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LuToreHeTnyeckue nccnenoBaHns obs3atenbHbl Aas AMArHOCTUKM MUENOAUCNNACTUYECKUX HOBOOOpasoBaHuit (MAC):
B knaccudukauum BecemupHoit opraHusauum 3gpasooxpaHenus 2022 r. MAC paspeneHbl Ha rpynny C onpeaeneHHbIMu
reHeTUYeCKUMU aHOMaNUAMK U Ha Te, KOTOpble onpefeneHbl Mopdonoruyecku. lononHuTenbHo MofuduLMpoBaHa Tep-
MUHOOTUS, yTOYHAWAsA pasnuymne mexay MIC c HU3KUM (<5 %) 1 noebiweHHbIM (5-9 % ana MAC c 36bITKOM GNACTHBIX
knetok 1 n 10-19 % ans MIC c M36bITKOM 671aCTHBIX KNETOK 2) KONMYECTBOM BNACTHBIX KNETOK B KOCTHOM MO3re.

B cTatbe npuBefeHO onucaHue KAMHUYecKoro HabnwoaeHus naumedta ¢ MAC ¢ NOBbIWEHHbIM KOIUYECTBOM GNACTHBIX
KNeToK ¥ U30AUpOBaHHOWM feneuunein 5q.

KnioueBble cnosa: 5q—, geneums XxpoMocoMbl 5, MMeNoANCNNACTUYECKUIA CUHAPOM, [UCTNA3US, LUTOreHeTUYeCcKas aHoMa-
nusa, CMHApoM 5q-
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Cytogenetic studies are required for the diagnosis of myelodysplastic neoplasms (MDS) because the World Health
Organization 2022 classification divides MDS into a group with defined genetic abnormalities and MDS that are defined
morphologically. Additionally, this paper modifies the terminology to clarify the distinction between MDS with low
(<5 % in bone marrow) and increased blast cell counts (5-9 % for MDS with blast excess 1 and 10-19 % for MDS with
blast excess 2).

This article describes the clinical observation of a patient with blast excess MDS and isolated 5q deletion.
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BBepeHue

CuHIpOM 5q— IMarHOCTUPYETCS, KOTIa y TAllMEHTOB
BBISIBJICHBI JIeJIeIns XpoMocoMbl 5q (del(5q)) Kak emuHCT-
BEHHAasI KapMOTUIIMYECKast aHoManus U <5 % OGIacTHBIX
KJIETOK B KOCTHOM Mo3re [1, 2]. Cunapom 5q— ObLI Briep-
BeIe onmcad H. Van den Berghe u coaBt. B 1974 1. 1 ipen-
CTaBJsIeTCA HamboJiee OTYETIMBBIM M3 IOATUIIOB
Muenogucriactuaeckux cunapomon (MJIC) c getkoii
CBSI3bI0 TeHOTUMNA U (peHOoTUIIA [3]. DTO HOBOE reMaToJIO-
ruyeckoe 3abojeBaHuE TOJOM I03XE ObLIO ONMMCAHO
G. Sokal 1 coaBT.; TakkKe MPOJEMOHCTPUPOBAHO, UTO Y T1a-
meHToB ¢ del(5q) HabMmomaIMCh MAaKPOLIMTApHAS aHEMUSI,
HOPMaJIbHOE WJIM CJIeTKa CHIDKEHHOE KOJTMIECTBO JICHKO-
LIMTOB M HOPMAaJbHOE WM ITOBBIIIEHHOE KOJIUYECTBO
TpoMOOLIMTOB. B KocTHOM Mo3re npeobJiafgaia rMIormiasust
SPUTPOUAHBIX KJIETOK, HO «Haubosiee sApKas aHOMasIus
Kacajach MEraKapruoILIUTOB M OCOOEHHO X SiIep, KOTOPHIE
O0OBIYHO OBLUTM MAJICHBKUMM, KPYTJIBIMU I OBaJTbHBIMU
1 HEJOOYISIpHBIMU» [4].

Jlo 3TOrO BpeMEHU €IMHCTBEHHOM criel(puIecKoi
XpPOMOCOMHOI abeppalyeii IIpu reMaToa0rM4eckux 3a00-
JIeBaHUSX ObLIa punageabguiickas XxpoMocoMa, CBSI3aH-
Has ¢ XpOHMUYECKON MUETOMIHOM Jeiikemuein [5, 6].
G. Sokal u coaBT. mpUIIX K BBIBOLY, uTo del(5q) mpen-
CTaBJIsIeT cOO0I HOBYIO CIEIIM(PUIECKYI0O XPOMOCOMHYIO
aHOMAJIMIO, CBSI3aHHYIO ¢ pedpaKTepHOIl aHEMUEN, XOTs
Yy HUX He ObLIO OOBbSICHEHMSsI, KaK CBSI3aTh aHOMAaJIbHYIO
XpPOMOCOMY 5 ¢ TeMaTOJIOTMYeCKUMU IIPOSBICHUSIMMU.

AbGeppauuu B XpoMOCOMe 5 BcTpedaroTcst 0oJiee uem
y 25 % nauunenTtoB ¢ MJIC, HO yacToTa IepBOHAYAIBLHO
ONKCaHHOIO CUHApPoMa 5q— ropasno Huxke [7]. Knaccuue-
CKMIA CUHIPOM 50— XapaKTepu3yeTcs MAaKPOLIMTapHOI aHe-
MHEH M OTCYTCTBHEM LIMPKYJIMPYIOIINX MMEI00IaCTOB
B niepudepudeckoit Kpos [3]. OTamuuTeIbHBIMU MOP(DO-
JIOTUIECKUMMU TIPU3HAKaMH1 KOCTHOTO MO3Ta SBJISTIOTCST 3PH-
TPOMIHAS TUIIOILIA3MSI, MEraKaproOLMTapHAs JUCIIIA3HS
C HEOOJIBIIMMHU OJIMTO- WJIM MOHOHYKJICAPHBIMU (hOpMaMM
u <5 % muenodnactos [8]. Del(5q) mpu M/IC He obs13aTesIbHO
COOTBETCTBYET KIIMHUYECKHA OIMCAHHOMY CHHIPOMY Sq—.
I1o onpeneneHnIo, CUHAPOM Sq— SIBJISIETCS OTAEJIbHOM CYIII-
HOCTBIO C YIIOMSTHYTHIMU KITMHUYECKUMM XapaKTePUCTUKAMI.
HecMotpst Ha 310, B IMTEpaType OCTaeTCsl HEOOOCHOBAHHOE
OTOXIECTBJICHUE M30IMpoBaHHON aHoMammu del(5q) ¢ cuH-
JIPOMOM 5(—, UTO 3aTPyIHSIET UX pa3IMICHHE.

MaxkpouuTapHasi aHeMUs 9aCTO AUHCTBEHHOE KIJIM-
HUYECKU 3HAYMMOE TeMaTOJIOTMIeCKOe N3MEHEHHE, KO-
TOpOE MPUBOINT K JUTUTEIHLHOM 3aBUCHUMOCTUA OT T€MO-
TpaHCy3uii y OOJBIIMHCTBA ITalMeHTOB. C y4eToOM TOTO,
YTO YPOBHU JIEUKOLIMTOB U TPOMOOILIUTOB OOBIYHO COOT-
BETCTBYIOT pe)epeHCHBIM 3HAYCHUSIM, TTAIIMEHTHI C U30-
JMpoBaHHO# del(5q) MMEIOT HU3KYIO 9acTOTy MH(EKIIM-
OHHBIX OCJIOKHEHHI, KOTOPBIE BEI3BIBAIOT 3HAYNTEIIBHYIO
3a00J1€eBa€MOCTh 1 CMEPTHOCTD y TTAIIMEHTOB C JAPYTUMU
noarurniamu MJIC.

B uenom del(5q) kak emMHCTBEHHAS! IIUTOTCHETHUYEC-
ckag abeppaums npu MJIC mipeacTaBiisieT co00il OTaeb-
HYIO [IUTOT€HETUYECKYIO MOATPYIITY MHUEIOIUCIIIA3UA,

KOTOpas TeTEPOreHHa B OTHOLIEHUM KJacCU(UKALIUHU,
MporHo3a u JieueHust. OCHOBHAsI LIJIb JIEYEHUST — ITEPEBO/L
JAHHBIX MALMEHTOB OT YaCThIX ITEPEIMBaHMI SPUTPOLIMTOB
IO JOCTMKEHUST TpaHCHY3MOHHOM HE3aBUCHMOCTH.

Jlanee mpuBENEHO ONMMCaHNE KIMHUYECKOTO CiIydast
naunrenTa ¢ MJIC ¢ n36bITKOM OJIACTHBIX KJIETOK 1 1 130-
JmpoBaHHO del(5q).

KnuHuueckui cnyyait

Ilayuenm M., §0 rem, npu nocmynieHuu npedss6151
ACAN00bL HA BBIPANCEHHYIO 00UYI0 CAAOOCMb, 201080KPYICe-
Hue, 00blUKY NPU MUHUMAAbHOU (husueckoil Haepyske. Jlan-
Hble CUMNMOMbL PA3GUAUCH 8 TNeUeHUe HECKOAbKUX MeCAUEs.
B kaunuyeckom anaauze Kposu viseneHbl anemust (YpogeHbw
eemoenobuna 40 e/a, cpednuil o6sem apumpoyumog 99,5 ¢a),
nanyumonenus (kKoauvecmeo spumpoyumos 1,24 < 10"/,
aetikoyumos 3 x 1P/, mpomboyumoe 39 x 10°/n). Pe3ynv-
mambvt 0ONOAHUMEAbHBIX AA00PAMOPHBIX UCCACO08AHULL: CO-
depocanue gpeppumuna 896 mre/n (HopmanbHble 3HAYEHUS
20—200 mre/n), C-peaxmuenoeo beaxka 2,7 me/n (Hopmans-
Hble 3HaveHus 0—5 me/n), aakmamoeeudpoeenaswvl 143 Ed/a
(HopmanvHble 3Havenus 135—214 Ed/a).

Pezyasmamut yumonoeuueckoeo ucciedoeanus acnupama
KOCMHO020 M032a: NOBbIUEHHAS KACMOYHOCY, YEeAUteHHOe
Koauuecmeo bnacmuwix kaemox (5,4 %), pacuupenue u omo-
J0JICEHUE 2PAHYA0YUMAPHO20 POCKA C 2UNOEDAHYASPHOCHIBIO
YUMonaamol KAemokK, AUMPOYUMO3 U nOGblULeHHOe cooep-
JCAHUe NAABMAMUYECKUX KAEMOK, CYIHCEHUe IPUMPOUCHOL0
POCMKQ, 8bIpadsceHHble OUCHAACMUYeCcKUe U3MEeHeHUs Me2a-
Kapuoyumos (40 %): manvie 08ysdepHbie U MOHONO0YAAPHDIE
gopmot (puc. 1).

Tpu yumoeenemuueckom uccaredo8anul acnupama Kocm-
H020 M032a npoanaiusuposaro 20 memagas, noayueH pezysb-
mam: 46,XY,del(5)(q15)[20] (puc. 2).

Ha ocHosanuu noay4eHHbIx OQHHBIX 6 COOMBEEMCMEUL
¢ Kaaccugpuxayueti Becemuproi opeanuzayuu 30pagooxpaneHus

Puc. 1. Pesysvmamot yumonoeuueckoeo uccae0o8anus acnupama KOCmHo-
20 M032a
Fig. 1. Bone marrow aspirate cytology
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Puc. 2. Pezyavmamot yumoeenemu4eckoeo uccae008anus acnupama Kocmuoeo mo3ea. Jeneyus xpomocomsl 5 (cmpenxa)

Fig. 2. Bone marrow aspirate cytogenetics. Chromosome 5 deletion (arrow)

2022 2. sepugpuyuposan duaenosz: MJC c uzbsimrxom 6aacm-
Hoix kaemok 1. Ilo Mexcoynapooroii npoerocmuueckoii 6ai-
AvHoll cucmeme (International Prognostic Scoring System)
O0aHHO20 NAYUEHMA MONCHO OMHECMU K ePYNNe O4eHb 8biCO-
K0eo pucka.

06cyxxaeHune

«MpeanbHbIi» CUHAPOM 50—, KpOMe U30JUPOBAHHOM
del(5q), IMeeT 94eTKO OYepICHHYIO KIIMHIUKO-TeMaTOIOTIe-
CKYIO KapTHHY: TIOXKWJION BO3pacT, IpeodiiamaHye KeHIIMH,
HaJIMYME MAaKPOLIMTAPHOM aHEMIM, YMEPEHHOM JICMKOIICHUH,
HOPMaJIbHOE W BBICOKOE KOJIMYECTBO TPOMOOIIMTOB, Ha-
JIMYYE TUTIONOOYISIPHBIX METaKapUOILIUTOB, HU3KUI PUCK
TpaHchOpMaLX B OCTPBIN JIeiko3 [3, 9—11].

Hannuure n30biTKa 61aCTHBIX KJIETOK B KOCTHOM MO3re
W/VJTH JOTTOJTHUTEIEHBIX MOP(OJIOTMIECKIX IIPU3HAKOB JIHC-
IUTa31H COIPOBOXKIACTCS ITOBBIIICHIEM BEPOSITHOCTH TPAHC-
dopMaLM B OCTPbIii MUETO0JIACTHBIN JIEHKO3 U CHXKEHUEM
BBDKMBAEMOCTH U SIBJIIETCSI OCHOBAHVEM JIJIST BepH(bHKAITII
OITHOTO M3 COOTBETCTBYIOIIMX MOP(OIOTMIECKIM HaXOIKaM
BapuaHtoB MJIC, Ho He cuHapoMa 5q— [12—15].

XpOMOCOMHBIE MOHOCOMMHU U JIgJIeLIMU YaCcTO Ha0Io1a-
tores ipy MJIC. LuroreHeTMUecKrie aHOMaJIMK TIPUCYTCT-
By10T IprMepHO B 50 % ciydaeB MJIC de novo u 80 % ciydaeB
MJC, cBg3aHHBIX ¢ Teparieii [15]. denenys B [UIMHHOM TTjIe-
ye XPOMOCOMBI 5 SIBJISIETCSI OMHOM U3 HauboJIee pacipocTpa-
HEHHBIX KapUOTUITIECCKIX AHOMAJIMIA, 3apEeTMCTPUPOBAHHBIX
npu MJIC de novo, 1 Bctpedaercst mpumepHo y 10—20 % ma-
LIMEHTOB C 3TUM 3a0oJieBaHueM [15].

B natoreHese pa3Butusi CMHAPOMAa 50— CYIIECTBYIOT
HECKOJIBKO KOOTIEPAaTUBHBIX COOBITUI. AKTUBaLIUS p53,
BTOPUYHAS IO OTHOIICHHUIO K TalIOHEIOCTaTOYHOCTH
RPS14, nexxut B ocHOBe aHEeMUH, HAOJIIOAaeMOM y Haly-
eHTOB ¢ cuHApoMoM 5q—. [Totepst reHoB miRNA miR- 145
u miR 146a, No-BUANMOMY, UTPAET POJIb B pa3BUTHUN MeTa-
KapuOLIMTAPHBIX aHOMAauii, HAOII0IaeMbIX IIPH 3TOM

pacctpoiictBe. TakuM oOpazoM, MOJIEKYJISIpHbIE aHOMa-
JINH, CBSI3aHHBIE C OCHOBHBIMHU NPW3HAKaMH CHHIPOMA
5q—, Terepb UACHTU(UIIMPOBAHEI B PSIZIc TEHOB, KOTOPHIE
cortocrasiiedsl ¢ CDR [11, 16].

B uccnenoBannm A.A. Giagounidis 11 coaBT. TipeacTaB-
JIEH MOAPOOHBIN aHAIU3 KIMHUYECKUX U JIaOOpaTOPHBIX
mpr3HaKoB rpymsl narreHToB ¢ MJIC ¢ del(5q). O6praHO
KOCTHBIN Mo3r manueHToB ¢ M C aBisgeTcsa runepkiie-
TOYHBIM, TOT/IA KaK B 3TOM MCCJICIOBAaHUM ITOKAa3aHO, YTO
npu cuHapomMe 5q— 20 % KOCTHOro Mo3ra ObUIM TUITOKJIe-
TouHbIMU, 40 % — HOopMOKJIeTOUHBIMU U 40 % — rumnep-
Kki1eTouyHbIMHU. [IpMepHO y IMOJIOBMHEI BCEX MAIlEHTOB
HAOIIONAJICS TUITOILIACTUYECKUIA 3PUTPOII033, OIPEILIIsi-
€MBIi1 IT0 CONEPKAHUIO SPUTPOUIHBIX IPEIIICCTBEHHUKOB
MeHee 20 % B KOCTHOM Mo3re. JIMCIIa3us B SpUTPOLIUTAPHOM
JIMHUM BCTPEYaIach peaKko, TOJNBKO y 15 % MalneHToB Ha-
OJTIoaIach 3pUTPOUAHAs TUCITIa3us B 6osee yeM 10 % spu-
TPOUIIHBIX MPEAIIECTBEHHUKOB. JIuCIIa3usi B rpaHyJIoLM-
TapHOM JIMHUKM Hab/omanach Toabko y 10 % mauueHToB.
VY Bcex mauueHToB ObLIM MOHOHYKJIEApHbIE Merakapuo-
LIMTHI co chepruyecKuMu siapamu [17].

B naHHOM KJIMHUYECKOM HAOMII0A€HUH, KPOME Kapro-
TUIAYECKOM aHOMAJIAM, U30JIMPOBAHHOM JEJICLIAN XPOMO-
COMBI 5, UMEeJTUCh CXOIHBIE C CUHIPOMOM S5q— Mopdosiori-
YECKUE HAXOAKU: CYKEHUE SPUTPOUTHOTO POCTKA C OTCYT-
CTBUEM IUCIUIA3UU U JUCIIIACTUICCKIEC M3MEHECHUS Mera-
KapHOLIMTOB B BUIC MOHOHYKJICAPHBIX (DOPM.

B ciydasx, cCOOTBETCTBYIOIINX KJIACCUYECKOMY OIH-
CaHUIO CUHJpOoMa 5—, IIPOTHO3 OIMUCHIBAJICS KaK 0Jiaro-
MPUSATHBIA C UIMTEJIbHOW MEIMAHOU BBIKMBAEMOCTU
1 6ojee HU3KOM 4acTOTOM TpaHCcHOPMallMKU B OCTPHIi
MUEJI00IaCTHBIN JIEKO3 MO0 CpaBHEHMIO ¢ IPYTUMHU (Op-
mamu MJIC. Y nalimeHTOB, KOTOPBIM HeIIPaBUJIBHO OIpe-
JIeJIeH CMHAPOM 50— (T. €. ¢ JOTIOJTHUTEILHBIMUA aHOMAJIH -
SIMU KapuoTUNAa WM U30BITKOM OJIACTHBIX KJIETOK),
MPOTHO3 HebmaronpuaTHeIi [13]. Takke moka3aHo, 4TO
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HaJlM4ye TPaHyJI0LUTAPHON AUCILIA3UN SIBJISETCS He3a-
BMCHMBIM He01arompusTHBIM IIPOrHOCTUYECKUM (haKTO-
poM [18—20].
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CTaBJIsIeT cO00M MHTEpecHOe HaOoAeHIE 1151 KITMHULIM-
CTOB, TpeOylollee MYJIbTUIUCUUIUIMHAPHOTO IOAX0aa
K IMarHOCTUKE U JICUEHUIO.

B npeacraBieHHOM KJIMHAYECKOM HaOIIOOeHUN, He-

CMOTPS Ha TPYIITYy BEICOKOTO PHCKA, COCTOSTHUE TTallueH-
Ta OCTAETCS OTHOCUTEJILHO CTAOMJIbHBIM B TeUeHUE 6 MeC
ITOCJIe TIOCTAaHOBKM JMarHo3a.
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