Tabnuua 2. Cpennss OB B 3aBUCUMOCTH OT I'pyIIIbI MPOTHO3A U BO3pacTa

I'pynna nporuosa Cpennsist OB (mec) Bo3spactHas rpynmna Cpennsist OB (mec)
bnaronpusitHoro n=15 21,0 Bospact < 60 et n=22 13,5
ITpomesxyrounoro n=11 11,0 Bcee rpynnbsr n=52 10,9

HeGnarompusitHoro n=26 5,0 Bospact > 60 et n=30 9,0

[To pe3ysbTaTaM UCCIIENOBAHNS MOMKHO CAEIATh CJICTYIOIINE BHIBOLBI.

1. Bospacr, KOJINYECTBO JICUKOLIMTOB U TPOMOOITUTOB
nepudepuyeckoit kposu, ypoBeHb JIJII', myTtanThbiii ctaTtyc reHOB NPM1,
FLT3, CEBPA, NRAS, IDH1/2 (B mensmieii crenenn C-KIT), ‘a ‘Taxike
ypoBHH Odkcmpeccun CD56+, CD34+, CDI117+ npuns yeTraHoBICHUN
nraraoza OMJI MMET HE3aBUCUMYIO MPOTHOCTUYECKYIO 3HAYUMOCThH B
oTHomeHuu yacToTsl [1P u OB.

2. Mopdonornueckas FAB-knaccudpukanuas. OMJI He naer
JIOCTOBEPHOM IPOTrHOCTHYECKON HH(pOpPMAIIMU HpU OTCYTCTBUU JaHHBIX
UUTOTEHETUYECKOTO U MYTAlIMOHHOTO aHAJIU30B.
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HACEJIEHUA T'POOJHEHCKOMU OBJIACTH 3A 2012-2015 I'OAbI
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I poonenckas obnacmuasn kKiunudeckas 6oabHUYA

Octpeiii  Muenouanbii  seiiko3 (OMJI) mnpencraBiaser coOoit
TEeTEPOTCHHYI0 TPYNIy KIOHAJIBHBIX HEOIIACTUYECKUX 3a00JICBaHUM
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MHUEJIOUTHOTO pOCTKa remonod3a. [lepBoHayanbHOE pacro3HaBaHUE 3TOU
reTEPOreHHOCTH 0a3UpOBaJIOCh B OCHOBHOM Ha MOP(OJIOTUH OJACTHBIX
kietok. B 2016 r. Bcemupnas opranumszanusi 3apaBooxpanHenus (BO3)
kinaccupunupoBaia OMJI ¢ yyeToM OHOJOTHYECKUX, TEHETUYECKUX,
UMMYHO(EHOTUIMMYECKUX U KIMHUYECKUX JaHHBIX][ 1 ].

ITox mamum HaOmronenueM B Teuenue 2012-2015 rr. vaxoquiocs 56
HAIMCHTOB C BIiepBbie BoisiBICHHBIM OMJI. U3 Hux 50 manmuent ¢ OMII de
novo, 6 mnamueHToB ¢ ucxoaomM B OMIJI mocie mnpeamecTBYIOMEro
muenoaucmiactudeckoro curapoma (MJIC). He Obuio  ‘BBIABICHO
nanueaToB ¢ OMJI-M6 u OMJI-M7. U3 ucciaenoBanus ObUIA UCKIIOUEHEI
4 mnammenta ¢ OMIJI-M3 c¢ yuerom knaccudpukanuu BO3w(2016).
OcraBimecss 52 nanueHTa ObUIM CIPYNIIUPOBAHBI COTMIACHO KPUTEPUSIM
FAB- knaccudukaiuu ¢ MCIOIB30BAaHHEM AaHHBIX MOPQPOIOTHYECKOTO,
UTOXUMHUYECKOT0, HMMYHO(GEHOTUIINYECKOTO, TATOT€HETUYECKOTO |
MOJICKYJISIPHO-TEHETHYECKOro  uccaenoBanusa[2]. Ilpu  onpenenenumn
JTaHHBIX 1O 00mIe# BebkuBaeMocTy (OB), 6e3penuAuBHON BBDKHMBAEMOCTH
(bPB), wactrore nosubix pemuccuil (IIP) uCHOIB30BANINCH ClEayIONIME
napaMeTpbl: MOJI, BO3PACT, KOJHUYECTBO JCHKOIIMTOB U TPOMOOIIUTOB
nepudepruyeckoil KpoBH, KOJUYECTBO, OacTOB KOCTHOTO Mo3ra (KM),
ypoBeHb Jaktataeruaporenasbl (JIAIY). IIP  ycramaBnmuBanach mipu
OTCYTCTBUM  Mopdosiornueckoro craryca OM  (6nacter KM<5%,
OTCYTCTBUE  DKCTPAMEIYJUISIPHBIX &, OYaroB  KPOBETBOPECHHUSA) W
HOpMaJu3alui MokazaTedend ‘mepudepruueckoil KpoBU (KOJUUYECTBO
Heiitpoduaos >1,0x10%, komruectso TpomGomuTos >100,0x10°%/1). OB
omnpeaesuiach Kak BpeMsi oT'Havasia Tepanuy WIK YCTAaHOBJIECHUS JUArH03a
70 UCXOJla WK JI0 MOMEHTAa OKOHYaHus HaOmtoAeHus. PaHHel cMepThio
CUMTaJIach CMEPTH'B T€UeHUE 28 THEW OT Hayajaa Teparnuu, HE3aBUCUMO OT
HaJW4Yus WM OTCYTCTBUS peMuccuu. lIpu BbICICHUUM KpUTEPHUEB 3a
TOYKY pa3fAciacHus npuHAT Bo3pacT B 60 ser. OCHOBHBIE XapaKTEPUCTUKH,
cenududeckde I TanWeHToB/3a0oneBaHus  corimacHo  FAB-
wiaccupukaiu, mpeacTaBieHbl B Ta0. 1.

Tabmuna 1 — Cnenududeckre XxapakTepUCTUKHU NariueHToB/3a00meBanus ¢ OMJI

ITapameTpbl MO MI M2 M4 M35
Bospacr (1), ¢p., p.,C/1 AHAIa30H 61 (43-69) 55 (42-64) 62 (35-82) | 58 (47-67) | 54 (37-73)
My>xuunbl <60 sieT, eT, K-Bo, % - 5 (55) 4 (15) 2 (40) 2 (50)
My>xuunbl >60 siet, neT, K-Bo, % 3 (43) 2 (22) 5 (19) 1 (20) 1(25)
XKenmunsl <60 net, Jiet, K-Bo, % 2 (30) 1(11) 6 (21) — 1(25)
XKenmmuusl >60 et Jiet, K-Bo, % 2 (30) 1(11) 12 (45) 2 (40) —
Jleiixorurer 10%/m, ¢p., cp., AMANasoH. 9 (2,2-18,2) |59 (1,6-180,0)|42(1,05-294,0)85 (1,7-211,5) 135 (42-224)
Tpom6ouuTs 107/, cp., cp., AManason 78 (22-134,0) | 58 (12-130,0) |75 (5,0-212,2)|83 (14-264,0)| 43 (20-67,0)
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I'emorioOuH 1/1, ¢p., Cp., AWAMA30H 86 (57-109) 89 (41-125) | 82 (44-131) | 79 (44-103) | 93 (76-115)
JIAT (en/m), cp., AU AuanasoH 559 1237 1024 1470 4269
(274-1254) (265-3200) | (372-3790) | (556-2470) | (236-10010)
bnactet KM, cp., 1ua auamna3on 69 (20-99) 55 (22-93) 61 (18-96) | 76 (40-96) | 75 (67-78)
['enaromeranusi, BO, K KOJINYECTBO, Yo 2 (30) 4(33,3) 4 (15) 2 (40) 3 (75)
CrieHoMeraius, K-Bo, KOJIN9IeCTBO, %o 2 (30) 4 (44,4) 9 (33) 3 (60) 2 (50)
JlmmdoaneHomaTHs, K-B KOJIHYECTBO, %o 2 (30) 1(11) 2(8) 1 (20) 1(25)
Pemuccus, k-Bo, % 6 (85) 6 (66) 20 (74) 4 (80) 3 (75)

OMJI-MO muarnoctupoBan y 7 (13,5%), OMJI-M1 — y 9 (17,3%),
OMJI-M2 — y 27 (51,9%), OMJI-M4 — y 5 (10,0%), OMJI-M5.— y 4
(7,8%) mauueHToB, YTO B LIEJIOM COOTBETCTBYET JIUTEPATYPHBIM JAHHBIM.
Cpennuii BO3pacT NANMEHTOB B MOMEHT YCTAHOBJICHUSL JHATHO3a
COCTaBJIsLT 58 JieT 11 My»X4uH (quamna3on 42-75), u 61 rox [us KeHIIUH
(nnamna3oH 35-82 roga). C y4eToM KOJIMYECTBEHHOI'O BO3PACTHOI'O COCTaBa
HacesneHus ['pogHeHCKOM o0jacTu KoJauuecTBO nauuenroB, ¢ OMJI nHa
100000 HaceneHnus B Bo3pacTHOM rpymiie > 60 et 010 B 5,2 pa3 OoJblile,
yem B rpytrne <60 net. [Ipu aTom MmyxuuH B Bo3pacte > 60 et Obuto B 1,4
paza OoJibllle, YeM >KEHIIMH B TAaKOHW XK€ BO3pacTHOH rpymnme. B rpymme
OMJI-MO npeobnananu nauueHTsl > 60 aet (71%) u B 3TOil *Ke rpyIie
BBISIBJICH CTAaTHUCTHUYECKU JOCTOBEPHBIN ©07€€ HU3KUU CpeAHUN YpOBEHD
JIEUKOLUUTOB M 3HAYUTEIbHO Oojiee HU3Kku# yposeHb JIJII'. B atoit xe
rpynne B 80% ciiyyaeB BBISBISLUIOCh U3MEHEHHE MYTAIIMOHHOIO CTaryca
IpY HAIMYUM HOPMAJIBHOTO KapuoTuna. B cpaBHEHUM C JpYyrumMu
BapuantamMmu OMJI cTaTUCTUYECKH TOCTOBEPHBIM OKa3aJIOCh MOBBIIICHUE
YPOBHS JIEMKOLIMTOB U CHUMKEHHE ypOBHSI TpoMOouuToB npu MS-OMJL
CraTucTUYECKH HEJOCTOBEPHBIM OKa3ajaoCch NoBbiIeHUE ypoBHs JI/I mpu
sToM Bapuante OMJI B\.CpaBHEHUHU C TaHHBIMM Apyrux BapuantoB OMIJL.
Hanmnumne anomanpHOrO) Kapuotuna BbIABIECHO B 55% cioywaes OMJI-M1
nipu yactote (66%).ITP. B rpynne OMJI-M2 63,0% cocTaBwin MaiueHThl
>60 JeT ¢ IpeBaANMPOBaHUEM XEHIIUH (45%) U ¢ HATMYUEM B 3TOU TpyIIIe
MOJICKYJISIPHBIX » MyTaliuid B 59,0% ciiyyaeB; aHOManbHBIM KapHUOTHIL
BBISIBIICH. B, 18,5% cnyuaeB; wactora IIP cocraBuia 74%. He BbisiBIIeHO
JOCTOBEPHBIX pa3IWYuil B YpPOBHE OJACTOB KOCTHOTO MO3ra IpHU
pasnuuHbix Bapuantax OMJL. I'emarocninenoMmeranus yane BbISIBIEHA IPU
BapuanTax M4- u M5-OMJI. YacTtoTa XpOMOCOMHBIX a0eppaluii, TeHHbIX
MyTalMi U uX coueTanui y nanueHToB ¢ OMJI B Bo3pacTHBIX rpymmax < u
>60 JIeT COOTBETCTBYET JaHHBIM JApYyrux wuccienoBanuil [3]. [lanHbie
MPEJICTaBJICHBI B TA0M. 2.
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Tabnuua 2. Hanuure XpoMOCOMHBIX abeppalnii, FTeHHbIX MyTallMil ¥ UX COYETaHUH B
3aBUCHMOCTH OT Bo3pacTa nauueHToB ¢ OMJI

Bo3spact nanuenros Mouosxe 60 ser Crapuue 60 ser
Bcero BBISIBICHO MaIMEHTOB, K-BO, (%0) 23 (44,2) 29 (55,8)
OO6cnenoBaHo MAMEHTOB, K-BO, (%) 17 (73,9) 23 (80)
XpomocomHbie abepparuu (XA), k-Bo,( %) 11 (64,7) 4 (17,4)
I'ennsie mytarmu (I'M), k-Bo, (%) 5(29,4) 17 (73,9)
Coueranne XA u I'M, k-Bo, (%) 3(17,6) —

[Ipu ananuze wacrorsl [IP, OB u bPB B 3aBucumocTH OT HaHHBIX
Ja00PATOPHO-TEHETUYECKOTO  UCCIICIOBAHUSI  BBISBIICHO < "GJICAYIOIIICE.
Yacrora I[P, cpeausis OB Oblia BhIllie B TPYIINE MallMeHTOB B BO3pacTe <
60 7er, mpW HMCXOJHOM YpOBHE JieuMkonuToB <30,0 x10%/n, YpPOBHE
TpoMOo1ITOB >50,0 x10%/n, ypoBue JIJAI' <750 en/n;9Te CoOTBETCTBYET
JUTEPATYpPHbIM JTaHHBbIM[4]; HE BBISBICHO JIOCTOBEPHBIX pa3IU4Yuil B
4acTOTE JAHHBIX MOKA3aTelie B 3aBUCUMOCTHU O Kapuotuma. B sTon xe
IPYNIIBI BBISIBIICHO TOCTOBEpHOE noBbiieHHe OB >12 mecsues.

[lo pe3ynbTaraMm HCCIEAOBAHUA MOMKHO CJI€JIaTh CIEAYIOLINE
BBIBO/IBI.

1. Bospacr, KOJINYECTBO JEUKONHUTOB U TPOMOOIIUTOB
nepudepuyeckoir kposu, yposenb JIUIT mpu ycraHoBieHuun nuarHosa
OMJI umMeroT He3aBUCUMYIO MTPOFHOCTUYECKYIO0 3HAUMMOCTh B OTHOIIEHUU
yactotsl [IP u OB.

2. XpoMocoMmHbIe abeppallid B OCHOBHOM BBISBIISIIOTCS B TPYIIIE
nanueHToB ¢ OMJI B Bo3pacte <60 er, B TO BpeMsl Kak T€HHbIE MyTalll1
npeobianaoT B _Bo3pacte >60 JeT; nph  ATOM HUX COYETAHHUE
(CBF-neiikemus+c-KIT) BersiBieHO ToBKO B 17,6% B BO3PACTHOH IpyIIIie
<60 ser.

3. Mopdonoernyeckass FAB-kmaccudukanms OMJI  He  gaer
JOCTOBEPHOM IPOTHOCTUYECKON HHOOpPMAIIMU TPU OTCYTCTBUU JaHHBIX
HATOM€HETUYECKOr0 W MYTAllMOHHOro  aHaiu3oB. llenecooOpa3Ho
BBIJICJICHUE W3 BCEX KaTEeropui NaHHOW KiaccUPUKAlMM B OTACIbHBIC
Ho3zosoruueckue Qopmel ciaydau OMJI ¢  MyTaHTHBIM CTaTyCcoOM
BBIIICYKA3aHHBIX T'€HOB. BBINOIIHEHNE KAPUOTUIIMPOBAHNUS U ONPEJCTICHHE
MYTaHTHOTO CTaTyca BBIIICYKa3aHHBIX TE€HOB 0053aTEIbHO JI0 Havaia
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I poonenckas obracmuas KiuHu4eckas. 601bHUYa

OTHOMATOreHe3, JUAarHOCTUKAa W TEpamus OCTPbIX MUEIOUIHBIX
neiiko3oB (OMJI) sBIAIOTCSA OHOM M3 OCHOBHBIX MPOOJIEM COBPEMEHHOMN
onkoremarojioruu. OMJI mnpenctaBiasieT €00l TEeTEPOreHHYIO TPYIIY
KJIOHAJIbHBIX ~ HEOIJIACTUYECKUX _(3a00J€BaHUN MHUEIIOWTHOTO POCTKa
reMOII0A3a B OCHOBHOM Y MOXKWJIBIX\IIAITMEHTOB ¢ MearaHoi Bo3pacta 60-
65 1ner. BaxHeHmIMMH ITPOTHOCTHHECKUMHU (haKTOpamu, KOTOpbIE
OTPEACIISIIOT BapUAHT TEPATIMH, SBIISIOTCS JaHHBIE IIUTOTCHETUYECKOTO U
MOJICKYJIIPHO-TCHETUYECKOTO MCCIIeIOBAaHUs 0JIaCTHOM mormysisiiuu [1].

[Tox mamum HaOmwoaerneM B Teuenne 2012-2015 rr. maxoquioces 56
MALMEHTOB C BIIepBbIe BhIsIBIeHHRIM OMJL. M3 Hux 50 mauuent ¢ OMJI de
novo, 6 mamueHTeB ¢ ucxogomM B OMIJI mocine mnpeAmecTBYOMIEro
muenoauciuractyyeckoro cunapoma (MJIC). He Obuio  BBIABIEHO
nanueHToB.c OMJI-M6 u OMJI-M7. U3 uccinegoBanusi ObLIN UCKITFOYEHBI
4 nanuenra c:OMJI-M3 ¢ yuerom knaccudukanuu BO3 (2008). OMJII-MO
aunarnoctuposad y 7 (13,5%), OMJI-M1 —y 9 (17,3%), OMJI-M2 —y 27
(5159%), OMJI-M4 —y 5 (10,0%), OMJI-MS5 —y 4 (7,8%) naniueHToB, 4To
COOTBETCTBYET JIMTEPATypHbIM JIaHHBIM[2]. CpegHuii BO3pacT MAllMEHTOB
B MOMEHT YCTAaHOBJICHUS JUAarHo3a COCTAaBIUT 58 JIeT [ MY>KYHH
(muamnazon 42-75), u 61 rox mns xeHmuH (quanazod 35-82 roaa). Ilpu
aHanu3e JaHHbIX M0 o0Omeil BbikuBaeMocTu (OB), yacTtoTe MOTHBIX
pemuccuii (IIP) wucnosb3oBaiuCch CHEAYIOMIME IApaMETPbl:  YPOBHU
skcnpeccun CD34+, CD 56+, CD 117+, MyTalmoHHBIM CTaTyC TE€HOB
CEBPA, NPM1, FLT3-ITD, IDH1/IDH2, NRAS, c-KIT B Omacrax mpu
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