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SUMMARY

Myelodysplastic syndromes (MDS) constitute heteroge-
neous group of haematopoietic neoplasms. Different clinical
and haematologic features cause significant difficulties in
MDS subtypes diagnosis. Due to established new important
clinical, haematologic, cytogenetic and immunologic data
signs of MDS were changed during the last 30 years. The
recent WHO classification was published in 2008. Compari-
son of two WHO classifications of 2001 and 2008 may help
to clarify the significance of MDS diagnostic criteria and
subtypes characteristics of this disease.
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MHEJIOIMCIIACTHUECKHUX CHHPOMOB
B3pocbix (Kaaccudpukaus BO3 2008 r.)
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PE®EPAT

Muenogucnnactnyeckne cuHgpombl (MOC) 06beauHSAIOT reTeporeHHyro
rpynny onyxoneBbiX 3a60/1EBAHUIN CUCTEMbI KPOBETBOPEHUS. PasHoo6pas-
Hble KIMHUYECKME U reMaTonorn4eckme npuaHakm 60ne3Hn onpepensor
3Ha4UTENbHbIE TPYOAHOCTU B AnarHoctuke sapuadtos MOC. 3a nocnepHue
30 neT B CBA3M C HAKOMIIEHWEM HOBbIX KITMHUYECKNX, FEMaToNIOrMYECKUX,
LUNTOrEHETUYECKMX N MMMYHOJOMMYECKMX AaHHbIX HOMEHKNaTypa 3aborne-
BaHUS U €ro BapuaHTOB CYLLECTBEHHO M3MeHsANacb. MNocnegHsas knaccu-
dukauus BO3 6bina npuHsta B 2008 r. MNMpoBegeHHoe cpaBHEHWE Knac-
cndbmkaumm BO3 2008 r. ¢ npexHel knaccudukaumern 2001 r. no3sonaeT
YTOYHUTb 3HA4YMMOCTb UCMONb3YEMbIX ANArHOCTUHECKUX KPUTEPUEB U OXa-
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BBEJLIEHUE

Muesioucriactuieckue CHUHIPOMBI
(MIIC)  06BemHHAIOT — TreTeporeHHYIo
Tpymmy — OMyXoJieBbiX  3a6oJieBaHHi

CHCTEMBI KPOBETBODEHHsI, TPH KOTOPBIX
MOPAXKAETCsI TTOJMIIOTEHTHAST CTBOJIOBAsT
kjaetka. [Ipu 3ToM ornpesiesisieTest ucJia-
3ust 1 Hea(D EKTUBHDIH reMornos3 oHoH,
JIBYX UJIH TPeX MUEJOUIHBIX JuHUiA. [Tpo-
leCC XapaKTepuayeTcst OfHO-, JIBYX- WJIH
TPeXpPOCTKOBOM LuToneHued. Jluarnoctu-
YeCKHil YpPOBEHb IIUTONEHUH COCTAaBJISIET
st remorsio6una menee 100 r/a, st
a6COJTIOTHOTO YHC/Ia HEHTPOHUIOB MeHee
1,8 x 10%/n, mst TPOMGOIMTOB MeHee
100 x 10°/n. Jlnst KOCTHOrO Mo3ra Xa-
pakTepHa HOpPMaJibHAsi WJIH MOBBIILIEHHAST
KJI€TOUHOCTh., OJHAKO B PEIKHUX CJIydasix
YUCJIO MHEJIOKAPHOLIMTOB B KOCTHOM MO3-
re GbIBaeT CHIXKEHHbIM. XapaKTepHasi, HO
HeoOsi3aTesibHasl yepTra 3aboJ/ieBaHus —
npoJindepatiisi 61aCTHBIX KIETOK, OJHAKO
ne npesbimaomas 20 % B KOCTHOM Mo3re
u/unn kposu. T1py yBeMUEHUH KOJHUe-
ctBa MuesobsactoB g0 20% u Gosee
JIMarHOCTUPYETCST OCTPBIH MHEJOUIHBIH
sierikos (OMJI).

MJIC MoxKeT BO3HHKAaTh de novo
WIM Tak Ke, KaK W OCTpble JIEHKO3bI,
BTOPHYHO, T. €. B pe3yJbTaTe JeueHHs
XUMHOTIperiapaTaMin  H/Wad  JydeBoil
Teparnuu MnpeecTByonnux 3a60eBaHui
[1, 2]. Exxeromnas 3a6oneBaemocts MJIC
B CPEJIHEM COCTaBJisieT 3—H cjyyaeB Ha
100 000 Hacesenusi (cpenHuil Bo3pact
cocraByser 70 JeT) W yBeJMYHBaeTCs
¢ Bo3pactoM. OjiHaKO UCTHHHAS 3aboJie-
Baemoctb MJIC ocraercst HEH3BECTHOH,
MOCKOJIbKY B psilie CJIydaeB KJIHMHUUECKHE
CUMITTOMBI OTCYTCTBYIOT WJIH BbIPAXKEHbI
cnabo, a IMarHOCTHKA MPeJICTaBIseT 3Ha -
YUTesIbHBIE TPYAHOCTH. Hepemko BbISB-
JieHne 3a6oJsieBaHusl ObIBaeT CJydailHbIM
WJIM TIPU TIPO(HIAKTHUYECKHX OCMOTpaX.

Knunnueckne nposisnenus MJIC
HecreluUIHbl, B CBSI3W C UeM JHArHO3
yCTaHABJAMBAETCSl HAa OCHOBaHWH Jabo-
paTopHbIX HccJenoBaHuil. AHemus —
cambli yacteii cumnrom MJIC, onHa
obnapyxusaetcst y 85—90 % 60JIbHLIX,
W KaJoObl  OOJIbHBIX — Yallle  BCEro
obycaoB/IeHbl eto. He menee uem y 50 %
naueHToB HabJIoaeTcest JekKoneHus 3a
cyeT HEHTPOTIEHHH, KOTOpasi HHOTJIA CJTy-
JKUT TIPUUHHON CKJIOHHOCTH K Pa3BUTHIO
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vHpeKIHOHHBIX 3a6oJeBannil. TpoMOOLUTONEHHsT BCTpeUaeTcst
npumepno y 50 % GOJIbHBIX, H HEKOTOPbIE MALMEHTDI BIEPBbIE
o6palatoTest K Bpady B CBSI3H C reMOPParuiecKiM CHHIAPOMOM.

Xots tpancopmaius B OMJI — ecTecTBeHHBIH MyTh BO
MHorux caydasx MJIIC, npouenT 60JbHBIX, Y KOTOPBIX 3a60Je-
BaHHe MPOrPECCHPYET, CYIIeCTBEHHO BAPbUPYET MPH Pa3NTHIHbBIX
Bapuantax. Tedenne MJIC y nauweHToB ¢ pedpaKkTepHOH
aHeMMell M pedpakTepHONl aHEeMHEH ¢ KOJbLEBBIMH CHAEPO-
6s1acTaMu (C YHUJIMHEHHON UCMJIa3ueil ) — TPOIOJIKUTENbHOE
M MHIOJIEHTHOE, ¢ HU3KOH BO3MOXKHOCTbIO nepexona B OMJI,
a HauboJiee BbICOKHI TpoleHT Tpancdopmaunn B OMJI orme-
YaeTcst B CJIyYasix ¢ NOBbILIEHHEM YUC/Ia MUEI06aacToB 10 5 %
u 6osiee. Opranomerasust (yBeJnueHHe JUMPOY3JI0B, Cele3eHKH
¥ TIeUeHH ) BCTpeuaeTcs KpaitHe peako [3].

Junarnoctiuka MJIC Bceryia Bbi3biBaja GoJIbIIME TPYIHOCTH
BCJIEJICTBHE HEUETKOCTH KJIMHHIECKOH KapTHHBI U pa3Hoo6pasus
MopdosIorniecKix mposiBjaeHuil. [To Mmepe HaKkomaeHHs AaHHBIX
3a rnocseanue 30 JeT ¥ MOCTeNeHHOro BHEAPEHHS B IMArHOCTHKY
Pa3JIMUHBIX METONOB HCCE0BAHHS (LIUTOXMMHUECKHX, THCTO-
JIOTHYECKHX, HMMMYHOJIOTHYECKHX, LIUTOreHETHYECKHX W JIp.)
KapTHHA 3a00JIeBAHUSI U €r0 BAPHAHTOB IOCTENEHHO CTAHOBH-
Jach 0oJiee yetkod. B 2008 r. BbILLLIa B CBET MOCJEIHAA KJIACCH -
¢ukaus BeemupHoil opranusaumu snpaBooxpanenus (BO3),
B KOTOPOI MCIOJIb30BaH Psijl HOBBIX MOJIO?KEHHUH 110 CPaBHEHHIO
¢ npenbiaymieit knaccudukauuein BO3 2001 r. B cBs3u ¢ stum
Mbl COWIM MHTEPECHBIM TPOAHAJIU3UPOBATh OTJIMUHMS HOBOH
KacCcU(UKalMK OT NPeXKHeH, 7-JeTHEl 1aBHOCTH.

Tepmun « MIIC» 6bi1 puHAT B 1982 1. 1o npeanoKeHHIo
DADB (hpanko-ameprkaHo-GpUTaHCKOI) TPyMIbI HCCIe0BaTe -
Jeit. Mimu 2xe 6bl1a mpejyioxkena nepsast Knaccudukanus MIC
[4]. ABTOpBI BbljIesIU/IH NISITh BAPHAHTOB 3a6oJieBaHust: pedpak-
tepHasi anemusi (PA), pedpakrepHasi aHeMusi ¢ KOJIbLEBbIMH
cunepo6nacramu (PAKC), pedpakreprasi anemust ¢ U36bITKOM
6nactos (PAWB) npu uncsie 6aactos 5—20 %, pedpakrepnas
aHemust ¢ H36GBITKOM 6J1acTOB, TPAHC(HOPMHPOBAHHYIO B OCTPbIt
Jeiiko3, ¢ uncsiom 6actos 21—30 % (PAWB-T) u xponnyeckuii
MHEJIOMOHOIUTAPHBIH Jefiko3 (XMMJT).

B 1992 r. Hozonoruveckas ¢popma MJIC Gblna BK/IIOYEHA
B Mexnynapoanyio kaaccudukauuio 6osesnein 10-ro mepe-
cmotpa (MKB-10).

Ha ochoBanun knaccudukaunn PAB B 2001 1. Obiia
pagpaborana BO3-knaccudpukamus MJIC [5]. Tlpu stom
XMMJI 6b11 Boinecen u3 paznesna MIIC u o603HaueH B coCTaBe
MHeJIONUCTIACTHYECKUX/ MHEIONpOIMdepaTHBHBIX — 3a60/1eBa-
uuit. Coyuau ¢ unesom 6aactop 20—30 % cranu pacematpu-
BaTbesl kKak OMJI, MOCKOJIbKY aHalU3 KJIMHHYECKHX JaHHbIX
CBHJIETEJILCTBOBAJ 00 MX CXOJIHOM KJIHHMYECKOM TE€UeHHH.

B 2007 r. B MexkyHapoiHbIX CTaHAapTax AMarHOCTHKH Obliia
BbllesieHa ocobast popMa HapylLIEHHsT FeMOor1033a, MpH KOTOPOH
y GOJIBHBIX OTIpe/IeIsiyiach LIMTONEHUsT OJIHOTO U 6oJiee POCTKOB
MHeJI0no33a B TeueHHe 6 Mmec. M Gosee, He 0OyC/IOBJIEHHAS
JPYTUMH TeMaToNOTHYeCKUMH U HereMaToJIorHIecKUMHU 3a6odie -

BaHUsIMH. [Ipy 3TOM CHMKEHHE collep:KaHns reMoryio61uHa Gblio
menee 110 r/s1, a6comoTHOro uncaa HEHTPOGUIOB — MeHee
1,5 x 10°/n, tpomGouuros — menee 100 X 109/n, no apyrue
MuHUMasbHble Kputepun MJIC oTcyTeTBOBaM. DTO COCTOSIHHE
KPOBETBOPEHHUST OblI0 0603HAUYEHO TEPMUHOM < HIHOTIATHUECKAST
[UTOTICHHUSI HesICHOTO (HeonpeaeaeHHoro ) snadenns» (idiopathic
cytopenia of uncertain (undetermined) significance — ICUS)
[6]. Bbu1o pekomeHn0BaHO BHUMATEbHOE HAOIOEHHE 3a STOH
KaTeropueil GOJIbHBIX C MPOBEJIEHHEM PEryJIsipHbIX HCCJIel10Ba-
HUH U151 TOATBEP2KAeHUS WK ucktodenuss MJIC.

KNACCU®UNKALIUA BO3 2008 r.

K 2008 r. Hakonuicst psif KIMHUKO-MOPMOJIOTHIECKUX TaHHBIX,
KOTOpbIE MO3BOJIUJIM MEPECMOTPETb M YTOUHHTb MpPEXKHHE M0-
JoxKeHWs, pazpaboTaHa HoBasi BepcHs knaccudukaumn BO3
[7]. B taba. 1 mpencraBieno cpaBHeHHE 06€HX KaacCHQUKALIHI.

Oco60e BHUMaHKe B HOBOH KIaCCH(IUKALMH ObIIO yAEIEeHO
MOP(OJIOTHYECKOH OlleHKEe AHCMHENON033a U KOJHYECTBEHHOH
XapaKTepPUCTHKE YHH-, OM- M TPeXJIMHEeHHOH QUCIIA3HM, I10-
CKOJIbKY MYJILTHJIMHEHHAsi MMeeT CyILeCTBEHHO Xyjllee Tpo-
THOCTHYECKOE 3HAYeHHe M0 CPAaBHEHHIO C YHWIMHEHHOH [8].
PekomeH10BaHO OlI€HHBATH B TPOLIEHTAX YHC/I0 AaHOMaJbHbIX
KJIETOK B KaXK10H MHEJOWIHON JIMHUU W IMarHOCTHPOBATh JIUC-
rpaHyJsio-, JIM39PUTPO- U AUCMETraKapHOLMTON033 TPH YCJIOBHH,
uto ux Kosmuectso 6osiee 10 %. [Tpu nepecmoTpe knaccngpuka-
LMK OblJT TPUHST PSIL BaXKHBIX MOJI0KEHHH.

1. CyuiecrBeHHble M3MeHEHHsT KOCHyJHCh BapuaHta PA.
YcTaHOBJIEH BapHaHT — pedpaKkTepHast HUTONEHUST C YHUIH-
Hefinoit jucniasueit (PLIYL), B Kotopblil Botin Hapsiay ¢ PA
pecdpakrepnas nefitporienust (PH) u pedpaxrepnas tpom6o-
uutonenus (PT). Panee PH u PT paccmatpusanucs kak MJIC
Heksaccupuunpyembiii (MIC-H).

2. TloarBep:kieHa 060CHOBAHHOCTb BKJIIOUEHHS B TpyIy
60JIbHBIX pepakTepHOH aHeMHeldl ¢ M36bITKOM 6J1aCTOB-2
(PAMB-2) caydaes ¢ umcsiom GiactoB Menee 20 %, HO mIpH
Ha/J UuuK rasodek Ayspa B Muesio6JacTax, MOCKOJbKY 3TOT
BapuaHT 3a6oJsieBanus Gosiee arpeccusiblit [9]. B To ke Bpemst
y 60/bHBIX ¢ unciom Gaactos menee 20 %, Ho co cneuuduye-
CKMMH XPOMOCOMHBIMH aHOMaJIUIMHU Auartoctupyercst He MJIC,
a OMJL.

3. Cpemn Goasbhbix PAUDB Bbinesiena ocobasi rpynna ¢ ¢u-
6po30M KOCTHOTO MO3ra M MyioXxum nportozom — PANDB- .

4. Yrounennol npuHumnbl Bbiaesenuss MJIIC-H: BkioueHbl
NaUMEeHTbl ¢ MAaHUMTONEHUEH U YHUJIMHEHHON AUCTIa3uel.

5. MIIC y niereii BriepBble OblI BbIIEJEH B CAMOCTOSITE N b-
HYIO HO30JI0THUECKYI0 (DOpMY.

B knaccugukamun BO3 2008 r. nana cBojHast yTouHso1Iast
Tabsila M3MeHeHHH KPOBH M KOCTHOTO MO3ra, Crelu(HUIHbIX
JUIs1 K’KJIOTO BapuaHTa 3a00JieBaHusl, @ TAKKe OTMEUEH PsifL TeX
MPHU3HAKOB, KOTOPbIE MOTYT BCTPEUaThCsl P PAa3HbIX BApHAHTaX
MJIC (Taba. 2).

Ta6nuua 1. Knaccudpmkaumm BO3 2001 1 2008 rr.

Bapuaxt MAIC (BO3, 2001)

Bapuaxt MAIC (BO3, 2008)

PedbpaktepHas aHemus (PA)

PedbpakTepHas aHemms ¢ KonbLieBbiMi cugepobnactamu (PAKC)
PedpakTepHas untoneHns ¢ MynbTuaMHeiiHo guennasueid (PLIM)

PecbpakTepHas unToneHus ¢ yHunuHeiHon gucnnasuein (PLY):
PedpaktepHas aHemus (PA)

PedbpaktepHas Hertponexus (PH)

PecbpaktepHas Tpom6oumuToneHns (PT)

PecbpakTepHas aHemms ¢ konbLeBbiMi cugepobnactamu (PAKC)
PedbpakTepHas uutoneHns ¢ MynbTUaMHeHo guennasueid (PLIM)

PedpakTtepHas umToneHns ¢ MynsTUAMHERHOR Aucnnasuert u KonbLesbiMu cuaepobnactamu (PLIMJ-KC)

PedpaktepHas aHemusa ¢ n3bbiTkom 6nactos-1 (PANB-1)

PedbpakTepHas aHemus ¢ n36bITKom 6nactos-2 (PAVB-2)
Muenogmcnnactuyecknit cuHapom Heknaccudpuumpyembiii (MAC-H)
MuenoamcnnacTnyeckunit CMUHAPOM, aCCOLMMPOBAHHDIN C M30AMpOBaHHON del(5q)

PedbpaktepHas aHemusa ¢ n36biTkom 6nactos-1 (PANB-1)

PebpakTepHas aHemus ¢ u36bITKom 6nactos-2 (PAVB-2)
Muenogucnnactudeckuit cuHapom Heknaccudpuumpyembiii (MAC-H)
MuenoancnnacTu4eckuit CUHAPOM, aCCOLMNPOBAHHBIN C M30AMpoBaHHON del(5q)
MUC y petent
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MJAC B knaccucthukaumn BO3 2008 r.

Tabnuua 2. IameHeHns neprdeprnyeckon KpoBx U KOCTHOMO MO3ra Npu MUENoOAUCHNAcTUHECKOM CUHAPOME

Bapwant MJC /I3MeHeHns KpoBu

/I3MeHeHns KOCTHOr0 Mo3ra

PLVA (PA, PH, PT) YHu- unn 6uumntoneHns’

Het unu mano 6nactos (< 1%)?

PAKC AHemus

Hert 6nactos

PUMA Liutonenms(u)
Het unu mano 6nactos (< 1%)?
Het nanoyek Ayapa

<1 % 10%n MmoHoLMTOB

PAIB-1 LinTonenns(n)
< 5% 6nacTos
Het nanoyek Ayapa

<1 % 10%n MmoHoUMTOB

PANB-2 Liutonenns(n)
5-19% 6nactos
Manoyku Ayapa®+

<1 X 10%n moHoLMTOB

MAC-H LinTonenun

< 1% 6nacTos?

AHemus
HopmanbHoe 1an NoBbILLIEHHOE YNCNO TPOMOOLUTOB
Het unn mano 6nactos (< 1%)

MAC, accounmpoBaHHblil ¢ 30-
nuposanHoii del(5q)

YHunuHenHas aucnnasus: > 10 % KNetok MUenouaHon NnHumn
< 5% 6nactos
< 15% KonbLEBbIX CMAEP06NacTOB

> 15% 3pUTPOUAHBIX NPEALIECTBEHHIKOB ABNAKOTCA KOMbLEBbIMI cuaepobnactamn
TonbKo 3apuTpOMAHas aucnnasus
< 5% 6nactos

[ucnnasus = 10 % KneTok = 2 MUenouaHbIX NHWIA (HEATPOMNOB, W/UAN 3PUTPOMAHBIX
NpeaLLeCTBEHHUKOB, U/ UM MerakapuoumuToB)

< 5% 61acToB B KOCTHOM MO3Te

HeT nanoyek Ayapa

+ 15 % KOoNbLEBbIX CMAEP06/1acToB

YHUNWHEAHAA Unn MynbTUANHEeRHAs ancnnasua
5-9% 6nactos
HeT nanoyek Ayapa

VYHUAMHEAHas nnu MynbTUNNHERHas aucnnasma
10-19 % 6nacTos
Manoykn Ayapa

Yetkas ancnnasus < 10 % KNeTok B 0HON Unu 6011ee MUENOUAHBIX NNHUSX,
COMPOBOXAAOLLAACA LMTOrEHETUYECKIMI AHOMANUAIMM, MPUHATBIMI B Ka4eCTBE
nanarHoctuyeckux npu MAC

< 5% 6nactos

HopmanbHoe nnn noBbILLEHHOE YUCO MerakapuoLnTOoB C rnnoa06ynsApHbLIMIA SApaMu
< 5% 6nactos

N3onupoBanHas unToreHeTnyeckas aHomanus del(5q)

Het nano4ek Ayapa

"BuynToneHns MOXeT MHorAa HabnAaTbes. Cayyan ¢ naHUMTONEHUeR JOMKHbI Knaccuduumpoatbes kak MAC-H.
2Ecnu 4ncno Mueno6bnactos B KOCTHOM Mo3re MeHee 5%, Ho B KpoBu 2—4 % mueno6nacTos, 3abonesanue knaccucuunpyetcs kak PANB-1. Cnyyan PUYO wnv PUMI ¢ 1%

M1eno6nacTos B KPOBI [OMKHBI ObITb Knaccuthuumposatbl kak MAC-H.

3 Cnyyau ¢ nanoykamu Ayapa npv TOM, 4TO MIUEeN061acToB B KpOBM MeHee 5% 1 B KOCTHOM mMo3re MeHee 10 %, [omkHbI 6bITb Knaccnuuympoatbl kak PANB-2.

Boubhbie PLIYIL (PA, PH, PT) xapakrepuayiotcst yHUIHHER -
HOH UCT/IA3UeH U YHU- UK GULUTONCHHUEH (HO He MaHIUTONeHH -
ell), conep:kaHueM 6J1aCTOB B KDOBH MeHee | %, B KOCTHOM MO3re
meree 5 %. Anasioruynast KapTHHa KpoBeTBOpeHHs HabJ1io1aeTcs
npu PAKC, Ho /11 Hee crielM(UYHO YBEJHUEHHOE UYMCIIO KOJlb-
1eBbIX cuaepobiactos. Clie/lyeT OTMETHTb, YTO KOJIbLIEBbIE CHJle-
po6GJiacTbl MOryT omnpejiessithest 1 npu PLIML Ho 3T0 He nMeeT
JIMarHOCTHYECKOr0 M MPOrHOCTHYECKOro 3HadeHust. Bapuanr,
accolnupoBanHbii ¢ del(5q) MOXKeT XapaKTepru3oBaThesl, TakK »Ke
kak v PLIY/I, ynunnneiino# spurponunHon aucnaaduei. Ocoboe
BHUMaHHE B KIaCCH(UKALMH YACJEHO THArHOCTHUECKOMY 3Ha-
YEHHIO TIOBBILIEHHST yPOBHS 6J1aCTOB B TepH(epruIecKoil KpoBH
MPH HOPMATLHOM COJI€PAKAHUH HX B KOCTHOM Mo3re. B uactHocTH,
Hasnmure 1 % 6JacTOB B KPOBH CJTyKMT OCHOBAHUEM JYIS1 IMArHO32
MJIC-H, a yBesudenue ux kosnnuectsa a0 4—5 % — PAMB-1.
[1pu o6HapyxeHnu nasouek Ayspa B Muesiobactax, He3aBUCUMO
oT umcsa 6sactoB, KoHcratupyerest PAMB-2. Coenyer nomuep-
KHYTb, UTO CJlydau MaHLHUTONEHUH MPH OTCYTCTBHH WJH TOJIBKO
C YHHJIMHEHHOH JIUCTIIa3heH, HO C XapaKTePHBIMH LIUTOreHEeTHYE -
CKHUMH MapKepamu BkJodeHsl B Bapuant MJIC-H.

[TockosibKy ~— oueHka — MOPGOJIOTHYECKHX — MapamMeTpoB
KPOBETBOPHBIX KJETOK B acmupaTax KOCTHOrO Mo3ra M MasKax
nepudepnyeckol  KpOBH CUMTaeTcsl Haubosee  3HAUMMBIM
JMAarHOCTHYECKUM KPUTEPHEM, PEKOMEHAyeTCs MpH TofcUeTe
MHesiorpaMMbl HecsieioBath He MeHee 500 siiepHbIX KJIETOK Ha
MasKax MJH OTredaTkax TpernaHoOHonTaTa KOCTHOrO Mo3ra U He
menee 200 kaeTok B reMorpamme. [1pu BblpaskeHHON LUTOMEHUH
AJ151 o0JlerdeHust MojcueTa MOryT ObITh MCHOJIb30BAaHbI Ma3KH
LeHTpUYyraTa KpoBH. YCTaHOBJIEHHE CTENEHH JIUCTIIA3HH MOXKET
TPEJICTABIISITh OTpe/ie/IeHHbIE TPOGJIEMBI M CYLLIECTBEHHO 3aBHCHT
OT KauecTBa Ma3KoB 1 X OKpackH. CJie/ICTBHEM MJIOXOr0 KauecTBa
TpenapaToB MOXKeT ObITh HEMPaBUJIbHAS OLLEHKA OTCYTCTBHS MJIH
HAJIMUMST JIMCTJIa3HH, OCOOEHHO TIPH OTpeeeHHH HEHTPOPUIIb-
HOH 3epHHCTOCTH. MasKu /151 OlleHKH AMCTIIa3UH IOMAKHBI ObITh
TIPUTOTOBJIEHBI U3 CBEXKHX 00PA3IOB, CPOK XpaHEeHHsT 06pasIoB,
COIePKALINX KOATYJISTHTBI, He 10/XKEH MPEBbIIAaTh 2 4.

www.medprint.ru

JIMarHoCTHUECKHU 3HAuUMasi J0Jisl KJAETOK C JMCILIa3uen
cocrassister 10 % u 6Gojiee SPUTPOUIHBIX MPELIECTBEHHHKOB
1 HEeHTPO(UIOB B COOTBETCTBYIOLIEM IyJie KieTok. [lucriasus
MerakapHoUuToB onpefessiercss Kak 10 % aucriacTHyecKux
MerakapuoluToB u 6osiee U3 He MeHee 30 noacuutaHHbiX. [Ipu
PA u PAKC nucruiasist B OCHOBHOM IOpaXkaeT 3PUTPOHAHYIO
JIMHUIO. YHWIMHEHHAs JIUCIIa3Usl MOXKET TakkKe HaOJIONAThCS
B Herrpodunax (PH) unn merakapuommrax (PT), ogHako, kak
MPaBUJIO, STOT TPOLIECC MEHee YacThil, ueM YHUIHHeHHas auc-
nasust sputpouanoil auHuu. [lpu pecpakrepHoil LUTOMEHHH
C MyJIBTUJIHHEHHON AUCTINIa3nel ¢ nn 6e3 yBeJHueHHsT Koshye-
CTBA KOJIBLIEBBIX CHACPOOJIACTOB JUCIIIACTHYECKHE H3MEHEHHS
HaOJIOIAI0TCSl B IBYX MHEJOMIHBIX JHHUSX H Oosee. MUKpo-
MerakapuOLUTbl H MHOTOsi/IEpHbIE MEraKapUOLIUThl — HauboJiee
yacTble MUCIUIACTHYECKHE H3MEHEHHs B MerakapuOLUTapHOH
JIMHUH.

XoTs1 y 60JIbILIMHCTBA OOJILHBIX C YHUJIMHEHHOH IMCIIIa3nel
BBISIBJISIETCS LIUTOTIEHHs ONHON JIMHWH, Kiaaccudukamus BO3
2008 r. nmpu3HaeT BO3MOKHOCTb OUIIUTONEHUH MPU YHUJIHHEH-
ubix Bapuantax PLIY/L u PAKC. ¥ nauuentos ¢ PLIM/I uaiie
OTpeaesIoTes ABE LUTOMEeHUYECKUE JTHHUH.

[naBHOE mpenocTepekeHne MpH MOCTAHOBKE AHAarHo3a —
HeJIb3sT OLEHHBATh OOMBHBIX 6€3 3HAHUS KJAWHUKH U TIperie-
CTBYIOIICH JIEKAPCTBEHHOH Teparuu, B T. 4. POCTOBBIMH (hakK-
TOpaMH, BKJIouast 3puTponostuH. Kpome toro, uuronenus(n)
B OTCYTCTBHE JUCILJIA3UK HE JIOJKHA ObITh MHTEPIPETHPOBAHA
kak MJIC. Tlpennosoxurenbhblii iuarno3 MJIC mMoxkeT ObITb
YCTAHOBJIEH B OTCYTCTBHE JIMCIJIA3UHU, €CJIH BbISBJISIOTCS CIIell-
HuyecKre UTOreHeTHUECKHe aHOMaJIuK. B HacTosiliee Bpems
MepCUCTHpYIOLIast [MTOTIEHHsT B OTCYTCTBHE JMCIIA3uu U 6e3
crielpruecKuX [UTOreHETHUECKUX aHOMasHil paccMaTpuBa-
eTcsl KaK MpeanoNoKuTe bHOe JoKasateaberso MJIC, mo tumy
OTMMCAHHON BBINLIC MAMOMATHYECKOH LUTOMEHUH HEM3BECTHOTO
gnauenust (ICUS). Temartosornueckuii W IUTOT€HETHUECKHH
cTaTyc GOJIBHBIX B HESICHBIX CJIydasix J0JKeH OBbIThb TIIATENbHO
MOHHUTOPHPOBAH.
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MOP®0J10rUsl. XAPAKTEPUCTUKA AUCMITA3U KNETOK

MUENONAHBIX NINHUIA

Ipumponoas3. B KpoBu xapakTepHa KapTHHa HOPMOXPOMHOH
HOPMOLIMTAPHON MM HOPMOXPOMHOH MaKpOLMTAPHOH aHEMUH.
Hapyienune mopdosiornueckux oco6eHHOCTEH IPUTPOLIUTOB —
OJIHO M3 HanboJiee YaCThIX MPOSIBJAEHHH JM39PUTPON033a. AHU-
301IUTO3 U AHU30XPOMHUSI KJIETOK ONPEAeNsoTCs Y GOJbIIHHCTBA
natueHToB. [1pu 3TOM BBISIBASIIOTCS pa3HooOpasHble MPU3HAKU
HapylieHnsi POPMbl IPUTPOLIUTOB: MOUKUIIOLUTO3, OBAJIOLHUTO3,
SJJIMNITOIUTO3, CTOMATOLMTO3 U AKAHTOLUTO3, A TAKXKE TeJlblla
JKonnu (ocratrku saep), kosbua Kebora (oOGpazoBanusi u3
MHTOTHUECKHUX HHUTEH WM siiepHOil MeMOpaHbl), 6a3oduibHas
MyHKTalUs (pe3yJsrar mnperunurauu pubocom). Hasmuune
HOPMOLIMTOB B KPOBH 0OHAPYKHBAETCs Y 1/Q— ‘/3 NalreHToB.

B acnuparax KocTHOr0 Mo3ra Han6oJee YacTbiM MPHU3HAKOM
JINCII0393a CJYKUT Merajso6/acTOMAHBIN XapakTep SPUTPOUIHBIX
npeJecTBeHHUKOB (pHc. ).

[1pu sTOM ompenenAoTes MAKpOHOPMOOIACTHI Kak ¢ 6a30-
(UJIBHOM, TaK U OKCH(HILHOK OKPACcKOl LIUTOMIa3Mbl. Berpe-
YAKTCSt KJIETKH C MHOTO/I0/1IbYATHIMU HJIH (hpArMEHTHPOBAHHBIME
sapamu. [lutornyiasma HOpMOGJIACTOB OKpallleHa HepaBHOMEp-
HO. KyleTKH coemuHsIIOTCS siIePHBIME MOCTHKAMH BCJIEICTBHE
HapylieHHoro mutoda. Habusopatorest IByX- U TpeXbsijiepHble
(opmbl. B KieTKax spuTpoHa HapyllleHa yTHJIM3all|s KeJjeaa,
M3MEHEH YTJIEBOIHBIH M (pepMeHTHHIH 06MeH. DPHUTPOUIHbIE
MPEIIIECTBEHHUKH C aHOMAJbHBIM HAKOTUIEHHEM rKeje3a
B MHUTOXOHJPHSX, BKJIOUAs OTJIOXKEHHS MHTOXOHAPHAJTLHOTO
(beppuTHHa, 0603HAYAIOTCS KaK KoJblieBble cuaepobaacTsl. Mx
JMarHOCTHKa GasupyeTcs Ha HaIMUuK O U Hosee CHaepodHIIb-
HBIX TPaHyJI, PACTIOI0KEHHBIX BEHYHKOM BOKPYT 2/3 OKPYKHOCTH
spa (puc. 2).

Oco6eHHOCTBIO IM3IPUTPONI0I3a CJIYKHUT MOsIBIEHHE B HOP-
MoOJiacTax (hepMEHTOB, B HOPME OIpeJlesisieMbIX B KJIeTKaxX rpa-
HYJIOLMTAPHOTO Psifla, — MepPOKCHIA3bl U LIeJOUHON hocdara-
3bl, a Takxke yBesnueHue conepxkanus [IMK-nonoxurenbHoro
BellleCTBa.

Jucnasus spuTponossa cama no ceGe He 03HAYAET HAMH -
Yie KJIoHaNbHOTO 3a6oJ/eBanus. [I[puunHaMu IMCnIa3uu MOTyT
OBbITh HApyLIEeHHs MUTAHNS, OTPABACHHUS WJIN APyrHe PaKTOpPHI,
BBI3bIBAIOIIHE  MOP(OJOTHYECKHe H3MEHEHHS, HampuMep
Jeduuut ButamuHa B, u (osMeBOd KHCJIOTBI, HEKOTOpblE
MCIoJIb3yeMble JieKapeTBa W OUOJIoTMUecKHe areHThl. Kpome
TOr0, BPOXKJECHHbIE TeMaTOJOTHYeCKHEe HapylleHHs, B T. 4.
BPOXKJIEHHAS] JIU39PUTPOIIOITHUECKAS] AHEMHUS], TAKXKe MOTYT
ObITb TPUYUHON IU33pUTPOIIO33a. BupycHast nuHdekuus, oco-
6eHHO BbI3BaHHas nmapBoBHpycoM B19, mMoxeT GbITh CBs3aHa
C IPUTPOOJIACTONEHUEH C TUTAHTCKUMHU MeraJsio6/1acToUIHbIMK
sputrpobsactamu. [IpriMeHeHHe HMMYHOCYNPECCHBHOTO TIpe-
nmapata MHKO(heHoslaTa MO(eTHNa TaKkKe MOXKET acCOLUHpO-
BaTbCs C pUTpobJIacTONeHHell. 3HAUUTEbHbIE HapyIIeHHs
IPUTPOMAHOTO POCTKA YacTO OMNpeaessioTess B TMpolecce
[IUTOCTATHYECKOH Tepamnuy y MalHueHTOB C OHKOJOTHUECKHUMH
3a00J/1eBaHUSIMU.

Yucso peruxynouutos npu MJIC 06bIMHO HOPMa/IbHOE HITH
cJlerKa MoHMKeHHoe. PeTHKY101UTO3 MO2KeT ObITh 00yC/I0BICH
MOSIB/IEHHEM [ATOJIOTMUECKOH (DPAKLUU JUIUTELHO YKUBYIIHX
KJIeTOK. B Jpyrux ciydasix yBeJHUeHHE KOJIMYECTBA PETHKY-
JIOLIUTOB MOKeT ObITb OOYCJIOBJIEHO TEMOJIM30M JIe(PeKTHbIX
IPUTPOLIUTOB.

Ipanyaonoss. Jlucruiactuueckne H3MeHEHHs TpaHy-
JIOIIUTOB OMPENEJSIOTCe B KJIETKaX KPOBH M KOCTHOTO MO3ra,
OJIHAKO B MOCJIEIHEM C/Iydae OHH BbIpaKeHbl 6osiee OTUETIHBO.
Jlucrpany/onos3 mposiBAseTcs B OCHOBHOM B BHAE SACPHOH
TUMOCErMEHTALIUN U TUTIOrPaHyIALNH, HAJHYNS TTebre POUIHBIX

tdopm (puc. 3).
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OTMeualoT HapylieHHe COOTHOIICHHS 3PEJbIX U MOJIOIbIX
(hopM TrpaHyJNOLUTOB M, COOTBETCTBEHHO, KoJieGaHUs HHIEKCa
CO3peBaHMs IPAHYJIOLHUTOB.

OrnpejiesieHHble TPYHOCTH BO3HUKAIOT MPH AU depeHiin-
AJIbHOK JIMArHOCTHKE 3JIEMEHTOB IPaHYJOLUUTAPHOTO W MOHO-
LMTapHOro psiioB. MHoraa siipa MOHOLMTOB MMEIOT rurepcer-
MEHTHPOBAHHYIO (OPMy, a LHUTOIMIAa3Ma pe3ko 6a3o(u/bHA.
B npyrux ciydasix KJA€TKH C OKPYIVIBIMH SIIPAMH U HaJHuHeM
BKJIIOUEHHI TPYIHO AU PepeHupoBaThL C MOHOLUTAMK U MUe-
gouutamu. OHH HOCAT Ha3BaHHE MHEJOMOHOLHUTOB. TOJIbKO
HaJIMuKMe aKTHBHOCTH Hecrelr(HIecKol 3cTepasbl, HHTHOHpye-
MO#l HaTpHUsi PTOPUIIOM, MO3BOJISIET YCTAHOBUTH MOHOLIUTAPHYIO
MPUPOJY ITHX IJI€MEHTOB.

Hapsny ¢ MmopdosioriueckuMn B HEHTpO(UIaX BISBASIOTCS
Takke epMenTHble HapylieHus. Y 25 % GOJbHbIX HAMH ObLIO
KOHCTATHPOBaH JepUUUT wiesouHoil docdarasel, y 10 % —
nepokcuaassl (puc. 4).

DyHKIHOHANbHBIE MCC/IEIOBAHUST HEHTPOMHUIOB M MOHO-
LITOB CBHJIETEJILCTBYIOT O 3HAUMTEJLHOM HapylleHHH (haroliu-
TapHON M aHTHOAKTepHaAbHOH (PYHKLMI 3THX KiaeTok. CreayeT
OTMETHUTb, YTO MpH MpoaBuHyThIX hopmax (PAWDB) onu BhIpa-
JKeHbl cuiibHee, yeM npu PA u PH. Hasuuue nesbrepounaHbix
(hopM HEHTPOPUIOB C THINONOOYJISPHBIME SAPAMH COUETAETCS
co crelUIecKol IHToreHeTHIecKo# aHomasued del( 17p).

CriefyeT TOMHMTb, UTO JUCIJIACTHUECKHE H3MEHEeHHs
KJIETOK HEHTPO(UIBLHOTO psila MOTYT B PEIKHX CJydasix BCTpe-
YaThCs y 3M0POBBIX JIMLL. B yacTHOCTH, 9TO 6BIBACT MPH HCTHHHOH
anomaJginu [Tesbrepa. Kpome Toro, cyliiectByer psij mpuumH, npu
KOTOPbIX BO3HUKAIOT JIUCIJIACTHIECKHE H3MeHEeHHUsT HeHTpodu-
JIOB: BUPYCHble HH(EKLMH, MOpaXKEeHHs MeUeHH, IUToCcTaTHye-
cKast niK uHast tepanusi. OJIHAKO YHCJI0 MAaTOJIOTHYECKHX (hopM
11PH 9TOM, Kak npasuio, He nipesbiaet 10 % B HeATpopH/ILHO
nonyssiuuu. JleueHne KO-TPUMOKCA30JIOM MOXKET ObITb MPHU-
YMHOW MUIOJIOOYJISIPHOCTH sifiep HEHTPO(UIIOB, HEOTJIUUMMOM OT
u3MeHeHu#, HabumoxaeMbix pu MJIC.

Tpomboyumonos3d. B mazkax KpoBu HaOJOaeTCs Bbl-
paKeHHbIH aHU30UTO3 TPOMOOIMTOB, OMPENENSIOTCS HUX TH-
raHTckue (hopMbl, 00JIOMKH, (hparMeHTHI siIep MErakapuoIUTOB.
Hapsamny ¢ MopdosiornueckiMi HapylleHUsSMH TPOMOOIIUTOB
y TMalUeHTOB HabJI0aeTCst YJIHHEHHE BPEMEHH KPOBOTEUEHHUS],
CBSI3aHHOE C HAPYILIEHHEM arperalun TpoMOOLUTOB.

B acnupartax KOCTHOrO MoO3ra 4YHMCJIO MerakapHoluTOB
CYLIECTBEHHO BAapbHUPYeT U MOXKET ObITh TOBBILIEHO HJH M0-
HIKeHo. Jlucnuiasusi MerakapuolMTOB — 4acTasi aHOMaJiusl
npu MJIC. Vismenenust Kacatorcst siiep ¥ LUTOMIa3Mbl KJIETOK.
B psine ciyuaeB siipa B MerakapuolUTax pacroJjiararotcsi pas-
0OLIEHHO — TaK Ha3blBaeMble pa3beIUHEHHbIE Merakapuoly-
Tl — WJIM 0OHAPYKUBAIOTCS OJIHO- U JIBYSIIEPHBIE KJIETKH JUGO
MeJikue (< 12 MKM) ofiHOsIiepHbIe 3JIeMEHThI (puc. 5).

L{uToruiasma MerakapHoLMTOB MO2KET ObITh THTIOTPaHYJISIPHOI
WJIH, HA060POT, COlepKaTh aHOMAaJIbHbIE KPYITHbIE TPaHYJIb, YETKO
OKpallleHHbIe B peaKIUK Ha HecrelnHIeCKyto scTepasy (puc. 6).

[unosoGysisipubie, JBYX- HWJIH MHOTOSIEpHblE  Meraka-
PHOLIMTBI, @ TaKKe MHKPOMErakapuHOLMTbI CJyxKat HauboJiee
HaJIeXKHbIMM M YeTKHMH TIPH3HAKaMK  MerakapuoOlLHUTapHON
nucriazuu. JlucriasupoBaHHble MerakapHoLUUThl MOTYT ObITh
BbISIBJIEHBI B TpernaHoOHONTaTax, AHarHOCTHUECKHH TOPOr HX
takke cocrasisier 10 %. Kak NPaBUIJIO, TUCMErakapHoLHUTO-
1033 KOPpeJIMpyeT ¢ aHoMaJjneil xpoMocombl 3 (3q21q26) u ¢
n3osupoBanHoi del(5q). LluToreHetwueckue NaHHbIE MOTYT
Urpath BaxKHyI0 poJib NpH auddeperunanbiom auarnoze MJIC
1 XpPOHHUECKOH ayTOMMMYHHOH TPOMOOILMTOTIEHUH.

baacmuole kaemku. BaxkHoe 3Hauenue 4Jis pasnesieHust
MJIC Ha JiaTeHTHbIE U MPOJBHHYTbIE (OPMbI HMEET OTpejiesie-
HHe KOJIMUeCcTBa OJIACTHBIX KJIETOK B KPOBH M KOCTHOM MO3re.
XapaKkreprcTHKa OJIaCTHBIX KJIETOK BKJIIOYAET OLEHKY pazmepa

KIMHUYECKAA OHKOTEMATOJIOIMS



MAC B knaccuchmkauun BO3 2008 r.

Puc. 1. Merano6nactovgHble hopMbl HOPMOGNACTOB

Puc. 2. KonbLesble cngepobnacTbl

Puc. 3. MNenbreponaHble hopmMbl HeATpodunos

KJIETKH, (DOPMbI U CTPYKTYPbI siIep, OKPACKY LIMTOINJ/IA3Mbl U €€
BkJIoueHuil. Coeyer orMeTHTb, uto Guactel npu MJIC or-
JIMYAIOTCS 3HAYUTEJIHOH TeTEePOreHHOCTBIO, TOITOMY CPeIH
HHX BBIIEJISIIOT /IBA THIA KJIETOK B 3aBUCUMOCTH OT CTEMeHH HX
MopcoorHueckoil U pepeHIpoBKU: MUes06acTbl 6e3 Hin
€O ¢J1a000 IpaHyJIMPOBAHHOCTBIO M OJIACTbI ¢ BLICOKHM COMEP-
JKaHHeM 3epPHHCTOCTH.

www.medprint.ru

Puc. 4. Jecbyumnt nepokcmaassl B HEUTpodhmnax

[BysinepHbIn MerakapuoumT

Puc. 6. MnkpomerakapuoumT, okpacka Ha Hecrneumnduyeckyto actepasy

Oco6bie TpyaHocti B auarHoctuke MJIC mpencraBasior
HaOJIOJICHHST C YBEJIMUYEHHEM KOJIMYECTBA HOPMOOJIACTOB 10
50% u Gosee B muesorpamme |[10]. Iuddepenuuanbupii
nuarno3 konebaercst Mmexkny MJIC u Bapuantamu OMJI. Cpenn
yeHoB KomuTetra BO3 6bli1a AMCKycCHs 1O BOMpOCY, CJleayeT
an kaaccugpuiyporat MJIIC B COOTBETCTBHM C IMPOLEHTOM
6JIaCTOB CPEelM BCEX SJIEPHBIX KJIETOK KOCTHOIO MO3ra HJ/H
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Tabnuua 3. JudbcpepeHumanbHbIi AnarHo3 MMenoamucniacTM4eckoro CUHAPOMa Npu Y1Cne 3pUTPOMAHbIX MPeaLecTBEHHUKOB (HOPMOGNACcToOB)
B KOCTHOM Mo3re 50 % u 6onee

OpUTPONAHbIE NPELECTBEHHNKM V/I3MeHeHNs KpOBW/KOCTHOrO MO3ra

[pyrue n3ameHeHus [warHo3

= 50% = 20 % 61acToB B KPOBW WK CPEAM BCEX

ALEPHbIX KNETOK KOCTHOr0 MO3ra

= 80 % He3penbIx 3pUTPONAHbIX
NPEeALIECTBEHHUKOB C MUHUMANIbHBIM

Mano unu oTCyTCTBYIOT MIEN06NACTbI

CO3peBaHnem

= 50% < 20% 6nacToB B kpoBU, < 20 % 6nacToB
cpeau BCex SAEPHbIX KNeTOK B KOCTHOM
Mo3re

= 50% < 20% 6nactos B kpoBw, < 20 % 6nactos

Ccpean Bcex AAepHbIX KNETOK KOCTHOro
Mosra

Cnyyau, umetoume npuataku OMJ1 ¢ mueno-  OMJT ¢ MUeNoANCINACTUHECKUMI U3MEHEHUSMN
JUCINACTUYECKAMI N3MEHEHNAMIA

MUHUMaNbHBbIA UAN OTCYTCTBYHOLLMIA FpaHy-
NOLNTAPHbIN POCTOK

YUCTbIA (MCTUHHBIRA) 3PUTPOUAHBINA NENKo3

= 20 % 61acToB CPeAM BCEX HEAPUTPOULA-
HbIX KNETOK B KOCTHOM MO3re

OcTpbIi 3pUTPOMMEN03

< 20% 6nacToB cpeau BCeX HEAPUTPOULHbIX
KNETOK B KOCTHOM MO3re

MJC. BapuatTbl MZC B COOTBETCTBUM C YNCIIOM
61acToB B KPOBM UNK NPOLLEHTOM 6/1aCTOB Cpeau

BCEX HE3PUTPOUAHBIX KNETOK KOCTHOro Mo3ra

B COOTBETCTBHHU C TIPOLIEHTOM 6J1aCTOB CPeId HEIPUTPOUIHDBIX
KJIETOK KOCTHOIO MO3ra, a TakxKe Mo BOIMpPOCY, Hal0 JIM YUHThI-
BaTh HaJMuMe HEMHEJOUJHBIX 3JEMEHTOB (TMJIa3MaTHYeCKHX
KJIETOK M JIUM(OIUTOB) MPH TOACYETE HEIPUTPOUHBIX KICTOK.
BonbIIMHCTBO 9KCMEpPTOB PEKOMEHAOBAIN KacCH(HIIMPOBATh
MJIC y 60JIbHBIX ¢ BLICOKUM HOPMOGJ/I1ACTO30M B KOCTHOM MO3Te
B COOTBETCTBHHU C YHCJIOM GJ1IACTOB CPEAH BCEX HEIPUTPOUIHBIX
KJIETOK B MHesiorpamme. BoamoxkHocTH jaucdepeHiinaibHoro
JIMarHo3a B CJIy4asiX, KOrja KOJHYECTBO IPUTPOUHBIX Mpejlie-
CTBEHHUKOB cocTangisteT 50 % sIepHbIX KNETOK KOCTHOTO MO3ra
u 6oJiee, TIpeICTaBJEHbI B TabJI. 3.

Kak BuiHO 13 lanHbIx 12641, 3, nrddepeHinanbHblil J1arios
kose6aercs Mexxny MJIC n pasnumunbiMu Bapuantamu OMJI.
MJIC ycraHaBiMBaIOT TOJBKO B TeX CJydasix, KOra 4nuc/ao 6Ja-
CTOB B KpOBH MeHee 20 % n meree 20 % B KOCTHOM MO3re cpean
BCEX HESPHUTPOUAHBIX KJIETOK.

OPYTUE METObl AUATHOCTUKHK

UmmyHogheHoTunnposanne

OnyG/MKOBaHHbIE HCCJIEN0BAHUS HMMYHO(EHOTHITHPO-
BaHUSI METOJIOM MPOTOYHOH LUTOMETPUH ObLIM HAlleJeHbl Ha
omnpejiesieHne pas3mepa M HUMMyHo(deHOTHNa O6JacTHOH TMO-
MyJISIMA U OLIEHKY CO3PeBaHHs KJIETOK MHEJOWIHOH JIMHUH.
Haubosiee quarHocTHYecKd BaXKHBIMM B 3THX HCCJIEI0BAHHSX
Obln otleHKa KaeTok CD34+, npumenenune 6a/IbHbIX CHCTEM,
MCMOJIb30BaHNE MHOTOLIBETHOTO aHa/jgM3a CO CpaBHEHHEM
C HOpPMAJIbHBIMH PEAKTHBHBIMHM KJE€TKAMH KPOBH W KOCTHOTO
mosra [ 1 1].

Bblna ycraHoB/eHa KOppessiusl MexIy MpoLeHToM 6Jia-
CTOB, OIpeJie/isieMbIM PYTHHHO MOP(OJIOrHYeCKH Ha MasKax
KOCTHOTO MO3ra MJIH Ha MMMYHOTHCTOXHMHYECKHX Mperaparax,
1 npotieHtoM Kjaetok CD34+ npu npoTouHoH UMTOMETPHH.
Tem He MeHee B HEKOTOPBIX CJIy4asiX, B T. U. TIPH BbIPAYKEHHOM
Muesnocubpo3e WK TPU PasBelieHUH 06pa3lioB, KOHCTATHPO-
BAHO CYILIECTBEHHOE pacxoxkaeHue. BesencTBue storo oieHka
ka1etok CD34+ He no/mKHA 3aMEHATh MOJACYET MHUEJIOTPAMMBI.
OpHako MpoToOYHAst LIATOMETPHST MOXKET ObITh HH(POPMATHBHOH,
ecau onpenedsiores kiaetkd CD34+ ¢ aHoMaJbHBIM HMMYyHO-
(beHOTHIOM, YTO CJYKHT AOMOJHUTEIbHBIM MOJATBEPKACHHEM
aucniasuu. [losiBaenure matosiornyeckoil MOMyJSIIHHM  KJIETOK
CD34+ wm CD117+ cBunetenscTByeT 06 3BOJMIOLINY 3a60d1€-
BaHus [ 12].

CospeBaHue 3/1EMEHTOB 3PUTPOII033a, AU hepeHIIHPOBKa
rPAHYJIOLUMTOB M MOHOLMTOB B HOPMAJbHOM/pPeakTHBHOM
KOCTHOM MO3Te W B KPOBH TIIATEJILHO OIMCAHbI C HCIOJIb-
30BaHUEM 4-I[BETHOTO UUTOMJIOOpUMETpA. DPUTPOUJIHbIE
aHoMasiuu, onpenensiembie H-deppurunom, CD71, CDI105
B [JIMKO(OPHH-A-TIO3UTHBHBIX SIIEPHBIX KJIETKaX, MPEICKasbl-
BAIOT MOP(OJOTHUECKYIO SPUTPOMAHYIO aucriasuio ¢ 98%-ii
YYBCTBUTEJILHOCTbIO. AGeppaHTHOe COo3peBaHue rpaHyJsoLUHTOB
CBSI3aHO C MOP(OJOrHYECKON AUCTIa3Hell 1 aHOMAIbHOH 1IUTO-
renetnueckoii kaptuoil B 90 % cayuaes [13].
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[Ipn pucruiasusx, TMOrPaHUYHBIX 10 MOP(OJOTHIECKHM
NpU3HAKaM WJIM LIUTO€HETHYECKUM aHOMAJIMSIM, Pe3yJibTaTbl
MPOTOYHOH IIUTOMETPHUH 3HAUMMBI TOJIBKO B TE€X CJyyasix, Koraa
BbISIBJICHBI TPU U Gosiee aGeppaHTHBIX MPU3HAKA B CO3PEBAHUU
SPUTPOUIHOMN, TIPAHYJOLUMUTAPHON WJIH MOHOUMTAPHOH JIMHHH.
Onun abeppaHTHBIA NMPU3HAK HE SIBJISETCS IHATHOCTHUECKHM.
Caydan ¢ HeyGeIUTeNIbHBIMU MOP(OJOTHUECKUMHU U LIUTOreHe -
THUUECKUMH TPU3HAKAMU TPU HAJIMUUK TpeX U OoJiee abeppaHT-
HbIX TPU3HAKOB TPU UMMYHO(EHOTHITMPOBAHHUHU JOJKHbBI ObITh
NepecMOTpeHbl Yepe3 HEeCKOJbKO MeCSLEB Ul ONpeeseHHust
MOP(OJIOTHUECKHUX U LIUTOTeHeTHIeCKUX KpuTepreB MJIC.

TeHeTHyeckas xapakTepucTmKa

LluToreHeTnyeckue W MOJIEKYJSIPHBIE — HCCJICI0BAHHS
urpaiot 6oJblIyio posb B quarHoctuke MIIC st onpenenenus
KJIOHANBHOCTH, MPOTHO3a W YCTAHOBJEHHS LUTOT€HETHUECKHUX,
MOP(OJOTHYECKUX M KJAHHHYECKHX B3aUMOCBsI3el. KionabHble
LIUTOreHEeTHUECKHE aHOMAJIMH OTIPEIEJISIIOTCS MPUOTU3UTENBHO
8 50 % cayuaes MJIC (Taba. 4).

Ta6nuua 4. Hecny4yaiHblie XPOMOCOMHbIE aHOManun 1 nx YactoTa
Npu NEPBUHHBIX N BTOPUYHBIX MUENOANCMNACTUHECKMX CUHAPOMAX

AHOManuu Mepsuynbie MOC BropuyHbie MAC
Hec6anaucuposaHHble
+8 10%
-7 vnn del(7q) 10% 50%
-5 nnu del(5q) 10% 40%
del(20q)" 5-8%
-y 5%
i(17q) wan t(17p) 3-5%
-13 unn del(13q) 3%
del(11q) 3%
del(12p) unu t(12p) 3%
del(9q) 1-2%
idic(X)(q13) 1-2%
C6anaHcmpoBaHHble
1(11;16)(q23;p13.3) 3%
1(3;21)(q26.2;921.1) 2%
1(1;3)(p36.3;921.2) 1%
1(2;11)(p21;923) 1%
inv(3)(q21;q26.2) 1%
1(6;9)(p23;q34) 1%

" Hannune 310/ aHOManuu B Ka4eCTBE eANHCTBEHHON NPU OTCYTCTBUM MOPAIONOTMHECKUX
KpuTEpNEB He iaeT 0CHOBAHMA Ans nocTaHoBk anarHosa M[C. Mpu Hanuinm
NepCcUCTUPYIOLLEN LINTONEHNM HEM3BECTHOTO MPOUCXOXAEHNS, A TaKXKe APYrinX
aHOMaNNi KapuoTuna 1 oTcyTCTBUN YOEANTeNbHbIX MOpdonornieckux npuanakos MAC
AVarHoCTMPYeTC NPeAnoNoXUTENbHO.

Ciaryuau ¢ uzospoBanHoil del(5q), Berpeuatolinecs npeu-
MYIIECTBEHHO Y JKEHIIUH, XapaKTepHU3YIOLIHecs TUMoJ06YIHpo-
BAHHBIMH HJIH HEJIOGYJHPOBAHHBIME SIPAMH METraKapHOLIUTOB,
pedpakTepHOl MaKpOLUMTApHOH aHeMHel, HOpPMaJbHBLIM HJIH
MOBBILIEHHBIM YMCJIOM TPOMOOLUTOB M GJIArONPHSITHBIM KJIMHHU-
YECKHUM TeUeHHeM, PacCMaTpUBAIOTCs KaK OTAEJbHbIH BapHaHT
B knaccudukaun MJIC.

KIMHUYECKAA OHKOTEMATOJIOIMS



MJAC B knaccucthukaumn BO3 2008 r.

YTparta 17p accoumupyercs C TCEBIOMNENbIePOBCKOH
aHoMaJsiieil, MeJIKOH BaKyoJM3aluel HeUTpouIoB, MyTaluer
TP53 v He6aaronpusaTHLIM KJIWHHIECKHUM TE€UeHHEM, CXOAHBIM
¢ BropuunbiM MJIC. CnoxHble HapyllleHHs KapuoTuna (= 3
anoMasuil), KaK MpaBH/Io, BK/IIOYAIOT Xpomocomy 5 u/uim 7
[-5/del(5q), -7/del(7q)] v cBsi3aHbl ¢ HEGIATONPUATHBLIM KJH-
HHYEeCKHUM TeueHHeM. HekoTopele apyrue LUTOTeHETHYECKHE
M3MEHEHHS] aCCOLMHUPYIOTCSl C XapaKTepHBIMH MopdoJioruye-
CKHM aHoMaJiusiMu: naosiupoBanHast del(20q) — c nopaxkenvem
IPUTPOUIHBIX KJIETOK M MEraKapruOLUTOB, aHOMAJIHS XPOMOCOMbI
3 [inv(3)(q21q26.2) uin 1(3;3)(q21;926)] — ¢ yBesnuyeHuem
aHOMAaJIbHbIX MeraKapHOILUTOB.

Hexkotopele LHUTOreHeTHUECKHE aHOMAJUM, BbISBJIEHHbBIE
npu MJIC B BuJe eAMHCTBEHHOH aHOMaJIMH, Takue Kak -Y, +8
wi  del(20q), He SABASIOTCS ONpENENSIONMMH JI0Ka3aTe lb-
CTBaMH 3TOro 3ab60JieBaHHSl B OTCYTCTBHE MOP(OJOrHYeCKHX
KputepueB. Jlpyrue aHoOMaJMH TPH HAJIMUUH pedpaKkTepHOH
[UTOTICHUH, HO 6e3 MPU3HAKOB JIUCIIA3UH CUUTAIOTCS MPEro-
JgoxutesibHbIMA st inarnoda MJIC. B knaccudukauun BO3
2008 r. pekoMeHIOBAaHO THIATeJbHOE HAOJIOJEHHE 3a ITHUMU
GOJILHBIMU  JIs1 BbIsIBJIEHHST MOP)OJIOTHUECKUX TPOSIBJIEHUI
MJIC. Metoxn droopectieHTHO# rubpuausauuu in situ (FISH)
YBEJIMUMBAET JMAarHOCTHUECKHE BO3MOMKHOCTH MOHHTOPHHTA
TaKUX MAIUEHTOB, Y KOTOPBIX OJIHOKPATHO OblJIa HIEHTU(PUIIHPO-
BaHa aHOMaJIHsI.

Knacendukauumein BO3 2008 r. BbineseH eunonaacmu-
yecxkuli MZC, mo Bcell BUIMMOCTH YUUTHIBas HE3HAUHTEIBHYIO
YacToOTy STOTO BapuaHTa 3abojeBaHHs, MOPhOJOrHIecKHe
NpU3HaKK U ocobeHHocT Tepanun. Hebosbioe ync/io 60JbHbIX
MJIC (10 %) uMMEIOT IMIOMJIACTHYECKHH KOCTHBIH MO3T, 9TH
CJlydau Hajlo OTJIMYATh OT TUIoNnJIacTHieckon anemun. [1pu mua-
rHose runomnaacruieckoro MJIC BaKHO MCKJIIOUHTH TOKCHUE-
CKYI0 MUEJIONATHIO, BUPYCHbIE U ayTOUMMYHHbIe 3a00/1€BaHMUSI.

BAPWAHTbI MAC (KITACCU®UKALINA BO3 2008 r.)

PeghbpaKkTepHas UNTONEHNA € YHUIUHERHOA ANCNNAa3NEN:
pechpakTepHan aHemus, peqhpakTepHas HeATPONEHNA,
pethpakTepHas TpOMOOYNTONEHNS

PA. B nepucepnieckoii KpOBH — HOPMOXPOMHast, MaKpo-
WM HOPMOLMTapHas aHeMusl. B spuTpolmTax ompeaessiorces
MpPHU3HAKKM JUCIIIA3UM, BbIPAXKEHHBIE B PA3JIMUHON CTEMeHH.
B KocTHOM MO3re Uie/10 MHeJIOKaPUOLIUTOB, KaK MPaBUJIO, B Ipe-
nenax HopMbl. CozepakaHue IPUTPOUIHBIX MPEJILIECTBEHHHKOB
B MHeJIOrpPaMMe BapbHpPyeT OT CHHZKEHHOTO J10 OTYETJIMBO MOBbI-
ILIEHHOT0, JIN33PUTPOII033 BbIpAKeH ¢/1abo UK ymepeHHo. Yue-
JIO JIUCTIACTHYECKHX 3PUTPOMIHBIX TpejilecTBeHHukoB 10 %
1 6osiee. MoryT BCTpeuaThbest KOJIbLEBbIE CHepOBIACTbl, HO MX
4HCJI0 0JKHO ObITh MeHee 15 %. HelTpoduiibl 1 TpOMGOLUTLI
B HOPME M0 KOJIMUECTBY H MOP(OJIOTHH, H3PEIKa OMPE/EJISIOTCS
cyaboBbIpaykeHHast HeHTporenust 1 TpombouuTonenust. baactsl
B KPOBH 0OHAPYKHBAIOTCS PEJIKO, a €CJIH BBISBJSAIOTCS, TO B KO-
suuectse menee 1 %.

PH. 3tot sapuant MJIC xapakrepusyetcs naanunem 10 %
JUCIIIACTHYECKUX HEeHTpoduIoB U 6ojiee B KDOBH UJIH KOCTHOM
MO3Te M JMAarHOCTHYECKM HE3HAYMMOH JHCMIasuell B APYTHX
muesionnbix Juausx (< 10 %). Coneprkanue rpaHyJiolUTOR
B KOCTHOM MO3re, TaK »Ke KaK M 3JIeMEeHTOB KpacHoro psia,
MOXKeT 3HAYUTENbHO BaPbHPOBATh.

PT. B maskax KpoBM orpejesisieTcss TPOMOOLMTONEHHSI.
Jlucriasust BbipaykaeTcst B aHM30LMTO3€ TPOMOOLIMTOB H JIHCME -
rakapuouuronosse. Yucsno aucniacTHieckKux MerakapHoluToB
10 % u 60s1ee u3 He menee 30 noacuuTaHHbIX. BaacTbl B KpoBH
OTCYTCTBYIOT, B KOCTHOM MO3Te COCTaBJsioT Menee 5 %.
B sputpoumnom 1 rpaHyJoIUTapHOM POCTKAX AMCIIIACTHICCKHE
dopmbl coctasasior menee 10 %.

www.medprint.ru

PethpaktepHas aHeMuns ¢ KONbLEBLIMKU cugepobnactamm

PAKC xapakrepusyercss HOPMOXPOMHOH HOPMO-  WJIH
MaKpOLMTAPHOH aHeMHel W Aucria3ved TOJIbKO OJHOH 3pH-
TPOUJIHOM JIMHUK. B KpOBH MOKeT ObITh IMMOpQHAsT MOMyJISIHS
SPUTPOLUTOB, GOJbIIAsT YaCTh — HOPMOXPOMHAsI, MeHbllIasi —
TUMOXpoMHasi. BjiacTbl B KDOBH OTCYTCTBYIOT.

B acnuparte KOCTHOrO Mo3ra umc/io 6JactoB meree 5 %,
YBEJMUYEHO KOJMUECTBO IPUTPOUAHBIX MPEJIIeCTBEHHUKOB
C JMCIIasnell, BKJYas J0Jb4aToCTh sijiep U Merasobsacto-
WiHble u3MeHeHus. Jlucnnactuueckue (opmbl TpaHyJOUUTOB
¥ MerakapuoLUHTOB KOCTHOIO Mo3ra cocrapJsioT Menee 10 %
ka1eToK. [Ipu oKpacke Ha CHIEPOMUINIO BbISIBJASIOTCS KOJIbLIE-
Bble chepobaacthl. Mx Koudectso Bapuupyet ot 15 10 90 %.
YacTo NpuCyTCTBYIOT Makpogaru, HarpyKeHHbIE XKeJe30M.

Hapywenune metadosu3ma xKeje3a B MUTOXOHPHUSIX MOXKET
OBITh PE3yJILTATOM COMAaTHUECKOH MyTallUU UK JIeJIELIHH B siiep-
Holt Jin6o muToxonapuasbHoi JIHK. Y HekoTopbix GoJbHBIX
PAKC wupeHTH(HIMpPOBaHA TOUEUHAs] MyTalldsi MHTOXOHIPH-
anbHoit JIHK, ongHako He ycraHoBsieHO, sIBJISIeTCS JIM OHA TIPHU-
unHO# cuiepobiactHoro enoruna. [ToTeHIMaNbHBIM aHANTOTOM
MO2KET CJIY?KHTb BpOXKIeHHbIN cuipom [lupcoHa, npu Kotopom
HabJtolaeTess MakpolMTapHas cuaepob/acTHas aHeMUsi, Hei-
TPOINEHHSsI, TPOMOOLMUTONEHUST U TOpPaKeHHe TMOKEYI0UHOH
»keqiesbl. KoJiblieBble cuepo6JacTbl 4acTo OTMEUaloTesl MpH
npyrux Bapuantax MJIC, nanpumep npu PAUDB. Korna npucyt-
cteyet 15 % chnepo6aactos u 60J1ee, HO €CTh AUCTIIA3Hs IPYTHX
Junuil (= 10 % KJIeTOK) KpoMe SPHUTPOMIHOM, UHCI0 6JacToB
meHee 1 % B KpoBH u MeHee 5 % B KOCTHOM Mo3re 6e3 naJouek
Ayspa, T0 Kaaccuduimpyeres PLIMJL Y 5THX nauieHToB Bbl-
KUBaeMoCThb HiKe, uem npu PAKC.

Kpome Toro, npoomutcst auddepeHIHaNbHbIA AHArHO3
PAKC ¢ nepBuuHbIM JlecheKTOM CHHTe3a rema (Kak Harpumep,
cuiepobJiacTHasi aHeMMsl BCJeNCTBHe X-CBS3aHHOTO HacJel-
CTBEHHOTO Jle(heKTa JiesibTa-aMHHOJIeBYJIHHATCHHTeTa3bl ). [1pu
PAKC npotonopdupun IX, KoHeuHbIiI TPOIYKT CHHTe3a MopgHu-
pHHa, He CHUKEH.

HeonyxosneBble npuuntbl cupepobactoza — ajkoroJb,
TOKCHHBI (CBHHEIL) U JeKapCTBEHHbIEe CpeiCcTBa (M30HHA3W]),
yBeJMUYeHNe CofiepKaHHsl [IMHKA ¢ COOTBETCTBYIONIMM Je (UL -
TOM Me/IU U BPOKIeHHas cuaepobaacTHasi aHeMHUSI.

PechpaktepHan yntonexnsa ¢ MyabTHMHERHOA gucnna3nen

[1pu Bapuante PLIMJI onpenensiercst iBe umu 6osiee uc-
MJ1ACTHIECKHX MUEJIOW/IHBIX JIMHUH MIPU HAJIMUMK OJIHOM LIUTOIe -
HuM WK 6osee. B kpou 6/acTos Menee 1 %, B KOCTHOM Mo3re
Menee 5 %, nanodku Ayspa OTCYTCTBYIOT, MOHOLMTOB MeHee
I x 10%/n. KocTHblii MO3r runepkaeTouHblii. [1pusHaku auc-
NJ1a3uK rpaHyJ/io-, SPUTPO- U MErakaprHolUTON093a aHAJOTHUHbI
XapaKTepUCTHKAM, OMUCAHHBIM Bblllle. B HEKOTOPBIX ciydasix
B MHEJIOrPAMME OTMEYaeTCsl yBEJIHUEHHE KOJUIECTBA 3PUTPO-
WIHBIX TIPE/ILLIECTBEHHUKOB C TPU3HAKaMK aucnos3a. Kx Bakyo-
JM3atyst 06bIYHO ¢1a60 BhIpaXKeHa, BAKYOJH YE€TKO OTIHYAIOTCS
OT BaKyoJieH, OmpeaessieMbIX MPH TOKCHUYECKHX TOParKeHHUSIX,
B T. 4. ajxorosuame. Lluronnasma 1 BakyoJH OKpallnBaloTcs
npu HIWK-peakimn. Yneao KoabLeBbIX cuaepotaacToB BapHa-
GesIbHO, B OTJCBHbIX CIyyasx npesbimaet 15 %.

PedhpaktepHas aHemus ¢ 36bITKOM 61acTOB

JlnarHocTHuecKol 0cOG€HHOCTBIO ITOTO BapUAHTA SIBJISET-
csl yBeJIueHne Kosuuectsa 6aactos: 5—19 % B KOCTHOM Moare
u/ i 2—19 % 6Gaactos B KpOBH. BbllesisiioT 1Be Kateropuu
9TOTO BapHaHTa:

PAHB-1 (5—9 % 6.1acTOB B KOCTHOM MO3re Win 2—4 % —
B KPOBH );

PAHUB-2 (10—19% 6/1acToB B KOCTHOM MO3Te HJIH
5—19 % — B kpoBH).
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M. A. ®penkens, A. 1. Wupun

Y 6osbHbIX PAMDB npu Hannunu nasnouex Ayspa Bcerzia iua-
rHoctupyetcst PAVB-2, He3aBucumo ot unesa 6sacros. PAVB- 1
u PAVB-2 pasmuuaiorest no o6iieil BbKHUBAEMOCTH M 4acTOTe
TpaHchopMaliy B OCTPBIi JeHKO3.

B maskax KpoBH o6HApy:KHBAIOTCS aHOMAJHHU BCEX TPeX
MHEJIONHBIX JIMHWH, BKJI0Yash aHU30MOHKHIOLHUTO3 SPUTPOLHU-
TOB, KPYITHbIE, THTAHTCKHE M THMOTPaHYJSIPHBIC TPOMOOLMTHI,
HapylleHHe LMTOIIA3MATHUECKOH 3€PHUCTOCTH U silepHOM
cerMeHralnn HeilTpodusoB. KocTHbI MO3r 06bIYHO THITEPKIIe-
TouHblil. CTerneHb BbIPAXKEHHOCTH JHUCIJIA3HH KJIETOK Pas3HbIX
MHEJIOWHBIX JIMHHH BapbUpyeT. DPUTPOMIHBIH POCTOK MOXKET
ObITH  pacliMpen ¢ MaKpOLMTapHbIMH/Merano6/1acTOMIHbIMH
M3MeHeHHsIMHU. [paHyIolUTapHbIi POCTOK TaK:Ke HHOT/IA ObIBAET
yBeJIMUEH M TMOKA3blBaeT PasHylo CTEMeHb JHUCIIA3HH C HaJH-
4MeM TICEBJIONENbrePOBCKUX (DOPM, THIEPCErMeHTALUH siiep.
MerakapHoLHTBl BAPbHPYIOT KOJINYECTBEHHO, HO, KAK MPaBUJIO,
UX YHCJIO HAXOAUTCS B TIpeesiaX HOPMaJbHBIX 3HAYEHWH HIH
NoBbIIeHO. MerakapuounThl 4acTo 06pasyioT ckorienust. Jluc-
MerakapHoLHTON0393 BbIPA’KACTCS HATMUMEM aHOMAJIbHBIX (POPM
MPEUMYLIECTBEHHO MaJloro pasmepa, BKJIOYas MHKpOMeraka-
PHOLIMTBI, TaKXKe OMNpelessiioTest GOpMbl C pazbeIHHEHHBIMH
sIPaMH.

Jlnst TpenanoGHoNTaTa KOCTHOTO MO3ra XapakTepHbl OTJIH-
4Hsl OT HOPMaJIbHOM rHCTOTONOrpaUH: NpelIeCTBEHHUKH 3pH -
TPOTI093a W MErakapHoLMThl PacrnoJiozKeHbl OJiKe K naparpa-
6eKyJIsIpHOI 00/1aCTH, T/IE B HOPME JIOKAJIU3YIOTCS TPAHYJIOLUTHI.

TpenanoGuonrar MoxeT GbITb HCMOJMb30BAH /51 YCTAHOB-
JIEHHsT KOIMYeCcTBa 6/1acTOB, 0COOEHHO B C/ydasiX HEOMTHMAIb-
HBIX Ma3KOB acrupaTta MpH THMOKJeTOYHOCTH H/uu huopose
KoctHoro moara. baactol npu PAVIB nmetor Tennenumio o6pa-
30BBIBATh KJIACTEPBI WM arperaTbl BHE KOCTHBIX TPaGeKyJl U CO-
CY/IUCTBIX CTPYKTYp. MIMMyHOrMCTOXMMHYECKOE HCC/eloBaHHe
Ha 6Jactbl CD34+ MoxKeT MoMoub UX HIeHTU(DHKALMH.

PAHB ¢ ¢ubposom (PAHB-®). Oxono 15 % GobHbIX
MMEIOT 3HAUYUTEJIbHYIO CTeNeHb PEeTHKYJIHHOBOTO (ubposa
KOCTHOTO MO3ra. DTH ciydau Kiaccuuuupyrores kak PANB-@.
[TocKoJIbKY OTCYTCTBYET KOHCEHCYC HCCIeIoBaTe el Mo oTpejie-
JIeHHI0 HeoOXOAMMOH cTerneHn hubpo3a NpH MUEJNOANCIIIACTH -
yecKux cunapomax ¢ puéposom (MIAC-P), ocraercsi HesICHBIM,
MpeacTapasieT Ju  (UOPO3 HE3aBUCHUMBIH MPOTHOCTHUECKUH
npusnak. B mocnennnx padorax onpenensior MIC-® npu na-
JU4InK Tpy6oro AUdQy3Horo peTUKyJanHOBOro Gudposa ¢ au6o
6e3 COMyTCTBYIOLIETO KOJIIareHoBoro ¢ubposa, CBI3aHHOTO
C UCIIIa3uel He MeHee BYX MHeJIOMIHBIX TMHUH. BoJbIIHHCTBO
ciaydaes MJIC-® — 310 PAUB-®. [Tockosbky y 5Toi KaTe-
ropuH GOJILHBIX aCMUpaThl 4acTo HeHH(OPMATHBHbI, HaJH4YHe
TOBBIILIEHHST YHCaIa 6J1aCTOB MOXKET ObIThb TOATBEPXKIEHO TMPH
MMMYHOIHCTOXMMHYECKOM MCCJIEIOBAHHH C MOHOKJIOHAJIbHBIMH
anturenamu Kk CD34. XapaxrepubiM npusHakom PAWB-®
CJy2KUT YBEJIMUEHHE KOJIMUECTBA MErakaprHolUTOB C Pa3/IMiHbIM
10 pa3Mepy CreKTPOM KJIETOK ( BKJIIoUast MUKpOMerakapHoLHnThl )
1 BbicoKasi crenenb aucniazuu. Caydan PAUB-® moryt ObiTh
Mopdosiornueck  GJM3KM  TaHMHEJ03y ¢  MHeJ0hHOPO30M,
paHee paclleHHBAcMOMYy KaK OCTPBIHl (3/0Ka4eCTBEHHBIH )
muenotpnopo3d. OH OTIMYACTCS OCTPBLIM HAYAJIOM C JIMXOPAIKOH
1 601610 B KocTsX. [TockosbKy pu6po3 KocTHOro Mo3ra MoxeT
BBISIBJISITLCS] [IPH MUEJIOMPOJIH(EPaTHBHBIX HOBOOOPA30BaHUSIX
(MITH), npu peakTHBHbIX FeMOMNO3THYECKHX COCTOSIHUSIX (TaK
HaabiBaeMble BY-accounnpoBantbie Muesonatiu), To 10J1K-
Hbl ObITb MCKJIIOUEHbI YKa3aHHbIE TPHUHHBI.

MAC ¢ n3onupoBanHoii del(5q)

Arot Bapuant MJIC, paHee Has3biBaeMblll «CHHIPOM H(->»,
MCIOJb3yeTest Jylsi 0003HAUeHHsT CJIydyaeB C MaKpOLUTaPHOH
aHeMKer, HOPMaJIbHBIM HJIH MOBBILIEHHBIM YHCJIOM TPOMOOLIH -
TOB U TUIOMJIa3Uel PUTPOUHOTO POCTKA B KOCTHOM Mo3re. OH
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BCTpEUaeTCsl YacTo y XKEHIIUH TP MeudaHe Bo3pacta 67 Jer.
Yucsio 61acToB He mpeBblaeT 5 % B KOCTHOM MO3re M MeHee
1% B nepudepuyeckoli KpoBH. BoJbIIMHCTBO CHMMTOMOB
CBsI3aHO C aHEMHel, KoTopas 0OBIYHO HMEET MaKpOLMTAapHBIH
xapakrep. TpoMOOLKMTO3 BhISIBJSCTCS Y 1/3_ ‘/2 O0JbHBIX, TPOM-
6ouuTonenus He HabJI0IAeTCs.

KocTHblit MO3r THmep- WM HOPMOKJIETOUHBIN, Kak Tmpa-
BUJIO, C 3PUTPOMAHON runomnsazuedt. Yuejao merakapuouuton
MOBBILIEHO WJIH HOPMAaJIbHO, OMPENEJISIIOTCS IUCIIACTHIECKHE
OJIHOSIIEPHbIE WJIM TUIOJIOGYJIsipHble (hopMmbl. B nporuBoro-
JIOXKHOCTb 3TOMY JUCIUIA3Us SPUTPOUIHON U FPAHYJIOLHUTaPHON
JIMHUF He BbIpaykeHa.

EnuHCTBeHHAsi IUTOTeHETHUIECKAsh aHOMAJIUs BbIpaXkaeTcs
B JIeJIelIl XpOMOCOMBI 5. Pa3Mep 3To# ey U TOUKH pa3phbl-
BOB BapbMpyIOT, 0iHako peruon q3 1 -q33 Beerya yrpaueH. B stom
peruoHe mpejrnoJaraeTcs norepsi reHa omyxoJaeBOH CyTnpecchu.
Kpome Toro, mnpuumny 3a6oseBaHUs TIPEANONOKHTETBHO
CBSI3BIBAIOT ¢ yTparoli rena PRS14 u nedexrom (yHKUIMH pH-
60ocomHOrO Genka, KoTopbii oH Koaupyet. [launents ¢ del(5q),
Y KOTOPBIX OMpPEAESIOTCS APyrie XpPOMOCOMHbIE aHOMaJIHK (3a
UCKJIIOUEHHEM yTpaThl Y-XPOMOCOMbI) HJIH U3OBLITOK OJIaCTOB,
JIOJIKHBI ObITb UCKJIIOYEHbl U3 3TOH Kateropuu. B HeGoJblIMX
TpyIIax JiMil ¢ H30JUPOBaHHO JeJielinell (5q) o6HapyKrBaeTCs
onHoBpeMenHo MyTaiust JAK-2 V61 7F 1o Tex nop rnoka jaHHble
M0 KJIWHAYECKOMY TEUEHHIO aHAJIOTHUHBIX CJydaeB He OyuyT
co6paHbl 1 HEe BBIICHEH OTBET Ha Teparuio, B YaCTHOCTH JieHa-
JIMIOMHTIOM, PeKOMEHIOBaHO KJaaccupuippoBath nux kak MJIC
¢ usonuposantoii del(5q), a ne kak MJIC/MITH, Ho oTmeuath
Hasnune myraunn JAK-2 B inartose.

Muenognecnnactuyeckunii CHHAPOM HEKNACCHBUYMPYEMbIH

MJIC-H — Bapuautr MJIC, npu KOTOpPOM OTCYTCTBYIOT
MpPU3HAKK, CBONCTBEHHbIE Il Kakoro-nu6o Bapuanta MJIC.
YCTaHOBJIEHO TPH MOPHOJIOrHUECKUX KPUTEPHUST IS BKJIOUEHHST
MalMEHTOB B 3Ty KATETOPHIO.

1. PedpakrepHasi {UTONEHUS C YHU- WM MYJILTHIMHEHHO
qucriasuedt (PLIYIT win PLIMUT), Ho ¢ 1 % Gaacrtos B nepude-
DUYECKOU KDPOBH.

2. MyJbTHIMHEHHAs TUCTIJIAa3nsl ¢ NaHUMTONEHHEH, B OT-
mare ot PLIMJL, 1719 KoTOpo# crelMduuHbl TOJIBKO YHU- HJH
OUIUTOTIEHHUS.

3. Tlepcucrupyomas uuronenusi(u) ¢ 1% uan menee
6J1aCTOB B KPOBH U Menee 5 % B KOCTHOM MO3re, ¢ HEUETKOIl
JMcriasuen (< 10 % KJIeTOK OAHOH WJM GoJiee MUEeJOMIHBIX
JIMHUIT), @ TaKXKe ¢ LUTOreHeTHYeCKMMH aHOMAJIUSIMU, CUUTAIO-
LIMMHCS IPENOJNOKUTENbHBIMU I0Ka3aTenbeTBamu MJIC.

[Mauuentol ¢ MJIC-H 10/mKHDBI ObITH THIATEJILHO OTCJIENKE -
HbI JUIs1 YCTAHOBJIEHHsI Nlepexoia B 0oJiee KOHKPETHbIH BapuaHT
MJIC. B 3Tux ciyyasix QuMarHo3 BapuaHTa COOTBETCTBEHHO
peknaccugpuumpyeres. Hacrora nepexona B OMJI, Tak ke Kak
1 BbXKMBAEMOCTb, TIPH 3TOM BapUaHTe MOKAa HEM3BECTHA.

OBCYXIAEHUE U 3AKNTHOYEHUE

Takum o6pasom, coBpemMeHHasi anarHocthka Bapuanto MJIC
¥ auddepeHnanbias AMarHocTiKa ¢ APYruMH HapylleHHsIMHU
remMorossa 0a3upyloTCsl Ha KOMIIeKce JlabopaTOpHbIX HC-
CJIeI0BaHUI KPOBH, aclupaToB M TPEeNaHOOMONTATOB KOCTHOTO
mozra. CiyelyeT NOAYEPKHYTb, YTO LIUTONEHUS] U OOJIBLLIMHCTBO
JIUCIJIACTHYECKUX TPU3HAKOB HenatorHoMoHudHbl st MJIC.
OHH MOTYT BCTpeUaThCst MPU PasIHIHBIX HO30J0THYECKHX (hop-
Max, B T. Y. IPH aHEMHUSIX PA3JIUYHOM STHONOIHH, HHTOKCHKALUK
TSKEJIBIMH METaJlJlaMH, aJKOTOJIbHOM MOPaXKeHUH MeYeHH, pas-
JIMYHBIX BUPYCHBIX HHMEKIUAX (HH(EKIMOHHBIH MOHOHYKJE03,
MH(PEKIHOHHBIH JTUM(OIUTO3, TeMaTHTI, IINTOMEraJoBHpyCHasT
MH(pEKIMS ), MapoKCU3MalbHOH HOYHOH TeMOTJIOOHHYPHH, Ha-

KIMHUYECKAA OHKOTEMATOJIOIMS
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cnenctBeHHol popme Gosesnn [lesbrepa, CITH /e, a takke
BCJIEICTBHE MEIMKAMEHTO3HOH Tepanuu. [lucrnoss oGHapyKu-
BaeTCsl TaKKe MPH Pas/MuHbIX Apyrux remobaacrodax: OMJI,
MI[C/MHH, Mpu TepMUHasbHbIX cTagusax MITH.

B asroputm o6c/ie/1oBaHust MalMEHTOB ¢ MO03PEHHEM Ha
MJIC BKJIOUEHBI KJIMHUUECKHE, MOP(OJOTHIECKHE, IUTOXUMMU-
yeckue, OMOXHMHUUYECKHE, UMMYyHO(EHOTHITHYECKHE, 1IUTOreHe -
THYECKHE, MOJIEKYJ/ISIPHO-OGHOMIOTHYECKHE, BHUPYCOJIOrHYeCKHe
U IPyrHe UCCIIeNoBaHUsT KDOBH H KOCTHOTO MO3ra, B T. U.:

1) o611M# KIMHUYECKUH aHAJIM3 KPOBH C TOJICYETOM TPOMOO-
LIUTOB, PETHKYJIOLUTOB, OLEHKOH KOJIMYECTBEHHbIX TOKa3aTesel
s51eMeHTOB KpacHoii kposu (MCV, MCH, MCHC) na remarouio-
TMYeCKOM aHa/ju3arope, nojcueroM remorpammbl Ha 200 kjeTok
C OLIEHKOH MOP(OJIOTHIECKHX 0COOEHHOCTEH KIETOK KPOBH;

2) uWccsenoBaHMe acrmuparta KOCTHOTO MO3ra C orpeje-
JIeHHeM KJIETOUHOCTH Ha TeMaToJIOTMUeCKOM aHaJu3aTope,
NoJCcUeTOM MHUeJorpaMMbl ¢ He MeHee yeM 500 KJIeTOK, yncia
cHaepo6IacToB, UMMYHO(MEHOTHITHYECKOTO H LIMTOMeHETHYECKO -
ro UCCJIeIOBaHN;

3) TpenaHo6HOMNCHST KOCTHOTO MO3ra;

4) onpenenenue copepxkanue Butamuna B, dosnatos,
(beppuTHHA, XKeJie3a, MeM B CbIBOPOTKE;

D) JIOKyMEHTaLHs1 YacTOThl TePeJUBAHNHI KPOBH, YCTAHOB-
JieHue TpaHchy3HOHHOH 3aBUCUMOCTH.

[TpencraBsienHble JlaHHbIE CBUJIETE/NLCTBYIOT O HepelleH-
HOCTH MHOTHX anarHoctuuecknx npodaem MJIC. Henocratouto
TOYHbBI KDHTEPUH MOP(OTIOrHUECKOH OLIEHKH PU3HAKOB JIHCIIIA-
3K 3JIEMEHTOB KPOBETBOPEHHSI, UTO MPUBOJUT K CYLIECTBEH-
HOMY Pas3bpocy AaHHBIX O 4YaCTOTE BapHAHTOB 3aboJeBaHHsl
B JIMTEpATYpHbIX HCTouHHKax. Ocralores AHCKyTabesbHbIMHU
napameTpbl MMMyHO(EHOTHITHPOBAHUS W THCTOJIOMMUECKOTO HC-
CJleI0BaHUs TPenaHoGHOoNTaToB.

B cBsi3u ¢ 3THM B NOCJ/I€/IHUE TO/IbI T10C/Ie OIyOIMKOBaHHS
kaaccudukamun BO3 2008 r. npofoskanTes HCcael0BaHus
B psijle KPYIHBIX KIMHUK Ha GOJIbLINX IPYNNax G0JbHbBIX C LE/bI0
YCTaHOBUTH G0Jiee TOUHbIE JMArHOCTHUECKHE KPUTEPHH H Olle-
HUTb WX 3HAYUMOCTb JUlsl MporHosa. Tak, jJeTasbHbI aHa/IM3
MOpP(OJOrHIECKHX KpUTEpHEB Ha GOJIBIIOM Uucae HaGI0AeHHT
(2773 nauyenTa) Obl1 MPOBEJIEH repMaHcKoi rpynmoi. JIu3s-
PUTPOI033 OblJ KOHCTATHPOBAH B BUJIE HAPYLLIEHHs CO3peBaHHsI
knetok (57 % caydaes), MeranoGaactougHoctn (56 %),
sepHbix Hapywennii (40 %), muorosteproctn (35 %). Tlpu
JMCTPaHyJI01033e JeBblil cABHr onpeaescs y 54 % GOoNbHDBIX,
nceB/onebrepopekue Gpopmbl Helitpoduios — y 39 %, runo-
rpanyasiprocth — y 37 %. HauGosee yacTbiMu npusHakamu
JcMerakapHoLUTONo033a Obuin aedekT cospesanus (55 % Ha-
Gaofenuii), onHosaepuble Gopmel (35 %), runepcerMenTaLys
anep (32 %), mukpomerakapuouuthl (29 %). JuarnocTuuecku
BayKHBIMH OKa3aJsliCh CJIeyIolIHe MPU3HAKK: 4acToTa THIorpa-
HYJISIPHBIX (DOPM, TCEB/IOTE/IbrepPOBCKUX (hOPM, MHKpOMeraKa-
PHOLIMTOB M OJHOSIIEPHBIX MErakapuoluuToB. DTH 4 mapameTpa
B COUETAHMHU C YHCJOM GJIACTOB KPOBH H KOCTHOM MO3Te 103B0-
JISIIOT 4eTKO oxapakrepusoBath Bapuantbl MJIC B cootBeTCTBHM
c knaccudpukanuern BO3 2008 r. y 6osbinHeTBa 60/BHBIX [ 14].

Ha | -1t EBponeiickoii pa6oueit kondepenunn LeukemiaNet
B 2009 r., MoCBSILIEHHON CTaHIAPTH3ALUH TapaMeTPOB LUTOG-

moopumerpun npu MJIC, OblH ycTaHOBJIEHBI MHHUMaJIbHbIE
JMarHocTHyeckue KOMOMHALMM aHTHTeN JUIsl OlpelesieHust
abeppaHTHOrO UMMyHOeHOTHNAa U aucniasud. JlaHuble
IUTOGIIOOPUMETPUH  06paslioB ¢ abeppaHTHBLIM (HEHOTHTIOM
KOPpeJIMpoBaiu ¢ MOP(OJOrHIeCKUMH TapamMeTpaMu BapHaH-
toB MJIC ¥ J0MOJIHAIN MPOTHOCTHUECKHE cHcTeMbl. OpHaKo
pabouasi Tpymnmna B 3aKJ/l04eHHe c¢ies1ana BbIBOJ 0 HEOOXOUMO-
CTH B Oy/IyllleM BasMallii MapKepoB U CTAHAAPTH3ALMH TaHHBIX
MHOTOLIEHTPOBBIX HccnenoBanuil. OcoObI MHTEpeC CerofHs
TMPEJICTaBJISIIOT TIEPCIEKTHBHBIE PAGOThI 110 ONpPEeJIeHHIO 0CO-
GeHHOCTEN UMMyHO(EHOTHIIA HauboJIee CJI0KHBIX B IMarHOCTH-
ueckoM otHoleHun Bapuantos MJIC (PLLY/T u PLIMI) [ 15].

B saxstoueHne MoKHO cKasaTb, 4To kaaccudukauus BO3
2008 . focTaToOuHO CJI0XKHA /IS €€ TTPAKTHIECKOTO MPUMEHEHHS.
Cyl1eCTBYIOT HEKOTOPbIE Pa3HOI/IACHS B YaCTOTE LIUTONEHUH MPH
Bapuantax MJIC npu corocTaBieHlH JaHHbIX Pa3HbIX TaGJHLL,
MPUBOJUMbIX B YKa3aHHOH KJ1aCCHPUKALMU. DTH HEOCTATKH OT-
pakaloT HepeleHHOCTb Mpobsembl anarHoctikn MJIC. Bepo-
SITHO, Yepe3 KaKoH-To MPOMEKYTOK BpeMeHH B HOBOM BapHaHTe
9TH HEJ0CTATKH Oy/lyT yCTpaHeHbl 3a CUET YTOUHEHHUsT KPUTEPHEB
WJIH MCTT0/Ib30BAHNST HOBBIX METOIHYECKHX TTO/IXO/I0B.
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