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MUEJIOJACIIIACTHYECKHAN CUHAPOM: IU®PEPUHIIUAIBHASA

JANATHOCTHUKA C PAJIMYHBIMU AHEMUAMHU U JIEYEHUE

HIWMU I'emaTonoruu u nepenusanus kposu M3 PY3

Muenomuciactuaeckuii cuaapom (M/IC) — rpymma

TeTEPOreHHBIX  KJIOHAIBHBIX  3a00lleBaHWi,  Xapak-
TEpU3YIOIAsCs HAINYNEM [IUTONICHUH B Tieprdepnieckon
kpoBH (I1IK), nucnmaszun B koctHoM Mo3re (KM) u puckom
Tparchopmalm B ocTpsblii aeiiko3 (OJI).
MJC ceronHst SBASETCS OIHOM U3 CaMbIX CIIOXKHBIX MPO-
OJeM reMaToJIOTMH M OCOOEHHO Yy HAac B pecIyOIuKe.
JIums HenaBHo neuenne MJIC BbIILIO 32 paMKH MOJIEP-
JKMBAIONIEH Tepanuu, IPOBOAMBIICHCS C 1Bl 00Jerde-
Husi cumnromoB. MJIC aTo maTosnorus crapiieil Bo3pact-
Hoit rpynmsl. 80 % ciyqaes MJIC npuxoaurcs Ha nuna
crapuie 60 ger. MJIC B meTckoM Bo3pacTe BCTPEYaeTCst
Kpaiine penko. B eBponelickux crpanax cpeau aui 50-69
net peructpupyercs 40 HoBbix ciydyaeB MJIC Ha 1 muH
HaceneHus, a cpeau aui 70 net u crapuie 150 HOBBIX City-
yaeB Ha | MuiH Hacenenus. 3adonesaemoct MJIC B PO B
cpenHeM coctapisieT 3-4 cimydas Ha 100 Thic. HaceJIeHUS B
rojl U yBenuuuBaercs ¢ BospactoM.!? Y Hac B pecriybnuke
IIOKA TaKUX CTAaT UCTUYCCKHUX JAaHHBIX HET.

MJIC noapaznensercs Ha NEPBUYHBIN (MauHOnaTHYe-
ckmif) tun — 80-90 % ciryyaeB 1 BTOpUUHBIH (BCIEACTBUE
NpEIIIECTBYIONIEH XMMUOTEPAINuH U Jip. GpakropoB) — 10-
20%.

bonbmmacTBO (80 %) cimydaes MJIC sBisiroTest nep-
BUYHBIMU— HAMOMATHYeCKMMH win de novo (1aT.—
BHOBb MOSBUBIIHMIACS, HOBBIN). Bropuunsiit MIAC sBus-
ercsi 3HA4YMTEJIbHO OoJiee HEONArONpPUSATHBIM M PE3U-
CTEHTHBIM K jedeHuio tunoM MJIC, obmagaronium 3aBe-
JoMo Oosiee XyAUIMM HPOTHO30M B CPaBHEHUM C IEPBUY-
weiM MJIC. 10-20% cnygaes M/IC BO3HHKaIOT BClea-
CTBHE IIpeamecTByoneid xumuorepamnuu (XT) mo moBoxy
Jpyrux HoBooOpa3zoBauuil. K npenapartam, obnagarommm
JIOKa3aHHON CIIOCOOHOCTBIO MOBPEXKAATh TEHOM C IOCIe-
nytomuM pazsutieM MJIC, oTHOCSTCS alKUIMPYIOILIHE

areHThI (umknodocdan), AHTPALUKIIUHBI
(mokcopyOMIMH), HMHTHOUTOPHI ~ TOMOW30MEpa3bl —
POTUBOOITYX OJICBBIC areHTHI PacTUTEIHLHOTO

MIPOUCXOXKAEHUA  (TOIICTEKaH, WPHUHOTEKAaH U  Jp.
unopodui-norokcunsl (3ronozun). K MJIC takxke Moryt
MIPUBOANTH PAAUOTEPANUsl U KOHTAaKT C TOKCHYECKUMH
MaTepHaIaMH.

@dakTopaMu pHCKa B BO3HHKHOBEHHH IIEPBUYHOIO
MJC sBistoTcs: paamaysi, KypeHHe, BPOXKICHHBIE H
HacJIeJCTBEHHbIE 3a00I€BaHMs, TOKHION BO3pacT, KOH-
TaKT C TOKCHHAMU (OCH3WH, OPTaHIMYECKIE PACTBOPUTEIH,
mecturuabl). @Pakropamm pucka BropuaHoro MJIC
npenmecTByromas X1 OHKOJIOTHYECKOro 3a00IeBaHUs
Wi TpaHCIaHTanus xkoctHoro mo3ra (TKM). IIporros
3a0oneBaHus B OONBIIMHCTBE CIIydaeB HEOIATrOMPUSITHBIMN,
S-netHss BpDKuBaeMocTh ipu MJIC He npesbimaet 60 %,
mpu 3ToM TpaHchopMamms B OCTpeI Jeiiko3 (OJI)
npuxoauthes 30 % cimyqaes, 121

Mpruanasr MJIC 1o KoHIA HE W3BECTHHL. B ocHOBe

narorenesa MJIC JneXHT BO3IEHCTBHE IMOBPEKAAIOIINX
(akTOpOB HAa TOJNWIOTEHTHYIO CTBOJIOBYIO KJIETKY,
NpUBOASIIEE K TOSBICHUIO B HEH TI'eHETHYECKUX
aHOMaNMi, a TakKe (eHOMEHa THIIepMETUIIUPOBAHUE
JHK. Vxka3arraele HapylieHus IMPUBOAAT K HAPYIICHUIO
NPOAYKIMH KJIETOK MHEIOHJHOTO POCTKA M IOSBICHHIO
muenodmactoB B KM u nepugepuueckoit kposu (I1K),
BCJIE/ICTBHE  YEro  TOSBISIIOTCS  JUCIUIACTUYECKHE
M3MEHEHHS] B 3peNbIX KIEeTKaX W WX (YHKIHMOHAIbHAS
HEJJOCTATOYHOCTh, TPUBOJISIINE K ONMCAHHBIM KIMHUYE-
cKUM TiposiBiieHusiM. @eHomeH runepkieroyHoctd KM Ha
(oHe mepudepuyeckoll IUTONEHUH OOBSICHSIETCS YCKO-
PEHHBIM ~ aroNTO30M aHOMAaJbHO NPOIH(EPUPYIOLINX
kietok KM.

MJIC otnu4aer OTCYTCTBUE TUIMMYHON KJIMHHUYECKON
kapTuHbl. CumntomaTiky M/[C cocTaBIIsIOT MOCTEACTBUS
JIICMHEINON033a, T.€. IUTONECHUH: aHEMHUS, HEUTPOIICHUS U
tpombormronenns: (aHemuss Hb menbme I10 1/m,
HelTpodmiel Menbiie 1,800 Ha 1 MHKpOTUTP KpOBH;
reMaToOKpUT MeHblIie 36 % IpUTPOLUTOB B 001EM 00BEME
KpOBH B opranusme; Tpombormtsl Menbine 100,000 Ha 1
MUKpOIHUTp KpoBHu). Haubonee wacto MJIC manudecru-
pyeT LUTONEHHsSMH, IJIaBHBIM 0o0pa3om anemueit. [lpu
aToM Heobxomumo auddepenunporats MJIC ot xene3o-
wim B12- neduiurHON aHEeMUM, MOCTTEMOpPPArHYecKOn
aHEeMMH, AHEMUH IPH XPOHWYECKHX 3a00JNeBaHUAX U
OHKOJIOTMM WM CBSI3aHHOM € XPOHMYECKOH I10YEYHOU
HEIOCTaTOYHOCTBIO, & TAKXKE AaIUIACTUYECKOW aHeMHEN
(AA), mapokcu3MabHON HOYHOM TeMornoOuHypHuen. Y
10% manuMeHToB UMEIOTCS MPU3HAKA MH(EKLIUH, a y He-
CKOJIBKO MEHBIIIEH JJOJIN NMAIlUeHTOB O0IE3Hb POSBIIAETCS
KpOBOTE€UeHUAMHU. B cBs3M, ¢ 3TuM auarHoctuka MJIC
Gazupyercs UCKITIOYUTETHHO Ha  JabopaTopHoO-
MHCTPYMEHTAJIBHBIX METOZaX, M3 KOTOPBIX KIFOUEBBIMU
ABIIIFOTCS MONIHBIN KiuHM4ueckuit aHanu3 [1K, HekoTopsie
OMOXMMHYECKHE HCCIEAOBAHUS U MOP(OIOrHYECKUH
aHanm3 acrimpatoB U 6montatoB KM. [luddepenimansaas
muarHoctrka MJIC Taxoke 3aTpyJHEHA B CHITy MHOXKECTBA
coctosHUH, wuMeromux obmme ¢ MJIC  KImMHUKO-
nmabopaTopHble TposiBieHUs. 11 aHamM3a M3MEHEHHH B
IIK npoBOIMTCS MOJHBIA, ¢ MOJACYETOM PETUKYJIOLMUTOB
(YCKOpEHHBIH 3PUTPOIO33 C MAKPOIMTO30M B OTBET Ha
TEMOJIN3 M OCTPYIO KPOBOIOTEPIO MPUBOIUT K yBEJIWYeE-
HUIO PETUKYIIONHN
TOB), TPOMOOIINTOB, JICHKOITUTOB M KIIMHUIYECKOTO aHAIIN32
KpOBH. THWNWYHBIMM HAXOIKaMH SBISIOTCS H3MEHEHHS
(hOpMBI KIIETOK, MATONOTHYECKHE BKIIOYEHHUS W YMEHb-
IIEHWE Yuciia KJICTOK OJHOTO WIJIM HECKOJBKHX POCTKOB
KpPOBETBOPEHHUS. J[pyrMM KIIOUEBBIM C TOYKH 3PEHUS
muarHocTukn MJIC oOmeHKm TporHo3a ©  BBIPAOOTKH
TaKTHKW JICYCHUS OOJBHBIX MCCIIEIOBAHUEM SIBIISIETCS
Mopdonornyeckoe, IMMYHOTHCTOXUMHYECKOE W ITUTOTe-
HeThueckoe uccneaopanusd tkanu KM. UccnenoBanue
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KOCTHOMO3TOBOT'O ITYHKTaTa B 3TOM OTHOLIEHHUH SIBIISIETCS
HecpaBHEHHO OoJiee MH(POPMATHBHBIM, YEM OIpEACIICHIE
Mopdornormdeckoro coctaBa IIK. Hcmomb3yrorcs nsa
crocoba TmonydyeHus wmarepuana: 1) acrnmpanroHHas
OuoIICHS KOCTHOT'O MO3Ta | 2) TpernaHoOHOICHs U3 TPEeOHs
MOAB3/IOMHOM  KocTh. IIpM  mMTOIOrHMYEeCKOM — HC-
cnenoanus KM (MuenmorpaMma) MOXKHO OICHHTH HAJIH-
Yyue JWCIUIa3uM MHUeouIHoro poctka. [Ipu mopdomnoru-
YECKOM HCCIIEJJOBAaHUM OTMEYAETCsl IM33PUTPOII03, JTUC-
TpaHyJIONod3, JTUCMeraKkapuonods. ['ncroirornieckoe uc-
cnenoanue KM (TpemaHOOHOIICHS) MO3BOJISAET OICHUTH
apxutekToHuKy KM, nnddy3Hblii MM o4aroBblil Xapak-
Tep W3MEHEHHH B HEM, M3YYHTh COOTHOIIEHHE KpOBE-
TBOPHOH ¥ )KMPOBOH TKaHH, BHISIBUTH aTUINYHBIE KIETKU
uT. 1. Actiupanust KM nipu cTepHaIbHOM MyHKIUH TaK WK
nHaye Hapymaer crpyktypy KM u He wuckmovaer
npuMemirBanue Kk myHkTaty I1IK. B cBsa3u ¢ aTum BhION-
HEHHE TPEeNnaHOOHOIICUH 0053aTeNbHO JUIsl MOATBEPIKIe-
Hus auarHoza MJIC. Bruoxumuueckne uccieaoBaHus 00-
MEHa jKene3a, cojep)kaHusi BuTamuHa B12 u Qonueoii
KHCJIIOTbI, UMMYHOJIOT'HYECKUE Hp06I)I MpU3BaHbI ITOMOYb
npoBecTy TUQdepeHIUANTBEHYIO TUarHOCTUKY C aHEMUSIMH
MHOTO TeHe3a, ¢ y4€roM Toro, uto y 80 % mamnueHToB c
M/IC ormeuaercs anemus. MJIC cienyer nuddepenim-
POBAaTh ¢ APYTUMH OHKOI'€MaTOJIOTMYECKUMH 3a00JIeBaHH-
SIMH, BKJIIOUYasi OCTPbIE M XPOHUYECKHE JICHKO3BI, a TaKXKe
nmumorponudeparuBubie 3adoneBanus. Yacth u3MeHe-
HuH, cBoiicTBeHHbIX MJIC (B 9acTHOCTH, MOHOIIUTO3,
LUTONEHUIECKUE HAPYIICHUS), MOTYT OTMEYaThCA IPU
HEKOTOPBIX MH(EKIIMOHHBIX npoueccax. [Ipu orpaBieHnu
TSDKENBIMA MeETallIaMHi MOTYT OTMEUaTbCsl M3MEHEHUS
SPUTPOLMTAPHOTO POCTKA, CXOIHBIE C TAaKOBBIMM IpPHU
cuIepoOsacTHBIX ~ aHeMHAX. Y  TAIHUeHTOB  C
HACJIEICTBEHHBIMU LUTONEHUAMHU PEKOMEHIYETCsl Ipo-
BEICHUE JIONOJIHUTEIHHOTO T'€HETHYECKOro HCCIIEI0Ba-
HUsI, KOTOPOE IIOMOXKET BBIABUTH aHEMHUIO (DAaHKOHH U
BpOXKIAEHHBIN Auckeparo3. LluToreHernueckue Hapyuie-
wus npu MJIC npencraisitor coOol MOBTOPSIOIIMECS
XPOMOCOMHBIE AQHOMAJIHH. ITpn JIMarHOCTHKE
XpOMOCOMHBIE aHOMaNuu oOHapyxkusaworcs y 40- 70%
nanyenToB ¢ nepBuaHbIM M/IC 1y 95 % marmmentos MJIC
KOTOpBIX CBs3aH ¢ Tepammeil (Bropwunblii). K mHanbomee
gacto Berpedaromumcs mpu MJIC IHTOreHeTHIecKUM
aHomanusaMm otHocsTes del(5q), -7 u +8." MuHUMaNbHBIE
JUarHOCTHYECKHE KpUTEpUH MJC BKJIFOYAIOT
obsi3aTenpHble AuarHoctudeckue ycnmous (mo NCCN,
2009)%!— cTabunbHas UUTONEHUsS HE MeHee 6 MecslleB,
(32 MCKITFOYEHNEM CITy4JaeB, KOTAa IUTOIEHHS COMPOBOXK-
JaeTcacnenupuIeckuM KapHOTHIIOM WM ANCIDIa3Hel 2-X
POCTKOB KPOBETBOPEHUS (B 3TUX CIIy4asX JIUTEIBHOCTH
CTAOMIJIBHOW IIMTOIIEHNH JTOJDKHA COCTaBIISITH HE MEHEE 2-
X MECALIEB), HCKITIOUEHUEM APYTUX 3a00JIeBaHUMN, KOTOPHIE
MOT'YT CTaTh IPUYMHON Pa3BUTHS TUCIUIA3UH WIH/U IIUTO-
NeHuU. B nononHeHne K 3TUM JByM AWarHOCTUYECKUM
yCHOBUSIM JIst ycraHoBieHHs auarHoza MJIC wHeoOxo-
JIIMO COOTBETCTBHE XOTS OBl OMHOMY U3 TPEX OCHOBHBIX
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Kputepues: auciuiazus (> 10 % kietok ogHOTO Mt Oosee
n3 TpEX OCHOBHBIX POCTKOB KpoBeTBopeHusi B KM), co-
nepkanue OmactoB B KM or 5-19%, cneumduyecknit
KapHoTHII, Hampumep AeicHus (5q), aenenus (20q), +8
wm -7/neneuwst (7q).

Kpome Toro, ans auarnoctuku MJIC ucnonb3yroTcst
JIOTIOJIHUTENBHBIE KPUTEPUH, B TOM YHCIIE DPE3yIbTaThl
NPOTOYHOW  (UIIOPOLIMTOMETPUH,  THUCTOJIOTHYECKOTO,
MMMYHOTHCTOXMMHUUYECKOro uccienoBanusi KM, BbisiBie-
HUS MOJIEKYJSIDHBIX MapKepoB. Mopdoornieckoe uc-
ClIeIOBaHUE OMOIITATOB, IOJIYYEHHBIX MTyTEM OMaTepasb-
HOI TpenaHoOWOIICHH, SIBIISIETCS MOJE3HBIM, TOMHMO Be-
pudukammu guarnoza camoro MJIC, ¢ Touku 3peHus
JuddepeHIMATbHON JUATHOCTUKU ¢ JuMdorponudepa-
TUBHBIMU U JPYTHMH MHENONPOIU(epaTuBHBIMH 3a0071e-
Barusamu/% [

Juddepennmanbaas qUarHOCTHKA MTPOBOAUTCS C Me-
rajo0JIACTHBIMM aHEeMHSIMHU (3a00JIEBaHUs, XapaKTepPU3y-
rolmecs: u3MeHeHnssMu mMopgonorun kinerok KM Beien-
cteue HapymeHus cunrte3a JJHK. bonee 90%— B-12 u
(onueBo-nedunmTHrie aHemun). [locie Hauana Tepanuu
BUTaMUHOM B-12 mnm ¢onueBoil KMCIOTOW B aHanu3e
KpPOBM BBISABIISIETCS. PETUKYISAPHBIA KpHU3 Ha 5-7 CYTKH U
MOBBILIEHUE TI0KA3aTeNIe KPACHOM KPOBH, YTO HEXapak-
TepHO a1 6onbHBIX PA. 3MeHeHHs kapHOTHIIa KIETOK
KM He BcTpewaroTcs MpH MeErajoOJacTHBIX aHEMUSX.
Amnnactuueckas anemusi (AA) MOXKeET ObITh BPOXKIEHHOH,
nproOpeTEHHOI 1 nauonaTnyeckoi. Bpoxxnénnas AA —
aHemust PaHKOHM COUYETAETCS ¢ APYTUMH IeHETHYECKUMHU
aHOMAJMAMU (KOXHasl IIUTMEHTALMsl, THIIOIUIa3usl MOYeK,
MuKpotedanus), TpuoOpeTéHHas CBsi3aHa C JeHCTBHEM
XHUMHYECKHX M (H3UYECKHX areHTOB, HH(EKIHAMH,
HapymeHnsAMH oOMeHa BeriecTB. s AA He XapakTepHBI
M3MEHEeHHEe KapHoTHma, rumnepkierodnbii KM. Anemun
IpU  XPOHHYECKOM AaKTHBHOM TeMaTHTE XapaKTepHO
BBIBIICHUE MapKepoB BHUPYCHBIX uHpeKuui,
renaTocIuIeHOMEeTalus, KIIMHUYECKast KapTUHa
XPOHMUYECKOTO TENaTuTa, W3MEHEHHS OMOXMMHYECKHX
nokaszaTteseil kpoBu (OmwMpyOrHa, QYHKIMU TIEUCHH).

Knaccudukammm  ppaHKo-aMmeprKkaHO-OPUTAHCKOM
(®AB) rpymmoii 6su1a HavaTa B 1976 romy u mosxe, B 1982
rofy, OHa NpUHSIA CBOM OKOHYATENbHBINM BUJ. B ocHOBe
KIaccupuKanmu JexuT KrrodeBoi mist MIAC cuaapom—
pedpakTepHas, TO €cTh YyCTOW4YHMBas K JICUCHHIO
npenaparamu BuTamMmuHa B12 u (osimueBoil KUCIOTHI aHe-
must. Yerslpe tuna PA sBISIIOTCS MOCIIEnOBaTENbHBIMU
cTamusaMH, ¢ HapactanueM Tspkectr M/JIC, uTo nmeer cBoé
OTpak€HHE B IPOTHO3€ BBDKUBAEMOCTU. B 3TOH cCBs3M
nosiBiieare B KM 611acToB pe3ko MEHSET MPOTHO3 BBIXKH-
BaeMOCTH B Xymamyio cropory. PAb kimaccudpukaims
MO3BOJISIET OTHECTU MAllMEHTa K TOW WM WHOW TpYIIIE
MJIC B 3aBUCHMOCTH OT MOP(HOJIOTHYECKUX MTOKAa3aTEIICH.
I'pynma M/IC BxumogaeT msaTh 3aboneBaHuil: pedpaxrep-
HYI0 aHEMHIO, pe(paKTepHYI0 aHEMHIO C KOJBLEBBIMH
cuaepobiactaMu, pepakTepHyIO aHEMHUIO ¢ H30BITOUHBIM
KOJIMYECTBOM 0J1aCTOB, peppakTepHyI0 aHEMHIO C N30bI
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TOYHBIM KOJIMYECTBOM OJAaCTOB Ha CTaaWU TpaHchopma-
UM U XPOHUYECKHH MHUEIOMOHOLIUTApHBIA JIEHKO3
(XMMJI). Cornacio ®AB HOMeHKIarype mamueHTaMm, y
KOTOpBIX conepkaHue OxactoB B KM mpessimaer 30 %,
YCTaHABIIMBAETCS INArHO3 OCTPBIN MUENOOIacTHBIN JieH-
ko3 (OMJI). B nmanHOi KiaccupuKamuM XpOHUYECKUH
MHUEJIOMOHOIUTapHbIN Jeliko3 (XMMJI) otHocutres K
rpyniie MJIC, HecCMOTpsI Ha TO, 4TO 3TO 3a00JIeBaHUE Ya-
CTO XapaKkTepHu3yeTcs NPU3HAKaMH MHUEIONpoInQepaTuB-
HOT'O pacCTpONCTBA.

B 2002 roxy BcemupHas opraHuzanusi 3paBooxpa-
nenus (BO3) npemnoxuna HoByto kinaccudukamuo MJIC
MOI][1O) 4 s 2008 romy ObLTH CCTaHBI MPEIIOKECHUS MO e€
nepecmotpy.t1H? TToxrpynmel, BeiZEnseMble B Kiaccu-
¢uxanmn BO3 Bruovarot: pedpaxrepuyro anemuio (PA)
u pedpakTepHYI0O aHEMHUIO C KOJBLEBBIMH CHAEPOO-
nacramu (PAKC), pedpakTepHyIO ITUTONCHUIO C MHOXE-
CTBEHHOH JAHMCIIa3uel, pepakTepHyl0 aHEMHUIO C U30bI-
TOYHBIM KonmuuecTBoM OinactoB (PAUDB)-1 (comepkanue
omacroB B KM cocrariser menee 10%), PAUB-2 (co-
nepkanue OomacroB B KM mpessimaer 10%), cunapom
nenenun 5q 1 MJIC HeknaccupuuupoBaHHbIH (C HATHYH-
€M HJIM OTCYTCTBHEM KOJBLIEBBIX cuzepodiactoB). [amm-
€HTBI, paHee KJIACCU(HUIMPOBABIINECS KaK CTPaJAroIHe
XMMJI, orHocsites k rpymne MJAC/MIT3. Cunnpom nae-
neHun S5q, BeiAenseMblii B knaccudukaimu BO3 B oT-
JETbHYIO TOATPYIIy, XapaKTepU3yeTcs H30JIMPOBAHHOM
nenenueit 5q"3114 y coneprkannem 6mactos B KM MeHbIie
5%, uvacro B codetaHmn c¢ TpomOouurozom. BO3
npeaioxmia uckiarounts PAUDB Ha craaum tpanchopma-
uun u3 rpynnsl MJIC (muarnos OMIJI ycranaBiuBaercs,
ecnu cogepxanue 6iactoB B8 KM npesbimaer 20 %, Toraa
Kak paHee AJIs1 yCTaHOBJICHHS 3TOr0 IMarHo3a ColepKaHNue
6mactoB JokHO ObLIO npeBbImaTh 30 %). Oqnako MJIC
OTIMYAIOTCSI OT BHOBB JuarHoctupoBanHoro OMJI wHe
TONBKO COIEpXKaHWeM OJacToB, HO M TedeHHeM 3a0o0-
JeBaHMs, OOYCIIOBICHHBIM OINpeAeNEHHBIMUA OMOIOrHYe-
CKUMH cBoiicTBaMu. Kpome Toro, 3tu rpymmnsl 3aboneBa-
HHUH OOBIYHO OTJIMYAIOTCA U 110 YaCTOTE TePAIeBTHIECKHX
OTBETOB.

Ikama IPSS (International Scoring Prognostic
System— MexayHapoHas IKana OLEHKHA MPOrHO3a)
Oputa pa3pabortana B 1997 romy ¢ menpio 1aTh CHEHANN-
cTaM, NMOMHUMO KJIACCH(HKALMU, NMPAKTHYECKUI HHCTPY-
MEHT I10 OIIEHKE IIPOTHO3a M BBIOOpA TAKTUKH JICUCHUS IS
MIAIIMEHTOB C BIEPBBIC YCTAHOBIECHHBIM AnarHozoM MJIC
(To ecThb HE HOAXOAWT Ui TNPOTHO3a YK€ JIEYEHHBIX
marieHToB ¢ MJIC). Bropuunstit MIC omneHuBaeTcs Kak
M3HAYAJIBHO HEOIAronpusITHBIN, aBTOMaTHIECKH ITOIa/1a-
IOIIMI B KaTEropuio HanOosee BEICOKOTO PHCKa COTTIACHO
1PSS. Tpems ¢akxropamu, koTopbie yautsiBaeT 1PSS s
OLIEHKH NPOTHO3a, SBISFOTCS KOMMYECTBO OJIacTOB, KaTe-
TOpUsI IUTOT€HETHYECKOr0 PUCKA M KOJIMYECTBO MOpa-
JKEHHBIX LMTONEHHEeW nuHui. Kareropus mpomexyrou-
HOTO -2 pHCKa TaKXe CKJIAABIBAETCS U3 BBIPAKEHHOTO
LIUTONEHUIECKOr0 CHH/IPOMa 1 BBICOKOT0, B Tipenienax 10-
20%06mnacroza To, YTO B KaTeropuM HHU3KOIO pHCKa
MenuaHa o0Iel BEDKMBAEMOCTH HIDKE CpPOKa MEepexosa B
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OMUJIL, 00BsICHSIETCSI MEHBILIM CPOKOM KHM3HU OOJIBHBIX C
MJC, 4TO OTpa)xaeT MOCIEACTBUSA OCIOXHEHUH LUTO-
IEHMYECKOro cuuapoma. s

He Bce manumentsl ¢ M/IC HyxnparoTcs B Tepamnuu.
[TarueHTHI 0€3 aHEMHYECKOTO, TEeMOPPAruIecKOro CHH-
JpoMa, MHEKITHOHHBIX OCIIOKHEHUH MOTYT HAOIOAATHCS
W HE MoNTy4ath JieueHus (TakTuka «watch and waity). Bei-
00p TepameBTUYCCKOW TAKTUKHA BO MHOI'OM OIPEIEIIATCS
BO3pacTOM TalleHTa, COMAaTHYECKUM CTaTycoM, CTelle-
HbI0 pucka 1o mkane IPSS, WPSS, nanuuuem coBmectu-
MOro JIoHOpa. MO)KHO BBIJEIHTH CIIEAYIOIINE HalpaBiie-
Hust Teparuu MJIC: 1 .ConpoBoaurenbHas Tepamus
BKJIIOUaeT B ce0sl INepenMBaHue Pa3JIMuHBIX T€MOKOM-
TIOHEHTOB (PPUTPOLMTAPHON MAacChl, TPOMOOKOHIIEHTp-
ara), Tepanuio >puTpornosTuHoM™®l, ¥V Hac B pecrybimke
pa3pelcH K MPUMEHECHHUIO mpenapat PenpetuH - nosTuH
anbda, popma Beimycka 2000 ME, 4000 ME Bo dnakoHax.
B oHkoremaronoruu npuMeHEHHE IpernapaTa HUCHONb3Y-
eTcsl TI0 CJIEAYIOUIMM PEKOMEHAAIMAM: [TOPOroBasi BEJH-
gyuHa T Hadaja Teparmuu - Htx 110 /1. CtapToBas no3a
150 EO/xr wiam 10 000 ET B/B Tpu pa3a B HEAENO, HIU
40000 E/1 1 pa3 B Heaento 1/k. [Ipu mombeme reMoriioonHa
3a 4 Henenu Oonee yem Ha 10 1/71 - mpooMKaTh B TOM XKe
nose. IIpu orcyrcrBum Takoro nmoxbema - 300 EJI/kr win
20 000 EJI B/B Tpu pa3a B Heaemto, uiu 60000 EJ] 1 pa3 B
Henemo 1/k. [1pu mombeme remorioduHa Oojiee yem Ha 10
r/n 3a 2 Hemenmu - CHIKEHHME 10361 Ha 25%. llenesoit
ypOBeHb remMorioduHa - > 120 r/n. Takke npu BTOPHYHBIX
aHeMMAX y TMAlUEHTOB IOCIE€ XUMHO- U PaAUOTEpanuu
OITyXOJIel MO)KHO HCIIONB30BaTh IperapaTr pernpeTuH
Havanbnas no3a cocrasisier 150 ME/kr. [pu orcyrerBrin
OTBETa BO3MOXKHO yBenuueHue 103bl 10 300 ME/kr uepe3
8 Helenb OT Hayanma JedeHds TPoMOomnodTH- Hom.'®l
[NoakokHOE Ha3HAUEHHE DMOITHHA-aIb(a pa3 B HENEIo
oOecrieunBaeT WAECHTUYHBIN TEMOIIOITHYECKHA OTBET C
BHYTPMBEHHBIM Ha3HA4Y€HHMEM TPH pasa B Henemo. 171V
OONMBHBIX ~ YacTO  MOJYYAIOIIUX  reMorpaHcdy3uu
pa3BUBaeTcs Ieperpyska opraHmsma sxenesoMm. JKereszo
o0irajaeT TOKCHYECKUM AEHCTBHEM Ha pa3jIM4yHbIe TKaHU
U OpTaHbl, B MEPBYIO O4Yepeab Cepalle, IeYeHb, TO3TOMY
TaKye TMAIMEeHTH JOJDKHBI MOTYyYaTh IpemapaThl, CBS3HI-
BaIOIIIE JKEIe30—XenaTopsl (mecdepan, sKCHIKAN). 2.
HNmmyHOCyTpeccuBHas Tepanus HanbOomnee dpPeKTHBHA y
MALMEHTOB C THUIOKIETOYHbIM KM, HOpMAaJIbHBIM
kapuoturioM 1 Hammanem HLA-DR15.

JlenanuoomMuz, oOJIATAIOIINN WMMYHOMOIYIHPYIO-
IIMMHA aHTHAHTHOTEHHBIM [IeHCTBHEM, IIOKa3all CBOIO
3((eKTHBHOCTh y TPETH MAIMEHTOB C pedparTepHOi
anemueil (cormacHo kputepmsiM BO3) i HU3KHM PHCKOM
(o IPSS), a Taxke y 601mpHBIX ¢ 5q- cuaApoMoM. Dddek-
TUBHOCTB JICUCHHS B TAHHOM CITydae BECbMa BBICOKA; 95%
OOJIBHBIX JOCTHTAIOT ITUTOT€HETHYSCKON PEMHCCHH. AJl-
JIOT€HHAs! TPAHCIUIAHTALIMS TEMOIIO3THIECKUX CTBOIOBBIX
keTok (I'CK) oT COBMECTUMBIX JOHOPOB SBISETCS METO-
noM Belbopa y mamuentos ¢ MIC. P11 TTanuentam c
MJC momnoxe 65 neT, ¢ XOpOIIuM COMaTUIECKAM CTa3y-
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coM, mpu Hammund HLA-coBMecTHMOro MoHOpa ITOKa3aHO
nposeneHue amioreHHo TKM, Tak Kak TpaHCIUIaHTalus
SIBIISICTCS MIOTCHITUAIBEHO PAIUKAITLHBIM METOIOM JICUCHHUS. /{5t
neyenuss mnamueHtoB ¢ MIAC u OMIJI  mpoBoautbest
MOHOXUMHOTEPAIHsI MAJIBIMHA JTO3aMH [UTapaOWHA, KOTOPHIM
He mnoaxoauT tepanus merogoM TKM wnm npumeHeHue
nHTeHcuBHOW XT. MHeHus wuccrienoBareiied OTHOCHUTEIIBHO
[IeJIECO00Pa3HOCTH  WCIIONB30BaHHUS  HU3KOWHTCHCUBHOM
Tepanuu pacxoastcs. Bowen D" cuntaer, uto HeT ocHOBaHUiA
PEKOMEHI0BATh €€ PyTUHHOE UCIIOJIb30BAHNE

ipu MJIC: OBLIO BBITOTHEHO 3 paHIOMH3HUPOBAHHBIX KPYITHBIX
uccienoBanus -141 mamuenra, 4To
MPUMEHCHUE HHU3KHMX J[03 [UTapaOWHA HE YBEIMYHBACT
MPOJOIKUTENBLHOCTD KHu3HU namueHTos ¢ MJIC.1% Bumecte ¢
TeM, B OoJiee TIO3THEM HCCIenoBaHuu y nmaienToB ¢ OMIJI u
MJIC Bricokoro puckal'*! Gpu1o moKazaHO, 4TO y GaabHBEIX
MIPOIOJIKUTENBHOCTD KHU3HH, Y KOTOpbIX npuMensuics LDAC
Ooree, yeM B | IWKIJIe, BBINIC, YeM MpPU IOJICPKUBAIOIICH
obpazom,
HU3KOMHTCHCHUBHOM Tepanuu ¢ JoKa3aHHOU 3(h(HEKTHBHOCTHIO

KOTOpPLIC I1OKa3aliu,

Tepanuu. Taxum HEOOXOIMMOCTh B
U Jyuiieil nepeHocumocteio, yeM LDAC, koropas Oyner
CHOCO6CTBOBaTb YBEJIUYCHHUIO BBDKUBACMOCTH IIAIIUEHTOB C
MJIC BBICOKOTO pUCKa, OCTaETCS aKTyanbHOU. Bricokomo3Has
XT wucnone3yercs y OombHeix ¢ PAUB ¢ rumep- u
HOPMOKJIETOYHBIM KOCTHBIM, Npu TpaHchopmaimu B OMIJL
[IaTuneTHss BBDKMBAEMOCTh COCTaBISIET oOKoiao 18%. 4.
l'unomerunupyronue npenapatsl. HoBbie MHOrooGearomnue
TepaneBTUYECKUE IOAXO0b], MIUPOKO 0OCYKAAIOIINECS B 110

2. Corey SJ, Minden MD, Barber DL et al. Myelodysplastic
syndromes: the complexicity of stem-cell diseases. Cancer. Nature
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clleHee BpPeMsl, 110 TIOBOLY KOTOPBIX IIPOBOJISTCS MHOTO-
YUCIICHHBIC KIMHWYCCKHE WCCICIOBAHUS, BO3HUKIN B
pe3ynbTare rirydokoro mydenus ouonoruu MJIC. Cpenu
HUX CJEIyeT OTMETUTh HWHTHOWUTOPHI METIITUPOBAHUS
JHK (5-a3aumutuauH, AeMUTaOuH) 1 MMM YHOMOIYIISTOP
— JICHAIMAOMHA. S5-a3allUTUINH 00JanaeT JBOHHBIM
MexaHU3MOM jeiicTBua. OH BCTpamBaeTcs HE TOJBKO B
monekyny JIHK, o u B momexkyny PHK. B mponecce
MetmwaupoBanus JIHK runoMeTwiupyrome areHTHI
KOBaJIeHTHO cBs3bIBatoTcs ¢ JJHK-metmnrpancdepasoit,
YTO TPUBOJIUT T€MOIOITHYECKHUX KIIETOK-TIPEIIECTBEH-
HUKOB ¥ HOpMaJbHOE KpPOBETBOpEHHWE. A3aluTHIVH,
BcTpanBasicb B PHK Monekyiy, TeM caMbIM HIOHMKaeT e€
KOJIMYECTBO B KJIETKAaX, YTO MPUBOAMUT K LUTOCTATHYE-
CKOMY 3((PEeKTy BHE 3aBUCUMOCTH OT KJICTOYHOH (ha3bl.
Ha ocHoBaHuU pe3ynbTaToB uccineaoBanus 3 dhaser AZA-
001 (5-azanMTUANMH) — MEXIYHApOTHOE HA3BaHUE B
MYJIBTHAIICHTPOBBIX, KOHTPOJUPYEMBIX B HapalIeIbHBIX
rpymmnax, B koropoM nanueHTsl M/IC BICOKOTO prcKa ¢
OMIJI (BO3 kpurepun) cpaBHUBAIUCh CO CTaHIAAPTHBIM
JeyeHueM (CONMPOBOAMTENbHAS Tepamnus, HWHTCHCHBHAs
XT, uuskue 1036l IUTapaduHa). beuto mokasaHo, 4To,
azalMTHIMH B 2,5 pa3a yBennuuBaer oOIIyI0 BBDKUBAE-
MoCTb. [lns JiedeHnst STHX OanbHBIX a3al[UTUIUH ObLI
3aperuCTPUPOBaH, B TOM uuciie u B PO, B V30ekucrane
STOT MpemapaT He 3aperucTpupoBaH. Takum oOpazom,
Ha3pesa HeOOXOJMMOCTb, TS YIYUIICHHUS KauecTBa KU3-
HHU 60npHBIX ¢ MJIC ynmydqmuTh IUarHOCTHKY U JICUCHUE
IaHHOrO 3a00JIeBaHus.
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