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JAEMUCTUOPUKAIIUA MUEJTOAUCIIVTIACTUYECKOI'O CHHAPOMA:
ITOHUMAHME ITATOI'EHE3A U KITACCUPUKAIINU

Xaxkumoe b.b., Mycaee X.A., Axmeooe /].3., Caituoanuxooxcaesa C.3.,
Axmeooea /I.b., Xyoaiioepzenoesa JIII.

Tawkenmckas MeOUYUHCKAsL aKkaoemust

Pecnybauxanckuti cneyuanusupo8anHulli HAy4HO-NPAKMUYECKUU MeOUYUHCKUL
yeump omusuampuu u nY1bMOHOLOUU

Annomayun. Muenooucniacmuyeckuti cunopom (MJ[C) - osmo epynna
3a001e8anUll, XApPaKmepusyiowuxcs HapyuleHuem evlpaboOmKUu KIemoK Kpoeu 6
kocmuom mo3ee. Ouensv 8adxcHo noHumams namozenes u kiaccuguxayuio MJ[C ons
paspabomku d¢hhexmuenvix cmpamezuii 1eyeHus U YIy4ueHus pe3yiomamos 1e4etus
nayuenmos. I[lamoeenes MJIC cnoowcen u exniouaem 6 cebs pasiuynvie 2eHemuiecKue
Gaxmopvl u axkmopwvl oxkpydscaroueri cpedvl. Mymayuu 6 2eHax, CEA3aHHbIX C
eemonoazom, maxux kax TP53, SF3B1 u TET2, ueparom pewarowuyto pois 8 pazeumuu
MJIC. Omu mymayuu Hapywaiom HOPpMAlbHble NPOYEccbl NPOU3BOOCMEa U
co3peganuss KIemoxK Kpoeu, umo HNpueooum K HAKONJIEHUN) He3penvlx U
OUCHYHKYUOHATLHBIX KNeMOK 8 KocmHoM mo3ee. Knaccugpuxayua MJ{C ocnosana na
PA3TUYHBIX (DaKmMOopax, KI0UAs KOIUYECMBO NOPANCEHHBIX KIeMOYHbIX TUHUL KPOBU,
MAAHCeCMb YUMONEHUU U Haaudue cneyuguueckux cenemudeckux mymayuti. Cucmema
Kknaccugukayuu  Bcemupnoii  opeanusayuu  30pagooxpamenusi (BO3) obwvluno
ucnonvzyemcs 01 pasoenenuss M/{C na paznuunsvie noomunvl. 3uanue o namozenese
u Kuaccugukayuu MueaioOUCniIACmuiecko20 CUHOPOMA AGIAIOMC NPeOtoKepoM OJis
NPABUNLHOU OUACHOCTMUKY OAHHOU NAMONIO2UU.

Knwuesvie cnosa:  muenooucniacmuyeckuii CUHOPOM, Klaccu@urayus,
namoeenes, MeOUyuHa, 2eMONn033, 2eMamono2us, KOCMHbIU MO32

Muenonucnnactuueckui  cuapom  (MJC) - rpynma reTeporeHHbIX
3a001eBaHUH, XapaKTEPU3YIOMUXCSA PUCKOM Pa3BUTHS IUTOTICHUU TIEpH(EpHISCKON
KPOBH, JUCILJIA3UM KOCTHOTO Mo3ra W ocTporo Jeiiko3a. MJIC B Hacrosiiee BpeMs
SBJISICTCSI OJTHOW M3 HamOoJee CIOKHBIX Mpo0IeM reMarosioruu. B mepByro ouepenb
OHO MopaxaeT B3pocibiX: 40 HOBBIX CIy4daeB Ha 1 MJTH. yenoBek B Bo3pacte 50-69 net
u 150 HOBBIX ciyyaeB Ha 10 muH. yenoBek B Bo3pacte 70 yeT u crapue. OObIYHO
npoucxoxaenne MJIC MOXHO pa3fenuTh Ha MepBUYHBIN (Mauonarudeckuil) tum - 80-
90% cny4aeB W BTOPUYHBIN (B pe3yibTaTe MNPEANICCTBYIOUICH XUMHUOTEpANuu U
npyrux ¢aktopoB) - 10-20% caydaeB. Bropuunsii MJC 3HauuTensHO Oosiee
HEOIaronpusITHBIA U PE3UCTCHTHBIN K JICUCHHIO 1O CpaBHEHUIO ¢ nepBuaHbM MJIC, ¢
XyJIIUM porHo3oM. IIstunetusas BepkuBaemMoctsh npu MJIC He npesimaer 60%, u
npuMepHo B 30% ciydaeB pa3BUBaeTCs OCTPhIN Jeiiko3 [1, 2].
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IMatorene3 MIC

[utorenernueckue nameHeHus npu MJIC BbIABISIFOTCS P MOP(HOTOTHYECKOM
U IMTOTEHETUYECKOM HCCIIEIOBAHUM KOCTHOTO MO3ra, BBISABIAS HU3MEHEHUs
KapuoTHIa KpPOBETBOPHBIX KIETOK. lLluToreHetmyeckue u IUTOXUMUYECKUE
WCCJICIOBAaHMS TIOATBEPIWIN KIOHAIBHOCTh 3a00JeBaHUsA. AHAIW3 KIOHAJIBHBIX
KJIETOK BBISIBHUI ~ MOPQOJOTHYecKue ¥  (yHKIMOHAJIbHBIC W3MEeHEeHHs [3].
UccnenoBanusi y4eHBIX H3YyUYWIA XPOMOCOMHBIE aHOMAJUUM B KPOBETBOPHBIX
aneMentax u BousiBUIM y 40-70% Oompabix MJC, nanbHeiiinee yBenTu4YeHHE
HAOJIIOAJIOCh MPU  MPOTPECCUPOBAHUM  OCTporo Jieiko3a. Kapuorunuyeckue
u3MeHeHus: npucyrctBoBaid B 30-40% cnydaeB nipu PA, B 50-70% ciyuyaeB npu
PAUB u PAUB-T [4, 5].

AmoTo03, 3anporpaMMUpOBaHHas ru0eb KJIETOK, UTPAET PEIIAIONIYI0 POJib B
naroreneze MJIC. HopmanbeHast cucteMa npon3BOACTBAa KPOBH BBIITIOJIHSAET KU3HEHHO
BaXHbIC (DYHKIMU OpraHu3Ma. MHOTOUYMCIICHHBIC HCCIEIOBAaHUS IMOKa3alld, 4TO Yy
My>XUulH Maccod 70 kr 3a HOYb BbIpabaThiBaeTcs 1x1078 neiikomutoB n 2x1078
SpUTPOLUTOB. DTO cooTBeTcTByeT Macce 100 r mma neiikoumToB U 200 T a4
SpUTPOIUTOB. Takum 0Opa3oM, OpraHu3M MY>KUUHBI POU3BOTUT 9 KI' KJIETOK KPOBU
3a Mmecsn, 100 kr 3a rom u mpumepHo 7 ToHH K 70 romam. bamanc kieTok
MOAACPKUBACTCS 32 CUET UX THOEIH B ONPEACICHHbIE MOMEHTBI BDEMEHH U POKICHUS
HOBBIX KJIeTOK [6]. ['mmorutasus kpoBeTBOpeHUs BbIsiBisgeTcs Y 30% O0onpHbIXx M/IC
[7]. B Hauane 1990-x rogoB ucciienoBaHUE KOCTHOTO MO3Ta BBISIBUIO MOBBIIIEHHYIO
nposirdepalno reMonodTuIeckux kietok y 6onbaeix M/JIC [8, 9]. buonoru npunuim
K IOHUMAHUIO TOTO, YTO THOEIIb KJIETOK - 3TO OYE€Hb CJIOKHBIN MPOIECC, KOTOPBIN €IIIe
70 KOHIIAa HE Wu3y4YeH. TepMHUH «3almporpaMMUpOBaHHasi THOENb KJIETOK» WU
«amonTo3» Obur mpemtoxen J.F. Kerr 8 1972 r. [10, 11]. AnonTto3 — CIIOXHBII
MPOIIeCC, BKIIIOYAIOIINN CTPYKTYPHBIE U (PYHKITMOHAIbHBIC U3MEHEHHUSI B KJIETOUHBIX
reHax. Perynupyer romMmeoctas U MUTO3 KJIETOK (KHUIIIEYHOTO SIUTEIHUS, TeNaTOIUTOB,
SMUTENUANIBHBIX  KJIETOK KOpPbl HAJMOYEYHUKOB). ODPUTPOIUTHI, JICHKOILMUTHI,
TPOMOOIIUTHI, JTUMMOUUTHI U IPYTrHUe KIECTKU POXKIAAIOTCS U yMUPAIOT B pe3ysbTaTe
anonto3a. JKu3Hp u mponudepaius KIECTOK KOHTPOIUPYIOTCS TeMOMO3TUYECKUMHU
(dakTOopamMu, NUTOKHHAMH WU CHUCTEMaMH MEXKJIETOYHOTO B3aumojeicTeus [12].
ATIONTO3 TaKXKe WrpaeT 3HAYMTEIBHYIO pOJib B celekiuu T- u B-mumdonuros,
3aIIUIIAIONINX OPTaHU3M OT BUPYCHBIX HHbekwmii [ 13, 14]. 3y4yeH ypoBeHb anontosa
y 00JIbHBIX MUeNoaucIacTuaeckuM cuapoMoM (MJIC) u ycTaHOBIEHO, UTO KJIETKU
KpPOBU YBEJIMYMBAIOTCS UITM MOTMOAIOT B Ipoliecce kierounoi rudenu [15]. Ipu MJIC
MyTalldsi CTBOJIOBBIX KJIETOK SIBJISIETCS OCHOBHOM TMNPUYMHOM 3a00JIeBaHMUS.
AnomansHbie u3Menenust MJIC Bctpeuarorcst B 30-50%, a B OTENBHBIX CIIy4asx A0
60-70%. Otm pganHele mnoaTBepkmaroT, uYro MJIC sBaseTcs KIOHAJIBHBIM
3a0oneBaHueM. AHOMaJbHBIC KIIOHBI PAa3MHOXKAIOTCS MO0 Mepe MPOrpPEeCCHpPOBAHUS
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MJIC. 3aboneBanne MpEACTaBIsSCT COOOW TOBTOPSIOMIMECS W YacThle aHOMAJIHH,
Takue Kak 5, 5q, 7, 7q, 8 u Tak nanee. I3MeHeHHs] B OCHOBHOM NMPUHUMAIOT (opMy
TpaHCIOKauil U nenennii. MccinenoBanusi NOKa3pIBalOT, YTO OJMHOYHBIE aHOMAJIHH,
Takue Kak 5q, 20q, uMeIT 0JIaronpusITHBIA MPOTHO3, TOTAA KaK MOJIUKIOHBI UMEIOT
II0XOM MporHo3. [IoTOMCTBO MyTHpPOBaBIIMX CTBOJOBBIX KIETOK, Onarojgaps HX
MPEUMYIIECTBY B  OHWOJOTHYECKOHW  BBDKMBAGMOCTH  TE€pel  HOPMaJIbHBIMH
FEMOMOATUYECKUMU KJIETKaAMHU, MOXKET 3aMEHSATh HOPMaJIbHbIC KJIETKHU, BBITECHSISI UX
U3 KOCTHOTO Mo3ra mocpenctBoM mnponudepammu. [Juarnos MIC sBusercs
okoHuarenbHbIM. [Ipu muenogucractuueckom cunapome (MJC) ompeneneHHas
MOATPYINA  CTBOJOBBIX  KIETOK C  MYTallUSIMU  COXpaHSET  CIOCOOHOCTH
muddepenumpoBaThcsi B 3penble  KIeTKM. OpHako u3-3a HEIPHEKTUBHOTO MU
MEJJIEHHOTO CO3pPEBaHUs 3pEeJible KIETKH Mepudepruyeckodl KpOBHM HAYMHAIOT
YMEHBIIIAThCSA. IDTO TaKke NPUBOAUT K CHIDKCHUIO aKTUBHOCTH  KJIETOK
nepudepuieckoil kposu [16].
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Xotga uucino mnpeanonaraeMeix reHoB npu MJIC Benwko, HcclieIOBaHUS
cekBeHUpOBaHMs (puc. 1) BBISIBWIM JIHIIb OrPAaHUYEHHOE YHUCIO W3 HUX,
COOTBETCTBYIOIIMX KJIIETOUHOMY MEXAHU3MY JEHUCTBUs, KOMIIOHEHTHl KOI€3MHa,
(bakTOphl TPAaHCKPUIIIIUHU, peakia Ha noBpexaenue [JHK u Monexynbl curHanbHOU
TpaHCAYKIuU (puc. 2).
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splicing factors — SE3BT, SRSF2, URAFT, ZRSR2

DNA meaethylation TETZ2, IDNMTI3A, HOH 1/2

. Histone modification ASXLT, L2112, BCOR, FP300
=
&
Ej‘ Cohesin camponents STAGS, RADZT, SMCTA, SMC3
5

Transcription factoars RUNXT, ETVG, CUXT, GATAZ

Signal transduction CBL, IAKZ2, NRAS, KRAS, MPL, NFT, PIPNTT, K11, FLT 3

P53 pathway TPss, PeMITD
T T T 1 U T T 1 T T
O 20 40 60 80 100
Mutation frequency, %G

[Ipennonaraercsi, YTO CTpOMAJIbHAsI Cpela TAKKE WUIPacT PoJib B I€HEpALUU
KJIOHA TATOJIOTUYECKUX FEMOITOATUYECKHUX KIIETOK, HO €€ ydactue B pa3Butuu M/IC
IJIOXO0 M3YyYEHO. VYK€ U3BECTHbIE MOJIEKYJsipHble Ouomapkepel npu MJIC
JIIEMOHCTPUPYIOT KOPPEJISLUIO C MEPECMOTPEHHOMN MexayHapoaHou
npornoctudeckoit cucremoit omeHku (IPSS-R), CucteMoit mporHocTU4eCKON OIEHKU
Ha ocHoBe kinaccudukanuu BO3 (WPSS) u usMeHeHusiMu B cucTeMax KIMHUYECKOU
ctanquu. HenaBHo oOHOBieHHas kinaccudukauuss BO3 (2017 r.) [17] Bce uame
MPUMEHSIETC B  KayecTBE PYKOBOJACTBA JUIsl  QJITOPUTMOB  JIMATHOCTHUKH,
KJ1accu(PUKaIU, TPOTHOCTUKY U JICUEHUSI.

Kanaccupuxanua M/IC

Muenonucmnactuueckuii curpom (MJIC) - aTo muenougHoe 3a0oeBaHUE C
Pa3HOOOPa3HBIMU KIMHUYECKUMU U OUOJOTHUUECKUMHU MposBieHusiMU. DpaHiry3cko-
amepukaHcko-Oputanckas kinaccudukanus (FAB-1982) Bkitouaer msTh KaTeropuii,
OCHOBAHHBIX Ha MOP(OJIOTUHU U KOJIUYECTBE 0J1aCTOB B KOCTHOM MO3I€ C YUYETOM TpeX
KpuTepueB: 1) mporeHT 6JacToB B mepudepuueckoil KpoBH M KOCTHOM MO3re, 2)
MIPOIICHT KOJIBIEBBIX CUAEPOOIACTOB U 3) KOJIMYECTBO MOHOIIUTOB B TIepUEPHUIECKOM
kpoBu. Knaccudukarus BecemupHoit opranuzanmu 3apaBooxpanenus (BO3) (2001,
2008) momudunupyer cucremy FAB, BkiItouas MUTOreHETHYECKHE OCOOCHHOCTH U
MoJIeKyJsipHyto 6nosioruto. [locneanss knaccudukanus BO3 (2008 r.) yuutsiBaert: 1)
nepudepuueckyto IUTONEHUIO, 2) MPOLEHT 0jacToB B mepudepuueckol KpOBU U
KOCTHOM MO3Te, 3) MPOIIEHT KOJIBIIEBBIX CUAEPOOIacTOB, 4) HAIMUKE Najlouek Ayspa
U 5) BBIABJICHUE LUTOTEHETUYECKUX aHOMajui (M30JIMpOBaHHAs Jaejenus  5q).
Brinenensl ciepyromue MOATPYNNbl: pedpakTepHas IUTONCHUS C OJHOJMHEHHOU
nucIuiazuei, pedpakrepHas aHEMUs ¢ KOJIBIIEBBIME CUepoOacTamMu, pepakTepHas
[IUTOTICHUS C MYJIbTHJIMHEWHON JUCIUTa3uel, peppakTepHas aHEMUs ¢ N30BITOYHBIMA
Omactamu,  HEKJIacCU(UUIUPOBAHHBIA  MHEJIOIUCIIIACTUUECKUNH  CHHIPOM U
Muenoauciiactuueckuit cuaapom Sqdel [18]

[Tepuunsiii M/IC cnenyer otnuate 0T BTopuyHOro MJIC, KOTOpBIi CBSI3aH C
MIPOTUBOONYXO0JIEBOM WJIM UMMYyHOCyInpeccuBHOM Tepanueit (T-MJIC), Bo3nelicTBueM
TOKCUYHBIX  COCIMHEHUW WM TIeHeTHuYecKuMu  aHoManusmu. [losBieHue
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HEOTUTACTHUYECKOTO KJIOHA XapaKTepU3yeTCs JUCIUIACTUYECKUMH OCOOECHHOCTSIMU U
TuchYHKIMEH, KOTOPbIE MOTYT BIIMATHh HA BCE TPU JIMHUU FEMOMOITUYECKUX KIIETOK.
HesddextuBHbIN KpOBETBOPEHHUE, MPUBOIAIIEE K HEIOCTATOUHOCTH KOCTHOTO MO3ra,
COMPOBOXKIAETCS IUTONECHUEH mepudepruueckoil KpOBU U SIBISIETCS CIEACTBUEM
YCWJICHMS alonTo3a, Mo KpaitHell Mepe, Ha no3anux craausx MJIC. WccnenoBanue
MousiekyJisipHoro narorene3a MJIC BbeisiBWIO, uto npumepHo y 50% OoJbHBIX
nepBuuHbIM MJIC nmMeroTcst XpoMocoMHbIe aHOMaluu. K HUM OTHOCSTCSI MOHOCOMUSI
5 wim 7, Tpucomus 8, CTPYKTYpHBIE AHOMAJIMH, TAKHE KaK NOTEPS Y -XPOMOCOMBI U
JeNelysl JJIMHHOTO IJIe4a XPOMOCOMBI 5 (CUHIIpOM 5(), YMCIIOBbIE abeppaliuu, Takue
kak 7 unu 8. Ha ocHoBe nporieHTa 61actoB (<5 %, 5-20%, 20-30%) u nanuuuu >15%
KOJIBIEBBIX CHAEPO0OJIACTOB B KOCTHOM MO3re ¢ <5% OnactoB, @paHko-AMepUKaHCKO-
bpuranckuii (FAB) knaccuduiupyer MJIC Ha yeTbipe MOP()OTOTUUECKUE KATETOPUH:
pedpaxrepnas anemus (PA), peppakrepnas anemusi ¢ uzdosiTkoM OsactoB (PAUD),
pedpakTepHas aHemuss ¢ U30bBITKOM TpaHchopmupywomnmux OmactoB (PAUB-T) u
pedpakTepHas aHeMHUs C KOJIbLIEBBIMU cujaepoOnactaMu. [IsaTeiit Mopdonoruueckuit
TAN - XPOHUYECKUM  MHEIOMOHOUMTAPHBIA  JIEWKO3, XapaKTEPHU3YIOLIUKCS
MOHOLIMTO30M  mepudepuueckorr  kpoBu (>1x10(9)/m). Onnako BceemuphHas
OpraHu3aiys 3/[paBOOXPAHEHUs MpeJIaraeT MepecMOTPETh ATy KIACCU(PHUKAIMIO C
HaMEpEeHUEM CHU3UTH auarHoctuyeckuii mopor XMMII ¢ 30% o 20% OnmacTHBIX
KJIETOK. Y OOJBHBIX C ITUTOTNEHUEH, YKa3bIBaIOIEW HA HApyIIEHHWE KPOBETBOPEHMS,
MepBOHAYANIbHBIA JIMarHO3 B TIEPBYIO OUYEpeb 3aBUCUT OT I[UTOJOTHMYECKOTO
HCCIICIOBAaHUSI MA3KOB aclupara KOCTHOTO MO3ra M TMCTOJOTUYECKUX PEe3yJIbTaTOB
TPEenaHOOUOTNICUU KOCTHOTO MO3Ta. B peTpOoCHeKTHBHOM aHAIW3€ Mbl OICHWIH
pacIpoCTpaHEHHOCTh OTIEIbHBIX Kateropuii FAB kak mporeHT oT o0imiero uucia
ciryqyaeB MJIC, nuarHoctupoBaHHbIX B HWMHCTHTyTEe mnaronorun @paiiOyprckoro
yauBepcuteta. Beero 63% coorBerctBoBasin kputepusim PA/PAPC, 17% - PAUB,
14% - PAUB-1 u 6% - XMMUJI. ®ubpo3usiit Bapuant MJIC Habmogancs B 7,67% Bcex
CllyyaeB, MPU ITOM JIOCTOBEPHOM pa3HUIIBI MO KaTeropusMm muenopudpoza He
BbIsIBIICHO: OT 2,34% mnpu PA mo 15,42-15,84%. I'ncrosnornueckas OLEHKA
TPEenaHOOMOTNICMM KOCTHOTO MO3ra HMEET peIIalliee 3HAYeHUEe IS OIEHKH
¢ubpozHoro wim rtunokierodyHoro MJIC, MOCKOIBKY 3TH 3aKOHOMEPHOCTH HE
OTpaXarTcsd  TpH  IUTOJOTUYECKOM  wHccienoBanuu.  KomOuHMpoBaHHas
LIUATOJIOTUYECKAasET W  TUCTOJOTMYecKas JUarHocTMKa KOCTHOIO  MoO3ra |
nepudeprdeckoil  KpoBU  SABISETCA  HAJACKHBIM HMHCTPYMEHTOM  MEPBUYHOM
auargoctnkn MJIC.  JlomoNHUTENHbHO  HEOOXOAMM  ITUTOTCHETHYCCKUHM U
MOJIEKYJIApHBIN aHanu3. B Hacrosiee BpeMsi puck JeHKeMHUecKoi TpaHchOopMalvu
OLICHUBAIOT C TMOMOIIBI MEXIyHapOJHOW NPOTHOCTHYECKOW CHUCTEMBI OLIEHKHU
(IPSS), xoropass mnpenmnojgaraeT CyMMHUPOBaHUE IOKa3aTeI€d KOCTHOMO3TOBBIX
0J1acTOB, IUTOTEHETUYECKHX MpOopUiIe M TapamMeTpoB NUTONEHUU. B KOHTEKcTe
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KIIMHUYECKUX MCCIEAOBAHNN TEpPareBTUUECKUE CTPATETUN CIEAYET pacCMaTpUBATh C
y4eTOM BO3pacTa NalMeHTa, OOIIEro COCTOSHUSA 3J0POBbS M MPOTHOCTHYECKUX
napameTpoB [19]

[To xomrmuiekcy MOp(OJIOTHYECKUX MPU3HAKOB €€ MOXKHO MOJpa3[einuTh Ha
cnenyronue knnandeckue Gopmer (1982):

- Pedpaxrepnas anemus (PA) — game Bcero BcTpedaercst y 00bHBIX cTapiie 50
ner. B anamuze nepudepuyeckol  KpOBH  BBIABIISIETCS ~ aHEMUS,
PETUKYJIONUTONICHUS, YaCTUYHAS JICUKOTICHUS WA TPOMOOIMTOIICHUS, TIPH
ATOM cojiep:KaHue OJIACTHBIX KJIETOK He mnpesbimaet 1%. [lpu uccnenoanuu
KOCTHOTO MO3ra BBISBJISIIOT HOPMaJbHBIA WM TUIEPKIECTOYHBIA MO3T C
YBEJIMUECHUEM IPUTPOUIHBIX KIJIETOK U MPU3HAKAMU TU33pUTporodsa. [IpoienHt
0J1acTOB cocTaBisieT MeHee 5%.

- «dupkynspHas» cuaepooOnactHas pedpaktepHas anemus (HPA) —
XapaKTepU3yeTCs HaJTMUIUEM «IHPKYISIPHBIX» POpM 3pUTpOoOIacTOB Oosiee yem
B 15%.

- Pedpaxrepnas anemus ¢ uzbsitounbiMu Onactamu (PAWB) — y aTol rpymibl
OOJBHBIX HAOJIOAAETCS IUTONEHUS C YBETMYCHUEM B 2 WK 3 pa3a, MpU3HaKu
JUCMUEJION073a, @ TAKKE MOTYT MPUCYTCTBOBATH «KOJIBIIEBBIC» CUAEPOOIACTHI.
[Ipu »TOM mMOpakeHHWe KOCTHOro wmo3ra konednercs or 5% npo 20%,
nepudepudeckoit kpoBu - He Oonee 5%. Pedpakrepnas anemusi ¢ U30bITKOM
onacroB B TpaHchopmanuu (PANUB-T) - Giactel nepudepuueckoid KpoBU He
MpeBbIAT 5%, OnacTel KOCTHOro Mo3ra cocTaBisitoT oT 20% mo 30%,
HaOJIOAt0TCS IPU3HAKU JMCMHUEIION0’3a npu nponudepanuu
TeMOIOATUYECKUX KIIETOK.

-  XpOHMYECKUW MHUEIOMOHOIMTapHbINH Jeiko3 (XMMIJI) xapakrepusyercs
a0OCOJIFOTHBIM MOHOITMTO30M. M3penka HaOmromaeTcs AUCTPAHYJION033 C
YBEJIMYEHUEM KOJHMYECTBA TPAHYJIOIUTOB, TPU 3TOM KOJIHUYECTBO OJIACTOB HE
npesbliaet 5%. B kocTHOM M03re 00HapYKUBAKOTCS MPU3HAKHU JTUCMHENION033a
1 ipomonoruThl [20].

B 1997 romy cnemumanmuctel USSP mpemioxwin HOBYIO —KilacCHU(UKAIIHIO,

BKJIIOUAIOIIYIO CIEAYIONINE HO30JOTHYECKHIE TUIIBI:

- Pedpaxrepnas anemust 6€3 «KOJBIEBBIX» CHICPOOIACTOB.

- PedpaxrepHas anemus ¢ «KOJIbYATHIMIY CHUIEPOOIACTAMHU.

- Pedpaxrepnas nuToneHusi ¢ MHOTOJMHEHHOMN THUCTLIA3HEH.

- Pedpaxrepnas anemusi ¢ U30BITOYHBIMH OJIaCTaMHU.

- Cungpom «5q».

-  Muenonucmiasusi HeyTouHeHHas [21]. DTo BXOAUT B TPYIITY OCTPBIX JICHKO30B.
B Hacrosiiee BpeMst HCIIONb3yeTCs cieayromas kiaccupukarus MDS (2017):
- MJIC ¢ omHONMMHEMHON AUCILIa3uei
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- M/IC ¢ MynbTHIIMHEHOW qUCIUIa3uen

- MJIC ¢ konbplLieBBIMEU CUAEPOOIACTaMH M TUCTUTA3UEH OTHOM JIMHUHU

- MJIC ¢ komblieBbIMEU cHAepoOIacTaMi M MHOTOJIMHEHHON JTUCIIIa3ue

- MJIC ¢ uzonupoBanusiM del(5q)

- MJIC-1 ¢ u30BITOUHBIMH OJIaCTaMH

- MDS-2 ¢ nonoHUTEeIbHBIMIA MYy TAITUSIMA

- Hexnaccugumnupyemsiit MJIC ¢ 1% 6mactoB B nepuepruueckoit KpoBH

- Hexnaccudumnupyemsiii MJIC ¢ omHONMHEWHON qUCTIIa3Ueh WK

aHIIMTOIICHUEN

- Hexnaccudunupyemsii MJIC, xapakTepu3yOmuiicss XpOMOCOMHBIMU

AHOMAJIUSIMH.

Nrak, matorene3 MJIC cBsizaH ¢ HapylleHHeM mporuecca auddepeHuuanu
KJIETOK KOCTHOTO MO3Ta, YTO NMPUBOJIUT K aHOMAIUSIM B POPMHUPOBAHUHU KPOBETBOPHOM
CUCTEMBI. DTO IPUBOJUT K HEJIOCTATKY 3PEJIBIX KIETOK KPOBH, YTO CHUKAET 3aI[UTHBIC
(yHKIIMK OpraHn3Ma U MOXET MPUBECTH K Pa3BUTHIO aHEMUU, TPOMOOILIMTOIICHUU U
Hertponenun. Knaccudukanus MJIC npoBeneHa ¢ yueToM pa3iudHbIX (aKTOPOB,
TaKMX Kak MOP(OJIOTUYECKHE U TECHETUIECKHNE OCOOCHHOCTH OIMyXO0JIEBBIX KIETOK. JTO
MO3BOJISIET 0oJiee TOYHO OIPEACIUTh CTENEHb TXKECTH 3a00JeBaHUS M BHIOPATH
ONTHUMAaJIbHYIO CTPATETUIO JICYEHUS.

Takum o00pa3zoM, 3HaHuWe mnaTtoreHe3a u kiaccudukaruu MJC mo3BossieT
Bpauam 3¢ (PeKTUBHEE HA3HAYATh TEPAIUIO, YUUTHIBAsI HHAUBUIyaIbHbIE 0OCOOCHHOCTH
MalureHTa. JTO MOMOTaeT yJIy4IIUTh MPOTHO3 3a00JEBaHUS U YBEJIUUYUThH IIAHCHI HA
BbDKMBaHuE. [loaTOMy nanbpHEIINe HUCCIeNOBaHUS U Pa3BUTUE HOBBIX METOIOB
nuarHoctuk u JedeHuss MJIC wumeroT OoJbIioe 3HAYCHHUE [JIS  YIydIlleHUs
PE3YNbTATOB JICYEHUS ITOTO 3a00JIEBAHNUS.
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