OT3hLIB
Ha aBTOpedepar aucceprauuu bacxaepoii ['annHel AneKcaHapOBHEI HA TEMY:
«Omnpenenenue MyTallHOHHOro cratyca rera IKZF' 1 npu B-KIeTOYHBIX OCTPBIX
nuMpobaacTHBIX Jeiiko3aX B3pPOCIIBIXY,
NIPEJICTABIEHHYIO HA COUCKAHUE YYEHOHN CTENIEHH KaHAuaTa MEAULIMHCKHAX HayK

1o cnenuanbHOCTH 14.01.21 — remarosiorus u nepeinvBaHyue KpOBH.

AKTYya/IbHOCTb H OCHOBHbI€ NOJI0’KeHHS PadoThI

MonekynsipHO-reHeTHYECKUE MAPKEPBI JABHO U C YCHEXOM HCIHOJB3YIOTCS A JUArHOCTHKH U
OLIEHKH MPOTHO3a Y MAllMeHTOB C OCTPLIMHU Jjeliko3aMu. Jlenemyu B reHe /KZF] gBnsioTCS BaKHBIM
MPOrHOCTHYECKHAM [IOKa3aTelleM, CBA3aHHBIM C HeOIaronmpHATHBIM IIPOrHO30M Y nanueHToB ¢ Ph-
HeraTuBHbIM OJLJI, BHE 3aBUCHMOCTH OT MPOTOKOJA Tepanmuu. B To ke Bpems B Halllell cTpaHe, rie
HCIIONIB3YIOTCS OPUTHHAJIbHBIE OTEYECTBEHHBIE NPOTOKOJIBI JIEUeHHS, MOJOOHBIE HMCCIECAOBAaHHUA Y
B3pocnbix manueHToB ¢ OJIJI panee He mpoBoaunuch. B cBf3uM ¢ 3TMM auccepranuoHHas pabora
bacxaeBoii ["ainHbl AleKCaHIPOBHBI IPEACTABIACTCS YpE3BbIYaiiHO HHTEPECHOHN H aKTyaIbHOIH.

B uccnenosanue B3aT0 67 B3pOC/IBIX MAalHEHTOB C BIEPBBIE YCTaHOBJIEHHBIM auarHozom OJIJI
u3 B-muneitapx npeamecteeHHukoB (BII-OJIJI), kotopele 6butn BKIrOYeHE! B uccaenosanus OJIJI-
2002, OJIJI-2009, OJIJI-2016, B T.4. 49 mauuenToB ¢ Ph-HeratuBusiM 1 18 ¢ Ph-nosutusaem OJIJI.
TNleneuun IKZF1 Ovun BhisiBieHsl B xone IIIP ¢ merexuweii MeTogoM (GparMEHTHOrO aHaiM3a M
NOJITBEPIKICHBI CEKBEHHPOBAHHEM.

ABTOp TmOKa3ana, yactota oOHapyxeHus nenemmit /KZF[ y GonbHbIXx Ph-mosmtBHEIM OJLJI
cocTaBiger 56%, 4To OBLIO AOCTOBEPHO BEIIE, YeM y mauueHtoB ¢ Ph-meratuBHeiM OJII — 18%
(p=0,0097). CriexTp HaiiileHHBIX JeNeNHi CXOX ¢ TeM, 4TO ObLI Hal[eH B €BPONMEHCKHUX CTpaHax, 3a
HCKMIoueHneM Jenenuii Bcero reHa (Al-8), KOTOpble HEBO3MOXKHO BBIIBHTH TEXHOJOIHEH,
HCIOJB30BaHHOM B pabore. VHTEepecHON HAaXOIKOH cTalo DOCTOBEpHO Oojiee 4acToe OOHapYKEHHE
Ko3Kcrpeccun MuesionaHbx MapkepoB (CD13 n CD33) npu namuuun aeneuuit IKZF'1 y MalueHTos ¢
Ph-meratuBaeiM OJIJI (OtHomenue mancoB = 30.4, 95% JIU 2.8 —328.9). BriasieHo, 4T0 Hanmu4ne
nenemuit IKZFI1 y mnanuentoB ¢ Ph-neratuBueiM OJIJI cBsi3aHO € 3aMeAICHHBIM KIHPEHCOM
OTyXOJIEBbIX 61aCTOB M ATHTENLHBIM COXPaHEHHEM MUHHMAJIbHOMH 0CTaToYHOI Gose3nu Ha 70-i 1eHp
133 nuu Teparmu. HecmoTps Ha 970, ¢ dextuBHocTs Tepanuu 60snbHbIX Ph-nerarusubiM OJUI mo
nporokosam OJIJ1-2009 u OJIJI-2016 cylecTBeHHO He OT/IMYanach y GOJNBHBIX C HATMIHEM JeTeHuH
IKZF1 u 6e3 HUX: 1oJIHas peMuccus Oputa gocturuyra y 89% u 95%, 3-netHsist oOLast BBDKHBaeMOCTh
cocrasmia 100% u 75,8%, 6es3penuausHas BepkuBaeMocTs — 80% u 70,9%, a BEpOATHOCT Pa3BUTHUSA
penuausa — 20% u 26,6%, coorBercrserHo (p>0,05 BO Beex ciryyasix).

[TonyyeHHBIE JaHHble O B3auMOCBs3H Jenemuil [KZF] ¢ NUHAMHKOH SIMMHHALMH KIMPEHCOM

MHUHHMMAIBHONH OCTATOYHOH GOJE3HH OTKPHIBAIOT MEPCIEKTUBBI IS JNAJIBHEHIIEr0 H3y4eHHs 3TOro
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HampasneHus. ViccnenoBaHusi Ha OONBIIMX KOTOPTaX OOJBHBIX MO3BOJAT CHENaTh OKOHYATENIbHbIE
BBIBOJIBI O IIPOTHOCTHYECKOH ponu nenenuit [KZF] mpu HCMONb30BaHUH NPOTOKOIOB Poccuiickoi

HCCIIeOBaTEIbCKON Ipymnbl Mo u3ydenuio OJLJI.

OneHka si3bIKAa H CTH/ISA, TPAKTHYECKAs 3HAYHMOCTb Pe3yJbTATOB MPOBEJEHHOI0
HccIeJOBAHHSA
ABTOpedepaT HammcaH TpaMOTHBIM JIMTEPATyPHBIM S3BIKOM, BBINIOJIHEH B COOTBETCTBHH C
oOIeNpHHATEIMH  TpeOoBaHUAMH. BbIBOABI padoThl COOTBETCTBYIOT pe3ylbTaraM, TIIATEIBHO
obocHOBaHBL. BaKHBIMH MPEICTABIAIOTCA MPAKTHYECKHE PEKOMEHIAIMH, BBITCKAIOLIHE U3
cozmepkanusi pabotel. He BBI3bIBAa@T COMHEHHS HaydHas HOBHM3HA, TEOPETHYECKAs M MpaKTHYeCKas
3HAUMMOCTh JAMCCEPTALMOHHOTO HCCIIe0BaHuMsI. 3aMevyaHuii o ohopMIIeHHIO aBTopedepaTa HeT.
I[To MaTepuanaM JMCCEPTALHH OIyOIMKOBAHO 3 CTAaTBH B JKypHaNaX, peKoMeHaoBaHHbXx BAK
MOH P®.
3axkaro4enue
Takum 06pa3om, NpeCTaBIeH bl aBTopedepar nuccepTannonHoH paboTel bacxaesoii ['amuHbl
Anexcanaposabl «OrnpejieNleHHe MyTalMOHHOro craryca reHa [KZFI mpu B-KIE€TOYHBIX OCTPBIX
muM(poBIaCTHBIX JIeHK03aX B3POCIBIX» HA COHCKAHHE YYE€HOM CTENeHH KaHuaTa MEAMIMHCKIX HAyK
[TOJIHOCTBIO COOTBETCTBYET IIOJIOKEHHIO O WPHCY)KACHHH YYEHBIX CTENEHEH, YTBEpKIACHHOMY
noctaHoBieHneM IlIpasutensctBa Poccumiickoit ®enmepaumu 24 centsbps 2013 roma Ne 842 (c
M3MEHEHHSMH TocTaHoBneHus IIpaBuTenscTsa Poccuiickoii ®@eneparmu Ne 335 ot 21 anmpens 2016
rona u Ne 748 or 2 asrycra 2016 r. «O BHECEHUH H3MEHEHHH B MOJIOXKEHHE O NPHCYKICHUH YUCHBIX
creneneit»), a eé aBTop, bacxaesa 'anuHbl AJIEKCAHAPOBHBI, 3aCIy’KHBAET IPHUCYXKACHHS YYCHOH
CTETeHH KaHAM/aTa MEAMLMHCKHX HayK M0 CIeMHaTbHOCTH «I eMaToJIorusi U MepeaBaHHe KPOBH) -

14.01.21.

JIOKTOp MEIHIMHCKUX HayK,
3aBeyromMmHmii TabopaTopueil MONEKyISpHOH OHOJIOTHH, KIMMYHO(DEHOTHITHPOBAHHS H

naromopdomnorun 'AY3 Caepunosckoi obnacti «ObnacTHas JeTcKas KIMHHIECKas OonmpHHULIA»

L{ayp ['puropuii AHaToIbeBAUY
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