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1. MUEJIONMPOJIUDEPATUBHBLIE
N MUEJIOOAUCIJNIACTUHECKUE/
MUEJIONPOJIMDEPATUBHbLIE
3ABOJIEBAHUA

Pesrome. J[15 svidenenus omoeavuvix HO30102U4eCKUX QOPM 8 epynne Mueionpo-
AugepamusHvix 3a004€6aHULL credyem YHumvleams Moppoaoeuueckue, UMMyHO-
henHomunuvecKue, MOACKYAAPHO -2eHemUuYecKue u Kaunuveckue npusnaxu. Ilpu ux
UCnoAb308aHUU 8 HOBOU Kaaccugpukayuu BO3 onyxoneil kpoeemegopHoil u aumgho-
UOHOU MKAHU 8bI0eAsIom cAedyrouue 0CHOBHbIEe (POPMbI ONYX04e8biX 3a001e8aHUT
MuenaoudHoeo npoucxodxcoerus: muesonpoarugpepamugnoie (MII13), muesoducnaac-
muueckue /muenonporugepamugroie, mueroducniacmuueckue cunopomvt (MJIIC)
u ocmpole muenodaacmuoie aeikosol (OMJI). Oceewjenvt Hekomopbie OUCKYCCUOH-
Hovte onpocol omHocumenvo MII13 u MJIC/MII3.

Ipynna skcrnieproB BO3, npeacrapisitomux Oo1iie-
ctBO rematonatosioroB CIIIA u EBponelickylo accolu-
allMI0 TEMATOTATONIOTOB, HEAABHO MPEIOXKMIIa HOBYIO
KkiaccurKaInIo OITyXoJIeBbIX 3200IeBaHUIT KPOBETBOP-
HOU 1 TumMdougHoi TKaHu [1]. OHa sBIsSIeTCs 1IaromMm
BIIepell TI0 CPaBHEHUIO C ITMPOKO PACIIpPOCTPaHEHHOM
dparKo-amepuKaHo-6puTaHcKoii (PADB) Kiraccudnka-
1LI1eli, OCHOBBIBAIOIIEICS TPEUMYIIIECTBEHHO Ha MOpOo-
JIOTUYECKUX U IUTOXUMUIECKUX KpuTepusix [2—5]. [Tpu
BBIJIEJIECHY OCHOBHBIX (hOpM 1 BAPUAHTOB 3a00JIeBaHUIA
B COOTBeTCTBUU C Kiaccudukauueir BO3 mist onpene-
JICHUS KIIOHATBHOCTH, IMHEHON MPUHAIEKHOCTU U
ypoBHST 1 depeHIIMPOBKU HEOTUTACTUYECKUX KIETOK
JIOTIOJTHUTENIBHO HEOOXOAMMO YUYUTHIBATh PE3yabTaThl
UMMYHO(DEHOTUTMTMPOBAHUSI, LIMTOTEHETUYECKOTO WU
MOJIEKYJISIPHO-TEHETUYECKOTO aHATM3a, B TOM YUCIE ITO-
JIy9eHHBIE ¢ ITOMOIIILIO METOIOB (DITyopeclieHTHOM THO-
punusanuu in situ (FISH) 1 monumepasHoii LiermHol pe-
akiuu (PCR). Psaa reHeTHYeCcKX aHOMaJTU I TO3BOJISIET
6osee yeTKo nrdepeHITMPOBaTh OTIEIbHbIE HO30JIOTU-
Yyeckue (hopMbl, a Ipyrue MOTYT OBITh UCITOIB30BaHbI B
KayecTBe MporHocTuyecKux caktopos. Hapsiny ¢ aTum
TPV YCTAHOBJICHUY AUATHO3a YIUTHIBAIOT U TAKOM TIpU-
3HAaK, ONPeACISIOINI KIMHAYECKOE TeUeHe 3a00IeBa-
HUSI, KaK pa3BUTHeE TIpoliecca Ha (hoHe TpeIecTByIo-
IIei Tepary aTKWJIMPYIOIIMMH ITperapaTaMy WY 3111 -
MO0 WILIOTOKCUHOM.

B cootBeTcTBUM ¢ Knaccudukanuein BO3 Ha ocHo-
Be KOMOMHALIMU LIUTOMOP(OJIOTUYECKUX, UMMYHODe-
HOTUIUYECKUX, TeHETUIECKUX M KIMHUYIECKUX TTPU-
3HAKOB BBIACSIOT CleAyIolue BUAbI TeMO0IacTO30B:
MMEJOUIHBIE, TUM(OUTHBIEC, TUCTUOLIMTAPHBIE ¥ BO3-
HUKAIOIINE U3 TYIHBIX KIETOK.

MuenonaHble HOBOOOPa30BaHMS BKJII0YAlOT 4 OCHOB-
Hble (hopMbI: MUeTONpoIUdepaTUBHbIE 3a00IeBaHUS
(MI13), MuenonucIIacTUUeCcKe /MuesonpoarudepaTus-
Hble 3aboneBanHus (M//MI13), MuenogucruiacTuyecKue
cuHapombl (MIC) 1 ocTpble MUEJTOUAHBIE JTEHKO3bI
(OMJI). B mpenenax OMJI Boigensitor: OMJI ¢ moBTOpsi-

IOIIIMMMUCS LIMTOTEHETUYECKMMU TpaHcToKauusiMu, OMUJT
C IIpU3HAaKaMU, CBSI3aHHBIMU ¢ MuesoaucIiazueii; OMJI
u MJIC, cBs3aHHBIE ¢ MpellecTBYOIIel Tepanuei;
OMUJI, He KaTeropu3upOBaHHbIE HHBIM CITOCOOOM.

NPEQJIATAEMAS BO3 KJIACCUDUKALINS
MUWENONAHBbIX HOBOOBPA30OBAHUUN
MuegonposudepaTuBHbie 3a00J1eBaHUS

XpoHndecKuii MueJI0Ieiiko3, Phr'-xpomMocoma nojioxu-
TesbHbIi [t(9; 22)(q34; q11), ber/abl]
XpoHUYECKUIT HEUTPODUIBbHBIN JIEMKO03

XpoHUYecKU it 203MHODWIBHBIN JIeK03/TUTIep-
303UHOMUIBHBIN CUHIPOM

XpoHUYECKUI naronaTudeckuii Mueaohuopos
HcTuHHaAsg TOMUIINTEMUS
DcceHIMaIbHasI TPOMOOIIUTEMUS

MuenonponudepaTuBHoe 3aboieBaHUE, He-
K1accupuimpyeMoe

MuenoaucniacTuiecKue/MueonpoudepaTuBHble
3a00J1eBaHMS

XPpOHUYECKUI MUETOMOHOLIUTAPHbIH JIEKO3
ATUTTMYECKUIT XpOHUUECKN MUETOUIHbBIN JICHKO3
IOBeHUIBHBIT MUETOMOHOLIMTAPHBIN JIEHKO3
MuegoauciiiacTudecKue CUHIPOMBbI
PedpakrepHas aHeMus
¢ KOJIbLIEBBIMU cuaepobIacTaMu
0e3 KOJIbLIEBbIX CUAEPO0IacTOB

PedpaxrepHas LiuToreHus1 (MAEIOAUCIIACTUYEC-
KU CUHAPOM) C MYJIBTUJIMHEHHOM AUCILIa3ueit

PedpakrepHasa aHemus (MueaoaucriaacTUdec-
KM CUHIIPOM ) ¢ U30BITKOM 0JIaCTOB

5q° cuHIpOM

MuenoaucriacTuIecKuii CHHAPOM, HEKJIACCH -
duLmMpyeMblii
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OcTpbie MHEJIOUTHBIE JIEHKO3BI

OMUJI ¢ TOBTOPSIIOLIUMUCS LIUTOTEHETUIECKUMU
TpaHCIOKAIIMSIMU

OMJIct(8; 21)(q22; q22), AMLI(CBF-a)/ETO
OcCTpblii TpOMUETOLUTAPHLINM Jietiko3 [OMJI
ct(15;17)(q22; q11-12)] u Bapuantsl, PML/
RAR-anbdal
OMUJI c aHOMaJIbBHBIMU 303UHO(UIBHBIMU I'pa-
HYJIOLIMTaMU KOCTHOTO Mo3ra [inv(16)(p13q22)
uwin t(16; 16)(p13; q11), CBFb/MYH11X]
OMUJI c anoManusimMu 11q23(MLL)

OMUJI ¢ MyABTUIIMHEMHOM AUCTLIa3uei

C IIpeAICCTBYIOIINM MUCJIOAUCITIIIACTUYICC-
KM CUHOIPOMOM

bes NIpCAMIECTBYIOIIECTO MUETIOOUCTIIaCTU -
YECKOIo CMHApOMa

OMIJI u muenogucmjacTUYeCKue CUHIAPOMBI,
CBSI3aHHBIE C IpeAIIeCTBYIONIEH Teparmeit

OO0ycIoBIIeHHBIE IECTBUEM AJTKMJIMPYIOIITHX
TperapaToB

OO0ycoBIIEeHHbIE AeCTBUEM 3MUIOA0(MUI-
JIOTOKCHHA (HEKOTOPbIE MOTYT OBITh TUMPO-
UIHBIMU )

Jpyrue TUIbI

OMLJI, He oxapaKTepu30BaHHbIE MHBIM CLIOCOOOM
OMJI MunuMainbHo 11 depeHIUPOBAaHHbI
OMUJI 6e3 npr3HAKOB CO3peBaHUS
OMUJI c npu3HaKaMu co3peBaHUs
OcTpblil MUETIOMOHOLIMTAPHBIN JEHKO3
OcTpblit MOHOLIMTAPHBI JIEHIKO3
OcTpblit 3pUTpOIEIKO3
OcCTphlil MerakapuoLMTapHBIN JIeiiK03
OcTphblii 6a30(pUIBbHBIN JEMKO3
OcTpblit TaHMUeEN03 ¢ MUeTohUOPO3OM

MUENTOMNPOJINDEPATUBHbBIE
3ABOJIEBAHUSA

3abosieBaHMs, Bxoasiue B rpymnmny MI13, BozHUKaOT
B pe3yJIBTaTe 3JI0Ka4yeCTBEHHOM TpaHC(OpMaIliK TTOJTH-
TIOTEHTHOI TeMOTIO3TUIECKOI CTBOJIOBOM KJIIETKHM KOCT-
HOTO MO3ra 1 MOCIeAYIONIei KIOHATBHOI ITpordepa-
MY KJICTOK OTHOU MJIV HECKOJBKUX JIMHUM MHUEJIO03-
3a, COXPAHSIOIIUX CIIOCOOHOCTh K U depeHLInpOBKe
[6—8]. Pasnmuunbie popmbl MII3 MMEIOT psig CXOMHBIX
MOP(OIOTHYECKIX U KITMHUKO-TeMaTOJIOTMUECKIX ITPH-
3HAKOB (CILUIEHOMEeT NS, JISUKOLIMTO3, TPOMOOLIUTEMUSI,
YBEJIIMYEHNE KOJIMYECTBA METaKapruOLINTOB 1 Pa3BUTHE
¢ubpo3za B KocTHOM Mo3re). B To xe Bpemst MexXly HUMU
HMMEIOTCS U CYIIICCTBEHHBIC Pa3IMIMs JAHHBIX KITMHUKO-
JTabOpaTOPHBIX UCCIICAOBAaHMI, Ha KOTOPBIX M OCHOBBIBA-
eTcd coBpeMeHHad Kitaccudukarmsg XMII3 [9-11].

Xponuueckuii muesnodeiiko3 (XMJI). Ha noixro XMJI
npuxonutcs 15—20% Bcex ciydaeB JeiIKO30B Yy B3poc-
neIx 1 5% — y neteil. B KiieTKax KOCTHOTO MO3Ta U IepH -
depudeckoit KpoBU Y 95% GONBHBIX OTIpeNeNsIeTcs Tak
HasbIBacMas pumnanenbduiickas (Phr') xpomocoma, Bo3-
HUKAIOIIAS B pe3y/IbTaTe TPaHCIOKALIMY TeHETUICCKOTO
Marepuaia Mexmy xpomocoMamMu 9 u 22 —t(9; 22)(q34.1;

NEKL WA

ql1.21). Y 5% 6oabHbix XMJI Phr'-xpoMocoMa He orpe-
JienisieTcsl, Ho 00Hapy KM BaIOTCs XapaKTepHble aHOMaIUU
ee MOJIeKyJIsIpHOTo 3KBUBaieHTa ber/abl [12]. C yueTom
rokKazareseil KTMHUKO-TeMaTOJOTMYeCKUX ccenoBa-
HUI BBIIEISIOT TPU CTaAUU 32001€BaHUS: XPOHUYECKYIO,
akceyiepalliu U 01acTHOU TpaHCc(hOpMaLUK.

XpoHudeckuii HeiiTpoubHbIi Jieiiko3 (XHJI). Penkoe
3a0oJieBaHME, XapaKTepu3ylolleecs TPorpeccupyronum
yBeJIMYEHUEM YKcla HERTPOPUIBHBIX TPAaHYJIOLUTOB B
nepudepryecKoil KpOBU; HATMYMEM CIUICHOMETaNH;
TUIIepIUIa3reli KOCTHOTO MO3ra, O0YCIOBJIEHHOM yBeJU-
YEHUEM KOJMYECTBA KJIETOK IPaHYJIOLUTAPHOTO psifa,
COXPaHSIOIIMX CITOCOOHOCTB K CO3PEBAHUIO; TTOBBILLIEHN-
€M aKTUBHOCTH 1IeJI0UHOI pocaTasbl B HEUTPODUIb-
HBIX TpaHyJIOIIMTaX U YpOBHS BUTaMUHa B, B cbIBOpPOT-
Ke KpOBU; oTcyTcTBUEM Phr'-xpomMocoMbl viti peappaH-
KUPOBKU bcr/abl, a Taxke IPUYWHBI, BbI3BIBAIOIIEH
(dusroJornuecKuii HeuTpoduies.

XpoHWYeCKHIi 503UHO(WIbHBII JIEK03 /THIIEPI03UHO -
dubHbIi curapom (XDJI/THC). [Togospenue Ha XDJI/
I'SC Bo3HMKaET MpU HATUYU Y a0COJIIOTHOM 203MHODU-
aun (>1,5+10°/11) ¢ mpeo6IagaHNEM 3peTBbIX 203MHO-
(WIBHBIX TPaHYJIOLUTOB U HEOOJBIIUM KOJIUYECTBOM
He3peJIbIX KJIETOK, KOTOPasi COXpaHsIeTCs Ha MPOTSXKe-
HUU Gonee 6 mec. [1pu 3TOM He yaaeTcsl ONpeneInuTh
MPUYMHY 203UHODUINU (HEOOXOAMMO UCKITIOUUTD 3a-
OoJieBaHMS, BbI3bIBAEMbI€ TAPA3UTAMMU, AIJIEPTUIO, KOJI-
JlareHO3, HEXOKKUHCKYI0 TuMdoMmy, TuMdorpaHyie-
MaTo3, MHOXECTBEHHYIO MUEJIOMY, METACTA3bI OITyXO-
neit). Y 6onbpHBIX XBJI/TAJI MOoryT 00OHapyKMBaThCS
aHEeMWUs, TPOMOOLIUTEMUS, TETNIaTO- U CIUIEHOMETalIUs,
auMdaneHonaTus. KocTHBI MO3r sIBJsIeTCS TUIIep-
KJIETOYHBIM 3a cYeT TUIepruia3ud 303MHOMUIBHOTO
pocTka. B Takux ciaydasix, ecid Ha OCHOBE BBISIBICHUS
XPOMOCOMHBIX aHOMaluil — Tpucomusa 8, i(17q),
t(5; 123)(q31; q13), t(1; 5)(923; q33) — wim pesyiabTa-
TOB MOJIEKYJISIPHO-OMOJIOTUYECKUX UCCIEA0BAHUMI MO -
TBepKIaeTcsl KITOHATBLHOCTB ITpoliecca, ycTaHaBIMBalOT
nuardo3 XOJI [13]. TIpu oTcyTCTBUY TaKMX JaHHBIX
nuardo3 XOJI aBisieTcs MpeAroaoKUTeIbHbBIM.

XpoHUYECKHii HaHoNaTHIeCKHii Mueaopuopo3 (XU M)
(CMHOHUMBI: MUEJIOCKJIEPO3 C MUEJIOUIHOMU MeTaruia-
31ell, naMonaTuyecKuii Muenoduodpos, agerikeMudec-
KMIf MMEJI03 C OCTEOCKJIEPO30M U JIP.) XapaKTepu3yeT-
csl TaHMUEN030M, (prOPO30M KOCTHOTO MO3Ta, 4acTo C
HaJIM4MeM OCTeOCKIepo3a, MOsSBJIEHUEM 04aroB 9KCT-
paMenyJUISIpPHOTO TeMOII033a, HAJIMYUEM CIJIEHOMETa-
JIUU, aHEMWUU, UBMEHEHUSIMU B JIEHKOLIUTapHOU (hop-
MYJIe KPOBHU (TIOSIBJIEHUEM HE3PEJbIX KIETOK TPaHyJIo-
ILIUTAPHOTO Psila — MMEJOLIMTOB U TTPOMUETOLIUTOB).
BaxkHbIM 1711 TUaTHOCTUKY U TPOTHOCTUYECKM 3HAUM -
MBIM SIBJISIETCS] TUCTOJIOTUYECKOE U3yYyeHre TperaHo-
6ronTaToB KOCTHOTO Mo3ra. LlutoreHeTudyeckue aHo-
Maiuu, HaOmonaoimecs y 60% 6onbHbIx XM, oT-
HOCSTCS K YU CITY HEOJIarONPUATHBIX TIPOTHOCTUYECKUX
npusHakoB. Haubosee yacTbIMM U3 HUX, XOTS 1 HecIle-
HududyeckumMu, ABasIIOTCI aHoManuu 13q, 1q u 20q,
bosiee penkuMu —7, +8 u +9. MennaHa BEIKMBaeMOCTHU
0O0JIBHBIX cocTaBiseT 3 roga — 5 jet. TpaHcdopmanus
B OCTpPBIH JIeMIK03 (KaK MPaBUJI0, MUEJIOUIHOTO ITPOKC-
XOXIEHUSsT) TporcxoquT y 5—20% 6onbHbIX |14, 15].

Nctunnas nommmutemust (UII) (ciHOHUMBI: 3puUTpe-
mus, cuHapom Bakesa — Ociepa) — kiioHanbHoe MI13,
XapakTepu3yoliieecs Ipexae Bcero n30bITOYHOM Mpo-
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YKL KEN KJIETOK 3pUTPOOIaCTUYECKOTO PSAAa, a TAKXKe
IPaHYJIOLIMTOB M MeTaKapuoluToB. OCHOBHBIMU IS
yctaHoBJIeHUs nuarHo3a UII aBisiorest yBeandeHue
KOJINYECTBa SpUTPOLUTOB (6—7 MIH B IMM>) 1 TTOBBI-
IIeHNe ypoBHS TemoriaoouHa (18—22 r/min). B cBoem
passutuu UIT mpoxoauT Tpu nmocienosatenbHbIe (ha3bi:
nponudepanuu, CTaOMILHOTO TEYSHUS, MUETONTHON
MeTariasuu. [lepBas HopMobIacTUIecKas 3pUTPOUI -
Hasl TUIIepIUIa3rsi KOCTHOTO MO3Tra XapaKTepHu3yeTcs
HaJ4yveM B Tiepudeprudeckoit KpoBU HOPMOXPOMHBIX
Y HOPMOIIUTAPHBIX SPUTPOLIUTOB, HEUTPODUIHHBIM
JIEUKOLIMTO30M C HEOOJBIINM CIBUTOM BieBo. Hanu-
Yyye TAnepIuiacTuieckux npoueccos npu M1 monreep-
XIMaeTcs pe3yJbTaTaMu TMCTOJOTUYECKOTO M3YydeHUs
TPEIaHOOMOIITaTOB KOCTHOTO Mo3ra. [JIIuTeIbHOCTh
HayajbHOI U cTabuinbHoM a3 UIT cocraaser ot 5 1o
20 siet. [Tepexon B pazy MueIoMIHOM MeTariaznuu (pas-
BUTHE LIUTOTICHUU, TIOBBIIIICHNUE CTETICHU CIIJIEHOME-
ranuu, ycuieHue puoépo3a KOCTHOTO MO3Ta ¢ yBeJaude-
HUEM KOJIMYeCTBAa PETUKYJIMHOBBIX M KOJIIATeHOBBIX
BOJIOKOH, TTOSIBJIEHUE 09aroB 3KCTpaMeTyJUISIpHOTO Te-
MoI1033a) Habmonaetcss y 10—20% GonbHBIX. B aToii
(hbaze 3HAUMTETHHO MOBBIIIIAETCS PUCK PA3BUTHUSI OCTPO-
ro Jyiefikosa. lluroreHetnuyeckue aHomanuu (del(20q),
+8, 1+9) BoisgBsIOT Y 40—50% G01bHBIX WII, uTO 00Y-
CJIOBIIMBAaeT MeHee 0J1aronpusTHHINA POTHO3.

DccennuaibHas TpomoonuTemus (DT) (CMHOHUMBI:
TIepBUYHAs TPOMOOLIUTEMYS, TeMOopparndeckasi TpOM-
6ouuTEMUS, UAKOIIaTUYECKasI TPOMOOILIMTEMUS ) — 3a-
OosieBaHNe, XapaKTepu3yloleecs MIopaXXeHNEM KIETOK
MPEUMYILIECTBEHHO MeTaKapuoLuuTapHoro psaa. J{uar-
Ho3 BT oCHOBBIBaeTCSI Ha BBISIBIEHUM CTOMKOTO yBe-
JIMYEeHUST KOJTMYECTBa TPOMOOIIMTOB B TieprhepudecKoit
KpoBu (6oee 600 * 10° /1), cpen KOTOPBIX MOTYT GBITh
KPYITHbIE aTUTTUYHbIE U TUTIOTPAHYISIpHBIE (POPMBI;
UCKJTIOYEHNM PEaKTUBHOTO TPOMOOLIMTO3a (30Kave-
CTBEHHBIE OITyXOJIU, HEJOCTATOK XeJie3a); OTCYTCTBUU
MOTULIUTEeMUN (YPOBEeHb TeMOTJIOOMHA W KOJIMYECTBO
3PUTPOLIMTOB — B IIpeiesiax HOPMBI), a Takke Phr'-xpo-
MOCOMBI Y peappaHXXUpoBKU bcr/abl, prbpo3a KOCTHO-
T'O MO3ra, BIPAKEHHOI CTUIEHOMETAINW; HAUTUIUY yMe-
PEHHOI TUTEePIUIa3U | KJIETOK 3pUTPOOIACTUYECKOTO U
IpaHyJOLMTapHOro psiaa [16].

XpoHudecKuii MueIonpoud)epaTUBHbIA CUHIPOM, He-
knaccuumpyempiii (XMIIC-H). TepmuH npuMeHsieTcst
IUTST 0003HaYeHHsI 3a00JIeBaHMsI Y OOTBHBIX CO CTIEHOME-
rajueit, ¢ BapbUPYOIIUM IO CTETIEHU BbIPaXEHHOCTH
TPOMOOILIMTO30M UM TUTIEPIUIa3ueil KIeTOK MeTaKapuolL-
TApHOTO Psifia, Y KOTOPBIX He HAOJIOAaeTCsl YBEMMICHUS
MAacChl 3pUTPOIIMTOB, JIEMKOIPUTPOOIACTUIECKOM peak-
1IMK, 3HAYUTEIbHOTO MHUeI0hHrOpo3a U OTCYTCTBYET
Phr'-xpomocoma. [Tpyr XMIIC-H, xak v ipy IpyTux MUeso-
npoiardepaTUBHBIX 3a00JIeBaHUSIX, 0OHAPYKUBAIOTCSI Ta-
K€ LIMTOreHeThYecKre aHoMaluu, Kak +8, +9, del(20q).

Mopdonorndeckrie UBMEHEHUST B KOCTHOM MO3Te U
reprepryecKoii KpOBH TOCTAaTOYHO Te€TEPOreHHBI, HO
MOXKHO BBIIEJNTH IBa OCHOBHBIX Ttontuia XMIIC-H.
[Tpu epBoM 13 HUX BO BpeMsl MccIieOBaHMsI ITyHKTAaTOB
KOCTHOTO MO3Ta OOHapy>XMBaIOT TIPU3HAKN TTaHTUTIEP-
TJIa3UM U 0COOEHHO yBEIMYCHUE KOIUYECTBA KIETOK
METaKapuOLIMTAPHOTO Psifia, B CBS3U C YeM TTPUXOAUTCS
npoBoaAuTh TuddepeHIUaTbHbIN auarHo3 ¢ XUM, UTIT
u OT. IIpu uccienoBaHuu neprucepruyecKoil KpoBU y
060abHBIX ¢ XMTIIC-H onpenensitor 1eiiIKOLIUTO3 U TPOM-

60LIMTO3 (KOJIMYECTBO SPUTPOLIUTOB HE YBEJIMYECHO) U HE
BBISIBJISIIOT O4arv KCTpaMeIy/UISIpHOTO FeMOoI033a.

ITpu BTOopoM noaturne XMIIC-H nposiBneHust 3a-
0oJsieBaHMSI HAaITOMUHAIOT HaOtoAatolecs: npu XUM
(cruteHOMeTanus, JIeMKoapuTpooIacTo3, hudpo3 KocT-
HOTO MO3Ta), HO TIPX 3TOM B KJIeTKaX pa3IUYHBIX JIU-
HUI OTMEYaloTCs BbIpaXKeHHbIE TUCTIIACTUYECKHE U3-
MeHeHUs1. KouecTBo MUea0061acToOB CYIIeCTBEHHO He
yBenmdeHO (<5%), B KOCTHOM MO3re He HapyIlleHa Tud-
depeHIINPOBKA KJIETOK Pa3TNYHBIX POCTKOB TeéMOII03-
3a. HesicHO, IIpencTaBiIsIIOT JI TaKKE CIydan TpaHcdop-
Maluo xpoHudeckoi ¢aspl XM B Gosiee arpeccuB-
Hoe 3a0o0JieBaHUE UJIU SIBJISIIOTCS «I€PEXOIHbIMU»
HapylIeHUSIMU C TIpU3HaKaMW MUEJIOTPOINdepaThB-
HBIX Y MUeJoAucIIIacTuYecKuX mpolieccoB. [Toka xe
pekoMeHayeTcs 0003HayaTh ux kak XMIIC-H.

K XMIIC-H He ciienyeT OTHOCUTD APYTUE MaToI0-
TUIEeCKHE COCTOSTHUSI C TIPOSIBICHUSIMHM, XapaKTepHBIMU
st uHbIx XMII3, TakuMu, Kak MaHTUIIePILIa3usl UiIu
BBIpaskeHHas TUTIepILIa3ysl KJIETOK MeraKapruoIuTapHO-
TO psiza, HO TIPU KOTOPBIX OTMEYaeTCsT BhIpasKeHHBIM
CIIBUT JICMKOIIMTAPHOM (hOPMYJITBI KPOBU BJIEBO C YBEJIM-
YeHHEeM KOJIMYeCTBa He3pesbIX KIeToK U 6sactoB (10—
30%), muenopudpo3 U MpU3HAKU MUEIOAUCILIA3HMN.
ITocnenHue, ocobeHHO MPU LUTOIIEHWH B ITeprdepuryec-
KO KpOBH M OTCYTCTBUM BBIpaXKEHHOM CTUIEHOMETaINH,
BEPOSTHO, CIIeIyeT KiacCU(pUIIPOBaTh KaK MUETOIVIC-
IUTACTUIECKIE CUHIPOMEI ¢ MUEIO(PHUOPO30M (BKITIOUast
OCTPYI0 MUEJIOAUCITIA3HIO ¢ MUEIO(PHUOPO30M, OCTPHIi
MMEJIOCKIIEPO3, 37I0KaYeCTBEHHBIN MUEIOCKIEPO3).

MUWENOANCINJIACTUYECKUE/
MUEJIONPOJINDEPATUBHbBIE
3ABOJIEBAHUSA

K aToii rpyrime oTHeceHbl XpOHUYECKUIT MUETOMO-
HoOLMTapHBIH Jeiiko3 (XMMJI), aTunudyeckuii XxpoHu-
yeckMii Muenofieliko3 (aXMJI) 1 1oBeHWIbHBIN MUeJIO-
MoHoUUTapHbIl jJeiiko3 (KOMMII) (cuHOHUMBIL: 10Be-
HWIBbHBI XPOHUYECKUA MUETOJIENKO3, I0BEHWIbHBIA
XPOHUYECKUI MUETOMOHOLIMTAPHBIN JIeK03). DTH 3a-
00JIeBaHUS XapaKTePU3YIOTCSI COBOKYITHOCThIO MUEJIO-
JMUCTUTACTUYECKUX Y MUEJTONpoiudepaTUBHbBIX TPU3Ha-
KOB, OOIIMM ISl HUX SIBJISIETCS HaIU4YWe aHOMaIuid
KJIETOK IPaHYyJOLUTAPHOTO U MOHOLIUTAPHOTO pslia U
YMEPEHHO-arpeCCUBHOE TEUEHUE.

XpoHnyecKuii MUeJIOMOHOIUTAPHDII Jieiiko3 (XM ML)
paHee, B cootBeTcTBMU ¢ DAB-Kinaccudukarmeit, cau-
Tascst omHoit 13 dopm M/ C. [TouTH y 1osoBUHbBI 00JTb-
HBIX B HayaJbHbIN Mepuof 3a0ojieBaHUSI OTMeYaeTcs
YMEHBUIEHUE WX HOPMaJbHOE KOJIWYECTBO HEUTpPO-
(PUITBbHBIX TPaHYJIOLUTOB, TPU3HAKY MYJIBTUIMHENHON
JIUCTUIa3UU KJIETOK KOCTHOTO MO3ra U OTCYTCTBUE Opra-
HoMeranuu. KapTuHa KOCTHOro MO3ra HalTOMUHAeT Ta-
KOBY10 TIpU pepakTepHOt aHEMUU ¢ U3OBITKOM OJac-
ToB (PAWDB), HO ¢ MOBBILLIEHHBIM COAEPXKaHUEM MOHO-
LIMTOB. Y OOJIbHBIX IPYTOW TPYIIIIbI, HAIIPOTUB, OTMEYEH
BBIPaXXE€HHBI HeTpoduie3, MOHOLIUTO3, CTTIEHOMETra-
. B nepudepndeckoii KpoBu o0HapykuBaloT 10 10%
He3pesbIX KJIEeTOK HEUTPODUIBHOTO psiia U peaKo —
osactel. JlnnTenbHoe BpeMsl MpoaoKajlach TUCKYCCUS
0 TOM, He SBJISIOTCS I OTU JIBa MaTOJOTUYECKUX MPO-
Liecca, Mpy KOTOPBIX B KPOBETBOPHBIX KJIETKaX HE OOHa-
pyxkuBaetcs Phr'-xpoMocoma mim TMOpUIHBIN TeH ber/
abl, camocTosITeIbHBIMU 3a00J1€BAHUSIMU, OTHOCSILU-
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mucs cootBercTBeHHO K MIC u MII3. OnHako B ¢BsI3U
€ TeM UTO He YIaJI0Ch BRIIBUTD pa3IMINIiA B 9acTOTE IPY-
'YX [IUTOTCHETICCKUX aHOMATHIA, MyTallMsIX OHKOTe-
HOB, XapaKTepe pocTa KOJIOHWIA in vitro, TeMaTOIaToI0-
T, a 3aTeM I'eMaTOJIOTY M OHKOJIOTH, BXoAsIiue B K-
HUYECKUI KOHCYJIBTaTUBHBIN KOMUTET, IPUILINA K
BeIBoay, YyTo XMMIJI He ciieayeT moapas3neisiTh Ha IBa
nonTuiia. B KagecTBe caMoCcTOATeTBHON (DOPMBI OH OBIT
BKJII0YEH B oflHY rpymity ¢ aXMJI u FOMMIIL.

ATunuyeckuii XpoHnyeckuii Muesoeiiko3 (aXMLI).
OTIMYUTeTbHBIC TIPU3HAKY 32a00JIeBaHUS — OTCYTCTBUE
Phr'-xpomMocoMbI 1 peappaHXXHpPOBKU bcr/abl, Tuiiep-
JIEUKOIINTO3 M HelTpodmiie3, yBeTMUeHe KOTNIeCcTBa
He3peTbIX (opM IpaHYIOIUTOB (MIPOMUEIOLNUTOB, M-
€JIOLIMTOB U METaMHEIOIIUTOB) OoJiee YeM Ha 15%, Ha-
JIMYKE TUCTUIACTUYECKIX M3MEHEHUI B KJIeTKaX TpaHy-
JIOLIMTAPHOTO M 3pUTpobIacTudIecKoro psiaa. [IporHos
3a60J1eBaHUs 3HAYUTENBHO XyXe, yeM nipu Ph* XMJI.
Wirenpl KIMHWYECKOTO KOHCYJIBTaTUBHOTO KOMUTETA
MPUILIN K BEIBOIY, 4YTO TepMUH aXMJI, 11o3BoIsIIOLIM i1
OTJIUYUTH JaHHOE 3ab0JeBaHue oT Apyrux popm MI13
u MJIC, cienyeT COXpaHUTb.

TOBeHMTbHBII MIETIOMOHOIMTAPHBII Jeiiko3 (IOMMLI)
MPU3HAH CaMOCTOSITEIILHOI HO30JI0TUIECKOI (hOpMOIA,
otmnyatonieiicst or XMJI miir XMMUJI 'y B3pocbIX 10 psiay
MOP(OIOTHUYECKUX, IINTOTeHETUIECKUX U KITMHUIECKIX
npu3HakoB [17]. 3aboneBaHUe XapaKTepu3yeTcsl OCTPhIM
WJIN TTOIOCTPBIM TeueHUeM, HartomyHarommm OMIJI. Cpe-
1 60bHBIX ¢ KOMMUIT 95% cocTaBistioT AeTH (B OCHOB-
HOM MaJIbdMKHW) B Bo3pacTe 10 4 jet [18]. OcHOBHBIMU
TIPOSIBJICHUSIMU 3a00JICBaHUS SIBIISTIOTCS aHEMMUSI, TPOM-
OOLIMTOIICHNS, TeITaTOMET IS, CTUIEHOMET IS, TuMa-
neHoraTyst (y 20% GONBHBIX), 3K3€MOITOTOOHBIE BBICHI-
MaHUg Ha KOXe TOJOBBI, 00YCIOBICHHBIE JIEHKeMUJe-
cKUMU UHGWIBTpaTaMu. O011Iee KOJIMYECTBO JEHKOLIUTOB
YBEJIMUECHO, HO OHO MeHbllIe, yeM ripu XMJI y B3pocIbIx,
¥ Kose6yieTcst B ripenenax (27—75) » 10° /1. B neitkorpam-
Me OTIpeNeNIIOT BEICOKWIA TIPOLIEHT MUEIO0JIacToOB, He-
3peJIbIX TPAHYJIOLIUTOB, MOHOLIMTOB 1 60JIee HU3KOE, YEM
npu Phr-mosutusHoM XMJI, comepskaHue TalodKo- U
CeTMEHTOSIEPHBIX HeNTpOoGWITBLHBIX JIeiiKonToB. KocT-
HBII MO3T TUTIEPKIICTOUHBIIA, CONEPKUT YBETMUEHHOE KO-
Jau4ecTBo 6acToB (10 10—15%), He3peNnbIX U 3pellbIX
MOHOLIMTOB. BaxKHBIM JTaOOPaTOPHBIM ITPHU3HAKOM SIBJISI-
eTcd pe3koe nopblmeHne (Ha 40—55%) ypoBHS (peTaib-
HOTO TeMOTJIO0MHA Y MHOTHX OOJTBHBIX ITO Mepe Iporpec-
cUpoBaHMs 3a00JieBaHUs. Y OOJBIIMHCTBA OOJILHBIX C
FOXMMUI He BBISBIISIOT LUTOT€HETUYECKMX HAPYLIEHUHA,
VLTI B HEKOTOPBIX CITyJastx OIMCaHbBI KIIOHATEHBIC aHO-
MaJIM XpOMOCOM (B OCHOBHOM TPUCOMUSI 8), peTUCTpU-
pyloIrecs: B HaYalbHBIH ITepHoI WUTH B (hase Imporpeccu-
poBaHUS 3a00eBaHMSI. YacTBIMU SIBIISIIOTCSI MYTaIlM
OHKoreHa ras [3]. MenuaHa BbDKMBaeMOCTH TTalIMEHTOB
npu FOXMMUJI cocrapmsier 10—12 mec.

B ciremyromix cooOIe HUSIX OYIyT MpeIcTaBIeHEI JaH-
HbIe, Kacalolrecd IpyTiX pasieioB HOBOM KiTaccudurKa-
1 BO3 HeorutacTiyecKux 3a001eBaHU I KPOBETBOPHOI
u mumdounaHoit Tkanu — MJIC u OMJI; mumdonaHbIX
HOBOOOPa30BaHUIA; OITYX0JIei TMCTUOIIUTAPHOTO ITPOC-
XOXIEHVS M BO3HUKAOIINX M3 TYIHBIX KJICTOK.
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A NEW WHO CLASSIFICATION

OF NEOPLASTIC DISEASES

OF THE HEMATOPOIETIC AND LYMPHOID
TISSUES. I. MYELOPROLIFERATIVE

AND MYELODYSPLASTIC/
MYELOPROLIFERATIVE DISEASES

D.F. Gluzman, L.M. Sklyarenko,
V.A. Nadgornaya, 1.V. Abramenko

Summary. A combination of morphologic, immuno-
phenotypic, molecular-genetic, and clinical features must
be used to define distinct nosologic entities among myeloid
disorders. According to a new WHO classification of
hematologic malignancies, the following main categories
of myeloid neoplasms are recognized: myeloproliferative
diseases, myelodysplastic/myeloproliferative diseases
(MPD), myelodysplastic syndromes (MDS), and acute
myeloid leukemias. Some controversial issues concerning
the MPD and MDS/MPD subclassification are discussed.

Key Words: chronic myelogenous leukemia, chronic
neutrophilic leukemia, chronic idiopathic
myelofibrosis, chronic myelomonocytic leukemia.
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