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CIIMCOK COKPAII[EHUI

B-OJIJI — B-kiieTo4HbIi OCTpbIH TUMQPOOTACTHBIN JTEHKO3

JHK — ne3okcupuOoHyKIEHHOBAs KUCIOTa

nTHT® — nykneo3uarpudocdara

KM — KOCTHBII MO3T

OJIJI — octpbiit 1uMpOOIACTHBIN JIEHKO3

I1.0. — Hap OCHOBAHUU

[TIIP — monuMepa3Has uenHas peakius

Tag-IHK nonumepaza — tepmocradbunbsHas JIHK-3aBucumas-/{HK-nommmepasa


https://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A-%D0%BF%D0%BE%D0%BB%D0%B8%D0%BC%D0%B5%D1%80%D0%B0%D0%B7%D0%B0

B nHacTosmeld MHCTPYKIIMU O TMPUMEHEHUIO (Janee — WHCTPYKIUS) H3II0XKCH
METOJ olpe/ieieHrs BHYTpUreHHbIX nenenuid B reHe IKZF1 npu B-kineTodyHbIX ocTphIX
auM(pOoOIacTHBIX JIEHKO3axX y IeTel U B3pOCIibiXx B Bo3pacte cTapiue 30 jer.

Meron MoXeT ObITh HCHONB30BaH B KOMIUIEKCE MEIUIMHCKUX  YCIYT,
HaIpaBJICHHBIX HA JMArHOCTUKY 3JIOKAYECTBEHHBIX HOBOOOpa30BaHUM JMMQOUIHOMH,
KPOBETBOPHOM U poACTBeHHBIX UM TKaHei (MKB-10).

WNHcTpykuus npenHa3HaueHa AJig Bpadei j1abopaTOpHOM JUArHOCTUKH, Bpadeil-
r€MaToJIOTOB, BpPA4Y€M-OHKOJIOTOB W HHBIX BPA4YEH-CIIENUAIMUCTOB OPTraHU3alUN
3PaBOOXPAHEHUS, TPOBOJANINX JUATHOCTHUKY ¥ OKAa3bIBAIOMIMX MEIUIIMHCKYIO
MOMOIIb TIAIUEHTAaM C OCTPBIM JUM(OOIACTHBIM JIEHKO30M B CTAIllMOHAPHBIX W/HIIA
aMOyJIaTOPHBIX YCIIOBHSIX, U/WJTU B YCIOBUAX OTIICJICHUIN JHEBHOTO MPEOBIBAHN.

IHNEPEYEHb HEOBXOANUMOI'O OBOPYAOBAHUS, PEAKTHUBOB,
CPEJCTB, U3IEJIU MEIUIIMHCKOHN TEXHUKH

1. TBepaoTenbHbINM aMITUGUKATOP (TEPMOIIMKIIEP) C HArPEBAIOLIEHCS KPBIIIKOM.

2. JlozaTopsl miisi paboThl ¢ oObeMaMH pacTBOpoB B nuamnazone ot 0,1 1o
200 mxJ1.

3. OnHopazoBeie HakoHeyHUKH 00bemoM 10, 100 u 200 MK ¢ a’3po30JbHBIM
OapbepoM JIJIsl 103aTOPOB.

4. llentpudyra-Boprekc.

5. Dnnenaopdpsl oobemom 0,2 Mxia u 1,5 mi.

6. ABTOMaTH3MpPOBAHHBI TEHETHYCCKUH  aHaim3aTop  (CEKBEHATOp) IS
KaUJUISIPHOTO JIEKTpodopesa.

7. PacxomHple  MaTepwanbl 11 aBTOMATH3WPOBAHHOTO  T'€HETHYCCKOTO
aHanu3aTopa (cekBeHaTopa): 96-TyHOUHbIE TIJIAHIIETHI U CENThI K HUM.

8. Mopo3uibHas kamepa ¢ BO3SMOXKHOCTBIO oA iepkanus temmnepartypsl -20 °C.

9. [IporpammHuoe obecrieueHre aJis BU3YaIM3allMd Pe3yJIbTaTOB (PparMEeHTHOTO
aHamn3a.

PeakTuBbl

1. Taq AHK-nonumepasa.

2. 10X 6ecusernbiit Oydep xk Taq JHK-monmmmepaze, Brmouatonuit 20-25 MM

3. Cmecr nTHTO.

4. Boga neMoHU30BaHHasl.

5. dayopeciieHTHO-MEUEHHbBIE CHHTETUUECKHE OJIMTOHYKIICOTU/IBI (TIpaiiMephl).

6. CuHTEeTUUECKUE OJIMTOHYKIICOTHIbI (TIpaiMephl).

/. Mapkep MOJEKyJIIpHOTO Beca, MeueHHbIH diyopodopom ROX, coBMecTuMBIit
C aBTOMATU3UPOBAHHBIM TEHETHYECKUM aHAJIU3aTOPOM, TMPEIHA3HAYCHHBIA IS
onpenenenus pazmepoB pparmentoB JJHK B quanazone go 1000 m.o.

8. dopMamu 1 BBICOKOM CTEIIEHU OYMCTKH.

IMNOKA3AHUSA K MIPUMEHEHUIO
B-xnerounstii octpelit mumbobaacTHeIi neriko3 (C91.0).



INPOTUBOINIOKA3AHUA JIJIAA TIPUMEHEHUSA
OTCYyTCTBYIOT.

OINUCAHUE TEXHOJIOTYHA UCITIOJIB30BAHUSA METOA

Cxema MeToza BKIIIOUAET B ce0s CIIENYIOIIME TalbL:

1. Marepuain ans uccienoanus u Tpebosanus k kadectsy JJHK.

2. Tumnbl BHYTpUreHHbIX aenennii reHa |IKZF1.

3. [lon6op mpaiimepoB st [P wu xapakrepuctuka ammiIn@UIApyeMbIX
(dbparMeHToB.

4. Cocras 1P u ycnoBus TEpMOLMKINPOBAHHUS.

5. [Moaroroska IIP-ipoaykToB u ¢hparMeHTHBINA aHAIN3.

6. AHayu3 pe3yNbTaToOB C UCIIOJIB30BAHUEM MTPOTPAMMHOT0 O0ECTIeUeHUSI.

MarepuaJj 1/ ucciaeaoBaHus U TpedoBanns K kauectsy JJHK

Marepuanom ans nonyuenus JIHK npu ananuze BHyTpureHHsix neneruii 1IKZF1
CIly’)kaT MOHOHYKJIEapbl KOCTHOTO Mo3ra mnanueHtoB ¢ B-OJIJI, BbeaeneHHble Ha
I'PaJyEHTE IUIOTHOCTH.

JHK wu3 mononykieapoB KM wmoxeT ObITh mOJy4yeHa JHOOBIM YyIOOHBIM
coco00M, B YaCTHOCTHU, METOAOM (HEHOI-XJIOPOOPMHOM IKCTPAKLIUH.

JHHK pactBopsitor B TE Oydepe (pH = 7,4-8,0) unu Boxme, He comaepxkaiieit
Hykieas, B Tepmorieiikepe npu 25-40 °C B teyenne 1 4. [locrne mHKyOammm pacTBop
JAHK TmiatenbHO BOPTEKCHUPYIOT, OCAXAAIOT Karulk LEHTPU(GYTUPOBAaHUEM B TEUCHUE
Heckonbknx cekyHa. Konmentpanuto JIHK m3mepsior Ha crekrpodoromerpe B 2—3
noBTopax. Jlnsg KaxIoro wu3MepeHusi BBINKMCHIBAIOT 3HAYEHHE KOHLIEHTpaluH,
cootHormenne A260/A280 u A260/A230. Yucras JIHK umeer 3nauenne A260/A280 B
nuanasone 1,7-2,0 u A260/A230 B nuanazone 2,0-2,3. Pabouwnii pacrBop AHK nomken
uMeTh KoHeHtpaiuio 100—150 ar/mkin. MUHUMaIBHBIM TOPOTOBBIM YPOBHEM SIBIISIETCS
10-15 Hr/mxo.

B ciydae cOOTBETCTBHA HOpMaM JaHHBIM Marepuail NPUHUMAKT K
VICCJIEIOBAHMIO.

Tunsl BHyTpUreHHbIX Aejenuii IKZF1

Haubosnee u3yuyeHHbIM U €TUHCTBEHHBIM KIIMHUYECKU 3HAYMMbIM TUIIOM a0eppanuit
IKZF1 npu B-OJUI sBnstoTcst BHyTpureHHbie neneruu 15-200 Teic. map OCHOBaHUA,
MPUBOAANIME K MOTEPE HECKOJIbKUX AK30HOB. Yacrora takux aenenuid npu B-OJIJI mo
JAHHBIM Pa3JIMYHBIX aBTOPOB KosiebeTcs ot 8 1o 15 %, a npu neliko3ax ¢ TpaHCIOKalen
BCR-ABL1 — no 80 %. danusiif Tvn MyTanuii B pyHKIIMOHAILHOM OTHOILIEHUU SIBISIETCS
loss-of-function, t. e. mpuBOAMT K TIOTEpE WM HAPYIICHUIO (DYHKITUH OeJIKa.

B cBoto ouepennb, HapylieHne pyHkuui 6enka, koaupyemoro renoM |IKZF1, Bo Bcex
Clly4asiX BBIPQKAETCS CEPhE3HBIMU HAapyHICHUSAMU JIUPPEpeHIUPOBKH U (YyHKUIUN
AUMQOLUTOB, TOCKOJbKY JAHHBIA OENOK BBINOJHSAET (YHKIUIO TPAHCKPUIILIMOHHOTO
dakTopa U OCyHIeCTBISIET KOHTPOJb T- u B-kierouHoit quddhepeHIMpoBKY U CO3pPEBaAHUS
JTUMQOIUTOB.

Knnnunyeckass 3HaumMoCTh BHYTpuUreHHbIX neneuuit IKZF1l yxe He mnomiexur
comHeHuto. Hannune BHyTpurenssix neneuuil |IKZF1 sBiserca ogHUM U3 MOJIEKYJISIPHO-



TEHETUYECKUX MAapKEpOB, OMNPEACNSIONIUX arpecCCMBHOCTh TEUYEHUs JIeWKo3a U
MOBBIMIAIOIIUX PUCK PEIMIUBA 3TOTO 3a00JI€BaHUSI.

BrisiBnenne BHyTpureHubix generui |IKZF1 sBnsercs HeoThbemiieMbIM 3BEHOM
nabopaTopHOll JguarHocTUku mnepBuyHbIX B-OJIJI kak B aMepuKaHCKUX MPOTOKOJIAX
JeyeHuss , Tak W B eBpomeiickux (rpynma BFM). HoBwlii mporokon JcueHus
KopriopaTuBHOU Tpynibl Munck-MockBa-bepiua (mpotokos MB), KoTopbIii HAXOIUTCS B
cTaguu pa3paboTku, Oyner yuuThiBaTh cTaTtyc reHa IKZF1l mpu crparudukamum
MAIMEHTOB Ha TPYIIBI PUCKa, YTO TIO3BOJIUT MOA00paTh uM Oojiee d3(h(PEeKTUBHYIO cCXeMy
JICYECHHUS.

B 3aBHCHMMOCTH OT TOYEK pa3pbiBa HA XPOMOCOME MOKHO BBIJICIIUTH HECKOJIBKO
TunoB BHyTpureHHsix aenernuii IKZF1 (pucynok 1). Haubonee wacto (He menee 30 %
CIIy4yaeB BCEX BHYTPUI'€HHBIX JACNCIMi) OOHapy>KUBaeTcs Aenenuss ¢ 3 mo 6 SK30HBI
(AEx3-6). CrabmisHOCTB TOUEK pa3pbiBa JJHK M0XHO 0OBSCHUTH PacIioioOKEHUEM B ATHX
HK30HAX TMOCJIEAOBATENLHOCTEN, MEXAY KOTOPBIMH MPOUCXOIUT ommunboyHas RSS-
pexomOuHanusa npu V(D)J-peapanxkupoBke mpo-B kieTok u3-3a abeppaHTHON aKTHUBAIUU
Ragl1/2 reHoB (KOHTPOJIb Ha/l aKTUBHOCTBIO KOTOPBIX ocymiecTBisieT IKZF1).

Kogupytowne
SK30HbI: 0 1 2 3 4 5 6 7
heneuusa
[ ] Ex1-7
aeneuna
L[ | Ex3-7

deneuns
Ex3-6

] m— 1
Ex1-6

Pucynok 1. — CxemaTn4yHoe n300paskeHue TOUYEK Pa3pbiBa IPH YeThIpeX THIAX
BHYTpHUIreHHbIX Aejennii |IKZF1 (koaupyromue 3K30HbI CXeMATHYHO NPEJICTABICHBI B
BH/I€ CBETJIO-CePbIX MPSAMOYT0JIbHUKOB, KPACHbIE U 3eJIeHble IPSIMOYTI0J1bHUKH
CHMBOJIM3HPYIOT IOMeHbI THIA KIMHKOBBIX Najabues». JIHK-cBs3bIBaone «<iMHKOBbIE
NaJbUbD KOAMPYIOTCH 3-S5 3K30HaMH (KpacHbIe), 7 3K30H KOAUPYeET ABa
JOMOJHUTEJbHBIX «IIUHKOBBIX NAJbIA» /M1 0eJIKOBbIX B3aUMO/IeliCTBUII (3eJIeHbIe)

Bropast pacnpoctpanennas apeneuus (15 %) Takke mpoHCXOOUT B pe3yjbTare
abeppanTHOit RSS-pekomOuHarmu u 3axBaThiBaeT 3k30HBI 1-6 (AEx1-6). denerus,
BEpOSITHEE BCETO, MPUBOJUT K OOpa3oBaHWIO HE(YHKIIMOHATHLHOTO ajuielisi TeHa,
MOCKOJIbKY 1 9K30H BKIO4YaeT B cebsi crom-koaoH ATG. Yacrtora BcTpeuaeMocTH



npyrux wu3BecTHeIx aenenuii (AEx1-7 u AEx3-7) mo pa3iauuHbIM JaHHBIM HeE
npesbitaet 4 %.

B Hacrosimieil MHCTPYKIIMU U3JI05KEH METO]T BBISIBJICHUS 4 MEpPEeUHCICHHBIX BhIIIE
TUNoB BHYTpureHHbIX nenenuid |IKZF1 ¢ ucnonb3oBanuem mysbTuruiekcHoi TP u
dbparmenTHoro ananmsa npoaykroB [II[P. Meton mo3BosisieT BBISBUTH OOJIBIIMHCTBO
BCEX H3BECTHBIX BHYTPUTEHHBIX JENEUMA B JAHHOM JIOKYCE, OJIHAKO aBTOpPbHI HE
UCKIIIOYAIOT, YTO B PEAKUX CIy4asiXx OH MOXKET ObITh HE YYBCTBUTEIbHBIM B OTHOLIICHUU
KpallHEe peIKHX JIeJeUi, TOYKU pa3pbiBa MPU KOTOPBIX MOTYT JIEKATh 3a MpeaeaamMu
30HBI aMIUTH(UKAIIUU TIPAaiMEPOB.

IHonoop mnpaiimepoB aas [P u xapakrepucruka amMminuuupyeMbIX
(¢pparmenToB

[Ipaiimepsl  OBITM  CKOHCTPYHUPOBAaHBI C HUCHOJB30BAHHEM MPOTPAMMHOTO
oOecrieueHUs: TakuM 00pa3oM, 4YTOObl KX MOXHO OBUIO OOBEAMHUTHL B OJHOM
mynbruiuiekcHou 1P, a anuHa ammiivkoHa u (IyOpeclieHTHass METKa IO03BOJISLIIU
UJCHTUGUIIMPOBATh KAXAYI0 U3 4 TUMOB JIEJEIUi, a TakKe KOHTPOJBHBIN (PparMeHT
JIHK. B xauecTBe BHYTpEHHET0 KOHTPOJIS JIJIsl OIIEHKU 3()PEKTUBHOCTH aMILTU(UKAITTU
Ka)JIOT0 KOHKPETHOro oOpasiia ObLI CKOHCTPYHpOBaH oOpaTHbIil mpaiimep (Intr3_R),
cnenuuuHbIl K TepMuHAIBbHON mocnenoBatenbHoctn JIHK wuntpona 3. Ilpaiimep
pabotaer B mape c mnpsMbIM mpaiimepom EX3_F, yto mo3Bosser ammumduimpoBarthb
dbparment pmuHOM 731 m.0., MeueHHbIN duyopectieHTHOU MeTkoi VIC. KoHTponbHbBIN
(dparMeHT I0JKEH aMILTM(PHUIIMPOBATHCA BO BCEX aHATU3UPYEMBIX 00pa3liax U sBIAETCS
nokazarenscTBoM npucyrcrBuga JHK B peakumum, €€ [EIOCTHOCTH, a TaKke
rddexTrBHON aMIUTUDUKALIIN.

IIpn oTCyTCTBMH pacCMaTpuBaEMBbIX AEIEUUN B T€HE IpauMepbl HAXOAATCA APYT
oT apyra Ha paccrosinuu 6omaee yem 10 000 m.o., mostomy [P HeBo3MoxHa.

[Ipy BHYTpPUTEHHBIX ACNEIUSAX PACCTOSHHE MEXKIY MpaiiMepamMu HE MPEBbIIIACT
1000 1.o.

Tabnuna 1. — IlocnenoBaTenbHOCTH TTpaitMepoB Jijist MynbTuriekcHoi TP

Haszpanue IlocnenoBarenbHOCTD 5°-3° Mertka Pazmep
Exla F CAACAAGTGACCCATCCTTTG 6-FAM 21
Exlb F CACACACTTCAAGATTATGCATTT 6-FAM 24
Ex3_F TGTGAAGGTCACACCCTCTG VIC 20
Ex6 R AAAGAACCCTCAGGCATTCA — 20
Ex7 R GGGGACTGGAAGTCACAGAA — 20
Intr3_R CACCTTGTGGTCCAGGCTA — 19

Kak BumHo wu3 tabmumbr 1, mpaiimepsr Exla F u Exlb_F mnomeucns
dbayopectieHTHOI MeTko 6-FAM (cunmii kaHan aetekiuu), a mpaiimep Ex3 F —
dayopectienTHoit MeTkoi VIC (3enmenbiil kaHan netekinuu). Bee ocTanbHbIe TIpaiiMepbl
HeMapkupoBaHHble. Her HEOOXOAMMOCTHM  UCHOJB30BaTh HMEHHO  yKa3aHHBIC
¢dyopecuentHele MeTku. Ilpu  BbIOOpe METOK cienyilTe HHKENPHUBEIECHHBIM
PEKOMEHJALUSIM:



e BpIOMpaiiTe (IyopecreHTHBIE METKH B COOTBETCTBUU C KaIHMOPOBKOH
KOHKPETHOTO T'€HETHMYECKOTO aHalau3aropa (CeKBEeHaTopa), Ha KOTOpOM Oyaer
BBITIOTHATHCS (hparMeHTHBIN aHalu3 npoaykToB [111P;

® HEoOXOAMMO, YTOOBI KaHalbl JACTEKIMU ABYX (IYyOPECHEHTHBIX METOK He
MEePEKPHIBAIUCH MEXKAY COOOI;

® HEOOXOAMMO, YTOOBI KaHAIBl ACTEKIIMH ABYX (IyOPECIEHTHBIX METOK HE
NEPEKPHIBAIUCH C KaHAJIOM JIETEKIMU MapKepa MOJEKYISIPHOro Beca, KOTOPhIA OyaeT
UCIOJIb30BaH NpH (PparMEHTHOM aHAIIU3E.

Hcnone3ys 3 kanana dayopecueniuu (FAM, VIC u ROX), mpu anammse
(dbparMeHTOB BbI NOJayunTe (Tabdnauma 2):

1) nepmanentHbii 3enenbiii muk (VIC) repmunansroit JJHK pasmepom 731 1.0.
(aMIIuUIIMPOBAHHBIN ¢ TOMOIIBIO TpaliMepoB EX3 F u Intr3_R). JlaHHbIif UK Bceraa
JTOJDKEH MPUCYTCTBOBATH IIPHU aHAJIM3E; 9TO MO3BOJISET BaM ObITh yBepeHHbIM, uTo JTHK
ObUTa BHeceHa B mpoOupky. OOpatuTe BHUMaHHWE, 4yTO npu Hamuuuu Aeneruu IKZF1
nuk repmuHanbHO JJHK MokeT ObITh OUeHb HU3KUM HIIN AK€ HCUE3HYTh;

2) B ciyvae genenuii ¢ 3 mo 6 win 3 1o 7 3K30HBI BBl TOJYYHUTE 3€JICHBIA MUK
(VIC) pasmepom 120230 m.o. (ammmduuupoBaHHblii ¢ mnpaiimepom EX3 F u
npaiiMmepamu Ex6_R wim EX7_R);

3) B cimydae jgeneruii ¢ 1 mo 6 wian 1 Mo 7 3K30HBI BBl MOJIYYUTE CHHUHN ITHK
(FAM) pasmepom 200-280 m.0. (amMIiMHUIMPOBAHHBIA C IOMOIIBIO IPaMEPOB
Exla F wmm Ex1b F u npaiimepoB Ex6 R wmu EX7_R);

4) mHOxecTBeHHble KpacHble muku (ROX), cooTBeTCTByMOIIME MapKepy
MOJIEKYJISIPHOTO Beca.

Tabmuma 2. — Cxema BO3MOXXHBIX B3aHUMOJICUCTBHI MpaiMepOB B MYJIbTUIUICKCHOMN
peaKkIuu, pa3Mep U TUI MPOAYKTOB aMIUTU(PUKAIUU

IIpssmMoit mpaiimep OO6partHblii paiimMep PaSMepHHEOHyKTa’ Tun geneunn
Exla F 250-280 AEx1-7
Ex7_R
Exlb_F - 200-240 AEx1-6
Ex6_R 120-190 AEx3-6
Ex3_F Ex7 R 200230 AEx3-7
Intr3_R 731 KonTpoJas

Cocras IIIP peakuuu u ycjoBHsI TEPMOUMKIHUPOBAHUS

[P ocymecTBisArOT ¢ ucnoap3zoBanueM renomuon JJHK Hagnexamero kauecrna
(cm. «Marepuan st uccienoBanuss W TpeboBanms k kaudectBy JIHK»). [ns
ammupuKkanu  (QparMeHTOB HUCIONB3YIOT 6 TpaiiMepoB, MMOCIEA0BATEIILHOCTH
KOTOPBIX MPHUBEJICHHI BhIMIe (Tabnuma 1).

JHK B komuuectBe 50 Hr aMIummMuUUUPYIOT B PEAKIIMOHHOM oObeMe 25 M,
conepxkamem 1X Ooydep ma P, 1,5 mM MgCl,, 0,2 MM cmecu tHT®, 0,4 MM
kaxnoro mnpaiimepa, 0,25 En JHK-monumepassl ¢ ropsyum CcTapToM W BOAY,
OUYHMILEHHYIO OT HyKJIEas.

[TI[P-cmech packanblBatOT B OTAeNbHbE 3nneHaopdsi, (0,2 M), BHOCAT B
kaxapid 50 Hr obpaszna JJHK, repMeTHdHO 3aKphIBAIOT, MEPEMENINBAIOT COJIEPIKUMOE



BOPTEKCHPOBAHUEM U OCAKIAIOT IEHTPU(YTUPOBAHUEM B T€UEHNE HECKOJIBKHUX CEKYH]I.
3arpyxawT osnneHgopdst B IIL[P-6mok. IIpoTokona TEepMOLMKIMPOBAHUS —TPU
MCMoJIb30BaHuU ykazanHou JTHK-nonumepassl cieayromuii:

95 °C — 4 muH

95°C —30c¢

60°C —30c 30 1HKIJIOB
72 °C — 1 muH

72 °C — 4 muH

10°C — o

IIpn ucnonb3zoBannu JHK-nonmmepas u peareHTOB pa3IuuHbIX POU3BOAUTENICH
CIIelyeT ONTHMU3UPOBATH YCIOBHS TEPMOUUMKIMpOBaHUSA. B ciyuae paboTel C
nonumepaszor 06e3 ropsiuero crapra II[P-cmech cieagyer rotoButh Ha Jbay, a JIHK-
IIOJIMMEPa3y BHOCHTb B CMECh B ITOCJIEAHIOIO OUEPEIb.

[lepen d¢parmeHTHBIM aHamu3oM Hamuuue U KadectBo [II[P-mpoxykToB
pEKOMEHIYyeTCsl MpOBEpATh B 2 % arapo3HOM reje, OKPAIICEHHOM JTUINYMOM
OpOMHUJIOM.

Hoaroroska IIIP-npoayKToB U (hparMeHTHLIN AaHAIH3

Hlar 1. Ounctka o6pa3ioB ajsi GparMeHTHOro aHajau3a He Tpedyercs. [Ipomykr
[P cnenyet pa3Bectu B 10 pa3 B Boje, He coaeprxaiieii Hykieas (tadauma 3).

Tabmmma 3. — Passenenwne [11P-poaykTa

KommnoHeHT cMecn KonngectBo
ITIP-nnpoxykT 2 MK
Bona, He conepikaiast Hykiieas 18 MK
Pa3Benennblit [MIP-npoxyxT TILATEILHO repeMeIaTh, OCaJIUTh

HeHTpuyrupoBanueM M ucrnoiabzoBath B mare 2. Pazpeaenusiit I[P III[P-npomykT
MOkHO XpaHuTh mipu -20 °C B Teuenue 1 mec., mpu -70 °C — naurensHOE Bpemsl.

Ilar 2. [Ilepen pasxpenenreM ¢GparMeHTOB B CEKBEHATOpE  METOJIOM
KanWwuIsipHOro  anekTpodope3a paszBeneHHbld  npoaykr I[P cmemmwmBaroT ¢
BBICOKOOYHIIICHHBIM (OpMaMUIOM B cooTHomieHuH 1:9 (tabmuna 4). dopmamun
NEICTBYeT Kak JCHATypUPYIOIIMH areHT MU OoOecneurBaeT XOpollee pa3zelieHue
dbparmenToB JIHK Bo Bpemst nenarypamum.

Kpome Toro, B kaxmom oOpasie 00s13aTeNIbHO JAOKEH NMPUCYTCTBOBATh MapKep
MOJICKYJISIPHOTO Beca (CTaHmapT JJIMHBI), MedeHHbIH (uyopodopom ROX. Cranmapt
JUTHHBI HYKEH 7151 onipezenenus niauH ¢pparmentoB [JHK metomom skcTpamomsiun.

Tab6muia 4. — Tlonroroska npoaykta [P k pparmenTHOMy ananuzy

KommoreHT cMecn KommgectBo
Paszsenennsiit [TIP-npoaykt 0,7 MK
Dopmamua 9 MK
Mapkep MOJIEKYJIIPHOTO Beca 0,3 MKJI




CMech  THIATENBHO  MEpeMeliaTh, OCAaAUTh  LEHTPUPYTHPOBAaHUEM U
neHarypupoBaTh npu 98 °C B TeueHue 5 MuH. 3arem pes3ko oximaauts g0 4 °C.
3arpy3uTh AeHaTypupoBaHHbId oOpazer] (10 Mki) B nyHKY 96-IyHOUHOrO IUIAHIIETA,
3aKpBITh CENTOM U 3arpy3uTh B cekBeHaTop. [IponsBecT KanuuIsspHBIN 37eKTpodopes.

Crangaptaple HacTpoWiku cekBeHaropa Applied Biosystems 3130 mis
KA PHOTO 3JIeKTpodopesa:

BosIbTax mpobera: 15 000;

BosbTaX mHBEKIUU: 3 000;

MOITHOCTb Ja3epa: 15;

BpeMsI HHBEKIUU: S C;

nasneHue B kamepe: ~7000 +.

AHaJIu3 pe3yJbTAaTOB (PPArMEeHTHOT0 AHAJM3a ¢ HCHOJb30BaAHHEM
MPOrpPaMMHOI0 obecrevyeHus

@parMeHTHBIN aHaIU3 TPEJCTaBIACT COOOW paszieneHue (QparMeHTOB B
CEKBEHATOpPE METOJIOM KaNmWUIAPHOTO »dJieKkTpodope3a U TOCICAYIONINN aHamu3
pe3yibTaToB B  CIEUMANbHBIX mporpammax. [  mpocMoTpa  pe3ysibTaToB
dbparMeHTHOro aHaiM3a pa3paboTaHO MHOXKECTBO JIMIIEH3UOHHBIX MPOJIYKTOB,
MpEeIHA3HAYCHHBIX JUIsl aHaidu3a OOJIBIIUX CJIOXKHBIX MYJIBTHUIOKYCHBIX CHCTEM
(HanpuMmep, orpeesieHue JIMYHOCTU YeIOBEKa WJIM OTIIOBCTBA), a TakKe OecIulaTHBIC
BEPCUU IIPOrPAMMHOTO 00eCreYeHUSI.

Ha pucynke 2 mnpuBeneH mnpuMep BHU3yaIm3alud 4 pasIuYHBIX THIIOB
BHyTpHUreHHbIX faenenuil IKZF1:

1) 3enenntii muk (VIC) pasmepom okosio 120-190 m.o. cBUIETEIBCTBYET O
HAJIMYUM y narrenTa BHyTpureHHon aenerun IKZF1 ¢ 3 mo 6 3x30HbI (pUCYHOK 2 a);

2) 3eaennlii muk (VIC) pazmepom okoso 200-230 m.0. CBUACTEIBCTBYET O
HAIMYUM y naruenTa BHyTpureHHoi aeneruu IKZF1 ¢ 3 mo 7 ax30HbI (pucyHOK 2 0);

3) cunmii muk (FAM) pasmepom okoao 200-240 m.o. CBHAETEIBCTBYET O
HAJIM4MU y marueHTa BHyTpurenHon nenemuu |IKZF1 ¢ 1 o 6 sx30HbI (pUCYHOK 2 B);

4) cunmii muk (FAM) pasmepom okojio 250-280 m.0. CBHIETCIBCTBYET O
HAJIMYMUU y HaruenTa BuyTpurenHoi nenenuu |IKZF1 ¢ 1 no 7 sx30HbI (PUCYHOK 2 T);

5) xonTpoabHblil cunnii muk (FAM) pazmepom okosio 730 m.o. — dparmMeHt
repmuHanbHoi JIHK nomken ammmnduimpoBatbes BO BCeX aHAM3UPYEMbIX 00pasiiax
U sBJIsieTCs oKas3aTenbcTBOM IpucyrerBus JJHK B peakuuu, ee nemocTHOCTH, a Takxke
sbdexTuBHON amrmukanuu (pucyHok 2, a, 0). OOpartuTe BHUMaHUE, YTO IPHU
Hanuuuu aenenuu |IKZF1 nux repmunansHoi JIHK MoxkeT ObITh OYEHb HU3KUM WJIU
JIaXKe UCUYE3HYTh (PUCYHOK 2 B, T);
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Pucynok 2. — [Ipumep ¢pparMeHTHOr0 aHAIN3A PA3IUYHBIX TUIIOB
BHyTpHUreHHbIX aejgennil IKZF1, amnanduuupoBaHHbIX ¢ IOMOIIBIO METOAA
myJabTuILiekcHoi TTHP

6) orcyrcTBHe nmukoB B Anana3zoHe ot 200 xo 300 m.o. mo kanaaam FAM n
VIC cBuzaerenscTByeT 00 OTCYTCTBMHU y TMalMeHTa BHyTpureHHbIX aenernuii IKZF1. B
JAaHHOM ciydae KoHTpousibHbIA cuHUN Tk (FAM) repmunamsHoi JIHK pasmepom
ok0J10 730 11.0. TOJKEH MPUCYTCTBOBATH B 00513aTEIIBHOM MOPSJIKE;

7) MHOKeCTBeHHble NHKH B KpacHoM kanHaje (ROX) cooTBeTCTBYIOT
(dbparmMeHTaM MapKkepa MOJICKYJIIPHOTO Beca (He MPEACTaBIICHO HAa PUCYHKE 2).



