lpunoxeHue

pucka ipu MJIC (J. Schanz et al., 2012). [IporHocTH4ecku He-
OnaronpsATHbIE XPOMOCOMHBIE abeppauuy BeIsBIeHb! Yy 14 (40%)
MAIMEHTOB, OHK BKIIOYAIIM MOHOCOMHIO 7 XpomMocoMsl (1 = 10),
der(1;7)(q10;p10) (n = 2), Tpanciokanmio t(3;3)(q26;q11) (n=1)
u t(3;21)(q26;q22) (n = 1). MoHocomusi 7 XpOMOCOMBI ObLiIa
caMoii yacTtoil abeppanueil y manueHToB U cocTaBisiia 86% B
9TOH rpymne, npuyeM y 10 OosibHBIX ObUIA MTOJTHAS MOHOCOMHUS,
y 2 — yacTU4Hasi MOHOCOMMs, a Y 1 — MOHOCOMUS 7 coueTanach
¢ Tpucomueii 21 xpomocomsl. Y 13 (37%) nauneHToB BBISIBICHBI
MPOrHOCTUYECKH OJIaronpusATHbIE IIUTOTEHETHYECKUE (PaKkTopsbl,
Takye Kak HOpMaJbHbIH Kapuotunl (n = 12), ¥ U30IMpOBaHHAS
nenerys 5Sq (n = 1). B To xe BpeMs rpyriy OOJbHBIX C KAPUOTH-
IIOM [IPOMEXKYTOYHOTO IIPOrHo3a cocTaBmid 8 (23%) GONBHBIX C

tpucomusivu 8 (n=4), 21 (n=1), 22 (n = 1) XpOMOCOMBI U ApY-
THMH, pexe BeTpevaromumucs nepecrpoiikamu dic(1;15) (n=1),
del(9q) (n = 1). Ilo mamum maHHBIM pe3ynbraThl amio-TI'CK
OBUTH Xy)XK€ B TPYIIIE MAlUCHTOB C YUCICHHBIMUA H CTPYKTYp-
HBIMHU a0eppalusMu 7 XpOMOCOMBI, IJIe YaCTOTa BCTPEYaEMOCTH
TaKUX MOCTTPAHCIUIAHTAIMOHHBIX OCIOKHEHHH, KaK PELUINB 1
HETIPKUBIICHHE TPAHCIUIAHTATa OblIa CTATUCTUYECKH 3HAYMMO
BBIIIIE, Ye€M Y OONBHBIX, Y€l KApHOTHIT ObLT OTHECEH K TpynmaM
MIPOMEKYTOUHOTO U OnaronpusiTHoro nporxosa (75% u 17% co-
otBeTcTBeHHO; p = 0,0008).

3axnouenue. LluToreHeTHUECKUN aHAU3 ABIAETCS BaXKHBIM
(hakTOpOM, TIOMOTAIOIINM OLEHHUTH MPOTHO3 U ONPEIETHUTh TaK-
Tuky Beaenus 6onbHbIX MJIC nociue amno-TI'CK.

MnasmokneToyHas nenkemMna — HOBble BO3MOXXHOCTU Tepanun
A.E.Tpaues, .M. HakacToes, B.B. Pbixkko
OIBY lematonornyeckmit HayuHblin LeHTp MuH3gpascoupassuTma Poccun, Mocksa

Beeoenue. Tlnazmoxnerounsii neiiko3z (ITKJI) — penkoe
(2,6-4% y 60nbHBIX MHOKECTBEHHOW Muenomoit — MM u 0,3%
OT BCEX OCTPBIX JIeHK030B) MuMponpoirpeparuBHoe 3a001eBa-
HHE, XapaKTepusylolleecs 3JI0KaueCTBEHHONW mpoiudepanuei
IUTa3MaTHIECKUX KJIETOK B KOCTHOM MO3re U mnepudepudecKoi
KpoBH. 3a0oyieBaHME 4allle BCEro pasBHBaeTcs B Oojee MoJo-
oM Bo3pacte, yeM MM. TTIKJI o cpaBHenuto ¢ MM umeer 6o-
Jiee arpecCUBHOE TEUEHUE, XapaKTePU3yeTCs THKEIION aHEeMHeH,
TPOMOOLIUTONEHUEH U KPOBOTEUEHHUSIMHU, SKCTPaMe Ty PHBIMU
MOPaKCHUSIMH, TSDKENIOM MOYeYHOH HelOoCTaTodHOCThIO. HacTo
HaOmonaeTcst TunepkagbuueMus. [lma3MaTnaeckie KIEeTKH Xa-
pakrepusyrorcst skcnpeccueir anturenos CD38, CD138 u ort-
cyTcTBHEM 3kKcnpeccun aHtureHa CDS56. HeGmaronpusiTHbIMU
MIPOTHOCTUYECKUMHU (haKTOpamMy SBISIOTCS: BBICOKHH YpPOBEHb
B2-muxporinobynuna (f2-M), kanbuus u JIII' B CIBOPOTKE Kpo-
BH, HapyueHue nouednoi gpynkiuu. bonsusle [TKJI umeror mio-
XOH MporHO3. B HacTosee BpeMst eAMHOTO TMPOTOKOIA JICISHHUS
He pa3paboraHo. MeauaHa BEDKUBAEMOCTH JUIsl OOJIBHBIX C Iep-
BruuHbIM [TKJI cocraBisieT okoino 7 mec.

Mamepuanst u memoost. B naHHO# paboTe MpUBE/ICH aHAN3
5 caydaeB (2 )KEHIIUHBL U 3 MY>KYMH) IePBUYHOMN IJ1a3MOKIIETOU-
HOU JieiikeMun HaOmronaBmuxcs B kiauauke ¢ 2005 mo 2011 .

Pesynomamut u ob6cyacoenue. Bospact 6ombHBIX 0T 40 10
67 ner, cpenHuid Bo3pact 54,6 rona. McxonHo y Bcex OONBHBIX
BBISIBJICHA QHEMHUS: CPEHsIs KOHLIEHTpaIMs reMorioouHa 91,6 r/n
(76-100 1/7); cpemHee KommdecTBO TpombormToB 71x10%/m
(2005 x 10°/m), cpemnee conepxkanue yerikouto 24,2x10%/1
(9-45x10°/mm); runiepneiikonntos 40—45 x 10°/m Habmonancs y 2 ma-
reHToB. B nmepudepnueckoil KpOBH KOIMYECTBO MTa3MaTHIECKHIX
KJICTOK B cpeiHeM cocTaBisuio 11,52 x 10%/1 (or 1,8 1o 27 x 10%/m).
KonnyecTBo mnazmaTuyeckux KJIETOK B KOCTHOM Mosre oT 35 10
95% (B cpenuem 74,4%). MonokinonanbHas cexkperust PlgGi Bl

obHapy>xeHa y 2 6onbHbIX, PIgGA BJA —y 2, PIgAkBJk —y 1 Goib-
HoH. KoxHo-remopparndeckuii cunapom y 4 nauuentos. [loued-
HYIO HEJOCTaTOYHOCTh MCXOHO BBISBISUIN Y 4 OONBHBIX, CpeHee
coznepxanue kpearnHuHa 388 Mxmonb/1 (140750 Mxkmonb/m), y 1
0OJILHOTO — MPOTPAMMHBIN TeMOJIHAIIN3; TUIICPKAIBIHEMHIS BbISIB-
JieHa y 3 MaleHToB, CoAepKaHne O0IIero Kby B CPEIHEM CO-
cTaBisut 2,72 MmMois/1 (2,8-3,5 Mmornb/i); y 1 GombHOTO B Ie010Te
runepKanblueMuueckas koma. Yposenb B -M Gonee 12 mr/n y 4
00JIBHBIX, TOBBIIIeHHE cofepkanus CPB Boie 7 mr/n —y 3. Ypo-
Benb JIJII B cpennem coctasmsin 3300 EJI/n (350-14400 ENN/x).
Occairuu 1 MHOKECTBEHHBIE OCTCOJIMTHYECKUE OYard 3aperu-
CTPHPOBAHBI y BCEX TMAIMEHTOB. Y Bcex OONBHBIX HaOIromanach
renaToCIIeHOMerallusl, y 2 U3 HUX TaK)Ke€ OTMEUEHO IOpaKeHUE
JIETKHX U IJIEBPBL, a y 1 00IbHOrO crieluprIecKoe NOpakeHUE xKe-
nynka. [To mporpamme VAD seunnuich 2 GONBHBIX, IO IPOrpaMMe
PAD — 3 (c nmocnenyromield CMEHON Tepanuu Ha TaTUuIoOMHI Yy 2
6onbHBIX U JeHamunomua — y 1). ITocne xypcoB VAD Bpems 110
nporpeccuu cocraBuiio 1 mec u 2 mec [loce xkypcoB PAD Bpemst
JI0 TIPOTPECCHH COCTaBHIIO B cpeqHeM 6,2 mec (2,513 mec). a-
niee 2 OONBbHBIX TONYYay TAIUAOMUI, OJHAKO 3a00JIeBaHUE TIPO-
JIOJDKAJIO TIPOTPECCHPOBATh, a 1 GoNbHAs ToTydaia JeHaTHIOMHUL,
JOCTUTHYT YaCTHYHBII OTBET, (ha3a I1aTo U MporpeccHs BO3HUKIIA
yepe3 23,6 mec. [IpogomkuTenbHOCTh KU3HU OT MOMEHTa yCTa-
HOBJICHHSI AMAarHO3a COCTaBmia B cpeaaeM 14 mec (3—44,5 mec).
IMpryrHAME CMEPTH BO BCEX CIYYasX SBHJINCH MH(EKIHMOHHbBIC
OCIIO)KHEHHS Ha (POHE MPOrpeccHr OCHOBHOTO 3a00JIeBaHusI.

3axntouenue. Vicrionp3oBaHMe HOBBIX IPENapaToB — BeJ-
Kei/1, TaTMIOMU, JICHAIUAOMHU]], YBEITUUUIIO CPEHIOKO ITPOJIOI-
KHUTEIBHOCTB X)H13HH 00JbHBIX ¢ [TKJI 10 14 Mec. MakcumanbHast
MIPOIOJKUTEILHOCTD XKHU3HH 44,5 Mec, HaOmonanacs y 00IbHOM,
KOTOpas IOJlydasla Tepanuio JICHAIUJAOMHUIOM M KOMOWHAIIHIO
BEJIKEH]T + JIEHATHIOMHU/I.

MopdomeTpuueckme ocob6eHHOCTU NUMPOLNTOB Nepudepuyeckoil KpoBU y 60/IbHbIX THEBMOHMEN
pasnuyHoro Bo3pacra

W.J. OaebigkuH, O.U. ®egoposa, O.A. [ycakoBa

Kadeppa rocnmtanbHo Tepanum ¢ Kypcom TpaHcdysnonorum; Kadenpa dyHAAMEHTANIbHOM U KIMHUYECKON 6UOXUMMK C N1abopaTopHON ANAarHOCTUKON
I'BOY BIMO CamapcKui rocyfapCcTBEHHbIN MeAULIMHCKIIA yHuBepcuTeT MunHsgpascoupassutua Poccumn

Mamepuanst u memoowi. C 11€7bI0 U3YUCHUS PEAKIINHA KPOBU
y JIMI] Pa3HOTO BO3pacTa W Ioja TPH MHEBMOHUU O00CIIeIOBaHbI
116 OonbHBIX ¢ BHEOOJBHUYHOM OakTepHaabHON IHEBMOHHUEH
(80 MyxuuH U 36 KEHIIMH), KOTOpbIe OBUIM pa3/iCiCHbl HA TPH
BO3pacTHbIe TpymIibl: 18—44 et (0oIbHBIE MOJIOIOTO BO3pacTa),
45-59 (bonbHbIe cpeaHero Bo3pacta) U 60—74 roga (OombHBIC
MOKUIIOTO BO3PAcTa), KOHTPOJBHBIE TPYIIBI cOCTaBmwind 16 u
14 mpakTHYeCKH 3M0POBBIX MYXUUH W XeHIIUH 1844 mert, T.e.
JIOAU MOJIOZOTO Bo3pacTa. Bcem 00ciaenoBaHHBIM IPH HOCTY-
IUICHWHU B CTAL[OHAP MPOBEICHBI OOIINI aHAIN3 KPOBH U KOM-
bIOTepHast MOPHOMETPHsT TUM(OLUTOB MepUpepHISCKON KPOBH
B CTAH/IapPTHO MTPUTOTOBJICHHBIX Ma3Kax Mepu(epuyecKoil KpoBH,
okparieHHbIX 110 Jleitmany. [TockonbKy mokasarenu Mopgome-
TPHUU KIETOK NeprdepruaecKoil KpOBU CYIIECTBEHHO OTIHYAIOTCS
Yy MY’>KYMH U )KEHIIWH, aHAJIU3 UX MPOBEJICH pa3/ieibHO.

Pezynomamut u o06cysyncoenue. AHanu3 MOITYyUYSHHBIX pe-
3yJAbTAaTOB MMOKAa3al, YTO COIEpIKaHHE JEHKOIMTOB IMepude-
pUYECKOi KpOBU y OOJBHBIX MHEBMOHHMEH TpEeX BO3PACTHBIX
TPYMI, 3HAYMMO BBIIIE, YeM y 3A0POBBIX. TOIBKO Y MOXKUIIBIX
OOJNBHBIX a0CONIOTHOE YHUCIO JTUM(POUUTOB CTATUCTHUECKH
3HAYUMO YMEHBIICHO OTHOCHTEIBHO KOHTPOJBHOW TPYIIIbI
MOJIOABIX OONBHBIX. OTHOCUTEIBHOE YHCIO JIUM(POLUTOB KPO-
BU y OOJbHBIX THEBMOHKEH CYIIECTBEHHO YMEHBIIIEHO BO BCEX
BO3PACTHBIX TPYIINAX 10 CPABHEHHIO C KOHTPOJILHOM IPyNIOi.
OTHOCHTENBHOE M a0COMIOTHOE YUCIIO IIA3MOLUTOB 3HAYUMO
YBEJIMYEHO Y MOJIOABIX OOJbHBIX MHEBMOHUEH OTHOCHUTEIBHO
KOHTPOJISL.

3aknrouenue. B rpynnax O0IbHBIX THEBMOHHUEH MOJIOZIOTO U
CpeIHero Bo3pacTa BBISBICHA PA3IMYHAS PEAKIHs TUM(POIHTOB
Y MY)XYMH M JKCHIIMH. XapakTep W3MeHEeHuil MopdomeTrpuye-
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