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Baudasa

d3aUUTUONH ang nHbekumi

Haunbonee achdekTBHasA M XOPOLLO NepeHOCUMan Tepanus
Yy NaLUUEHTOB C OCTPLIM MNUENOBNACTHLIM NEUKO30M, KOTOPbIM
He MOXeT ObITb Ha3Ha4yeHa BbICOKOAO3HAA Tepanus

BbICOKAAA SOOEKTUBHOCTD

Mo CPAaBHEHNI0 C HU3KUMU A03aMM LuTapabuHa

I.I. Kpyrnukoe, M n. nexapcxuu
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MUKPOCKOIIMYECKOIO
U YIIETPAMUKPOCKOMHYECKOTO
CTPOEHMUSI KJIETOK,
TK AHEI
11 OPTAHOB

XOPOLUAA NEPEHOCUMOCTD

Mo CPaBHEHMIO € BbICOKOA03HON XMMUOTepanuen

CHUMKEHME YACTOTbI TEMOTPAHCOY3UN'

BAMAA3A (asauntuamH)

10.W. AdaHacbeB
.
E.®. Kotosciin

A H. Auxosciuii

Per. N: JICP-003474/10-080612. MNoka K I Baipasa nj TCA nA B3POC/bIX 60/bHbIX, KOTOPbIM He MOXeET 6bITb
BbINONHEHa TPaHCMIAHTaLUA FeMONO3TUYECKINX CT IX KNETOoK, wux: muenoancnaactTnyeckuini cuiapom (MAC) c Bbicokon nnm
NPOMEXYTOUHOIA-2 CTeNeHblo pUcKa Nno wkane IPSS; ocTpblit MMenouaHbIN 1IeKO3; XPOHNYECKUII MUEeIOMOHOLUTaPHbII Nelikos 6e3

npu MAC. Npot a no YYBCTBUTENbHOCTb K a3aLUTUANHY AN APYruM KOMMNOHEHTaM npenapara.
PacnpocTpaHeHHble MeTacTasbl B neyeHn. bepemeHHOCTb 1 nepuoA KopmieHusA rpyablo. fleTckuii Bospact. Cnocob npumeHe-

HMA 1 fO3bl: NOAKOXKHO B 06N1acTb Npeanneybs, 6eapa unu xnsota. Nepep BBeAeHNeM peKOMeHAYeTCA Ha3HaYUTb NPOTNBO-
PBOTHble Npenapatbl. HauanbHaA fosa Baiigasbl npn nposeeHNN NEPBOro LKNa Tepanum ANA Bcex 60/bHbIX cOCTaB-
nAet 75 Mr/m2 NoBepXHOCTY TeNa, eXXeJHEBHO B TeueHue 7 fiHell ¢ nepepbiBoM B 21 AeHb (28-AHEeBHbIN TepanesTu-
yeckuin yukn). He meHee 6 LMKnoB. JleyeHue NPoOAOMKAIOT A0 TEX NOP, NOKa coxpaHAeTca ero 3pdpekTnBHOCTb. Kop-
p A03bl NpYN CMMNTOMOB reMaToNIornyeckoil TOKCMYHOCTH, 0C06 >CTUN UC yor-
AENbHbIX FPYNN NaLMeHToB, a TaKXKe peKoMeHAauun No NPUroTOBJIEHIO PacTBOPa U NPOBEAEHMNIO UHbEKLMIA:

CM. B NOJIHOWM VIHCTPYKUMM K npenapary. Mo6ouHoe felicTBUE: O4eHb YacTo (21/10): HeliTponeHus, ebpunbHan
HenTp , TPOMGOLMTONEHUA, aHeMus, Anapes, 3anop, TOWHOTa, PBOTa, 60/b B XKUBOTE, aHO-
peKcvm, roNloBOKpY»KeHue, ronoBHas 6onb, OAbILLIKA, NeTeXUM, 3yA, Chifb, SKXUMO3bI, apTPANTUSA, MHEBMOHMS,
Ha3odapuHruT, 60nb N NokpacHeHue, Hecneund Kue peakuum B MecTe UHbeKUMN, cnabocTb, nuxopaaka,
60nn B 06nacTu rpyaHoin Knetku. Yacro n Heyacto peruc-rpvnpyemme no6oyHble AeNCTBMA: CM. MONYI0 MHCTPYK-

umio K npenapary. MepefnosupoBkKa: npu nepefo3npoBKe peKOMeHAYeTCA MOHUTOPUPOBaTh NoKa3aTenu Kpo-

BU M Tb noaAer ney , cneyu$puyeckoro aHTUAOTa He cyulecTByeT. JlekapcTBeHHoe
B3aUMOZeNCTBME: CM. MOJIHYI0 vmc-rpyxl.umo K npenapaty. Oco6ble ykasaHUA; 6uoxummnyeckne u KNMHNYecKne
noKasaTenu KpoBM AOKHBI PEryIApHO MOHMTOPUPOBaTbCA. MyXUMHbI 1 XKEHLWNHbI, CNOCOGHbIE K 1€TOPOXKA-
€HUI0, AOMKHbI NCNONb30BaTb 3¢ peKTUBHbIE MeTOAbI KOHTpaLenuun Bo Bp ne NBT 3 mecsAueB
nocne ero okoH4aHus. opma Bbinycka: nModunnsar ANA NPUroToBAEHNA CYCNeH3nn ANA NOAKOKHOTro

BBeAeHuA. 1 pnakoH: 100 Mr asaunTnanHa. YcnoBua oTnycka Us anTek: No peuenty.

Mepepn ncnonbsoBaHnem npenaparta 03HaKOMbTECh C MOMIHOWN MHCTPYKLMEN NO NPUMEHEHUIO.

3a gononHutenbHol nH$opmaymeil o6pawainTecs B MpeacTaBUTeNnbCTBO KOpnopauun
«CENAMEH UHTEPH3LUH XONAUHI 3 KOPMOP3MLUH» (CLUA) Aapec npeacTaBuTeNnbCTBa:
125047, MockBa, yn. 1-aa Teepckaa-imckas, A. 21, 2 stax

Ten. +7 495 777 6 555; ®akc +7 495 213 09 49 ! Fenaux P, et al. ) Clin Oncol. 2010;28;562-9
2Fenaux P, et al. Lancet, 2009

Peknama
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U3AATEABCTBO «MEAULLUHAY
MPEAAATAET BALLEMY BHUMAHUIO KHUTHU:

3AOKAYECTBEHHbIE HOBOOEPA3OBAHMUS KPOBETBOPHOM
U AMMPOUAHON TKAHU Y AETEN

Moa peaakuuein akaaemmuka PAMH A A. AypHoBa
PykoBOACTBO AAd Bpa4en, 2001

ISBN 5-225-04581-2

B pyKOBOZICTBE M3JI0XKEHBI BOIIPOCHI T€MATOJIOTHH M OHKOJIOTHH. PaccMOTpeHa KiIMHHYeCcKasi naTto(pusu-
ororust ¥ (hapMakoTepanust 3a00JIeBaHHH, OCBEIIEHEI HOBBIE IIPOTPECCHBHBIE TEXHOJIOTUH JHATHOCTHKU (MO-
JIEKyIAPHO-OHOIOTHIECKHE METO/bI, KOMIBIOTEpHAst TOMOTpadust, IMMYHOJIOTHYECKAE U MHOTHE JpyTue) u
JIeUeHHUS (XUMHOTEPAINs, TPAHCIIAaHTALs] CTBOJIOBBIX KJIIETOK KOCTHOIO MO3Tra, COIPOBOAUTEIbHAS TEPAIIHS).
[IpencraBneHHast KHUTa IIOMOKET YUTATEISIM YITyOUTh CBOU ITO3HAHMUS IO MHTEPECYIOIINM BOIIPOCAM.

Jlnst meuaTpoB oO1ero npoduis, Bpadel pasiHyHbIX CHEUaIbHOCTEH, B TIEPBYIO OUEPEIh FEMATOIOrOB
U OHKOJIOTOB, a TAKKe JUIS CTYIEHTOB MEIUKOB CTapLIUX KypCOB.

ATAAC cI>.\/HKLI.VIOHA‘AbHOFI MOP®POAOTNUN KAETOK KPOBHU

N COEAUHUTEABHOU TKAHU

I.I. Kpyramkos, M.U. Mekapckum

Y4eBHO AUTEPATYPA AAL CTYAEHTOB MEAMLIMHCKMX By30B, 2005
ISBN 5-225-04090-X

Hacrostmee moco6ue siBisieTcst aTracoM-MOHOrpadmei, Tae MPeaCcTaBIeHbl OPUTHHAIBHBIE TAHHBIE aBTOPOB,
HOJTy4YEHHbIe HA SKCIIEPHMEHTAIFHOM U KJIMHUYECKOM MaTeprajie M aJalnTHPOBaHHbIC UIsl CAMOCTOSITEIBHOTO U3~
y4EHHsI CTYJICHTaMH COIVIACHO y4eOHBIM IporpamMmMamM KypcoB TMCTOJIOTUH U MaTojiornyeckoi anaromuu. [1puse-
JICHBI CKAaHMPYIOIINE U TPAHCMHCCHOHHBIE AMIEKTPOHOTPAMMBI, & TAKKe WILTIOCTPAIUH, JEMOHCTPHPYIONINE BO3-
MOXXHOCTH JIPYTHX METOJIOB MOP(OIOTHYECKOro aHaam3a. Marepuaisl ariaca 0TpaxaloT (yHKIHOHAIBHYIO MOp-
(ororHIo KIIeTOK TKaHeH BHyTpeHHeH cperpl. Kpome Toro, B HeM Npe/ICTaBIIeHbI U IPYTHE CTPYKTYPBI: BOJIOKHA H
COCY/TBI MUKPOIMPKYIISITOPHOTO PyCIIa.

JIst CTy/IeHTOB, aCIIMPAaHTOB, MOJIOZBIX YYCHBIX, pa0OTAIOIINX B 00JAaCTH THCTOJIOTHH, UMMYHOJIOTUH, HH-
(hexmoHHBIX Oose3Hel, TpodecCHOHaTBHBIX 3a00IeBaHUI, KOCMIUYECKON OHOIOTUH U JIp.

ATAAC MUKPOCKOMNHUYECKOTO U YALTPAMUKPOCKOMUYECKOTO CTPOEHUSA KAETOK,
TKAHEU U OPTAHOB

B.I. EAucees, 10.U. AdbaHacbes, E.P. KoTtoBckui, A.H. ukoBckui

Y4ebHas AUTEPATYPA AA CTYAEHTOB MEAMLIMHCKMX By30B, 2004

ISBN 5-225-04524-3

JlanHO€e yueOHO-MEeTOANYECKOE [T0COOHE aIPeCOBAHO CTYACHTaM MEANIIMHCKUX BY30B, H3YYalOILHX THCTO-
noruro. OHO MpeHA3HAUCHO JJISl UCTIONb30BaHUS Ha Ta00PAaTOPHBIX 3aHITUAX MPH paboTe ¢ MUKpOTpenapara-
MH, a TaK)Ke IS CAMOCTOATEIBHOM MOATOTOBKH K 3aHATHSAM, 3a9€TaM U 9K3aMEHaM.

ATitac MOXeET OBITh TAKXKE MOJIC3CH CTYACHTaM U IPpHU U3YUCHUUN TaKUX MOpd)OJ'IOFI/I‘IeCKI/IX JUCHHUIIINH, KaK
HOpMaJibHas U MaTOJIOIrnYICCKast aHaTOMMUS.

KAUHUHECKAS OHKOTEMATOAOTUSA

Moa peaakuuei npocdeccopa M.A. BoakoBoM

PYKOBOACTBO AAd BPpOYEU. M3aaHME BTOPOE, NepepaboTaHHOE 1 AONOAHEHHOE, 2007
ISBN 5-225-04834-X

Bropoe m3nanue (nepsoe Boiwio B 2001 1) 3HAYUTENEHO pacipeHo U 00HOBIEHO. OHO COTEP)KUT 2 4acTu U 5
paszziesnioB. B nepBoii yacTH H3110)KeHbI OCHOBHBIE CBE/ICHHUSI O KPOBETBOPEHUH, MOJICKY/ISIPHO-OHOIOT HUECKHE H3Me-
HEHHMS B OITyXOJIEBBIX KJIETKAX BOOOIIE X B KPOBETBOPHBIX KJIETKaX IIPU reMo0J1acTo3ax, paCCMOTPEHBI MEXaHU3MBI
JICHCTBUS LIITOCTATUYECKUX CPEICTB. BTOpas yacTh BKIIFOYACT [BA KIMHUYECKUX Pasziesa, B HUX IPUBE/ICHA Kiac-
cuduKarys, NoAPOOHO MPEICTABICHBI AITUIEMUOIIOTHS, TUArHOCTUKA, KJIMHUKA U Teparus reMo0JIacTo30B ¢ U3JI0-
JKEHHEM COBPEMEHHBIX MPEICTaBICHHI O MaTOTeHe3e M CBECHNH O TOCIISHIX JOCTIKEHHSIX TePaITiH JISHKO30B
1 1UM(OM, PACCMOTPEHBI PUYKMHBI K MEXaHW3MbI BOSHUKAIOIIMX [PU TeMOOIaCTO3aX OCIOKHEHHIT U UX JICUCHHE.

JUst KITMHHUIECTOB-TEMAaTOJIOTOB M OHKOJIOTOB, TEPAIleBTOB, CTYAEHTOB MEAUIMHCKHUX BY30B, IIAHUPYIO-
[IUX CHELHATM3UPOBATECS B OOJACTH OHKOJIOTHU W FeMaTOJIOTHH, JUIsl MpejcTaBuTeneil GyHIaMeHTaIbHBIX
HayK, pa0OTalONINX B 9TUX 00IACTAX.
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Bce npasa 3anmensr. Hu ofHa 9acTh 9TOro H3AaHHUs HE MOXKET OBITh
3aHEeCeHa B aMsTh KOMIIBIOTEPA, JIMO0 BOCIIPOU3BEACHA JIIOOBIM CII0-
coboM 6e3 MpeABAPUTEIFHOTO MICEMEHHOTO PA3pEIICHHUS H3ATeIsI.
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BbI26KUBAEMOCTb BOJIbHbIX MUENOAUCNNACTUYECKUM CUHAPOMOM
DE NOVO C AENELVEN del(5q)

C.B. Tpnuaes, N.C. MapTbiHKeBuY, E.B. MNeTposa, J1.C.MapTbiHeHKo, U./. KocTpoma, M.I1. iBaHOBa,
H.IO. LibibakoBa, M.A. Kosnosckas, A.H. Ceprees, C.A. TupaHoBa, H.A. [oTrxoHOBa,
K.M. AboynkagblpoB

OIrbY Poccninckunii HayuHO-UCCnefoBaTeNbCKMN MHCTUTYT rematonoruu n TpaHcdysmonorun ®MBA,
CaHkT-lMNeTepbypr.

Pe3tome. Jeneumnn del(5q) sBnaetcs ogHoM 13 yacTbix abeppaumii y 601bHbIX de novo MUenoancnnacTu-
yeckum cmHgpomom. CoyeTaHme € apyrumn abeppaumamy U pasHbIM KOMMYECTBOM ONaCTHbIX KIETOK B KOCT-
HOM MO3re ABUIIOCb OCHOBAaHUEM [Nsl 13yyeHus o6Lel BbikBaemMocTu (OB) 60MbHBIX MUENOANCINIACTUYECKIM
cnHgpomom (MIC) ¢ del(5q). bbinn otobpaHbl nctopun 6onesHn 40 60nbHbIX, MeraHa BPEMEHWN HabnogeHWs
3a KoTopbIMU cocTaBuna 11 mec. Mpu pacnpeneneHn 6onbHbIX B rpynnbl ¢ n3onupoBaHHoi del(5q), del(5q) ¢
OfIHOW AOMONHUTENIbHON abeppaumeit U He MeHee YeM ¢ ABYMA abeppaLimamm YCTaHOBNEHO 3HAUMMOe pasfinymne
8 OB; p = 0,000. BbkriBaeMOCTb 60IbHbIX B MEPBbIX rpynnax He pasnuyanach. Mpu o6beanHeHnn 60bHbIX B OAHY
rpynny v cpaBHeHun OB 60nbHbIx ¢ del(5q) ¢ He MeHee Yem ABYMA AOMONHUTENbHBIMY abeppaursamy pasnuune
0CTaBanocb 3HauMbIM — 17,2 1 6 mec; p = 0,000. MegmaHa OB 60nbHbIX, 06 beAMHEHHDBIX B FPYNMbl MO KONYe-
CTBY ONaCTHbIX KNETOK B KOCTHOM Mo3re (KM) go 5, 5—9 1 10—19%, CTaTUCTUYECKN 3HAUYMMO pasnnyanach; p =
0,001. B T0 ke Bpems He 06Hapy»keHOo pa3nnunsa B OB 6051bHbIX € 136bITKOM 6nacTHbIX KneTok. Mpu cpasHeHun OB
6051bHbIX C MeHee 5% 1 5% 1 6onee 6NacTHBIX KNETOK pasnunyre 6bi10 CTaTUCTYECKN 3HaUMMbIM — 18,8 11 9 mec;
p =0,000. B MHOrodakTopHOM aHas3e yCTaHOBJIEHO, UTO KapyOTW (ABe rpyrmbl) U KONMYECTBO 6/1acTHBIX KNETOK
8 KM (gBe rpynnbl) ABAATCA HE3aBUCUMbIMU MPOrHOCTMYECKM PpakTopamu y 6onbHbix MAC de novo c del(5q).

Kniouesble cnoBa: mueroducniacmudeckul cuHdpom, del(5q), sbixxusaemocme

SURVIVAL OF PATIENTS WITH DE NOVO MYELODYSPLASTIC SYNDROME AND del(5q)

S.V. Gritsaev, I.S. Martynkevich, E.V. Petrova, L.S. Martynenko, I.I. Kostroma, M.P. lvanova, N.Yu. Tsybakova,
M.A. Kozlovskaya, A.N. Sergeyev, S.A. Tiranova, N.A. Potikhonova, K.M. Abdulkadyrov

FSBI Russian Research Institute of Hematology and Transfusiology of FMBA of FMBA of Russian Federation, St. Petersburg.

Summary.Del(q)isoneofthecommoncytogeneticabnormalitiesin patients with denovo myelodysplastic
syndrome (MDS). Frequent combinations with other abnormalities and different bone marrow (BM) blast
counts suggested evaluation of overall survival (OS) in MDS patients with del(5q). Case histories of 40 patients
were selected, who were followed up during an average period of 11 months. Comparison of patient groups
with del(5q) alone, del(5qg) with one more abnormality, and del(5q) with at least 2 more abnormalities showed
a significant difference in their OS (p = 0.000). The OS of patients with isolated del(5q) and with del(5q) with one
additional abnormality was the same. Hence, these two patient groups were pooled and the OS of this united
group differed significantly from that of patients with del(5qg) with at least 2 more abnormalities (17.2 vs. 6.0
months, respectively; p = 0.000). The median OS of patients with < 5%, 5—9%, and 10—19% BM blasts differed
significantly and did not differ from that of patients with BM blast excess. The OS of patients with less than 5%
BM blasts differed significantly from that of patients with 5% or more BM blasts: 18.8 vs. 9.0 months; p = 0.000.
Multivariate analysis demonstrated that the caryotype (2 groups) and number of BM blasts (2 groups) were
both independent prognostic factors in patients with de novo MDS and del(5q).

Key words: myelodysplastic syndrome, del(5q), survival

[IporrosupoBaHye BEHKUBAEMOCTH B PUCKa TpaHCHOp-
Mallui B OCTPbIi MuenounHblit jeriko3 (OMJI) smisiercs
00s13aTebHBIM YCIIOBHEM BEICHHUSI OOTbHBIX MUEIIOUCILIA-
cruaeckuM cunapomoM (MJIC) [1—3]. D10 00ycioBieHO
OMOJIOTUYECKOM TeTePOreHHOCTHIO 3a00JIeBaHMs, OTpasKe-
HHEM KOTOPOH SIBJISIETCS] MHOMOOOpa3He TeMaTolIorHYeCKUX
BAPHUAHTOB M MOJICKYJISIPHO-TEHETUUECKUX TTOBPEKICHUN U
KaK CJIe/ICTBUE BapHaOeNIbHOCTh KIIMHUYECKOTO TEUCHHSL.

JI71s1 KoppecnoHIeHINH:
Ipuyaes Cepeeii Bacunveguy, nOKTOp MeHA. HayK, IIaBHBIN HAy4HBIN
COTPY/IHUK KJIMHHYECKOTO OTIEJCHUS XHMHOTEPAlMu reMalliacTo3o0B,
JIenpeccuil KpOBETBOPEHHUS M TPAHCIUIAHTALMH KOCTHOro Mo3ra ®I'bY
PoccHUUI'T ®MEBA Poccun
Anpec: 193024, Poccusi, Canxkr-IletepOypr, yi. 2-s1 CoBetckasi, 1. 16.
Tenedon: 8(812)717-54-68.
E-mail: gritsaevsv@mail.ru

VYxy/uienne BbDKUBaeMOCTH 4acTu 0ombHBIX M/J[C
BBI3BAHO IPOTPECCUEH C YBEIMYCHHUEM COJICpKAHUS
ONMacTHBIX KJIETOK B KocTHOM Mo3re (KM) u Headdek-
TUBHOCTBIO MPOBOJMMOIO JieueHus. B npyrux cmyua-
SIX IPUYUHOM JICTAJTHLHOTO MUCXOJIA SIBJISIETCS YCHIICHUE
TSOKECTH I[MTOIICHUHU BCIICACTBUE IMPOTPECCUPYIOMICH
HeAPPEKTUBHOCTH KOCTHO-MO3TOBOTO KPOBETBOPCHUSI.
Hapacratomiee cHnxeHre KOHIIGHTPALMK TeMOTIIO0HA
COTIPOBOKJAETCSl CEPbEe3HBIMH HapyHICHUSAMH (DyHK-
MW BHYTPEHHUX opraHoB [2, 4]. JlomomHUTETHHOE
MOBPEXIAtoIee NeWCTBHE HA MUOKAp/ W MEYeHb OKa-
3BIBAIOT arpecCUBHBIE (POPMBI XKeles3a, MOSBICHUE KO-
TOPBIX BBI3BAHO WMHTEHCU(UKaUEH TpaHCPy3HOHHOH
Teparnuy, HalpaBISHHOW Ha TOJJIepXKaHUe IpHeMIIe-
MOTO KauecTBa *HU3HU [5, 6]. B cBoto ouepens TpomM060-
[UTOIICHHSI U HEHUTPOIICHUS CIIOCOOCTBYIOT Pa3BUTHIO
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TSKEITBIX TEMOPPArHIeCKUX U MHPEKITHOHHBIX OCIIOXK-
HeHuit [7, 8].

Briensror qe rpymnmsl (aKTOpOB, aCCOIMUPOBAHHBIX
¢ BepKHBaeMocThi0 OobHBIX MJIC. TlepBas rpymnma o0n-
eMUHSET (PaKTOPBI, XapaKTePH3YIOUIHe OHONOTHIEeCKUE
0COOEHHOCTH KJIETOK MaTOJIOTHYECKOTO KIIOHA, TIPUHITUITH-
TFHBIMA U3 KOTOPBIX SIBISFOTCS KOIMYECTBO KOCTHO-MO3-
TOBBIX ONACTHBIX KJIETOK M KapHoTHIl. Bropas orpaxkaer
COCTOSIHME OpraHu3Ma OOJIBHOTO U MPEAICTaBICHa TAKUMHU
TMOKa3aTesIMU, Kak OOLINii CTaTyc U KOMOPOHJHOCTb.

Coneprxanue OyacTHbIX KiieTok B KM Menee 5, 5—9
n 10—19% orpaxeno B kinaccudukanuu BO3 opra-
HOB KpOBETBOPHO# 1 TuMpOUIHOM TKaHei [9], a Tarxke
B mporHoctryeckux mxkamax IPSS [10], WPSS [11] u
MDASS [12]. Kapuotum kak ¢akTop prcKa IpeacTaB-
JIeH TIPEYK/I€ BCETO B MMPOTHOCTHYECKUX MIKaitax. B xmac-
cudpukamn BO3 1o IUTOreHETHYECKOMY NapameTpy
BBIJICJIEH TOJIKO OAMH BapuaHT. 910 MJIC ¢ uzomupo-
BaHHOM neneruert del(5q) wim Sq-cuHIPOM, XapakTep-
HBIMH [IPU3HAKAMH KOTOPOTO SIBJISIFOTCS. MAKPOLIUTApHAs
aHEeMUs1, HOPMaJIbHOE MJIM HECKOJIKO CHHKEHHOE KOJIU-
YeCTBO JICHKOIIUTOB, HOPMAJIbHOE MJTH MTOBBIILIEHHOE KO-
JINYECTBO TPOMOOIUTOB, OnacTHbIe KieTku B KM MeHee
5%, THUMOTIa3usi SPUTPOUTHOTO POCTKA M MEraKapHho-
IUTHI C THIONOOYISIPHBIM SIIPOM OKPYTIION MJTH OBaJlb-
Hoit hopmer [10, 13].

Heneuust mjMHHOrO 1ieda S5- XpOMOCOMBI OTHO-
CHUTCS K Han0OJIee YaCThIM [TUTOT€HETHIECKIM TTOBPEXK-
neansiM 'y 6opHBIX MJIC de novo [14—16]. BmecTe ¢
TE€M TaKoW OIarONpUATHBIA BapHaHT, KaK 5(-CHHIPOM,
BcTpedaercs He Oonee yeMm y 10% OGonpubIx [15—17].
Bo Bcex ocTanmbHBIX cydasx UMEETCs] U30BITOUHOE KO-
JMYECTBO O1acTHBIX KIeToK B KM u/mim BBISIBISIOTCS
JOTIOJTHUTENBHBIE XPOMOCOMHBIE abeppanuu. DTo Mo-
KET KOPEHHBIM 00pa3oM HM3MEHHUTH MpPOTHO3 3abole-
BaHMs M MOTpeOoBaTh OoJiee arpecCHBHOIO JICYCHUS
st peaynpexaeHus: Tpancopmarmn MJIC B OMII,
BKJIIOYAsi TPAHCIIJIAHTALIMIO AJTOTEHHBIX T€MOTIOdTHYE-
ckux cTBOJOBBIX KieToK (TI'CK).

YunuTeiBasi MHOTOOOpa3We BapHaHTOB COUYCTAHUS
del(5q) ¢ npyruMu XpoMOCOMHBIMH aHOMATTUSMH (I10 Xa-
pakTepy ¥ KOJIMYECTBY) U Pa3HBIM KOJIMYECTBOM OJacT-
HBIX KJIETOK B myHKTaTe KM, ocTtaercs HesICHBIM, Kakoit
13 TOKa3areiell UMeeT IepBOCTENICHHOE 3HAYeHUH NIPU
OIIpECNICHUHN MTPOTHO3a: KOJIMYECTBO OJIACTHBIX KIIETOK
WM BapUaHT KapUOTHIIA.

Lenb paGoThl — HW3y4eHHUE BIHMSHUS AOTIOJIHUTEIb-
HBIX XPOMOCOMHBIX abeppaluii v copep)kaHusi KOCTHO-
MO3TOBBIX OJTACTHBIX KJIETOK Ha OOIIYIO BBIKHBAEMOCTh
o6ombHBIX MJIC de novo ¢ nenenuel JIMHHOTO ILIeda
5-i XpOMOCOMBI.

MaTepI/IaJ'ILI n MCTOIbI

Kputepun BKIIOUCHHUS B UCCIIEN0BAHNE ObUIM CIEAYIOLIN-
MH: OTCYTCTBHE B aHaMHE3€ yKa3aHWs Ha MPEALIECTBYIOIIEE
MHEJIOUAHOE 3a00JICBaHUE W TIPOBEICHHWE INTOCTaTHYECKOI
n/umi aydeBort Tepanmy; Bepudukamms MJC wimm ero moa-
TBEpIKICHHE B TeMATOIOTHYeCKOH KiHuKe Poceniickoro Hayy-
HO-HCCJIE0BATEIILCKOTO MHCTHTYTA TeMaToIOTHH M TpaHchy-
suonorun (PoccHUUI'T) no pesynbraram Mop(onornaeckoro,
LUTOXMMHUYECKOTO, THUCTOIOTHYECKOro, MMMYHOIOTHYECKOTo
U, P HEOOXOMMOCTH, UMMYHOTUCTOXUMUYECKOTO METO/IOB
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HCCIIEZIOBaHUS. BBIMOTHEHNE CTaHAapPTHOTO KapHOIOTHYECKO-
TO UCCIIEIOBAHNS B MOJIEKYJIAPHO-TEHETHUECKOH J1Ta00OpaTopuu
PoccHUUNI'T ¢ u3yuenunem He meHee 20 metada3. OOHapyxe-
uue del(5q) He meHee uem B 3 MeTadazax.

Kpurepun uckmoueHns u3 uccienoBanus: cmydan MJIC,
BepudummpoBarable 10 2001 T., KOIMIECTBO ONACTHBIX KIle-
Tok B KM ne menee 20%, T.e. pedpaxrepras anemust (PA) c
n30bITKOM OnacTHeIX KieTok (PAUB) B TpaHchopManmu 1o
FAB-knaccu¢ukanmum; XpOHHYECKHH MHEIOMOHOIUTAPHBIN
JIEHKO3 HE3aBHCHMO OT KOHIICHTPALIMH JICHKOIIUTOB B TIepude-
puueckoii kpou (I1K); Tpancnokarms t(8;21) u uaBepcun 16-i
xpoMocoMbl inv(16), qake eCliu KOJTMYECTBO OIACTHBIX KJIETOK
B Mop(onorndecknx npernaparax KM Osi10 menee 20%.

OOHapyKeHHe TpeX He3aBHCHUMBIX XPOMOCOMHBIX abeppa-
i 1 Goree B OTHOM KJIOHE OBLTO OCHOBAHHEM IS OTIperierie-
HUsI KOMITIEKCHOTO KapruoTuma. Cirydan ¢ AByMs ayTOCOMHBIMHU
MOHOCOMMSIMH U 00JIee MM OMHOYHOH ayTOCOMHOM MOHOCO-
MHel B KOMOMHAIMK OoJiee ¢ YeM OTHOM CTPYKTYpHOH aHOMa-
nvel Bepu(UIMpoBaI Kak MOHOCOMHBIH Kaprotuit [ 18].

[Iporpeccuro 3a0oseBaHusl YCTaHABIUBAIM MIPU yXy/IIIe-
Hun nokasareiedd 1K n KocTHO-MO3roBOro KpoBEeTBOpEHHUS,
COOTBETCTBYIOIMX MEHee OJIaronpUsITHOMY BapUaHTy B paM-
kax MJIC. B ciyyae nporpeccupyomiero HapacTaHusl KOJIH-
yecTBa OJACTHBIX KIIETOK U MPEBBIIICHHS IIOPOTOBOIO YPOBHS
B 20% koHcTaTrpoBasu Tpanchopmaruo B OMJIL.

Craructiueckyo 00paboTKy MaHHBIX MPOBOIWIN C TIO-
MOIIIBIO CTaHAAPTHRIX porpaMM Microsoft Excel u Statistica
6.0. O6myto BeDKHBaeMocTh (OB) paccunThIBa M OT MOMEHTA
nuarHoctukd MJIC 1o aTel cMepTH HE3aBHCUMO OT €€ MpH-
YMHBI I MTOCIIEAHEr0 HaOMIONeHUS OOIEHOTO BPAvuoM.

PesyasTatrel mu obcyxaeHue

B cooTrBeTcTBUM C KpUTEPHUSIMU BKIIOUCHHS U WC-
KITIOUEHUs ObIIM 0TOOpaHbl uctopun 0osne3nu 40 0omb-
HbIX M/IC de novo B Bo3pacte ot 28 10 84 mnet, odciemno-
BaHHBIX B remaronorudeckoit knmanke PHUUIT ¢ 1995
mo 2011 r. Mennana BpeMeHH HaONIONEHUS COCTaBHIIA
11 mec (1—59 mec).

Ha mepBom »srtame ObIIM MpoaHATH3UPOBAHBI pe-
3yJBTaThl KAPUOJIOTHYECKOTO HccieoBanus. [l aToro
OOJIBHBIX paclpeieNii Ha TPHU TPynmbl: 1-s rpymnma
(n = 20; menuana Bo3pacra 67 JET) — C OJUHOYHOUN
nenenueit del(5q); 2-s rpynna (n = 4; MeauaHa Bo3pac-
Ta 70 neT) — c OJHOM JOMOJHUTEIHLHOW XPOMOCOMHOM
abeppanueit; 3-1 rpynmna (n = 16; mMenauana Bo3pac-
Ta 64 TOIa) — HE MEHEE YeM C JIByMsS XPOMOCOMHBI-
MU abeppanusiMu. Y OONBHBIX 2- TPYIIIBI C TBOMHOM
abepparueit nomomHUTENbHBIC K del(5q) muroreneTnye-
CKHe TIOJIOMKH ObuTH mpezactarieHsl del(20q), del(8q),
del(1q) m moHOCOMHEI 18-if Xxpomocombl. B 3-if rpymme
C KOMIUIEKCHBIM KapHOTHIIOM Y 14 OOJIbHBIX KOJTMYECTBO
abeppauuii Obl10 OoMICe 3.

B 1-ii rpynmne 00abHBIX ¢ U30JIMPOBAHHOM Jenenuen
del(5q) pacnpenenenue MJIC no BapuanTam ObLIO Clie-
JIYIOIIUM: C 5q-cuHAPOMOM — 9 OoJibHBIX, ¢ PA — 3,
PAUB-1 — 5, PAUB-2 — y 3 GonbHBIX. Y OOJNBHBIX €
OJTHOM JIOTIOJTHUTEILHON abeppaliueii ObUTH AMarHOCTH-
posansl PA (n=2), PAUB-1 (n=1) u PAUB-2 (n=1). U3
16 GOJBHBIX ¢ KOMITJICKCHBIM KapHOTHIIOM Y 15 B myH-
krate KM BBISBICHO M30BITOYHOE KOJMYECTBO OIacT-
HBIX Ki1eToK: 7 6onmpHBIX PAUB-1 1 8 60mpHBIX PAUB-2.
U tonmpko y 1 6ompHOTO BepuUIIMpOBaH BapuaHT C KO-
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