cneuuanbHbix mep 6e3omacHOCTM, U He
npeAcTaBiAeT OMNacHOCTU ANA NoAeld B TeyeHue BCEero Cpoka
rogHoCTHU.

2. XoTA BCe€ KOMMOHEHTbl Habopa HETOKCUYHbI ANSA Ye/NoBEeKa B
MCMONIb3YeMbIX KOHLEHTPALMAX NPU UX NONaAaHMM Ha KOXKY WU
cAmsncTble 060/I0YKM MECTO KOHTaKTa HeobXxoAuMMO NPOMbITb
60bLLIMM KOIMYECTBOM BOAbI, MOCKO/IbKY B PEAKMX CyYanX MOMKeT
Habao4aTbCcA MHANBUAYANbHANA TMNEPYYBCTBUTENIbHOCTb.
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10.

11.

MoTeHUManbHbIN PUCK NpUMeHeHna Habopa — Knacc 26 (Mpwukas
MuHuctepctea 3gpaBooxpaHeHns Poccuickon degepaumm ot 6
nioHA 2012 r. Ne 4H).

Mpn  uncnonb3oBaHMM Habopa Heob6XoAMMO  MOJ/b30BaTbCA
04HOpPa30BbIMKM NepYATKAMM, UCNONb30BATb N MEHATb NPU KaXK 40N
onepaunM OOHOPa30Bble HAKOHEYHMKM ANA aABTOMATUYECKMUX
NMUNETOK C a3p030/iIbHbIM 6apbepom.

OpaHopa3oBylo NAacTUKOBYH Mocyay Heobxoammo cbpacbiBaTb B
CNeunanbHbli  KOHTEMHEP, cogeprKalui ae3nHomumpyowee
CpeacTBo, KOTOpoe  MOMeT  OblTb  MCMNONb30BaHO  ANA
ob6e33apaxkmMBaHNA MeaANLMHCKUX OTXOA0B.

He ponyckaeTca Mcnonb3oBaHME OOHUX U TeX e HAaKOHEYHMKOB
npu gobaBneHnn pasHblx 06pasyoB.

AHanus npoBoaMTCA B ABa 3Tana B ABYX OTAE/IbHbIX MOMELLEHUAX
(30Hax).

Bce nabopatopHoe ob6opyaoBaHMe, B TOM 4UCAE TUMETKMY,
LITAaTMBbI, labopaTopHaAa nocyaa, a TakxKe Bce paboyne pacTsopbl
OONHbl ObITb CTPOro CTaUMOHAPHBbIMK. 3anpeLLaeTca UX NnepeHoc
13 04HOro NOMeLLEHMA B Apyroe.

MoBEPXHOCTU CTO/I0B, @ TaK}Ke MOMELLLEHUSA, B KOTOPbIX MPOBOAUTCA
nocraHoskKa lMLP, 4onKHbl 06A3aTebHO A0 Havyana U Nocse Havana
paboT 061y4aTbCA yAbTPAPUONETOBLIM CBETOM.

Bce ucnonb3oBaHHble OA4HOPa30Bble MaTepuanbl NoaBepraTb
06paboTke AE3VHOULMPYIOLWMMU CPeacTBamu C NocaeayoLemn
yTUAN3aUMEN.

Mpu pabote c Habopom sBnsetcs obss3atenbHoe cobaloaeHue
TpeboBaHui, nsnoxeHHbix B TOCT P 52905-2007 «J/labopaTopuu
MeguunHcKkMe. TpeboBaHMA 6e30MacHOCTUY, YTBEPMKAEHHOM

Mpukazom  PepepanbHOro  areHTCTBA MO TEXHUYECKOMY



peryaMpoBaHunio U MeTpoaorum ot 27 aexkabpa 2007r.

AMNANOUKATOP AETEKTUPYIOLWMNA.

MuKpoueHTpudyra Tna «BopTeKke».

CTepubHbIA NaMUHaPHbIM WKad.

XonognnbHUK € MOPO3UIbHOM Kamepoit oT -24 o -16°C.

vk W

OpHOpa3oBble HAKOHEYHMKN N5 NUNETOK nepemMeHHOoro obbema c
a3p030/ibHbIM bapbepom Ao 10 mkna, 100 mkn 1 1000 mkn

6. OpaHopas3oBble MNOAUMNPOMNUAEHOBbIE 3aBMHUYMBAlOWMECH WM
NNIOTHO 3aKpblBatoLLMECA MUKPONPOBMPKM 0bbemom 1,5 ma.
OTAenbHbIN XanaT M 0A4HOPA30BblE PE3NHOBbLIE NEPYATKU.
CtepuibHble Mukponpobupkn ana MUP ob6bemom 0,1 - 0,2 mkn.
ABTOMATUYECKME NUMETKN NEPEMEHHOro 06bema.

B kauectBe obpa3sua Heobxoammo ucnonb3oBaTb reHomHyr [HK,
BblAENIEHHYIO U3 nepudepuyeckor KpPOBM WAM KOCHOFO MO3ra.
Bo3morkHO ncnonb3oBaHue OHK, BblAeNeHHON U3 CyXUX NATEH KPOBM
(DBS), cobpaHHbIX Ha FTA KapTax.

TpaHcnopTupoBaHne  Habopa  Heobxoaumo  npou3BoguTb B
TEPMOKOHTEMHEPAX C XNaf03/eMeHTaMu He Aonyckaa A/IMTeNbHOro

(bonee 12 yac pasmoparkmBaHuA). Heobxogumo  usberaTb
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MHOTOKpPaTHOro (6onee 20 LUMKNOB) 3aMopaXKMBaHUA-
pa3MoparKnBaHuA. MepeBo3Ka Habopa peareHToB  MOMKeT
NPOU3BOAUTHLCA BCEMM BUAAMMN KPbITOrO TPAHCMNOPTa Npu cobaoaeHnn
HeobXoAMMbIX TEMNEPATYPHbIX PEXKUMOB B COOTBETCTBMM C NPaBUIaMU,
YCTaHOB/IEHHbIMM Ha AAHHOM BMJE TpaHcnopTa. XpaHeHMe Habopos
[OJ/I)KHO OCYLLECTBNATLCA B YNaKoBKe MpPeanpuATUA-U3roToBUTENS B
CYXOM, 3aLMLLIEHHOM OT CBETa MecTe C cobntogeHnem HeobxoanmMblx
TeMnepaTypHbIX PEXMUMOB.

Habop peareHTOB, TPaAHCNOPTMPOBABLUMMCA MWAM XPaHUBLUMIACA C
HapyLeHMeM TeMNePaTypPHOro pexuma, MPUMEHEHMIO HE NMOANEXKMUT.

CpokK rogHocTv Habopa coctaBnaeT 12 mecaues ¢ AaTbl NPOU3BOACTBA
npu cobsoaeHnn yCcnoBUIA TPAHCMOPTUPOBKU U XpaHeHusA. Henbss
MCnonb30oBaTb HAabop Noc/ne YCTaHOB/IEHHOM AaTbl OKOHYAHWSA CPOKa
rogHoctu. CpoK rogHoCTM U YCNOBUA XPaHEHMA BCKPbITbIX peareHToB
COOTBETCTBYIOT CPOKY FOAHOCTU U YC/IOBUAM XPaHEHMA, YKa3aHHbIM Ha

3TUKETKE /19 HEBCKPbITbIX peareHTos.

Habop npeaHasHayeH pAna nNpodeccroHaNbHOro MPUMEHEHUA U
[ONKEH UCMONb30BaTbCA OBYYEHHbIM MEPCOHANOM, MMEILLMM OMbIT

BbinosHeHuA MNP TecToB.

10.1 MoaroTtoBKa peareHTOB

Bce KOMNOHEHTHI Ha6opa rOTOBbI K NCMOJ/Ib30BaHUIO.



10.2 Mpouepypa TecTMpoBaHUA

1. [loBecTn BCe KOMMOHEHTbl Habopa 40 KOMHATHOW TemnepaTypbl,
Kpome Tag-nosnmepasbl, TWATENbHO NepemellaTb Ha BOPTEKCe.
LleHTpudyrmposatb 5 cek npu 5 Tbic 06/MUH Ha MUKpoLEeHTpUdyre
Ana cbpoca Kanesb € KpblLeK Npobupok.

2. MNoarotoBuTb HeobxoaMMble 06bEMbI peakLMOHHOM cmecn gnsa N
npob cornacHo Tabnuue 3. B pacyet BKAtoYeHbl NocTaHOBKM OKO 1
MKO. TwaTtenbHO nepemellaTb Ha BopTeKce. LleHTpudyrmposatb 5
ceKk npu 5 Tbic 06/MNH Ha MUKpoLeHTpudyre ans cbpoca Kanenb C
KpbILeK NPo6bMpPoK.

Tabnunua 3. Pacyet Heobxoammoro Konundectsa lMNLP-cmecelt ans
aHanusa N-npob

HasBaHue Kon-so Taq-
Kon-Bo cmecu, mkn
cmecum nonvmepasbl, MK
JAK2-W (N+2)*15 (N+2)*0,5
JAK2-M (N+2)*15 (N+2)*0,5

Tag-nonumepasy HeobxoAMMO WCMONb30BaTb HEMOCPEACTBEHHO M3 MOPO3U/IbHOW Kamepbl. [ocne
fobaBneHna B pPeaKUMOHHble CMecu HemeANleHHO ybupaTb B MOPO3UAbHYIO Kamepy. He
pasmopaxusaTtb!!!

3. Otobpatb HeobxoaMMoe KOAM4YecTBO MUKponpobupok ans MMLUP.
PacueT KonnuyectBa MMKPONPOBMPOK OCYLLECTBAAETCA UCXOAA U3
TOro, 4YTO Kaxapli obpasey, uccnegyetca B aAsyx [LP-cmecax
(«JAK2-W», «JAK2-M»), Kpome TOro, ocyLlecTBAsAEeTCA NOCTaHOBKaA
MKO n OKO (tabnanua 3) ana Kaxkaon cmecu.

4. BHecTM B Kaxayt MuKponpobupky ana MUP no 15 mkn
COOTBETCTBYIOLLEN PEAKLMOHHOWN CMecCH.

5. Paamopo3unTtb nccnegyemolie obpasupbl, NMKO n OKO.

6. BHecTM B NpPoOMPKM C peakUuMOHHbIMKU cmecammn no 10 mKn



uccnegyembix obpasuos  [AHKL, MNKO u OKO, wcnonbsya
HAaKOHEYHUKMK C a3p030/IbHbIM 6apbepom. MpobupKn
KpaTKOBPEMEHHO NepemeLlaTb Ha BOPTEKCe.

. NMomecTnTb NPobUpKN B amnandukatop. YCTaHOBUTb Nporpammy

amnanouKaumm m getekumm GAyopecueHTHOro curHana (cm.

Tabnnuy 4).
Tabnnua 4. Npotokon MLP
LUunkn War MoBTOpOB Bpems Temnepa- Kamepa
Typa
1 5 MUH 95°C
2 50 15¢ 95°C
60 c 60°C BkntoueHa
(kaHan FAM)

YCTaHOBUTL cnegyrouwme KaHanbl CHUTbIBAHUA d)l'IlOOpeCLI'eHLI'MMi

Cmecb «JAK2-W»:

e FAM — reH JAK2 «AUKUI TUN».

Cmecb «JAK2-M»:

e FAM — myTauma V617F B reHe JAK2.

10.3 AHanus u yuyer pe3ynbTaTtos

MonyyeHHble p[aHHble — KpWBble HAKoNAeHua ¢GyopecLeHTHOro

CUrHana aHaAn3npyrTca € NOMOLbHO MPOrpaMMHOro obecneyeHus

ncnonb3yemoro npubopa ansa nposegeHus MNLUP B pexxnme «peasnbHOro

BPEMEHW» B COOTBETCTBUM C MHCTPYKLMEN K Npnbopy.

1 PekomeHayemoe KomMuecTso BHOCHMMOMN B cmech [JHK HaxoauTca B gnanasoHe 20-

100 Hr.
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1. Onpepenutb noporosbit umkn (Ct) anA Kaxaon npobupku.
PekomeHayeTcA aBTOMATMYECKUI pacyeT NOpOrosoro uuknaa. Mpu
Hannunme HennHenHon obnactu GAopecLeHUNMN HA NepBbixX
umknax [UP pekomeHayeTcs BOCMONb30BAThCA  QYHKLUMEN
nporpammHoro obecnevyeHua gnsa yoaneHUA nepBbiX HECKObKUX
uuKnoB amnamdukaumm. Hanpmumep, B NpOrpaMMHOM KOMMeKce
CFX Manager (ana npubopos Bio-Rad CFX) BblbpaTb B MEH0
«Settings->Cycles to Analyze» v ycTaHOBUTb Ha4a/bHbIN LMKA,
Ha4YMHaoWMIcA B IMHENHOM obnacTu.

2. Moporosble uukabl OKO ponxkHbl 6bITb 60nee 35*, MHaye
pe3ynbTaThbl BCEX  uccnedyemblix — 06pasuoB  cuYMTAtOTCA
HeA0CTOBEPHbIMU.

3. MMoporosbilt LMKA Bcex Npobupok MKO aonxeH bbiTb meHee 357,
MHaye pe3ynbTaTbl BCEX MCCAeayemMblXx 00pasuLoB CyYMTAOTCA
HEeA0CTOBEPHbIMMU.

4. [Ons Bcex uccnegyemblx npob noporosBbii UnKn cmecn JAK2-W
pomkeH 6biTb meHee 30°. HecobniogeHnne 3TOro  ycnosua
yKa3blBaeT Ha masoe konuyectso AHK, nobasneHHoe B Npoby.
HeobxogmMmo noBTOpPUTL MCCnepoBaHWE KAMHUYECKOro obpasua ¢
3Tana 3KCTpPaKuMu. Bo3moxKHble NpuyunHbL: oWwKnbKa B npoueaype
06paboTKM KAMHUYECKOrO MaTepurana, npueeaLas K notepe AHK,
nAn nHrnbmposanue MLUP.

5. Toporosbie UMKAbI BCeX NPOBUPOK He AO0/MKHbI BbiTb MeHee 157
HecobntogeHne 3TOro ycnoBuA YyKasbiBaeT Ha W3ObITOYHOE

konnyectso AHK, nobasneHHoe B npoby. Heobxoanmo noBTOpPUTL

* - BeNMuMHa 3TOro NapameTpa 3aBUCUT OT MCMO/b3YeMOi Moenn amnanduKaTopa.
B HacToALen MHCTPYKUMKN NpuBeaeHbl 3HaveHus ana npmubopa CFX96 (BioRad).
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aHanu3 c npeaBapuTenbHbim passegeHnem AHK.
Ons pacyeta annenbHoi Harpysku mytaumm V617F Heobxoammo

BOCNONb30BaTbCA GOPMYION:

100

V617F,% = 1 + 2Ct FAM(cmech JAK2—M)—Ct FAM(JAK2-W)

Mpu 3HauyeHUM annenpHo Harpysknm > 0,5% npoba cuuTaetcs
NoNoXUTenbHoM No mytaumm V617F JAK2.

Hacmosawuli 8bicoKoyyscmeumensHbili  aHaaumu4vyeckuli  memood
r0380s14em 8biA8a14mMeb KA0H V61 7F-noanoxcumesnbHbIX KAEMmMOoK 8 Kposu
y modeli 6e3 o0OHKoeemamosozauyecKkoeo 3abonesaHus, 4Ymo
pacuyeHU8aemcs Kak «K/AOHA/AbHbLIU 2emMornos3 HeornpeoesneHHo20
(nponugpepamusHo2o) nomeHyuana» (clonal hematopoiesis of
indeterminate potential — CHIP), unu CHIP-cuHdpom. B 2008 200y 6bis10
rnokasaHo, 4mo passumue XMH u OJdanebHeliwasa npoepeccus
omoesbHbIX KAUuHUYeckux ¢opm 3abosiesaHUA 3asucum om ypoBHA
annenvHol Haepysku JAK2V617F. [lpu 3mom 8bICOKUlU pucK
mpaHcgopmMayuu KaemoKkK ¢ nepexodom om 6eccumnmomHo20
Hocumenscmea Mymauuu K MpoABAeHUK KAUHUYECKUX MMPU3HAKO8
3a6onesaHUA omMmeYeH rpu Haz2py3Ke, rnpessiuiaroweli yposeHo 0,8-
1,0% mymarHmHol [HK e obpasuye Kposu.
B nepugpepuyeckoli kposu nauyueHmos c¢ JAK2V617F-no3umusHsim
CHIP, He umerowjux cumMnmomos 2emamorsio2u4yecko2o 3a60s1e8aHuUA,
moz2ym eblisenameca om 0,01% 0o 1% mymuposaHHbix [HK-
coo0epHauux Knemok.
lpu amom 8axcHO ommemums, YMo KAUHUYECKU 3HAYUMbIM YPOBHEM
annenvHoli Haepysku JAK2 V617F sensemcs yposeHb bosnee 1% 6
nepughepuyeckoli Kposu. TosnbKO npu mMakom pesynemame U
coomeemcmayrwux KAUHU4YeCKUX OaHHbIX Moxcem b6bimb onpedesneH
0ua2HO3 U HA3HAYEHO fleYeHue.

11



1200

1000

800

600

400

®D1yopecieHIHs

200

007009131

PucyHok 1. Mpumep KpwBbIX HakomnieHua GayopecueHTHOro curHana B
npobax ¢ mytaumein JAK2 V617F n 6e3 mytaummn JAK2 V617F: KpacHbIM LBETOM
0603Ha4yeH naumeHT ¢ myTaumein JAK2 V617F, cuHum uBeTom nauueHT 6e3
myTaummn JAK2 V617F; 1 — cmecb JAK2-W, kaHan FAM; 2 — cmecb JAK2-M,
KaHan FAM.

[aHHbI TecT paeT Ko/IMYEeCcTBEHHble pe3ynbTaTbl M MOKasbiBaeT
npucyTCcTBME MyTauuii B 0bOpasue, YTO, OAHAKO He [AO/KHO
PaccMaTPMBaTbLCA Kak e AMHCTBEHHbIW KPUTEPUIA ANA AMArHOCTUKM XMH.
TaK Xe, Kak 1 npu 11l060M ApYrom AMarHoCTUHECKOM TECTUPOBaHUMU, BCe
pe3ynbTaTbl AOMXHbI 6biTb MHTEPNPETUPOBAHbLI BMECTe C APYrvMmMu

I'IaGOpaTOprIMVI N KIMHUYECKUMUN OaHHbIMW.

Mpn pabote c uccneayembiMn obpasuamuM U OTXo4aMu cheayet
cobnogaTb Mepbl NPefoCTOPOXNHOCTM, MPUHATbIE nNpu paboTe c

NnoTeHUManbHO MHd)eKLI,I/IOHHbIM maTepmraaiom.
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OcHOBHble npaBuaa paboTbl M3N0XKeHbl B «MHCTPYKUMM MO mepam
NPOdUNAKTUKN pacnpoCTpaHeHNA UHPEKUMOHHbIX 3aboneBaHuit npu
paboTe B  KAMHWKO-AMArHOCTMYEeCKUX nabopatopuax nevyebHO-
NPOOUNAKTUYECKUX YUpPEXKAEHUIY, yTBEepPKAEeHHOU MuH3apasom CCCP
17 auBapa 1991 r. M meToAMYECKUX YKasaHumax MY-287-113
(«MeTogmuyeckme ykasaHuA No aAe3nHbeKLmm, npeacTepmuam3aLMoHHOM
OYUCTKE WU CTepUAn3auUn U3LeNNN MeAMUMHCKOTO Ha3HAYeHUAY,
YTBEPXKAEHHbIX AEeNapTaMeHTOM roccaHanuaHaglopa MuHsgpasa PO
oT 30.12.1998 r.). Hopmbl KOHTpONsA, Ae3NHOEKUMU U YyTUAU3auUK
nsnoxeHol B  [locTtaHoBAeHUM  [NaBHOroO  rocyAapCTBEHHOro
caHuTapHoro Bpaya PP ot 9 aekabps 2010 r. Ne163 «O6 yTBEpKAEHUMN
CaHlunH 2.1.7.2790-10 «CaHMTapHO-3NNAEMMONOTMYECKME TPebOBaHMA
K 0bpaLeHmnto C MeANLMHCKMMWN OTXO4aMMN».

Jde3nHbeKkumio, a Takke YyTUAU3aUMIO WAW YHUUTOXKeHue Habopos
peareHTOB M OTXOA0B cneayeT NpPoBoAnTb B cootBeTcTBuM ¢ CaHluH
2.1.7.2790-10 «CaHuTapHO-3anuaemuonornyeckme TpeboBaHuA K
obpaweHnio ¢ MeaguUUMHCKMMM  oTxogamm» n  MY-287-113
«MeToaunyeckune ykasaHua no gesmHdekumm, npeacrepmin3aLmoHHOM
OYMUCTKE U CTePUNM3ALNM U3LENUA MEAUUNHCKOTO HAa3HAYEHUAY.

Bo3MmoOXKHble TUMbl OTX0A0B:

. BCE KOMMOHEHTbI Habopa peareHToB, ocTaBLuMecn
HEMCNONb30BAHHbIMM MO UCTEYEHUM CPOKa TrOAHOCTM Habopa
peareHTOB, M yNaKoBo4YHasA Tapa (Knacc A);

* 1CNO/Nb30BaHHblE B Xo4e paboTbl Habopa peareHTOB KOMMOHEHTbI
(knacc B);

* BblaeneHHaa [HK B antoupylolem pactBope, He Ucnonb3yemas as
AaNbHeNLWMX nccnenoBaHU UAN apXMBHOTO XpaHeHus (Knacc b);

« amnnndukat, obpasosaslmiica nocse nposeaeHua MUP-PB (knacc B).
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KomnoHeHTbl Habopa peareHTOB, OCTaBLUMECA HEMCNOIb30BAHHbIMM MO
NCTEYEHMN CPOKA rOAHOCTU, MMEKOT K/1IacC ONACHOCTM A HAa OCHOBaHUM
CanluH 2.1.7.2790-10 «CaHUTapHO-3NuAemmonormyeckme TpebosaHua
K 0bpaLeHmnto ¢ MeANLMHCKMMWN OTXO4aMMN».

C60p 0TX0408 KNacca A ocyLLecTBAAETCA B MHOFOPa30Bble EMKOCTU UK
OAHOpa3oBble MakeTbl. LiBeT nakeToB MoxKeT 6ObiTb ntoboK, 3a
WCKNIOYEHNEM  KENToro W  KpacHoro. OpHopasoBble  NaKeTbl
PacnonaraloTCa Ha CneLmanbHbIX TENEXKAX NN BHYTPM MHOTOPA30BbIX
KOHTelHepoB. EMKoCTM gns cbopa OTXO40B U TENEKKN AOMKHbI ObITb
npomapkunposaHbl "OTxoabl. Knacc A". 3anofHeHHble MHOropa3oBble
€MKOCTW UM O4HOPA30Bble NAKEeTbl AOCTABAAOTCA C UCNOAb30BaHMEM
CpeacTs Manon MexaHuW3auMuM U Neperpy)KatoTca B MApPKMPOBAHHbIE
KOHTelHepbl, NpeaHa3HavyeHHble ana cbopa OTX0A40B AAHHOrO Kaacca,
YCTaHOB/IEHHbIE Ha CNEeLMaNbHOM NaoWwaaKe (MomeLeHUn).
KoMnoHeHTbl, ncnonb3oBaHHble B xoge paboTbl Habopa peareHToBs, U
BblgeneHHaa [HK B antoupyowem pactBope, He MCNoONb3yemas AnA
AANbHENLIMX UCCNeAO0BaHUMA M apXMBHOIO XpPaHEHUA, MMEKT Knacc
onacHoctm b Ha ocHoBaHun CaHlunH 2.1.7.2790-10 «CaHuTapHO-
anMaemmonornyeckme TpebosaHMsa K 0DOpaLLEHUID C MeAULMHCKMMMU
OTXO4aMM».

Otxombl Knacca b nopgnexxat obasatenbHomy ob6e33apakMBaHUIO
(mesnHobekummn)/obessperknBaHuUIo. Bbibop meToaa
obe33apaxunBaHuna/obe3BperkMBaHUA OMNpPeaensieTcs BO3MOMKHOCTAMM
opraHusauuu, OCYLLEeCTBAAIOLLEN MeOULMHCKYO n/mnm
bapmaLeBTUYECKYIO [eATeNIbHOCTb, M BbINOAHAETCA Npu pa3paboTke
cxembl 06paLLeHMA C MEAULIMHCKMMM OTXO4aMU.

OTtxopbl Knacca b cobupatotca B 04HOPa30BYO MATKYH (MakeTbl) Uau
TBEPAYIO (HEMPOKabiBaeMyto) yNaKoBKY (KOHTEMHEpPbI) KeNToro useTta

WU MMEoLLME XKENTYI0 MapPKMPOBKY. BblGOp ynakoBKM 3aBUCUT OT
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MOpPdOI0rMYecKkoro coctaBa 0TXo40B.

Ona cbopa oOpraHWYEcKUX, MUAKUX OTX040B Knacca b [o/KHbI
MCMONb30BaTbCA OAHOPA30Bble HEMpPOKa/biBAaEMble BNArocTorikune
€MKOCTU C  KpblWKOM  (KOHTelHepbl), obecneymBawolen  ux
repmeTusaLmio U WUCKAYaoWEN BO3MOXKHOCTb CaMOMPOM3BOJIbHOMO
BCKPbITUA.

He npumeHumo.

He npnmeHunmo.

MpepnpuaTMe-U3roToBuTeNb  rapaHTUpPyeT CcooTBeTCTBME  Habopa
TpeboBaHMam TY npu cobaofeHUn yCNoBUIA TPaHCNOPTUPOBaAHMUA,

XpPaHEHUA U NPUMEHEHMUA.

Mo Bonpocam KayecTsa Habopa cneayeT obpauwatbcs B 000 «Popmyna
reHa» no ¢akTnyeckomy agpecy: 660036, Poccus, r. KpacHoapck, ya.
AKagemropogok, a. 50, ctpoeHue 45, opuc 102, Ten. +7(391)290-55-13,

e-mail: mail@formulagena.ru.
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