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II0 IPUMEHEHUWIO HABOPA PEATEHTOB
JAJIA OITPEAEJEHUAA 25 MYTAI_[I/Iﬂ BTEHE CFTR MYKOBUCIINAO0O3A)
METOAOM JHK-MUKPOUUIIOB
«MykoBucuuaos-buoUunn»

1. HABHAYEHHME

1.1. luarHoctudeckuit Habop «MykoBucuuno3-buoUuny» npenHasHaueH AJis BHIABICHUS MyTallUi B
rene CFTR, Hanuuue KOTOPBIX MPHUBOJIUT K Pa3BUTHIO HACJICACTBEHHOTO 3a00JIEBaHHS MYKOBHUCIUIO3
(MB). HaGop mno3BoyisieT €IMHOBPEMEHHO MAETEKTHUPOBaTh 25 HauboJiee YacTo BCTpPEHAIOLIUXCSA Ha
tepputopuu Poccuiickoit ®denepanuu MyTanuii, CBA3aHHBIX C Pa3BUTHEM TsDKENIOro (EHOTUNA ITOTrO
3a0oneBanus (Tabauua 1).

1.2. MB - MmoHorenHoe 3aboJjieBanue, o0ycioBieHHoe myTanueit rena CFTR (MyKOBHCIIHIO3HOTO
TpaHCMEMOpPAHHOTO PETyJsATOpa) W XapaKTEpHU3YIOIleecs MOPaXKEHUEM HK30KPUHHBIX JKeJe3 KMU3HEHHO
BaKHBIX OpraHoB M cucteM. MB - onHo u3 Hambosiee pacnpOCTpaHEHHBIX TSKEIbIX HACJIEICTBEHHBIX
3a0oneBanuii. Cpeau mpeAcTaBUTENEH €BPOMEOUIHON pachl B CpelHEM HOCHTENIEM MYTAaHTHOW alienu
rena CFTR sBnsercs Kaxiwlii 25-if denoBek. HeoOXOOUMOCTh paHHEH JMArHOCTUKH MYKOBHCIIHI03a
OTpezeNseTcs CIeayIIuMu pakTopamu:

* panHee Hauanmo JjeyeHuss MB obOecneunBaer Oosiee BBICOKHI TepamneBTUYECKUU HPGPEeKT u
yJIy4lllaeT MpOrHo3 TeueHus 3aboJieBaHus;

* CBOEBpPEMEHHAs IMOCTAaHOBKA JMAar€Ho3a BHOCHUT SICHOCTh B NMOHUMAaHHME POJUTENSMH COCTOSHUS
pebeHKa M TMO3BOJSAET MM M OOJBHOMY BOBpPEMs aJalTHPOBATHCS K TPYIHOCTSAM, CBSI3AHHBIM C
XPOHUYECKUM 3a00JIEBaHUEM;

* CBOEBpPEMEHHAs IOCTaHOBKA JMarHo3a OOOMM pOIUTENSIM O HOCUTEIbCTBE MYyTaHTHOPO rena
CFTR 1io3BoJsieT ceMbe BOBPEMS PEHIUTh HEOOXOAMMBIE BOMPOCHI, CBSI3aHHBIE C POXKICHUEM 3I0POBOTO
pebenka (reHeTHYECKOE€ KOHCYJIbTHpPOBaHUE, MpeHaTaldbHas auarfHoctuka MB, mmanupoBanue
nocieayouux 6epeMeHHocTel);

* OTCPOYEHHOCTb [JMarHo3a, a CJeAoBaTeIbHO, M OTCYTCTBHE aJ€KBAaTHOW Tepamuu, MOXKET
MPUBECTH K Pa3BUTHIO HEOOPATHUMBIX MAaTOJOTHYECKUX U3MEHEHUN B JIETKUX;

* IIpU OTCYTCTBUM JICUCHHUS HApPYIICHUS CO CTOPOHBI JKEIYIOYHO-KHUIIEYHOTO TpaKTa MOTYT
MPUBECTH K HEJOCTATOUHOCTH MUTAHUS U 3HAYUTEIBHOMY OTCTABaHUIO B (U3UYECKOM PA3BUTHUH;

* HECBOEBPEMEHHOCTb IIOCTAHOBKM JuarHo3a MB wMoxxeT OBITh coONpsbKeHa C H3JIUIIHUMU,
CJIIOKHBIMH, JOPOTOCTOSILIUMH JIHATHOCTHYECKHUMU U JIEYEOHBIMU MEPONPHUSITUIMHU, CBA3AaHHBIMH C
JICYEHHUEM OCJIOKHEeHHI MB.

3NEKTPOHHAS KONHA 0GOPMAEHA IEHTPOM HCMIbITAHI W PETUCTPALIMI MERHLMHCKUX H3ENHIA



Ta6nuna 1. Myranuu B rene CFTR, neTeKTUpyeMbIe JHATHOCTUYECKUM HA00pOM

«MyxoBucuuao3-buolun »

Myranus YacTtoTa cpeau BceX HOCUTEIIEH
myTtanuii B rene CFTR (%)
F508del 64,7
Del ex2-3 8,8
2143delT 2,0
G542X 2,0
G551D 1.9
2184insA 1,8
W1282X 1,6
NI1303K 1,3
3732delA 1,2
10 1717-10A 1,0
11 1677delTA 0,8
12 2183AA-G 0,8
13 S1196X 0,8
14 3821delT 0,8
15 R553X 0,8
16 1078delT 0,7
17 1507del 0,7
18 2789+50A 0,7
19 R1162X 0,6
20 3849+10kbOT 0,5
21 G85E 0,4
22 621+1G>T 0,4
23 R347pP 0,3
24 R347H 0,3
25 R334W 0,2

1.3. Habop npeaHazHavyeH TOIBKO JJIsI IPUMEHEHUS I Vifro.

1.4. Habop «MyxkoBucuuno3-buolum» Moxer ObITh MCIOIB30BAaH B KIMHUYECKOW MOJIEKYJISIPHO-

¢ TreHeTHYEeCKOW AMArHOCTUKE IS BbBIBICHUS HOcHTENbCcTBA MyTanuii B rene CFTR.

1.5. Pe3ynbTaThl, NOJYYE€HHBIE C TIOMOINBIO JUAarHOCTHYECKOro Habopa «MyKoBHCIHI03-
buoYumny», AOJKHBI MHTEPHPETUPOBATHCS CIEIHATUCTAMHU TOJIBKO B KOHTEKCTE OOILIEeH KIMHHUYECKON
kapTuHbl. [Ipou3BoaMTENb HE TapaHTUPYET OTCYTCTBUs MyTanuii B reHe CFTR, He BXOASIIUX B IaHENb
Habopa «MyxkoBuciua03-bruodumny.

1.6. HaGop agantupoBaH s npuMeHeHus Ha Tepputopuun Poccuiickoii @enepanuu u ctpan CHI.
YactoTa aHaTM3UPYyEMBIX C MOMOIIBIO JUArHOCTUYECKOTo Habopa «MyxkoBucuugo3-buoum» myramuii B
rene CFTR MOXeT BapbUpOBaTh B PAa3HBIX MOMYJISALUAX.

1.7. Ogun HaOGop paccuuTaH Ha mpoBelneHue aHanusza S5 win 10-tu kauHHYeckux obpasunoB JHK
MalKUEHTOB.

2. XAPAKTEPUCTUKA HABOPA

2.1. MpunHuun geiicTBus

Uccnenyemsbrit ananut - 25 myranuii B rene CFTR (Ta6nuna 1).
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I B OCHOBE aHalM3a JIEKUT METOJ OOpaTHOW rubpuau3alMi Ha OMOYHUIE: CUHTETHYECKas MUIIEHb
MMMOOMIIM30BaHa Ha Owuouune, a 30HAOM sBigeTcs MeudeHbli 1uanuHoMm (Cy5) IILP-npoaykt
(Pucynok 1).

ANTOpUTM NpPOBEAEHUS aHAIU3a:

L. Amnupukanus uaTepecytomux ¢pparmenro JJHK mamuenrta B xone nByxcraguiiHon
nosiuMepaznoil uennoi peakuuu (I1LP).

2. I'uGpunuzanus nonydeHHsix npoaykros [1I[P Ha tBepmoii daze (Ououwnme).

3. CkanupoBanue (GayopeciueHuu Onouura.

4. AHanu3 pe3yJbTaToB.

MeueHbIH AynaeKc

Teépnas dpasa

Pucynok 1. [Ipunuun metona oOpaTHOM rubpuan3alud Ha OUOYHIIE

ABCDEFGH I

ur e (1))
AAM *

HOPMA MYTALIU

Pucynok 2. CxemaTuyeckoe nu3odpaxxeHue onounmna
CneBa: Buemrnuit Bug 6uounna. 1-4 - dersipe konuu Ouovuna.

Cnpara: YBenudyeHHOe H300pakeHue Owounmna. Bce MuiieHu HaHECEHBI B BHUJE IMAPHBIX
touek. Ilome Al - ES5 cocraBimsror mMumenu gukoro tuma. Ilome F1 - J5 cocraBisaior
MyTaHTHbIe MumieHH. [Tocnenunii cTonber K - KOHTpOIb I MO3UIIMOHUPOBAHUS MACKH.
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2.2. CocTaB Habopa

Jnarnoctudeckuit Habop «MykoBucnI03-bruoYum» cocTOUT U3 IByX KOMILJICKTOB - KOMIIOHEHTOB
JUBI TPOBEICHUS TTOJIMMEPA3HOU IEMHON peakinu U Habopa i THOPUIU3AIIN Y.

Cocras Habopa «MykoBucuuao3-buodum»

Kom- O0bem B VYcenoBus
Ha3sBa-
e KoMmnonent Tun dacoBku BO, npobupke  XpaHeHUs
IUT. /pnakone,
KommoHeHTHI 1St MpOBEACHUS MOJUMEpa3HON IEMHON peaKIuu
. MukponpoOupku ¢
Al-AS Cumecn npaiimepos KPacHBIMH KPBILIKAMU; 5 o -18...-22°C
s ITP1. 20 MK
0,5 M
.
B1-B6 mpaiimepoB aing POTIPODHP 6 © -18...-22°C
3€JIEHBIMU KPBILIKAMU; 20 MK1
[TLHP2.
0,5 M
Muxkponpobupxka ¢
Ab AMUHHH(I)HKaHHOH 0eCLBETHOM KPBIIIKOM; 1 1,2mn -18...-22°C
HBII Oydep
1,5 mi
MuxkponpoOupka ¢
II JHK-nonumepasza JKENITOM KPBILIKOM; 1 20 mxn  -18...-22°C
0,5 M
KomnonenTs! 1y1s rubpuausanuu
Buouun nomeuiexn B
MJIACTUKOBYIO
TUOPUAN3ALHOHHY IO
Kamepy U repMeTUYHO
buounn buounn 3amnasH B 5 -18...-22°C
METaJNIU3UPOBAHHY IO
MJACTUKOBYIO YIAKOBKY
C UHEPTHOU CpeIoH.
(- Crexiio - 75x25x1 mm. Vv
Kavepa I'mb6puanzanmonnas  [linactukoBslid GyTIsp; 5 18..22°C
KaMmepa 70x34x2 MM
BB bnokupyromwuii ®nakon ¢ 3eIeHOH > Mo 50 Mt -18...-22°C
oydep KpBIKO; 50 M
IE I'mbpuansannonnsii  dnakoH ¢ seneHoi 1 10 st 18 -22°C
-Oydep KpbIIKOM; 13 mi

lIpumeyaHue: bnokupyrownd u rubpuan3aLnoHHbIi 6ydepsl MOXHO XPaHUTb OTAEAbHO rpu
Tremneparype +2..J18°C.

3. AHAJINTUYECKHUE U JUATHOCTUYECKUE XAPAKTEPUCTUKHA
3.1. AHanuTH4YecKass YYBCTBUTEJIbHOCThH

MunuManeHas gonyctumas konmneHntpamnus JIHK B uccieayemom obpasme - 1 Hr/MKIL.
3.2. AHajuTHYecKadaA cnenu(PpUYIHOCTDH

-IlonoXUTENBHBIN KOHTPOJIb: HATUYME BCEX CUTHAJIOB B I0JI€ AUKOTO TUIA U OTCYTCTBUE CUTHAJIOB
B I10JIe MyTalluii IPU MOCTAHOBKE C KOHTPOJIBHBIM 00pa3IioM IUKOTO THUIIA.
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-OTpunaTenbHbIi KOHTPOJIb: OTCYTCTBHE CHUTHAJIOB Ha OMOYHUIIE NP MOCTAaHOBKE TMOPUAM3ALUU C
WCIIONB30BaHkueM TpoAykToB peakiuu [11P2, nposenennoi 6e3 nodasnenus JJHK-maTpunsr uz TP 1.

3.3. JuarnocTuyeckas crieuu(pUuIHOCTD

Jlnarnoctudeckas crnenuuuHocTh Habopa paBHa 95%

4. MEPBI IPEJOCTOPOXHOCTHU

4.1. TloTeHuuanbHBIA PUCK MPUMEHEHUS Habopa - kimacc l.

4.2. Bo uzbexanune kontamunanuu JJHK cTporo pexomenayercs ¢usnyeckoe pasaeicHue mnpe- u
MOCT-aMIUTU(UKAITMOHHBIX 3TANOB: OTIEIbHBIC MOMEIICHUS, OTACIbHbIC XaJlaThl, OTACJIbHBIC MUIETKU U
Jpyrue 1abopaTopHble MaTepUabl.

4.3. TIlpuroroBnenue IIL[P-cmeceil n0MXKHO NPOBOAUTHCS C HMCIOJb30BAHHUEM HAKOHEYHUKOB C
(buIbTpaMHL.

4.4. Bce MaHunyiasuuu ¢ OMOYUIIAMU JTOJKHBI TPOBOJAUTHCS B 3aLIUIIEHHOM OT MbLIA MECTE.

4.5. He ucnonp30BaTh KOMIIOHEHTHI HA0Opa MOciae UCTEUEHUSI CPOKA UX TOAHOCTH.

4.6. Bce koMIOHEHTHI Ha0Opa B UCMOIb3YEMbIX KOHIEHTPALUAX SBISIOTCS HETOKCUYHBIMHU.

47. Ilpm pabore ¢ Habopom crueayer cobmoaate TpeboBanus ['OCT P 529205-2007
«Jlaboparopun menunmuckue. TpeboBanus 6€30MaCHOCTH.

4.8. B nabope OTCYTCTBYIOT KOMIOHEHTHI, COJEepKallue MOTCHIHAIHHO OMacHbIe OMOIOTHYECKUE

AMaTepuansl.

4.9. VYpaneHue HEUCNOJIb30BAHHBIX PEAKTHBOB HEOOXOIUMO TMPOBOJUTH B COOTBETCTBUHU C
tpedoBanusimu  CII  2.1.7.728-99 «IlpaBuna cOopa, XpaHEHHS M YyJAAJICHUS OTXOJOB Jie4eOHO-
MPOQUIAKTUUECKUX YUPEKICHUIN.

4.10. Tlpm pabore c oOpasmamm Ouomarepuasa HEOOXOAUMO PYKOBOJACTBOBaThc MY 287-113
«Meronnyeckne yka3zaHus 1O Je3UH(EKINHU, MPeICTePIIN3aLMOHHON OYNCTKE U CTEPHIIN3AIUN U3ICTHIA
MEIUIIMHCKOTO HazHaueHus» U MY 1.3.2569-09 «Opranuzanus padoThl 1ab0paTOpPUid, MCHOIb3YIOIINX
METO/bl aMIUTM(PUKAIMU  HYKIEUHOBBIX KHUCIOT, Hpu paboTe ¢ MarepuaioM, COJEpKalUM
MuKkpoopranusmbel [-IV  rpynm mnatoreHHocTH» U COOJMIOAaTh CAHUTAPHO-IMUJIEMUYECKHE MpaBUIIa
CII 1.3.2322-08 «be3onacHocts paboTsl ¢ Mukpoopranusmamu III-IV rpynn maroreHHOCTH (OMacHOCTH)
1 BO30YyIUTENISIMU Mapa3uTapHbIX OOJIe3HEI.

5. OBOPYJJOBAHUE U MATEPUAIJIBI

5.1. Oran npoBenenusa amniaudukanuu (I11P)
-ITIP-60kc;
A -ammuipukarop s nposenaenus [P ¢ HarpeBaemMol KpwIIKOW (METOJMKAa aHaIW3a C
Aucnonp3oBaHueM Habopa «MykoBucuunos-buoHun» orpaborana Ha ammiudukaropax MyCycl®’ CFX
(Bio-Rad) u Biometra;
-neaTpudyra/Boprekc tHna «Mukpo-cniun FV-2400» ¢ MakcuMmanbHOW CKOPOCTBIO BpAILICHHS
2400 06/MuH;
-MIUTETKU TOJyaBTOMAaTUYECKUE OJHOKAaHAJIbHBIE CO CMEHHBIMH HAKOHEUHHKAMH C M3MEHSEMBIM
00BEMoM oTOopa kuakocteit: Ha 0,5-10 mxn; Ha 5 - 50 mxo; Ha 20 - 200 MKT;
-ctepuiabHble mpoOupku Ha 0,2 mi wim Ha 0,5 ma s TTLP;
-npoOupKu THNA «dnneHaopdp» Ha 1,5 mr;
-IITaTUB «pabouee mecTto» st npodupok 0,2 win 0,5 mi;
-HaKOHEYHUKH K MUIMETKaM-103aTopaM ¢ GUiIbTpaMu;
-BOJla aMITyJIMpPOBaHHAs WM IEMOHU30BAHHAS;
-TIepYaTKHU PEe3NHOBBIC 03 0OCHIIKY;
-¢punbTpoBanIbHas Oymara,
-XonoauiabHUK papManeBTrueckuii Tuma Sanyo MPR-414F.
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5.2. Jran ruOpuauszannu

-MIUIMETKH TO0JIyaBTOMAaTHUUYECKUE OJHOKAHAJIbHBIE CO CMEHHBIMM HAaKOHEYHHKAMH C M3MEHSIEMbIM
00BEMOM o0TOOpa kuakocTei: Ha 0,5 - 10 mkit; Ha 5 - 50 Mx; Ha 100 - 1000 mKJT;

-HaKOHEYHHUKHU K MUIETKaM-/103aTopaM ¢ PuiIbTpamu;

-BOJIsiHAs OaHs WM THOpHUAM3AIMOHHAA CTaHIUA (IPOTOKOJ THOpUAU3aMU OTpabOTaH Ha CTAHLIUU
HS 400 Pro (Tecamn));

-IIACTUKOBBIN cTakaH o0beMoM 50 mi;

-eMKOCTb CTEKJIsIHHAsI XeJlJIeH1as;

-ueHtpudyra qis crekon Jacran OIlH-3.02 unu ELMI CM-6;

-npobupka Ha 40 M1 15 HEeHTPpUPYTUPOBAHUS CTEKOT;

-IIEpUYaATKH PE3NMHOBBIC 0€3 OOCHITIKHU.

5.3. JTanm ckaHUPOBaHUS

-CKaHep ayig OuoyunoB (3Tanm cKaHUpoBaHUsA oTpaboTaH Ha ckaHepax ScanArray Gx (PerkinElmer),
MATS (Ditabis) u PowerScanner (Tecan));

-IITATUB ISl CTEKOJL.

5.4. AHaJIu3 JaHHBIX

-KOMIIBIOTEP C MPEIyCTAHOBJIEHHBIM MPOrPaMMHBIM oOecreueHueM st paboTsl co ckanepom (110
HE BXOJIUT B cOCTaB Habopa);

!

-peructpamus pe3yiabTara MOXKET OBITh MPOU3BEACHA MPU MOMOINM crennamuzupoanHoro [10 -
MB25-CKAH.

6. AHAJIN3UPYEMBIE OBPA3IbI

Jns mpoBeieHHs aHaidu3a pEKOMEHAyeTcs wucnoib3oBaTh oOpasusl JHK ¢ koHuentpanuei
1-300 ur/mkn. I'enomuas JJHK Moxxer ObITh modydeHa M3 CyXUX MSITEH KPOBH, IEIBHOM KpOBHU, JTUOO
OykanmpHoOro snurtenus. [ns Bpmenenus JHK u3 cyxux msaTeH KpoBH PEKOMEHIYETCS HCIOJIb30BaHUE
Ha0OpOB MPOM3BOICTBA KOMIIaHUN AJnkop bro.

lTpumeyaHme: KonmyecrBo 6uomarepuasa, HeobXoauMoro A7 oJy4eHus reHomHon L HK
YeJ/I0BEKa YKA3AHHOM KOHLEHTPauuu, 3aBUCUT OT 3P PekTuBHOCTU BbigeneHns [ HK ucrions3yemsim
Habopom /15 BbIAE/NCHMS.

1 NPOBEJEHUE AHAJIN3A
He pexomenayercsi pa3MoOpakuBaTbh-3aMOPaKMBaTh KOMIIOHEHTHI HaGopa GoJjiee S5 pa3.

7.1. INoaumepaszHas HeNmHas peakuus
Cp Ananu3 BkiIOuYaeT B cebs nBe mnocnenoBarenbHbie [ILIP, B xome koTopweix cuHTe3H|!yroTcs

dbayopecuenTHO-MeueHHbIe 30Hb1. [lepBast [II[P cocTouT U3 5-TH OTAENBHBIX MYJIbTUILIEKCHBIX PEaKIIHiA
(A1-A5) ana kaxnoro uccinenyemoro oopasua. Bropas IILP - u3 6-tu peakuuii (B1-B6).

7.1.1. Illepssrii 3Ttan [P

1) Pasmopo3uts npobupku c npaiimepamu «Al»-«AS» u ammiudukannoHubeiM Oydepom («Aby).
[lepen wmcmonp30BaHMEM BCE pEareHTHl TIATENBHO MEpeMeliaTh Ha BOpTEKce. YIaduTh CO CTEHOK
IpOOHMPOK KaIlJIM .CMECH KOPOTKHUM IIEHTPUPYTrupoBaHHEM IpHU KOMHaTHOH Temneparype (+18...+25 °C) B
teuenue 10 cexynna npu 2400 o6/MuH.

2) B3arp HeoOxoaumoe kojquuecTBOo mpoOupok (oovemom 0,2 wim 0,5 Mi), COOTBETCTBYIOIEE
YHUCIy aHAJIU3UPYEMbIX 00pa3loB, MPOMAPKUPOBATh UX U PACIOJIOXKUTH B IITATHUBE.

3) Hocrate u3 Habopa npoOupky «II» u ycTaHOBUTH €€ B IITATHB.

4) «Alw, «A2», «A3», «Ad», «AS5», «Ab» u «II» roToBBI K UCMOJIB30BAHUIO.

5) Ans kaxzaoro obpasiia IpUroToBUTh pabovyyro CMECh MO MPOTOKOIY:

«Aby» (ammuduxkaunonusit 0ydep) 107 mxn

«II» (AHK-nmonumepasa) 2,8 MK
Tectupyemas JHK 10 Mk
OO6muii 006EM: 119,8 mkn

& 000 LHPMH (&7 INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



[lepememares cMecu Ha BOpPTEKCE W CcOOpaTh Kaljid KOPOTKHUM LEHTPUPYTHUPOBAHHEM TPHU
komHaTHOM Temnepatype (+18...+25 °C) B reuenue 10 cexyna npu 2400 06/MuH.

6) g Kaxa0ro aHalu3upyeMoro ooOpasma MNPUTOTOBUTH MO 5 MTPOOHUPOK, MOAXOIMAIIUX IS
UCTIONB3YyEeMOro THIa aMIUIM(UKATOpa, W MPOMapKUpoBaTh WX OT 1 10 5. ATMKBOTHPOBATH KaxAylO
pabouyto cMeCh B COOTBETCTBYIOIIHUE MATh MPOOUPOK MO 22 MKIL

7) Jo6aBuTh mo 3 MKJI KaXJ0W cMecu mpaiMepoB «Al»-«AS5» B COOTBETCTBYIOIIHE MPOOUPKU C
pabounmu cMmecsimu. IlepeMeniaTh roTOBbIE CMECH HAa BOPTEKCE W YIAJIUTh CO CTEHOK IMPOOUPOK KaruiH
LHeHTpu(dyrupoBaHueM Npu KOMHATHOM TemnepaTtype B Teuenue 10 cexynn npu 2400 o6/mMuH.

lMpumeyarnune: llocne npuroToBreHns cMecer y6pats BCe UCXOAHLIE KOMTOHEHTbI B MOPO3U/IbHYHO
kamepy Ha —18...-22 C.

8) I[lomecTuth MPOOUPKU B aMIUTU(DHUKATOP U MPOBECTH PEAKITUIO IO CIEAYIONIEH MpOrpaMMme:

Henatypanus +95 °C - 3 munH

+96 °C- 5S¢
6 LMKJIOB +49°C- 20 ¢
+70°C- HOc
) +96 °C- 2 ¢
9 HuKIOB 453 °C- J0c
+68 °C-10 ¢
9) O6beaunuth nponyktel [IIP1: B ormenbnyro 1,5 mi mpobupky Tuma «3nneHaopd» BHECTH

700 Mk BoAbl M 100aBUTH 1O 2 MKJI U3 Beex maTu [1L{P-cmeceit nocne nposenenus peakuun [TLP1.

lpumeyanne.: ObbeauHEHHbIE U pPa3basB/ieHHble B BOAE NMpoayKTsl [MLP] MOXHO XpaHUTs B
TeyeHue 7.aHe B MOpo3nisHou kamepe Ha -18...-22 "C.

7.1.2.  Bropoii stan I1I1P

BHumanne! MYPI u [N P2 crneayer npoBoAuUTs B pasHsix 6okcax. [lpu oTCYyTCTBUMN
BO3MOXHOCTU MPOCTPAHCTBEHHOIro pasHeceHns lMLUP] wu [MYP2 TyarensHo npoxurarb 60kC
YAbTPaGUONETOBLIM CBETOM 10C/1€ MOCTAHOBKU KAKAOIO aHa/IN3a.

BHumaHue! [lpu kaxAom rpoBeAEeHUU aHaIn3a HeobxoauMo BKIOYUTL B nmocTaHoBKy [1LP
oTpuyaresibHblidi  koHTpoab (TLP2 6e3 AHK w3z [TLUPI) B peakyunoHHyw cMmecb A4
oTPNLATESIbHOIO KOHTPOJIA BMECTO 0ObeAnHEHHbIX NPpoayKTOB [TLP]1 nob6asuts 10MKI BOAbI.

1) 3apanee pazmopo3uth npodupku «Bl»-«B6» u «Aby». Ilepen ucnonb3oBaHMEM BCE peareHTHI
THIATEIFHO TepeMeliaTh Ha BOPTEKCEe. YJaluTh CO CTEHOK MPOOHMPOK KAIUIM CMECH KOPOTKUM
neHTpudyrupoBaHueM mpu KomHaTHOW Temmeparype (+18...+25 °C) B Teuenue 10 cekyHn npu
2400 06/MuH.

2) B3are HeoOxoammoe koimuecTBO mpoOupok (oobemom 0,2 wim 0,5 Mi1), COOTBETCTTIOIIEE
YHUCITy aHAIM3HPYEMbIX 00pa3IoB, MPOMapKHUPOBATh UX M PACIIOJOXHUTH B IITATHRE.

3) HocraTthk u3 Habopa npoOupky «II» U ycTaHOBUTH €€ B IITATUB.

4) «Bl», «B2», «B3», «B4», «B5», «B6», «Ab» u «II» ToTOBBI K HCTIOJIL30BAHUIO.

5) dns xaxzaoro obpasia NpuroToBUTh pab0UYyr0 CMECH MO MPOTOKOILY:

«Aby» (ammnunduxaunoHusit Oydep) 127 mxn
«IIn*JHK-nonumepasa) 3,3 MK

O6benunennsie npoayktel [IIIP 1 10 mkn
O6muii 00BEM: 140,3 mKi.

[lepememaTte cMecu Ha BOpTeKce U coOpaTh KalulMi KOPOTKUM ILEHTPU(YTHpPOBaAaHUEM IpU
KOMHaTHOM Temnepatype B TeueHue 10 cexynn npu 2400 06/mMuH.

6) JInsa kaxgoro aHaam3upyemMoro obOpasma NPUTOTOBHTh MO 6 MPOOHUPOK, TMOAXOIAAIIMX IS
UCIONIB3YEMOr0 THUMA aMIUIuQuKaTopa, U MPOMApKUPOBATh MX OT | 70 6. AJTUKBOTUPOBATH KAXKIYIO
pabouyio cMech B 6 MPOOUPOK MO 22 MKIIL.

7) HoGaButh mo 3 MKJI KaxIoi cMmecu mpaitmepoB «Bl»-«B6» B cooTBeTcTByIOmME MPOOUPKH C
pabounmu cMmecsmu. IlepemeriaTe TOTOBBIE CMECH Ha BOPTEKCE U YNAJIUTh CO CTEHOK MPOOMPOK Karuiu
LHEHTpU(PYTUpOBaHUEM NPHU KOMHATHOU Temmeparype B Teuenue 10 cekyua mpu 2400 o6/muH.
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lTpumeyarne: llocne npuroToBIeHna cmeces ybpate BCe UCXOAHbIE KOMITOHEHTbI B MOPO3U/IbHYIO
M, a -18..-22 C.

OMECTHUTH MPOOUPKHU B aMILUIM(PUKATOP U MPOBECTH PEAKIIMIO IO CIEAYIOUIEH MporpaMmMme:

Jill ypauus +95 °C - 1 MuH
'+96°C-2c
ukiaoB ~ +55°C-10c¢
+68 °C- S5¢

2. I'mbpuaunszanus
7.2.1. He menee 4em 3a yac mepeja ruOpuausanueid pasmMopo3uth Osokupyrouuid 0ydep («bby) u
ruOpuanzauuonHslii 6ydpep («I'b»). BxiatouuTs BOAsHYI0 0aHIO WM CYXOBO3JIYUIHBII TepMocTaTr Ha
w0 °C (BoxmsiHasi OaHsl JAOJKHA OBITH HAmoOJHEHA BOJAOW Ha 5 CM BBIINIE TUIOMIAAKH ISl pa3MEIICHUS
CTaKaHa).
[TomecTuTh B BoAsAHYIO OaHI0 eMKOCTh XemteHaans ¢ 70 min «bb» u crakan o6vemom 50 mi ¢ 40 mn
BOJbI.
7.2.2. 1lomectuts ¢nakon ¢ «['b» B BoasHyro OaHi0 (TepMmocTaT) U BbluepxkaTbh 10 MUHYT npHu
+50 °C 10 MOJHOTO PaCTBOPEHUS OCAKA.
7.2.3. Hanectn MapKUpOBKY Ha THOpPUIM3AIIMOHHBIE KaMepbl M 3THUKETKH OWOYUIIOB BOJIOCTOMKHM
dbmapkepoM.
7.2.4.Ilomectute O6mounn B «bb» B emkxocte Xemnenmans mpu +50 °C ma 10 munyT. Ha Bcex
MOCJIEAYIOMIMX dTanax paboTsl ¢ OMOYUIIOM HE JOMYCKATh €ro BbIChIXaHMUs !

7.2.5. Buectu 1 wmn «I'b» B npoOupky tuna «3nnesgopd» na 1,5 mi.
7.2.6. BHecTu B He€ yKa3aHHOE HUXKE KOJIMYECTBO MEeUeHBIX 30HA0B U3 cmeceil [11[P2 (B1-B6):
Bl - 7 Mk,
B2 - 10 mku,
B3 - 4 Mk,
B4-21 wmxu,
BS - 17 mku,
B6 - 17 Mk

[lepememath cMech Ha BOPTEKCE U cOOpaTh KAl KOPOTKUM IEHTPUDYTUPOBAHUEM.

7.2.7. llepenectu TuOpUAN3ALMOHHBINA Oydep ¢ 30HaaMU B THOPUIU3ALMOHHYIO KaMepy.

7.2.8. U3Bneur Ououun u3 Oiokupyoomero O0ydepa, BCTaBUTH €ro B TMOPHAM3ALUOHHYIO KaMepy
Tak, yToObl MapKHUpOBKa OMOYMIA HAXOAMJIACh HABEPXY M JHULEBOH CTOPOHOW K PACIIMPEHUIO KaMephl.
[IpokoHTpOIHMpPOBaTh, YTOOBI OMOUUN ObLT MOKPHIT Oydepom He MeHee ueM Ha 4 cMm. [lomecTuTh Kamepy ¢

Il 1 OMouurioM B BOAsSHYIO OaHio (TepmocTaT) u MHKyOupoBath nmpu +50 °C B Teuenue 90 munyt. Kameps ¢
'OMoYuInaMu JOJDKHBI OBITH PACMOJIOKEHBl BEPTHUKAIBHO M Ha 2/3 HaXxoauThCcs B Boje. B kauectse
JiepKaTeIsi pEKOMEHIYEeTCS UCTI0Ib30BaTh XUMUUECKHH cTakaH o0beMoM 50 mi ¢ 40 MJ1 BOJIBL.

7.2.9.1locne okoHYaHUs TUOPUAM3ALMU H3BJIEYb OMOYUI M3 KaMepbl U MPOMBITH B EMKOCTU C
JUCTUJIIMPOBAaHHONW  BoJOoM 1 MHMHYTY 1Opud  KOMHAaTHOM  TemmIeparype, 3aTéM  BBICYIUTh
HEeHTpU(yrupoBaHUEM.

7.3. BricymuBanue Ououuna. s ynaneHus OCTaTKOB KUJKOCTH C MOBEPXHOCTU OMoYMNa Mepen
CKaHMpPOBaHUEM ‘U MpPEJOTBpAILEHUs] KOHTAaMUHAIMU pabouyell MOBEPXHOCTH (IOBEPXHOCTH OMOYMIA, HA
KOTOPYIO HAHECEHbl MUILIEHH) MNPOAYKTaMH aMIUIM(DUKALMK PEKOMEHIYeTCs OTKPYTUTb OHOYHUIBI B
unentpudyre (Jacran OIIu-3.02 unu ELMI CM-6), momectuB mo 2 ctekia B ¢anbkoH 40 mMi Takum
o0pa3oM, 4ToObl paboyue MOBEPXHOCTH OMOYHUIIOB OBIIM HANPaBJIEHbI APYT IPOTHUB JIpyTa.

lTpumeyaHue: B ciyyae UCIO/Ib30BaAHNA TMOPUANZALNOHHON CTaHUun «Tecarn» caegyire
UHCTPYKUUN TPON3BOANTEIA.

& 000 LHPMH (&7 INFO@CIRMI.RU & WWW.GOSZDRAVNADZOR.RU



8. PETUCTPALIUA PE3VIIBTATOB

8.1.  CkaHupoBaHue.

-«MykoBucuuno3-buoum» coBmectuM co BcemMu ckaHepamu s uunoB (ScanArray Gx
j(PerkinElmer), MArS (Ditabis) u PowerScanner (Tecan)) crammaptHoro pasmepa 75x25x1 wmwm.
(Hacrtpoiiku ckanepa (MOIIHOCTH Jaszepa, KOd3()(PUUHMEHT YyCWICHUs, pa3pelieHHE) YCTaHaBIMBAIOTCA
WHANBUAYaIbHO. buounmn BcTaBisieTcst B ckaHep pabodeil mMOBEPXHOCTHIO BBEPX U MAPKUPOBKON HAPYKY.

8.2.  Pesynbrar ckanupoBanus Ououuna coxpansercs B popmare TIF.

Buumanue! He cnedyem xacamwvcs paboueili obaacmu OUOUUNO8, NOCKOIbKY MO MOANCEM
npusecmu K n08pedxcOeHuio ux nogepxHocmu. buouunwl cnedyem opams 6 nepuamkax 6e3 06ColnkKu u
oepoicams 3a Kpas 6 obaacmu mapkuposku. Bca paboma c¢ buouunamu 001X#CHA NPOBOOUMBCI 8
mecme, 3aujUUyeHHOM OM NbLIU.

9. AHAJIN3 PE3VJIbTATOB

JUis CHMXKEHHMS BEpOSITHOCTH OUIMOKM II0Jie aHalu3a IPEJCTAaBICHO Ha OMOYMIIE B YETHIPEX
MOBTOpax.

Pesynbrathl TecTa MOTYT OBITH MPOAHATU3UPOBAHBI BU3YAJIbHO WIIM C MOMOILbIO Iporpammbel MB25-
CKAH. Cxema Ounounna «MykoBucuugo3-buolun» npusenena Ha Pucynke 3. Bce mumenn HaHeceHsl B
BepTUKANbHBIX Ny0nax. 3oHbl A-E (1-5) mpeacTtaBisitoT co60i MUILIEHH, COOTBETCTBYIOIINE TUKOMY THITY
reHa mo ucciueayembiM mytanusam. 3oHbl F-J (1-5) cooTBeTCTBYIOT MyTaHTHBIM amiensiM. 3oHa K (1-5)
SBJIAETCS MapKepOM JUIsl MO3UIIMOHMPOBAHHUS KOOPAMHATHOW MAacKH (IByMEpPHOW KOOPAMHATHOM CETKH,
OTpaxkarolel MoJIOKEHHE TOUEK Ha rpaduyecKkoM M300pakeHUH, MOJTYYCHHOM NIPH CKAaHUPOBAHHH).

Kpurepuem mnpasBunsHOCTH paboTel Habopa pearentoB «MykoBucuumo3-buolumny» sBusercs
HaJu4ue CUTHAJIOB B I0JI€ JUKOIO THUIIA, YTO SBJISICTCSA KOHTPOJIEM IPOXOKACHUS BCEX JTAIllOB PEaKLUU.
Bce curnansl B mojie AUKOTO THUIMA JOJDKHBI MPUCYTCTBOBATH JJisi Bcex oOpasnoB JIHK, 3a uckmouenuem
ciyyaeB aHanusa o6pasunoB JJHK myTtanTHON romo3urorsl. B 3ToMm ciiyyae B MyTaHTHOM IMOJIE€ JTOJKHBI
CBETUTHCS TOUKH, OTCYTCTBYIOLIUE B [10JI€ AUKOr'O TUIIA.

[Tpu Bu3yanbHOM aHaIN3€ JOJKHBI OBITH YUTEHBI CIEIYIOIINE YCIOBHS:

1) BpiBOg 0 HamuYuM MyTallMM OCHOBBIBAETCS HA CpPAaBHEHUM HMHTCHCUBHOCTH CHUTHAJIOB
tonorpaduuecku cxoaHbix Touek B nomsax A-E (1-5) u F-J (1-5). Hanpumep, Al u F1, A2 u F2 u T.m
ITonOXKUTENBHBIM CHUTHAJIOM B «MYTaHTHOM IIOJ€» CYHUTAETCAd CUrHAJA, HWHTEHCHUBHOCTb KOTOPOIrO
paBHOLICHHA WJIM JIMIIb  HE3HAYUTENbHO  OTJIMYAETCS OT HHTEHCUBHOCTH  ToNOrpaduyecKu
COOTBETCTBYIOLIEH TOYKH B I0JIE «IUKOIO THUIIA.

Bo3MoxHBI ciaeayomue TpU BapuaHTa pe3yibTaToB (Ha npumMepe noiueit Al u F1):

1. ITpucyrctBue curnana B Al u orcyrcrsue B F1. BoiBoa: romo3surora - iukuii Tun no myrauuu del
1] ex2,3. \Y

2. IlpucyrctBue curnanos u B Al u B F1. BeiBox: rereposurora no mytanuu del ex 2,3.
3. OrcytcTtBue curHaia B Al u npucyrcrsue B F1. BeiBoa: romMmo3urora no JaHHON MyTaluu.
B cnyuae nukoro Tuma mo BCeM aHAJIM3UPYEMBIM MyTanusM Bce TOukd B 30He A-E (1-5) momxHsl

JlaBaTh MOJIOKUTEIbHBIE CUTHAJBI. B ciayuae Hanumuus MyTanuil 10KHO MOSBUTHCS HE OoJiee IBYX TOYEK

B 30He F-J (1-5). B npoTuBHOM city4yae aHanu3 peKOMEHIYETCsl TIOBTOPUTb.

2) Ecnu B .moje AUKOro TUMa OTCYTCTByeT Oosiee OJHOM Mapbel TOYEK, TO Ppe3yJbTaThl aHaIM3a

CUMTAIOTCS HEACHCTBUTEIbHBIMU.

B stoM ciiyuae pekomenayetcs noropenue [ILP.
HcknroueHne cOCTABIAT CIEAYIOIINE CUTYalUu:
-orcyrcTtBue Al u A2 B ciaydae npucyrcTsus cursana Fl;
-otcyrcTtBue Al m A2 B ciaydae npucyTcTBUs cursana F2;
-orcytctBue DI u D2 B ciyuae npucyrctBus curnana I1;
-orcytctBue D1 u D2 B cnyuae npucytcTBusi curtana 12;
-orcytctBue B3 u BS B ciiyuae npucyrctBus G3;
-orcyTcTBue B3 u B5 B cinyuae npucyrcrus GS.
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