JIEKLHSA

MI/IEJIOI[I/ICHJIACTI/I‘IECKI/Iﬁ CUHAPOM
Axagemuk PaumikanoB A.P.

Mueaoaucniiacruueckuii cuaapom (M/IC) — kioHanbHOE NOPAKEHUE CTBOJIOBBIX FEMOIO-
ATUYECKUX KIETOK, XapaKTepU3YIOIMICs UTONeHnel B nepudepudeckon KpoBU, HeIMPeKTUBHBIM
reMOII0330M, JHCMHENION0330M M BhICOKON dacToToil (6onee 30%) TpaHcdopmalii B OCTPBIiA Jeii-
k03, nosromy MJIC Ha3bIBalOT «Ipeasie iK030M» MJIU «TJIe IIMM JieiKko3om» [1, 2].

SIMMUIAEMHUOJIOTUA.

MJIC sBnseTcss oqHUM U3 Hanbosee pacnpOCTPAHEHHBIX 3JI0KAYECTBEHHBIX OHKOIeMaToJIo-
rudeckux 3aboneBanuid. Tak, B CIIIA exerogHo perucrpupyercst 15-20 Toic. HOBBIX cimydaeB MJIC,
yto coctaBiisieT 5 Ha 100 Teic. HaceneHus. [lo eBponelcKUM TaHHBIM, TOKa3aTEIN €KEroJHOM 3a-
0oJ1eBaeMOCTH orleHHBaroTcs, Kak 4,9 Ha 100 Thic. HaceneHus [3, 4].

CornacHo MeXIyHapoAHOH cTaTucTuke, 3a00JaeBaeMoCTh U pactipoctpaneHHocTh M/JIC mpe-
BBIIIAECT AHAJOTUYHBIC TMOKA3aTENIH JaKe€ XPOHUUYECKOTo JUMQPOIUTAPHOTO JICHKO3a, SBISIOIIETOCS
OJIHOM M3 caMbIX pacIpOCTPAHEHHBIX OITYX0JIEH CUCTEMbI KpoBHU (puc. 1).
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Puc. 1. MJIC u neiiko3sl: exeroanas 3aboneBaemocts, CIIIA.

3aboeBaHME HECKOJBKO 4ale AuarHoctupyercs y myxuuH. MJIC Bcrpeuaercs y moaen
BCEX BO3pAcTHBIX Kareropuil. 3aboneBaemocts M/JIC yBennuuBaercs ¢ Bo3pacToM. Tak, OOJIBIIMH-
CTBO BIIEpBble AuarHoctupoBaHHbIX ciyyaeB M/IC B ctpanax 3anaanoit Esponst u B CIIA, npu-
XoIuTcs Ha Bo3pact > 60 et [5]. B To ke Bpems, 10 JaHHBIM 3MUIEMHUOJIOIHYECKOIO U CCIIE0Ba-
HHUS, IPOBOAMBIIErocs B Ipyrux crpanax, M/IC Bcrpedaercs u B MoaoznoM Bozpacre [6, 7]. B Ku-
Tae, cpeaHuii Bo3pact nanueHToB ¢ MJIC Obu1 3HaUnMTENHEHO HUKE U cocTaBmi 49 net. B Poccun n
B KeIpreizcrane nenrpanusosanHoi perucrpanuu MJIC noka He BeIETCs.

ITHOJIOI'UsL.

[Mpuuunel BosuukHOBeHUs MJIC mo KoHIIa He W3BeCTHHI. Paznuuator nepBudHbie (de novo)
MJC, Bcrpevaronmecs: Oosiee uem B 80% ciydaeB, U BTOPUUHBIE, PAa3BUBAIOIIMECS BCIIEICTBUE Ta-
KuX (AKTOpOB, KaK TMpEALIECTBYIOLU@AS XUMHOTEpanusi OHKOJOTMYECKUX 3abosneBaHuil (B
YAaCTHOCTH, AJIKWJIMPYIOIMMHU areHTaMM), KOHTaKT ¢ TOKCMYECKMMH BEIIECTBAMH, paJlalliOHHOE
oOydeHue.

ITATOI'EHES3.

1. TloMMMO YCKOPEHHOIO alonTo3a M YCHUJIEHHOIO aHIMOIeHEe3a, HEMAyI0 poJib B IaTore-
Hesze MJIC taroke urpatot xpoMocoMmHble abepparuu. Y 30-50% mnanreHToB ¢ nepBuYHBIMU U Yy 80-
90% c BropuunbiMi MJIC UMEIOT MECTO pazIM4HbIE XPOMOCOMHbBIE aHOMATINHU . THI U KOJTMYECTBO
XPOMOCOMHBIX aHOMAJIMH OMPEAEIISIOT MPOTHO3 Ooe3nu [8-12].

del (20q)
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aHoMm. 5 +8
Puc. 2. YacToTa BBISIBISIEMOCTH pa3IMIHBIX IMTOrCHETUY €CKIX aHOMawii TipH niepBudHBIX MJIC.

2. Ponp runepmermnupoBanus B maroreHese MJIC. Jlns MJIC xapakrepHO M30BITOYHOE
METHJIMPOBaHHE MeTHITpaHcdepa3oit nuTo3nHoBbIXx ocHoBanuit JIHK. MertunupoBanue mpomo-
TOPHBIX YYaCTKOB IMOJABJISET SKCIPECCUIO U OJIOKUPYET TPAHCKPUTIIIUIO OHKOCYIIPECCOPHBIX T€HOB,
YTO CIOCOOCTBYET OMyXOJieBOMY pocTy. "BbikitoueHue" runepmMeTuInpoBaHueM reHa plS, oTser-
CTBEHHOI'O 32 CHHTE3 HHTMONTOpa LUKIMH3aBUCUMON KHMHA3bI plSINK4b, 3HAUUTENbHO YBEIMYUBAET
puck pazsutust MJIC. M30pIToOuHOE MEeTUIUPOBaHUE P15 CBsA3aHO C HEOIAroNnpUsITHBIM IMPOTHO30M
B OTHOIIICHUHU TeYeHUs 3a00seBanus. Tak, y mamueHToB ¢ MJIC BeIcOKoro pucka reH pl5 Obu1 Me-
tunupoBad B 30% ciydaeB, a y O0JIbHBIX OCTPBIM JIeiiko30M OH gocTturan 75% [13].

KJIACCUOPUKAIUA MUEJOAUCIHVNIACTUYECKOI'O CUHAPOMA

Kuaacenpukamma MIC ®panko-AmepunkaHo-bpuranckoii copmecTHol rpynnsl (PAB-
kiaaccupukanus, 1982) ocHoBana Ha MOPQOIOTHIESCKUX XAPAKTEPUCTHKAX MepUGePUICCKON KpPO-
BHU U KOCTHOTO Mo3ra [14].

Ta6muna 1
% 0J1acTOB B %0J1aCcTOB B Tipyrue natonoru- BLbKIBAC
Tun MIC nepudepuuec- KOCTHOM pyT
o YeCKUe U3MEHEHHS MOCTh (Mec)
KOI KpOBH MO3re
- 0 -
Pedpakrepuas ane A% 5% <15% KOJIBLIEBBIX CH 50.4
musi (PA) nepo06J1acToB
0 _
PA ¢ xoJb1eBEIMU A% 5% «15% KONBLEBBLIX CH 82.8
cugepoOmactaMu nepo0iacToB
PA ¢ us0sITKOM o o
6nactos (PAVIB) $% 5-20% 18,0
PAUD B ctagnn 5% 21-29% BosMmoxxHo Hamu4due 72,0
TpaHchopmaIuu nanoyek Ayspa B KM
XMMIJI S% 20% MomnotuTsl »1x107/1 28.8

KPUTEPUU YCTAHOBJIEHUSA AUATI'HO3A MJAC B COOTBETCTBUU C ®DAb-
KJACCU®UKAIIMEN [15]

¢ Pedpakrepnass anemusi (PA) nuarHoctupyeTcsl Mpy HATMYUH MAKPOLIMTAPHOW aHEMHUH,
YCTOWYUBON K TEpanuM MpenaparaMu xele3a, BATaMHHOM B, u GonneBoii KucaoToil, ¢ peTHKyIo-
LUTONEHUEN, PA3IMUHBIMA NIPU3HAKAMH JIU33PUTPOI033a U Peke — AU3rpanynonuronossa. Kocr-
HBIA MO3T HOPMO- WJIM TMIIEPKICTOYHBIN C BBIPA)KEHHOM TUIIEPILI-a3ueld KPaCHOIO POCTKA U IIPHU-
3HAKaMU JU33PUTPOII033a. [ paHyIONUTApHBIA U METaKapUOLMTAPHBIN POCTKHA Yalle HOPMaJIbHBIE,
coneprkanme 6aactoB He mipeBwImaet 5% (16).

* PA ¢ xoabueBbiMu cuaepodsactamu (PAKC) mwim uauomarnueckas cujepoOacTHas
anemusi. OCHOBHBIM OTJIMYMEM OT MpeAbILAyleii (GOpMBbI SIBJISIETCS HAIU4YMEe, TOMUMO MPU3HAKOB
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TU33PUTPOII033a, 0ojiee 15% KoabUeBBIX CHAEPOOJIACTOB Cped 3PUT-POKAPUOLIMTOB KOCT-
HOr'0 MO3ra.

¢ PA ¢ m36biTKOM 0J1acToB (PAUB). Bo Beex citydasix aHeMHS COYETACTCS C JICHKO -H/HIIH
TPOMOOILIMTOTNIEHHEH, BCETIa UMEIOTCS MPU3HAKH AUCTPAHYIOIUTONO033a U HEPEAKO - TUTAHTCKHE
TpoMOOLUTHI. B KpoBH MOkeT NPUCYTCTBOBATh He0O0/IbIIOEe KOJIN4YeCcTBO 0JacToB (0osee 5%).
KocTHbIi MO3r runepKjIeTOYHBIN, C MPU3HAKAMU JTUCILIA3UH BCEX POCTKOB KPOBETBOPEHHUS U T10-
BBIILICHHBIM COAepkaHueM 0J1acToB - 0T S 10 20%.

* PAUB B craauu Tpancopmanun. [ToMrnMo qUCIIIaCTHYECKUX U3MEHECHHH B Iepudepu-
YecKoil KpOBM M KOCTHOM Mo3re, HaOmonatonmxcs mpu PAUDB, onpenensiercs 6ojee BHICOKOE CO-
JepKaHue ONaCTHBIX KJIETOK B nepudepudeckoit kpoBu (cBbIie 5%) 1 B KOCTHOM Mo3re (ot 20 1o
30%).

% XpoHn4eCcKHil MUEJIOMOHOUMTAPHBIH Jeiiko3 (XMMUJI) auarHocTupyercss Ha OCHOBa-
HUN a6COTIOTHOr0 MoHOLMTO3a (Goee 1x10°/1) B KpPOBH, YTO YaCTO CONMPOBOKAAETCH yBeaude-
HHMEM YHCJAa 3peJibIX IPaHYJOLUTOB HEPEIKO C MPU3HAKAMHU JUCIJIA3UH: TMIOTPAHYJISIUUS U
neJjbreposckasi popma siapa. B xoctnom mosre npu XMMJI aucrnniasus 3-X pocTKOB KPOBETBO-
PEHHUs COYETAETCs] C MOBBILIEHHBIM COJAEPKaHUEM MOHOIIMTOB M UX MPEALICCTBE HHUKOB, a TaKKe
0JIACTHBIX KIETOK [17].

Tabmuua 2 - Knaccudukanus MJIC (BO3, 2001 r.)

N3meHeHns N3meHeHust Menuana | Cpok nepe- Yactora
Tun MJIC Bb:kUBa- | xoxa B OJI
KPOBH B KOCTHOM MO3re BBISIBJL.
€MOCTH 25%
Hucrazust spurpo-
_ 0
Pe(bpil;;e?;g ane A%e;gigéh HIHOTO pocTka, <5% | 108 mec. 105 mec. 10-15%
OnactoB
PedpakrepHas ane- To xe, uTo u
0,
MUSI C KOJIbLICBBIMHU To xe, yTo u PUMI, »15% 108 Mec. 105 sec. 5.10%
cunepobIacTamMu PA KOJIBLIEBBIX CHUIEP-
(PAKC) 001acToB
Pedpakrepras mu- Huronenus Hucmmaszus B »10%
Tone}im vc MYJIbTH- no 2-3 p(())CT— KJIETOK 2 I:)IJ'JI/I 3 49 mec. 39 Mec. 10-15 %
JIMHEMHOM muCIUIa- KaM, <1% POCTKOB, <5% Ona-
suert (PIIMJI) 61acToB CTOB
Pedpaxrepnas 1m-
TOMCHUSI C MYJbTU- To xe, 9to u
B0 _ 0
J]I/[Huem-xon JHCITIA To xe, yTo u POM, »15% 49 mec. 39 Mec. 10-15 %
3UE€H U KOJbLECBBIMU PIOIM KOJIbLIEBBIX CHACP-
cunepobiacTaMu obnacToB
(POMI-KC)
el
5- 19% 6na- 10-19% 6nactoB 20 mec. 6 mec. 20%
6sactos, Tun 11 CTOB
(PAUB-2)
Anemus,
HOpMaJIbHOE I'imepnoOnble Me-
Cupon 5 q WIN TIOBBI- TaKapuoOLMTHl H30- 107 mec. He mpoxo- 5%
IIIEHHOE CO- JMpOBaHHAS JeTie- JTUT
Jep KaHue st 5q31
TPOMOOIMTOB
Jlpcmna3ust TOJIBKO
Hexnaccudumpo- TPaHyJIOUHTOB HIH Bapbu-
N [uronenus MeTaKaprOLMTOB ? ?
BarHelii (MJIC-H) pyer
WM JpyTue TpH-
3HAKH aTUIIN
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N3 Tabn.2 BuaHO, yTo paspaboranHas B 2001 r. knaccudukanus M/IC BecemupHoit opranu-
3anueit 3apaBooxpanenus (BO3), seusercs mogudukanuenn knaccudukanuu ®Ab u otauyaercs ot
Hee:

O  ymenbmenHbM 10 20% MOPOTOBBIM COAEPIKAHUEM OJIACTHBIX KIETOK, MPEBBIIICHHE KO-
TOPOrO COOTBETCTBYET OCTpoMy Jieiiko3y (OJI);

U orcyrcTBuem kateropuu pepakrepHO aHeMHH C W30BITKOM OJIACTOB B CTaJWU TpPaHC-
dopmanuu, kak He oTnyaromeiics ot 0JI;

U  yrouHeHHBIMH KpUTEpUSMH pedpakTepHON aHEMUU U pedpakTepHON aHEMHUHU C KOJIbIIC-
BBIMHU CHJepoOIacTaMus;

U mosBieHHEM HOBBIX KaTeropuii - cmHapoMa 5q- W HekJgaccupumupyembix MJIC
[18,19].

INomumo storo, B knaccudukanuu BO3 oTCyTCTBYeT XpOHMYeCKHH MHEJTOMOHOUUTAp-
HbIH J1eiiK03, KOTOPbIN HapsALy C IOBEHUJIbHBIM MUEJIOMOHOLUTAPHBIM JIEHKO30M U JPYrUMHU 3a00-

JICBaHUSIMH, OTHECEH K HOBOW TpyIIie MU EJIOAUCILIACTUYECKUX/MUETION PO epaTHBHEIX 3a0071e-
Banuii (MIC/MII3).

IINTAH OBCJIEJJOBAHUSA NMALHUEHTA, Y KOTOPOI'O INPEANOJIATAETCA MAC

U  Kumuuyeckuii aHamm3 nepugepruvecKkoil KpOBH, BKIHOUYAs MOP(OIOTUIECKOE UCCIIEI0-
BaHUE C MOACYETOM JICUKOUTAPHON (POPMYJIBI, YUCIIA PETUKYIOLUTOB U TPOMOOILIMTOB.

U Mopdorutoxumuyeckoe HCCIICIOBAaHUE acupara KOCTHOTO MO3ra, BKIOYAs PEaKIHH
Ha menouHyo ¢ocdaraszy, MUeIonepoKcuiaszy, Hecrnenuuueckyro scTepasy, JUIMUIbI, TTMKOTEH.

0  Mopdonornyeckoe ucciaenoBanue TpermaHoOMoNTaTa KOCTHOTO MO3ra.

0  [uToreHeTHueckoe MCClIeIOBaHUE KICTOK KOCTHOTO MO3Ta.

IIpun HeoOxoammocTH:

%  UMMYHO()CHOTHUITMPOBAHKE aclupara KOCTHOTO MO3ra WJIM MaTepHalia TpernaHoOuor-
CHH,
% mnpoba Kymbca,
YPOBEHb TPOMOOIIUTACCOLIMMPOBAHHBIX aHTUTEIL,
KOHI[EHTpALUs SHAOTEHHOTO 3pUTPONO3TUHA,
COJIep>KaHME JIAKTATETU IPOreHa3bl,
uccinenopanue Ha BUU-unH@ekuio 1 BUpyCHbIE TeNaTUTHI,
caxapo3HbIe TTPOOBI U TeCT XeMa,
YPOBEHbB Jkejie3a U (eppUTHHA CHIBOPOTKH (HEOOXOIUMO ISl KOHTPOJIS TepAruy mpe-
napaTtaMmu, BIUSIONMMU Ha OOMEH Keme3a).

B nensx uckiItoueHUs OCTPOro Jeiko3a y OONBHBIX, Y KOTOPBIX COJIEp)KaHUuE OJacTHBIX Kile-
TOK B KOCTHOM MO3re MpeBhINIAeT 5%, HEOOXOIMMO OCYIECTBIISATH HAONIOJIEHUE B TEUCHHE, KaK
MUHUMYM, 3 mecsieB. Junarnos MJIC nmoaTrBepkaeTcst mpu OTCYTCTBUU yYBEIIMUEHHUS Unciia O6acT-
HBIX KIETOK B KOCTHOM Mo3re 6osee 20%.

BuumarensHoe obOcnenoBaHue MamueHToB ¢ mogo3peHneM Ha MJIC mo3BoJiseT MCKITIOYUTD
OMOKM TUAarHOCTUKU U BBIOOpA Tepamuu.

X/ X/ X/ *
A XGIR X IR X QI X4

3

%

/7
L X4

KJIMHUYECKAS KAPTHHA.

MJIC 006b1yHO BCTpeuaeTcsl y MOXKMIBIX Jitojei. [ledeHs u cenezenka, TUMQOy3ibl HE YBETU-
yensl [20, 21]. XapakrepHsiMu nepBeiMU Ipu3HakamMu MJIC - anemus, JielikoneHus, TPOMOOIUTO-
nenus, crorikas HehTporneHus. Cumnromel MJIC 00yciioBiIeHBI YTHETCHUEM KPOBETBOPECHUS, Ya-
CTBIMM MHQEKIHUSAMU U KPOBOTOUMBOCTBIO. MHOTHE OOJNBbHBIE YMUPAIOT OT TSHKEJIONH HEUTpoleHun
uiaM TpombonuTonenuu, a 'y apyrux MJIC tpanchopmupyercs B OJI [22].

Xapakrepubix st MJIC cumntomoB Her. Knnnuueckytro xkaptuny MJIC cocTtaBistoT pas-
JU4HbIE posiBiIeHUs, npucynmmu M/IC reMaTonornueckux HapymeHHi:

m AHeMuH y 80-85% nanueHToB,
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y 50% ypoBenbs remornobmHa < 100 r/n
m HeiiTponenust npubausutensHo y 40% manueHToB
m TpomOGouuTone Hus y 35-40% OONBHBIX.

MJIC MoeT BBISBJISATBCA M y NALUEHTOB, HE MMEIOLUMX BBIPAXKEHHBIX CUMIITOMOB, B XOJ€
o0ciieToBaHMs B CBSI3M C HETEMAaTOJIOTHYEeCKOi martoiorueil. B otnenpabix ciydasx MIC oGHapy-
KUBAETCS B MOMEHT oOcCieoBaHUs Ha MpPEeIMET IPYrHX reMaToJOTHYECKUX HapyIIeHWH, Hampu-
Mep, B ciaydae JUMQOMbI UM IMJIa3MaKIeTOYHOW AMCIIA3uU KOCTHOro Mo3ra. Ocoboe BHUMaHUE
cieyeT oOpaTHTh Ha MAIMEHTOB, MOABEPraBIMXCcs XUMHOTEPANUH AJKUJIHPYIOLMMHU areHTa-
MH, TAKMMH, KaK MeJ(ajiaH, XJa0paMOynniI Win HUKI0(ph och amm.

HacropaxxuBatonmm B otHomeHnu MJIC QakropoM Taroke MOXKET ObITh HAJHMYHE B CeMeii-
HOM aHaMHE3€ IMallMeHTa TaKUX I'eMaTOJOTMYECKUX MaToJOrni, Kak aHemMus: DaHKOHU WM CHH-
npom biyma. /luarnoz M/IC noarsep:kiaeTcst Ipu OTCYTCTBUM YBEJMYEHUS YMciIa OJac THBIX Kie-
TOK B KOCTHOM Mo3re cBbilie 20%. BHUMarenpsHOE 0OcienoBaHue MAllMEHTOB C MOJIO3PEHUEM Ha
MJIC no3BoiseT HCKITIOYUTD OMOKH JUArHOCTUKH U BBIOOpA Tepanuu.

JAUATHOCTUYECKHE KPUTEPUU

a Koauuecmeennuie:

* OJIaCTHBIE KIIETKA B KOCTHOM Mo3re Menee 20%,

* MaKpOLIMTO3 SPUTPOLIUTOB (Ja’ke IPU HOPMAILHOM YPOBHE TeMOITIO0NHA),

* MOHOIIUTO3,

* cTOolikue (> 6 Mec.) IUTONEHUHU B JIFOOOM POCTKE KOCTHOTO MO3Tra, 32 HCKJIKYeHHeM JIMM-
¢ oumnTapHoro.

a Kauecmeennuie:

* MOp(oJIOTHYECKHE aHOMAJIMH KIETOK nepudeprnyeckoll KpoBH.

Jlns ycraHoBieHHUs AuarHo3a HeoOxoauMo oOcienoBaTb MUHUMYM 500 KJIE€TOK KOCTHOTO
Mo3ra u 20 merakapuouuTtoB. [Ipu 3ToM nucniaacTuueckue HapylleHUs TOJKHBI ObITH OOHapyXxe-
HBI, 10 MeHbIIEH Mepe, B 10% uccaeayeMbIX KIeTOK KasK/10i U3 JIUHUNA KpoBeTBOpeHusi. B 70-
80% cnyuyaeB nnpu MJIC BBISBIIAETCA HOPMO- WJIM THIIEPKIETOYHOCTh KOCTHOTO Mo3ra, B 20-30%
caydaeB - runomiasus, B 10-20% cay4yae — muesiogpuodpos (23).

MOP®OJOI'MYECKHUE XAPAKTEPUCTUKU JAUCIIAZUA

KOCTHOI'O MO3I'A 1P MIC

MuenoaucmiiacTudyeckue CHHAPOMbI OOBbEIUHSIOT TPYIIY I'eTEepPEereHHbIX OMYyXOJEBbIX 3a-
0osieBaHUI CHCTEMbI KPOBETBOPEHUS, MPU KOTOPBIX MOpaXaeTcs paHHUN MOJUIOTEHTHBIA MUEJI0-
UJIHBIA TMPEIIECTBEHHUK, XapAaKTEPU3YIOLMICA OJHO-, JIBYX-, WJIM TPEXPOCTKOBOW LIUTONEHHEN
[24].

TunuuneiM nposiBienuem spisercs [MIIEPKJIETOUHBIN KkocTHBII MO3I, XOTS HMEIOTCS
CIIy4al C HOPMAJIbHOM UJIM CHU)KEHHOW KIETOYHOCTBIO.

Ipumpouodnwvlii_pocmox:
aHM30-U TOUKHUJIIOIIUTO3,

Merano0JacTOMIHBIN THII KPOBETBOPEHHS,
MHOTOSIIEPHOCTh PUTPOKAPUOLIUTOB,
KOJIbLIEBBIE CUIEPOOIACTHI,
MEXIIUTOIJIA3MAaTHYECKUE MOCTUKH,
BAKyOJIM3aL s IUTOIIA3MBl,

ACHHXPOHHU3M CO3PEBaHU SIpa U IUTOIIA3MBbI.
I'panynouumaprulii pocmok:

| U3MEHEHHE pa3Mepa KIETOK,

| TUIIEPCETMEHTALUS AEP U YBEIIMUYECHUE UX PA3MEPOB,

[ | N3MEHEHME KOJINUECTBA IPaHyll (OTCYTCTBUE, YBEIMUYEHHUE, CHUKEHUE),
| W3MEHEHHE pa3Mepa IPaHyll B [IUTOILIa3Me.

Mezakapuouumapusvlii pOCHOK:
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[ OJTHOSIIEPHOCTb,

[ ] MHUKPOGOPMBI,

] yBEITUYECHHE pazMepa TPOMOOIUTOB.

AJITOPUTM JUATHOCTUKHU BAPUAHTOB MJIC

1. BonpHbIM ¢ ynciaoMm 61aCTOB B KOCTHOM Mo3re ot 5 10 20% ycTaHaBlIMBaeTcs 1ua-
raHo3 PAUDB (pedpaxrepnas anemus c n30biTkoM O1actoB) [16].

2. Onpenenenne unciaa 6JaCTOB B KOCTHOM Mo3re, ecii uucio 6mactoB 20 - 30% - 310

BapuadT PAUD - T (pedpakrepras anemusi ¢ M30bITKOM OJIACTOB B CTaJWH TpaHCPoOpMaIUM B OCT-
pBIii JICHKO3).

3. [Ipu yucne 6nactoB 5% u mMenee, ycranaBiuBaercs PA (pedpakrepHas anemus).

4. B mocnemnem cimydae eciau cojepikaHuE KOJBLEBBIX cuaepobiactoB Oonee 15%
aaepHbIX K1eTok, BapuaHT PAKC (pedpaxrepHas aHeMHus ¢ KOJIBIEBBIMU CHIEpOOIacTaMn).

[Tpu MJAC — xapakTepHbIM siBisieTcs: HedddeKTHUBHBINH remomnods. [Ipu sToM oTmeuaercs
NOBbILIEHUE TMPoJH(epalu KIeTOK KOCTHOIO0 M03ra, TPeNMaHAT U KOCTHBIH MO3I Yalle HOp-
MO — THIEePKJeTOYHbIM, U TOIbKO B 10-15% ciydaeB BbIsABIIETCSA TMIIONJA3Usl KPOBETBOPHOM
TKaHHU.

IuToneHnusi - KOJIUYECTBO HGﬁTpO(l)HHOB<1,5X109/H, Tp. < 100x10°/1, He < 100 r/i. Iuto-
reHeTHYeCKue HapylmeHus 5q-, 4,20q, a Takke XpoMOCOMHBIe abeppanuu. MenuaHa BEIKHBAaeMO-
ctu Hu3kas (0 GamtoB) B rpymme pucka (5-7 ner), mpomexyrounas (0,5-1 6amr) - 3,5 roga, mpo-
Mexyrounas (1,5-2 6anna) — 1-2 roaa, Beicokas (Oosbie 2,5 6ajijioB) - 5 MecsIEeB.

B 30% cayuaes MJIC Tpancdopmupyerca B8 OCTPBIN JIEMKO3 [22].

ANPPEPEHIIMAJIBHAA JTUATHOCTUKA

Huddepennmanbhas quarnoctuka MIC npoBOAUTCS € LENbIM psAIoM 3a00JI€BaHU M, BKIIOYAs
pa3nuyuHble OHKOJOTMYECKUE IaTOJIOIMU, CUCTEMHBIE 3a00J€BaHUs COCIUHUTEIBHONW TKaHU (CH-
CTEMHasl KpacHasl BOJYaHKA, PEBMATOUIHBIN apTpUT U JIp.), UHPEKIMOHHbIE OO0JIE€3HH, MATOJNOTUH,
MPOTEKAIOIIME CO CKPBITOM KpoBOTOTEpeH (auBepTukyses, s3Ba KKT), xpoHuueckas moueyHas He-
JIOCTATOYHOCTH U Ap. [25].

OpmHako y4uThIBas, YTO MPU3HAKM MUENOIUCIIIIA3UU BeTpeyaroTces: He Tonbko pu MJIC, Ho u
IpHU JPYrUX reMaToJIOTMYecKuX 3a00seBaHMsIX, HanOojee TpyAHOH sBisieTcst AuQdepeHI] naibHas
JMarHOCTHKA CO CIEAYIOIIMMH COCTOSIHUSIMM:

<> MeranobaacTabie anemuH (B1; - u ponueBogepunmTHLIC aHEMUN).

Otnuuarores ot MJIC oTcyrcTBHEM M3MEHEHUH B KapUOTHIE U OBICTPHIM KIMHUYECKUM U
reMaToJIOTHYECKAUM OTBETOM Ha Tepanmuio BUTaMHUHOM B, u (1) GonreBoi KuCIOTOM.

X4 Anmnacrnyeckass anemusi (AA). B monszy MJIC roBopuT Haiauuume OTYETIMBBIX
MPU3HAKOB JMCILIA3MU TEMOI033a U IUTOTeHETHYECKUX aHOMAIHMH, MMEIOIIMX KIIOHABHBIN Xapak-
Tep, MOXKUJION BO3pacT marueHTa. JlonogHuTe IbHbIM AU (depeHIInalbHO-TMarHOCTUYECKUM TTPH-
3HAKOM CIY)KHT ypOBEHb IienouHoi (ochartassl HeTpoduios, Hu3kuid mpu MJIC 1 MOBBIIICHHBIN
pu AA.

/lna annacmuueckoii anemuu XapaKkmepno:

a NAHIUTONCHHS B TepuepruecKOil KpOBH

a UH(CKIIMOHHBIC OCIOKHEHUS

a reMOpparn4ecKiii CHHIPOM

a NIOJIHAS aIljia3usi KPOBETBOPCHHUS 110 IAHHBIM TPENaHOOHONICHH
a Hed(PpPeKTUBHBIN IPUTPOIIOI3 11O TAHHBIM KOCTHOTO MO3ra.

Jnsa AA ne xapakmepno:

> MU3MEHEHME KapUOTHUIIA, 33 PEIKUM HCKIIYCHHUEM,

> PETUKYITHHOBBIN (pUOpO3 B TpenaHare,

> rernarociieHoMeranus no JauueiM Y31,

> menoyHast (ocdaraza B HeWTpouIax nepudepruyeckoil KpOBU BBILE HOPMBI, a TIPU
pedpakrepHOll aHEMUHU - HUXKE.

a IMapokcusmanbHasgs Ho4yHas remoryioounypusi (IIHI'). OtnmuurensHbIM npu3Ha-
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koM [THI' siBisieTcst peTUKyJIOIMUTO3 B KPOBH, MOJIOKHUTEIBHBIE TECT XeMa M CaxapOo3HbIE MPOOHI,
runepounupyonnemus (Hempsimasi Gpaxius), oOHapy)KeHHUE TeMOCHIEpHa B MOYe U CBOOOIHOTO
reMorIoOMHA TJIa3Mbl U pa3IpaskeHue IPUTPOUTHOTO POCTKA KOCTHOTO MO3ra.

Q AYTOMMMYHHAsl T€MOJUTHYECKAs] aHeMHUsl. XapaKTepUu3yeTcsl PEeTUKYIOLHUTO30M,
IIOJIOKUTENBHON NpsiMol npoboit KymOca, yBennueHueM HenpsMoro OuaupyorHa B KpOBH, U ypo-
OuIIMHA B MOYE M CTEPKOOMIIMHA B KaJe, CIIJICHOMETaluei u T.1.

a Cunepob6JiacTHble aHeMHH, 00yCIOBJICHHbIE CBUHIIOBOM WHTOKCHKAIMEH. Xapak-
TEepHO Hanuuue 0a30(pUIbHON MyHKTAlUU SPUTPOLUTOB, MUIICHEBUTHOCTH, YBEJIMUEHUE COJEpHKa-
HUSI CHAEPOOIaCTOB B KOCTHOM MO3Te, a TAKOKE HATMYNE MPU3HAKOB MOPAKEHUSI HEPBHOM CHCTEMBbI
u 0oJeil B )KMBOTE U JaHHBIX MpodmapIpyTa.

a OcTpblii  3pUTPOMHEJI03. XapaKTEpU3YeTCsl MOBBILIECHHBIM COJEPKAHUEM B KOCT-
HOM MO3T€ SIIPOCOJIEpKAIMX KIETOK 3pUTPOUTHOIO POCTKA, TeNaTOCIIJIEHOMEraauel u T.1.

IMPOI'HO3.

Q [locne ycraHOBIEHUSI TOYHOTO JTMarHo3a rnepeja BEIOOPOM Tepaluu U B MpoIiecce Je-
yenus:i nanueHToB ¢ MJIC HeoOxomMMo y4HTHIBaThH cTeleHb pucka 3aboneBanus. st 3Toro
O00bIYHO MCHOJB3YIOT MEKIAYHAPOAHYI0 HIKAady oueHkd mnporHo3a IPSS (International
Prognostic Scoring System) (26).

a IIporno3 npu MJIC HebsaronpusiTHbIN, KOI/ia cpeJHHMii MOKa3aTeJb S-jieTHeH
BbIXKHBaeMoCTH cocTaBJjisieT oT 10 10 60% (27,28).

JIEHEHME.

IMonnepxuBalomee JeyeHHe IPUTPOLMTAPHOM Maccoil, TPOMOOKOHLIEHTPATOM W AHTH-
0aKTepuaJIbHOH Tepanueid.

TpaHcdy3uu 3pUTPOLIUTHON MaCChl SIBISIOTCSI CAMITOMAaTUYECKUM METOOM JICUEHUSI U CIO-
COOCTBYIOT YNYYILIEHHWIO KayecTBa JKU3HHU OONbHBIX. TpaHchy3uu AOHOPCKUX SPUTPOLIUTOB HEOO-
XOJMMO MPOBOJUTH C YUETOM COMAaTUYECKOIO COCTOSIHUSI OOJIBHOTO, IPUHUMAs BO BHUMaHUE OIac-
HOCTb IE€PErpy3KH OpraHu3Ma XKeJae30M, PUCK HHPUIIMPOBAHUS TPAHCMUCCH BHBIMU MH(EKIIUAMU U
MMMYHOJIOTHYecKHe peakiuu. Heo6xonuMo MCIoab30BaTh SPUTPOLIUTHI, OTMBITBIE OT JICHKOLUTap-
HOM B3BeCH, C yUeTOM (JeHOTHIIA 110 Pe3ycy.

e['emonodTHYecKUe (PaKTOPbI POCTA

[Tpumenenue dakropos 3putponodsa (D110 npu HB uumxe 100 r\in) HalenieHO Ha MOBBIIEHUE
YPOBHSI TeMOINIOOMHA U CHM)KEHUS 3aBUCUMOCTH OT TeMOTpaHC(y3uH. Y MallMeHTOB U3 TPy HU3-
KOIO M IPOMEXKY-TOUHOro-1 prcka no mkane [IPSS BeposTHOCTh OTBETa Ha TEPANHNIO SPUTPOIIOITH-
HOM BBIILIE, YEM B IPYIIIIE NPOMEXKYTOUHOI0-2-T0 M BBICOKOIO pucka, a ['-KC® (29,30).

eYiajleHHe cejie3eHKH (CIUIEHIKTOMHSA), BKJIYAT B NPOrpaMMy Tepanuu 00JbHbIX
MJAC c runonsa3ueii KpoBeTBOpPeHHs1 B Jt000M Bo3pacte, eciu Tepanus LICA HeaddexTrBHA U
He BbIABJLIIOTCA npusHaku nporpeccud MJIC (moBblieHue % ONacTHBIX KIETOK, KIETOYHOCTU
KOCTHOI'O MO3ra U IOAABJIEHUE HOBBIX UTOTCHETUYECKUX AHOMAJIH ).

VY GonpHbIX pedpakrepHoit anemueld, PAKC u ap. npu HOpMO- U THIEPKIETOYHOM KOCTHOM
MO3Tre U MpPU BBICOKOM 3aBUCHMOCTH OT TpaHC(y3UH JOHOPCKUX SPUTPOLUTOB, CIUIEHIKTOMHS MO-
XKeT OBbITh PEKOMEHJOBAaHA JUIsl YMEHBIICHHS 3aBUCHMOCTH OT reMoTpancdy3uii. CILIEHIKTOMHUS
BBIMOJIHAETCS MPU OTCYTCTBHHM O04YaroB MHQEKIMU B TaK Ha3bIBAEMOM «XOJIOAHOMY nepuoje. [1po-
BEJICHHE CIUIEHOPKTOMHMH [OJDKHO OCYIIECTBIIATHCS Ha (OHE BBIIIOJIHEHUN aJE€KBAaTHOW 3aMECTHU-
tesnpHOM Tepanuu (C3I1, TOHOPCKOro TPOMOOKOHIIEHTPATa U 3. MacChl).

CiieHOKTOMMSI B IIpOrpaMMe KOMOMHMPOBAHHOW TEpariuy B3pOCIBIX OOJIBHBIX AA MOXET
paccMaTpuBaThes, KaK albTEpPHATUBHBIM MeTo/ aHTHIMM@oruTapHoMy rio0ynuny. [Ipu tsoxenoi
AA cnieH3KToMHS MOXKET OBbITh BKJIKOYEHA B IIPOrpamMMy JIEYEHHS Ha IIEPBOM 3Talle€ B CIIydasx He-
nepeHocumoctu AJII" unm OoTCyTCTBHS IpemnapaTa U Ha BTOPOM 3Tane JiedeHUs O0IbHBIX pedpak-
TOpHOU AA, T.e. HE OTBETUBIIMX Ha nepBblid 3Tan AJI, mpoBOAMMOIl KMMYHOCYIIPECCHBHOM Tepa-
UM B T€YEHUHU 3-6 MecsLEeB.
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s MMM YHOCYIIPECCUBHAS TEPAIIUSA

B kauectBe ummyHocymnpeccuBHoi Tepanuu (UCT) npu pedpakrepHbIX IUTONEHUSX U CIIOJb-
3YIOT HMKJIOCTIOPHH A, MOAaBJAsIOIMIA (YHKIHMIO eCcTeCTBeHHbIX KWLIepoB U T-cynpeccopos.
[lo maHHBIM THCTOJIOTHYECKOTO MCCIEAOBAHMS TPETAaHOOUONTATOB, TP ATUTEILHON Tepanuu UK-
aocriopuHoM, y 6oabHbIX MJIC ¢ runomiasueil KpoBETBOPEHHUs ObLI MOJIY4EH IOJIOKUTEIbHBIN
3(deKT OT MOJHON PEMUCCHUU IO MCUE3HOBEHUS MOTPEOHOCTH B reMoTpaHcdy3usx B 67% ciaydaes
[34]. B xommexkce UCT mpu M/IC ucnons3yrorcs anTuTUMoniuTapubiid ro0ynuH (ATD) B mo3ax,
MPUMEHSIEMBIX TP aIlJIACTUYECKOM aHeMHU U criieH>kTomus [31, 32].

e XUMUOTEPAIIUA

Xumuorepanus npu jgedyeHnrn MJIC MoxeT ObITh BBICOKOMHTEHCUBHOM (11€JIb - yaneHue ma-
TOJIOTMYECKOTO KJIOHA) U MEHEee MHTEHCUBHOM (IJ1s MOJaBJICHHS aTOJOrM4Yeckoro kiona). Husko-
WHTECHCUBHASA XUMHOTEpAINus NUTApaOMHOM SBJISIETCS METOJIOM BBIOOpa y OonbHBIX cTapie 30 er
¢ PAUB ¢ HOpMO - WM TUIIEPKIETOYHBIM KOCTHBIM MO3TOM.

Mauibie 10361 HUTOCTATHYECKUX MpenapaToB (UTapabrH 1 MendanaH) MOo3BOJSIOT MOTYyIUTh
noJokuTeNbHbIe dYPpekThl MeHee YeM Yy 50% OonpHBIX. B ManbIX 032X OHU MOTYT HCIOIB30BaTh-
Csl JUIA JICYCHUS TOKUJIBIX MAIlUEHTOB, OOJBHBIX C TSHKEJIOW COMYTCTBYIOIICH MaTOJOTHEH, Y KOTO-
PBIX HEBO3MOKHO IPOBEICHHE MHTEHCUBHON XUMUOTEpaiuy U TpaH crutantauu KM. V 60nbHBIX €
HEBBICOKMM COJIEpKaHUEeM OJIaCTOB B KOCTHOM MO3T€ MpPH HEBO3MOXKHOCTHU IPOBEJEHUS Tepanuu
HU3KMMH J03aMHU LIUTapabuHa Wi ee Hed(PPEKTUBHOCTH MOKET OBbITh MCIOJIb30BAH JATUTEIbHBIN
npuem 6-MepkanTonypuHa, mendarana [33, 34].

¢ TPAHCIIVIAHTAIIUSA KOCTHOI'O MO3I'A (TKM)

Annorennass TKM siBisieTCss €IMHCTBEHHBIM PAJUKAIBHBIM METOJIOM Tepanuu y OOJNbHBIX
MJIC, mo3BossitoniM TOOUTHCST S-J€THEH BbDKUBaeMOCTH TpuMepHo y 30% OGombHBIX. OmHaKo
MO>KMJION BO3pacT OOJbIIMHCTBA 0OJIBHBIX U 0TCyTCcTBUE HLA-UIEHTHYHBIX JOHOPOB CYIIECTBEHHO
OrPAaHMYMBAIOT BO3MOXHOCTH €€ nmpuMeHeHus. [lo manHbeim EBponeiickoir komuccuu no TKM u
rpynnsl uccienosateneit u3 Custna (1998), y 6onpabix MJIC Ge3peninivBHAs BBIKUBAEMOCTh T0-
cie ajutoreHHo TKM B Teuenue 6 sietT coorBeTcTBeHHO coctaBuia 41 u 40%, yacrora peuuBoOB
6one3nn - 22 u 18%, a paHHsst JeTanbHOCTH - 37% (35, 36, 37).

SQIIM'EHETUYECKASA TEPAIIUA M/C:

T'HIIOMETH/THPYIOLIIUE AI'EHTBI

Hucrpykuus

ToproBoe Ha3Banme: JlakoreH (IeluTaOuH).

JlekapcTtBeHHass ¢popma: nrodumuzaT Ui MPUTOTOBICHHUS pacTBopa Juid uHpy3uid 50 mr.
Onucanue: KomnakrHas niam nmopomkooOpa3Has Macca 6eyoro 1Bera.

CocraB: AKTHBHOE BeleCTBO: JenuTaduH 50 Mr; BCIOMOraTelIbHbIE BEIIeCTBA: Kalus J1H-
ruapodocdar 68 mr, HaTpUs TUAPOKCUT 11,6 Mr.

Cnoco0d nmpuMeHeHHsI W J03bl:

[lepBsiii nukn neyeHus. Pekomenayemasi 103a aenuraduHa cocrasiaser 15 mr/m? nmyTeM
HeNnpepbIBHOM 3-4acoBOM BHYTpPUBEeHHON MHQYy3Hueil kaxablie 8 yacoB B TeueHue 3 aHeii [37].
[Ipu 3TOM CcrexyeT mpoOBECTU MPEeMEINKALINIO IPOTUBOPBOTHBIMY IIpenapaTaMu B CTaHJAPTHBIX J10-
3ax. Huk/bl noBTOPSIOT Ka:kable 6 Hexeib. PekomeHayeTcest IpoBecTH MUHUMYM 4 HHMKJIA Jie-
YeHMs, HO JJIsl JOCTUIKEHHS YaCTUYHOTO WJIM TOJHOro (peKra MoXKeT oTpedoBaThes Ooee n-
TenbHOE JeueHue. JleueHne MOXKHO NPOJOJIKATh HACTOJIBKO OO, HACKOJIBKO COXPAHSETCS Tepa-
neBTuyeckuil r(pexr. Koppekuus 10361 UM OTCpOUKa OYEpPeAHOIO BBEACHHS IPOBOAUTCS IO pe-
3y/nbTaTaM OOINEro KIMHUYECKOro aHaJln3a KPOBH.

[lpu mpoBeneHNH KIMHHUYECKUX MCCIENOBAaHUH AenHTa0MHA ObLJIO OTMEYeHO YJayd4llleHue
(p YHKIIMOHMPOBAHUS KAK OJHOI0 KPOBETBOPHOI'O POCTKA, TAK M BceX TpeX, a TaKKe 3HAYU-
TEIbHOE YITy4IlIeHHE KayecTBa KM3HU, B TOM YHCJIE U B CBS3U C 00jee HU3KOM TOKCUYHOCTBIO, MO
CpPaBHEHHUIO C XUMHUOTEpaNueH.
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