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Pesiome. Muenoducnracmuueckue cundpomot (MIC) — epynna KaoHanbHbix 3a60-
NEBAHUIL, CEI3AHHBIX C NOPANCEHUEM 2eMONOIMUHECKOU CIMBOA0BO KACMKU, XAPaK -
MEPUYIOUUXCS YUMONEHUell, Hanu1uem nPU3HaKos OUCHAA3UU KPOBEMBOPHbIX K/e-
MOK U NOBbLUIEHHIM PUCKOM PA38UMUsI OCIPbIX AeliK0306. B coomeemcmeuu ¢ H0801
Kaaccugurauueit BO3 svidensrom caedyrougue ocrosrble ghopmovt MIC: peghpakmep-
Hble YUMONeHUU, peihpaKmepHas aHeMus ¢ KOAbUesbIMU cudepobaacmami, pedhpar-
MEPHAs YUMONEHUsI ¢ MYAbMUAUHEUHOU OUCNAA3Uell, peqhpaKmepHast GHEMUS C U3-
obimrkom 6aacmoe (PAUB-1, PAUDB-2), MJIC nexnaaccugpuyupyemoiit, MJIC, acco-

yuuposarnblil ¢ del(5q), u peghpakmepnas anemus demckoeo 603pacma.

Muenoaucmiactuyeckue cuHapombl (MJIC) — rete-
pOTeHHasl TPYIIIa KJIOHATBHBIX 3a00JIcBaHMI, B OCHOBE
BO3HUKHOBEHUSI KOTOPBIX JIEXKUT IMTOPAKEHUE TeMOIT03-
Trueckoii crBosioBoit kietku (I'CK), conpoBoxknaronie-
ecst Hea(h(PeKTUBHBIM TeMOTI0330M, TACIUIACTUICCKIMM
M3MEHEHUSIMM, 3aTPArMBArOIIIMMU KJICTKU OTHOM UJTN He-
CKOJIBKMX JIMHUI MUEJION033a, MMOBBIIIEHHBIM PUCKOM
Pa3BUTHS OCTPBIX MUEJTOUAHBIX Jieiiko30B (OMJI).

Heob6xonumo pazianyaTh TEpMUHBL «MUEJIOAUCILIA-
3USI» U «MUEJOAUCIIACTUYECKME CUHAPOMBI». [lep-
BBIM 0003HAYAIOT HAJTMYME aHOMAJIBHOTO B MOPhOJIO-
TUIECKOM TIJIaHe ¥ (DYHKIIMOHAIBHO He3(P(PEKTUBHOTO
KPOBETBOPEHUSI, BHI3BAHHOT'O TAKMMU (haKTOpaMU, Kak
HEI0CTAaTOYHOCTh BUTaMKHa B, 1 posimeBoit KUCIOTHI,
aJIKOT0JIb, HAPKOTUYECKHE CPEJICTBA, TOKCUIECKUE XM~
MHIYECKHE BEIIeCTBA (CBUHEI, MBIIIIBSIK), IIPOTHUBOOITY-
XOJIEBbIC I aHTUBUPYCHBIE TIperapathl. TepMUH «MUe-
JIOMUCITIACTUYECKIE CUHIPOMBI» (CMHOHUMBI — «IIAC-
MUEJIOIUCTUIACTIIECKIE CUHIPOMBID» , «OJIUTOOIACTHBII
JIEIK03») CBUIETEIBCTBYET O HATWYNKM 3a00JIeBaHUS
KPOBETBOPHOM TKAHU OITyXOJIEBOW MPUPOJIbI, COUYETA-
fOIIIEeTOCs ¢ TPU3HAKAMM MUEJIONNCTUIA3 1.

M/C BcTpeuyaeTcsl IIPEeNMYIIECTBEHHO Y JIMII TI0-
JKUJIOTO U TIPEKJIOHHOTO Bo3pacTa. ExxerogHo 3a60-
JIeBa€MOCTb B OOJIBIIMHCTBE CTPaH MUPA COCTaBIISI-
et 3,0—5,0 Ha 100 Thic. HaceaeHUsI, HO BO3pacTaeT
10 20,0 Ha 100 TeIC. Y v ctapiie 70 net [1]. Pasnuua-
10T M/IC, Bo3HUKaloIIMe CIOHTaHHO (de novo), U BTO-
puunbie MJIC, pazBuBalollecs B pe3yJjibTaTe mpume-
HEHUS aJKWJINPYIOIINX MperapaToB U/WIn JTydeBOit
tepanuu. K yuciny atmonorndyeckux (pakTopoB, BbI3bI-
BalOIIMX BO3HUKHOBeHUE nepBUUHbIX MIIC, oTHOCST
OeH30JI, KYpeHUEe CUTAPET, BO3MECHCTBUE XMMUUYECKIX
BEIIECTB, MPUMEHSIOIIMNXCS B CEJILCKOM XO3SCTBE,
a TaKKe OpraHuYeCcKuX pacTBopuTesei [2].

ITpu MJIC MoryT nmopaxarbcsi BCE€ TPU POCTKA re-
MOIT1033a. XapaKTePHBIM SIBJISIETCST HAJTMIKE TIPU3HAKOB
LIMTONIEHUHU TIPU UCCIIeI0BaHUU ITeprdepruiecKoit Kpo-
Bu (ITK), couerarouieiics ¢ runep- Uik HOPMOKJIETOU-
HOCTbIO KOcTHOTrO Mo3ra (KM). B kauecTBe OCHOBHOTO

naToreHeTnyeckoro mexanusma MJIC paccMaTpuBaeT-
¢sl yBeJIMUEHME CTETIeHU arloNnTo3a akTHBHO MpoJudepu-
pytomux I'CK. ITpotiecchl mporpaMMUpOBaHHOM rMOeT
aCCOLMMPYIOTCS ¢ U3MEHEHUSIMU SKCIIPECCUM B KPOBE-
TBOPHBIX KJIETKAX IMPO- Y aHTUATIONTOTUYECKUX OCJIKOB.
B monynsiiuy CD34-10710KUTeTbHbBIX 01aCTHBIX KJIETOK
KM y 60nbHb1x ¢ MJIC 110 CpaBHEHNIO C HOPMOI YBEJTU -
YEHO COOTHOIIICHUE MPOIYKTOB 9KCIIPECCUN OHKOTEHOB
c-MYCw BCL-2(cooTBeTCTBEHHO YCUJIMBAIOIIMX arloM-
TO3 U MOBBIIIAIOIIMX BEKMBAEMOCTb KJIeTOK) [1].
BaxHyio ponb B MHAYKIINHM amoIlTo3a B KJIETKaX
KM wurpaer cucrema, BKitouarolasi aHtTureH Fas/Apo
(CD95) u ero nurana Fas-L, kotopsie npy UMMYyHO-
UTOXUMHUUIECKOM HMCCIeIOBAHUM OOHAPYKMBAIOT-
Csl Ha MOBEPXHOCTHBIX MeMOpaHax KieTok rmpu M/C
u He onpenenstorcs Ha CD34*CD14* kimeTkax B HOpMe.
YcTaHoBIeHA TaK3Ke KOPPEISIIMS MEXKIY MHTEHCUBHO-
CTBIO MPOrPAaMMUPOBAHHOM THOEIU KJIETOK 3pUTPOOIa-
CTUYECKOTO, TPAHYJIOIIMTAPHOTO, METAaKaAPUOITUTAPHOTO
psina u cTpoMaibHBIX KieToK npyu MJIC u skcnpeccu-
et pakTopa Hekpo3sa ormyxosu oo (PHO-a) u TpaHcdop-
mupytomero ¢akropa pocta 3 (TOP-B). C yBenmmueHN-
€M MHTeHCUBHOCTH amonto3a mpu MJIC acconuupyert-
¢S TIOBBIIIEHHAs dKcTpeccus oenka pS3.
CospeMenHas knaccudukanuss MIAC (BO3, 2008)
MTO3BOJISIET 0O0JIee YETKO BBIICIUTH TOMOTCHHBIC IO -
TPYIIIBI OOJBHBIX Y MUMEET OOJIBIIYI0 TTPOTrHOCTUYE-
CKy10 3HaUuMMOCThb [3]. OHa OCHOBBIBAeTCSl Ha OMpee-
JIEHUM TIPOLIEHTHOTO cofepxkaHus 6actoB B KM u TTK,
THUIIA U CTETICHU TUCIIACTUYSCKUX M3MEHEHUI B KJIeT-
Kax 3pUTPOOJIaCTUIECKOTO, TPAaHYJIOLMTAPHOTO U Me-
rakapuoIMTapHoOTO psia, TaHHBIX KAPUOTUITUPOBAHUS
¥ MOJICKYJISIPHO-TEeHETUICCKOTO aHaIn3a (Tabiauiia).
IIpu nnarnoctuke M/IC ¢ 11eJ1bI0 BBISIBJICHUST TNC-
TUIACTUYECKMX M3MEHEHUN HOJKHBI UCTOIb30BaTh-
csl UIeaIbHO TIPUTOTOBJIEHHBIE U3 CBEXEro Marepuaja
M XOPOIIIO OKpalleHHBIe Ma3Ku. Ma3Kku u3 Impod Kpo-
Bu unu KM, nogBepraBiimecs IeMCTBUIO aHTUKOAry-
JISTHTOB Ha MPOTSIKEHUY 00J1ee IBYX YacOoB, IS 3TUX 11e-
seit HeripurogHel. [IpomneHTHOE comepxkaHUe 0JIacTOB
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Ta6nuua

Nanuble uccneposanus MK v KM npu MAC (BO3, 2008)

dopmel MAC nK

KM

PedpakrepHas uuTONEHNs ¢ OLHONNHENHON
nuennasueit (PLOJA)
PedpakrepHas aHemus (PA);
PedpakrepHas HeinTponenus (PH);
PedpakTtepHas TpomboumTonenus (PT)

penko (< 1%)

OpHONMHeHas LUTONEeHNs Uin GuuMTONeHus
BRacTbl OTCYTCTBYIOT MM ONPEAENsIOTCS KpaiiHe

OpHonvHeliHas aucnnasus:

> 10% KneToK 0AHO U3 MUENONAHBIX TUHWIA

< 5% 6nacTos

< 15% 3puUTPOUAHBIX NPEALIECTBEHHUKOB SBASIOTCS
K0JIbLIeBbIMY cHaepobnacTamu

PedpakrepHas aHemMus C KONbLEBbLIMY CUMAEPO- [AHeMUs
6nactamm (PAKC) Bnactbl 0TCYTCTBYIOT

> 15% apuUTPONIHBIX KNETOK SBNSIOTCS KONbLLEBbIMM
cunepobnactamu

[ncnnasns orpaHNyNBaeTCs KneTkamu ToNbKo api-
Tpo6iacTUYeckoro psaa

< 5% 6nactoB

PedpakrepHas UMTONEHNS C MyNbTUIMHEIAHO
nucnnaswen (PUMZ)
penko

<1 x10°n moHoUMTOB

LluToneHus (6ULMTONEHUS UAN MAHLMTONEHMS)
BnacTbl OTCYTCTBYIOT MW ONPEAENSIOTCS KpaiiHe

Manoyku Ayapa oTCyTCTBYIOT

[Oucnnasus B > 10% kneTok AByx uiu 6onee AnMHWiA
MMEeNonoasa (HeMTpodunbl M/Man 3pUTPOUAHLIE NPes-
LWECTBEHHUKM W/UNK MErakapuoLmTbl)

< 5% 6nacTos

OtcytcTBue nanoyek Ayapa

+ 15% konbLeBbIX cuaepo6acTos

PedpakTepHas aHemus ¢ M36bITKOM 61acToB-1
(PAUB-1)

Lutonenns(n)
< 5% 6nactos

< 1 x10°%n MOHOLUMTOB

Manoyku Ayapa OTCYyTCTBYIOT

OﬂHOHMHeﬁHaﬂ 7 MyJ‘IbTVIJWIHeVIHaﬂ aucnnasug
5-9% 6nacToB
OtcytcTBre nanoyek Ayapa

PedpakrepHas aHemus ¢ u36biITkoM 61acToB-2
(PANB-2)

Lutonenus(n)

5-9% 6nactos
Manoyku Ayspa +

< 1x10°%n MOHOLMTOB

Oﬂ,HOHMHeﬁHaﬂ nmin MyanVIﬂVIHeVIHaﬂ ancnna3ng
10-19% 6nacros
Manoukn Ayapa +

MuenogucnnacTuyecknii CUHAPOM Heknaccu-
duumpyembiit (MAC-H)

Lutonenus
< 1% 6nacToB

Nucnnasug B < 10% kneTok oaHoii unu 6onee nu-
HUIA MMEeNonoa3a, Koraa OHa CONPOBOXAAETCS LUTO-
reHeTnYeckoit aHoManuein, cumTaroLeiica npeanona-
raemblM 0Ka3aTenbCTBOM A5 YCTAHOBNEHUS Ana-
rHosa MAC

< 5% 6nactoB

MZC, accounmpoBaHHblit G N30MPOBAHHOI AHemus
del(5q)

AN NOBbILWEHO

peako (< 1%)

Konuyectso TpOM60L|,I/ITOB 00bI4HO B HOpMeE

Bnactbl OTCYTCTBYIOT WUin onpeaenaoTca KpaVIHe

HopmanbHoe nnu yBenmyeHHoe KoNUYecTBo Meraka-
PUOLMTOB C rMNOA0NLYATHIMY SAPAMM

< 5% 6nactos

OtcytcTBue nanoyek Ayapa

M3onnpoBaHHas uuToreHeTmyeckas aHomanus del(5q)

onpenensieTcs npu nudbepeHIIMPOBAHHOM TTOICUYETE
200 nerikonutoB 1K 1 He MeHee 500 MueTOKaprOLIU-
TOB. OTHOBPEMEHHO TMOICYMTHIBACTCS MPOLEHT KJIETOK
SPUTPOOIACTHUECKOTO, TPAHYJIOLIUTAPHOTO U MeTaKapH-
ouuTtapHoro psjaa. [oa «3HaYUTETbHBIMI» WU «[IOPOTO-
BBIMM», B COOTBETCTBUM C PEKOMEHIAIIMSIMU KCIIEPTOB
BO3, crenyer moHMMATh TIPU3HAKA AUCIPUTPOIIOI3A,
JVICTPaHYJIOLMTOII033a WIX JUCMErakapruoluToI033a,
BBISIBJISIEMbIE He MeHee YyeM B 10% pasHbIX 110 YPOBHIO
b GepeHIINPOBKI KIICTOK COOTBETCTBYIOIICH JIMHIMN.
bonee monHo oxapakTepu3oBaThb U3MEHEHUST KPO-
BeTBOpeHUs 1pu MJIC 1m03BOISIET TUCTOJIOTMIECKOE
usyuenue tpenaHoouonratoB KM. IMpu MJIC omnpe-
JEJISTI0TCSl HapyILIeHUsI HOpMalbHOM apxuTeKTypbl KM
(pa3MelieHne KIIETOK 3PUTPOOIACTUICCKOTO M Mera-
KapuOLIMTapHOTO Psila BOKPYT LIEHTPaJIbHBIX CUHY-
coB). KieTku-npeaiecTBeHHUKU IPaHyJIOUTONOS-
3a, MHEJIO0IACTHI U TIPOMUEIIOLUTBI BMECTO TIPEHMY-
LIECTBEHHOTO PACIIOJOXEHUS Y TOBEPXHOCTU SHIOCTA
0oJiee I MEHEEe paBHOMEPHO pacIipefesIeHbl BO BCEX
3oHax KM. ITono06HbIi (heHOMEH aHOMAaJIbHO JIOKAJIU -
3alUM KJIETOK-TIPEIIIIECTBEHHUKOB IPaHyJIOLIUTOII033a
(ALIP) cauraetcst matorHoMOHNYHBIM st MIIC.
IMpumepno B 10% ciayvaes mpu MJIC MoxeT oTMe-
yarbcs runokjieTouHocts KM. Ilpu aToM BO3HUKaeT
HEOoOXOIUMOCTh POBeAeHUS NU(PPepeHIINATBLHOM T1-
arHOCTMKMU C alUIaCTUYeCKO aHeMUelt, ayTOMMMYHHBbI -
MM HapyLICHUSIMU, TOKCUYeCKOi Muetomnarueit. ¥ 10%

6osbHBIX ¢ MZIC npu McciiefoOBaHUY TPEIaHOOMOoTa -
ToB KM oTMeuaeTcs BhIpaxkKeHHBIN (hUopo3.

B mmarHocTrke M MpOrHO3MPOBAHNM KIIMHIYECKO-
ro tedyeHuss MJIC BaxkHYIO poJib UTPAIOT Pe3yIbTaThl
IIUTOT€HETUYCCKMX MUCCICAOBAHUI 1 MOJICKYJISIPHO-
TeHeTn4ecKoro aHaim3a. KiioHajibHbIE IIMTOTEHETHYE-
CKHe aHOMAJIMU BBIIBIISIIOTCS TTOYTH Y 50% OOJIBHBIX
¢ MZIC. B xauecTBe crieriiraecKoro IMoATHIIa B KJ1ac-
cuduxammu BO3 (2008) Beinensitor MAC ¢ uzonupo-
BaHHo# del(5q), BeisgBiaeHHbINH Y 10% 601bHBIX. OH Xa-
paKkTepu3yeTCcsl HATMIMEM METaKapHOLIMTOB C HEMOb-
YaTHIMU WJIW TUTTOIOJIbYATBIMM SITPaMU, pedpakTepHOit
MakKpOIUTAPHON aHEMU U, HOPMAJTbHOTO Y MOBBIIIIEHHO-
T'O KOJIMYECTBA TPOMOOIIMTOB U OJIATOTIPUSITHOTO KITMHU -
yeckoro TeueHus1. C HeOIaronpusiTHbIM KIMHUYECKUM
TeYCHNEM 3a00JICBAaHMST ACCOLIMUPYIOTCST CJIOXKHBIC W3-
MEHEeHUs KapuoTuIia (Tpu Wi 6ojiee aHOMaJIMK) C BO-
BJIeUeHUEM XpoMocoM 5 u/unu 7: -5/del(5q), -7/del(7q).
XapakTepHBIMI MOP(OIOTMUCCKIMI aHOMAJTSIMHU C BO-
BJICUEHUEM KJIETOK 9PUTPOOJACTUUECKOTO Psiia U Mera-
KapHOLIMTOB COMPOBOXIaeTcs n3oanpobaHHas del(20q).
AnHoMamu XxpoMocoMbl 3 — inv(3)(q21q26.2) i t(3;3)
(921;926.2) accoumupyrorcs ¢ MJIC n OMIJI ¢ yBemmueH-
HBIM KOJIMYECTBOM aHOMAJIbHBIX METaKapHUOIINTOB.

C ygeToM MemmaHbl BBDKMBAeMOCTH M pHICKa ITPOTpec-
cuposatHust OMJI Mmopdomnornyeckue oarpynmnst MIAC,
BBIZEJIIEMbIE B COOTBETCTBUHM C Kitaccudukamueir BO3,
MOTYT OBITh pa3nesieHbl Ha 3 rpymnbl. B rpymmy HU3Ko-
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ro pucka Bxogit naureHTsl ¢ PLIO u PAKC, B rpyniy
npoMexxyTouHoro pucka — jimia ¢ PHMJI (¢ Hanmnyuem
WM 6e3 KoJibLieBbIX cuaepodsactoB) 1 PAUB-1. I'pyn-
Ty BBICOKOTO pYICKa cocTaBysiioT 6onbHble PAMB-2. Pe-
TPOCTICKTUBHBII aHAJIN3 KIIMHUYECKIX ITPOSIBIICHUN TTep-
BruHbIX M/ICy 1600 GOJIbHBIX, IPOBEAEHHBII B COOTBET-
ctBuuu ¢ Kiaccudpukauueir BO3 (2001), mokasai, 4to
HauOoJiee BbICOKasl MelMaHa BbIKMBAeMOCTH OTMeva-
eTcsl y MaluueHToB ¢ u3oaupoBaHHou del(5q) — 116 mec
(BepositHOCTB TpaHcdopmauuu B OMI1 — 8%). Y 6oiib-
HbIX PA 1 PAKC MeauaHa BbIKMBAeMOCTH COCTaBJISIET
69 Mec (Bo3MOXXHOCTB pa3BuThst OMJI — cOOTBETCTBEH-
Ho 7,5 u 1,4%). HanboJiee KOPOTKOI1 MeIaHa BbIKMBAe-
moctu O0bu1ay 60mbHbIX PAUB-1 1 PAMB-2 (10 1 18 mec).
Y HuX ke OTMeuaiach Hanbosee BEICOKAs YacTOTa TPaHC-
dopmaru atux hopm B OMJI (21 u 35%) [3].

Takke 3 Kareropuu pricka Ha OCHOBE JaHHBIX LIUTOTe-
HETUYECKOTO MCCIIeIOBAaHMSI TIPEJIaraloT BhIIEISITh 9KC-
nepTel MeXXIyHapoIHOI padbodeii rpyIIbl 1O N3YICHHIO
MUEJIOMMCIUIACTUYECKUX CUHIPOMOB [4]. My tipemio-
JKeHa cucTeMa 1ojicueTa 6ajiioB, MO3BOJISIOIIAs] IPOTHO-
3UPOBaTh BBLKUBAEMOCTb OOJIbHBIX I BO3MOXKHOCTb 9BO-
oy B OMIJI. OHa ocHOBaHa Ha TToJIcYeTe COAEPXKAHMUS
6mactoB B KM, yuere TuIia IMTOTeHETUUECKUX aHOMAJTIA
¥ BBIPAXKCHHOCTH LINTOIICHNH (YPOBEHB TeMOTIIOOMHA, KO-
JIMYECTBO HEUTPODUIOB U TPOMOOITUTOB).

Pedpakrepnas uuTonenus ¢ OAHOIMHEHHOM TUCILIA-
3ueii (PLIO/). B sty rpynmy Bxonsar 6onsHbie PA, PH
u PT. Croma MOTYT OBITh BKIIFOUEHBI TaKXKe TTalleHThI
¢ OMILIMTOIIEHUEN, €CJIU OHa COMTPOBOKIAETCSI TTPU3HA-
KaM¥ OTHOJIMHEHOM nuctutasun. PedpakTepHast maH-
LUTOINEHUS C OJHOJMHEMHON NUCIUIA3UEH, IO PEKO-
MeHnamu 3kcneptoB BO3, Bxogut B kateropuro MJIC-
HekmaccudunupyeMsiii (MJIC-H).

PHO/ cocraBnser 10-20% Bcex cinyyaes MJC
M Yallle BCTPeYaeTcsl y NMalMeHTOB MOXMUJIOT0 BO3pac-
Ta (okoy0 65—70 yieT), GOJBIIMHCTBOM K3 KOTOPBIX
apisioTcs 6onbHble PA. Onnako PH u PT, nHabmopna-
foIrecs KpaifHe peaKo, TpeOyIT 0co00ro BHUMaHUS
TIpY YCTaHOBJICHNHN aquarHo3a. [1pu yctaHoBieHUN qua-
rHo3a PILIO/I nomkHbI OBITh UCKIIOUEHBI MPOSIBICHUS
MUCTUIa3MU KOCTHOMO3TOBOI'O KPOBETBOPEHUSI HEKJIO-
HaJIbHOM TIPUPOIBI, CBSI3aHHBIC C JICHCTBUEM JIeKap-
CTBEHHBIX IIPEIapaToB, TOKCUUYECKNX COCTMHCHUIA,
C BUPYCHOI MH(EKIIMEH, a TaKKe ¢ MMMYHOJIOTHYE-
CKMMHU HapYyLIIEHUSIMU, BPOXKIECHHBIMU 3a00JI€BaHUS-
MU, HETOCTAaTOYHOCThIO BUTAMMHOB U T.I.

Pedpakrepuas anemusi. Dpurporutsl [1K — HOpMOX-
POMHBIE 1 HOPMOIIMTApHEIE, TN HOPMOXPOMHBIC 1 Ma-
KpoLMTapHbIie. BappupyeT cTereHbh aHN301IUTO3a 1 MO~
kusouutosa. OnpenensieMasi IpU MPOBEASHUM OOLLIEro
aHaJIM3a KpOBU aHEMMS YCTOMYMBA K IIPOBOAMMOM Tepa-
mn. BeipaxkeHHAsT B yMEPeHHO! CTeTICHU JICHKOITCHMST
HE COIIPOBOXKIAETCS CYIIECTBCHHBIMU U3MEHEHUSIMU
B Jielikorpamme. Mopdosorust HeMTpoduios, Kak mpa-
BUWJIO, He M3MeHeHa. JIuib B HeKoTophIx ciydasax B [TK
OTIPENEIISTIOTCS arpaHyIISIPHbBIC HEUTPOMUITHHBIE ITATTOUKO-
¥ CeTMEHTOSIICPHBIC JIEMKOLNTRL. Kom1decTBo TpoMOoIIH-
TOB KOJIE0JIeTCS B ITpejIesiax HOPMBI, JIUIIIh M3peaKa OOHa-

PYKHBAOTCSI THTAHTCKKE TPOMOOIMTEI. bracTHbIe KieT-
ku B I1K BcTpevarotcs penko. [Tpu 5ToM 1X KOIuM4ecTBo,
KakK TpaBWJIO, He TipeBbIaeT 1%. AGCOMOTHOE KOJIMIe-
CTBO MOHOLIMTOB B KpoBY — MeHee 1,0 x 10°/11.

ITynkratr KM y rnogapisiroiero 00JbIINHCTBA 001b-
HBIX TUTIEPKIJICTOUHBIN. 3HAUNTETHHO YBETMICHO KOJTH -
YECTBO HE3PEJIbIX SIIPOCOAEPKAIIMX KJIETOK 3pUTpodIa-
CTUUYECKOTO psifia. DpUTPOINO33 — HOPMOOIACTUUECKUIA,
MaKpOHOPMOOIaCTUYECKUI UIIM MeTa1001aCTUYECKHUIA.
DPUTPOUTHBIE KIIETKA — C YMEPEHHBIMU MJTN BBIPAXKCH-
HBIMU MPU3HAKAMU AUCTUIA3UU. XapaKTepHbIMU TSI AUC-
SPUTPOII0I3a SIBIISIIOTCSI UBMEHEHUS siiep KieTok (par-
MEHTAaIKsI, 10IbYATOCTh, HATMIUE MEXbSIAEPHBIX MOCTH-
KOB, KapruOpeKCcUC, MHOTOSIIEpHOCTh). B 1inrorasme
MIPOUCXOIAT CICAYIONIEe N3MEHCHMST: BaKyOJIU3alINsI,
nudhy3HOe WK TpaHyISIpPHOE OKpalllMBaHKE TPU Mpo-
BeaeHuu PAS-peakimu. KonblieBbie caepo0aacThl, BbI-
sIBJIsieMble pU oKpacke 110 Ilepcy, cocTaBisiioT He 00-
see 15% spuTpOuIHBIX KJIETOK-IIPEIIIECTBEHHUKOB.
Mueno6yacTsl COCTABIAIOT MeHee 5% OT OOLLIEro Ko-
JInyecTBa MUeoKapruouToB. [Tanouku Ayspa B UX L1-
ToIlIa3Me He oOHapyxuBatotcs. [1pu ructonornyeckom
uccienoBanuu tpenaHoouonratoB KM onpenensitor-
CsI TIpU3HAKY TUTICPILIA3UH, IIPEUMYIIIECTBEHHO 3a CUCT
KJIETOK 3PUTPOOIACTUIIECKOTO psiga. Y HEMHOTHX OOJTb-
HbIX KM MoXeT ObITb HOPMOKJIETOUHBIM U JaxKe TUIOo-
KJIETOUYHBIM.

PaznuuyHoro tumna npuoOGpeTeHHbIe KJIIOHATbHbBIE
LUTOreHeTu4Yeckue aHomanuu npu PA HabGmonarorcs
y 50% GosbHbIX. OHU BaXKHbI /151 IMATHOCTUKY YKA3aH-
Hoit popmbl M/IC, HO He SIBIISIIOTCS CIEIU(PUIECKIMMU.
K yucny Hanbosee yacTo BCTpeUarOLIUXCsl OTHOCSITCS
del(20q), +8, anHoManuu XpoMocoM 5 u/unu 7.

PedpakrepHas HeliTponeHus. XapaKTepHu3yeTCs TH1C-
IUIACTUYECKUMU u3MeHeHusiMu B 10% u Gosiee Heil-
tpodusios I1K u KM, KoTopble MposIBASIOTCS TaB-
HBIM 00pa30M B HAJIMYMU TMIIOI0IbYATHIX SIAEP U TUIIO-
rpaHyJIIpHOM LIUMTOIMJIa3Mbl. B KjieTkax apyrux JUMHUR
MUEJI0I033a 3HAYNTEIBHBIX TTPOSIBIICHUI TUCIUIa3UMN
He otMevaeTcs. ClieayeT UCKIIOUUTh BTOPUYHYIO HeM-
TPOMEHUIO, BEI3BAHHYIO IIPUMEHEHHUEM JIEKapCTBEHHBIX
CPENCTB, BO3NEHCTBMEM TOKCUYECKHUX MTpernapaToB, 00-
YCIJIOBJICHHYIO MMMYHHBIMU MEXaHU3MaMMU.

PedpakTepHas TpoMOOIMTONEHHA. XapaAKTePU3YETCS
JUCIUIACTUYECKUMU n3MeHeHusiMK B 10% 1 6ostee Mera-
KapuouutoB KM (1ripu 06s13aTeIbHOM MPOCMOTPE HE Me-
Hee 30 merakapuouuToB). [Tpu3Haku nUCIIIa3unu — TU-
MTOIOIBYATOCTH SIIEP, HATMIKE ABYX- 1 MHOTOIOJIBYATHIX
saep, MUKpoMerakaprounToB. OHU 6oJiee YeTKO BEISIB-
JISIIOTCS B TUCTOJIOTMUECKMX CPe3ax TPenaHOOUONTATOB,
yeM B Mazkax KM. O611iee KoauyecTBO Merakaprolm-
TOB MOXET OBITh YBEJIMUEHO WIM YMEHBIIIEHO. B Ki1eTkax
IPYTUX JIMHAA MHUEJIOI033a TNCIUIACTUISCKIE N3MEHe-
HUS He oOHapyxuBatoTcs. [1o kiuHnyeckum u Mopdo-
JIOTUYECKMM MpU3HAKaM, Oe3 MpoBeaeHUS LIUTOreHETH -
4YeCKOTO UCCIEeA0BaHMSI TPYAHO OTAMYUTh PT oT XxpoHU-
YEeCKOM ayTOMMMYHHOM TPOMOOLIUTOIIEHUH |5, 6].

PedpakTepnas anemusi ¢ KOJIbIEBbIME CHIEPOOIa-
cramu (PAKC). PAKC — nonrunn MJIC, xapakrepu-
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3yIoIuiicsa aHeMueit, Mop(hOIOTUICCKIMU IIPU3HAKA-
MM TMCIUIa3UU B KJIETKaX 3pUTPOOIACTUIECKOTO psiaa
1 HannuueM KoJibleBbiX cuaepodsactoB (KC) B KM,
KOJIMYECTBO KOTOPBIX MpeBbIiaer 15%. BeipaxkeHHBIX
IMPU3HAKOB AUCITIA3UHU B KJIETOYHBIX JIEMEHTaX IPYTUX
JIMHUI MUeJI0TI033a He oTMevaeTcst. ColepkaHue Mue-
no6actoB B KM Huke 5%, a B [1K oHM He omnpeneisi-
I0TCSI WIM MX COIepKaHUe B JIeiiKorpaMmMe He IIPpeBbIlia-
et 1%. PAKC cocrapnsier 3—11% Bcex citydaeB MJIC.
BerpevaeTcs mpenMyIIeCTBEHHO Y TTOXWIIBIX JTIOACH,
C OIMHAKOBOI YaCTOTON Yy MYXXUMH M keHIH. Cpen-
HUIT Bo3pacTt 60J1bHBIX cocTaBisieT 60—73 roaa.

KnuHuyeckue mposiBjeHYst 00yCI0BIEHbBI HATUYUEM
HOPMOXPOMHOM MAaKpOLUTAPHOM WA HOPMOXPOMHOM
HOPMOIIUTApPHOM aHEMUH. Y HEKOTOPHIX OOJBHBIX MOTYT
JTOTIOJTHUTEJIBHO OOHAPYKMBAThCS TPU3HAKU TPOMOOIIH -
TOINEeHUU 1 HelTponieHuu. B yactu ciyyaes B [TK moxeT
OIPECIIATHCS MOIMYJISILIMS TUTTOXPOMHBIX SIIPOCOaepXKa-
IINX KJIETOK 3PUTPOOIACTIICCKOTO Psifa ¢ IpU3HAKAMM
nIeeKTHOM reMOTTOOMHI3AIIUY LINTOIIIA3MBI.

B KM 60nbHb1Xx PAKC onpenensitoTcst Ipu3HaKu r'i-
Mepruia3uu KJIeToK apuTpodiaactuueckoro psaa. [pu-
3HAaKM OUCIUIA3UM TPOSIBIISIIOTCS B JOJIBYATOCTHU SIAEP
KJIETOK 3PUTPOOIACTUICCKOTO Psifa, MOSIBICHUN KJTe-
TOK C MeTaJ00JIacCTOMIHBIMY TTpu3HakKamu. ComepxKa-
HME KJIETOK IPaHyJIOLUTAPHOTO K METaKapruOIUTapHOTO
psina ¢ MCIUIacCTUYeCKUMMU MPU3HAKaMU HE TOCTUTaeT
10%. I1pu okpacke 110 [1epsicy Ma3KOB 13 CTEPHAIbHO-
ro nynkrata KM omnpenensiercs 15% u 6onee KC, co-
JIEPKaIUX MSTh ¥ 00Jiee TpaHyJl Keje3a, OKpyKalomx
He MeHee OIHOM TpeTH sipa. Hepenko oOHapykuBaeTcst
3HAYUTEJIBbHOE KOJMYECTBO CONEPXKALIMX FEMOCUNLEPUH
makpodaros. [Ipu PAKC rpaHynbl Kejie3a, KOTOpbIe
Ha YJIBTPaCcTPYKTYPHOM YPOBHE JTOKAJTU3YIOTCS B MUTO-
XOHIPUSIX, OTIPENIEIISIIOTCS U B HauMeHee nuddepeHim-
POBaHHBIX KJIeTKaxX 9pUTpodiactTuueckoro psiaa. Kio-
HaJIbHBbIE XPOMOCOMHBIE aHOMAJIUKM B KPOBETBOPHBIX
KJIeTKaX BbIssBisiiorcest y 5—20% GonbHbix PAKC.

MenuaHa BbIKMBAeMOCTU OOJbHBIX KOjae0JeTcs
B npenenax 69—108 mec. TpanchopMmaLust B OCTPbIit
JIEWKO3 TIPOMCXOIUT KpaitHe peako (B 1—2% cityuyaeB).

PedpakrepHas muroneHuss ¢ MyJIbTHIMHEHHON TuC-
miaszueii (PLIMJI). PLIM/I coctaBisieT okoiio 30% Bcex
caygaeB M C. Oro tTun MJIC, mpu KOTOpOM TIpU UC-
cinenoBaHuu I1K y 60JbHBIX, MTOMUMO aHEMUU, OTME-
YalTcs MPU3HAKU OUITMTONIEHUY WIU MTaHIMTONICHU Y.
Jucnnactuyeckre n3MeHeHUs OOHapyK1BaroTCs boJee
yeM B 10% Kj1eTOK ABYX WJIU 00Jjiee TMHUI MUEION0D-
3a. Comep:kaHue 6;1acTHBIX KJ1eTOK B [TK — menee 1%,
a B KM — menee 5%. KomnuectBo monoumToB B ITK
menee 1,0 x 10°/1. [Tanouku Ayspa B IUTOILIa3ME KPO-
BETBOPHBIX KJIETOK He oOHapyxuBatoTcs. PLIM/I nua-
THOCTUPYETCS MPEUMYILIECTBEHHO y JIIOAEH cTapiie
70 net. ITuk 3a00J1€BAEMOCTH Y MY>KYUH, OOJICIOLINX
PLIM/I HeckombKO Yalle, MpUuXoanuTcs Ha Bo3pacT 70—
74 rona, a y XXeHIIMH — Ha 75—79 ner.

[Tpu nccnemoBaHUM Ma3KOB M3 CTEPHAIBHOTO ITYH-
KTaTa, Kak IpaBuIo, OTNIPEIeIIsieTCs TUTIePKIETOUHOCTh
KM. ducniactuyeckue udMeHeHUsT B HEMTpoduiax

NEKL WA

MIPOSIBIISIIOTCST B YMEHBIIICHNH KOJTMIECTBA TPAHYJI B 11 -
TOIUTa3Me M THITOCErMEHTaluu siaep (TIceBaoTebre-
POBCKUE IEHKOIUTHI). Y HEKOTOPBIX OOJILHBIX HAOJIIO-
JTaeTcsl TMIOBBIIIEHHOE COMePXKaHMe MOJIOIBIX U He3pe-
JIBIX KJIETOK 3PUTPOOIACTUIECKOTO psana. BerpedaroTest
SPUTPOUTHBIC KIIETKU C SIAPaMU HEIIPaBUILHOU (Dop-
Mbl U MHOTOJOJIbYaTbIMU, HATMYMEM BaKyOJIU3UPO-
BaHHO 1tMTOIIa3Mbl. OOHAPYKMBAIOTCS MeTaaoba-
ctel. [Ipu PAS-peakuny B KiieTkax 3pUTpoOIaCcTUYIE-
CKOTO psima oTMedaeTcs 1 Gy3HOe WU TpaHyIIpHOE
OKpalllMBaHUe LUTOor1a3Mbl. Hanbosee yacto noBTo-
psSIrOIIMECS] AUCTUIACTUYECKIE U3MEHEHUS B MErakapuo-
LIMTaX — TMIOI0JIbYATOCTb ISP U HATUIKMEe MUKPOGhOPM
C IBYIOJbYATBIMU siapamu [6].

IMoutu y 50% GonbHbIX PLIM]I BBISIBISIIOTCST KJI0O-
HaJIbHBIC aHOMAJIUM XPOMOCOM — TPUCOMMUS §, MOHO-
comus 7, del(7q), monocomus 5, del(5q), del(20q) u 60-
Jiee CJIOXKHbIe U3BMEHEeHMs KapuoTumna [5].

[IporHocTruecke haKTophl 00YCIOBICHBI BBIPAXKEH-
HOCTBIO LIUTOIIEHNH U IUCIDIa3ui. MeauaHa BEDKIBae-
moctu 60sibHBIX PLIM/JI coctaBisier 30 mec. Y OONbHBIX
CO CJIO>KHBIMM M3MEHEHUSIMU KapUOTHIIa OHA CXOIHA C Ha-
omonatouieiics y 6onbHbIX ¢ PAWDB [3]. Tpanchopmariys
B OCTPBII JICHKO3 Ha TIPOTSLKEHUH TIEPBBIX ABYX JIET 3200-
neBaHus y nmauueHToB ¢ PLIM/JI cocrasisier 1o 10%.

Pedpakrepras anemus ¢ u3obiTkoM 01actos (PAUB).
PAWDB — onxa u3 popm MJIC, xapakTepu3syroniascs Ha-
nuneM 5—19% muesnobnactoB B KM win 2—19% 61a-
cros B [1K. Ha nomo PANB ripuxomurest moutn 40% Beex
ciaydyaeB MJIC. Berpevaetcss mpeuMyIIECTBEHHO Y JIULL
crapue 50 neT. [IpuunHbl Bo3HukHoBeHUss PAUB ocTa-
10TCs1 HEBbIsSICHEeHHbIMU. [Ipenronaraercst, 4To puck pas-
Butusi PAB nosebliiaeTcs rpu AeAiCTBUM TOKCUYECKUX
akTOpOB OKPYXKAOIIEH Cpeabl, BKIIIOUAsT TeCTUIIAIBI,
MOHU3HPYIOIIYIO pPaTUalIfio, HeTeTPOAYKTHI, HEKOTO-
DbIe TSDKENble METaJUIbl M, BEPOSITHO, KYpEeHUE.

ITpu n3yyeHuu cpe3oB TpenaHoomonTaToB KM 00-
HapyXNBAIOTCSI M3MEHEHMUS HOPMAaJIbHON THCTOIO-
rpacduu. OTMedaeTcsl CMEIIeHNe 09aroB 3pPUTPOIIOd-
3a ¥ MErakapuoIIMTON033a K rapaTpadbeKy/IsspHbIM 30-
HaM, KOTOpble B HOpME 3aHSAThl MPEeUMYIIECTBEHHO
KJIETOYHBIMM 3JIEMEHTaMU TpaHyJoIuTono33a. bia-
ctol ipu PAWDB umeroT TeHaeHIMI0 K 00pa30BaHUIO
KJIaCTePOB, HE CBSI3aHHBIX C KOCTHBIMU TpaOeKyJIaMM
u cocynamu. Ilpexne 3T JaHHBIe THCTOJOTMYECKOTO
HCCIENOBaHMS PACLIEHUBAIMCH B KAUECTBE aHOMAJIbHOM
JIOKAJIU3aIlIMy HE3PeJIbIX KJIETOK-TIPEAIIeCTBEHHUKOB
(ALIP). nsa uneHTudUKamu mogo0OHbIX KIACTePOB
0COOEHHO LIEHHBIM MOXKET OBITh UMMYHOTUCTOXUMMU-
yeckoe onpeaeneHue CD34-mosoXUTENbHBIX KIETOK.
Moyt y 15% G6oabHbIX ¢ PAUB npu rucToiornyeckom
ucciienoBaHuu TpenaHoouonratoB KM obGHapyxuBa-
I0TCSI TIPU3HAKU BbIpaxkeHHOTo (prbposa. B atux ciy-
yasgx HeobxonuMa auddepeHIaibHas JuarHocTuka
¢ MJIC, cBsI3aHHBIM C Tepanueii, ¢ Mueaornpoaudepa-
TUBHBIMU HOBOOOPA30BaHUSIMU M PEaKTUBHBIMM COCTO-
SIHUSIMU, COIMPOBOXIAIOIIMMUCS PSIOM IPYTUX 3a00-
JIeBaHUI (KOJUTaTeHO3bI, METACTATUECKIUE IIOPAKCHUS
KM, muenonarust npu BUY-unbekuuu u 1.1.).
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NEKLUNA

Baxnyto posp B nuarnoctuke PAWUDB npussa-
HBI UTPaTh pe3yabTaThl UMMYHO(DEHOTUITMPOBAHMSI.
B yactHOCTH, TIpU UCTOJB30BAHUM METOIOB MPOTOY-
Hoi murodayopumerpun B [1K 1 KM onpenensiercs
YBEJIMYCHHOE KOJTMIECTBO KJIETOK, SKCIIPECCUPYIOIINX
aCCOIMMPOBAHHBIE C TEMOMOITUYECKUMHU KIIETKAMM-
npeairecTtBeHHMKaMu antTureHbl CD34 n/unmu CD117.
Ha sTux e KjieTkax 0ObIYHO BBISIBJISIIOTCS aHTUT€HBI
CD38, HLA-DR u MuenoumHo-acCOMMPOBaHHbBIE
aaTuredsl CD13 u/uwmm CD33. B monymsiiun 671act-
HBIX KJIETOK MOXET OOHapyXMBaThCSI aCUHXPOHHAasI
3KCIIPEeCCHsI aHTUTEHOB, CBSI3aHHBIX C CO3pEBAaHU-
€M KJIETOK TpaHysonutapHoro psga — CD15, CDI11b
u/umm CD65. B 20% ciyuaeB Ha GJACTHBIX KJIETKaX
ompenesseTcss abeppaHTHasI SKCIPECCHUST aHTUTEHA
CD7uy 15% 60abHbIX — CD56. KpaiiHe peako BbIsiB-
JISIETCS 9KCIIPECCHSI IPYTUX TMMMOMIHBIX MapKepoB [6].
KioHanpHbBIC IUTOTEHETUYECKME AaHOMAJIUH, BKJTIOYAsT
+8, -5, del(5q), -7, del(7q) n del(20q), oOHApYKMBAIOTCS
y 30-50% GonbHbix PAUB. Hapsiny ¢ 5TUM, MOTYT BbI-
SIBJISITBCSI Y CJTIOKHBIE UBMEHEHUSI KApUOTUTIA.

751 ycTaHOBAEHMS TIPOTHO3a 3a00JIeBaHusI, OMpe-
NeJCHUST BBKMBAEGMOCTH OOJBbHBIX M YaCTOTHI TPaHC-
dbopmaruur B OMJI BaxkHOE 3HaUCHHME MMEET BBIIEIIC-
Hue 2 ocHOBHBIX Karteropuit PAWB. Onpenenstommnm
npu uneHtudukan PAB-1 ssnsiercsa Hamaue 10 5%
osactoB B [1K 1 5—9% GnactHbix KiieTok B KM. Jlnartos
PAWNB-2 ycranasnusaetcs npyu Hammun B KM 10—19%
6sactoB. K 210l 3Xe Kareropuu J0JIKHbI ObITh OTHECE-
HBI 60JIbHBIE, Y KOTOpbIX B KM onpenensiercst meHee 10%
0J1acTOB, HO cofiepkaHMe 0J1acTHBIX KieTok B [TK kone-
osetcs B npeneiax 5—19%. Hanmuuue B Giactax majio-
yeK Ay3pa MO3BOJISIET aBTOMAaTUYECKM KBaJTU(UITUPO-
BaTh TOT WJIU WHOM ciy4aii Kak PANB-2, He3aBucumMo
OT MpoLeHTHOrO coaep:kaHus 61actoB B [IK 1 KM. Me-
nvaHa BbDKMBaeMocTH 0osibHbIX ¢ PAUB-1 cocraBisteT
16 mec, a marmeHToB ¢ PAUB-2 — 9 mec. [pu Hannuuu
nayoJek Ayspa B IIUTOIIa3Me KJIETOK MeIraHa BbIKH-
BaeMocTHd cocTaBsieT 12 mec. C IIOXUM ITPOTHO30M ac-
COITMUPYETCS IKCITPECCHs] Ha TTOBEPXHOCTHBIX MeMOpa-
Hax 6J1acTHBIX KaeTok aHTureHa CD7 [3].

MuenoaucmiacTHIecKnii CHHIPOM C M30JIMPOBAHHOI
del(5q). MJIC ¢ n30aMpoBaHHOM IeeHNeii XPOMOCO-
MbI 5 (5q-CUHAPOM) XapaKTepU3yeTcs HaludueM aHe-
MUU ¢/0e3 APYruX BUIOB LIMTOIIEHUU W/WJI TPOMOO-
1uTo30M. ENMHCTBEHHOI BBISIBISIEMOM IIUTOreHETUY -
ckoii anomanueii snsietcs del(5q). Ipu Sq-cunapome
colepKaHie MK1e1001aCTOB COCTaBIsIET MeHee 5% Bcex
sapoconaepxaiux kKietok KM u menee 1% kietok ITK.
JlefikouThI ¢ MajioyKamMu Ayapa B IUTOTUIa3Me OTCYT-
cTBYIOT. TepMMH «5q-CUHAPOM», KaK ITPaBUIIO, UCTIOJIb-
3yeTcs ISl 0003HAYCHUSI CIIyYaeB ¢ HATMYMEM MaKpo-
HUTApHOU aHeMUN, HOPMaIbHBIM WJIM MOBBIIIICHHBIM
KOJINYECTBOM TPOMOOILIMTOB U TMTIEPTUIa3ueil KIETOK
aputpobsiacTuyeckoro psiaa B KM.

MuenoaucniacTHIeCKnii CHHAPOM HeKJIaccupuIm-
pyembrii (MIAC-H). MIC-H — sto moarun 3aboJe-
BaHUsI, KOTOPBII HE UMeEET CrernuduIecKnux Mmpu3Ha-
KOB, MO3BOJIIONINX KJIacCUDUIIMPOBaTh ero Kak PA,

PAKC, PUM/, PAWUB. BcTpeuaeTcsd mpenMyIecTBEH-
HO Y MOXWUIBIX JTIIOACH, HO MOXET JUArHOCTUPOBATHCS
ny geteit. CuMNTOMaTKa B OCHOBHOM TaKasl K¢, KaK
u pu npyrux dopmax MJIC. He BbIIBISIIOTCS 1 KaKue-
oo cneurduyeckre u3MeHeHUST IUTOMOpdoIornye-
CKMX IIPU3HAKOB KPOBETBOPHBIX KIICTOK.

Huarno3 MJIC-H yctaHaBnuBaeTcsl B CJIEAYIOLINX
caydasix. Bo-miepBbIX, Y O0JIBHBIX ¢ peppaKTepHOM 11~
TOTICHUEN, 3aTparnuBarolIeii OOUH WJIU IBa POCTKA Te-
MOII0332a, ¥ OMHOJUHENHOM WA MYJIbTWIMHEHOM T1C-
miasueil u HanuuueM 1% 6aactoB B [1K. Bo-BTopbix,
B ciyyae MJIC ¢ oqHOJIMHEHOM AucIuia3ueii, KoTopast
coyeTaeTcs ¢ MaHLUMToneHuel. M, HakoHell, y 00JIbHBIX
C TIePCUCTUPYIOLIEH LIMTOTICHUEH (SIMU) TIPU COepKa-
nuu 6;1actoB B [1K menee 1% u B KM menee 5% u Ha-
JIMYUU IPU3HAKOB AUCILIa3uu MeHee 4yeM B 10% kite-
TOK OJHOU WM OoJjiee JIMHUI MUesionos3a. [1pu atom
JOJIKHBI OTIPEACIISITHCS LIMTOTEHETUYECKUE aHOMAJINH,
BBISIBJISIEMBIE ITPU TOM 1iu uHoM noatune MIC. du-
HaMMYECKOe KIMHUKO-TeMAaTOJOTMIecKoe Ha0oIe-
HUe Mo3BoJIsIeT rpocieauTth aBomounto MAC-H B onun
W3 CITeIM(PUISCKUX TOATUIIOB 3a00JIeBaHNS.

MuenoaucniacTHIecKuii CHHIPOM B I€TCKOM BO3pac-
Te. MJIC B eTCKOM BO3pacTe BCTpeYaeTcsl HeyacTo, Co-
cTaBsis MeHee 5% BCex OITyXO0Jieil KpOBETBOPHOM 1 JIMM-
dounHoil TkaHel y nereit muamiie 14 ner. ExeronHas
3aboseBaemocTb MIIC coctanisiet 0,18 Ha 100 ThIC. neT-
CKOro HaceJieHus, B TO BpeMs Kak yactota OJIJI — 3,85,
a OMJI — 0,54. TTepBUYHBIA, M1 BO3HUKAIOLLINIA de novo,
MJC cnenmyeT oTm4aTh oT «BTOpUUHBIX M1 C», 00yCcI0B-
JICHHBIX BPOXKICHHBIMU VTN IIPUOOPETEHHBIMY HapyIIIe-
HUSMU KOCTHOMO3roBoro kpoeTtBopeHusi, 1 MIIC, cBsi-
3aHHOTO C Tepanuei, pa3BUBAIOILIETOC TI0CIIE NEUCTBUS
LIMTOTOKCUYECKMX IIPEIapaToB, KOTOPHIC MPUMEHSIIOT-
CsI 11T JISYCHMST ICTEH C OIYXOJISIMU MJIW ¢ HEOHKOJIOTH -
YeCcKMMH 3a005ieBaHnsIMI. KpoMe Toro, B COOTBETCTBUM
¢ HoBoit Kiaccudukarmeit BO3 (2008), k paccMaTpriBa-
eMoli Ho3oornueckoit (popme He otHocutess MJIC, ac-
COLIMMPOBaHHBIN ¢ cuHapoMmoM ayHa. Hapsmy ¢ OMJI
M TPAH3UTOPHBIM AaHOMAJIBHBIM MUEIIOII0330M, OH BKITIO-
YEH B HOBYIO KaTteropuio «MuesnouaHbie mpoiurdepaiuu,
CBsI3aHHbIE ¢ CUHIpOMOM JlayHa».

V nereit ¢ MJIC oTtmeualorcs Te ke Mopgoaoruye-
CKME, MUTOXUMUUCCKIE U MMMYHO(MEHOTUITNISCKIE
MIPU3HAKK, YTO W Y B3POCIBIX OOJNBHBIX. B TO Xe Bpe-
MsI HaOJTIOAIOTCST U CYILIECTBEHHBIE OTJIMYUS, OCOOEH -
HO Yy TeX MalMeHTOB, Y KOTOPbIX He OOHAPYKEeHO yBe-
JmuyeHus conepxaHus 6iactoB B [1K 1 KM. Tak, y ne-
Tel KpaliHe pemKo TUAarHOCTUPYIOTCS TaKKe TTONTHUIIBI
3abosieBanusi, Kak PAKC nu MJIC ¢ uzonnpoBaHHOMI
del(5q) aHomanueit xpoMocoM. AHEMUSI, KOTopas CJTy-
>KUT OCHOBHBIM MPU3HAKOM, IMO3BOJISIIOIIMM 3aI1000-
3puTh PA y B3pOCIbIX, HE TaK YaCTO OIpeaessieTCs y Ie-
Teli. B meTckom Bo3pacTe MaHM(pecTams 3a001eBaHUS
yalie CBI3aHa ¢ pa3BUTHEM HENTPOIIEHNY U TPOMOOLIH-
toneHuwu [2]. ¥V neteii ¢ MJIC 3HaYnTENBHO Yallle, YeM
y B3pOCIIbIX, HAOMI0AAeTCs TUTIOKIeTOUYHOCTE KM. DT
pasIMIKs ITOMISPKIBAIOTCS BBEIEHNEM B COBPEMEHHYIO
knaccudukanmio (BO3, 2008) omyxoseii KpoBETBOPHOI
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1 IUMGOUTHOMN TKaHel B KaueCTBe HOBOM HO30JI0TMYe-
ckoii hopmbl «PedpakTepHas TUTONEHUS AETCKOTO BO3-
pacta (PLIB)».

PLB (cuHoHUM — pedpakTepHasi aHeMUsI IETCKOTO
Bo3pacTa) — pazHoBuaHocT, MJIC, xapakTepu3syolasicst
MEePCUCTEHTHOM LIUTOIICHKE! ¢ HalnyreM MeHee 5% Oia-
ctoB B KM u Menee 2% 6nactos B I1K [3]. [1ist yctaHOB-
neHus nuarHo3a PLIZIB TpeGyercs BbisiBIeHUE OUCILIA-
CTUYECKUX M3MeHeHU. OqHAKO IIMTOIOTMIeCKasT OLIeH-
Ka TUCIIIA3UK — JIVIITh OMH M3 aCTIEKTOB YCTAHOBIICHUS
Mopdomornueckoro auarHosa. [1pu quarnoctuxe PLIJIB
00s13aTeITEHBIM SIBJISICTCSI TUCTOJIOTUUECKOE M3yIEeHIME Tpe-
mma"o6uonrara KM. V 75% nereii ¢ PLIJIB Ha0monaeTcs
BbIpaKeHHas runokjieTouHoctb KM. I1pu aTOM Upe3BbI-
yaifHo BaxxHO auddepeniuposats PLIJIB u apyrve Ha-
PYIIEHNST KOCTHOMO3TOBOTO KPOBETBOPEHUSI, OCOOCHHO
MpY NPUOOPETEHHOM arIacTUYECKON aHEMUU U HaCJIe -
CTBEHHBIX HapYIIEHUSIX KOCTHOMO3IOBOTO KPOBETBOPE-
Hust. PLIJIB — nau6onee yactoiii noatun MJIC B neTckoM
Bo3pacte. Ha ero nosto npuxonurcst moutu 50% Beex city-
yaeB 3a00JieBaHUsl. JluarHocTupyeTcsl BO BCEX BO3PaCT-
HBIX TPYIINAaX, C OMMHAKOBOM YaCTOTOM y MAJTBYMKOB M IC-
Bouek. [IpenrronaraeMblii ICTOYHUK BOSHUKHOBEHUST —
I'CK ¢ MyJTbTHIIMHEITHBIM TTOTEHIINAIOM.

Hawnbosee yacThle KITMHIYECKIE TIPOSIBIICHUS — He-
JIOMOTaHMe, KPOBOTOUMBOCTb, JIMXOpaaKa, MHPEKIINN.
He oTMmeuaeTcst HAIMUMSI CIUIEHO- M TeITaTOMETAJINH.
Bropuunast mumMdaneHonaTHs, CBsI3aHHas C JIOKATbHBIM
WJIM CUCTEMHBIM MH(EKIIMOHHBIM TporieccoM. Y 75% ne-
teit ¢ PLIJIB conepkaHue TpoMOOIIMTOB B KPOBU He Tpe-
BbimaeT 150 x 10°/1, y 50% OGOMbHBIX BBISIBISETCS aHe-
must. Kak mpaBuiio, Hab1101aeTCsl CHUDKEHUE KOIMYeCcTBa
neiikormToB B [1K, a'y 25% 60JIbHBIX OTMEYaeTCsl BbIpa-
JKeHHas HeiTporieHust. B mMa3zkax u3 nmyHkrara KM co-
JEPXKUTCSI MeHee 5% Muesio01acTOB, BbISIBIISIIOTCS AUC-
IUTACTUYECKNE M3MEHEHMS B KJIETKAX IBYX Pa3IUIHBIX
JIMHUI MKMEJI01I093a 1in 6ostee yeM B 10% KIIeTOK onHOI
JIMHUU. B THCTOIOrMUecKMX cpe3ax TPermaHOOMOIITaToOB,
SIBJISTIOIIIIXCST HOPMO- WJIM THUTICPKIIETOYHBIMUI, OTMEeJa-
€TCST HEKOTOPOE YCHIICHHE 3PUTPOIT033a C YBEJIMICHU-
€M KOJIMUeCTBa HE3PEJIbIX KJIETOK 3PUTPOOIACTUIECKOTO
psiia, BOCHOBHOM ITPO3pUTpoGIacToB. Heapesbie KieTkn
9PUTPOOIACTUYECKOTO Psifia 00pas3yloT OCTPOBKH, CONEP-
xanue He MeHee 10 KiieToK. DTU HeOOoJIbIIME 0Yaru 3pu-
TPOI1033a COYETAIOTCSI C OTHOCUTEIHLHO PABHOMEPHO pac-
MpeneJeHHbIMU B Cpe3ax KJIeTKaMy TPaHyJIOIUTapHOIO
psoa. YBeIUIMBAeTCS KOJMIECTBO METaio01acTOMIHBIX
kitetok. ConepskaHue 0;1aCTOB, He O0pa3yIOIIMX KJlacTe-
POB, He mocTHraeT 5%, v I1st UX UISHTH(DUKALIMY UCIIONb-
3yeTcsl IMMYHOTHICTOXUMUYECKOE OTIpeNie/ICHI e aHTUTCHA
CD34. KommaecTBo MerakaproIIMTOB YMEHBIIICHO, B HIX
OIIPEIEIISTIOTCS TUCTIIACTIIECKIIC N3MEHEHUS.

Hiist npeHTUGUKAIUUT MUKPOMETaKapuOILUTOB
B cpesax TpenaHobuontatroB KM npu PLB nposo-
IUTCST UMMYHOTUCTOXMMIUYECKOE MCCIICIOBAHNE C MC-
MOJIb30BaHNEM MOHOKJTOHAJIBHBIX aHTUTEJT K aHTUTEHY
CD61 (rmukonporenny Illa), k antureny CD41 (rm-
konpoteuny IIb/I11a) wiu daxkropy Bunneopanna.

NEKLUWNA

K ymciy Hanbosee 9acThIX IIMTOTeHETUICCKIX aHO-
MaJIUii OTHOCUTCSI MOHOCOMMUSL 7. Y OOJIBILIMHCTBA XKe
o0onbHbIX PLIJIB, HEe3aBUCUMO OT KJIETOUHOTO COCTaBa
KM, onpenensiercss HOpMajbHbII KapuoOTUIL. Y 00Jb-
HBIX ¢ MOHOCOMUET 7 oTMeuaeTcst 0oJiee ObICTPOE MPO-
rpeccrupoBaHue 3a00JI¢BaHMsI, YeM Y TAIIMEHTOB C TPH-
CcoMUel 8 MM HOpMaJTbHBIM KapruoTHITOM. B HacTosiee
BpeMs y HeKOTopbIX nmatmeHToB ¢ PLIAB acdexkTuBHOI
SIBIISICTCSI UMMYHOCYIIpECCUBHAS Teparus. MeTtogom
BbIOOpa MoOXeT ObITh TpaHcTiaHTauust 'CK.
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NEW CLASSIFICATION
OF THE MYELODYSPLASTIC
(PRELEUKAEMIAS) SYNDROMES

D.F. Gluzman, V.A. Nadgornaya, L.M. Sklyarenko,
T.S. vanovskaya

Summary. The myelodysplastic syndromes (MDS) is a
group of clonal haematopoietic stem cells diseases, char-
acterized by cytopenia, dysplasia in myeloid cell lines and
increased risk of development of acute leukemias. The
WHO classification system distignishes such subgroups of
MDS: refractory cytopenias with unilineage displasia, re-
[fractory anemia with ring sideroblasts, refractory cytope-
nia with multilineage dysplasia, refractory anemia with
excess of blasts (RAEB-1 and RAEB-2), myelodysplas-
tic syndrome unclassified, MDS associated with isolated
del(5q) and refractory cytopenia of childhood.

Key Words: myelodysplastic syndrome, refractory
anemia, cytopenia, dysplasia, blast cells.
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