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1. BBegenue

DddextuBHocth xumuoTepanuu (XT) octpbix jeitko3oB (OJI) 3aBUCUT OT
JIBYX KJIOYEBBIX (DAaKTOPOB — CHEHUPUUHOCTH LUTOCTATUYECKOTO BO3JACUCTBUS U
aJICKBaTHOCTU  COINPOBOJUTEIbHOrO  JedyeHus. KoHeuHo, Ouosioruueckue
OCOOCHHOCTH  JIGHKEMHYECKOTr0 KJIOHAa — IUTOT€HETUYECKHE AaHOMAJIuH,
MOJIEKYJIIPHbIE MapKepbl, KHHETHYECKHE CBOMCTBA OIYyXOJIEBBIX KIIETOK, HX
XMMHOYYBCTBUTENBHOCTh — OIPENENAIOT B paMmkax coBpemMeHHOM XT mnporxos
3a00/1€BaHUsl, HO TOJBKO IpPU YCJIOBUM COOJIFOJEHHS OCHOBHOIO MPUHIMIIA
ageuenuss OJI — wmakcumym 3¢ddexTuBHOCTH (32 CUET CHEHU(PUYHOCTH U
aJICKBATHOCTU BO3JCHUCTBUS) MPU MUHHUMYME TOKCUYHOCTH (3a CYET I'PaMOTHOM
CONPOBOJMUTENLHON Tepanuu). Jlonrocpounsle pe3ynbTaTbl JEYEHUS OCTPBIX
MUETOUIHBIX Jiekiko30B (OMJI) B3pocibix B TeueHue nocieauux 20 jJeT, HeCMOoTps
Ha COBEPIICHCTBOBAHUE TEPANUU BBIXAKMBAHUS WU UCIIOIb30BaHUS Psifa HOBBIX
npenaparoB, MPUHIMIHAILHO HE HW3MEHWINCh. B cpemHem S-neTHsisi oOmas
BBDKMBAEMOCTh OOJBHBIX B Bo3pacTe 10 60 JeT 1o JaHHBIM  OOJBIIMX
KOOIIEPAaTUBHBIX UCCIEA0BATENBCKUX IpyIIl cocTaBisieT 35--50%, Bappupys ot 10
10 90% B 3aBUCUMOCTH OT MOJIEKYJIIPHO-TEHETHUECKUX OCOOCHHOCTEH JIEUKEMUH.
Jlonig neTaabHBIX UCXOJIOB, CBS3aHHBIX C JICYEHUEM, Y 3TUX OOJIbHBIX COCTaBIISET
7--18%. B nedeHun mMOXUIBIX OOJNBHBIX JIOATOCPOYHBIE PE3YNIbTATHl HE
IpeTeprend MNPaKTUYECKH HHUKAKMX W3MEHEHMH B TEUEHHE 3 MOCIEIHUX
JECSTUIICTUM, U S-JIETHASI BBLDKMBAEMOCTh He TipeBbimaeT 10--12%. Mmenno OMUJI
ABJISIETCA TOM 00JIACThIO KIIMHUYECKOW T'e€MaTOJOTHU, B KOTOPOUM MPOOJIKAIOTCS
WHTEHCUBHbIE KaK KIMHUYECKHE, TaK M JabopaTOpHbIE HCCIEIOBaHUS,
HalpaBJICHHbIE HA XOTh KAaKOW-TO TOJIOKUTEIbHBIA CIBUT B YCTOSBIIUXCS
JIOJITOCPOYHBIX pe3yJibTaTax.

MexayHapoiHbIE SKCIIEPTHl HACTOSATEIHLHO COBETYIOT BKIIIOUATh OOJBHBIX B
KIIMHAYECKUE MCCIICIOBAHUA ¢ COXpaHATh OHOJIOTHYECKHE 00pasibl s
BO3MO>XHOCTH HX COIOCTaBJICHUSI B JTaJIbHEUIIIEM C MOJYYEHHBIMU pe3yJibTaTaMu
TEpanmuu ¥ YCTAHOBJICHHUS KOPPEJSIIIUU MEX]y Ja0OpaTOpHBIMUA JaHHBIMU U
UCX0JI0M 3a0omneBanusd. Mcnonb3oBaHue MPUHIIUIIOB «JI0KA3aTEIHHOW MEIUIIMHBI
B TakoW o00JacTHM Kak TeMaToJOoTusi SBJISETCS HEOOXOIUMBIM, TOCKOJBKY,
NOXKaJyil, HU B KAaKOW Jpyrol o0jacTd MEIUUMHCKHX 3HAHUW HE MPHUXOAUTCS
MOCTOSIHHO ~ CTaJKUBAThCSI C KPUTHYECKUMH CHUTYyallUssMU U TPUHITHEM
KPUTUYECKUX PELICHUM.

Cuuraercs, yto OMJI 3aboneBaer B cpeaneM 3--5 yenoBek Ha 100 ThIC.
HaceseHus B rofl. [Ipu a3ToM 3a001eBaeMOCTh pe3KO BO3pacTaeT B BO3pACTE CTapile
60 net, u coctaBiser 12--13 genosek Ha 100 ThIC. y nMroael B Bo3zpacte crapiie 80
aetr. Menauana Bo3pacTta d3Toro 3aboseBaHus coctaBiaser 65 yer. Ilo
omyOoimkoBaHHbIM B CIIIA cratuctiyeckuMm AaHHBIM, TPEIONIAraioch, 4TO B
2013 r. mpu Hacenernuu B 320 M OMJI 3a60m¢erot okoio 16 teic. rpakaan CILA,
npu 3toM OMJI craner npuumuoit cmeptu y 10 Twic. OonbHBIX. B Poccum
OOBEKTUBHBIX JMHUJIEMUOJIOTUYECKUX TaHHBIX, K COXAJCHHIO, HE CYLIECTBYET.
CBenenus, nOpUBOAMMBIE B OT4YeTax PakoBOro perucrtpa, MOpeacTaBiIsSIOTCS
3aHmwkeHHbIMU: 2287 60mpHBIX OMIJI B rox (mannbie 3a 2011 r.: rpadsl ocTphIit



MHUEJIOJIEHKO3 + Jpyrue OCTphble JIEWKO3bl -- MOHOLMTApHBIM U mpouue). [lpu
yucieHHoctu HaceneHuss 140 wmuH  xuteneir P®  pacueTHbIi TOKa3aTenb
3a0oneBaeMocTH (ucxoas u3 EBpomnelckuil 1 AMEpUKaHCKUX JaHHBIX) JOJIKEH
COCTAaBJISITh OKOJIO 5 ThIC. 3a00JICBIIMX.

Kpome »3TOoro, mno pe3yapTaraM pErucTpallMOHHOIO HUCCIEIOBaHUS,
BBITIOJTHEHHOTO Poccuiickoil McclieioBaTeNbckoi rpymnmnord no uzydenutro OJI B
psae pernoHoB PD, meauana Bo3pacta nuarHoctuku OMIJI cocrasiser 53 rona,
yTo Ooisiee yeM Ha 10 JieT MeHblIe, 4YeM B 3amaJHbIX CTpaHaX. JTU IMOKa3aTeln
CBUCTEILCTBYIOT KaK O HE TocTaTouHoi AuarHoctuke OMJI y 607bHBIX cTapIiei
BO3PACTHOM TPYyNIbI, TAK U MEHBIIEH IPOJOJDKUTEIBHOCTH JKW3HUA HACEJICHUS B
Hammeit crpane. U xots OMJI otHOCST K opdaHHBIM 3a00JI€BaHUSM, COITHATBHAS
3HAYMMOCTB JIEYEHHS STOT0 CamMoro TrpO3HOro 3a00JIEBAHMSI CHCTEMBI KPOBH
ornpenesnsieT HeoOXOJUMOCTh OpraHM3allMMd aJIeKBAaTHOM CIIELHAIN3UPOBAHHOM
IIOMOIIA, MPEAYCMAaTPUBAIOIIEH  B3aUMOJEWCTBUE MHOTUX  MEAULMHCKUX
JUCIUTUINH, COBOKYITHOCTh KIIMHMYECKHUX, JIA0OPATOPHBIX, UHCTPYMEHTAIBHBIX U
HAyYHBIX HCCIEAOBaHUM, MPEEMCTBEHHOCTh CTAIlMOHAPHOM U aMOyJIaTOpHOMN
nomomu. bosnee Toro, OMJI ocraeTcsi OCHOBHBIM IOKa3aHHUEM JUIsSI BBIITOJIHEHUS
TPaHCIUTAHTAIIMM AJUIOTE€HHBIX TEeMOIMO3THUYECKUX CTBOJIOBBIX KIIETOK (aJuio-
TI'CK), kak camoro 3pdekTuBHOTr0O MeToa JiedeHus JeikemMun. C KaXKJIbIM roJIoM
B MUPE YBEIUYMBAETCS YMUCIO OOJIbHBIX, KOTOPHIM BBINOJHEHA TPaHCILJIAaHTAIus,
KaK 32 CYeT HaJaXKUBAaHMS KOOIEPAlMM MEXKIy TpPaHCIUIAHTALIMOHHBIMU U
reMaTOoJOTHYECKUMH LEHTPAMH, YBEIWYEHUS 4YHMCIIA LEHTPOB TPAHCIUIAHTALlWH,
TaK M 32 CYET paCUIMpEHMs] MOKa3aHWW [JIs1 OOJBHBIX MOXKHIIOIO BO3pacra
BCJICICTBUE TIOSIBJICHHUSI HOBBIX PEXKUMOB KOHJIWIIMOHUPOBAHUS ITOHWKEHHOU
WHTEHCUBHOCTH.

B 2010 r. 6putn ommy6mkoBaHbl PekomMeHaiuu eBponeicKiuX dKCIIEPTOB 10
nuarnoctuke u edeHnro OMJI. B reuenue aecstka et B CIIIA pa3pabareiBaroTcs
U TIOCTOSHHO OOHOBIISIOTCS PEKOMCHJAIMH, TaK Ha3biBaeMou HarmoHanbHOM
obmectBenHoit mnpotuBopakoBoit cetu (NCCN). B mnocinennue rtomasl Obul
JOCTUTHYT 3HAYUTENIbHBIN NIPOTPECC B MOHUMAHUU MOJIEKYJAPHO-TEHETUUECKOU U
AIUTE€HETUYECKON OCHOBBI pa3BuTHsi OMIJI, 4TO MO3BONMIIO OMPENETUTh HOBBIE
JMAarHOCTUYECKHUE U MPOTHOCTHYECKUE MapKepbl 3a0osieBanus. B kinaccudukanun
BO3 (2016) yureHbl 1 reHeTHYeCKUE U MoJieKyJsipHble BapuanTel OMJIL. N3nanbl
EBponelickue pexkoOMEHIalMu M0 onTtuMmaibHoM wuHTerpamuu amio-TI'CK B
nporpaMmHyto tepanuo OMJL.

2. MeToasbl

Poccuiickasa wuccnemoBarenbckass rpynna no u3ydeHuro OJI ¢ 1992 r.
mpoBeJia 5 paHA0MU3UPOBAHHBIX KIIMHUYECKUX UCCienoBanus y 6onbHbeIx OMJI B
Bo3pacte ot 16 no 60 neT, u 0HO MUIOTHOE HcciienoBanne no gedenuto OMII y
O0onpHBIX crapmie 60 JieT, B KOTOPHIX MPUHUMAIM Y4YacTHE TeMaTOJIOTHYECKHE
neHTpsl u3 6omnee, yem 30 ropomoB Poccum. Pesymbrarhl 3THX HCClIeOBaHUMN
HEOJHOKPATHO OIyOJIMKOBaHBI W OOCYXXJIEHBI Ha EXKETOJHBIX pabdounx
COBEILIAHUSX MCCIAEAOBAaTENbCKOM rpymnmbl. KpomMe TOro, mnpu CO3JaHUU



HalTMOHAJBbHBIX peKOMeH,Z[aLII/Iﬁ HCIIOJIB30BAH OIIBIT MW pdda (bezxepaanLIx
reMaToJIOTHYCCKUX HCHTPOB.
OCHOBHBIMH HaIIpaBJICHUAMHU 3THUX HCCJIeIOBaHUU | OBLIH:

1) nmnpumeHeHue S-AHEBHOro Kypca JTOMO3MAAa B KayecTBE BTOPOIO
LATOCTAaTUYECKOTO Bo3Aeu[]CcTBHS mocie craHgapTHou![|! mporpammbl 7 + 3
(OMJI-92) B nepuoa MHAYKIUA U KOHCOJIUIAIINH;

2) COKpalllcHHE Tepro/ia MOAACPKUBAOIIETO JICUSHHS ¢ TPEX JIET A0 OJHOIO roja

MIpU YBEJIMYECHUU J103bl JayHOpyOullMHA ¢ 45 MT/M2 (ma BBeneHue) a0 60 MI/M2 B
nporpamme 7 + 3 (OMJI-95);

3) cpaBHeHHE JIBYX KYpPCOB BBICOKOJO3HOM[] XMMHUOTEpanmuu cO CTaHJIapTHBIMU
KypcaMyd KOHCOJUZAIMU U TOAUYHOM| | mopnepxkuBarolienl | tepanuenl ] 1ocie
JIBYX HHAYKIHOHHBIX KypcoB 7 + 3 + 3Tono3uy,

4) 3HauyuTedbHAs WHTEHCU(UKALMS KOHCOIUIUPYIOIIeH | Tepanmuu 3a Cuer
YeThIpeX KypcoB IuTapabuHa B BBICOKHX J103aX C MUTOKCAHTPOHOM U 0e3 Hero

nocJje ofHoro kypca 7 + 3 ¢ no3zoul | gayHopyoununa 45 mr/m2 Ha BBEJICHUE

5) omenka 3()(HEKTHBHOCTH JABYX KypCOB KOHCOJIMIAIUN — C IUTAPAOMHOM JTHOO
B ctanaaptHoul | moze (7 + 3), nu6o B Beicokou! | moze (B/LL, 1 /M2 2 pasza B
CYTKH B TeueHue 1—3 nHeul ), B coueTaHUU C UAPYOUITUHOM (8 Mr/M2 B TeueHne
3 nueul]) m muTokcantpoHom (10 Mr/M2 B TeueHue 3 nHenl]) — mocne
BBITIOJIHEHUS 2 MHAYKIIMOHHBIX KypcoB 7 + 3 ¢ qayHOpyOUIIMHOM B 03¢ 60 Mr/m2

Ha BBEJICHHE U Tocienyrollenl | moanepkuBaromeul ! Ttepamnuen! | MIECTHIO
Kypcamu 5 + 5 (1iuTapaOuH + MEpKaNnTOIypHH).

[ maBHBIE UTOTM ATUX HUCClIeT0BaHUM | TAKOBBI:

e HecmoTps Ha pa3nmuyHBle, B TOM 4YHCIEe W HWHTEHCH(PHUIIUPOBAHHbBIE,
MPOTOKOJIBI Tepanuu, oOIMue ToKa3aTelnu MATHIeTHeu | oOmenl] u
Oe3pennIUBHOM ] BBDKMBAeMOCTH OOJBHBIX B IISITH  POCCHUH[ICKUX
HCCIIEIOBAHUSIX CYIIIECTBEHHO HE OTIMYaroTcs (puc. 1).

L4 I_II/ITapa6I/IH B BBICOKHMX J03aX, I/ICHOJ'IB3yeMBII/ID B KOHCOJIMOAAIlMM KaK C
AHTPpAlMKIIMHAMU TadK U oe3 HUX, CYHICCTBCHHO HC U3MCHUJI JOJITOCPOYHBIC
pe3yJIbTaTbel TCpallik, HO YBCIWMYUI €C TOKCHYHOCTL MW YXYIIIWII
BOCIIPOHU3BOAMMOCTD IIPOTOKOJIOB.

e [lpumeHeHne aHTPaIMKIMHOB B CyMMapHO Bbicokou ] moze (~ 680 Mr/m2 B
nepepacyeTe Ha JayHOPYOWIIMH) TO3BOJISIET TOJIy4aTh PeE3yJbTaThl,
COMOCTaBUMbBIC C TPHMCHCHHEM IMTapaOWHa B CPEIHUX WM BBICOKUX
J1032X.



L4 ]_[I/ITOI‘GHeTI/I‘ICCKI/Ie rpynnbl pUCKa YCTKO OIPEACIIAIOT IMPOTHO3 BO BCEX
IMPOTOKOJIaX TCpaIlliu.

e BrinofHeHUWe NOAAEpPKUBAIOIIEH[ | Tepanuu CYIMIECTBEHHO YJIy4IIaeT
JIOJICOCPOYHBIE pe3ydbTaThl JaKe TMOcie MPUMEHEHUs IuTapaOuHa B
BBICOKHUX J1033aX.

e Vgenuuenue yncia amo-TI'CK B nepBoul | monHou! | peMHUCCUU HECKOIBKO
YIIy4IIaeT JOJITOCPOUYHBIE PE3YIIbTATHI.

e (OOmas u Oe3penuaMBHAs BbLDKMBAEMOCTh 00ibHBIX OMJI cylecTBEeHHO
OTJIMYAETCS B AaKaJEeMHYECKUX M PEruoHaNbHBIX IIeHTpax. Bo Bcex
HCCIICIOBAaHUSIX OBUIO TMPOJEMOHCTPUPOBAHO: dYeM OoJibliie  OOJBHBIX
BKJIIOYEHO B HCCJIEIOBAHUE, TEM OOJBIIE OIBIT JICYEHUS OOJBHBIX IIO
MHTEHCHUBHBIM MPOrpaMMaM U TEM BBIIIIE JIOJTOCPOUHBIEC TTOKA3aTEIIH.
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Pucynok 1. Ilokazarenu 5-netHen ] obweul ! (OB) u 6e3peunnusHoul | (bPB)
BBDKMBAEMOCTH OOJIbHBIX.

Takum o00pa3oM, UTOTM OSTUX HCCIENOBAHUNW M OIBIT IO BHEIPECHHUIO
nporpamMmmHoit Tepanuu OMJI B pernonax P®, a takxke 3akitoueHus: EBponeiickux
U AMEPUKAHCKUX JKCIEPTHBIX TPYMI, ObUIM TOJOXXEHBI B OCHOBY HACTOSIIUX
pexoMenaanumii. Bce pekomeHnanuu, 3a HCKIOUYEHUEM OTIEIBHO OTMEYEHHBIX
3HakoM {C}, HOCST ypOBEHb JI0KAa3aTEIHHOCTU HE MeHee 2A.

3. Kinaccupukanusa BO3

OcCTpblii MUETIOUIHBIN JIEMKO3 — 3TO KJIOHAJIILHOE OIyX0JIeBOE 3a00JIeBaHUE
KPOBETBOPHOW TKaHHW, CBS3aHHOE C MyTalueld B KIETKe-IpeIIIeCTBEHHULIE
reMoro33a, CIEJCTBUEM KOTOPOM CTaHOBUTCA OJOK JIudPEepeHInpOBKH U
OECKOHTpOJIbHAs Mposidepalvs He3pEabIX MUEIIOUTHBIX KIETOK.

JlnarHo3  oCTpOro - MHEJIIOWJHOIO  JIEMKO3a  yCTAHABJIMBAKOT  IPHU
oOHapy>XeHUH B KOCTHOM Mo3re 20% 0y1acTHBIX KJIETOK U OoJiee (AeTalbHee — CM.
nanee).
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Knaccuduxanus BO3 (2016) noapaznenser Bce OMJI, oCHOBBIBasiCh Ha UX
UTOTEHETUYECKUX U MOJIEKYJIIPHO-TEHETUYECKHX OCOOEHHOCTSIX, 1 UMEHHO 3TU
0COOEHHOCTH (POPMHUPYIOT KIIMHUKO-TIATOJIOTUYECKHE TPYIIIbI (TabJI. 1).

Tabmura 1
[lepeuenp BapuantoB OMJI w  gpyrux omyxolned ¢ MHEJIOUJHOU
muddepentmpokoii (BO3, 2016)

OMJI ¢ yCTOMYMBO BBISIBISEMBIMUA T€HETUYECKUMHU aHOMATUSIMHU
OMIJI ¢ 1(8;21)(922;922); RUNX1-RUNX1T1
OMIJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11
OILI ¢ t(15;17)(922;912); PML-RARA
OMJI ¢ t(9;11)(p22;923); MLLT3-MLL
OMJI ¢ t(6;9)(p23;q34); DEK-NUP214
OMJI ¢ inv(3)(q21926.2) or t(3;3)(g21;926.2); RPN1-EVI1
OMJI (merakapuobmactHbii) ¢ t(1;22)(p13;913); RBM15-MKL1
OMJI ¢ BCR/ABL1*
OMUJI ¢ reHHBIMU MYTAIUSIMU™
OMUJI ¢ mytupoBanubiM reHoM NPM1*
OMUJI ¢ 6uamnensHOM MyTanueit rena CEBPA*
OMUJI ¢ mytupoBanabsiM reHoM RUNX1*
OMJI ¢ u3MEHEHUSIMU, CBSI3aHHBIMU C MUETOAUCIIA3UEH
MuenonaHble HEOIIa3UH, CBA3AaHHbIC C mpeamecTBytomen XT
OMJI, no-apyromy He cuermduimpoBanabie (NOS)
Ocrtpslii MHUEJIO0TaCTHBIN JIEUKO3 c MHHUMaJIbHON
nuddepeHnpoBKOi
OcTpbiii MUEOOIACTHBIN JIeHKO03 0€3 Co3peBaHus
OcTpbiii MUETOOTACTHBIN JIEHKO3 ¢ CO3PEBAHUEM
OcTpblii MUETTOMOHOOJIACTHBIN JIEUKO3
OcTpbiii MOHOOJIACTHBIN/MOHOIIUTAPHBIN JIEHKO3
OcTpblil 3pUTPOMHUEIIO3
OcTpblii MerakapruoOJIaCTHBIHN JICHKO3
Octpblit seitko3 u3 6azoduiion
OcTpalil manMueno3 ¢ Mueaopuopo3oM (CHH.: OCTPbId MUETOPUOPO3;
OCTPBI MUEJIOCKIIEPO3)
Muenonnnas capkoMa (cum.. SKCTpaMenyJUIIpHAas MHEJIOUIHAS — OIyXOJIb;
IpaHyJIOIMTapHAs CapKoOMa; XJI0poMa)

MuenongHble OIYXO0JIM, CBA3aHHbIE ¢ CUHAPOMOM JlayHa
TpaH3UTOPHBIN aHOMAIBHBINA MUENON033 (cuH.: TpaHzuTopHoe MII3)
MuenonaHbli 1EUKO03, CBSI3aHHBIA C CUHApPOMOM JlayHa

Onyxo0J1b U3 INIa3MalUTOMIHBIX JCHIPUTHBIX KIJIIETOK

OcTpble JIENKO3bI HEOIIPEAESIEHHON TUHUU AUudhepeHIIMPOBKU
OcTtpsiii Hequb GepeHIUPOBAHHBIN JIEHKO3
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Octperit neiiko3 cmemannoro ¢enotuna ¢ 1(9;22)(q34;q11.2); BCR-
ABL1

Octpelii  Jneiiko3  cMmemranHoro  ¢eHotuna ¢ t(v;11923.3);

peappamkupoBka rena KMT2A (panee — MLL)

OcTpslit Jieiiko3 cMmeranHoro peroruna, B/muenonansiit, NOS

Octpslit eiiko3 cmeranHoro gpenoruna, T/mMuenonaubiii, NOS

OcrTpprii neiiko3 cmemannoro ¢pexnoruna NOS*

OcTtpsle neitko3bl HeonpeaeneHHon auHun nuddeperupoku NOS*

*- HOBBIE TPYIIIbI, BBEACHHBIE B Kinaccupukammio BO3 2016

Cnenyer otmetruth, 4To BCR-ABLl-mosutmBHBII OJI Moxer OBITh
nuarHoctupoBaH kak OJI cMemaHHOTO (peHOTHIIA, HO Tepamnus OOJBHBIM C 3TUM
BapUAHTOM TMpoBojauTcA To mnporpammam JedeHuss BCR-ABL1-no3utuBHOTO
octporo suMmdpooaacTHoro serikoza (OJL).

Kak mnpeacraBmeno B Tada. 1 mnoarpynma «OMJI ¢ ycTroitumBo
BBISIBJIIEMBIMUA XPOMOCOMHBIMU aHOMAJTUSIMUY» OOBEAUHIET HECKOJIBKO BapUAHTOB
OMUI:

«OMJI ¢ 1(8;21)(922;922); RUNX1-RUNX1T1»

«OMUJI ¢ inv(16)(p13.1922) nm t(16;16)(p13.1;922); CBFB-MYH11» (pu
BBISIBJICHUY YKa3aHHBIX XPOMOCOMHBIX MTEPECTPOEK, HECMOTPS Ha YUCIIO OJaCTHBIX
KJIETOK B IyHKTaTe€ KOCTHOTO MO3Ta, BCETJa YCTAaHABIWBAIOT IHWArHO3 OCTPOTO
MHEJIOMTHOTO JISUKO03a).

«OILJT ¢ t(15;17)(022;912); PML-RARAY; Tpanciokanuu RARA ¢ apyrumu
napTHEpaMH BBIIEISAIOTCS B oTaenbHble ¢Gopmbl OMJI, Hanpumep, OMJI c
t(11;17)(923;q12); ZBTB16-RARA; OMJI ¢ t(11;17)(913; gl12); NUMAL-RARA;
OMJI ¢ t(5;17)(935;912); NPM1-RARA; OMIJI ¢ STATSBRARA.

Panee Boigensemas kateropusi «OMJI ¢ anomanusimu 11923 (MLL)» Oblita
nepecmorpena B kateroputo «OMJI ¢ t(9;11)(p22;923); MLLT3-MLLy; npyrue
TPaHCIOKAIMK, OTJIMYAroNIdecs OT TeX, 4Tro BkiarodaroT MLLT3, momkHBI OBITH
OTAENIBHO yKa3aHbl B quarHose, Hanpumep OMIJI ¢ 1(6;11)(927;923); MLLT4-MLL;
OMJI ¢ 1(11;19)(g23;p13.3); MLLMLLTZ1; OMJI ¢ t(11;19)(q23;p13.1); MLL-ELL;
OMJI ¢ t(10;11)(p12;923); MLLT10- MLL

beutn BeIEeHB! TpH HOBBIX moarpymmsl: «OMJI ¢ t(6;9)(p23;934); DEK-
NUP214», «OMJI ¢ inv(3)(q21926.2) or t(3;3)(921; q26.2); RPN1-EVI1» u «OMJI
(merakapuo6biactabiii) ¢ t(1; 22)(p13;q13); RBM15-MKL1», peaxuit Bapuant OJI,
HauOoJIee YacTO TUArHOCTUPYEMBIH y JIETEH.

Y OompHBIX OMJI ¢ HOpMajdbHBIM KapUOTHIIOM BBIICJICHBI HOBBIE
kareropun: «OMJI ¢ myrupoBanHsiM reHoM NPM1 [Hykieodho3muH (saepHbIi
dochonporenn B23, mymarpun)|» u «OMIJl ¢ oOuanrervnou mymayuei eeua
CEBPA [Oenok, cBs3wiBatommii suxancep CCAAT amsdpa (CCAAT/enhancer
binding protein (C/EBP) alpha)]» u «OMJI ¢ mytupoBanubiM reHoM RUNX1»

HakammBaeTcss Bce Oosibllie J0Ka3aTeIbCTB B TMOJB3Y TOTO, YTO OTH
MYTAaIMH ONPEACISIIOT HapylieHus: 1udepeHInpoBKA TEMOTIOITUIECKUX KIIETOK,
¥ OTHOCSATCS K TaK Ha3bIBAEMbIM MYTAaIHsAM 2-TO Kjacca.
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Myraiuu B rene fms-cBssanHoi tupo3unkuHaszbl 3 (fms-related tyrosine
kinase, FLT3) oOHapy:xuBaroTcsi ipu MHOruxX Bapuantax OMJI, U UX OTHOCAT K
myTausM 1-ro kjacca, T.e. K TeM, KOTOpbIE ONPENESIOT MPEUMYIIECTBO
OITyXOJIEBBIX KJIETOK B Tposudepanun w/mwin BebkuBaHuu. OMJI ¢ myranusmu
FLT3 He BbIfCNSETCA B OTJCIBHYIO KaTETOPHUIO, OJTHAKO, HEOOXOAMMO OMPEICIIATh
ATU MYTallUM, TaK KaK OHU UMEIOT MTPOTHOCTHYECKYIO 3HAYUMOCTb.

Panee Boimensiemas noarpymnmna «OMJI ¢ MynbTHIMHEHHON TUCILIa3UE» B
kiaccudukarun  BO3  (2016) ompenemsiercss kak «OMJl ¢ uM3MEHEHUSIMH,
CBA3aHHBIMU ¢ Muenoauciuaszuein». OMJI moryT oTHOcHTBCS K Kareropun «OMJI
C U3MEHEHHSIMH, CBSI3aHHBIMU C MHUEJIOIUCIIIA3UEi», ECIIu:

1) > 20% OnacTHBIX KJIETOK B KOCTHOM MO3Te WM Nepudepudeckoi
KpOBU
2) CyIIECTBYET MPEANISCTBYIONIAs UCTOPUS MUEIIOTUCIIIIACTUYECKOTO
cuaapoma (MJIC) niau uHoro muenonposiMdeparuBHOro 3a00JIeBaHUS
(MII3);
3)  CYIIECTBYIOT IIUTOTCHETUYECKUE aHOMAIIMH, aCCOIMUPOBAHHBIC
C MHEJIOIUCILIA3HECH:
a -- KOMIUIEKCHBIN KapuoTum (3 XpOMOCOMHBIX aHOMAJMU U
ooiee);
0 -- HecOaaHcpoBaHHbBIE mepecTpoiiku: -7 wiu del(7q); -5 wim
del(5q); i(17q) mm t(17p); -13 umu del(13q); del(11q); del(12p)
or t(12p); del(9q); idic(X)(q13);
6 ~-- cOamaHCUPOBaHHBIE TIEPECTPONKU (TpaHCIOKAIUN):
t(11;16)(g23;p13.3); 1(3;21)(926.2;922.1); t(1;3)(p36.3; g21.1);
t(2;11)(p21;923); t(5;12)(q33;p12); t(5;7)(033;q11.2);
t(5;17)(a33;p13); 1(5;10)(033;921); t(3;5)(025;034).
4) MyJIbTUIMHEHHAS TUCILIA3HS;
5)  OTCYTCTBYIOT  «YCTOWYHMBO  BBISBISICMBIC  XPOMOCOMHBIE
aHOMaJTI;
6) panee He mpoBoamMiachk X1 MO MOBOIY APYroro 3a00JIeBaHUs.

OMJI, kak npyrue MUEITOMAHBIE OIYXOJIM, BO3HHUKIIME BCIIEICTBUE paHEe
npooguMoit XT no moBoay apyrux 3a0oisieBaHuii, B oraenbHyto popmy OMIJI He
BBIJICTISTIOTCSI.

B Poccuiickoit @enepanuu knaccudukamnus BO3 no HacTosiero BpeMeHu
HE UMEET IHUPOKOro MPUMEHEHHsI. DTO CBA3aHO B MEPBYIO OUEPElb C OTCYTCTBUEM
PYTUHHOTO KAapUOTHUIUPOBAHMS BO MHOTHUX PErHOHAIBHBIX I[EHTpaX, HE TOBOPS
y)K€ OT BO3MOXXHOCTH BBITIOJTHEHHUS MOJICKYJISIPHBIX HcclienoBanuil. Jlaxke mpu
IPOBEICHUH MHOTIOLICHTPOBBIX HCCJIEAOBAHMM C yYacTHEM “TIPOABUHYTHIX
reMaToJIOTUYECKUX  IIEHTPOB,  JIOJS  BBINIOJHEHUS  IIUTOTCHETHYECKOTO
WCCJIeIOBaHMsI cOCTaBisieT He Ootee 60%.

Ho cux mnop ocHoBoil knaccuduiupoBanuss OMII B P® sBusercs
KJaccudukanus, npeasioxeHHas gppanko-aMepukano-opuranckoit (PAB) rpynnoi
3KcepToB B 1976 r., u nepecMoTpeHHasa U gonoiaHeHHas B 1991 r. Dra curyanus
HE MOJKET CUUTATHCSI HOPMAIBHOM, TTOCKOJIBKY JF00ast KilacCU(pUKAIUS OTPEIeIsIeT
MPUMEHEHUE MPEIIU3UOHHBIX PUCK-aIalITHPOBAHHBIX TEPANIEBTUUYECKHUX TIOIX0JIOB,
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HanpaBJICHHBIX Ha H3JICUCHHC KaK MOXKHO Oonprero umcia OobHEIX. DAB-
KJIaCCI/I(I)I/IKaHI/IH HEC O6JIa,ZIa€T TaKHUMH XapaKTECPUCTHKAMU.

4. Imarnoctuxa OMJI

4.1. Mopdosnoruyeckoe uccieioBaHue

Huarnoctuka OJI 6a3upyercsa Ha olleHKE MOP(]OIOTHYECKUX 0COOCHHOCTEN
KJIETOK KOCTHOTO MO3Ta W Tepudepuueckoi KpoBU. J[MarHo3 ycTaHABIMBAIOT
JUIIL TpU  OOHApYKEHUU OJIACTHBIX KJIETOK, XapaKTEPU3YIOIIUXCS HEXHO-
CEeTYaTOM CTPYKTYpOHl SJIEPHOTO XpOMaThHA, B KOCTHOM MO3T€ WU
nepudepudeckoil KpoBH.

[lynkimoHHoe wuccieaoBaHue (acmupanusi) KOCTHOTO MoO3ra SIBJISETCS
00si3aTeNIbHOW ~ PYTUHHOW  JMArHOCTUYECKOM  mpouenypoil.  BrimomHenue
TPEenaHOOUOIICUU HE SIBISIETCS O0s3aTENIbHBIM, 32 MCKIIIOYEHHEM CUTYyalluil ¢ Tak
Ha3bIBAEMBIM «CYXHM IIPOKOJIOM» HJIM OYEHb CKYIHBIM IYHKTaTOM KOCTHOTO
Mo3ra. Masku nepudeprudeckoil KpoBU U KOCTHOTO MO3Ta UCCIEAYIOT C MOMOIIbIO
okpacku 1o Maro-I'pronBansny, [lanmenreiimy nim Paiity-I'umse.

PexoMeH0BaHO HcclieioBaTh Kak MUHUMYM 200 JIEMKOIMUTOB B Ma3Ke
nepudepudeckoil KpoBu U kak MUHUMYM 500 sipocojepkaiux KIETOK B Ma3Ke
KOCTHOT'O MO3ra.

Jnst ycranoBienus: nuarHoza OMJI B maske nepudepruueckoil KpOBH WU
KOCTHOTO Mo3ra HeoOxonumo Hamuuue 20% wnm Oosiee ONacTHBIX KIIETOK.
CrnenyeT NoA4epKHYTh, UTO MYHKIIUIO KOCTHOTO MO3Ta HEOOXOIUMO BBIMOJHATH BO
BCEX ClIydasiX, HE3aBUCHUMO OT IMPOIEHTHOIO COJEpKaHUsl OJIACTHBIX KJIETOK B
nepupepruIecKoil KpoBH.

[Ipu ob6Hapykenun menee 20% (5--19%) OnacTHBIX KIETOK B IyHKTaTe
KOCTHOT'O MO3ra 4epe3 7 JIHEW BBINOJHAIT NOBTOPHYIO IMYHKIHWIO, U, €CIU J10Js
OnmacTHBIX KJIeTOK He mpeBbimaer 20%, B COOTBETCTBUU ¢ Kiaccudukanuein BO3
YCTaHABIMBAIOT JUArHO3 MHEJOAUCIUIACTUYECKOTO CHUHAPOMA C H30BITKOM
omactoB 1-ro umm 2-ro tuna (5--9% u 10--20% O1acCTHBIX KIETOK B ITyHKTATE
KOCTHOTO Mo3ra). Tepamnuio oCyIecTBISIOT M0 OTIETbLHBIM MPOTPAMMaM.

B cootBerctBun ¢ HoBoi knaccudukaimeint BO3 2016 roma mporeHT
0JIACTHBIX KJIETOK MOJCYUTHIBACTCS BHE 3aBUCUMOCTH OT JIOJIA KPACHOTO POCTKA.

[Tpu OMUJI ¢ t(15;17), t(8;21), inv(16) or t(16;16) 1 mpu HEKOTOPHIX CIydasX
OCTPOT0 3PUTPOMUEIIO3a J0JIsl OJIACTHBIX KJIETOK MOXKET ObITh MeHee 20%.

Mueno6acTel, MOHOOJACTHI UM MerakapuoOJiacThl BKJIIOUAIOTCA B OOIIee
4yuciIo OnacTHhIX KiIeToK. B ciaywasx OMIJI ¢ MoHOOnIacTHOM, MOHOLIMTAPHON U
MHETOMOHOIUTAPHOU muddepeHIupoBKOM MIPOMOHOIIUTHI (HO HE
aTUTINYECKHUE/3pesible MOHOIIMTHI) TaKXKE€ CUYUTAIOTCS SKBHUBAJICHTAMU OJIACTHBIX
KJIICTOK. DPHUTPOOIACTHI HE BKIIFOYAIOTCS B OOINEe YMCIIO OJIACTHBIX KJIETOK, 3a
HCKJIFOYEHUEM PEJIKUX CIIy4aeB SPUTPOMUENO3A.

BoeinonHeHne [UTOXUMHYECKOTO aHAIW3a KIETOK KOCTHOIO  MO3ra
HEO0OXOMMO, JTaXKe €CITU OTPEACIIIeTCS BHICOKOE Co/IepKaHue OaCTHBIX KJIETOK B
nepudeprudecko KpoBH. OTO CBS3aHO C TEM, 4YTO B psfe CIy4aeB
HATOXUMUYECKUE PEAKIMH MOTYT JaBaTh pPa3jMyHbIE PE3YyJbTaThl B KIETKAX
nepudepruveckol KpoBU M KOCTHOTO MO3ra, 4YTO MOXKET TOBJI€Yb 3a COOO0M
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YCTaHOBJICHHE OIMIMOOYHOro AuarHosa. /[MarHo3 OCHOBBIBA€TCS Ha pe3ysbTaTax
UCCJIeIOBAHMUSI, IOTYYEHHOTO Ha KJIETKaX KOCTHOIO MO3Ta.

Jns unentudukanuy JTUHUM KIETOYHOU TuddepeHInpoBKU OMUPAIOTCS B
OOJbIIE CTEMEHH Ha JaHHbIE [MTOXMMHUYECKOTO UCCIEeIOBaHUsd, 4YeM Ha
UMMYHO(QEHOTUIUPOBAHUE  (BBINOJHSIEMOE OOBIYHO METOAOM  MPOTOYHOM
uutoparoopuMerpun).  Mcnonb3yloT — peaknuu  Ha  MUEJIONEpPOKCHUA3Y
(myeloperoxidase -- MPO) niu cy1aHOBBINA YepHBIN, HECTICIIM(PUICSCKYIO 3cTepa3y
(amba-radTHmaneraTacTepasy, NOAABIIEMYIO WK HET (TopumoM HaTpus) U PAS
(Periodic Acid Schiff). O6napyxenne wmwuenonepokcuaassl B 3% u  Oojee
OJaCTHBIX KJIETOK YKa3bIBa€T Ha MHUEIOUAHYIO JHHUIO TuddepeHInpoBku. B 1o
e BpeMs €€ OTCYTCTBHE HE MCKIIIOUAeT MHEIOHIHYIO HAMpaBICHHOCTh KJIETOK,
OTOMY UTO B paHHUX MHeN00JacTax, a Tak ke MOHOOJIacTax, MerakapuooacTax,
sputpobdsactax MPO < 3% wnu He onpenensercs.

Oxpacka cygaHOBbIM uepHbIM aHasiornyHa MPO, Ho sBisieTcs MeHee
cneuuduunoil. Hecneunduueckas screpasa umeeT BbICOKYIO TUDDy3HYIO WM
IPaHyJISIPHYIO LMTOIUIa3MaTHYECKYI0 aKTHMBHOCTH (B 3aBUCHUMOCTU OT METOIUKHU
IPOBEJCHUS peakluy) B MOHOOJAcTaXx M IPOMOHOLUTAaX, KOTOpas JOJKHA
HOJIABJISITHCS MOJIHOCTBIO WJIM 3HAUUTENbHO (propunom Hatpusi. PAS-peakuus B
muenobnacTax omnpenensiercs B auddysHoMm Buae, B MOHOOJIacTax U
IIPOMOHOIUTAX -- B AU(G(Y3HO-TPaHYISIPHOM, B 3PUTPOOIIacTax -- B BUAE IPaHyl
unu OnokoB. Ha ocHoBaHuu MOpP(OLMTOXMMHUYECKOTO HMCCIIEAOBAaHUSA OJIACTHBIX
KJIIETOK MOJET OBITh JMAarHOCTUPOBaHO oOKoJo 90% cimywaee OMIJI, mnpu
orcyrctBun aktuBHOCTH MPO u Hecmenmpuyeckoil 3cTepasbl HEOOXOAUMO
pOBEJCHNE HWMMYHO(GEHOTUITMYECKOTO MCCIEOBAHUS METOAOM TMPOTOYHOMN
HUTO(PIIOOPUMETPUH.

4.2. UMMyHO(DEHOTUITHUPOBAHHUE

K 3amavaMm WUMMyHO(EHOTHUIIMPOBAHMS KaK COBPEMEHHOTO  METojaa
JIMArHOCTUKHU MOYKHO OTHECTH CJIETYIOIIHE:

1) ycranoBnenue Bapuanta OJI B ToM ciydae, Korjaa IUTOMOP(OIOrHIeCKUiA
METOJI HeAOCTaTOYHO HH(OpMaTHBEeH (HAmpuUMep, €CiIu MOP(OJIIOTHYECKH U
IIUTOXUMHUYECKHU ycTaHoBIIeH BapuanT OMJI ¢ MmuanManbHOU auddepeHImpoBKoi
-- MO, niu merakapuoOnaacTHbIN Jeiko3 -- M7-Bapuant no ®AbB; B 3Tux cimydasx
JIOJKHA OBITh MOATBEPKACHA MUEJIOMIHAS HATIPABICHHOCTh OMYXO0JEBbIX KJIETOK U
UCKITFOYeH TUM(OOIACTHBIN BapuaHT JIeHK03a);

2) TMarHOCTHUKA OCTPOroO JIEMK03a HEOJHO3ZHAYHON JIMHEUHOCTH;

3) XapaKTEPUCTHUKA abeppaHTHOTO JIEUKO03-aCCOIMUPOBAHHOTO
UMMyHO(eHOoTHIIa OJIACTHBIX KJIETOK B jeOroTe 3a00jeBaHUs C  IIENbIO
JaTbHEHUIIIEr0 MOHUTOPHHTa MUHUMAJIBHON OCTaTOYHOM 0O0JIC3HM MOCIIC TePaIIHH.

OmnpeneneHyue  OpoleHTa  OJACTHBIX — KJIETOK  METOJOM  MPOTOYHOM
MATODIIOOPUMETPHH TIPH  TIEPBHUYHOM JHATHOCTHKE HE SBIICTCS 3aMCHOMU
MOP(OJIOTUYECKOTO TOJICUETa, TaK KaK Pe3yibTaThl 3THX JBYX HCCIEIOBaHUMN
MOT'YT HE COBIAAaTh.

JIns moATBEpXKACHUS MHUEIOWIHOW HANpPaBIECHHOCTU OIYXOJEBBIX KIIETOK
HEOOXOJIMMO OIIEHHUTh YKCIPECCHI0 MHEIOUIHBIX aHTHUTeHOB. Muenonepokcuaasa
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(MPOQ) -- nuneitHO-cierM(pUIeCKHii MapKep MUCIIOMIHOMN JIMHUH, JIN30COMAIIbHBIH
dbepmenT rpanynouutoB. K MeHee crnenupuyHbIM MHUEIOU-ACCOLIMMPOBAHHBIM
antureHam otHocarcs CD11b, CD11c, CD13, CD15, CD16, CD33, CD64, CD65,
CD66b, nuzouum u npyrue. duarno3 OMJI moxeT ObITh YCTaHOBIIEH U B TOM
ciydae, ecau MPO He BBISBISETCS, a OIYXOJEBBbIE KIETKH SKCIPECCUPYIOT
Ipyrue, MeHee crneuu@uuHble  MUEIOUJHBIE  MapKepbl, U  HCKIIOYEH
auMmdoOracThelil Bapuant OJI.

Mexny MOP(OIUTOXUMUICCKOMN KIaccudukauen OAb u
UMMYHO(EHOTUITMYECKUMHU MPU3HAKaMU HET 4eTKoW koppemsauuu. Kak BugHO M3
Tabmupt 2, OOJNBIIMHCTBO MHUEIOUAHBIX MapKepoB MOTYT OBITh  Kak
NO3UTUBHBIMU, TaK U HETaTUBHBIMU NpHU pa3HbIX Bapuantax OMIJI mo ®AD, 3a
uckiIoyeHneM cnernuduuecknx antureHoB CD41a u CD61, koTopble XxapaKTepHBbI
TOJIBKO JJII MErakapuoLUTapHOM/TpoMOouTapHoi nuHuu. Jlaxke raukodopun A
(CD235a), mapkep OSpUTPOUIHON JIMHHHM, MOXET OBITh HETATHMBHBIM IPH
APUTPOOIACTHOM JI€HKO3€, €CIM OIyXOJIEBbIE KIETKH MPOUCXOAAT u3 Ooiiee
paHHUX TPEANIeCTBeHHUKOB. Takum obOpazom, mo nanHbiM UDT wuccrnenoBanus
Henb3s onpenenath ®Ab-apuant OMIJL

brnacTHble KJIETKM CUMTAIOTCS MO3UTHUBHBIMU IO 3KCIPECCMH MEMOPAHHOIO
aHTUIeHa, ecau oH ompeaenseTcs Ha 20% O1acTHBIX KIETOK U OoJiee (IOpOoroBoe
3HAYEHUE). Jns LUATOIIA3MaTHYECKUX MapKepOB (Takux, KaK
nurorasmatudeckuit CD3, MPO, nuzonum, saepras TdT u npyrue) ucnonib3yror
6onee Hu3kuii mopor -- 10%.

Tabnuua 2
MMMyHOIOTHYECKHE MapKephl, XapaKTepHBIE I Pa3HbIX MOP(OIUTOXUMUIECKIX
BapuanToB OMJI

DKcnpeccusi aHTUT€HOB KJ1acTepoB UG hepeHIIMPOBKU
WUl | CD13| CD14| CD15 | CD33 | CD34 | HLA-DR |CD4la| CD61 | CD235a
MO +/- . . H- | - +- : . .
M1 +/- . . H- | - +- . . .
M2 + - +/- + -1+ + - ; ;
M3 + - -+ + -[+* -[+* - - -
M4 + +/- +/- + -[+ + - - -
MS5 +H- | - | - + I+ + - - -
Mo6 - - -1+ - - - i +/-
M7 +/- . . o | I+ I+ + + .
* - penko

NvvyHObEHOTUITUPOBAHKE  HEOOXOAMMO B CJIydyae  yCTaHOBJICHHS
MopdoruToxumMudeckoro auarfosa «OMJI ¢ MuanmanbHON U] GEpeHITPOBKOID
JUTSI TIOATBEPIKICHUS MUEIOUTHOM HAMPABIECHHOCTH OMYXOJIEBBIX KJIETOK, a TAaKXKe
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OCTPOTO MErakapuoOJIACTHOIO JeiK03a, OCTpOro 3puTpougHoro Jeikoza u OJI
HESICHOM JIMHEUHOCTH.

[Ipu OMIJI ¢ muHuUManbHON AM(GEepEeHITUPOBKON B OOJIBIIMHCTBE CIIy4aeB
0JIacTHBIE KJIETKH SKCIIPECCUPYIOT paHHUE Mapkephl (Takue, kak CD34, CD38,
HLA-DR) npu OTCYyTCTBUM aHTUIE€HOB MHEJIOWJIHOM M MOHOIMUTAPHOW JIMHHM,
takux, kak CD11b, CD15, CD14, CD65. ITo3utuBHEI XOTd OBl JBa MHUEIIOWI-
acconmupoBaHHbIX aHTUTeHa, 00br9HO CD13 u CD117; mpumepro B 60% cirydaeB
nmeetcs skcrpeccust CD33. Dkenpeccust 0HOTO, OTHOCUTEIFHO HECTIEITU(UIHOTO
MUEJIOUAHOTO aHTureHa (Harpumep, Toiapko CDI13 wiu Tonsko CD33), ocoGenHo
Ha YyacTh OJACTHON MOMYJSIMH M B COYETAaHWU C PAaHHUMH Mapkepamu, Ooiee
XapakTepHa JJIsl OcTporo HeaudpepeHInpOBaHHOTO JIEHKO3a.

OcTpblii MerakapuoOJacTHBIM JE€HK03 — 3T0 Jeiko3 ¢ 20% wunu Oonee
OJIaCTHBIX KJIETOK, M3 KOTOpbhIX 50% wuim 00jee OTHOCAT K MerakapHOLUTapHOU
JuHuU AU QGEepeHIIUPOBKY;  MErakapuoOJacThl  OOBIYHO  AKCIPECCUPYIOT
rmKonpoTenHsl TpoMOoruToB CD41a u CD61, a skcnpeccus CD42b (B HopMe
NosIBIIIETCA Ha Oosiee 3penbIX CTaausx), daiie He ompenenserca. C BbICOKOH
YacTOTOM Ha OITyXOJEBbIX KJIETKaX METrakapHOlUTapHOTO psija BCTpEYaeTCs
skcnpeccuss CD36 (necnenuuuHbIil MapKep, XapaKTepHBIN I MOHOIIUTAPHOM,
PUTPOIUTAPHON M METraKapUOIUMTApPHOU JMHUMN). bracTHbie KIETKU OOBIYHO HE
uMeroT panHux mapkepos (CD34, HLA-DR) u o6menelikouurapaoro CD45. 13
MHEJION-aCCOLMMPOBAHHBIX AHTUI€HOB BO3MOXKHa skcnpeccus CDI13, CD33.
Okcnpeccnss MPO 1 ocTanpHBIX MapKEPOB MUEIIOMIHON JTMHUU OTCYTCTBYET.

IIpy  ocTpoM DPUTPOUIHOM  JIEUKO3€  OIYXOJIEBBIE  KJIETKH  HMMEIOT
UMMYHO(EHOTHI, CXOXKUH C PAaHHUMH SPUTPOUIHBIMH TPEANISCTBEHHUKaMU. B
TUTIAYHBIX CAaydasx OHM HeratuBHBI 1Mo CD45 w MuenougHeIM aHTUTECHAM,
BKJIIOYAsl MUeENoNepokcuaasy; skcrpeccuss CD235a waimie reteporeHHa Wid
orcyTcTByeT. Ha OmactHbhix kieTkax wacto BbIsiBisiercs CD117, skcmpeccus
CD34, HLA-DR ne xapakTtepHa.

OJI HesicHOM NMHEWHOCTH SIBIISIIOTCS PEAKUMHU TUIAMM JIEMKO30B U BKIIFOUYAIOT
Cllyyau, KOTOpbIE HE UMEIOT MIPU3HAKOB MPUHAIEKHOCTH K KaKOM-TMO0 KIeTOYHON
JuHUKM (OCTphIi HemubepeHITMPOBaHHBIN JIEHK03) WM Takue, OJACTHBIC KIIETKU
KOTOPBIX IKCIIPECCUPYIOT MapKepbl Oosiee 4eM OHON JMHUU Au(dEepeHIIMPOBKU
(ocTpbiii neiiko3 cmemanHoro ¢genoruna -- OJIC®). B knaccupukaunu EGIL
NOCJIEAHUIN MOApa3ieisieTcsl Ha OCTPblil OU(DEHOTUNMYECKU JIEHKO3, KOrja O/JHa
OIyXOJIeBasi ~ TOMYJSAIUS  DKCIPECCHPYeT  AHTUTCHBl  HECKONBKUX  JIMHUN
b depeHIIMPOBKH, U OCTPbIA OMITMHEIHBIN JIEUKO3, TPU KOTOPOM CYLIECTBYIOT JIBE
u Oojiee MOMyJSIMU OJIACTHBIX KJIETOK pa3HOM JHHeMHocTH. B kiaccudukamnmu
BO3 s>tu Bapuants! o0beannensl B OJICD.

Knetku octporo HeaudpepeHInpPOBAHHOTO JIEHKO3a IKCIPECCUPYIOT TOJIBKO
pannue mapkepsl HLA-DR, CD34 w/mim CD38, npu 3TOM y HUX OTCYTCTBYIOT
MapKkepsl ompeneneHHon JwmHun auddepeHiupoku. [Ipu ocTtpom neiikose
CMEIIIaHHOTO (PEHOTUNA MOTYT OBITh KaK Cpa3y HECKOJIBKO MOMYJISIUI OJacTHBIX
KJIETOK, TaK W OJIHA TOMYJISAIHNS, SKCIIPECCUPYIOIIasi MapKephl HECKOJIbKUX JTMHUIN
nudGepeHIUPOBKH UK COUETaHne 000UX BapHAHTOB.
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Hns nmocroBepHort  auarHoctuku OJICD B kimaccupukanmun  BO3
MPEAYCMOTPEHBI CIICAYIONIUE KpuTepuu, onvcanHeie B Taba. 3. Illkama EGIL B
HACTOSILEE BpEMsI NMPUMEHSAETCS PENKO, TaK KaK NPUBOAUT K TMIEPAHUArHOCTHKE

OJICD.
Tabmuna 3. Kpurepuu nuarsoctuku OJICD mipu euHOM 61aCTHOM MOMYJISITUN

MuenouHas HanpaBIeHHOCTh

. MHEJIONIEPOKCHIa3a,  MO3UTHUBHBIM  pe3yiabTaT MOpU  MNPOBEIACHUU
IMUTOXUMHYECKOW pEaKIMH W/WIA TPOTOYHOW MHUTODIyOPUMETPUN W/UITU
WMMYHOTHCTOXUMHUYECKOM MCCIICIOBaHUY;

. nBa U 0Oojiee MOHOIIMTAPHBIX AHTUIEHA: Hecmenuduyeckas 3cTepasa,
BBISIBJICHHAsI NIPU MNPOBEJACHUM LUTOXuMUYeckord peakiuu;, u CDIllc, CD64,
CD14, nu3onum, BBISIBJICHHBIE TPU IPOTOYHOMN ITUTOMITYOPUMETPUH.

T-kyieTouHass HaPaBJIECHHOCTh
. LUTOIUIA3MaTUYECKas DKCIIPECCHUS CD3 (mpu MPOTOYHOU
IUTODIYOPUMETPUH JOJKHBI OBITh UCIIOJIb30BAHBI AHTUTENA K €-11€TIH AaHTUTEHA

CD3) nnu

. noBepxHocTHAas dkcnpeccus CD3
B-kneTounas HanpaBIeHHOCTh
. spkas skcrpeccus CD19 u sipkasi skcrpeccusi X0Tsi Obl OJHOIO0 U3
ciemyronux Mapkepos: CD79a, nmurormmazmatudeckuit CD22, CD10
WIH
. ciabasa okcrpeccus CD19 u spkasi skcmpeccuss ABYX M 0oJiee u3

cneayromux mapkepoB: CD79a, nuromnazmaruueckuiit CD22, CD10.

Ecnu onpenensrorcs IBe MOMYJSIUU OIYXOJIEBBIX KJIETOK PAa3HOM JIMHEWHOU
HaIllpaBJI€HHOCTH, B  NPUMEHEHHHM  BBIIIEYKAa3aHHBIX  KPUTEPUEB  HET
HEO0OXOAUMOCTH.

Octpsiit neiiko3 cmemanHoro denoruna (OJICD) no kinaccudukanuu BO3
MOKET BKJIIOYaTh HECKOJbKO MOJTHUIIOB, KaK C OINpPEACIICHHBIMU T'€HETUYECKUMU
aHoMasusiMM, Tak U Oe3 Hux. Hampumep, octpsiii BCR-ABL1-nonoxuTenbHbIN
JeMKo3 NpU HMMMYHO(PEHOTUIIMYECKOM HCCIEAOBAHUN MOXET BBIMVIAJAETh Kak
OJIC®. Takue neilko3bl JOJKHBI JieunThcsi ckopee He kak OMJI, a xak OJUI ¢
BKJIIOYCHUEM THUPO3UHKUHA3HBIX HMHruOutopoB. Takke mnpu BCR-ABLI1-
nosioxkutenbHbIX OJI Becerna noymkeH mpoBOAUTHCS AU GEepeHInaaIbHbIi TUarHo3
¢ OJTaCTHBIM KPU30M XPOHUYECKOTO Muenoieitkosza (XMJI).

HexoTtopbie OMJI ¢ MHOKECTBEHHBIMH XPOMOCOMHBIMU aHOMAJIUSIMA UMEIOT
oTnpejieieHHble UMMyHOQeHoTHITHYeCKrue ocobernHoctu. Hanmpumep, mpu OMIJI ¢
inv(16) OnacTHble KIETKM YacTO JKCOPECCUPYIOT Mapkep T-KJIeTOYHOU
mupdepenuuposku CD2, mpu OMII ¢ t(8;21) -- B-knerounsiit Mmapkep CD 19, a
kietkn OMJI ¢ myranueir NPM1 moryt ObiTh no3uTuBHbI 1o CD33 npu HU3KOM
i otcytctBuM skcnpeccun CD34. B 6onpmmucTBe cimyyaeB OMJI ¢ anHomanuein
11923 obnapyxuBatoT 3kcnpeccuto NG2. BelmeonucanHble MPU3HAKKA YacTO
BCTPEYAIOTCS, OJTHAKO HE SIBJIAIOTCS BHICOKOCTIELIM(PUUHBIMH.

Takum oGpazom, ipu auarnoctuke OMJI Hanbosee crenudUUHBIM SBISETCS
oOHapy>XeHHE MHUEJIONEPOKCH A3kl B IIUTOIUIa3Me OMYyXOJIeBbIX KieTok. Eciu mpu
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UMMYHO()EHOTHITMPOBAHUH WJIM IIUTOXUMUYECKOM MCCIICIOBAHUN JTAHHBIN MapKep
HE BBISBIISICTCS, TO JJIsl YCTaHOBIEHUs MuenougHoro Bapuanta OJI Heobxommmo
UCCIICIOBATh JIPYTUe MUCIOUIAHBIE aHTHUTEHBI, BKJIIOYAss MAapKephl PEAKUX (opMm
OMJI (opuTpOuIHBINA, MErakapuoOJACTHBIN), a TAaKKe HUCKIIOYUTH JTUM(OUTHBIN
BapuaHT U HEePSHIIMPOBKHU OIMyXOJIEBBIX KICTOK.

4.3. [luToreHeTnka

CraHgapTHOE LUTOT€HETUYECKOE HCCIEHOBAHUE SIBISIETCS HEOOXOAMMBIM
KOMITIOHEHTOM JIMarHOCTHYECKHUX MpoLEeayp y mamueHTa ¢ nogo3penuem Ha OJL
XpPOMOCOMHBIE AaHOMAJIHH JIETEKTUPYIOTCS B MPUMEPHO Yy TMOJOBUHBI OOJIbHBIX
OMUJI. CeMp TpaHciOKanuil U MHBEpcUld (M UX BapuaHThl) onpexaersaoTcs BO3 B
kateroputo «OMJI ¢ yCcTOHYMBO BBISIBISIEMBIMH XPOMOCOMHBIMUA aHOMAaTUSIMU.
bonee TOro, oOHapyXeHHE HEKOTOPbIX TE€HETUYECKUX aHOMAaJUil sBIsSETCS
JOCTAaTOYHBIM  JUISl  yCTaHOBJIEHHMA JuarHoza «OMIJI ¢ MynbTWIMHEHHOU
nucruiazuei» npu Hanuuuu 20% u 6osiee 0J1aCTHBIX KJIETOK B KOCTHOM MO3Te (CM.
Ta6J1. 1).

s omnpeneneHus  KapuUOTHIIA  JOCTOBEPHBIM — CUUTAETCS  TOJIBKO
uccienoBaHue kak MuHUMyM 20 merada3. AHOMaiMM B KapUOTHIE MOTYT
YCTaHABJIMBATHCS U HA OCHOBAHUU UCCIIEIOBaHUS KJIETOK epuepruieckoil KpoBH.

Onpenenenue TeX WM UHBIX IUTOTCHETUYECKUX AHOMAJIMM YK€ HA MOMEHT
auarHocTukn  OMJI  MOXkeT omnpenenuTs TEPaneBTUYECKYI0 TAaKTHKY LA
KOHKPETHOTO OOJBHOTO: HAalpUMeEp, BbBIBICHHE KOMIUIEKCHBIX HW3MEHEHUI
KapUOTUIAa WJIM MOHOCOMHOTO KAapUOTHIA CBHUJIETEIBCTBYET O HEOOXOJIMMOCTH
NPEAEIbHO paHHEro BKItOUeHUs ayuoreHHod TKM B mporpammy neuenuss OMIJIL,
BIUIOTh N0 TmpoBeneHuss amwioreHHod TKM B ammasum mnocie  mnepBoro
WHIYKIIMOHHOIO Kypca.

4.4. MonekynsipHas IUTOT€HETHKA

IIpy HeymaBmieMCS LHMTOI€HETHYECKOM HCCIEAOBAHUM  OMNIIMOHAIBHBIM
BapUAHTOM ISl ICTEKIUU PEapaHKMPOBOK T'CHOB SIBISICTCS (PIIFOOpECHEHTHAs IN
situ ruopuauzaius (FISH), Takux kak RUNX1-RUNX1T1, CBFB-MYH11, MLL u
EVI1 wmu noreps xpomocomber 5q u 7¢. FISH 3augactyro nHeoOxomum jyis
uaeHtuukanum caustaui MLL npu Tpancnokanusx pernona 11q23.

4.5. MonekyspHasi FTeHETHKA

[Ipu Bemenuu OosibHBIX OMIJI B3siTHE 00pa3IOB KOCTHOTO MO3Ta H
nepudepuueckoil KpoBH C IEIbI0 MOJICKYJISIPHOTO HCCIICIOBAHUS SIBJISIETCS
pyTHHHOM nporeaypoid. B uneane neooxoaumo nposectu Boiaenenue JJHK u PHK
Y 3aMOPO3UThH KIIETKH, €CIM KIETOK OIrPAaHUYCHHOE KOJHUYECTBO, TO BBIICIICHUIO
PHK pomxHO otTnaBathca mnpeamnoureHue, Tak kak PHK mnoaxomut mis
MOJIEKYJISIPHOTO CKPUHHMHTA HA MPEAMET CIMSHUNA T€HOB U MYTallHii, CB3aHHBIX C
JIEUKO30M.

[Ipu HexkoTophix oOCTOATENBCTBAX mMOJNe3HbIM siBisieTcss OT-TIHP s
caustHui reHoB Takmx, kak RUNX1-RUNX1T1, CBFB-MYH11l, MLLT3-MLL,
DEK-NUP214. OT-IIIP, ans koTOpo¥ CcTaHAApTHU3UPOBAHHBIE TIPOTOKOJBI ObLIH
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pazpaboranbl u omyonukoBansl rpynmnoit BIOMED-1, npumensieTcs ais 1eTeKIUH
TUX peapaHXUPOBOK, €CIU MOpP(]OIOrus XpOMOCOB HEAOCTATOYHOI'O KayecTBa
JUISl TUTOTEHETUYECKOT0 HCCIENOBAaHUS WM B CIIydasX, Korja MpU TUIUYHOU
MOP(OJIOTUM HE BBISBIIAIOTCS MpEIoiaraeMble IUTOTeHETUYECKUEe aHOMaluu. B
HEKOTOPBIX I'eHaX UJICHTU(DUIIMPOBAHBI COMATUYECKHE MYyTalluu, HAapUMeEp, T€HbI
NPM1, FLT3, CEBPA, MLL, NRAS, WT1, KIT, RUNX1, TET2 u IDH1. YacroTa
ITHX MYyTallUi BapbUPYyeT CPeIU IUTOTCHETHUECKUX TPYIIIL.

OMJI ¢ myranusamu B reHax NPM1 umu CEBPA onpenenenst BO3 kak
ycloBHbIe Karteropuu. CKpUHUHT 3THX JBYX MapKepoB, Tak e, kak u FLT3,
JIOJDKEH BBIMOJHATHCS TMPH  TPOBEACHUH KIMHUYECKHX HCHBITaHUA. XOTA
tectupoBanne Ha NPM1, CEBPA u FLT3 He saBmsercs o0s3aTelbHBIM BHE
KIMHUYECKNX HcnbITanuii, BO3 pekoMeHayeT NeTeKTUpOBaTh 3TH MYTallUU Y
OONBHBIX C ILMTOreHeThdecku HopMmanbHbIM OMJL, KoMy OyAyT HpOBOIUTH
TEpanui0 HE MaJUIMaTUBHYIO, a HaIpaBICHHYI0 Ha U3JEYEHUE, BKIIOYas
TPAHCIIAHTALIMIO CTBOJIOBBIX IT€MOINOATHYECKUX KIIETOK.

4.6. buoGaHKHUHT

M B paMKax KOOIEpUPOBAHHBIX UCCIIEAOBAHUN U B3aUMOJCUCTBHUS, a TAKKE
B OOBIYHOM KJIMHUYECKOM TIPAKTUKE DPEKOMEHIYETCS BBIIEIATb U COXPAHATH
nepsuuHyo JJHK wnn PHK OonbHbIX B OMOOaHKe, WM HANpPaBJISITh MaTepUall Ha
xpaHenue B Jadbopatopun Penepanbubix LlenTpos. [lepBruHbIil MaTepran 10KEH
BKJIIOYaTh 3amMopoxkeHHyr BblaeneHnyro JIHK wnm PHK, xpanumyro mpu
temneparype -80°C u KuBble KIETKH, XpaHUMbIe Tpu Temmeparype -196°C.
Taxke mma xpaHeHuss pexomeHayercs coxpansaTe JIHK, nurorenetmueckmx
OCAaJIKOB JI0 JICUEHUS M Ha pa3HbIX ero stanax (Bpems poctxkenus [P, momeHT
peruauBa) s onpenenenuss MPB. CoxpaHeHue TEepBHYHOTO MaTepualia
NO3BOJIUT B Cly4yae HEOOXOAMMOCTH OLIEHWUTh MPOTHO3 M YETKO OINpeAeNIUTh
TEpANEBTUYECKYIO TAKTHUKY.

4.7. pyrve 1narHoCTUYECKUE TECTHI
JlonoJIHUTENbHBIE TUATHOCTUYECKUE TECTHI IEPEYUCIIEHBI B Ta0JI. 5.
Tabnuna 5. Tectol, npuMeHsiembie y 001bHBIX IEpBUYHBIM OMJT

ITokasarens Uccnenosanus HeoOxomuMocTh  MpOBeACHUS
HCCIIEIOBAHUS

UccnenoBanus, | Knuandeckuit ananu3 kposu ¢ hopmynoit | [a

HEOOXOUMBIe
s Acnupar KOCTHOTO MO3ra Ha
YCTAHOBJICHUA | TperranoOHOIICHS ITo nokazanmsm™
JMarHos3a
NmmyHodeHoTunupoBanue Ha
[Murorenervka Ha
FISH [To moxazanusiM™*

Ckpunuar RUNX1-RUNX1T1, CBFB- |Ilo mokazanmsm™**
MYH1, PML/RARA wiu 1pyrux reHoB
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JlromOanbHas MyHKITUS Ha
HeoOxomuMble | AHaAMHE3 KU3HH M 3a00JICBaHUS Ha
WCCJICI0BAHMS C 5
10 - E(T:acT)}éc/WHOonbﬂoro (o mkanam | Jla
JICYCHUS )

HccnenoBanue KoMOpOUIHOCTEH Ja

buoxumuueckoe rccienoBanue, | la

KoaryJjorpaMmma

TecT Ha 6epeMEHHOCTh Ha

KpuokoncepBupoBanue siinekierok u |[lpu  HeoOXomumMocTH U ¢
CIIEPMBI cornacust 00JLHOTO

HLA-TunupoBanue Ha

TectupoBanue KpoBH Ha  Mapkepsl | [la
BUpycoB renatutos B, C; BUY

Pentrenorpacdus  opranoB  rpynaHoii | [la
KJIETKH

KT opranoB rpyiHOi KJI€TKH, TOJOBHOTO | Jla

Mo3ra
OKI'; 9XO-KI' Ha
BHOGaHKUHT > PexomMmeHngaTtenbHO

Uccnenoanne | Myrarnuu reaos NPM1, CEBPA, FLT3 PexomMmenmaTenbHO
MPOTHOCTUYECK
X MapKepoB

Myramuu renoB WT1, RUNX1, MLL, KIT | B pamkax uccrienoBanuii

RAS, TP53, TETZ2, IDH1 B pamkax nccnenoBanuii
Okcnpeccusi renoB ERG, MN1, EVI1, | B pamkax uccnenoBanwuii
BAALC

Onpenenenne MPb B pamkax uccrnenopanuit

[Ipumeuanue. * -- TpermaHOOUOIICHUS HE SABISETCS 00sS3aTEIBHOM MPOIEaypO, HO
IPU TOJYYEHUU TaK HA3bIBAEMBIX «CYXHX» MYyHKTATOB, TPEMAHOOMOIICHUSI MOXKET
CTaTh EAMHCTBEHHBIM METOJIOM, IO3BOJISIONIMM YCTAHOBUTH JHArHO3; ** --
uccienoBanne FISH moxeT ObITh peKOMEHIOBaHO B TeX Clydasx, KOTja Mpu
BBITIOJIHGHUH  CTAHJIAPTHOTO  ITUTOTEHETUYECKOTO HCCIEOBaHUS HE  OBLIO
MOJIy4eHO MHUTO30B, a TaKXK€ B TEX CHUTyallUsiX, KOTJa BBISIBJICH HOPMAaJIbHBIN
KapUOTUII, HO TPU TOM HMEIOTCA SIPKHE KIMHUKO-JIA00paTOPHBIE CUMIITOMBI,
HaIpUMep, OCTPOro MPOMHUEIOLUTAPHOTO JIEMKO3a UM MUET00JACTHOTO JIeKOo3a
c invl6; *** -- MONCKYJNSIpHBIA CKPUHUHT Ha yKa3aHHbIC MapKephbl
CaMOCTOSITEJILHOTO 3HAYEHHUSI HE UMEET, HO KaK BCIIOMOTATEJIbHBIM METOJ] MOMXKET
OBITh ~ WCIOJB30BAaH  MPU  OTCYTCTBUU  PE3YJIHTaTOB CTaHJIapTHOT'O
[UTOT€HETUYECKOTO HCCleoBaHus. TeM He MeHee, BBISBICHHE TOrO WU
MOJIEKYJISIPHOTO MapKepa HE MO03BOJSET JOCTOBEPHO YCTAHOBUTH JUArHo3 U
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4
Tpebyet momnosHutenbHOro FISH-uccnemoBanus; ™ -- coxpaHeHue NEPBUYHOIO

OMOJIOTHYECKOrO Marcpuaia (I[HK, BBICIICHHAA M3 KOCTHO-MO3TOBBIX KIICTOK,
WK 3aMOPOKCHHBIC KJ'IGTKI/I) JJIA  BBIIIOJTHCHHUA B 6y,ZLYHICM MOJICKYJIAPHBIX
HCCHGHOB&HHﬁ, IMMO3BOJIAIOIMINX YCTKO OIPCACINTD I'PYIIIIEI pHUCKaA.

5. IIpornocTnyeckue GakTopbI

[Ipornoctuaeckue ¢GakTopsl MOTYT OBITH TMOApa3/eiieHbl Ha 2 OCHOBHBIC
TPYHIIBL:

1-1 rpynma — ¢akTopbl, OCHOBaHHbIE Ha XapaKTEPUCTUKAX MalMeHTa U
COCTOSIHHH €T0 0OIIETro 3/0POBbS;

2-1  rpynma —  (axTopsl,  OOyCIOBJIEHHbIE  OHMOJOTHUYECKUMU
XapaKTepUCTUKaMHU JIEHKEMUYECKOTO KIIOHA;

3-1 rpymnma, OTMEYEHHas B J3TOM IJaBe, SBISETCS HE OOBEKTUBHBIM
KpUTEpUEM, a CyOBEKTUBHBIM, HO UCKIIIOUUTEIBHO MPUHIUIHAIBHBIM, (PaKTOPOM,
ocobeHHo B ycioBusix Poccuiickoit deneparum.

5.1. ®aKTOpkI IPOTHO3a, CBSI3AHHBIC C MAITUEHTOM

Bo3spacT siBisieTcs 0JHUM U3 YHUBEPCAIbHBIX, HE3aBUCUMBIX M YCTOMYHMBBIX
dbakTopoB mporHosa. JloarocpouHeie pe3yibTarhl JiedeHusi OonabHbIXx OMJI B
Bo3pacte crapuie 60 JIeT 3HAUUTENbHO XYy’K€ B CPABHEHHH C TAKOBBIMU Y OOJIBHBIX
Mooxe 60 ner.

D10 00YyCIOBJIEHO, Kak MHUHUMYM, JAByMs [pUYMHamMu. Bo-nepBbix,
YBEJIMYEHHEM C BO3pPacCTOM YacCTOThl HEOJArompHsTHBIX ITUTOTEHETHUYECKHX
IIOJIOMOK: OTMEUaeTCs IOCTETNIEHHOE HapacTaHUe clly4aeB C
HeCOATAHCUPOBAHHBIMU  XPOMOCOMHBIMH ~ abeppaiusiMi, C KOMIUIEKCHBIM U
MOHOCOMHHBIM ~KapHOTUIIOM. OJHOBPEMEHHO C JTUM CHHXKAaeTCd 4acToTa
oOHapy>keHUsI cOaTaHCUPOBAHHBIX abeppaliuii, BKIOYas Takhe OJaronpusiTHbIC
BapuaHThl Kak TpaHciokanuu t(8;21), t(15;17) u wmnHBepcus 16-ii XpoMOCOMBI
inv(16). He uckirodeHo, 4To AaHHBIH (EHOMEH MOXKET OBITh OOYCIIOBJICH TEM, YTO
C  BO3pacTOM  yBEIWYMBACTCS  4YacTOTa  BO3HUKHOBeHMs  OMJI  wu3
npeqmectBytomero MJIC, Bxmouas u cimydaw, korma MJIC ocraercs He
JTMAarHOCTUpPOBaHHBIM.  [lonTBepkaeHMEM 3TOMY MOXKET OBITh  3HAYMMOE
HapacTtanue y OoybHBIX OMJI crapme 60 ner MJIC-acconmupoBaHHBIX
XPOMOCOMHBIX a0eppalvii, a TAKKe UACHTUYHOCTh LIMTOT€HETUUYECKUX MOJIOMOK Y
noxuibix 6oapHBIX OMJI u MJIC. Tlpeanonaraercs, uto 0ojiee BbICOKAs 4acToTa
obHapyxenust mytaiuii renoB FLT3, MLL u NRAS y GonbHbix crapue 60 ner
TaK)K€ CBHUJETEIBCTBYET O BO3MOKHOM CYILECTBOBaHHMH IpeamecTByromero MIC
KJIOHA, KJIETKA KOTOPOTO MPUOOPENH MPU3HAKU JIGUKO3HOTO T€HOTHUIIA OTYACTH U3-
32 BOBHUKHOBEHHSI BBIIICYKA3aHHBIX MYTaIlUil.

Jpyroil npu3HaK, KOTOPBIA ONPEAEISAECT HETaTUBHOE BJIMSHHUE BO3pacTa Ha
nporio3 OMJI — mnpucoenuHeHue COMYTCTBYIOIUX 3a00J€BaHUI, Haau4ue
KOTOPBIX ONpEJeNsieT 3HaYUTENbHOE yXyAUIeHHe 00IEeCOMaTHYECKOro cTaTyca 1o
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CPaBHEHHMIO C MOJIOABIMH OOJBHBIMH TPH TMPOYMX PaBHBIX yCIOBUAX. Hammuume
COMYTCTBYIOIIMX  3a00JieBaHUN  yCyryoJsieT  MOBpeXJaroliee  JICHCTBUE
[IUTOCTATUYECKUX MPENapaToB Ha >KU3HEHHO BAa)KHBIC OPraHbl: CEpAle, NEUYCHb,
Jerkue, modkd. Jlaxke B OTCYTCTBMM 3HAUYMMOM COMATHYECKOW IIaTOJIOTUU Y
MOKHUJIBIX OOJBHBIX IMEPEHOCHMOCTh JICKAPCTBEHHOTO BO3JCUCTBUSA (HE TOJIBKO
IIUTOCTaTUYECKOTO) CYIIECTBEHHO HWIKE, a BEPOSTHOCTb PAa3BUTHS TOKCHYECKHUX
OCJI0KHEHHM 3HAUYUTEIILHO BHIIIIC.

5.2. ®aKTOphI MPOTHO3a, CBsI3aHHBIE ¢ 3a0oaeBanueM (OMJI)

®dakTOphl, CBsI3aHHBIE C 3a00JICBAaHUEM U BIUSAIONIME Ha PE3yJbTaThl
Tepanuu, CiIeAyeT aHAJIM3UpPOBaTh HA BCEX 3Talax JIeYEHUs. JTO OOYCIOBJIEHO
TEM, YTO JIEWKO3aCCOIMMPOBAHHBIE (DAKTOPHI TPOTHO3a IO3BOJSIOT OICHUTH
0o0BEM  ONyXOJICBOM  MacChl, YYBCTBUTEIBHOCTh OJACTHBIX KIETOK K
LHATOCTAaTUYECKUM IpErapaTaM, CKOPOCTh SJIMMHUHAIMU JIEUKEMUYECKUX KIIETOK U
oovem MOB.

[Ipexxne Bcero, HEOOXOAUMO YUYUTHIBATH TaKUE BIIOJIHE JIOCTYITHbBIE
KJIMHUKO-T€MATOJIOTUYECKHUE MapaMeTphl, aCCOIMUPOBAHHBIC C HEOIArONPUATHBIM
TeuenneM OMJI kak Ieiikomuto3 Bbime 100 x 10%m, YIUIMHEHUE CPOKOB OT
MOMEHTA JWArHOCTUKM 3a00JieBaHUS [0 Havajla Teparnuu, MNepCUCTUPOBAHUU
OJIaCTHBIX KJIETOK B mepudepuyeckoil KpPOBHM KO BPEMEHH 3aBEpIICHUS
WHIYKIIMOHHOTO Kypca, HEAOCTI)KCHUE TOJHOM PEMHUCCUU TIOCJE€ TEePBOTO
WHIYKIIMOHHOTO Kypca.

OpgHuM W3 BaxXHEWIIMX (PAKTOPOB MPOTHO3a, compsbkeHHbIX ¢ OMUJL,
ABJISIETCS ~ KapUOTUI  JIEMKEMUYECKUX KJeToK. lcciaenoBaHue KapuoOTHUIIA
HEO0OXO0IMMO MPOBOJUTH B 00S3aTEILHOM MOPSJIKE BCEM OOJIBHBIM C TOJA03PEHUEM
Ha OMJI. K coxanenuto, B PO muroreHeTHYECKOE HMCCIICIOBAHNUE BHIIIOIHICTCS B
OCHOBHOM JulIb B KpynHbix DenepanbHbix LleHTpax u psne peruoHaIbHbBIX
1eHTpOB. 1oy GOJIbHBIX, KOTOPBIM MPOBOJIAT ATO UCCIEAOBAHUE, JIaXKE B PaMKax
KOOIEPAaTUBHOTO B3aUMOJECHCTBHS T€MaTOJIOTMYECKUX LEHTPOB HE IPEBBIIIAET
60%.

JlaHHBIE IIUTOTEHETHYECKOTO HCCIEIOBAHUS TO3BOJISIIOT BEpUMUIIUPOBATH
OMIJI B cnydasx, Korja TPUHIIMIHAIBHBIM SIBISETCS HE KOJIMYECTBO OJACTHBIX
KJIeTOK (MeHble uim Oosnblie 20%), a oOHapyKeHUE XapaKTEPHBIX XPOMOCOMHBIX
abeppanuii. Peub umzaer, B vactHocTH, 0 Tak HasbiBaecMoMm CBF (Core Binding
Factor) OMJI, koropbiii 00benuHseT ciaydyad c TpaHciaokauuen t(8;21) wu
uHBepcuer INV(16) He3aBUCMMO OT OTCYTCTBHS WJIM HAJTUYHS JIOTOJHUTEIbHBIX
XPOMOCOMHBIX a0eppariuii.

[ToMuMO »TOTO, Ha OCHOBAaHMM W3YYCHUS KAPUOTHUIIA TPEACTABIACTCS
BO3MOXHBIM cTpatuduipoBats 0O0onbHbIX OMJI Ha 3 OCHOBHBIC TPYIIIIHL:
ONarompuATHOTO,  MPOMEXKYTOYHOTO M HEOJIarompusiTHOTO  MPOTHO3a.
[Tonpaznenenue GonbHBIX OMJI Ha 3Tu TPYNIBI 1IETECO00PA3HO C TOYKU 3PCHUS
BBHIOOpA TAKTUKH TOCTPEMUCCHOHHOW TEepamuu: NPUMEHEHHE [HuTapabuHa B
BBICOKMX JI03aX, HCIIOJIb30BaHUE TPAHCIUIAHTAIMM QJUIOTEHHBIX CTBOJIOBBIX
TeMOIIOATHYECKUX KJIeTOK. HeoOXoaumMo MOMHUTH, YTO HUCIOJIB3yeMbId TEPMUH
“ONaronpuATHBIN’ HE O3HAYACT OTCYTCTBUE BEPOSITHOCTU PA3BUTHS PEIMINBA U
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HElEJIeCO00Pa3HOCTH MHTEHCU(UKAIMU LUTOcTaTH4Yeckoil Tepanuu. Cpenu
00apHBIX OMUJI ¢ OG51aronpusTHBIM BapUAHTOM KapUOTHUIIA YACTOTA BOSHUKHOBEHMSI
PELUIUBOB 3HAUMMO HIKE, YEM Y OCTaIbHBIX OOJIbHBIX, HO BEPOSTHOCTH BO3BpATa
3a00jieBaHusl, TEM HE MEHee, CylIecTByeT. Takxke cieayeT MHOIYEPKHYTb, YTO
ornpejeneHre (HakTopoB HEOIATONMPHUSTHOTO MPOTHO3a HE O3HAYAET, YTO HE HAJO
JeYuTh BOOOIE, a HEOOXOAMMO C MOMEHTa JTUArHOCTUKH paccMaTpHUBaTh Kak
MO>KHO OoJiee paHHee nmpoBeeHne autoreHHon TKM.

HNons  GompHbix OMIJL, 'y  KOTOpBIX  ONpEAENAOTCS  (PaKTOPHI
HEOIAronpusITHOIO MOJEKYJISIPHO-TeHETUYECKOTO MPOTHO3a MO JaHHBIM Pa3HbIX
uccienoBanuii, coctaBiser 15--20%. K atum (aktopam oTHOCAT, Mpexae BCEro,
KOMITJIEKCHBIE XPOMOCOMHBIC HapyIIeHus [3 wim 6ojee XpOMOCOMHBIX abeppariuit
IIPpU  OTCYTCTBUM OJHOM W3 TPAHCIOKAlMM WIM WHBEPCUM, YKA3aHHBIX B
kiaccupukanmu  BO3:  t(15;17), t(8;21), inv(16) wm t(16;16), t(9;11),
t(v;11)(v;923), 1(6;9), inv(3) uau t(3;3)], MOHOCOMHBIN KapuoTHIl (ABe M OoJjee
MOHOCOMMH WJIM OJIHA MOHOCOMHSI B COUYETAaHHUU CO CTPYKTYPHBIMH MOJOMKAMH),
t(9;22), 1(6;9), -7, -5/50-, inv3, t(3;3).

Cnenyer OTMETUTb, 4YTO Yy TMOJIOBUHBI O0ibHBIX OMIJI onpenensercs
HOpMaJbHBIA KApUOTHUIl JIEMKEMMUYECKUX KIETOK. OTO MOXET CIYKUTh
OCHOBaHHMEM B psAle chydaeB g npoBenenus FISH-uccnenoBanus wunum
MOJICKYJISIPHO-TEHETHUECKUX HMCCIEAOBAHUNA C TIENbI0 TMOHWCKAa OTAEJIbHBIX
XUMEpPHBIX  TEHOB,  AaCCOLMHUPOBAHHBIX C  OMNpEACNEHHBIM  KJIHMHHUKO-
remarojoruaeckuM Gpenoruriom OMJI u nporaozom: RUNX1-RUNXITL [t(8;21)],
CBFB-MYH11 (inv16), PML-RARa [t(15;17)], MLLT3-MLL [t(9;11)], DEK-
NUP214 u psina apyrux.

Bmecte ¢ TeM, HEOOXOIMMBIM SIBIsieTCd WM MOUCK y OosbHbIX OMIJI ¢
HOPMaJbHBIM KapUOTUIIOM MYTallMi OTAEIbHBIX TE€HOB C YCTAHOBJIEHHBIM
IPOrHOCTUYECKUM MMOTEHIHAIOM. TakMMH MyTalMsIMH Ha CETONHSALIHUN JeHb
spistotcst FLT3-1TD, mytarmuu renoB NPM1 u CEBPA. O6napyxenue FLT3-1TD
B BHJE €IMHCTBEHHOM Te€HETHYEeCKOW aldeppaluy MU C JIPYTMMH MYTalUsMU
3HAUYMMO CHMYKAET MOKa3aTeNd 0e3peluIMBHON U 00IIeH BRIKUBAEMOCTH OOBHBIX
OMIJI. Hanportus, o6uapyxenue myranmu B reHe NPM1 wunum reme CEBPA
(buannenbHoi) mpu orcyrctBum MyTamuu FLT3-ITD accouumpyercs ¢ Ooiee
0JIaronpUATHBIM TEYEHHUEM 00JIe3HH. MonekynspHO-TEHETUYECKAS
ctparudukanusa 6onbHbIXx OMJI Ha rpynmel pucka npeacrasieHa B Tad1. 6.

Tabmuma 6. 2017 European LeukemiaNet wmomekymsipHO-TeHETHYECKAS
kiaccudukanus OMJII 2017

[Murorenernyeckas Myranuu Hrorosas rpyImmna
rpyIIa pucka pHUCKa

BaaronpusitHas BaaronpusitHas
t(15;17), JIroObie
(1(8;21)(922;922);
inv(16)(p13.1922) uau
t(16;16)(p13.1;0922)

FLT3-ITD | EcTh MyTanum reHoB
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IIpomexyTouHast HEraTUBHOCTh NPM1 u IDHI wmm
IDH2
Hopmanbhbiii rplow OuasienpHas MyTanus
KapUOTHUII FLT3-ITD CEBPA
FLT3-ITD Ecte - pukuii  tun | lIipome:kyrounas
1(9;11)(p22;923); HeratuBHocTh i | NPM1
low
[MuTorenernyeckue FLT3-ITD
MOBPEXIEHNS, He | TO3UTUBHOCTb _
KiaccupULIpPyeMble FLT3-ITD Ecte MytupoBanHbIi
Kak  GnaronpusTHpe | HETATHBHOCTb  HITH NPM1
i FLT3-ITD"9"
HeOJIaronpusITHbIE HO3UTHBHOCTE
FLT3-ITD Ectb MyTtanuu: | HebnaronpusitHas
HEraTUBHOCTH ASXL1, MLL-ITD,
PHF6, TET2
FLT3-ITDhigh Ectp MyTalH:
mukud i NPM1 i
MO3UTUBHOCTD .
MYTHPOBAaHHBIH
RUNX1, ASXL1"' TP53
HebaaronpusitHast
inv(3)(q21926.2) wu
1(3;3)(921;q26.2);
t(6;9)(p23;034); JIroObIe
t(v;11)(v;023);

-5 wm del(5q); -7,
abeppanuu (17p);
KOMILIEKCHBIN
KapUOTHII,
MOHOCOMHBII
KapUOTHII

5.3. dakTopkl MPOTHO3a, CBsI3aHHbIE C HeaiekBaTHOU XT

B Poccuiickoit ®enepanuu, K COXaJICHUIO, CYIIECTBYET Takoul (hakTop
HEOJIaronpusITHOrO MPOTHO3a KAK HEaJeKBaTHOE LIMTOCTATUYECKOE BO3CHCTBUE B
nepuos WHTYKIIMH/KOHCOJIU AN (YMeHbIIIEHUE pacueTHBIX 7103
[UTOCTAaTUYECKUX MPENapaToB U 3HAYUTEIHHOE YJIMHEHHWE WHTEPBAIIOB MEXKIY
Kypcamu), WIM HeaJieKBaTHas npeliedeHHocTh. Emle B Hayane 1970-x rogoB, Ha
nepBbIX dTanax craHoBiieHuss XT OMJI amepuKkaHCKUMH HCCIeA0BaTEISIMU ObLIO
JI0Ka3aHo, 4TO0 3(G(HEKTUBHOCTH MpOTpaMMbl “5 + 2”7 CTaTUCTUYECKH 3HAYMMO
xyxe, yeM mporpammbl “7 + 3”. bomee 20 ner nHazam B Poccuiickux
UCCIIEMOBAHMUSIX  OBUIO  TPOJEMOHCTPHUPOBAHO, UYTO  YMEHBIICHHE 103
AHTPAINMKIMHOBBIX aHTUOMOTHUKOB M IIUTapaOMHA B KJIACCUYECKOM TIporpamme 7 +
3” m[OpuUBOAMT K CYIIECTBEHHOMY YXYIIICHHIO TOKa3zaTeied olmed u
0e3peraMBHON BHKUBAEMOCTH.
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3akimoyasi TJIaBy 1O MPOrHOCTUYECKUM (akTopaMm, OLEHUBAEMBIM Y
o6onpHbIX OMJI, x0Tenock Obl elle pa3 NoAYEPKHYTh, YTO BCe (PaKTOPhI MPOrHO3a
MOTYT OBITh 3HAYUMBIMHU JIUIIb TPHU YCIOBUU aJIEKBATHOTO LUTOCTATHYECKOTO
Bo3nelcTBUs. [lpu BBIMOJHEHUU HTOTO YCIOBUS OTH (HAKTOPHI TO3BOJISIOT
ONPENEATh TEPANIEBTUUECKYIO TAKTUKY Ha 3Tanax NOCTPEMUCCUOHHON TEpanuu, a
TaKkkK€ B Kak MOXXHO O0ojiee paHHME CpPOKH peliaTh BOIMPOC O BBINOJHEHUU
amorennor  TKM. B Tex cuTyanmsix, KOrja IIMTOTCHETHYECKOE W/WIIH
MOJICKYJISIPHOE HCCJIEJOBAHUE HE BBINIOJIHEHO, OINPEACIUTh TPYNIly PHUCKA Y
OOJILHOTO HE MPEACTABIAECTCS BO3MOXHBIM. OTHAKO MOYKHO OPUEHTUPOBATHCS HA
«CHUHTETHYECKHEY» -- OOBEAUHSIONINE MOJICKYJISIPHO-TCHETHUECCKUE U KITMHUYCCKUE
npuzHaku OMJI  -- pekoMeHJalMu EBPOMEHCKUX JKCIEPTOB, KOTOPHIC
NOAPA3JACIAIOT OONBHBIX HA JBE OCHOBHBIE TPYNIbL: OJIATONPUSITHOIO U
HEOJIArOMpPUSITHOTO TMPOTHO3a. OTH PEKOMEHAAIMM C J0OaBIEHUSAMH OT
POCCHUICKHUX 3KCIIEPTOB MPE/ICTABICHBI B TA0JI. 7.

Tabnuua 7. MonexkynsapHO-TeHeTUYeCKUe U KiIuHudeckue npuzHaku OMJI,
pazzmensitoimiie  OOJMBHBIX ~ HA  OJIArONMPUATHYI0O W HEOJIaronmpuATHYIO
IIPOrHOCTUYECKUE TPYIIIIbI

[{uToreneTnueckue MonekynspHbie MapKepbl Knunuueckue GpaxTopsl
MapKephbl

bnaronpusiTHble TporHocTUYeckue (HaKkTOPHI:

t(15;17), MyTHpOBaHHBIH CEBPA | HeratuBubie MapKephbl
(t(8;21)(q22;922); (OmaienpHast MyTaIus), MPb
inv(16)(p13.1922)  wnwm | mytupoBanubii NPM1 6e3 FLT3-
t(16;16)(p13.1;922) ITD npu HOpMaJIEHOM KapHOTHIIE
HeGnaronpusiTHeIe MPOrHOCTUYECKHE (DAKTOPHI:
inv(3)(g21926.2) iy | YBenuueHa skcrpeccus Evil; Bropuunsrit OMJI
t(3;3)(g21;726.2); MLL-peaparxupoBKu; Crapmmii Bo3pact (40—60
1(9;22) ( FLT3-ITD-myramus; aer), mis inv(16) crapiie
t(6;9)(p23;034); DNMT3A-myTranus; 35 nmet
t(v;11)(v;q23); C-KIT-myrarmus ~ [mns  1(8;21); | [unepneiikonuro3 (>100 x
-5 wu del(5q); inv(16)] 10%/n JUIst 00T
-7; BAALC-akcnpeccust Bapuanra, s t(8;21) --
abeppanuu (17p); ERG-skcmpeccus >20x 10%1)
KOMIUIEKCHBIH kapuotu, | MN1-skcnpeccust MO-Bapuant no PAB
MoOHOCOMHBIH Kapuotun | WT1-momumophuzm Okcmpeccust  CD34  nHa
BCR-ABL-nio3utuBHOCTH OJIaCTHBIX KJIETKaxX
DKCTpamMenyIuIsIpHbIE
MOpaXKEHUS (ocobeHHoO,
KOXa)
OtcyrcTBHE pemMuccun

II0CJIE IIEPBOrO Kypca
[lepcucrenuusa MapkepoB
MPb
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6. ITanbl XUuMHOTEPANTUA

IIpu Bcex OJI cymecTByeT HECKOJIBKO OCHOBHBIX JTaloOB Tepanuyd --
UHIAYKIUS ~ PEMHMCCHM, KOHCOJIMJAUMWsA, IMOMJEpKHMBArOLas  Tepanus U
npoduiiakTUKa HeuponeikeMun s HekoTopeix BapuantoB OJI.  Ilepuop
HAYaJIbHOTO JICYEHMsI, LIEJIbI0 KOTOPOTO SBJSETCS MaKCUMalbHO OBICTpOE U
CYIIECTBEHHOE COKpall€HHWE OIYXOJEBOM MAacChl M JOCTH)KEHUE TIOJIHOU
PEMUCCUH, HA3bIBACTCA IEPUOAOM uHOYKuuu pemuccun (o0br4HO 1--2 Kypca).
Nmenno B sToT mepuon Ha (OHE NPUMEHEHHUS LUTOCTATUYECKUX CPEICTB
KOJIMYECTBO JEMKEMHUYECKUX KJIETOK B KOCTHOM MO3I€ YMEHBLIAETCS MPUMEPHO B
100 pa3, T.e. B MOMEHT KOHCTAaTallU¥ IIOJHOM PEMUCCHM B KOCTHOM MO3re
Mophoornuecku onpeaensercs MmeHee 5% OImyXoJaeBbIX KIETOK.

Btopeim sTanom Ttepanum  OJI  ABAsSeTCS  KOHcoaudauyus  pEMUCCUU
(3aKperuieHue JOCTUTHYTOrO IIPOTHBOOITYX0JieBoro d(ddekra). B HacTosmee
BpeMsl B OOJIBIIIMHCTBE CIydacB KOHCOJUAIMS SBIISICTCS HanOoJee arpeCCUBHBIM
1 BBICOKOJI03HBIM ATaroM Ipu jedenun OJI. 3agaueid 3Toro nepuojia sBiasSeTcs Mo
BO3MOXXHOCTH €IIl¢ OOJIbIIICE YMEHBIIICHUE YUCJIa OCTAIOMIUXCS TOCIe MHAYKIIUN
nerikemuueckux kierok. Ilocime koncommmamuu (0ObUHO 1--2 Kypca) ciaemyer
MIEPUO]T HPOMUBOPEUUOUBHO20 VT HOOOepcusarouieco aeuenusn. 1lpu pasHbix
BapuaHTtax OJI IIUTENBPHOCTP W HMHTEHCUBHOCTH NOAAECPKUBAIOIICH TEpanuu
pa3IM4Hbl, HO NPUHUIHN €€ OJAWMHAKOB sl Bcex BUoB OJI -- mpomoimkeHue
ATOCTATUYECKOTO BO3JCHCTBHS B MEHBIIUX J03aX, Y€M B MEPHOJ WHIYKIUU
PEMHCCHUH, HA BO3MOYKHO OCTAIOIIHAICS OIMYXOJIEBBIN KIIOH.

[IpyHIMOMATBHBEIM  ATAllOM MpPH JICYEHUH HEKOTophiXx BapuantoB OJI
(iumboO6IaACTHBIX, TPOMUETOIIMTAPHBIX, MUEIOMOHO- U1 MOHOOJIACTHBIX ) SIBJISIFOTCS
npogunakmuxa Ui Ipu HEOOXOIUMOCTH JieyeHue Helpoaeikemuu. ITOT dTall
pacripenensieTcs Ha BCE IMEpUOAbl NPOTPaMMHOIO JICUEHUS -- HMHAYKIHUIO
pPEMUCCUU, KOHCOJIUAIMIO U MO iepKuBatoliee JedeHue. OObIYHO MPOPUITAKTUKY
HelpoJiekeMun (OCHOBHOM Mepuoja -- 5 WHTpaTeKalbHbIX BBeaeHuil) mpu OJLJI
OCYHIIECTBIISIOT B MEPBOM (ha3e WMHAYKIIMOHHOTO JICUEHHUS, 3aTE€M B TeueHue 2,5
rojila BBITIOJHAIOT TNpoduiakThuueckue TyHKIuMU |1 pa3 B 3 mecsina Ha (doHe
noaaepxkusatomiet tepanuu. [Ipuy OMIJI (Bapuantax M3, M4, M5 u tex, npu
KOTOPBIX HHCIIO JEHKONUTOB B aebrote mpesbimaet 30 x 10%/1) ocHOBHOM HTam
npodUIaKTUKA HEUpOJEHKEMUU TPOBOAMTCS 3a IMEpUOJ TMEPBBIX 3 KYypCOB
JIeYEeHMs], @ 3aT€M B TeueHue | roja MmojaepUBAIOIIETO JICYEHUS BBITOIHIIOTCS
MyHKIUM C 4acToToM | pa3 B 3 mecsia.

Jleuenue HeWpoONEHKEMHH OCYIIECTBIISIIOT IO OOIIMM 3aKOHaM Kak JIJist
auM@oOJaCTHRIX, TaK M [JIs1 MHEJIOUJHBIX Jieiko30B. CHayana MPOBOJAT
WHTPaTeKaJIbHBIC BBEJICHUS IIUTOCTATUYECKUX MIPENapaToB ¢ 4acToToi 1 pa3 B 2--3
JTHSL O HOpMaJTM3aIK TToKa3aTesiel epeOpOCIMHAIBEHON KUAKOCTH U MOTYYCHUS
MUHHAMYM TPEX HOPMATBHBIX JTIOMOATBHBIX MyHKIWNA. 3aTeM MyHKIIMU B T€UEHUE 3
MeCAIIeB IPOBOSATCS ¢ yacToTol 1 pa3 B 2 Henenu. Ha aTom atane mnenecoodbpasto
pemuTh Bompoc 00 oOiydeHun ronoBel B go3e 2400 pan. Ilocrne oGmydenus
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JOMOQJIbHBIE MMYHKIIMU BBIMOJHSAIOT 1 pa3 B 2--3 Mecsna a0 2 JIeT OT MOMEHTa
HOpMAaJIM3allMK MMOKa3aTeliel 1epedpocnuHanbHOM XuIKkocTH. KpannocnuHansHoe
oOJlydeHHE TaKKe MOXKET OBITh HCIIOJIB30BAaHO B IMpOrpaMme JICUCHUs
HEHUpOJICKEeMHUH, €CJIM B MOMEHT JUAarHOCTUKH HEUpOJICHKEeMUN OBLIN MpPHU3HAKU
MopakeHUs: TMepudepuvueckod HEPBHOM CHUCTEeMbl (Hampumep, Iape3 HIKHUX
KOHEUHOCTEH). B OOJBIIMHCTBE CllydaeB TaKOW BapuUaHT OOJIydEHHUS MPUBOIUT K
BBIPAKEHHOM JEMPECCUU KPOBETBOPEHHUSI.

7. OnpenesieHue OCHOBHBIX KJINHUKO-Ia00pPaTOPHBIX MOHATHII M KpPUTEpHEB
3¢ PeKTUBHOCTH TepaNuu

OcHoBHble TOHATHA UM  Kputepuun dpdextuBHoctn neuenus  OJI
pa3padaThlBAINCh MMApAJUIEIbHO CO3JaHUI0 COBpeMeHHbIX mnporpamMMm XT wu,
€CTECTBEHHO, HECKOJIBKO pa3 B TCUCHHUE ITOCIEAHUX JNECATUICTUN YTOUHSIIUCH.

CymiecTByeT HECKOJIBKO PEKOMEHJAlMM  KOMHTETa  MEXKIyHApOIHbBIX
DKCIIEPTOB,  MOCBSIICHHBIX  pa3HbIM  TemMo0jacTo3aM —  XPOHHYECKOMY
mumboneiikoszy (XJUI), OMJI, mumdorpanynemarosy, aumdomam. [locnennuii
nepecMotp, kacaromuiics OMJI, Obul OCYIIECTBIEH W OIYyOJHMKOBAH TPYIION
MEXIyHapoaHbIX sKkcneptoB B 2017 r [5]. Dra pabora Obula npeAnpuHITa IS
yHUGUKAIUU  KpUTepueB A(G(YEKTUBHOCTH B KIMHUYECKUX HCCIEIOBAHUSX,
MPOBOJAUMBIX B Pa3HBbIX CTpPaHAX MHpPA C YYETOM COBPEMEHHBIX MPEACTABICHUM,
OCHOBAHHBIX Ha JAHHBIX MOJEKYJSPHBIX U IIUTOTCHETUYECKUX UCCIETOBAHUM.

IHoanon pemuccueir OJI pUHATO Ha3bIBaTh TO COCTOSIHUE KPOBETBOPHOMU
TKaHW, TP KOTOPOM B MyHKTaTe€ KOCTHOIO Mo3ra oOHapy:xuBaeTcsi 5% u MeHee
OJACTHBIX KJIETOK MPU HOPMAJILHOM COOTHOIIEHUH BCEX POCTKOB KPOBETBOPEHUS,
TpU KOJIMYECTBE HelTpodmios B mepudeprdeckoii kposu Gomee 1,0 x 10%/m, mpu
KOJIMYeCTBE TPOMOOLMTOB Goiee miu paBHoM 100 x 10°/m, mpu oTCyTCTBHE
HKCTPAMENYJUISIPHBIX 0YaroB JIEHKEMHUYECKOro pocTa. YKa3aHHbIE MOKa3aTeln
JOJKHBI COXPAHSIThCS B CTAOWMJIBHOM COCTOSIHMM B TedeHue 1 mecsina u Oosee.
CrnenyeTr OTMETUTBH, YTO, €CJIM MPOILEHT OJACTHBIX KJIETOK MEHee 5, HO B IIyHKTaTe
KOCTHOI'O MO3Ta BBISBJISIIOTCS KJIETKU C MajloukamMHu Ayspa, MOJIHAas PEMUCCUSI HE
KoHCcTatupyercs. [1o coBpeMeHHbIM peKOMEHAALUAM MEKIYHAPOIHBIX IKCIIEPTOB,
BpeMsl KOHCTaTauuu MOP(}OIOrHuecKkd TMOJHONH peMHuccuu (COOTBETCTBEHHO,
OLICHKA PE3UCTEHTHOCTH) YETKO HE OrOBOPEHO. YKa3aHO, YTO PEMHUCCUS JOJIKHA
KOHCTaTHPOBATHCSI TTOCIIE MHULIMATBHOTO HHIAYKIIMOHHOTO Kypca, KOTOPhI MOKET
COCTOSITh Kak u3 oaHOTO Kypca XT, Tak u U3 AByX (B 3aBUCUMOCTU OT MIPOTPAMMBI
HCCIICIOBAHMUS ).

[Tonnass wmopdonornueckas pemuccusi (IIP) mnompasnensercs Ha Tpu
ocHoBHble Tuma: 1) nuroreHermueckas ([1Piu), 2) monexynspuas (IIPm), 3) c
HEMOJHBIM BOCCTAHOBJICHHEM IOKa3aTenel nepudepruieckoil KpoBU, KOTJa YUCIIO
neiitpodumoB menee 1 x 10%/m, a tpomGommroB menee 100 x 10°m (ITPm).
[TocnenHsAst KaTeropusi OroBapyuBaETCsl CHEUUAIBHO, TOCKOJIBKY MO Psy AaHHBIX,
OPOrHO3 y TakuX OOJIbHBIX HECKOJNbKO xyxke. Ilpu »ToM »sKcmepTsl He
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PEKOMEHYIOT KOHCTAaTHPOBaTh Y TaKUX OOJIBHBIX TMOJHYH peMHUcCHI0. Tem He
MEHee, BHE KJIMHUYECKUX HCCIIEIOBaHUM ATy (OPMYJIMPOBKY OTBETA MPUMEHSIOT
penko. Takxe cymiecTByeT MOHATHE «MOPGOIOTHYECKH CBOOOIHBIM OT JIeKO3a
cTaTyc», mojapa3zymeBaronuii Menee 5% OJIACTHBIX KJIETOK B IyHKTAaT€ KOCTHOTO
MO3ra, OTCYTCTBHE OJIaCTHBIX KIETOK C TajJjouykaMu Aydspa, OTCYTCTBUE
AKCTpaMENYJUIIPHBIX O0YaroB TMpPW HEMOJHOM BOCCTAaHOBJICHUHU TOKa3aTelen
nepudepudeckoit Kpopu. [IpryemM B KOCTHOM MO3T€ HE TIOJDKHO OBITh BRIPOKCHHON
aruia3yuy, HeoOXOAUMO BBITOJHUTE IoacueT He MeHee 200 KJISTOK M KJIETOYHOCTh
KM nomxna 0b1Th He MeHe 10%.

TepMuH ‘“‘yacTUuHasi peMHuCCUA’ WIH, TOYHEE, ‘‘YaCTUYHBIM OTBET
PEKOMEHIYIOT HCIIOJIh30BaTh TOJBKO B KIMHUYECKUX ucciemaoBanmsax |--11 dassi,
OLICHUBAIOLLIUX MIPOTUBOOITYXOJIEBYIO 3¢ (HEeKTUBHOCTD, TOKCHUYHOCTb,
IIEPEHOCHUMOCTh HOBBIX IPENAPATOB U ONPEACISIOMNX ONTUMAIBHBIE O3Bl 3THUX
npenaparoB. HacTuyHash peMHCCHUS -- 3TO TO COCTOSIHUE KPOBETBOPHOM TKaHH,
KOTOpPO€ HE COOTBETCTBYET KPUTEPHUSAM IOJHOM PpPEMHMCCUM, TIPH 3TOM
pErucTpUpyeTcs 3HaUUTEIbHOE YMEHbBIIIEHUE YKciia 0J1acTHBIX KIeTok (Oosee 50%
OT MCXOAHOTO, NMPU 3TOM HX IPOLIEHT B IIyHKTAaT€ KOCTHOI'O MO3Ta HE JOJDKEH
npeBbllIaTh 25), HOpMaiM3alus IoKa3aTeled mepudepuyeckol KpoBU C
HE3HAUUTEIHHBIMU  OTKJIOHEHHUSIMHM  OT  HEOOXOJMMBIX  mapaMeTpoB  (HE
0GHAPYKUBAIOTCS GIACTHBIC KIETKH, YACIO TPOMOOLHTOB He Meree 50 x 10%/1, Ho
e Gosee 100 x 10%m u T.1.).

JlocTHKeHHE TIOJMHOW PEMHUCCHUU TOCJIE€ BTOPOTO HWHAYKIMOHHOIO Kypca
HE3aBUCUMO OT HCXOJHBIX MPOTHOCTHYECKUX (PAKTOPOB OTHOCUT OONBHOTO K
rpynmne HeOJIaronpusaTHOrO MPOTHO3a.

B 2017 romy BBeneHo mnousitue MOb-nezamuenoii noanou pemuccuu,
KoTopas nojpazymenaeT [IP ¢ oTCyTcTBHE paHee BBISABISIEMBIX O Hayalla JICUCHUS
MapKepoB Ha OCHOBaHUM konudecTBeHHOro IIIIP-ananu3a B peasibHOM BpeMEHHU
WJIM MHOTOIIBETHOM ITUTO(DII0OPOMETPHH.

Pesucmenmnaa @opma OJI KoHCTaTUpyeTcsi MpPU OTCYTCTBUU MOJHOM
peMHCCUM TIOCJIe 3aBEpIICHUs JBYX KypCOB WHTEHCUBHOW WHIYKIIMOHHOM
Tepanuu. VCkitoueHreM sBisieTcs CMepTh OOJIBHOTO B aIula3MM WM CMEPTh OT
HeomnpeaeneHHbIX NpuduH. OJIHaKo, HEOOXOAUMO MOTYEPKHYTh, UTO JTOCTHKEHUE
peMECcCHH TIOCTIE BTOPOTO Kypca MHAYKIMH SIBISETCS KpaiHe HeOIarompusiTHHIM
(bakTopoM MpoTHO3A.

[Ipy HEOOCTHIKEHUHU pEeMHUCCUU Tocie |-ro kypca mo mnporpamme 7+3
MEXKIYHAPOJIHbIE SKCIEPThl PEKOMEHIYIOT MPOBEACHUE 2-TO HHAYKIIMOHHOIO
Kypca XMMHUOTEpaIiU ¢ UCTIOJb30BAHUEM BBICOKHX 103 IUTapaOuHa.

Pannsasa cmepms — cMepTh OOJIBHOTO B MEPUOJT MHAYKUUOHHON Tepanuu (1--2
Kypca). CinenyeT moI4epKHyTh, YTO 3TOT KPUTEPHM SBJIseTCS] 0000LIAONIMM /st
NOHSTUS THOeNn OOJBHOrO B MPOIECCEe MHAYKIIMOHHON Tepanuu. DTOT KpUTepHid
KaK TakOBOH, OTCYTCTBYET B  MEXIYHApOAHbIX pekoMeHnauusax. OH
paccMaTpHUBaETCs, Hapsly C PE3UCTEHTHOCTBIO, B KATETOPUM HEYAAad B JICUEHHH U
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00beIUHSICT TOHATHS: 1) CMepTh B amia3uu -- CMEPTh OOJBHOTO, MEPEIKUBIICTO
nocie oOkKoHuyaHusa kypca XT 27 §gHed, B TEpHOJ MHEIOTOKCHYECKOTO
arpa”yJonMTO3a U alljla3uu KPOBETBOPHOU TKAHU, NPU OTCYTCTBUU IEPCUCTEHIUN
JeHKeMHH, JOKa3aHHOM MyHKUHMEW KOCTHOrO Mo3ra; 2) CcMepThb OT
HEOIPEICIICHHON MPUYUHBI — d) CMEPTh OOJBHOTO 10 3aBEPIICHHS Tearuu; 0)
cMepTh OoJbHOTO <7 JIHEW IMocie 3aBepiieHus X1; 6) cMepTh 0OJBLHOTO depe3 7
JTHEH mocJie 3aBepiieHus] MHAYKIIMOHHOW Tepanuu, y KOTOpOro B nepudepuieckoi
KPOBM HE BBISBISIIOTCS OJIACTHBIE KJIETKH, HO IYHKIMS KOCTHOTO MO3ra He
BBITIOJTHEHA.

Onenka 3 hekTUBHOCTH UHIIYKIIMOHHOM Tepanuu

[Tocne crangapTHOM HWHAYKIMOHHOM Tepamuu (7 + 3) wiM Tepanuu
aHAJIOTUYHONW MHTEHCHUBHOCTH, OIIEHKA OTBETa OOBIYHO OCYIECTBIsieTca Ha 21—
28-11 leHb Toclie Havaja Tepanuu JIM00 Ha MOMEHT BOCCTAaHOBJICHHS MOKa3aTese
nepudepuueckoil KpoBu. Bpemss MOXeT BapbUpoBaTh B 3aBUCUMOCTH OT
IIPOTOKOJIOB.

Ha ¢one moctpeMuccruoHHOM Teparnuu peKOMEHI0BAaHO MOBTOPSTH MMYHKIIUN
KOCTHOTO MoO3ra mnepea KaxapiM KypcoB XT mpeayCMOTPEHHBIM MPOTOKOJIOM.
[Tociie OKOHUAaHMST TEPAIUM KEIATEIBHO BBIMOJHATH MYHKIIMA KOCTHOTO mMo3ra 1
pa3 B 3 Mecdila B TEUEHUE MEPBOro roga. bonmbIIMHCTBO peMIMBOB NPOUCXOIST B
TeueHue 1--3 ner mocie okoH4aHWs Tepanuu. CTaHAAPTU30BaHHBIE BPEMEHHBIC
TOYKH B3ATUS KOCTHOTO MO3ra HeoOxoaumMbl 1pu MoHutopurre MOB.
HccnenoBanue o0IIero aHajin3a KPOBH BBIMOJTHSAETCS KaXKIbIM MECSI] B TEUCHUE
nepBbIxX 2 JeT u 3aTeM | pa3 B 2--3 Mecsinia A0 S JIeT OT Havyasa JeUeHUsI.

Peyuous OJI xoHctaTupyercs Npu OOHAPYKEHHH B IYHKTaT€ KOCTHOTO
mo3ra Oonee 5% OnacTHbIX KieTOK. PeunauB 3a0osieBaHHsS HE KOHCTATUPYETCS
npu OOHApY>KEHUHU B OUYEPEIHOM KOHTPOJIBHOM IyHKTaTe KOCTHOIO Mo3ra 0oiiee
5% OnactHbIX KJIeTOK, HO MeHee 10%, B TexX cilydasiX, Korja MyHKUIUsS KOCTHOTO
MO3ra NpPOW3BOAUTCA B paHHUE CPOKHM mocie Kypca XT wiam MCrnoiap30BalucCh
pPOCTOBBIE T€MOIOATHYECKHE (PAKTOpPbl C IEJIbI0 COKpAIEHUd Mepuoa
HEUTPONEHUHU, MpPU HSTOM aHAIU3 MepuPepuvyecKoil KpOBU HOPMAJbHBIM U
OTCYTCTBYIOT JKCTpaMeIyJUIIpHbIE TOpa)XxeHWs. Bropas auarHoctuyeckas
IMyHKIUS ocyuiecTBisieTcss yepe3 7--10 gHen mocne mepBoil. Ecnu coxpansercs
IOPOLEHT OJJACTHBIX KJIETOK BBILIE 5 UM OTMEYAeTCs UX yBEeJIMYEHHUE (Harpumep, ¢
7% 1o 13%), To KOHCTaTUpYyeTCsl peuuanB. PAHHUM peluaNB HA3bIBACTCS B TOM
cillydae, €Clldi OH pETUCTPUPYETCS paHblle, 4yeM dYepe3 | rox OT MOMEHTa
JOCTHXKEHUS MOJIHOW pemuccuu. llo3mHuM cunMTaercs TOT peuuauB, KOTOPBIN
BO3HUKAeT uepe3 1 rox u Gojiee OT MOMEHTAa AOCTM)KEHHS TOJHOW PEMHUCCHUHU.
PeunanBoM Takxe SBISETCS MU BHEKOCTHO-MO3TOBOE MOpa)KeHue (HehnpoienkeMus,
NOPAKEHUE SINYEK, YBEIMYECHHE CEJIE36HKM W T.JA.) JAaXKE IPU OTCYTCTBUHU
VM3MEHEHUU KPOBU U KOCTHOI'O MO3ra.

Petyaus OJI npuHIMNUaIbHO OTIWYAETCS OT Je0r0Ta 3a00JIeBaHUS U T0JKEH
paccMaTpuBaTbCid Kak TMOSBJICHHE M Mpoaudepanyss HOBOTO, 4Yalle BCEro
YCTOMYMUBOTO K MPOBOAUMOM TEpaNMU KIOHA JIEMKEMUYECKUX KIIETOK, T.€.
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pa3BUBAETCA BTOPUYHAS PE3UCTEHTHOCTh KaK CJIEJCTBUE OMYyXOJIEBOM MPOrpeCCUH.
BHEKOCTHO-MO3TOBbIE PEUUIUBBI (OCOOCHHO pEIUANB HEUPOJEHKEeMHUH) MpU
UCII0JIb30BAaHUU COBPEMEHHBIX IPOTOKOJIOB JICYCHUS BCTpEYAIOTCS
npubausutensHo B 4--8% ciyuae nipu OJLJL, ropazgo pexe npu OMJL, u yae
BCET0 B CKOPOM BpEMEHU OJacTHBIC KIETKH OOHAPYKUBAIOTCSI 1 B KOCTHOM MO3Te.
Ecnu xoHCTaTUpOBaH M30JMPOBAHHBIA BHEKOCTHO-MO3TOBOM PELUAUB, TO, KPOME
JIOKAJTBHOW Tepanuu (JIedeHUE HEUpoJIeWKeMuu, OOJydeHHE SMYKa, yAaJieHUe
JIEHKEeMHYECKOTO ovuara B SIMYHUKE U T.JI.), 00S3aTEIHHO MPOBEJACHUE U CHCTEMHON
WHJIYKIIMOHHOM Tepanmuu 10 MPOTOKOJaM, MPEAyCMOTPEHHBIM IS TaKUX
PELUIUBOB.

B Hacrosiee BpeMs cTaino BO3MOXKHBIM HCCIIE0BATh JIEMKEMUYECKHE KIETKU
Ka)KI0ro OOJIFHOTO € MOMOIIBI0 UMMYHO()EHOTHUITUPOBAHMSI, IMTOTEHETHYECKOTO U
MOJIEKYJIIPHO-OUOIOTHYECKUX ~ METOJIOB, M  ONPENeNsATb WHIUBUIyaIbHbBIC
MapKephl 3THX KIJIETOK. YKa3aHHbIE METOJAbl 00JIaJJaloT BBICOKOW pasperiaroieit
crocoGHOCTBIO (06Hapyx)uBaercs 1 nelikemmdeckas kietka Ha 10°° HOpMaIbHBIX
TEeMOIOATHYECKUX KJIETOK), U C UX MOMOIIBI0 MOXHO OTCJICKHUBATh B JTUHAMUKE
CyIb0y JIEMKEMHUECKOT0 KJIOHA.

Munumanvnoit  pezudyanvnoit  oonesnvto (MPB), wim MUHMMaIBHOM
octatoyHoi 6osie3Hpto (MOB) Ha3bIBatOT HEOOJBIIYIO MOMYJISINIO OITYXOJEBBIX
KJIETOK, KOTOpas HE MOXeT ObITh 3a(UKCUpPOBaHA C TMOMOUIBIO CBETOBOTO
MHUKpPOCKOIIa, HO OOHapyXuBaercs Oojiee TOHKUMU METOJAaMHU HCCIEIOBaHUS,
BBISIBIIIIOIIAMU | JIEHKEMHYECKYIO KIIETKY Ha 10*° uccienyemsoix. [lo cytu nena,
noctpemuccuonHas tepanuss OJI (koHconupanus, MOAAEp>KUBAIOIIAS TEpPAaIusl)
HarpasiieHa Ha jedenne MOD.

IHumozenemuueckasa pemuccus — 3TO TONHAS KIWHUKO-TEMAaTOJIOTHYECKAs
peMUCCHs, TP 5TOM METOJIaMU CTaHJAPTHOW IMTOTCHETUKH HE BBISBIISIOTCA
HCXOJIHbIE aHOMAJIMU KapUOTHIIA, KAPUOTHUII JODKEH ObITh HOPMAIbHBIM, a YHUCIIO
MPOAHANM3UPOBAHHBIX ~ MeTada3d  JOMKHO  cocTaBisTh He  Menee  20.
[{uToreneTnueckas peMUCCUS -- HOBOE TOHSTHE, MOSBUBIIEECS MPHU PETYISIPHOM
WCITIOJIb30BAaHUU METOJIOB IIUTOTCHETUKU JIJISl UCCIIEAOBAHUM MYHKTATOB KOCTHOTO
MO3ra B TIEPHO/] TIOJIHON PEMHUCCHH.

Humozenemuueckuit peyuoue OJI KoOHCTATUpPyeTCS MNpPU HAIUYUU B
MyHKTaT€ KOCTHOTO MO3ra MHTO30B C XPOMOCOMHBIMH  abeppamusmu,
oOHapyxuBaeTcsi B Je0rTe 3a0oJjieBaHUsI HAa (POHE COXPAHSIOMICHCS KIMHUKO-
reMaTOJIOTHYECKOU PEMUCCHH.

Monexynapuaa pemuccusa — 3TO TOJIHAsA KIWHUKO-IEMaTOJIOTHYECKAs
peMuccuss TNpu  OTCYTCTBUHU HCXOAHO omnpenensaBmmxcs merogom [P
MOJIEKYJISIpHBIX MapkepoB OJI (ABa)<bl MPOBEICHHBINA aHAN3). DTO TAaKKE HOBOE
MOHSATHE, CTABIIEE B HACTOSIIIEE BpeMs KIt0UeBbIM. ClieIyeT OTMETUTh, YTO MOXKET
OBITh JIOCTUTHYTA IIMTOTCHETHYECKAsh PEMUCCHUs, HO TIPU ATOM MOJICKYJISPHBIC
MapKepbl MOT'YT €IE ONPEAECIIATHCS.
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Moanexynapuslit  peyuougé — TIOSBICHHE HCXOJHO  OMNPECISABLIINXCS
MOJIEKYJIIpHBIX MapkepoB OJI B NByX MOBTOPHBIX aHaiu3ax (MPOBEIEHHBIX C
KOPOTKMM HMHTEpPBAJIOM BpEMEHH) Ha (OHE COXpaHSIOWENHCS KIWHUKO-
reMaToJIOTUYECKON PEMUCCHUH.

Tpancnaanmayusn zemonodsmuueckux cmeonosvix kiemok (TI'CK) -- nox
TUM TEPMUHOM OOBEAMHEHBI TPAHCIUIAHTALUS T€MOIMOATUYECKUX CTBOJOBBIX
KJIETOK KOCTHOTO MO3Ta mepudepudeckoi KpPOBH, MYIMOBUHHOHW (TIIarleHTapHON)
KpPOBH.

BaxxHBIM W OJHMM W3 CaMbIX TOYHBIX CHOCOOOB OIEHKH 3(h(HEKTUBHOCTH
tepanuu OJI ABiISETCS MOCTPOCHUE KPUBBIX BBDKMBAEMOCTH OOJIBHBIX, KOTOPHIM
OpPOBOAMIM TO WM HHOE JiedyeHue. Yamie Bcero OIEHUBAIOT —OOIIYIO,
O0e3peanBHYI0, OSCCOOBITUIHHYIO BBDKHBACMOCTh W BEPOSTHOCTH COXPAHCHHUSI
MOJIHOM peMHCCHH (UM 00paTHOE MOHSATHE -- BEPOATHOCTh PA3BUTHSI PEIIUIUBA).

Obwan evircusaemocms. J17ia MOCTpOEHUsT KPUBOU 0OIIEH BBHKHMBAEMOCTH
aHAJIM3UPYIOT BpPEMEHHBIE MapaMeTpbl BceX OOJIbHBIX, BKJIIOYEHHBIX B
uccienoBaHue. TOUKOM oOTcueTa SBISETCS JA€Hb Hadana Tepanuud. CoOblTueM
CUMUTAETCS TOJIBKO CMEPTh OOJBHOTO OT JHOOON MPUYMHBI (paHHSS JIETAIbHOCTD,
CMEpPTh B MEPUOJI PEMUCCUU OT JII0OOH NMPUYMHBI, CMEPTh B NEPUOJ PELMIUBA).
CoObITHE Ha KpUBOM BBDKMBAEMOCTH TIpaUUecKH OTOOpa)kaeTcsl CTYIEHBKOH,
uaymen BHU3. BONBHBIX, )KMBBIX BO BpEMs MPOBEAEHUS aHAINM3a, PACLIEHUBAIOT,
KAaK Cilyyad, ¥ OTMEYal0T Ha KPUBOM YEPTOYKOM, T.C. LEH3YPUPYIOT. DOJIBHBIX,
CyJb0a KOTOPBIX HEU3BECTHA, IEH3YPUPYIOT B TOT MOMEHT, KOI'/1a ObLIO U3BECTHO,
YTO OHM JKUBBI. bONBHBIX, OTKA3aBIIMXCS OT JIEYEHNUS, LIEH3YPUPYIOT B JE€Hb OTKa3a
OT Tepanuu. bBOJIbHBIX, KOTOpPhIM BhIMOJMHsUIACH TKM, LEH3ypupylOT B [€HBb
npoBeneHud TKM. DTOT aHa/IU3 MO3BOISET OLEHUTh YHUCIIO PEATTBHO OCTABIINUXCS
B KuBbIX 00bHBIX OMJI Ha (poHe mpoBeIeHHON TepanuH.

Be3peyuouenan evircueaemocms. 1lpy noctpoeHHH KpUBOi Oe3peiAUBHON
BBDKMBAEMOCTH YYMTBHIBAIOT JAHHBIE TOJIBKO TeX OOJBHBIX, Y KOTOPHIX Oblia
JOCTUTHYTa IOJHas pemuccusa. TOYKOM oOTcyeTa CUMTaeTcs Jara JOCTHKEHUS
nosHo pemuccuu. COOBITHSIMM CUMTAIOTCA PEUUAMB M CMEpPTh OT JH00O0H
OPUYMHBl (B NEPUOJ KOHCONMIAUWHA WM NOAIEPKUBAIOLIErO JICYEHMS, OT
peuuanBa, B NEPHOJ PEMUCCHM OT JPYrol NMPUYMHBI, HAIPUMEpP, CYMIUAA).
[{eH3ypHUpyIOT TOJBKO TE€X OOJBbHBIX, KOTOpPbIC OBUIM >KUBHI U HAXOIAUINCH B
MOJIHOM PEMUCCUU B MOMEHT NpPOBEJCHUS aHau3a. BONbHBIX, Cy/b0a KOTOPBIX
HEU3BECTHA, EH3YPUPYIOT B TOT MOMEHT, KOT/1a ObLIO U3BECTHO, YTO OHU >KUBBI B
MOJIHOM peMUCCHUU. BOJIBHBIX, Y KOTOPBIX ObllIa TOCTUTHYTA MOJHAS PEMHUCCHS, HO
OHM OTKa3aJuCh OT JICUCHHS] B PEMHUCCUHU, LIEH3YpUPYIOT B JI€Hb OTKa3a OT
Tepanud. boapHBIX, KOTOpbIM BbIMONHsack T1'CK, neH3ypupyioT B [J€Hb
npoBenenus TI'CK.

Bepoamnocmv  coxpanenus  nonnou  pemuccuu  (oopammnoe  om
eéepoamuocmu pazeumusn peyuouea). Ilpu MoOCTpoeHUM KPUBOW BEPOATHOCTHU
COXpaHEHUS MOJTHOW PEMUCCUM YYUTBHIBAIOTCS JTaHHBIE TOJIBKO O TeX OOJBHBIX, y
KOTOPBIX JOCTUTHYTA MOJHAs peMuccus. [Ipu 3ToM TOUYKO# OTCYeTa CIYyKHUT JaTa
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JNOCTHKEHHMsSI ToJIHOM  pemuccuu. CoObITHEM CUMTAETCS TOJBKO PpELUIUB
3a0oneBanus. LleH3ypupyroT Bcex OOJBHBIX, KTO >KMB B IOJHOM pPEMUCCHUHM B
MOMEHT IPOBEICHUs aHaJIn3a. bosibHbBIE, yMepIle B MEPUO/ MOTHOM PEMUCCUU OT
OCJIO)KHEHHH, CBSI3aHHBIX C JICYCHHEM, WU OT JAPYrHX MPUYHH, LIEH3YpUPYIOT B
JIEHb CMEPTH, KakK OOJbHBIX, HAXOJUBIIUXCS B TOJHON peMuccuu. BoOIbHBIX,
Cynb0a KOTOPBIX HEU3BECTHA, IEH3YPUPYIOT Ha TOT MOMEHT, Korja ObLIO
W3BECTHO, YTO OHH JKMBBI B TIOJHOM peMUCCHU. BONBHBIX, Y KOTOpBHIX ObLIa
JIOCTUTHYTA MOJIHASI PEMUCCHUS, U OHU OTKA3aJUCh OT JICUCHUS B IEPUO]T PEMUCCHH,
LEH3ypUPYIOT B JEHb OTKa3a OT Tepanuu. boyibHbIE, KOTOPHIM BBINOIHSIACH
TI'CK, nensypupytorcs Ha MomeHT nipoBeaeHus TT'CK.

BepoATHOCTh COXpaHEHMS IOJTHOM PEMHUCCHM SBISIETCS TEM IOKa3aTeNeM,
KOTOPBIN MO3BOJISIET OIICHUBATh UCTUHHYIO MPOTHUBOOIMYX0JIEBYIO 3((HEKTUBHOCTh
KakoW-mubo Tepanuu Oe3 yueTra TaKuX CYObEKTHBHBIX MOMEHTOB Kak
BBIX2KUBAaHUE OOJIbHBIX OT OCJIOKHEHUH, CBSI3aHHBIX C CAMHUM JICUEHHUEM.

beccoovimuiinaa  evyicusaemocms.  IJTOT  IIOKA3aTeNNb  OLICHUBACT
BBDKMBAEMOCTh BCEX OOJBHBIX, BKJIIOUEHHBIX B aHajdu3, C MOMEHTAa Hayaja
tepanud. COOBITUEM CUUTACTCSI paHHAS JIETAIbHOCTh, (AKT HEAOCTHXKEHHUS
IIOJIHOM PpEMHCCHHM 4epe3 2 MecAla OT Hadajla JICYEHHUs, CMEpPThb B IEPUOJ
pemuccun OT ocinokHeHHd XT WM JOpyrux NpUYMH, a TakKe pPELUJIUB
3aboneBanus. LleH3ypUpyIOT TOJBKO OOJIBHBIX, Yy KOTOPHIX ObLIA JIOCTUTHYTA
MOJIHAsE PEMHUCCHS B TEUEHHE NMEPBBIX IBYX KypcoB XT, U OHHM OCTarOTCS KUBBIMU,
COXpaHss IMOJHYK) PEMHUCCHUIO, HAa MOMEHT IIPOBENCHUS AaHAIN3a. DOJBHBIX,
KOTOPBIM BbINOJIHsUIACh TKM, IEH3ypUpPYIOT B IEHB €€ MPOBEICHMUS.

8. Jleuenne 6oababIx OMJI B Bo3pacte ot 18--60 JseT

8.1. UnaykiroHHas Tepanus

Nuanyknmonnas XT nmomkHa OBITh HayaTa cpasy IIOCIE€ TOro, KakK BCE
JMArHOCTUYECKUE MEPOIIPUSATUS OYyAyT 3aBEpILEHBI, KeJIaTebHO, C MUHUMAIbHOU
3a7epKKOU. JlaHHBIE PETPOCIIEKTUBHBIX MCCIIECIOBAHUN IMOKA3AJIM, YTO UMEHHO Y
00aBHBIX MOJIOKE 60 JIeT OTCpoUKa B Hayaje JCUCHHs HEOIAronpusTHO BIUSET Ha
UCXOJIbI, 0COOEHHO, €CJIM BpeMsl OT YCTAHOBJICHHUS JMArHo3a JI0 Hayaja Tepanuu
IIPEBBILIAET 5 THEH.

Tem He wMeHee, cieayeT NOAYEPKHYTh, YTO B OOBIYHOW KIMHUYECKOU
MPAKTUKE y OMPEACTICHHOM J10JM OOJIbHBIX JakKe MOJIOJOTO BO3pacTa TsKesas
COMYTCTBYIOIAss ~ TATOJOTHS  HE  TO3BOJSICT  BBINOJHATH  aJICKBAaTHYIO
[UTOCTAaTUYECKYI0 Tepanuto. [IpoTUBOMOKAa3aHUSIMU K HEMEIJICHHOMY Hadaly
aJICKBaTHOU UUTOCTATUYECKON TEPAIIUU SABJISIOTCS:

1) Tspkemast 3acTodiHasl cepjaeuHas HEAOCTaTOYHOCTh ((pakius BbeIOpoca

Menee 50%), HecTaOWiIbHAsE CTEHOKapaus, TpyOble HapYIIECHUS pUTMA U

MPOBOJIMMOCTH C HECTAOWJIBHOCTHIO TEeMOJAMHAMUKH, OCTpPhIH WH(OAPKT

MHOKapaa (aHamHe3 MeHee | mecsia);

2) moye4yHass HEAOCTATOYHOCTh (TIOKa3aTelb CHIBOPOTOUYHOIO KpeaTMHUHA

6onee 0,2 mMonw/n (umu Gomee 200 MI/MKI); 32 MCKIIOYCHHEM CITydaes,

00yCJIOBIIEHHBIX JIEWKEMUYECKON HHPUIBTPALUEH TTOYCK);
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3) medeHOYHas  HEJOCTATOYHOCTh (32  HCKIIOYEHHEM  CIIy4aes,
OOYCIIOBJIEHHBIX  JICMKEeMHYECKOM  HHQUIbTpalMeld  opraHa), OCTpbIA
BUPYCHBIN renatut B i C;

4) TsKenast THEBMOHUS (JbIXaTelbHasi HEJOCTATOYHOCTh -- OJibIKa 6osiee 30

JI/1 B MuH., apTepuanbHas runokcemus MmeHee 80 mm Hg), nmpu sToMm, criemyer

UMETh B BUJY, YTO €CJIM B Te€UeHUE 2--3 AHEHl He ynaercs cTaOuIu3UpOBaTh

coctossHuE 00sibHOTO, Kypc XT AoimkeH ObITh Hadar, MOCKOJIBKY HEPEIKO

JUAarHOCTUPYETCS] UCXOJHOE MOPAKEHHUE JITOYHOM TKAHU JEHKEMUYECKUMU

KJIeTKamMH, 1 0e3 crienupuiecKoi Tepanuu MaHChl Ha W3JICUCHUE TTHEBMOHUHT

Ype3BbIUAHO MAJIbI);

5) cencuc (mMpU HECTAOWIBLHOCTH TEMOJIWHAMHUKH), TOJIBKO BBICOKAs

auxopaaka 0e3 XapaKTepHBIX TPHU3HAKOB CEICMCAa HE MOXKET CIYKUTh

oBOJIOM K oTcpouke XT);

6) yrpoxaromue >KM3HU KPOBOTEUEHHUS (PKEIyIOYHO-KHUIIEUHBI TPakKT,

npo(y3HOE€ MaTOYHOE, KPOBOU3JIUSHUE B TOJOBHOM MO3T);

7) TsoKenble TCUXWYECKUe HapyuieHus (Oped, TSKENbId J1eNpecCUBHBIN

CUHPOM U JAPYTUE MPOSIBICHUS IPOYKTUBHON CUMIITOMATHKH);

8) Qusnueckas HECOCTOSITEIBHOCTh, TpeOyIoIIas TMOCTOSHHOTO YXO/a,

Kaxekcus (1mokaszaTenb o01iero oenka Hike 35 1/mn);

9) nexKOMIEHCUPOBAHHBIM CcaxapHbId JuabeT (caxap KpoBM Bbime 15
MMOJIB/T);

10) HEKOHTPOIUPYEMOE TEUEHHUE COMYTCTBYIOIIETO OHKOJIOTHYECKOTO
3a00J1€BaHUS.

B Tom cnydae, ecnu Ha MOMEHT TOCTYIUICHHS Y OOJBHOTO OBLIO OJIHO W3
BBIIIIEYKA3aHHBIX ~ COCTOSIHUM, HO €ro B  pe3yjbTaTeé  HWHTEHCUBHOTO
CUMIITOMAaTHYECKOIO JICYEHUsI YAAIOCh KYNMUPOBaTh WJIM B3SITh MOJ KOHTPOJb
(cercuc, MHEBMOHMSI, KPOBOTEUEHUE, TUA0ET U T.1.), TO OOJLHOMY 0 UCTECUCHHUH
3--7 nHell MoOXKeT ObBITH Hayara murocraruueckas XI1. Ecam B xome
CUMIITOMATUYECKOTO  JICUEHHS]  CONMYTCTBYIOIIEW  MATOJIOTHH  OTMEYAETCs
YBEJIMYCHHUE YUCTIA JICMKOIIMTOB, MPOIEHTHOTO COJEp>KaHUs OJACTHBIX KIJIETOK B
neprudepudeckoil KpoBH, WIM MCXOIHO YPOBEHb JICHKOIUTOB coctapiseT 100 x
10°%n1 m Oonee, 1menecooOpa3HO K  TEpamuyd  OCIIOKHEHHH  J00aBUTH
IUAPOKCUMOYEBUHY B 03¢ 100 MI/KT B JIeHb, U B Cly4yae HEOOXOAMMOCTH IS
npoUIAKTUKUA TYMOP-JIM3UC CUHIPOMA BBITIOJIHUTH I1a3mMadepes.

Ecau cocrosinue OONMBHOTO BCIEACTBHE KpallHE TSKENBIX OCJIOXKHEHUM,
CBSI3aHHBIX C 3a0oJieBaHWEM, WM BCIEACTBHUE TSDKEJIOW COIMYyTCTBYIOIICH
MaToJIOTHH, HE YAAETCs CTAOMIU3UPOBATh B TCUCHUE MAKCUMYM 7 JTHEHN, BOZMOYKHO
paccMoOTpeTh BOMPOC O TNAUIMATUBHOM  LHUTOCTATHYECKOM  BO3JCHCTBUU
(Hampumep, TUTapaOrH B MAJTBIX J103aX).

Cmanoapmuas uHOYKYUOHHASL XUMUOTNEPANUS]

[lepBbIM KypcOM WHIYKIIMW, TI0 MHEHHIO POCCUUCKUX U MEKIyHAPOIHBIX
SKCIIEPTOB, JODKHO OBITH 7-IHEBHOE BBEACHHE UTapabuna B 103e 100--200 mr/m’
anb0 2 pa3a B CyTKM Kak KOpoTkas WH(]y3us, MO0 B BUJEC HENPEPHIBHOW B/B
WH(Y3UM B COUETAHUH C 3-THEBHBIM BBEJACHUEM aHTPAIIMKINHOB (JayHOPYOHUIIMHA
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B [103¢ KAK MHHEMYM 60 MI/M°, -- HEOOXOMMMOCTH IPHMEHEHHS 60JIee BBICOKHX
703 JayHOpPYOMIIMHA B HAcTOfIlee BpeMs IOJBEPraeTcsi COMHEHMIO, WIH
nrapyOuuHa B 103¢ 12 Mr/m® mwmm murokcantpona 10 mr/m?). Tak HassiBaeMmas
cxema ““7 + 3” B HacTosIIIee BpeMsl SIBJISIETCS CTAaHAAPTOM UHAYKIIMOHHOW TEeparnuu.
[Tocne nmpuMeHeHHs] OJTHOTO TAKOro Kypca yAaeTcsl JOCTUYb MOJTHOW PEMHUCCUH Y
55--65%, mocne aByx — y 65--75% 6onpHBIX OMJI B Bo3pacte g0 60 net. Hu ogun
U3 JPYTUX UCCIENYEMBIX PEKUMOB B HACTOSIINEE BPEMsS HE MPOJEMOHCTPUPOBAI
OombIeit 3pGEeKTUBHOCTH MTPU COTIOCTABUMON TOKCHUIHOCTH.

PanmomusupoBaHHbIE WCCICAOBaHHWS 10 CpaBHEHUIO A(h(PEKTUBHOCTH
nayHOpyOuIHHA B 03¢ 45--60 MI/M® ¢ APYTUMH aHTPALMKIHHAME, TAKAMH, KaK
UApYOUIIMH WM aKJIapyOWITMH WJIM aMCaKpUH WM MHUTOKCAaHTPOH, OBLIN
nposeneHsl B Havane 1990-x rogos. Hu B 04HOM U3 3THX UCClEI0BaHUNA HE OBLIO
MOKa3aHO TMPEUMYIIECTB B JIOJITOCPOYHBIX pE3yJbTaTax ajbTePHATHUBHBIX
JayHOPYOUIIMHY TpernapaToB B  OSKBUBAJIEHTHBIX Jo3ax. VcciemoBanue
amepukanckor rpynnsl (ECOG) mo nmpumeneHuro gayHopyOuimHa B jo3e 90
MI/M°, CBHIETEIbCTBYIOIICE B MONb3Y BBHICOKOIO3HOTO JAYHOPYOUILMHA, C TOUKH
3pEHUs POCCUICKUX U psifia €BPOMEUCKUX IKCIEPTOB HE JOJKHO JIOKHUTHCS B
OCHOBY IIPOrpaMM JICUEHHs, TaK KaK 3Ta JO3UPOBKA HE UMEET MPEUMYIIECTB Mepe]
n030#f nmayHopybmrmua 60 Mr/m® (o KpaifHell Mepe MO HPHBOIMMBIM B
MCCIIEAOBAHUH JIOJITOCPOYHBIM pe3yJibTaraM npuMeHeHus 90 Mr/mP).

OKBUBAJICHTHBIMH  HY)KHO  CYMTaTh  CIEOYIONIME  Pa30BBIE O3Bl
AHTPALMKIMHOBBIX AHTHOMOTHKOB: HayHOpyommmH 60 Mr/m°, umapyOurma 12
Mr/M, MHUTOKCAHTpOoH 10 Mr/m. AMCakpuH He 3apeructpupoBan B PO.
JokcopyOouimy (agpuabiaacTUH) BOOOIIE HE MCHOJB3YIOT B MHAYKIUU PEMUCCUU
OMUJIL.

B nHnyknuu nutapabud B Beicokux mo3ax (BJILL 3 /Mm% 2 pasza B AeHb 1, 3,
5-i1 guu, nm 2 /M2 2 pasa B JicHb B 1—06-i1 THM) B COYETaHUH C aHTPAIIMKINHAMHU
HE J1aeT JOJTOCPOUYHBIX MPEUMYIIECTB, MOKET YBEJIIMUYMBATH YACTOTY JIOCTHUKCHUS
MOJIHOM PEMUCCUU TIOCJEe TEPBOr0 Kypca, OJHAKO oOsiamaeT OoJjiee BBICOKOM
TOKCUYHOCTBIO U, COOTBETCTBEHHO, OOJIBIIICH BEPOSITHOCTHIO pAaHHEH JIETATBHOCTH.
BHe KIMHMYECKUX MCCIEAOBAHUM UTAPAOWH B BBICOKMX JI03aX B UHIAYKITMOHHBIX
Kypcax UCIOIb30BaATh He PeKOMEHOYEemcs.

[TonbITKM yBENMWYEHUSI YaCTOTHI JTOCTHIKCHHUS TIOJIHOW PEMHUCCHU ITyTEM
n00aBJICHUS JOTOTHUTEIBHBIX ITUTOTOKCHYECKUX IPENapaToB K CTaHIAPTHOMY
pexumy XT (TuoryanuH, stonosup, ¢iaynapaOuH, TONOTEKaH W Jp.) WIU
MOIYJISATOPOB MEXaHW3MOB MHOKECTBCHHOW JIEKAPCTBEHHOW PE3UCTCHTHOCTH HE
MIPUBEIH K YCIIEXY.

Pe3ynpTaThl MpUMEHEHUS POCTOBBIX KOJIOHHECTUMYIHPYEIIHX (haKTOpOB B
KaueCTBE MPEINapaToB, MOBBIMAIOIINX YYBCTBUTEIHHOCTD JIEHKEMUYECKUX KIIETOK
K [IUTOCTaTUYECKOMY BO3AECHCTBUIO (TPaHYJIOIUTAPHBIN KOJTOHUECTUMYIUPYIOLIUN
daktop (I'-KC®) u rpanynonutapHo-MakpodaraibHbli KOJIOHUECTUMYIUPYIOIIHMA
daktop (I'M-KC®)) — Tak Ha3zpIBaeMOTO “NpaiiMuHTa’”, KpaitHe MPOTUBOPEUUBHI: B
psfe WCCIAEAOBAaHWM TMOJYYEHO yBEJIMYCHHUE ToKaszarelneld u olmed u
Oe3peranBHON BBIKUBAEMOCTH -- gatcko-Oenbruiickas (HOVON), mBeitnapckas
(SAKK) wuccrenoBarenbckue TPYIIbI, TPU 3TOM IPYTHMH HCCIEI0BATEIbCKUMH
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rpynnaMyd TOKa3aHO OTCYTCTBHUE KakOTo-nuOO BIMSHUS Ha JIOJITOCPOYHbBIE
pesynbrarbl (HeMenkas AMLCG) unu maxe npoaeMOHCTPUPOBAHO YXY/IICHHUE
nokaszaresnei obmiei BeKHBaeMocTH (anrnuiickas MRC). [Tostomy npumenenue
[KC-& B pamkax mporpamMMbl  WHIYKIIMOHHOM  Tepamuu  OCTaeTCs
UCCJIEIOBATENILCKUM TIOJIXOJIOM U TIOKa HE MOXKET OBbITh PEKOMEHJIOBAHO B
PYTHUHHOM MpaKTHKE.

Xotenochk Obl OOpaTUTh BHUMAaHUE HA PE3YJIBTAThl PAaHIOMHU3UPOBAHHOTO
HEMEIIKOTO  HWCCJIEIOBaHUS, B KOTOPOM 5  HCCIENOBATENIbCKUX  TPYII
pPaHIOMU3UPOBAIU OOJBHBIX Ha CBOM COOCTBEHHBIE OYEHb PA3HOOOpa3HBIE IO
HaOOpy, /J03aM MMTOCTATUYECKUM IMPErapaToB MPOTOKOJBI M Ha OAHY OOIIyIO
CTaHZapTHYIO BeTBb (2 Kypca “7 + 3” ¢ mayHopyoummeOM B 103¢ 60 Mr/M°, c
IOCIIEYIOLMMH TPEMsI KOHCOIHANPYIOIMIMME KYPCaMU LIUTapabrHa B 03¢ 3 T/M°
2 paza B neub B 1, 3, 5-it gum). llatunernsss oOmas u Oe3peruauBHAs
BBDKMBAEMOCTh OOJIBHBIX HE OTJIMYajach HU B OJHOMW Tpymme. ['JlaBHBIM UTOTOM
TOr0  OOJIBIIOTO  HWCCIAEAOBAHHWS  CTajo  JIOKA3aTeJIbCTBO  aOCOJIIOTHOM
UJICHTUYHOCTH PA3JIMYHBIX MHTCHCUBHBIX PHUCKAIANTUPOBAHHBIX MPOTOKOJIOB B
CpaBHEHUU C OOIIEeH CTaHIapTHOU Teparnuen.

Takum oOpazoM, MHIYKIHS peMHUCCUU Tpu T000i popme (kpome OILI)
OCTPOTO MHEJIOUJIHOTO Jieiiko3a MoJbKHA cocTosiTh u3 1 wim 2 kypcoB XT (B
3aBHCHUMOCTH OT TOTO, IOCJIeé Kakoro kKypca -- 1-ro wim 2-ro -- JAOCTUTAeTCsA
noJsiHast pemuccusi). Ecnu moiHast peMuccus mocie IByX KypcoB HE JOCTUTHYTA, TO
KOHCTaTUPYETCS TEPBUYHAS PE3UCTEHTHOCTH, M OOJILHBIM MPOBOMAT TEPAMHIO 10
nporpaMmam JedeHus: peppaktepHsix (opm neiikemun. Cpasy ke HeoOXOIUMO
MOMYEPKHYTh, YTO HEIOCTH)KCHHE TIOJHOW PEMHUCCHU  TIOCIIE  TIEPBOTO
WHIAYKIIMOHHOTO  Kypca  SBISICTCS  JOCTOBEPHBIM  (paKTOPOM  ILIOXOTO
noyirocpodHoro nporunoza OMIJI, mosTomy yke cpasy mocie NmepBoro Kypca (mpu
YCIIOBUM aJICKBATHOCTH 103 M JUIMTEIBHOCTH ITUTOCTATHUYECKOTO BO3JECHCTBHUS)
OOJBHBIE JOJKHBI PacCMaTPUBATHCS B KAUECTBE MOTEHIIMATBHBIX KaHIUIAATOB IS
BbINoTHEHUs aioreHHo TT'CK.

Ecnu monHas pemuccust He moJiy4eHa 1mocie nepBoro MHAYKIIMOHHOTO Kypca
“7 + 3”, To BEIOOpP BTOPOTO0 WHAYKIIMOHHOTO Kypca MOXET OBITh OIpenesicH B
3aBUCUMOCTH OT KJIMHUYECKOW CHUTyalluu, HCXOAS W3 TPeX BapHaHTOB: 1)
MOBTOPEHHUE Kypca, AHAJIOTHYHOTO TIEPBOMY; 2) H3MCHCHHE WHTECHCUBHOCTH
XUMHUOTEPANIEBTHYECCKOTO BO3IEHCTBHSI -- BBITIOJHEHNE BBICOKOJO03HOTO Kypca; 3)
NPOBEJCHUE Kypca IUTapabUHOM B MAJIbIX J03aX.

Kak yxke momuepKuBaloCh, CPAaBHUTCILHBIM aHAW3 TMATH Pa3IUIHBIX
MIPOTOKOJIOB CO CTaHJAPTHOW MPOTrpamMMoOM, cocrtosimer u3 aByx “7 + 37 ¢
MOCIEAYIONUMH  TpeMsl KypcamMH BBICOKOJO3HON KOHCONWIAIMH, TTOKa3all
aOCOJIOTHYIO PaBHO3HAYHOCTh HCHOJB3YEMbIX TMOAXO0J0B. B cBs3u ¢ 31UM
MPEACTABIIACTCS Pa3yMHBIM PEKOMEHJ0BAaTh MOBTOPEHHE Mporpammbl 7 + 37 ¢
nayHopyounmaom 60 MI/M° (camoe riaBHOE -- COOJIFOAATh MPHUHITUIT JTIO3UPOBAHUS
IpenaparoB Ha IUIONIAAb MOBEPXHOCTH Teia 0onbpHOTrO). McKitoueHneM u3 3Tou
pexoMenauu MoxeT 061Tb OMJL, mpu KOTOPOM MOCTe MEPBOTO Kypca MHIYKITUN
100 HE MPOU3OIILI0 YMEHBIIIEHUS MPOIEHTa OJACTHBIX KJIETOK B KOCTHOM MO3T€
o6onee yem Ha 50%, nub0 oTMeueHa mporpeccus 3adoJjieBaHUs (yBETHUMUIICS
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MPOLICHT OJIaCTHBIX KJIETOK, NOSIBUITUCH OTCYTCTBYIOLIUE paHee
KCTpaMeyJUIsipHble oyarv). B 3Toil cuTyanuu BTOPbIM HMHAYKIIMOHHBIM KYypCOM
1[e71eco00pa3HO MpPU3HATh KypC C IIUTapaOMHOM B BBICOKHMX J103aX B COYETAHHH C
HOBBIMH aHTPAIMKJIMHOBBIMU aHTUOMOTHUKAMU.

Taxoke 1eiecooOpa3HO UMETh B BULY, UTO MPHU PA3BUTHHU Yy OOJILHOTO MOCTE
epBOTO UHAYKITHOHHOTO Kypca  >KU3HEYTPOXKAIOIIUX OCJIO)KHEHUH,
NoTpeOOBABIINX PEAHMMALIMOHHBIX MEPONPUATHI (CENTHYECKHM MIOK, WH(MApKT
MHUOKap/la, MHOKapIWT W Jp), WIA aKTUBHOTO Aaclepruie3a, HWHTEHCHUBHAs
WHAYKIIMOHHAS/KOHCOIUAUPYIONIas MOXET ObITh BPEMEHHO 3aMEHEHa KypcaMu
nuTapabuHoM B Manbix Ao3ax {C3}, ocoOeHHO y OOJbHBIX, KOTOPHIM B JeOI0TE
3a0oneBaHusl Obula oOMmpeaereHa OJaronpusITHasT LUTOT€HETHYECKas TpyIa.
MoryT OBITh BBINOJHEHHI 1--2 Kypca Manbix no3 nurapadmaa (MJIL]), u mocne
KyIUPOBaHUS BCEX OCJOKHEHUI 11e1ecO00pa3HO BEPHYTHCA K BBICOKOJO03HOM
KOHCOJIMJIALIMA U BBIMOJHUTH MUHUMYM 2 Kypca BBICOKOJO3HOW KOHCOJUIAINU
(BALT). MJILI MoryT ocTtaThCs OCHOBHOM Tepamueld B TEUEHHE 3 JIET TOJIBKO Yy
OOJBHBIX OCTPBIM dpuUTpomuesno3oM (M6-BapuaHT) u MerakapuobiactHbiM (M7-
Bapuanr) {C3}.

st kpynHbix DeepandbHbIX U PernoHasbHBIX reMaTOJIOTMUYEeCKUX IIEHTPOB,
II€ OCYUIECTBIIIIOTCS IIMTOICHETUYECKUE U MOJIEKYJISIpPHBIE HCCIEA0BaHUs,
OONbHBIE MOTYT OBITh CTpPaTU(PUIMPOBAHBI B pa3HbIE TPYMIIBl MOJEKYJISPHO-
[IUTOTEHETHYECKOTO pPHCKa M TMPOTpaMMbl HHAYKIIMOHHOW Tepamuy MOTYT
BapbUPOBATh B 3aBHCUMOCTH OT 33]1a4, KOTOpbIE perraeT HeHTp. Tak, 1t O0IbHBIX
U3 TPYIIIBI HEOJATOMPHUSTHOTO MPOTHO3a MO UTOTaM LIMTOTEHETHYECKOTO aHaln3a,
MOKET OBITh TPEMTIOKEH YK€ Ha JTale HWHIYKIMOHHOTO BO3JCUCTBUSA HE
KJIaCCUYECKUl Kypc 7+3, a mnporpamma HHU3KOJIO3HOTO  JIJIUTEJIBHOTO
IIUTOCTATHYECKOTO BO3JACHCTBUS C THIOMETHIMpYRomuM mpaimunrom (Dac-lda-
Ara-C, Aza-lda-Ara-C), panee y Takux OOJbHBIX HE MPUMCHSBINASACSA, HO
HOJIOXKHUTEIBHO 3apeKOMEH 10BaBINas cebs B Teparnuu 60bHBIX M/JIC [6].

BapuaHTbl  WHIYKIIMOHHOTO JICUEHHUS, HUCIOJIb3YEMbIE  Pa3TUYHBIMU
UCCIIEIOBATEIbCKUMU TPYIINIaMu, IpesicTaBieHbl B Ta0J. 8. XoTrenock Obl ele pas
MOMYEPKHYTh, UYTO  JO0OaBJIeHHME K I[UTapaOWHy ¢  aHTPAKIHUKIMHAM
JOTIOTHUTENBHBIX [UTOCTATUYECKUX TMPENapaToB HE BIUSIET Ha JIOJITOCPOYHBIC
pe3yabTaThl JICUCHUSI.

Ta6nuna 8. BapuaHThl KypCcOB MHIYKIIMU U KOHCOJIUAAIIUN

IIporpamma IIpenapatel

WHTyKIIH/

KOHCOJIM AU

7+3(1) LurapaGuu 100 mr/m” B/B 2 pasa B cyTku B 1--7-if qHU

+ nmayHopyOuruH 60 Mr/M? B/B 1 pa3 B AeHb B 1--3-i 1HU win
* MUTOKCaHTpoOH 10 Mr/M? B/B 1 pa3 B JeHb B 1--3-i1 1M win
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« upapyourus 12 mr/m® B/B 1 pa3 B 1eHb B 1--3-i qHU

7+3 (2)

Lurapabus 200 mr/m? B/B KpYIIIOCYTOUHO, B 1--7-if 1HH

+ nayHopyOuiuH 60 Mr/M% B/B 1 pa3 B IeHb B 3--5-1 THU WK
+ MHUTOKCaHTpOH 10 Mr/M% B/B 1 pa3 B JIeHb B 3--5-if 1HU WK
« upapyourux 12 Mr/M B/B 1 pa3 B IeHb B 3--5-1 THU

7+3 + VP-16

Lurapa6un 100 mr/m” B/B 2 pasa B CyTKH B 1--7-if THU
JayHopyOunus 45 mr/m B/B 1 pa3 B JicHb B 1--3-i1 THU
Ortono3ug 120 Mr/M2 B/B 1 pa3 B nieHb B 17--21-if nHu

ADE

LurapaGun 100 mr/m” B/8 2 pasa B cyrku 1-10 quu
Haynopyounun 50 Mr/M% B/B 1 pa3 B ieHb 1-3 nHu
Sronosux 100 mr/m? B/B 1 pas B xenp 1- 5 quu

7+3+7

[urtapadun 100 Mr/m° B/B 2 pasa B ieHb B 1--7-i qHU
Haynopyounun 45 Mr/M% B/B 1 pa3 B JieHb B 1--3-i 1HU
Oromo3un 75 Mr/M2 B/B 1 pa3 B JieHb B 1--7-i 1HU

ICE

UnapyOunun 12 Mr/m° B/B 1 pa3 B neHb B 1, 3, 5-i1 n1HH
urapadbun 100 mr/m® B/B 24-qacoBasi uHOy3us B 1--7-i1 1HU
Sronosua 100 mr/m® B/B 1 pa3 B JicHb B 1--3-i1 THU

IVA (1)

UnapyOunun 12 Mr/m° B/B 1 pa3 B IeHb BO 2, 4, 6-i1 HU
Ortono3ug 100 Mr/M? B/B pa3 B IeHb B 3--7-ii THU
Hurtapabun 100 mr/m? B/B 24-4acoBasi uH(y3us B 1--7-if AHU

IVA (2)

UnapyOunun 12 Mr/m° B/B 1 pa3 B JIeHb BO 2, 4-ii AHU
Ortono3ug 100 Mr/M2 B/B 1 pa3 B JIeHb BO 2--6-if AHU
Hurtapabun 100 mr/m? B/B 24-4acoBasi uHOy3us B 1--6-i1 ntHM

MAV

Murokcantpon 10 Mr/m° B/B 1 pa3 B JcHb B 4--8-i1 THU
Hurapabun 100 mr/m® B/B 24-yacoBasi uHOy3us B 1--8-it ntHu
Ortono3ug 100 Mr/M° B/B 1 pa3 B JicHb B 4--8-i1 1HU

FLAG-IDA

I'-KC® 5 Mmkr/kr co gag 0 — 10 BbIXOa U3 IUTONEHUH
Onynapabun 30 mr/m? 30-mMunyTHast uHQy3us B 1--4-it 1HU
Hurtapabun 1000 mr/M° B/B 4-4acoBas nH(]y3us moce
¢nynapabuna B 1--4-it 1Hu

NnapyOuniun 8 mr/m° B/B 1 pa3 B 1eHb B 1, 3-ii 1HU

HidAC-3-7

[urapabun 3 /M B/B 2 gasa BCyTku B 1, 3, 5, 7-i1 qHu
Haynopyounun 45 mr/m” B/B 1 pa3 B nens B 1-3-if quu
Oromno3ug 75 Mr/M? B/B 1 pa3 B IeHb B 1-7-ii 1HU
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AzanuTuaua Azarutuaud 75 Mr/m? 7 JHeH, uarepBai 21 1eHb
p

Aza-lda-Ara-C Asamuruaun 75 mr/m? w/k 1 pa3 B eHb, 1-3 nHu
Nnapyounus 3 Mr/M° B/B CTpyWHO, 1 pa3 B neHb, 4-10 qHU
Iurapa6bun 10 Mr/m? 1/k 2 pasa B cytk, 4-17 quu

Dac-lda-Ara-C Jermrabun 20 Mr/v° B/B 1 pa3 B nenb, 1-3 quu
NnapyOounus 3 Mr/M° B/B CTpyHHO, 1 pa3 B n1eHb, 4-10 qgHU
Iurapa6bun 10 Mr/m? 1/k 2 pasa B cytk, 4-17 quu

Mauble 103b1 LurapaGuu 10 Mr/m° i/k 2 pasa B cyTku 28 jHeil
nyurapabuHa

(M/ILT)

Ipogunaxmuka netiponetikemuu

EBpornelickue ncciaenoBaTeNn MojiaraloT, 4YTO HE CYLIECTBYET B HACTOSIIEE
BpeMsl IOKa3aHUM I MHTpaTeKalbHON MPO(UIAKTUKN Pa3BUTHS HEUPOJIEHKEMUN
y OOJIbHBIX 0€3 HEBPOJIOTHUYECKOW CUMITOMATUKH, XOTSI OHa MOKET IIPOBOJAUTHCS B
OCOOBIX CHUTyallMsIX, HampuMep, MpH TUIMEpieUKouuTo3e. JIIUTEeNpHBIH OMNBIT
POCCHICKMX HCCIIEeIOBaTENEel MO3BOJISIET HAM PEKOMEHAO0BATH MPOPUIAKTUKY
HEHpOoIeHKeMUH C TIOMOIIIBIO UHTpATEKaJIbHBIX BBEJICHUI npu
MuenomMoHoomactnom (M4) u monoOmactHom (MS) Bapuante OMJI, mnpu
neiikonmrose cepimre 30 x 10%m, mpum Bcex Qopmax OMJL, mpH KOTOpPBIX
JTUArHOCTHPYIOT dKCTpaMeay uIsipHbIe oOpa3oBanus {C3}.

8.2. IlocTpeMuccrOHHAs Teparus

CymiecTByeT HECKOJIBKO MOAXOJI0B K MOCTPEMUCCHOHHON Teparmuu OMIJIL:
TPAAUIIMOHHAS  BBICOKOAO3Hass XT, mTenbHas nojaepxkuBaromas X1,
BBITIOJIHEHUE  ayTojornyHo wnu  amiorenHon TKM. Beibop  TakTuku
KOHCOJIMJIAIIUU OTIPEJIEISIETCS B MEPBYIO OYepeh BO3PACTOM OOJILHOTO, a TaKKe
rpynmnoi  pucka, (GopMupyeMoid Ha OCHOBAaHMHM KOMIUJIEKCA MOJEKYISPHO-
F€HETUYECKUX NTapaMETPOB.

Bovicokooosubie Kypcvl KoHncoauoayuu, peKOMEHIyeMbIe MEeXITyHapOIHBIMU
DKCIIEpTaMy IS OOJIBHBIX W3 TIPYIIbI OJArONPHSITHOTO W MPOMEKYTOYHOTO
IIPOTHO32

HccenenoBanue, BBIITOTHEHHOE aMEPUKAHCKOW MCCIIEA0BATENBCKON TPYIIIION
CALGB, mnpoaeMOHCTpUPOBAJIO TMPEUMYIIECTBO 4 KypCcOB LHUTapaOWMHOM B
BBICOKHX 103aX (3 T/M° kaxgpie 12 4 B 1, 3 1 5-if AHH) [0 CPABHEHHIO C Kypcamu
IUTapaGHHOM B MEHBIINX 103aX (400 MI/M® Ha IOCTOSIHHOI B/B HHGY3HH B 1--5-i1
HU) WIK cTaHAapTHeIME 103amu (100 Mr/M® Ha MOCTOSHHOM B/B HH(Y3uH B 1--5-if
JTHU). ITOT MOJOKUTETBHBIN 2((HEeKT MHTCHCUBUKAITINH 036l [IUTapaOruHa, OJTHAKO
K€ HE PpacClpOCTpaHsICA Ha OOJBHBIX C HOPMAJIBHBIM KapHOTUIIOM U
HEOJAroNpUsITHHIMUA ITUTOTEHETUYECKUMH aHOMaTUsIMU. OTKPBITBIMUA OCTAIOTCS
BOIPOCHI TI0 J03aM, CXeMaM BBEJICHUS, KOJWYECTBY ITUKIOB U POJIM COUYETAHUS
BALl ¢ ngpyrumum npenaparamMd. BHOBb, BO3Bpamasch K HEMELUKOMY
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PaHIOMHU3UPOBAHHOMY HCCIEAOBAHUIO IIATH PA3JIMYHBIX MPOTOKOJIOB, XOTEIOCH
Obl TOMYEPKHYTh, YTO HE OBUIO TMOJYYEHO MPEUMYIIECTB HHU IO OJHOMY
MOKa3aTeNll0 MpU HUCIOJIb30BAaHUM IHUTapaOMHA B pPa3HbIX BBICOKHX J03aX B
COUETAaHUHU C KAaKUM-JIMOO MpernapaToMm, ¢ NMpuMeHeHneM 3¢ dexra «TaiMuHra» U
«IIpaliMUHTa», II0 CPABHEHUIO C TPEMSI KypcaMu KoHcoauaanuu BJILI.

Jnst  OGONMBHBIX W3  TPYNNbl  MOPOMEXYTOYHOro  mporHoza OMII
MEXIYHAPOJHbIE SKCHEPTHl PEKOMEHAYIOT BbinoiaHeHue amio-TI'CK, mubo
BBICOKOJIO3HOW Tepanuu ¢ nocaeaywomiei ayroimornunod TI'CK. Opnako,
BBINOJIHEHUE ayTOJIOTUYHOW TPAHCIUIAHTALMU POCCUNCKOM TPYIIIONA SKCIIEPTOB HE

paccMaTpuBacTCA B KAa4CCTBC BapHWaHTa IHOCTPEMHUCCHOHHOI'O JICHCHUS 0OOIBHBIX
OMJL

B cBi3M Cc 3TUM onTHMalbHBIM IpencTaBisieTca y OonbHbIx OMIJI B
BO3pacte Mosioxe 60 set nocie 1--2 KypcoB UHIYKIIMU BBITIOJIHUTH 2 (MUHUMYM) -
- 3 kypca xoHcomunanuu BJIL (yHudunupoBanusiii npotokon yeuenus OMJI).
Ecim mo opraHu3allMOHHBIM MPUYMHAM Y TE€MaTOJIOTMYECKOTO IIEHTpa HET
BO3MO>KHOCTH BBIIIOJIHUTH BBICOKOJIO3HYIO KOHCOIUAAIMIO, KaK JOMOJHUTEIbHbBIN
BapUAaHT MOXET pPAacCMaTpUBAaTbCS BBINOJIHEHHE €IIe JABYX KypcoB 743 ¢
UApyOUIIMHOM WM MHUTOKCAaHTPOHOM B HMHIYKIMOHHBIX go3ax {C2}. Kypcsl
KOHCOJIMUPYIOIIEH T€panuu MpeCTaBIeHbI B TA01. 9.

Tabmuua 9. Kypchl KOHCONMIAMU M TE€panuu pPEUUIUBa, MCIOJb3yEeMbIe
Pa3HBIMU UCCJIEI0BATEILCKUMU IPyNnamMu

[Iporpamma IIpenapar

KOHCOJIH/IALINH

HD-ARA-C IlurapaGus 3 r/m” 2 pasa B fenb B 1, 3, 5-if quu
MidAC [{utapadun 1 /Mm% B/B 2 ;)asa B J€Hb B 1--3-11 1HU

MuTtokcantpon 10 mr/m” B/B 1 pa3 B neHb B 1--5-if AHH

HAM (1) [{urapabun 3 r/M° B/B 2 fasa B IeHb B 1--3-11 quH
MuTtokcantpon 10 mr/m” B/B 1 pa3 B 1eHb B 3--5-if AHU

HAM (2) IlurapaGus 3 r/m° B/B 3-uacoBast nubysns 1 pas B aeHb B 1--3-if qum
MutokcanTpoH 12 Mr/M2 B/B 1 pa3 B JIeHb BO 2 U 3-i AHU

A-HAM LlurapaGun 1 r/m° /B 1 pas B AcHb 12-yacoBas uHQy3us B 1--3-i 1HU
Murokcantpon 12 mr/m” B/B 1 pa3 B 1eHb B 2--3-i 1HH
ATRA 45 mr/m? 3-5 JIHU, 3aTeM 15 MI/M? B 6--28-ii THU

ID-Ara-C/DNR LlurapaGus 3 r/m° /B 2 pasa B JcHb 2-yacoBas ua¢py3us 1-4 n1uu
Hayropyournua 45 mr/m° B/B 1 pa3 B aeHb B 3--5-i1 1HH

HAD I{urapaGus 3 r/m° B/B 2 §a3a B JIeHb 2-4acoBasi UHGY3us B 1--5-i1 nHu
Jaynopyounun 45 mr/m° /B 1 pa3 B neHb B 3--5-if 10K

H-MAC LlurapaGus 3 r/m° B/B 2-uacoBast nH(y3us 2 pasa B CyTku B 1--6-if qHu
Murokcantpon 10 mr/m? B/B 1 pa3 B JieHb B 4--6-i1 1HU

I-MAC IlurapaGus 1 t/M” B/ B 2-uacoBast mH(Y3us 2 pasa B CYTKH B 1--6-if

TTHU

Murokcantpon 10 mr/m? B/B 1 pa3 B JieHb B 4--6-i1 1HU
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AzanuTuaua Azarutugud 75 mr/m? 7 IIHeH, uatepBan 21 aeHb
p

Aza-lda-Ara-C Asanuruaus 75 mr/m® w/k 1 pa3 B JieHb, 1-3 nHu
NnapyOunun 3 Mr/M° B/B CTpyHHO, 1 pa3 B neHb, 4-10 naH
Llurapabus 10 Mr/m? /k 2 pasa B ¢y, 4-17 muu

Dac-lda-Ara-C Jemurabun 20 mr/m° B/B 1 pas3 B JieHb, 1-3 nHu
WNnapyOunun 3 Mr/M° B/B CTpyHHO, 1 pa3 B neHb, 4-10 naH
Llurapabus 10 Mr/m? /k 2 pasa B cyTkd, 4-17 muu

Mauble 103b1 LlurapaGun 10 Mr/m° n/k 2 pasa B cyTku 28 JHei
nyurapabuHa

(MZLI)

Bcem 0osibHBIM M3 TpyIIbl HEOJATONPUITHOIO MPOrHO3a B MEPBOM MOITHOU
pemMrccuu oka3aHo BeinonHeHue amio-TI'CK.
Tloooeporcusarowas mepanusi
OOBIYHO MEXIYHAPOJHBIE IKCIEPTHl YKA3bIBAIOT, YTO MOACPKUBAIOIIAS
Tepanusi He Ha3HavyaeTcsl OOJIbHBIM BHE KIIMHUYECKUX UCIBITaHUM. TeM He MeHee,
utoru Hemenkux (AMLCG) u pesynbraThl poccuiickux wuccienoBanuii (OMJI-
06.06) cBUAECTEILCTBYIOT O MPEUMYIIECTBAX MOJJICPKUBAIOIIEH TEpaIUU.
Pocculickre SKCHepThl CUMTAIOT, YTO MOJAEPKUBAIOLIAs TEParus MOMKET
ObITh pekoMeHAoBaHa {B2} u Mo/KHA BBIMNOJHATHCA B TE€YCHUE KaK MUHUMYM
OJIHOTO rojia OT Hayajia JieyeHud (4 Kypca MHIYKUMU/KOHCOIUAALMHA U 6 KypCcOB
MOJACP>KUBAIOIICH Tepanuy) WIK B TeUeHHe 2 JeT OT Hadayia Tepanuu (4 Kypca
WHIYKIUW/KOHCoMMaanun u 9-12 kypcoB mnojjepkuBaroiiet tepamuu). boiee
MPOJOJDKUTEIBHOE BO3ACHCTBHE HE HMEET NPEUMYyLIECTB. J[nuTenbHOCTH
MO/IJICP>KUBAIOIIIETO JICYCHUST YBEITUYUBACTCS JI0 3 JIET JUIIb Y OOJIBHBIX, KOTOPHIM
MpPOBOJAT Kypchl IuTapabmHa B Manblx  jgo3ax. Ocoboe  3HaueHue
NOJIJIEP KUBAIOIAsl Teparnusi UMeeT y 00IbHBIX B Bo3pacTe ctapiie 60 ner. Kypcbl
MOAACPKUBAIOIIIEH Tepanuu npeacTaBieHbl B TadJ1. 10.

Ta6muma 10. Kypcbel moaaepKUBaromero JeUeHus

IIporpamma IIpenapar

5+ 6-MII (2) Hurtapadun 100 Mr/mM° B/B 2 pa3a B neHb B 1--5-if gum, wnu 50 MI/M*
MOJKOXHO 2 pa3a B JeHb B 1--5-i1 nHH
6-MepxkanTomnyput 60 Mr/m? B CYTKH B 2 Tipuema BHYTpb B 1--5-if 101

54+ 1D (1) Hurtapadbun 100 Mr/M° B/B 2 pa3a B neHb B 1--5-if guu, wiu 100 Mr/m?
MTOJKOHO 2 pa3a B JeHb B 1--5-i1 nHH
Huknopochan 1000 mr/m® B 3-if 1eHb

54+ 1D (2) Hurapabun 100 Mr/M° B/B 2 pa3a B neHb B 1--5-it gum, wiu 50 Mr/M?
TTOJKOHO 2 pa3a B JeHb B 1--5-i1 nHH
Huknopocdan 650 mr/m® B 1-if 1eHb

5+ 6-MII (1) Hurtapabun 100 Mr/m° B/B 2 pa3a B neHb B 1--5-if guu, wiu 100 Mr/M?
TOJKOHO 2 pa3a B JeHb B 1--5-i1 nHH
6-MepxkanTomnyput 60 Mr/m? B CYTKH B 2 mipuema BHYTpb B 1--5-if 101
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AzanuTuaua Azarutuaud 75 Mr/m? 7 JHeH, uaTepBai 21 neHb
p

Aza-lda-Ara-C Asanuruaus 75 mr/m® w/k 1 pa3 B JieHb, 1-3 nHu
[utapabun 10 Mr/M /K 2 pasa B CYyTKH
c4mo10-17 qun

Dac-lda-Ara-C Jemurabun 20 mr/m° B/B 1 pas3 B JieHb, 1-3 nHu
[utapabun 10 Mr/M /K 2 pasa B CYyTKH
c4mo 10-17 gaun

Maunsle 10361 | Llurapabun 10 mr/m® m/k 2 pasa B cyTkn 21-28 jiHeit
nyurapabuHa

(MZLI)

Tpancnianmayusi aQymoio2uyHbiX CMEOJI08bIX 2eMONOIMUUECKUX KIeMOK

TpancrnanTanus ayTOJIOTUYHBIX CTBOJIOBBIX IEMOITOTUYECKUX
kieTok/koctHoro wmosra (ayro-TCI'K/ayto-TKM) siBnsiercs anbTepHAaTHBHBIM
NOJIXOJOM Ha 3Tale IMOCTPEMUCCUOHHOM Tepanuu y OOJIbHBIX M3 TPYIIIbI
OJIarONpPHUSTHOTO U MPOMEKYTOYHOTIO IIUTOIC€HETUYECKOTO PUCKA, TOr/la Kak OHa
HE MOXET OBITh PEKOMEHJIOBaHA OOJBHBIM M3 T'PYMIbl BBICOKOIO pHUCKA. AyTO-
TI'CK  BbIIOJHSAETCA TOCIE  3aBEpUICHUS  HMHIYKIHUH/KOHCOJMUAAIMU  IPHU
OTCYTCTBUM TpPHU3HAKOB mepcuctupoBanuss MPb. Oagnako ciexyer mOMHHUTh, YTO
pesynbraTtel  ayTo-TT'CK  Ccx0%kM ¢  TakOBBIMH TPH  HMCIOJIB30BAHUH
noaaepxkuBatoiet XT, u kakoro-i1ubdo ee MpeuMyIiecTBa Noka3aHo He ObLIOo.

Ayto-TI'CK He wMoxeT ObIThb peKkoMeHJoBaHa OOJbHBIM, y KOTOPBIX
UCXOJIHO He Obla OIpezesieHa IpyIia pUcKa M0 MEXAYHApOIHBIM KPUTEPHUSIM H,
COOTBETCTBEHHO, HE BbINOJHSAETCS MOHUTOPMHT MODB, a Takxke TeM OOJIbHBIM,
KOMYy B TMEpUOJ HHIAYKIMOHHOTO M KOHCOJUAMPYIOIIETO JieueHus Obuin
peayuupoBaHbl 03bl IUTOCTATUYECKUX IIPENapaToB M UIMTEIBHOCTH KYpCOB
(HeagekBaTHas PEJICUEHHOCTD).

Tpancnaanmayus anio2eHHo20 KOCMHO20 M032a

TpaHcmanTansi aJUIOTEHHOTO  KOCTHOTO  MO3ra WM aJUIOT€HHBIX
reMOMOITUYECKUX CTBOJIOBBIX KJIETOK (asmo-TKM/amno-TI'CK) B
MMOCTPEMUCCHUOHHOM TEpaINNKU aCCOMMUPOBAHA C CAMbIM HU3KHMM PHUCKOM pPa3BUTHUSA
peuuanBa. IT0 00YCJIOBJICHO B OCHOBHOM pa3BUTHEM (hEHOMEHa «TPaHCILJIAHTAT
MpOTUB JieWko3a». OpHako ke npeumymiecta amwio-TT'CK  orpanndens
JIETAIBLHOCTBIO, CBSI3aHHOM C CaMOM NPOUEAYpPOU TpaHCIUIaHTauuu. Mera-aHanus
KIIMHUYECKUX HUCCIEAOBAaHUN MpoAeMOHCTpupoBan npeumyilectBo amio-TI'CK B
CPaBHEHHU C TPOCTO  KOHCONUIUPYIOIIMMH  KypcaMud It OOJIbHBIX
IPOMEKYTOYHOTO M BBICOKOTO pHCKA B IIEPBOM IIOJHOM pemuccuu. Takxke
3HauMMOCTh BhImoaHeHUs: amio-TI'CK B 1TIP Oputa yOemuTenbHO Jo0KazaHa B
paMKax U IIBEJICKOTO MOIYJISILIUOHHOTO VICCIIEIOBAHUS, KOTOpO€
MPOAEMOHCTPUPOBAJIO CTATHCTUYECKA 3HAYUMOE YBEJIMYECHUE BBLKUBAEMOCTH
6onsHBIX OMIJI B TOM peruone, rae nois peanuzoBanHbx amio-TI'CK cocraBuna
47% B cpaBHeHUU ¢ 23% B Ipyrux o0acTsX.
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JleTanbHOCTD, CBSI3aHHAS C TPAHCIUIAHTALMEN, MOKET BapbUpPOBATh OT 15 10
50%. Ikamer xomopouaHocTH, Takue kak HCT-CIl, saBnstorcs Ba)KHBIM
MOJICTIOPEM TIPU  BBIOOpE, KaK COOJIOCTH OallaHC MEXIy YBEIUYCHUEM
nokaszareyied  o0miel  BBDKMBA€MOCTH M CMEPTHOCTBIO,  CBSI3aHHOM €
TpaHCIUlaHTanue. bonee Toro, mikana, M3HAYaJIbHO CO3/JaHHAS JJs1 OOJBHBIX
XPOHUYECKHM MHeofeiiko3oM (XMJI), BKiItoUaromias Bo3pacT 00JbHOTO, CTaINI0
3a00J1eBaHMsl, BpEMsI OT YCTAHOBIICHHS TMAarHo3a J0 TPAHCIUIAaHTAaIlMU, TUI JOHOpa
U T0J JIOHOPAa U PELUIINEHTa, UMEET BBICOKYIO MPECKA3aTeIbHYIO IIEHHOCTD IS
CMEpPTHOCTH, CBSI3aHHOW C TpaHCIUIaHTalMel, olumeld u Oe3peluIuBHON
BEDKMBaeMOCTH Wy OompHBIX OMJL. Jlpyrue dakTtopbl puicka BKIIOYAIOT
uHuupoBanue renaturamu, [IMB-cTaryc 1oHOpa U pelunuenTa, reHeTHYeCKue
ocoobennoctr (SNP, reHsr penenTopoB MUTOKMHOB, MUKPOCATEIUTUTHI ITUTOKUHOB,
U TEHBbI, aCCOIIMMPOBAHHBIE C BPOXKICHHHIM UMMYHHUTETOM). Takum 00pa3om, B
KOKJIOM KOHKPETHOM CJlydyae HEOOXOJUMO OIICHMBATh PHUCK TEUEHHUS Camoro
3a00JIeBaHUS U PUCK MOCIIEJCTBUN TPAHCIUIAHTAIIMU B KAXKJIOM CIIyYae.

9. IloctpemuccHOHHAsi Tepamusi COIJIACHO IUTOTCEHETHYECKOMY H
MOJICKY/JISIPHOMY PUCKaM

OtHecenue OonbHbIXx OMIJI K TOW WM WHOW Tpymme pHCKa SBISETCS
OCHOBAaHHUEM [IJIl OMPENEJICHUS] TEPANeBTUYECKOM TaKTUKH, OCOOCHHO --
HeoOxoauMocTh BeImojiHeHUA auio-TI'CK. K cokamennio, Kak 3TO OTMEYaJIOCh
paHee, IPU CaMbIX ONTUMHUCTUYHBIX OIEHKAaX JIMIb MosioBUHE O0iapHbIX OMIJI B
P® BBIMOTHAIOTCS MUTOTEHETUYECKOE U MOJIEKYJIIPHOE MCCIEN0BaHUA. B CBs3M ¢
»tuM B P® ¢dopmupyetcst rpymnmna O0JbHBIX, KOTOPHIM HEBO3MOXHO YCTaHOBUTH
TPy PUCKA UCXOAS U3 MEKIYHAPOIHBIX PEKOMEH IAINH.

B cBsi3u ¢ 3TUM cumTaeM I1enecooOpa3HbIM BCeM OOJIBHBIM, KOTOPHIM HE
BBIIIOJIHEHBI ~ MOJICKYJSIDHO-TEHETHUYECKME  WCCIEJOBAaHUS  HA  MOMEHT
YCTAaHOBJICHHSI JMarHo3a, peKomMeHAoBaTh BbimoJiHeHHe amio-TI'CK B mepuon
MEepPBOM TIOJIHOM PEMUCCHUU, OCOOEHHO €CJIM €CTh POJCTBEHHBIC JIOHOPHI W,
€CTECTBEHHO, C YY€TOM TPAHCILUIAHTAIMOHHBIX PUCKOB.

9.1. OMJI U3 rpymibl 6JIArOMPUITHOTO PUCKA

[TocTpemriccroHHas Tepanusi ¢ nopropsitouumuca Kypcamu BJIL (3 r/m
Kaxaple 12 4y B 1, 3 u 5-i AHM) -- MUHUMYM 2 Kypca -- CUUTAETCS ONTHUMAJIbHBIM
BapUAHTOM B Tepanuu OOJBHBIX B Bo3pacTe 10 60 JieT U3 rpymibl OJaronpusiTHOTO
nporHosa, a Takxke s 0onbHbIXx OMJI ¢ mytupoBanusiM NPM1 6e3 FLT3-1TD
unu ¢ mytupoBanHbiM CEBPA. ¥V 3Tux 00nbHBIX OOJBIIMHCTBOM HCCIIEAOBaHUMN
He OBbLIO MOKa3aHO MPEUMYIIECTB UCI0JIb30BaHUs ayTo- win aio-TI'CK B mepuon
IIEPBOU MOJIHOM PEMHUCCHUHU.

Tem He meree, cymiectByOT popmbl OMJI ¢ inv16 u Tpanciokarueit 1(8;21)
OTJIMYAIOIINECS 3HAUYUTENIBHO XYAIIUM MporHo3om: Hampumep, OMII ¢ t(8;21) u
neiikormrosom Beime 20 x 10%/1, OMJI y OONBHBIX B BO3pacTe crapiie 35 JerT,
OMJI ¢ t(8;21) u ¢ invl6 u myrammsmu KIT winu nmepcucrenumein MPB, s
koTtopeix amio-TI'CK  sBiasercs onTUMajIbHBIM BapHaHTOM, OCOOCHHO IS
OONMBHBIX C HU3KMM TPAHCIUIAHTAIIMOHHBIM PHUCKOM (HAmpuUMeEp, C PUCKOM TIO

2
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mkane European Bone Marrow Transplant, EBMT = 0--1, [IMB-HeraTuBHbIM
CepocTaTycoM, 0€3 COMYTCTBYIOIIUX KOMOPOUIHOCTEH). ODTU peKOMEHIaIluu
oTHOcATCA U K OonbHBIM OMJI ¢ HOpMaJIbHBIM KapUOTUIIOM U OJaronpusiTHhIM
MOJIEKYJIIPHBIM TIpoguIeM, HO C TUMEpierKoruTo3oM > 100 x 109/

Takum o0Opazom, B 1esioM, OOJbHBIE ¢ OnaronpusTHbIM puckom OMJI B
NEepUOJl TMEPBOM IMOJHOW PEMUCCUU OOBIYHO HE SABISIOTCS KaHAWAATaMH ISt
BoinoTHeHUs TT'CK, 3a UCKITIOUEHHEM paHee OTOBOPEHHBIX CITY4YaeB.

9.2. OMJI u3 rpynnsl NPOMEKYTOYHOTO PUCKA

Jnst O0JBHBIX U3 TPYMIBI MPOMEKYTOUHOTO PUCKA, TIOBTOPSIONIUECS KYPChI
BJIL (3--4 nukna; 3 r/M° kaxpie 12 u B 1, 3 1 5-if [1HK) MIUPOKO HCHOJIB3YIOTCS
MHOTHMH rpynmnamMu. OJHAKO UTOTH OOJIBIIMHCTBA ITUX UCCIEAOBAHUI OCTAIOTCS
HE BIECYATIISIFOLIMMH.

CymiecTByeT Bce BO3pACTAIONIEE YHUCIO JOKa3aTEIbCTB TOMY, YTO aJlIo-
TI'CK siBnsieTcs mokazaHueM JjIsi OOJIbHBIX U3 TPYIIIBI MPOMEXKYTOYHOTO PHCKA,
OOJBHBIX C HOPMAJIBHBIM KapUOTUIIOM M HEOJArONPHUSTHBIMU MOJICKYJISPHBIMU
MapkepamMu B nepBoi moiHoi pemuccuu. [IpeumymectBo amno-TI'CK ocobenHO
OUYEBHUJIHO N7l OOJBHBIX C HU3KUM WM MPOMEXKYTOUYHBIM TPAaHCILIAHTAIMOHHBIM
puckom. B uyacTHOCTM, XOTS  JOKa3aTelbCTBA W3  IPOCHEKTUBHBIX
pPaHAOMHM3UPOBAHHBIX KCCIICIOBAHWN HE TOJydYeHbI, s 6oipHBIX ¢ FLT3-1TD
ao-TI'CK cnemyer paccMatpuBaTh Kak 00s13aTENIbHBIN 3TaM JICUCHHUS.

9.3. OMJI u3 rpynnbl HEGJIArONPUATHOTO PUCKA

Ora kareropust OMJI xapakTepu3yeTcsi 3HAUUTEIBHO MEHBIIUM IPOLIEHTOM
JOCTUKEHHUSI TIOJTHOM PEMUCCHUM U, COOTBETCTBEHHO, OOJBIIUM  YHCJIOM
pedpakrepasix Gopm OMIIL. TToaTomMy y 3TOM Tpymmbl OOJIBHBIX MOXKET OBITH
b ()EKTUBHO MHOE WHIYKIIMOHHOE BO3JCUCTBUE, HE KIACCUYECKUA Kypc 7+3.
Hanpumep, a mnporpaMma HHM3KOJIO3HOTO JIUTEIBHOIO ILUTOCTATUYECKOTO
BO3JICUCTBHUS ¢ THMOMETHINpYomuM npaiimuarom (Dac-lda-Ara-C, Aza-lda-Ara-
C). Ilpu »TOM gaxke B ciydyae JOCTHIKCHHsI TIEPBOM TOJHOM pPEMHUCCHH, €€
MIPOJOJKUTEIBHOCTh HEBEJIMKA, U HUKAKOW BapuaHT KoHcoJmaupyromen XT He
U3MEHSET KpallHe IUIOXHE JOJTOCPOYHBIE pe3yJabTaThl JiedeHUs. AOCOIIOTHO
KOHCOJIUJTUPOBAHHOE MHEHHE MEXKIYHAPOJAHBIX U POCCUUCKUX DKCIIEPTOB COCTOUT
B TOM, 4YTO Kak MOXXHO Oonee panHsia amo-TI'CK ot coBmecTumoro noHopa,
POACTBEHHOTO WJIM HEPOJCTBEHHOI'O0, B HACTOAIIECEC BpeMs SIBJISETCS Teparueu
BbIOOpA AJ1 OOJIBHBIX U3 TPYIIbI HeOJaronpusaTHoro prucka B nepsoi [1P. Mcxoas
amo-TI'CK oT moaHOCTBEIO COBMECTUMOIO HEPOJCTBEHHOTO JIOHOpPA HACHTUYHBI
TaKOBbIM OT poacTBeHHOro jgoHopa. HWMmenno ammo-TI'CK  mo3BossieT
CTATUCTHUYECKH 3HAYMMO YIYYIIUTH JIOJITOCPOYHBIE pe3yiabTaThl (OONIyI0 W
0e3peIANBHYIO BEDKHBAEMOCTH ).

NMenHo nnst 3Tol  rpynmbl  OONBHBIX KpalHE BaXKHO COOJIOJIATH
pekomengaiuu 1o  HLA-TumupoBaHuio mamueHTa 0o HAuand  nepeo2o
UHOYKYUOHHO20 KYypPCd, a TIOCTIe TOCTUKEHUS TIEPBON TTOJIHOM PEMHUCCUU -- HAYAJIO0
MOMCKa MOTEHIUATIBHBIX JIOHOPOB.
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10. UHTerpupoBaHHble PHUCK-aJANTHPOBAHHbIEC MOKA3AHUS K BbINOJHEHHIO
TPAHCIUVIAHTAIIMH AJUVIOTEHHOT0 KOCTHOro mMo3ra y 0oabHbIx OMJI B nepBoi
MOJTHOM PEeMHUCCHU

Kak panee yxe moguepkuBanoch, B PO OonpmuHCTBY 60sibHBIX OMJI He
BBITIOJTHSFOTCS. [IUTOTCHETUYECKUE W MOJIEKYJIIPHBIE HCCIEAOBAaHUSA, KOTOPbIC
MO3BOJISIOT CTpaTUUIMPOBaTh OOJBHBIX MO TpyIIaM pUcKa. B cBsi3u ¢ 3TuM
rpynmna pocCHMCKUX 3KcrepToB mosaraeT, amuio-T1'CK moka3ana BceM OONBbHBIX
OMJI B mepBOil MOJMHOW peMUCCHMU B Bo3pacte Mosoxke 60 Jner, KoMy He
BBIIIOJIHEHBI MOJIEKYJISIPHO-TEHETUYECKUE HCCIIEIOBAHUS, €CTECTBEHHO, C YYETOM
TPAHCIIAHTAIIMOHHBIX PUCKOB M KoMmopOuaHocTed. Ecnu nurToreHeTnueckue u
MOJIEKYJIIPHBIE UCCIEAOBaHUSI ObUIM BBIIIOJIHEHBI, TO MOKAa3aHUS K BBINOJIHEHUIO
aio-TT'CK B mepBoil monHoi pemuccun OMIJII paccMaTpuBarOTCs B paMKax
MEXKTyHApOIHBIX KpuTepues (Tadu. 11).

Tabmuma 11. Cunrtetnueckue mnokaszanus k amwio-TT'CK B mepBoil monHOU
pemriccun OMIJI B 3aBUCUMOCTH OT MOJEKYJISIPHO-TEHETUYECKHUX, KIMHUYECKUX

xapaktepuctuk OMJI M pucka  TpPaHCIUIAHTAIMOHHOW  JIETAJIbHOCTH
(c mogudukarmsmu u3 J. Cornelissen et al. Nat. Rev. Clin. Oncol. 2012; 9(10): 579--90)

I'pynna Onpenenenne rpymnmsl | Puck pa3Butus | banpHas OLEHKa IIPOrHO3a
UHTETPUPOB | pUCKA penuanuBa B | JICTAJIBHOCTH, HE CBSI3aHHOMU C
AHHOT'O 3aBUCUMOCTH OT | PELUAUBOM, KOTOpast
pHuCKa BBITIOJIHEHUS IIO3BOJIAET  CYMTAaTh  ajlIo-

TI'CK  mpeamnoyTUTENbHBIM
BAPUAHTOM KOHCOJIUJIallUU

XT wunm | amno- [IKaja |IIKaja | pUcK

ayTo- TI'CK, |EBMT |HCT- |cmeptu, He

TI'CK, % | % Cl CBSI3aHHBIN C
PELUIUBOM,

%

Braronpusr |+t(8;21) um. <20 x 10%/m |35--40  |15--20 |<1 <1 10--15
HBIN «inv16; t(16;16) mo 35
aer

«mytarust CEBPA  (2-
ansenbHast)

«mytauus  NPM  6e3
FLT3-ITD myraunit
«IIP mocne 1-ro kypca
WHIYKITUH

« OrcyrctBue MOb

[Tpomexyro |-t(8;21) u n. > 20 x|50--55 20--25 | <2 <2 < 20--25

YHBIN 10/

« HopmainbHbIi
KapuoTUIl (WIM NoTeps
TOJIBKO X, WM TOJBKO
Y) ¢ . <100 x 10%n u
npu poctuxenuun [IP
nocne 1-ro kypca
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ITinoxoi «HegocTmxenue I1P | 70--80 30--40 |<3--4 |<3-4 |<30

nocine 1l-ro kypca y

OONBHBIX W3  TpyHn

0J1aronpusATHOrO u

MIPOMEKYTOYHOTO

pucka

« HopmainbHb1i

kapuotun u ja. >100 x

10%/n

» AHOMaJIbHBIN

KapUOTHIIL,

HEOTMEYECHHBIN B

rpymrme

IIPOMEXKYTOUYHOTO u

OUYCHb IIJI0XOTO

MPOrHO3a
Ouenb MoHOCOMHBIM >90 40--50 |<5 <5 <40
IIJIOXOH KapuoTHUIl

Anomanuu 3026

I'unepakcnpeccust Evi-1

[IpencraBnennass B Tadua. 11 mHdopmanus, MOXKET CIYKUTh MOJCKA3KON B
npuHsaTuu pemenus o BoimosHeHnn TI'CK y 6oxpHOoro OMJI B mepBoii monHOU
pemuccun. Hampumep, ecinu y 001bHOTO, OTHECEHHOTO K OJIArONPUATHON IpymIe
pHUCKa, BeposSITHOCTh penuauBa Ha X T coctabisieT 35--40%, a npu BHITOJIHEHUH
ao-TI'CK cymmupoBaHHbIi puck penuauBa 15--20% wu puck JIeTanbHOCTH OT
TI'CK 10--15% cocraBnsier e ke 35%, TO B OMHCHIBAEMOW CHUTYallMd B TEPBOU
nonHo pemuccun amno-TI'CK He pexomeHnnyerca. Ecnmm ke pucK pa3BUTHA
peunauBa npespimaer Ha XT umHTErpHpoBanHble pucku nocine amno-TT'CK, To
pelrenue npuaumaercs B noJib3zy TT'CK.

NHTEerpupoBaHHbBIN PUCKH, CBA3aHHBIE C TPAHCIIAHTALIMOHHOW JIETAJIbHOCTHIO
TpUBEICHBI B Ta0J. 12,

Tabmuua 12. @akTopsl pPHUCKA, AacCCOLMHMPOBAHHBIE C TPAHCIUIAHTALIMOHHOW
JIETAaJIbHOCTBIO

[IpenrpancmiianTaiMOHHBINA [TeputpancriaHTalMOHHBINA [TocTTpancmiaHTalMOHHBINA
IOKa3aTelb IOKa3arelib MOKa3arellb

bnaronpusithelii pakrop:

POJICTBEHHBIN HLA- | HemuenoabnatusHoe Pannss MMMYHHasI
COBMECTHUMBII TOHOP KOHJUIIMOHUPOBaHUE PEKOHCTUTYLIUS

0onee KOpPOTKMIl  CpOK | ICTOUHHMK CTBOJOBBIX KIJIETOK

Mexay auarnoctuko OJI | (kocTHBIN MO3T 1581051

u TI'CK nepudepudeckasi KpoBb)

MPUHAISKHOCTh K Oesnol | T-meruierus TpaHCIlaHTaTa
pace
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He6naronpusitaelii pakrop:

CTapIINA BO3pacT | MuenoalGiaTUBHBII pexum | Tspkenas octpas PTITX (111-
peuunueHTa KOHJIUI[MOHUPOBAHHUS -1V)

I0JI IOHOPA U peLUIueHTa | ANbTepHaTUBHBIH  ucTOouHUK | [lepcuctupyromas
KOMOPOUHOCTD TpaHCIUIaHTaTa  (IYHNOBUHHAS | XpPOHUYECKAS PTIIX,
IMB-cepocraryc KpPOBbB) AKCTCHCHUBHOM (OPMBI
MOTUMOPPHU3M I'€HOB

LUTOKUHOB

HEPOACTBEHHBIN JOHOP
HLA-HecOBMeCTHMOCTh
(bu3MKaNIbHBINA cTaTyC
pedpakrepHas JeHKeMus
OMIJI, accouunpoBaHHBIN
¢ npeamecTByromeit XT

3aBepiuasi pa3aeibl, CBA3aHHBIE C TOKa3aHUAMM K BbIOIHEHHIO aito-TI'CK,
OYEHb XOTEJIOCh Obl OTMETUTh HCKIIOYUTEIBHO HHU3KYI0 3(PQPEKTUBHOCTD
BBITIOJTHEHHSI ATOW BBICOKOTEXHOJOTUYHON MPOIIETyphl OOJBHBIM pedpaKTepHBIMU
JeiKo3aMH, 0OCOOCHHO B pa3BEepHYTOU (paze 3a00JieBaHUA: ITU MALMEHTHI JOJKHBI
BKIIIOYAThCS B KIMHWYECKHE  HCCIEJOBAaHMS 1O  HWCIOBITAHHIO  HOBBIX
JIEKapCTBEHHBIX MIPENapaToB.

11. YuuuuupoBaHHbIA AJrOPUTM NPUHATHS pemieHuid y 6oabHbIX OMUJI,
MoJi0ske 60 Jier

Juarnoz OMJI => tunupoBaHue 00JBHOTO U €ro POAHBIX OpaThEB U CECTED,
(Ha4ao movcka HEpOJACTBEHHOTO JIOHOPA)

MHayKuuoHHas Tepanus: Kype 7+3 (zayHo 60 mr/m°)

[1P nocne 1-ro kypca
—

Ha Her
KoHconuaupyronias Tepanusi: WHoyKIIMOHHAS Tepanwus:
MOBTOpEeHUE 7+3, 3aTeM Bropoit 7+3 (vwnu eciu % 6J1acTHBIX
BJIII (2-3 xypca) KJIETOK TOT ke =2 HAM)

I1P nocne 2-ro Kypca
Ia — T Her

BJLI (2-3 kypca) *mporokoist pedpaktepHbix OMII
*KIMHUYECKHE UCCIICTOBAHUS

MoJICKYJIIPHO-TEHETUYECKOC MCCIICAOBAHME JIO Hayala JICYCHHUS BBIIIOJHECHO

Ja — B Her

[Tokazanue k amio-TI'CK: ITokazanue x amno-TI'CK y Bcex,
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1.rpynna npoMeKyTOYHOTO PUCKa KOMY OHa MOXET ObITh
2.rpymnna BBICOKOTO pUCKa BBINIOJTHEHA

(B aToM rpynie nokazana panusas TT'CK

- mocie poctuxenus [1P)

TI'CK He MOXKET OBbITh BBINOJIHEHA
[TopnepxuBaromias Tepanus BBITOIHIETCS B TEYEHUE KaK MUHUMYM OJIHOTO Troja
OT Hayana JjedeHus (4 Kypca MHIYKIUS/KOHCOMUAANIUA U 6 KypcOB
MOJAACP>KUBAIOIICH Tepanuy) WIK B TeUeHUe 2 JEeT OT Hadaia Tepanuu (4 Kypca
WHAYKIHS/KOHCOMUIAUHU U 9--12 KypCcOB MOAIEPKUBAIOIIEH TEPAIInn).

12. IllepBuuHas pepaKkTepHOCTH

[lepBuuno-pedpakrepupim OMJI cuutaroT B TeX ciydasx, Korja IMoJHas
peMHccusi HE TOJIy4€Ha IOCI€ JIBYX WHIYKIHOHHBIX KypcoB. OIHAKO MHOTHE
UCCIIEJOBaHMSI IPOJAEMOHCTPUPOBAIN, YTO OTCYTCTBHE 3(PdeKTa Mocie MEepBOro
WHIYKIIMOHHOTO Kypca, SIBISETCS TJIaBHBIM HEOJIaronmpUsATHBIM MPOTHOCTHYECKUM
daktopom, u cragaaptHas XT He gaeT maHcoB BeI3AOPOBETh. [loaTOMY 1JIs1 TaKKMX
6onpHbIX amo-TI'CK B mepBoil MmonHONW peMuccHUd, XOTS U MOJIYYEHHOW Tociie
BTOPOT'0 WJIM TPETHErO0 MHAYKIIMOHHOIO KypcCa, SIBISETCS €IUHCTBEHHBIM IIAHCOM
Ha  JOJTOCPOYHYK  BBDKMBA€MOCTb.  PETpOCIIEKTMBHBIE  MCCIENOBAHUSA
MOKa3bIBAIOT, YTO M B ATHUX CIIy4adgX BBICOKA YaCTOTAa PA3BUTHS PEUUIABOB U
3HAQYMMBIM TPOLEHT JIETAIBHOCTH, CBs3aHHBIM ¢ amio-TI'CK, 4ro omnpenenser
b 20--30% BEpOATHOCTH IINTEIBHON BBIKUBAEMOCTH.

boiibHBIE, Y KOTOPBIX HE IOCTUTHYTA PEMHUCCHUS MOCJE HECKOJBbKUX JTUHUN
WHIYKIIMOHHOW Tepanuu, He aABsitoTcs kKanaunatamu s TI'CK, um qosmkHBI
BKJIIOYATHCSI B KIIMHUYECKHUE MCCIIEIOBAHUS M0 M3YUYEHHIO HOBBIX JIEKAPCTBEHHBIX

penaparos.
Uto0Os! ynyummmth pe3ynbTaThl TI'CK y 60mbpHBIX ¢ pedpakTepubivu OMIIL,
UCCIENYIOT  HOBBIE  PEXHUMBl  KOHAUIIMOHMpOBaHUS.  OJHUM  BIOJHE

ONTUMHUCTAYHBIM TOAXOJOM, OLICHEHHBIM B MHOTOLIEHTPOBOM MCCJIEAOBAHUU,
ABJISIETCA MOCIEA0BaTEIbHAs CTpAaTEerus MpuMeHeHns nHTeHcuBHOM XT u uepe3 3
JHS -- peXKHMa KOHAWUHMOHUPOBAHMS TOHWKEHHOW HWHTEHCUBHOCTH C
nocienyromnieit amno-TI'CK (tak nHazeiBaembiii, mpotokoial FLAMSA-RIC) u B
JNanbHEHeM -- NPOPUIAKTUYECKOE HCIOIb30BaHUE TpaHCPY3Uil TOHOPCKHUX
JUMQOIIMTOB u/unu Tepanus TUTIOMETUIIUPYIOIIUMU npenaparaMmu
(a3aUUMTUAMHOM, JIEUMTA0MHOM). YCIOBUEM yclieXa B 3TUX CUTYalUSIX SBISETCS
OBICTPBIN TOAOOP COBMECTUMOIO JOHOPA.

Tepanus uTapaOMHOM B BBICOKMX J103aX (€CJIM €T0 HE MPUMEHSIIN B TIEPBOI
JUHUA UHAYKIWHW) B COYETAHUU C aHTPAIMKIMHAMU MOXKET paccMaTpUBATHCS B
kadecTBe WHAYKIUU pemuccuu nepen amio-TI'CK. Beicokogo3nas XT Moxer
UCIIONIb30BAaThCSl Yy OOJIBHBIX 0€3 BBICOKOIO pPHCKA OXKUIAaeMOW H30BITOYHOMN
TOKCHYHOCTH, Ja)K€ €CJIM HeT BO3MOKHOCTH BbINOIHUTH auio-TI'CK. B psae
ciyyaeB Kak Bropas juHusa Tepanuu OMJI mpu mnepBUYHOI pPE3UCTEHTHOCTHU
MOKET OBITh HUCIOJIb30BaHA HEWHTEHCUBHAS Teparus [HUTAPAaOMHOM B MaJbIX
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no3ax: 1) y Tex OOJIbHBIX, Y KOTOPBIX B CBSI3M C KOMOPOUIAHOCTHIO HEBO3MOKHO
HCITIOJIb30BaTh BHICOKOJO3HBIN MOAX0/; 2) Y OOJIBHBIX OCTPHIM 3PUTPOOJIACTHBIM U
MerakapuoOJacTHBIM JIEHKO3aMH TP HEIOCTH)KEHUH IOJTHOW PEMHCCHHM Ha
cranaapTHeiX Kypcax {C3}. Bo3mosxknbie mporpammel XT niepednciieHsl B pasjese
«Jleuenue peunIMBOBY.

13. Jleuenue 60abHbIXx OMJI cTapiieii BO3pacTHOI rpynnbl

OMJI -- 3aboJsieBaHHE TPEUMYIIECTBEHHO MOXWIbIX Jrojaei. B 2012 r. B
Poccun 59% OGompabix OMJI ObutH cTapmie 55 neT, a muK 3a00JieBaeMOCTH
npuiiencst Ha Bo3pact ot 75 a0 79 net. [Iporanoz OMJI nporpeccuBHO yXyAIIaeTCs
c Bo3pactoM. [locne 55--60 net meHsieTcss 6MONOrHs 3a00JEBaHUS: YBEIUYUBACTCS
4acTOTa CJIy4aeB C HEOJAronpusATHbIM KapUOTHIIOM, C 3KCIPECCUEHd TI'E€HOB
MHOYKECTBEHHOM  JIEKQPCTBEHHOW PE3UCTEHTHOCTH W  MPEAIECTBYIOMINMU
HapyleHUsIMA reMomnon3a, npexzae Bcero MJC. JlonrocpoyHasi BbIKUBAEMOCTH
JuTst 60BHBIX cTapiie 60 JeT He npeBbIiaet 5--7%.

BbIIENAIOT TpU OCHOBHBIX «TeXHOJOTHM» JedeHus OMIl y mnoXuibix
OoonbHbIX. IlepBplli moaxom — 310 wmHTeHcHMBHas XT, momoOHAas TakoOBOM Yy
MOJIOJIBIX, TMPEACTABJISIIONIas Cco0OM B  OOJIBIIMHCTBE CIIYy4aeB COYETAHUE
nuTapabuHa ¢ aHTpalMKIMHAMU U HampaBlieHHYyI0 Ha jgoctiwkenue [IP. Amno-
TI'CK sBnserca ONTUMAIbHOM TNOCTPEMHCCHOHHOM OIIMEW B paMKax 3TOU
KOHIleNIuu. BTopoi moaxon — 3TO HU3KOMHTEHCUBHAs Teparusi, B YaCTHOCTHU
NPUMEHEHUE HU3KOAO3HOTO IUTapaOWHAa W TUIOMETWIMPYIOIIUX areHTOB
(azaumTuanH, AenuTaduH). [lens B JaHHOM ciydae 3aKIi04aeTcsl B CACPKUBAHUU
OIYyXO0JIEBOTO Mpoliecca 6e3 nmonbITku u3neueHus. JJoctmxenue 1P B aToit Mogenu
HE sBIsSeTCa  oO0s3aTenbHbIM. TpeTuit  BBIOOP —  CUMIITOMaTU4YecKas
(compoBoMTENbHASI) TEpamus, HAmpaBlieHHAs Ha YMEHBIIEHUE KIMHUYECKOU
CUMIITOMATHKHU U YIYUYIIEHUE KAYECTBA KU3HHU.

13.1. BapuaHThl MHTEHCUBHON XUMHOTEPAIUH MOXKUIBIX 00IbHEIX OMJI

B  kauectBe  KaHAMAATOB IS  WHTEHCHUBHOIO  JIEYEHUS  MOTYT
paccmaTpuBaThcs OonbHBIE B Bo3pacte 60--75 1mer. ComyTCTBYIOUIUMU
3a00JIeBaHUSIMU, TPETSITCTBYIOIIMMH TMPOBEJACHUI0O MHTEHCUBHON XT, SBIAIOTCS
cep/ieuHasl HeI0CTaTOYHOCTh ¢ (hpakiueit Beiopoca < 50%; 3a001eBaHUS JIETKUX C
mudp¢y3nonHoi cnocoOHocThi0 Mo CO < 65%, ¢ OXBIIKONH B IOKOE WU C
HEOOXOJMMOCTBIO B OKCUI€HOTepanuu; 3a0ojeBaHus I[OYeK, TpeOyroume
MPOBEICHUE TeMOouann3a; uuppo3 nedeHu kimacca B wiam C no Yaitnay--1Isto u
OCTPbI BUPYCHBIM Te€MaTUT. AKTHUBHBIE HEKOHTPOJIUPYEeMble HWHOEKIUU U
3JI0KaYECTBEHHBIE OIyXOJIH, TUIOX0M coMaruueckuil craryc no mkaite ECOG > 3
OaITIOB, KOPPETUPYIOT C UPE3MEPHON WHAYKITMOHHON JIeTaIbHOCThIO. Kpome Toro,
MICUXUYECKUE 3a00JieBaHMs, TPEOYIOIMNE TOCHUTAIU3AIMA ¥ KOTHUTHUBHBIE
HapylIeHUs, 3aTPYAHSIONINE KOHTAKT MEXAY NalUeHTOM H MEAUIMHCKUM
MIEPCOHAJIOM, TAKYKE PACCMATPUBAIOTCS B KAUECTBE MPOTUBOMOKA3AHUI.

Hnoykyuonnas mepanus

Takum oOpazom, mist OonbHBIX 60--75 JIeT ¢ XOpOIIMM COMATHYECKUM
CTaTycoM U 0€3 CYIIECTBEHHBIX KOMOPOWIHOCTEH, ONTUMAIbHBIM BapHaAHTOM
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SBJISIETCS] IPOBEICHUE CTAHAAPTHON MHAYKIMHU, KOTOPasi TO3BOJISIET PACCUUTHIBATD
Ha goctwkenue [IP B Oonee, yuem 45--60% cnyyaeB npu pUCKE TOKCHYECKOU
cMmeptH B nipenenax 10--15%. Kak u B ciiydae MoJI0IbIX MAlMEHTOB, ONITUMAJIbHAS
WHIYKIIMOHHAS Tepanus NpeICTaBIseT COO0M CTaHAAPTHYIO KOMOUHAIIMIO TIO TUITY
«3+7». BpiOOp KOHKPETHOTO aHTpaIMKIWHA (IayHOPYOUIIMH, UIApyOULIMH WM
MUTOKCAHTPOH) CYIIIECTBEHHO HE BIIUSET Ha KOHEUHBIE PE3YJIbTaThl.

OnTumanbHasi 103a aHTPALMKIMHOB o0cyxaaerca. CTaHIapTHOW CUUTAETCS
n03a naynopyourmua 45 mr/m°. B nccnemoBanmsx I'epmanckoit rpymmst mo OMJI
(AMLCG) Ha HpOTSDKEHHH 15 JIeT HCIoIb30BalICs JayHOPYOHUIMH B 03¢ 60 Mr/M°
C BIIOJIHE ITpUeMIIeMOl TOKCUYHOCTHIO. B mpoTokosne HOVON-SAKK BbIoOIHEHO
PaHAOMH3UPOBAHHOE CPABHEHHE JIBYX J03 JAYHOPYOMIMHA B MHIYKUHH «3+7» —
90 mr/m*> mpotuB 45 Mr/M°. B mpomexyTouHON rpymme GombHBIX 60--65 et
yBenuuenre 4actoTsl [1P (73% mpotus 51%) mpuBeno K yaydilleHUIO 2-JETHEH
BCB (29% mnpotus 14%; p = 0,002) u OB (38% mpotus 23%; p <0,001). Jns
MalKUEeHTOB cTapue 65 JeT ylydiieHus He npousouuio. B uccnenoBanum ALFA-
9801 He BBISBICHO pa3HULIBI MEXIY TPEMsI JO30BBIMH PEKUMaMHU NMPUMEHEHUS
OT/EIBHBIX AHTPALMKIMHOB, BKIIOYas nayHOpyouuuH 80 mr/m° B 1—3-if neHs,
unapyourua 12 Mr/M° B 1—3-ii 1eHp u unapyours 12 Mr/M° B 1—4-ii nens.

O} pexTUBHOCTh MHIYKIIMOHHOM TEpanmuu 3aBUCUT OT IMTOTC€HETHYECKOM
rpynnbl pucka. s MOXUIBIX MAIMEHTOB C HEOJAronpUATHBIM KapUOTUIIOM
BeposATHOCTHh nocTmkeHus [IP Ha «xmaccnuecko» XT He mpesbimaer 30%. B
MoAOOHOM CUTyallUM JaXke JJIsi COMATUYECKH COXPaHHBIX OOJBHBIX CJEIyeT
paccMaTpuBaTh BapUAHThl HHU3KOMHTEHCUBHOTO JieueHus. Takum oOpasowm,
HCCIIEIOBAaHUE KapUOTHIIA sIBJsieTCs 00s3aTeabHbIM. OTCpoUyka B Hayaje Tepanuu
HE SIBISICTCS CTOJIb KPUTHYHOWU MJIA TOXWIBIX OosibHBIX OMIJI u mo3Bossier
BBITIOJIHUTh BCE JAUArHOCTUYECKUE MEPOINPHUATHS W HWHIWBUAYAJIHU3UPOBATH
JICYEHUE.

Ilocmpemuccuonnas mepanus

JlanHble, KOTOpbIE MOIJIM OBl 1MOMOYbL B BBIOOpPE ONTHUMAJIBHOU
ITIOCTPEMUCCUOHHOM TEPAIIUKM, HOCSAT OTPAaHUYEHHBIA Xapakrep. B aHrmmiickom
uccnenoBann MRC AML-11, kak yeThIpe, Tak ¥ OJIMH ITUKJI TOCTPEMUCCUOHHON
TEepanuu CpeAHe MHTEHCUBHOCTH MPOJEMOHCTPHPOBAINA CXOJHBIE TOKa3aTeNln
BbDKMBA€MOCTA. B CpaBHHUTEIBHOM MCCIEIOBAHUUA aMEPUKAHCKOW TPYIION
CALGB He BbisiBiieHO paznuuuii B 3(()EKTUBHOCTU JIBYX LIMKJIOB OTHOCHUTEIHHO
MHTCHCHBHOI (mTapabun 500 wmr/m® per kaxmsie 12 u B 1—3-if  amm;
MHTOKCAHTPOH 5 Mr/M° kaxasie 12 9 B 1—3-if [HH) M deThIpeX MeHee
MHTCHCHBHBIX [UKIOB (1uTapabue 100 Mr/M° B BHJE MOCTOSHHOI B/B HH(Y3HH B
1—>5-ii 1Hu).

B xone BwimonHeHus mpoTokosia Hemerkoi rpymmnsl AMLCG 92 6buto
YCTaHOBJIEHO, YTO JJIUTEIBHOCTh PEMHUCCHM Yy OOJBHBIX CTapilell BO3pacTHOU
rpynnsl Obula TPOAODKUTEIbHEE B Clyyae NPUMEHEHHUS MHEOCYINpPECCHBHOMN
nofepxKuBaomeii Tepanuu (mrapabun 100 mr/m” kaxasie 12 4 B 1--10-i gam +
AHTPALMKIIMH WM THOTYaHUH; Kaxable 4 HeZeln) B CPAaBHEHUU C OJHUM KypCOM
S-HAM (umrapabunr 500 mr/m® kaxasie 12 1 B 1, 2, 8 u 9-if mum). Bo
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dbpanysckoM uccienopanun ALFA 9803 nokazaHo mMpeuMyIecTBO B OTHOIIICHUHN
bPB u OB miecty IMKIJIOB KOHCOMUIAMU «1+5» 10 CPaBHEHUIO C OJJHUM IIUKJIOM
«4+T». HecMoTps Ha OOJIBIIYIO MPOIOKUTEILHOCTD JICUCHUs], HAa TIEPBOIl BETBU
TpeOOBAIOCH MEHBIIIE IHEW FOCTIUTAIIU3AIMH U IOTPEOHOCTH B TeMOTpPaHCDY3USIX.

B uccnenosannu Hemerkoit rpymmnsl AMLSG HD98B, naobopoT, kopoTkas
BBICOKOJIO3HAs KOHCONMMIAms (uaapyoumue 12 mr/m® B 1 u 3-# DHH; 9TOMO3HN
100 mr/m® B 1--5-i1 un) [IPOAEMOHCTPUPOBAJa JIYyUIlUe pe3yJIbTaTbl B CPAaBHECHUU
C MO ACpKUBAIOIIEeH Tepanuel B TeueHue 12 mec (mgapyOounus 5 mr per oS B 1, 4,
7, 10 u 13- nuu; stono3un 100 mr per oS B 1 u 13-l nHM; Kaxable 4 HENENN).
Bo03MO0HO, IMEET 3HAUECHUE JITIUTEIIBHOCTh CAMOM MOAAEPKUBAIOIIECH TEPAINU: HE
1 rox, a 3 roza -- KaK B UCCIETOBAHUM APYIOM HEMELKOU IPYIIIIBI.

Anno-TI'CK ¢ pesxcumom nOHUNCEHHOU UHMEHCUBHOCTU

Amno-TI'CK 'y moXuibix OOJBHBIX SBJSETCS AaKTUBHBIM TIOJIEM JJis
uccienoBanuii. HemuenoabnaTuBHbIe peKUMbI TTO3BOJIMIIM CHU3UTH PUCK CMEPTH,
CBS3aHHBIA C TpaHCIUIAaHTanuMend. KoJaM4ecTBO BBIMNOJHEHHBIX OINEpaluil  y
MOXKHWIIBIX OOJIbHBIX MOCTENEHHO pacTeT BO BceM Mupe. B dacTHOCTH, SIMOHCKHE
UCCJIeIOBATEN MPEACTaBIWIM JIaHHbIE MO 6,5 ThIC. B3pociibiM 00apHBIM OMJI,
koTopbiM BeinmosHUIM aiio-TI'CK. Co BpemeHneM, npornopiiust 00JIbHBIX cTapiie 60
aet Beipocia ¢ 1% B 1990-x rogax mo 11% B 2000-x. Jlosisi TpaHCIUIaHTALMK CO
CHIPKCHHOM MHTEHCHUBHOCTBIO BbIpocna ¢ 50 no 75%. HecMoTps Ha Bce puckw,
yepe3 3 rona ObuM KUBbI 60% MOXMIBIX 00JBHBIX, KOTOpHIM auio-TI'CK Obuia
BbInoJiHeHa B [IP. MccnenoBarenu u3 ['apBapacko rpymibsl MPpOAeMOHCTPUPOBAIIN
st OonbHbIX 70 met u crapme OB 3a 12 mec Ha ypoBHE 55% U TOKCHYECKYIO
JIETAJILHOCTD -- 5,5%.

13.2. HU3KOMHTEHCHUBHAS Tepanus JIJII HOXKUILIX 00JbHBIX OMJI

B0o3MOXHOCTh  NPOBEAECHUS  HU3KOMHTCHCUBHOW  TEpamuu  CIEAYET
paccMaTpuBaTh B KadecTBE BBIOOpaA Il OONbHBIX crapiie 75 net. Kangumatamu
JUISL Hee TaKXke SBISIOTCA OoJbHBIE B Bo3pacTte oT 60 10 75 neT ¢ IUIoXuM
COMATHYECKUM CTaTyCOM, HaJIMYWEeM KOMOPOMIHOCTEH WM JuCPYHKIUEH
OpTaHOB.

Huskue 0o3vl yumapabuna

B cpaBHuTEnbHOM HcclieIoBaHUM HalMOHANBHOTO HCCIEI0BATENBCKOTO
OHKOJIOTMUeCKOoro  uHctutyTa  BenukoOputannu  AML-14  Hu3kom03HBIN
nurapabun (20 Mr 2 pa3za B JIeHb TMOJAKOXHO B TeueHue 10 mHeid)
MPOJIEMOHCTPUPOBAT TPEUMYIIECTBO MO CPABHEHUIO C THAPOKCUMOYEBUHOM.
Yactota I1P cocramna 18% npotus 1% (p = 0,0006). Menuana OB niist 601bHBIX,
nocturmmx IIP cocraBuna 575 nHeit nmpotuB 66 BHe pemuccun. CMEPTHOCTH 3a
nepBbie 30 nHeW Ha o0OMX pykaBax ObUIa MACHTUYHOU -- 26%. Huszkomo3HbIN
nuTapabuH HE HWMEET NPEHMYIIECTBA IO CPAaBHEHHUIO C CHUMITOMATHYECKUM
JedeHrueM y  OONBHBIX  HEONArompusiTHOM  IIUTOTEHETHYECKOW  TPYIIIIHL
O} dexTuBHOCTh HU3KOJO3HOTO IMTapabuHa, MO KpailHe Mmepe, y OOJbHBIX B
Bo3pacte 70 JIeT U cTapiie, MOXKHO MOBBICUTH C MOMOILBIO MPOJOHTUPOBAHHOTO
UCIOJIb30BaHUsA. B OOJBIIMHCTBE MyONMKAIMi MpenapaT Ha3HA4dajcs B BUIE
nuKiaoB mo 7--14 nneii. B wucciaenoBanue PDPI'BY «HMMHIL] rematonorum»
MunsapaBa Poccun, maunmupoBanHoM B 2002 1., ¢ MOMOIIBIO HU3KOA03HOTO
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nuTapaGuaa (10 Mr/M? 2 pasa B CYTKH IOJKOKHO B TeueHue 21--28 1Heil) GbUIO
nposieueHo 35 GosbHBIX OMJI crapme 60 ner. Menuana NpoAOIKUTEILHOCTU
IUKJIOB Tepanmuu cocTaBuijia 22 nHs (pa3dpoc 13—28 nHeit) Ha nuki. B menom
pemuccus Oblia nosydeHa y 16 (62%) u3z 26 6onpHbix 70 J€T U cTapiie, a MenaHa
MPOJIOJKUTEILHOCTH PEMUCCUU cocTaBuia 14 mec.

T'unomemunupyrowue azenmoi

CraHpapTHOM M CcaMOM 4YacTO HCIOJIb3yEeMOM B HACTOAILLEE BpEMs
HU3KOMHTCHCUBHOM OMIIUEH IJI JICUSHHMS NOXUIBIX 00abHBIX OMJI m MJIC
Bbicokoro pucka B CIIIA wm crpanax EBpocoro3za cTamy THUIIOMETHIHPYIONTUE
areHThl (a3alUTUANH, JSIUTA0NH).

JlokazarenbcTBa  AG(GEKTUBHOCTH — a3allUTHAMHA OBLIM  TOJYYCHBI B
pe3ynbTaTe MpOBeAeHUs ABYX KOHTpoiupyembix uccienoBanuii |11 paser CALGB
9221 u AZA-001. B peructparmonnoe uccienoBanne AZA-001 Obutd BKIIFOUEHBI
358 6onbpHBIX MJIC BBICOKOTO pHCKa, BKI0oYas 113 — ¢ 6:1acTO30M KOCTHOTO MO3Tra
ot 20 mo 30% (OMJI no kmaccudukauuu BO3 3-1 u 4-1 pemaxiuu). U3 113
60apHBIX OMUJI 55 ObLIM paHIOMU3UPOBAHBI HA TEPANTUIO a3alUTUAMHOM (75 MI/M
MOAKOXHO B 1—7-i nHU; Kaxnaple 28 nHeW) u 58 — Ha OJIUH U3 TPEX METOJIOB
TPaJAMIIMOHHOTO JIEYEHUsI 1O BBHIOOPY Bpaya (COMpPOBOJUTENbHAS Tepamusi — 25,
HU3KOJ03HBIN muTapadbud — 18, cxema «3+7» — 10). KiroueBbIM BBIBOJIOM CTajio
3HaunMoe yayudmieHue OB OoJsibHBIX B IpyIlie a3alUTHAMHA: MenuaHa 24,5 mec
npotuB 16 mec (p = 0,004); 2-neruss OB 50,2% mporus 15,9% (p = 0,0007).
JHoxkazarenpbHas 6a3za AZA-001 no3Bosmna B OOHOBJIEHHBIX PEKOMEHIALMIX
NCCN paccmaTpuBarh a3alUTUAMH B KQ4ECTBE NMPUOPUTETHOIO METOZA JICYEHUS
(xateropus nokazatenbHoctu 1) MJIC Boicokoro pucka u OMIJI ¢ 6racto3om 20--
30%. B psge HemaBHUX MNyONMKalMsaX TOKa3zaHa cxojHas 3(G()EeKTUBHOCTh B
JedeHnu moxuiIbix 601pHEIX OMIJI ¢ 61acto3om u 6onee 30%.

B uccnenosanue |1l pazer DACO-016 B nepuoa ¢ 01.2006 . mo 04. 2009 r.
ObLTM BKJTIOUEHBI 485 OOJIBHBIX MEepBUYHBIM uiu BTopudHbiM OMJI B Bo3pacte 65
JeT U CTapile MOoJdydaTh ACHUTAOWH WIM TPAJAUIMOHHYIO TEpPANUI0 MO BBIOOPY
Bpaua: 242 -- nerurtabun (20 Mr/M° B/B B 1—5-if man kaxasie 4 Henenu); 215 —
nurapabuna (20 Mr/M° TonKoxkHO B 1--10-i mHM Kaxkabie 4 Henenu) u 28 —
JYYIIyI0 COMPOBOAMTENBbHYIO Tepamnuio. Bxitouaauce manueHTsl ¢ 6jacTo3om >
20%, B ToM uuciie 206 ¢ omactozom >50%. Yacrora I1P/IIPH cocraBmia 17,8% B
rpyIire aenurabuHa B cpaBHeHuu ¢ 7,8% Ha TpamuironHoi tepamuu (P = 0,001).
B mnepBoit koHTpoabHON Touke wuccieaoBanus (10.2009) He ObUIO TMOIYyYEHO
pazmmuuii B ToKazarensx BeDkuBaemoct (P = 0,11), omHako, HeOObIIOE
MPEUMYIIECTBO OBLIO IOKYMEHTHpPOBaHO BO BTOpoit Touke (10.2010): menuana OB
7,7 mec nipotus 5 mec (p = 0,034).

Taxkum obpazom, npobsemoit XT OMIJI y MOXUIIBIX SIBIASETCS €€ HU3Kas
nponrocpounasi 3pekTuBHOCTh. OIEHKA «IPUTOAHOCTHY TOXKHIIBIX OOJBHBIX IS
OTIICTILHBIX BUJIOB TEpalUM JOJDKHA CTPOUTHCS Ha OCHOBAaHWU ydyeTa BO3pacTa
OONBHBIX, 00OBEKTUBHOTO OMPEEICHUS TIKECTH COCTOSHUS, [IUTOTCHETHYECKOTO U
MOJIEKYJIIPHO-TEHETUYECKOTO BApUAHTOB 3a00JICBaHUS U aHAJIM3a COITYTCTBYIOIIEH
MATOJIOTHUH.
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IIpudau3uTeIbHbIA AJTOPUTM NPHUHATUA pemieHuid y OoabHbix OMJI B
Bo3pacre crapiue 60 ger {C3}
Huarno3 OMJI y nouJ10ro mauenTa =2 eCjiu HeT KIMHUYECKOr0 UCCIE0BaHMUS, TO!

Bo3spacr
60--65 65--70 70--80 ctapiie 80
(Xoporui A TTOX O
COMAaTHYECKUI COMATHYECKHIA CTATYC --
craryc — ECOG 0--1) ECOG >2)

HIYKIIMOHHAS TePaIrus:

v v ) / v v
7+3 7+3 MAL-28 unn MAL-28 unu MAL-21 unu
(mayno 60 MF/MZ) (45 MF/MZ) AzarutuauH*, A3zanuTuauH MajuTMaTUBHAS Tepanus

(ecm 6nacTHBIX KiteTok <30%) *)

oreHka 3 dexra Ha S-azanUTHINHE -- TTOcie 4-TO Kypca, €CITU HET ITPOrPEeCcCHH.
IIP mocne 1-ro xypca

Ha — T~ Her
Koncoimaupyromias tepanus: NHayKImoHHas Tepanus:
IIOBTOPEHHUE UHAYKLIIHOHHOTO ML (aet ITP mocne 7+3)

Kypca (No2), mist azauutuauna -- 4 Kypca
(Bompoc 00 amto-TKM
B Bo3pacte 60--65 mer)
[IP nocne 2-ro Kypca

Ha — T Her

[Mponomxenne MJILT / \
KIMHUYSCKUE  UCCIENOBAHUS

NnaJuimaTuBHaAsA TCpaIind

[ToanepkuBatolias Tepanus
B Te€4eHHe 2 UK 3 et (IpeanoYTUTENbHO) OT MOMEHTA TOCTUKEHUS TIOJTHOW peMHUCCUN
5+6-MII (2 1Hs) nocne UHIYKIUN/KOHCOMUaAuu 7+3
MJII-28 (uITeNbHOCTh KypCOB MOXKET OBITh yMeHbIeHa 10 14—21-ro mHs npu
Pa3BUTUU TTTYOOKUX IIUTOTICHHIA)
AzaruTaIuH (BO3MOXHO MCIIOJIB30BaHUE S-THEBHBIX KYPCOB).

14. OcTpble MUEIOUAHBIE JIEKO3bI, CBSI3AHHbIE ¢ Tepanueii

Tepmun «BToprunble OMJI» wmnm ero cuHoHMM «OMII, cBA3aHHBIE C
Tepamnuei» UCHOoJb3YIOTCS MPUMEHUTENBHO K ClTydasM 3a00JIeBaHus, 1Sl KOTOPBIX
npeamectyromas XT wW/wim JydeBas Tepanus MOXKET paccMaTpUBaThCA B
KaueCTBE ATUOJIOTMYECKOro Qakropa. JlaHHYI0 KaTEeropuio BaXKHO OTIMYaTh OT
OMUJI, koropble SBISIOTCS BTOPHIMH OIYXOJIIMH IIOCJE IEPEHECEHHBIX paHee
JPYTUX OHKOJIOTMYECKHX 3a0oJjieBaHMid. Jloka3pIBaeTCs 3Ta MO3ULMS CIydasMu
pazButuss OMJI y OGOJBHBIX, JIEUEHHE KOTOPHIM IO MOBOJY MNEPBOW OIyXOJH
IIPOBOJMIIM TOJBKO C MOMOLIBIO XUpypruyeckon pesekuuu. [Ipeanonaraercs, 4to
BTOphie “‘de Novo” OMIJI mmeroT oOIMe MEXaHH3MBI OHKOTCHE3a, CBS3aHHBIC C
BO3HMKHOBEHUEM MEPBUYHO MHOXKECTBEHHBIX OIYXOJIEH, KOTOPBIE OTINYAKOTCS OT
TaKOBBIX, BBI3BAHHBIX NPHUMEHEHUEM LUTOCTATHYECKUX areHToB. IIpumepom
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aBysieTcs Bblcokas yactora OMJI u npyrux onmyxosien npu pslie HacaeACTBEHHBIX
reHeTHYeCKuX 3a00JeBaHui, TaKUX Kak aHeMusi @aHKOHU U cuHApoM JlayHa.

[Io HEKOTOPBIM AAHHBIM 4YacToTa «BTOpUYHOro» OMJI MOXKET AOCTUraTh
15% ot Bcex caydaeB. C MOSABIEHUEM HOBBIX BHUIOB JICUCHUS, HaIpUMEp,
MOHOKJIOHAJIbHBIX ~AHTUTEN, TAapreTHhIX MPENapaToB, HUMMYHOCYIPECCHUBHBIX
npenapatroB U (¢GakTopoB pocta, cTpykrypa OMIJl MoxeTr mnpereprneBaTh
u3MeHeHus. B 3Tom cBeTe Bce BUABI MPEAUIECCTBYIONICH Tepanmuu JOJKHBI ObITh
TIIATELHO JTIOKYMEHTHUPOBAHbI y KaXaoro 0o0ibHOro. OuUeBHMAHO, YTO 4YACTOTA
BropraHoro OMJI OynmeT pacTé B CBSI3M C yCIIeXaMU TEpalud U YIy4dIICHHEM
BBEDKMBAEMOCTH TAITUEHTOR C IIEJIBIM PSIJIOM OHKOJIOTHYECKHUX 3a00JI€BaHUN.

Otuonoruss u cruenududeckue (GaKTopbl, MPUBOAAIINE K Pa3BUTHIO
BTOPUYHBIX MHEJIOUJIHBIX OMYyXOJEH, MOJHOCThIO HE H3ydeHbl. B marorenes
BOBJICUEHBl MHOTME TE€HETHYECKHME MYTH U  KOOIEPATHBHBIE MYTalUU.
«Bropuunsiey OMJI, accouMHpOBaHHBIE C NPUMEHEHHEM AIKAIUPYIOIIUX
areHToB, 4acTo acOrotupyroT ¢ MJIC ¢ MOHOCOMHEH WM YaCTUYHOM Jellelucii
xpomocoM 5 u 7 (Tada. 13). Oror Tun OMJI Bo3HUKAET OTHOCUTEIBHO MMO3HO, B
CpeaHeM uepe3 S5--7 JeT MOCie JEYEHUS MEPBUYHOM OMYyXOJIM, M Yalle BCEro
XapakTepusyercs Kak  wmuenoomactHeii  Bapuant OMIJL.  VMcropuueckw,
MakcuMaibHOe uuciio ciaydaeB Takux OMJI Owbuio 3apeructpupoBano B 1970-x
rogax B CBA3M C AaKTUBHBIM IIPUMEHEHHMEM MycrapreHa B cxeme MOPP
(MycTapres, BUHKPUCTHH, MPOKapOa3vWH, MPEIHU30JI0H) MPHU JICUEHUHU JTUM(OMBI
XoxkrHa. BeposTHOCTE BO3HUKHOBEHHS BToprudHOro OMJI npu mcnonp30BaHun
yKka3zaHHOU cxeMbl B 80 pa3 MpeBbIIaeT TaKOBYIO B oOImIeid momymnsuuud. Puck
KOppEIUPYET C KyMYJSATUBHBIMU J03aMU JIKUJIMPYIONIUX areHTOB, HO HE 3aBUCUT
OT pexuMa UuX HazHaueHus. Hekoropeie mpenaparbl 00Ja7al0T OOJBIINM
JICMKO30Te€HHBIM TOTEHIUAIOM (MycTapreH), d4em apyrue (uukinodochammn,
XJIOpamMOyIIu).

Tabmuma 13. Xapakrepuctuka BTopuuHbIX OMJI, acconuupoBaHHBIX C
MpUMEHEHUEM UHTMOUTOPOB Tomon3oMepasbl || 1 anKuIupyromux areHToB

AnKnnupyromMi  are’HT "
IIPOU3BOIHAS
HUTPO30MOYEBUHBI

Wuruburop Tomouzomepassl

Knacc xumumonpenapara 1

Huknopochamun, wmendanaw,
XJIOpaMOy1IuJI, KapMyCTUH,
JOMYCTHH

OTOMO3H T, TCHUITO3U/I,

OcHOBHBIE TIpenapaThl
MHUTOKCaHTPOH, AMUPYOULINH

Peapamwxuposku MLL-renos,
t(15;17)(PML-RAR«), Monocomusi WM JAETeIHs
t(8;21)(AML1-ETO), inv(16) | xpomocom 5 u 7

i t(16;16)(CBFp-MYH11)

XpomocoMHbIe ab0eparuu

Cpennee BpeMsI 10| 2--3 o--1
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pazsutust OMJI, roast

KomiiekcHrie MOJIOMKH
Penxo YacTto

KapuoTHUIa

[IpenmectByronuit MJIC | Peako Yacto

XapaKTepHBIN BO3pacT

P P P Mononasie Tloxuibie
OOJILHBIX
HNurudurtopsl TOIIOU30MEPa3bl II, BKJItOYas IIPOU3BOJHEIE

noA0(PUUIOTOKCUHA (STOIMO3U, TEHHUIIO3UA) W aHTPAIUKIUHBI (MUTOKCAHTPOH,
AMUPYOUIIMH), TakKe 001aaloT CIOCOOHOCTBIO TPUBOJIUTH K Pa3BUTHIO
BropuuHbiXx OMJI. Iluk nanHOM maTosioruu mpuuiencs Ha kKoHel 1980-x rogoB u
Tak)ke OBbLI CBSI3aH C YCIIEXaMHU B JICYCHUH 3JI0KAYECTBEHHBIX JTUM(OM U COJUTHBIX
ormyxoJieii. 3a0oyieBaHUE PEaTU3yeTCs B OTHOCHTEIIBHO KOPOTKHE CPOKH IOCIHe
Tepanuu TMepBod omyxonu (2--3 roja), W, Kak MpaBUJIO, XapaKTepuszyercs
MOHOIIUTOUJHBIM (HDEHOTHUIIOM (MHEIOMOHO- U MOHOOJacTHhie BapuaHThl OMJI)
0e3 TMpU3HAKOB TMpEAIIeCTBYIOMIeH Muenonucriazuu. Bropuuneie OMJI,
CBSI3aHHbBIC C MPUMEHEHUEM HMHTUOUTOPOB Tomouzomepasbl ll, accomuupyrorcs ¢
abeppauusamu reHoB PML-RARa, AMLI-ETO u CBFf-MYH11. [Ina npou3BOIHBIX
noAO0(PUUIOTOKCMHA XapaKTEPHBIM SIBISIETCS BO3HUKHOBEHHE TPAHCIOKAUM C
BoiiedueHreM 11023 (MLL). Puck wnaynupoBanus OMJI wuHrHOMTOpamMu
tonon3oMepassl I, mo Bcell BUAMMOCTH, HE SIBIISIETCA CTPOTO J0303aBUCUMBIM, U B
3HAYUTEJILHON CTETEHU OIpeeseTcs AJIUTCIbHBIM MPUMEHEHUEM HEOOJbIINX
1103.

BrrkuBaemocts 00bHBIX OMJI, CBA3aHHBIM C JIEUEHHEM, 3a UCKIIOUYCHHEM
CIIy4acB BTOPUYHOTO MPOMMEIOLUTAPHOIO JIEMKO3a, BCErAa XyXe, YeM Y
MAlMEHTOB C TEPBUYHBIM JieHKo30M. HeOmaronpusiTHeIE TPOTHO3 MOXKET
OOBSCHATHCSI HETOJHBIM KOHTPOJIEM TEPBUYHON OIMYyXOJH, MO TMOBOAY KOTOPOM
npoBoamiiack XT, TOKCHYECKUM IMMOBPEXKIACHUEM OPraHOB, UCTOLIEHUEM PE3EPBOB
reMomno33a, MOBPEXKIACHUEM CTPOMBI KOCTHOTO MoO3ra (OCOOEHHO TMpHU JIy4eBOU
Tepanuu), XpOHUYECKON MMMYHOCYNpPECCUEen, MPUBOIALIEH K MEPCUCTUPYIOLIEH
KOJIOHU3AIIMW TMaTOT€HHBIMU OakTepusiMuM M Tpubamu, a TakKe pa3BUTHEM
pedpakTepHocTH K TpaHC]Py3UsM KOMIIOHEHTOB KpoBH. Bropuunsie OMIJI
acCOIMUPYIOTCS ¢ OoJbleld YacTOTOW HEONaronpUsTHBIX IMTOTEHETHUYECKUX
aHoOMaJui, OJHAKO, JaKe B cliydae OJIarOMPHUSTHOTO KApUOTHIA BBDKUBAEMOCTH
BCE PaBHO XYK€, UeM MPU MEPBUIHOM 3a00JICBAHUH.

IIpocneKTUBHBIX JIaHHBIX, Kacaromuxcs JiedeHus OMJI, cBsa3aHHOTO C
JedeHneM, kpaitne Mano. Kak mpaBuio, JaHHas KaTeropusi 00JIbHBIX UCKITIOUAeTCS
M3  KJIMHAYECKUX NOpOTOKONOB. He  cymecTtByer  paHIOMHU3UPOBAHHBIX
UCCJICIOBAHUM, HAa OCHOBAaHMU KOTOPBIX MOXKHO OBUIO OBl MPEAJIOKHUTH
onTuManbHOEe JiedeHne. [lo JaHHBIM HEKOTOpPBIX AaBTOPOB, HA CTaHJIAPTHOMN
WHIYKIMOHHOW Tepanuu yactoTa [IP Bapsupyert B quamnaszone ot 28 no 50%. [Ipu
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peanm3anuu nocuenyromei amo-TI'CK o01as BEIKHBAEMOCTh MOXKET JOCTUraTh
20--30%. [Jlns OOnbpHBIX, KOTOpbIE HE MOAXOAAT IJsl CTAaHAAPTHOIO pexuMa
KOHJAMIIMOHUPOBAHUS, CleyeT OOCYyKJaTh HEMHeN0oaOJaTUBHbIE WIM PEXKHUMbI
HNOHWKEHHOW MHTEHCUBHOCTH. B ciydae orcyrcrBus HLA-uaentnuHoro nonopa
Bonnpoc o mnpoeaeHun ayto-TI'CK ocraerca kpaiiHe mNpoOJIEMATUYHBIM.
Jloka3aTeNnbHbBIX UCCIEN0BAaHUI HE CYIIECTBYET, a M0 PETPOCIEKTUBHBIM JaHHBIM
EBMT, 3-netnsss OB 65 mammentoB co BTopuuHbIM OMJI, koTOpbIM ObLia
BbinosiHeHa ayTo-TI'CK, cocraBuna 35%.

Takum o00pazoM, BBIOOp TakTUKH JedeHus BTopuuHoro OMJI nmosmkeH
IPOBOJUTHCA C YYETOM LMTOT€HETHUYECKOrO0 BapuaHTa JIeMKo3a, TUIa
IPEeIUIECTBYIOLIEH Tepanuy, BO3pacTa M COMAaTHYECKOrO cTaryca OOJbHOIO M
HaJIU4Ms OTAENBHBIX OClIOXHEHUH. B cimydae noctynHoctu HLA-coBMecTrmoro
JOHOpa OOJBHOM JOJKEH OBbITh OpUEHTHUpOBaH Ha mposeneHue amio-TI'CK.
AJAroput™M BbIOOpa TEPANIEBTUUECKONW TaKTUKHU y 00JIbHBIX BTOpruuHbIM OMJI Mmano
OTJINYAETCS OT TAKOBOTO TP «de NOVO».

15. Penmuaussr OMUJI

K coxanenuto, y OonpmunacTBa 007bHBIX (60--70%), y KOro JIOCTUTHYTa
nosiHas pemuccuss OMJI, B Teuenue 3 neT pa3BuBaeTCsl peluauB 3adbosieBanus. B
I1€JI0M, TTPOTHO3 MAIIMEHTOB ITOCJIE PEeUINBA HEOJATONPUATECH U TePANIeBTUUECKUX
MOJX0/I0B KpailHE MaJIO.

15.1. lIporHocTryeckue Gaktopsl npu peuuanse OMJI

N3-3a HEOJArompusTHOTO MPOTrHO3a MAIMEHTOB B PELUANBE, HEOOXOIUMO
OIICHWBATh, HACKOJBKO TEpamusi MOXKET OBITh BBINOJHEHA Y KOHKPETHOTO
nanuenTa. JlonrocpouHas BBDKUBAa€MOCTh 3aBUCHUT OT CIIOCOOHOCTH YCHEIIHO
MHIYLUMPOBATh MOBTOPHYIO pPeMHCCHI0O U Bo3MoxHocTH TipoBeneHuss TI'CK B
KauecTBE KOHCOJMIAlUU. boJbHBIE C 0YEHh PAHHUM PEIHUIUBOM (IJTUTETHHOCTHIO
pEMUCCHU  MEHee  TOJIyroja), HeOJarompusTHHIMU  ITUTOT€HETUYECKUMU
AHOMAJIUSIMH U CTAPIIIETO BO3pacTa UMEIOT TJIOXOM MPOTHO3.

OreHka MepPCHeKTUBBI T0ITOCPOYHOM BBIKMBAEMOCTH MOXKET OBITh ClejaHa
HAa OCHOBE MPOTHOCTHMYECKOTO HHJEKCa penuauBa (MHACKC ObLI paccyuTaH y
oonbHbIX OT 15 no 60 ner, uckmrouas OILJI t(15;17)), KOTOPHIM BBIUUCISECTCS B
COOTBETCTBHH CO CICAYIOMUMHA (PaKTOpaMM:

e [IpogoikuTenbHOCTh pemuccuu 110 peruaua: 18 mec (0 6amnos), 7--17
Mec (3 6aia), 6 mec U MmeHee (5 6aJToB)

e [luToreHeTnyeckue aHOMAIMM HAa MOMEHT HWHHUIIMAJILHOTO JIMarHO3a:
inv(16) uu t(16;16) (0 6amnos); t(8;21) (3 6amna); npyrue (5 6amI0B).

o [IpenmectByromas TI'CK: net (0 6anios); na (2 6ama)

e Bospact Ha MomeHT peruauBa: 35 jet u menee (0 6amioB), 36--45 et (1
0asn) crapiie 45 jer (2 6amia) (Tada. 14).

Tabnmuma 14. IIporHocTuyeckwii WHIAEKC JJISI MOJIOABIX OOJBHBIX C
peuurausomM OMJI
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Puck CymmapHbIil nHAeKC | BeposTHOCTh BBIKMBAEMOCTH, %o
B Oayax

K 1-my romy K 5 romam
bnaronpusTHbIi (9% | 0--6 70 46
MaIUCHTOB)
[Tpomexyrounbiii  (25% | 7--9 49 18
MalUEHTOB)
Hebnaronpustasiit (66% | 10--14 16 4
MalUEHTOB)

[IporHOCTMYECKMI MHAEKC MOXKHO MCIOJIb30BaTh IPHU  ONPEIEICHUU
Je4eOHOM TaKTUKKW y KOHKPETHOro OoJibHOro: 1) TpoBeIeHUE Teparuu,
HaMpaBJICHHOW Ha «u3lieueHue» ¢ wucnoyb3zoBanueM TI'CK; 2) BkitoueHue B
KJIIMHAYECKHE  HCCIEAOBaHUS 1O NPUMEHEHHUIO HOBBIX  JIEKAPCTBEHHBIX
npenapaTtos; 3) najuiMaTUBHAs TEPAIUs.

B pexomenmanuax NCCN, KOTOpBIX NpUIAEPKUBAIOTCI M POCCHICKHE
AKCIIEPTHI, UCTIOIB3YETCS 00JIee MPOCTOM MPUHIMI onpeaenaeHus nporaoza OMJI
MOCJIE Pa3BUTHUS PELUMIMUBA: €CIH PEUUIUB paHHUN (TponoikuTenbHOCTh [IP
MeHee 12 wMec) -- TPOrHo3  HEONArompusiTHBIA, €ClIM  --  TO3JAHUMU
(nmpopomxutenbHocTh [IP 12 mec u Oonee). O6a moaxona (IMPOrHOCTHUYECKHIMA
UH/IEKC U JIeJICHHE PEUANBOB Ha paHHUE U MO3JHUE) K KJIACCU(PUKALIUU PELUIIBA
OMUJT ucnonb3yroTcsl B POCCUUCKUX UCCIEA0BATENBCKUX LIEHTPAX.

15.2. PeuHyKIIMS PEMUCCUU

He cymecTByer NpPOCHEKTUBHBIX KOHTPOJMPYEMBIX HCCIEAOBAHUNA IO
cpaBHeHMIO pa3nuuHblx cxeM XT mnpu peamause OMJI, mosTtomy HeET
OOLIENPUHATOrO0 CTaHJAapTa TakoW Tepanuu. [IpUHATBIM MOAXOAOM SBIISETCS
Teparvsi, HalpaBJICHHAas Ha JOCTMKEHHE OYEPEIHONM PEMHUCCUU C NMPOBEICHUEM
TI'CK B mocnenytomem.

OcHOBOIl Tepanuu 2 JIMHUM SBISETCA LUTapaOWH, KOTOPBIA MOXET
BBOIHTHCA B cpenneit (1 r/mM®) m BbIcOKOi 03¢ (2--3 T/m%). IIprMepoM Tepammn
“criaceHms” SIBISIETCS COYeTaHHe rurapabuna (3 r/m” kaxmsie 12 B 1, 3, 5 1 7-i
nHE) ¢ gayHopy6umuHOM (50 Mr/M°) min ngapy6umaaoM (10 Mr/M?) Bo 2, 4 u 6-it
nHu. J{pyroit mporpaMMoi SIBIISIETCS MOHOTEpAIus UTapaOMHOM Ha TPOTSHKEHUN
6 mueit (2--3 r/mM” Kaxpie 12 ). PexXHMBbI, BKIIOYAIONIIE HTAPAOHH B BHICOKHX
703aX, HE MOryT 0e30MacHO NPUMEHSThCS y OoNbHBIX cTapuie 60 yer u3-3a
HENPUEMIIEMO BBICOKOTO PUCKAa TOKCMYHOCTH. Enie ogHOM mporpaMMoin SIBJISIETCA
MUTOKCaHTpoH (10 mr/m® B ferb) 1 stono3us (100 mr/m’ B JIeHb) Ha MPOTHKCHUU
5 nuel. Takxke MOXeET ObITh UCIIOJIb30BaHa MPOrpaMMa KJIaJJpuOMH BHYTPUBEHHO 5
Mr/M°> B TedeHne 2 4yacoB B 1-5-if mHm, uTapaduH 2 /M yepe3 2 yaca Moclie
KJIaJ[puOMHa BHYTPUBEHHO B TeueHUe 4 4yacoB B 1—5-i JIeHb, MUTOKCAHTpOH 10
MI/M° BHyTpuBeHHO B 1-3-i1 aenp, [-KC® 300 mkr moakoxuHo B 0-5-if gHU
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(CLAG-M). CrneayeT OTMETHTb, YTO MEPEUYHUCICHHBIC PEXHUMBI OTHOCITCS K
arpecCUBHBIM U MOTYT UCIIOJIb30BAThCS TOJBKO Y YaCTU OOJIbHBIX.

VY GOJBHBIX € MPOJIOJKUTEIBLHOCTBIO peMUCCUU Oosiee 12 Mec MOXKET OBbITh
HCIIOIB30BAHO COYCTAHHE LUTAPaOMHA B CTAHAApTHHIX 103ax (100 mr/m® 2 pasa B
neHs win 200 Mr/M’ B IeHb HENPEPBIBHO B 1—7-if qHN) 1 muapyOurmHa (12 mr/m?
1 pa3 B neup B 1—3-i1 aum) (C2). HecmoTpss Ha BO3MOXXHOCTH JIOCTHUKEHUS
JUTUTEIIBHBIX PEMHCCHH, Y 3TUX OOJIbHBIX B CIy4yae JOCTHXKCHHSI BTOPOH PEMUCCUHN
TOJDKEH OBITh 00cyxkaeH Bompoc 00 ucnonb3oBanus TT'CK. BonbHBIE ¢ KOPOTKOIA
1-#1 pemmccueit MOTyT OBITh KaHIUJATaMU Ha TEPANHIO AKCIICPUMEHTATIbLHBIMU
JICKapCTBEHHBIMU TIpeTIapaTaMH.

JI7s manpeHToB ¢ OKHAAeMOM M30BITOYHOM TOKCHYHOCTRIO XT BO3MOXKHOM
OIIIMEN SIBIISIETCA HMCIOJb30BaHWE IuTapabmaa B mo3e 10 Mr/M° 2 pasa B JICHb
IMOJKO’KHO B TeUEHUE 28 THEMN.

B cnyudae Tskenoro coMaTHYECKOro cTaTyca TMalMeHTa, OCOOEHHO B
BOo3pacte crapiie 45-50 neT, IIuTeNbHOM UTONEHUN HAa UHAYKIIMOHHBIX KypCax,
IPY HAUTMYUHW HEOJIArONPHUSITHRIX XPOMOCOMHBIX aHOMAJIUH BO3MOKHO TTPOBEICHHE
MIPOTrpaMMbl HA3KOJO3HOTO BO3JICHCTBHSI C THIIOMETHIUPYIOIMIUM TPAWMHHTOM
(maKoreH/a3anuTHANH-UIapyOUIIMH-IUTapaOyH). BRIMOTHAIOT 1Ba WHAYKITMOHHBIX
Kypca, M, ecnu noxydeHa nonHas [IP, eme nBa koHcommmumpyromux. B
JTATbHEHIIEM OCYIIECTBISIIOT TIOCTOSHHYIO —TIOJICPKUBAONIYI0 TEpamuio B
TeYeHUE 3-X JIET aHAJOTUIHBIMHA KypcaMu 0e3 naapyOuIinHa.

VY 6oapabix OMJI ¢ mytanusimu reda FLT3 unm ¢ BBICOKOHM 3KcIpeccHeit
HemyTtupoBaHHOro FLT3 (CD135) M0OXXHO HCIIOJIB30BaTh B KAUECTBE TOCTOSIHHOTO
BO3JICUCTBUSI MHTUOUTOP THUPO3UHKHHA3 — copaeHud — mapamiesbHO ¢
[UTOCTAaTUYECKUM BO3JIecTBUEM B f03¢ 800 MI/CyTKHU B 2 mpuemMa B COYETAHUU C
MOJIHOCTBIO TPAHC-PETUHOEBOM KHUCIOTOW (TpeTUHOWMH — 45 Mr/M2 B CyTKu). Y
oobHBIX OMIJI ¢ MyTanusimu rera C-Kit iy BEICOKO# dKcIpeccuei Ha OJIAaCTHBIX
kietkax CD117 B03MOXHO Ha3Ha4Ye€HHWE MAHKWHA3HOTO MHTHOWTOpA Ja3aTWHHUOA
(mazatuanO 140 Mr B CyTKM MOCTOSIHHO). Bce THpO3MHKHHA3HbIE MHTUOUTOPHI
obnanaroT moOoYHbIMU 3¢ dexTamu (MpU UCHOIb30BaHUU copadeHnda Hanbosee
4acTO JUArHOCTUPYIOT KOXXHbIE TOPaXEHHs, Ja3aTUHUOAa — IYJIbMOHUTHI,
IJIEBPAJIbHBIE BBINOTHI, KOJIUTHI). B ciydae pa3BUTHS OCIOXKHEHUI Mpenaparsl
BPEMEHHO OTMEHSIOTCS U uepe3 2-3 Henenau NprueM BO30OHOBISIOT B CHUKEHHOMU
JO3UPOBKE € MOCTIEAYIOUIMM MOCTENIEHHBIM BO3BpallleHuEM K JIeueOHOM 103€.

BapuantoM neMHTEHCH(DUUIMPOBAHHOTO TMOAXOJAa K JICUEHUIO paHHEro
peunguBa OMJlI wiM nNEepBUYHOM PE3UCTEHTHOCTU SIBISETCS IPOrpaMma,
couerarolas Inpenapar, o0JaJalluid  TUIOMETWIMPYIOUIUM  JeHCTBUEM
(meuuTaOWH WIM Aa3alMTH]IMH), B KadecTBe 3-IHEBHOTO TMpaiMUHTa C
MOCIIECAYIOIUM BBEACHUEM HAapyOuIMHA W LuTapabuHa B MajiblX Jo03aX. OTa
porpaMMa peKOMEeHIyeTcsi OOJIbHBIM C aHOMAJIMAMU KapHOTUIIA, OCOOEHHO W3
HEOMaronpusiTHOW TPYIIbl, a Takke TeM OombHbIM OMJI ¢ HOpMalbHBIM
KapUOTHUIIOM, Y KOTO U3BECTEH MyTalMOHHBINA cTaTyc reHa FLT3. Bemonnsor 2
Kypca B KauecTBe MHAYKIUU pemuccuu. [Ipu noctmxenun [1P npoBogsar eme 2
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AQHAJOTUYHBIX Kypca C aHTpaIMKJIMHAMH, a B JaJbHEWUIIEM OCYIIECTBIISCTCS
JUIMTENIbHAS  TOJJICPXKUBAIOIIAsl Tepamus OJOTUMH JKe Kypcamu, HO 0e3
uaapyOouIrHa.

Y OonpHBIX € BBICOKOM »dKcmpeccuid antureHa CD33 wmoxer ObITh
paccMOTpeHa BO3MOXKHOCTb IHpuMeHeHus [‘emTy3ymaba (MOHOKJIOHAIbHBIX
aHTUTEJ, KOHBIOTMPOBAHHBIX C LIUTOCTATUYECKUM areHTOM KaJMXEOMUIMHOM) B
no3e 3 mr/m2 1 pa3 B Heeno (2 BBeJICHUS) B COYETAHHMH JIMOO C IUTapaOMHOM B
MalbIX J103aX, JMOo ¢ Kypcom 7+3. OTOoT mnpenapar obnagaer Haubosee
BBIPQKEHHONM AaKTUBHOCTBIO y O00apHBIX OMJI W3 rpynmbl OgaronpusTHOrO
nporro3a (CBF-neiiko3bl), HO MokeT OBITh HCIIOJNB30BAH U TPHU JPYTUX
BapuanTtax OMJIL. B kadyecTBe 3KCIIEpUMEHTAIBHOTO noaxoaa y 6oiasHbIXx ¢ OMJI
C BBICOKON abeppanTHoil »skcmpeccueir CDI9 wMoxer OBITh TPUMEHEH
OomuHOTYMOMA0 MO OOBIUHOW cxeme. Takke B KauecTBE JKCHEPUMEHTAIBHOTO
MOJIX0Ja TEpalmuu CHAaceHUs MOXET OBITh PAacCMOTPEHO MPUMEHEHHE
BEHETOKJIAKCAa C IMTapaOMHOM B MalbIX [o03ax. Ha3HaueHune BEHETOKJAKca,
He3aperucTpupoBaHHoro B Poccum mpemapata, TpeOyeT pelieHuss KOHCHINyMa,
BpaueOHOU KOMHUCCHH U pa3peuieHus Munsapasa Ha  BBO3
HE3aperucTpUPOBAHHOTO Ipernapara.

[IpyMeHEHHE TpenapaToB HE IO 3aperMCTPUPOBAaHHBIM moka3zanusm (Off-
label) Mo >XM3HEHHBIM MMOKa3aHMSIM OCYIISCTBIISICTCS MO PEIICHUI0 BpayeOHOM
KOMHUCCHH M KOHCHJIMyMa BpadeH.

15.3. Tepanusi KOHCOAUAAIMH OBTOPHOU peMuccuu, Bkiodarornias TT'CK

Anmno-TI'CK sBisieTcst npeAnoOUTUTENBHON KOHCOIUAUPYIOIIEH Tepanuen B
cllyyae JOCTI)KEHHUSI OuepeqHON pemuccuu. TpaHCIuiaHTalus MOXET ObITh
BbITIOTHEHA 0T HLA-u1eHTHYHOr0 CUOJIMHTa WJIM COBMECTUMOTO HEPOJICTBEHHOTO
noHOpa. Ecimm  Takod  JOHOp  HENOCTYIIEH, MOTYT  PacCMaTpUBaThCsA
albTEPHATUBHBIC MCTOYHUKU CTBOJIOBBIX KPOBETBOPHBIX KJIETOK, TaKUE Kak
MyNOBUHHAS KPOBb WJIM TaIUIOMJEHTUYHBIA JOHOp. B 3TOM cuTyanuu pucK Mo
3a00JIeBaHUIO0 JIOJDKEH OBITh COQJIaHCHUPOBAH C PHUCKOM IO TPAHCILJIAHTAIUU.
Honrocpounble  nporHo3sl  amwo-TI'CK  mocne  peXuMOB — MOHUKEHHOM
MHTEHCUBHOCTH B HACTOSILEE BPEMsl MPOAOJIKAIOT MCCIEA0BATHCS, HO TEKYLIUN
OTIBIT TOBOPUT O YYTh 00Ji€€ BHICOKOM PUCKE Pa3BUTHS PEIUANBA [0 CPABHEHUIO C
BBICOKOJIO3HBIMH TIPEATPAHCIUIAHTALIMOHHBIMUA peXUMaMH. EciH BBIIIOJIHEHUE
aio-TI'CK HeBO3MOXkHO (HampuMmep, U3-3a OTCYTCTBUSI MOJXOJSIIETO J0HOpPA),
ayTo-TI'CK moxeT paccMaTpuBaTbCS B Kau€CTBE BTOPOW JIMHUU TEparuu, HO €€
3 PeKTUBHOCTh YETKO HE ompenesieHa. B 3Toil (a3e 3a0oneBaHust yacTo ObIBaeT
HEBO3MOKHO cOOpaTh I1OCTATOYHOE JJI TPAHCIUIAHTALIMKM YUCIIO SIAPOCOIEPKAIIUX
KJIETOK. PeTpoCnieKTUBHBIE HCCIIEIOBAHMS TTOKA3bIBAIOT, YTO Y OOJIbHBIX BO BTOPOM
MOJTHOM PEMHCCUU IIAHCHI JIOJITOCPOYHOM BBDKMBAEMOCTH IIOCIIE BBITTOTHEHUS
ayto-TI'CK cocrapisitor ot 20 10 50%. bonbHBIM, Y KOTOPBIX ObLIa BBINOJHEHA
amo-TI'CK wu pasBwics peuuaus OMJI mocne TpaHCIUIaHTalUKM, OOBIYHO
MPEKpaIIaloT HMMMYHOCYIPECCHUBHYIO TEpaldid U TPOBOJAT  TpaHCPy3uu
mumborutoB  gonopa (TJIH). Oddexrusnocts TJIZ B MoHOpexume 06e3
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npenmectBytomeid XT cocraBnsier 40--50%. Ilposenenue cranmpaptaoit XT (7+3)
WIM Kypca LMTapaOMHOM B MaibiXx J03ax (28 paHeil) Mo3BONSET YBEIUYHTH
BEPOSITHOCTh JNOCTHKEHUSI ToaHOM pemuccun a0 70--80%. K coxanenuro, TJIJI
HEBO3MOXKHO BBINIOJHATH y 00JbHBIX ¢ akTuBHOW PTIIX, mo3atomy menecooOpazHo
cHavana BbIMOJHUTH Kypc XT, a 3arem pemars Bompoc o TJIJI. Hakownern,
OOJILHBIM ¢ MO3AHUM peruauBoM (0osee 1 roga nmocie amto-TI'CK) moxer ObITh
npemsoxxena Bropas TI'CK, mocne 1oCTHKeHHs] HOBTOPHOM PEMUCCHUH.

16. «MoJiekyasipHasy Tepanus

[Iporpecc B u3ydyeHuu MoJeKyjsipHoro mnartorene3a OMII mpuBen k
pa3paboTKe HOBBIX «MOJIEKYJISAPHBIX» TIPErnapaTroB, T.€. MOJEKYJ, MEXaHU3M
JIEHCTBUS KOTOPBIX CBSI3aH C BIMSHUEM Ha Oenku, QYHKIUS KOTOPBIX W3MEHSIETCA
B pe3yJibTaTe MyTalluu WK TpaHcIoKanuu. Hanpumep, reHeTHYeCKne U3MEHEHUS
OPUBOAST K MYTallUsIM B T€Hax, aKTUBUPYIOIIUX KAacKaJbl TPAHCIYKIIUUA CUTHAJa
(manpumep, FLT3, KIT, RAS), Kk CIUSHUIO T€HOB WJIM MYTalUsAM, TPUBOJSAIIAM K
MOBBIIICHUIO WJIM YTHETCHUIO TPAHCKPUIIIMOHHONW aKTHUBHOCTH (Harpumep, PML-
RARA, RUNX1-RUNX1T1, CBFB-MYH11, CEBPA) wiu k HapymeHuto GyHKIUH
I'CHOB, BOBJICUCHHBIX B mepenauy currana (Hanpumep, NPM1, NUP98, NUP214).
NurubupoBanue TPaHCKPUIIIMOHHOW aKTHUBHOCTH, 32 MCKJIIOYEHHEM TMpPErnapaToB
ATRA wu Ttpuokcuna wbeiubska npu OIJI, He npUBOAUT K JOHKHOU
dbapmakonoruyeckod  3(pPEKTUBHOCTH B CpPaBHEHUM C HHTHOMpPOBAHUEM
aKTUBHOCTH TUPO3HHKHHA3.

Taxxe COBEpPIICHHO OYEBUAHO, YTO, YUYUTHIBAs MYJIbTUMYTAIlHOHHBIC
Bapuatmu npu OMJI, npenapaTel, HanpaBJIEHHBIE NPOTUB OJHOTO KOHKPETHOTO
OeJika, BpsAJl TU CMOTYT MPUBECTU K dPpaJUKAIUU JIMKO3HOTO KJoHA. bonee Toro,
XOTS i1 HEKOTOPBIX MPEnaparoB, JEHCTBYIOIIMX Ha MOJICKYJIIPHOM YpOBHE, U
Obima mponeMoHcTpupoBaHa dddextuBHOCT, Tpu OMIJL, yxe Ha craauu
KJIIMHAYECKUX UCTIBITAHUN OBIJIO TOHSATHO, YTO OOJBIIMHCTBO M3 HUX HEOOXOIUMO
MCITI0JIb30BATh B COUETAHUU CO CTAHAAPTHBIMH IIUTOCTATUYECKUMH TMIperapaTamMu.

17. Tupo3UHKMHA3HbIE HHTUOUTOPBI

Apkum npumepoM >DPEKTUBHOCTH THUPO3UHKUHAZHBIX HWHTHOUTOPOB B
neuennn OJI siBiisieTcsi npuMeHeHne nMatuHOa B couetannu ¢ XT y 6ombHBIX Ph-
no3utuBHbIMU OJI (B nanHoM ciayyae OMJI).

Hekoropeie FLT3-cnienuduunble TUPO3ZMHKWHA3HBIE WHTUOUTOPHI [Takue
kak mupoctaypun (PKC412), necrayptuau6 (CEP-701), cyautunu6 (SU11248)],
Oylydd aKTHBHBIMH B O3KCIEpPUMEHTax IN VIitro, NposSBWIM HE3HAYUTEIHHYIO
3¢ ()EeKTUBHOCT, B KayecTBE MOHOTepanuu npu peuuauBax OMII ¢ myrtarmei
FLT3. IIpomomkaroTcs uCCIeAOBaHUS IO COYETAHHOMY TMPUMEHEHHIO JTHX
npenapatoB ¢ XT, HO Bce 3TU MPOTOKOJIBI HOCAT CYryOO 3KCIEpUMEHTAJIbHbIC
XapakTep M HE MOTYT OBITh pPEKOMEHJOBaHbl K TMPUMEHEHHIO B 0OIIeH
KIIMHAYeCKOW mpakTuke. OmHako miis Bcex OonbHBIX ¢ wmyTtamusamu FLT3,
TpaHcnokaruet 1(9;22) o0si3aTebHBIM 3TAOM JICUCHHS JIOJDKHA CTAHOBUTHCS
amo-TI'CK.
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18. Beaenue 00JbHBIX C 0COOBIMYU CUTYALMSIMH

18.1. 'unepaeiikonuTo3

['unepnekonuTo30M OOBIYHO CYUTAETCS YMCIIO JiehkouuToB Oosnee 100 x
10°/1, W 5TO COCTOSIHHE 3aKOHOMEPHO CBS3aHO C YBEIMYCHHEM IOKAa3aTelis
CMEPTHOCTU B HHIYKIIUU H3-3a TEMOPPArHYECKUX OCIIONKHEHHM, CHHIpOMA JIM3HUCa
OITYXOJIM U UH(GEKIIMOHHBIX OCIO0KHEHUH.

[Tpu quarnoctuke OMJI ¢ runepaeiKoIUTO30M PEKOMEHAYETCA Ha3HAUCHHE
ruapokcuModeBuHbl B 103¢ ot 50 mo 100 mr/kr B gens. Kypc XT moxker
HAYMHATHCS IIPU CHWKEHUU JEUKOIUTOB 110 50 X 10%/11. o CHIKeHHUs TeHKOIUTOB
HE PEKOMEHIYIOTCS MEPETMBAHUS APUTPOLIMTHOW MACChl BCIEACTBUE BEPOSTHOIO
YBEIIMYEHUSI BA3KOCTU KPOBH.

Ha (¢oHe UHUTOIMTHYECKOTO CHHAPOMA HEOOXOAMM  €XKEIHEBHBIN
MOHUTOPHUHT CJIEIYIONIUX JIA0OPATOPHBIX IMOKa3aTeIeil: YHuCIO JIEMKOIMTOB (Ha
dboHEe Tepanmuu TUNEPIEUKOIMTO30B 2 pa3a B J€Hb), KOAryJIorpaMMbl
(mpoTpoMOuH, ¢bubpuHOTeH, AUYTB), OMOXMMHUYECKUX  IOKa3aTeseu
(anekTponuthbl, KpeaTuHuH, Oumupyoun, AJIT, ACT, JIAD), nbixaTenbHOU
bynkuuu (pO,), Auypesa.

Y OOJIbHBIX C TUIMEPIEHKOIIMTO30M M 3HAYUTEIBLHON BOJHON Harpy3Koil
HEO0OXOIMMO TakXe oOpaiiaTh BHUMaHHE Ha IMOKa3aTelu ajdbOyMHUHA, U MPHU €ro
HU3KUX 3HA4YEHUsX — MeHee 25--30 1/m -- BBEJEHHWE MOYETOHHBIX MpErapaToB
1[e71eco00pa3HO OCYIIECTBIISTh IOCTAE BBEACHUS albOyMHHA C IEJbI0 Ooliee
abdexTuBHON cTuMyIAnMM nuype3a. Ha ¢one ¢opcupoBanHoro amypesa u
LUTOJIN3a OIYXOJIEBBIX KIETOK HEOOXOOUMO KOPPEKTHUPOBATH IMOKA3aTEIn
AIIEKTPOJIUTOB B CBIBOPOTKE KPOBH.

[Ipy mnosBIEHMM TPU3HAKOB TYMOP-JIIM3UC CHHApoMa  (yCHIICHHE
reMOpparuyeckoro CUHIApPOMA, BBIpAKEHHAsl 3aJepiKKa KUIAKOCTU, YBEIUYEHUE
nokasaTelied KpeaTWHHWHA, MOYEBHHBI, OWIMpyOMHA, TpaHCaAaMUHA3, CHUKEHUE
nokasartelsel (puOpuHOreHa, mpoTpoMOnHa) Ha (HOHE ITUTOIUTUIECKOTO CHHAPOMA
pEKOMEHIyeTCsl BhITIOJIHEHUE Tia3madepe3a B HeOombpiiom odbeme (1--1,2 1) ¢
3aMEeIIeHUEeM aJbOYMUHOM M IIJIa3MOM C TEibl0 MNPOMUIAKTUKU JIETOYHOTO
JUCTPECC-CHHIPOMA M OCTPO ITOYEYHON HETOCTATOYHOCTH.

Ecnu 4nciio eMkonuToB B KPOBU HE YMEHBIIAETCA B TE€YEHUE 2 AHEH, TO
pexkoMeHayercss HayaTh X1 0e3 JajdbHEHIIero npueMa TUIPOKCUMMOYEBHHBI.
MakcuMalnbHbIN CPOK MpHeMa THIPOKCUMOUYEBUHBI HE JIOJIKEH MPEBBIIATH 3 JHS.

Ecin Ha (one rumepieiikonuTosa (6omee 100 x 10%/1) mMeroTest oueBuIHbIC
NPU3HAKU “‘TIEUKOLIMTAPHBIX CTa30B” (CIIyTAaHHOE CO3HAHUE, MHTEPCTUIIMATIBHOE
NOPaKEHUE JIETKMX 3a CYET COCYJUCTOTO KOMIIOHEHTA, OJIbIIIKA), HapsAy C
Ha3HAYEHUEM THAPOKCUMOYEBUHBI I11€JIECOO0pAa3HO MpOBEACHUE 2--3 CEaHCOB
neiikadepesa. Ecnu HeT BO3MOMKHOCTH OCYIIECTBUTH JieHKadepe3 WM €CIM HET
APKUX TMPU3HAKOB ‘‘IEMKOUUTAPHBIX CTa30B” — mocie 2--3 J[Hel (MaKCHUMYM)
Teparuu  TUJIPOKCUMOYEBMHOM  BBOAST  IUTOCTATUYECKUE  Ipenaparhl,
peyCMOTPEHHBIE TPOTOKOJIOM, U Yepe3 6--8 yacoB Mociie BBEICHUS IUTapabuHa
(o BBeneHMS JayHOPYOHUIIMHA) MPoBOAAT 1iazmadepes B oobeme 1--1,5 1. UToObI
n30exaTh «OOBAJBHOTO» IHUTOJW3a, B YKA3aHHOW CHUTyallMM MOXXHO CHadasa
BBECTH TOJBKO IIMTO3MH-apaOWHO3UJ ¥ 3aT€M BBIMOJHUTH IuTazmMadepes, a
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BBEJICHHE JayHOPYOMIIMHA NMPUYPOUYUTh KO BTOPOMY BBEJECHHIO LUTapabMHA WM
JaXe OTJIOXKHUTH Ha 3--5 JHU Kypca, a mepBble 3 JHS BBINOJHATH IiazMadepessl
nocJye BBeAeHUs nuTapabuna. Tak Kak KIUpeHC IuTapaduHa O4eHb OBICTPBINA, TO
mia3Madepes HE TMOBIUSET Ha €ro KOHLEHTpPAlUI0 B IUIa3Me, IpU 3ITOM
miazMadepe3 MOXKET MOBIUATh HA KOHIEHTPALMIO PYOOMHIIMHA, Yy KOTOPOTO
MEPHUO/T TTOJTYBBIBEJICHUS JOCTATOYHO JJTUTEIbHBIH.

18.2. Bosneuenwne [THC

N3navansHoe BoBneuenue [THC npu OMIJI BcTpeuaercst meHee, yeM y 5%
oonpHBIX. Kak panee oTMedanoch, 3apyOexHbIe UCCIET0BATENN HE PEKOMEHAYIOT
BBIMIOJHATh MPOGUIAKTUKY HEHpoJeHKeMUu y OOJBHBIX 0€3 HEBPOJIOTHUECKOMN
CUNTOMATHUKH, OJHAKO POCCUUCKHE HCCIEIOBATeId CUUTAIOT MNPOQUIAKTHKY
HEHpoJIeHKeMUH 0053aTeNIbHBIM 3TAIOM JICUCHUsI TPU MUEIOMOHOOIacTHOM (M4)
u MoHobsactHoM (M5) Bapuante OMJI, pu neiikoruTose cBbimie 30 x 10%/n, pu
Bcex ¢opmax OMIJL, npu KOTOPHIX JUAarHOCTUPYIOT DJKCTpameayJUIsIpHbBIE
oOpa3oBaHUs.

JuarHoctuyeckasi JroMOanbHas MYyHKIMS BBIMOJIHSIETCS BCEM OOJIBHBIM
OMIJI. Ecnm y mnammeHTa perucTpupyercss HCXoiHas TIIyOoKas ITUTONEHHUS
(neiikomutel Meree 1 x 10%/m, TpomGormrer memee 20 x 10%1), To mepBas
JUArHOCTUYECKasl IyHKUUS JOJDKHA OCYIIECTBIATBCS IOcie  00sA3aTeNbHOU
TpaHcy3uu TpoMOOUUTOB. ECiu ypoBeHb TPOMOOLIMTOB HE YAAE€TCS TIOBBICUTH J10
30 x 10%1 u BBIIIE, OT NMYHKUMH MOXXHO BO3JEPKATHCA 10 BOCCTAHOBJIICHUS
nokasaresnei nociue kypca. Ecinu y 6oiapHOTO onpeensercs JerkonuTo3 Boime 100
x 10%m, TO HepByIO TOMOANBHYI0 MYHKIMIO CICAYeT OTIOKHTH 0 PEIyKIIHH
qncia nefikonuToB Menee 10 x 10%/m.

OcHoOBHOM 3Tanm NMpopUIAKTUKH — 5 JHOMOATBHBIX MYyHKIUNA C BBEACHUEM
TpexX mpenaparoB (METOTpeKcaT, LUTapaOuH, JIeKCAMETa30H) — IPOBOAMUTCA B
nepuoJl UHIYyKUUU/KoHcomuaanuu (3--4 Kypca) HE3aBHCHUMO OT MPOBEIACHUS
KyPCOB IIUTaApaOMHOM B BBICOKHX JI032aX.

[Ipenapatrbl BBOAATCA B pa3Hbix Mmmpuiax. OOmmii 00beM BBOJIUMOMN
KUJIKOCTU JIOJDKeH cocTaBisiTh 10--12 mo. [l pa3BelieHUsST HCHOIB3YIOT
JTUCTUUIMPOBAHHYIO BOAY. MeTOTpeKcaT BBOJSAT B YHUDHUITUPOBAHHOM J03€ 15 Mmr.
[TpubM3uTENHEHO 00bEM BBOAMMOM JKUJIKOCTU C METOTPEKCATOM COCTABIISIET 5 MJI,
c nuTapabuHom -- 3 M (mo3a mpemnapara 30 Mr), ¢ AeKcameTa3oHOM -- 2 mi (B
noze 4 wmr). OObeM CINMHHOMO3TOBOM JKMIKOCTH, KOTOopas Oepercs s
UCCJIEIOBAHMSI, COCTABIISIET MPUOIM3UTENBHO 1/2 00bemMa BBOAUMBIX pacTBOPOB (5-
-6 mui). Eciu BcneACTBUE OCIOKHEHMM WM TEXHUYECKUX TPYAHOCTEH He
MPEACTABISACTCS BO3MOKHBIM TPOBECTH MOJIHYIO MPOTpaMMy HHTPATEKAIbHBIX
BBEJEHUN, TO OOJNBHBIM (OCOOEHHO U3 TPYyHNbl BBICOKOIO pHCKA —
TUIIEPJICUKOLMTO3 W MOHOOJACTHBIE BapHaHThI) II€JIECOO0Pa3HO  BBIMOJIHUTH
(b pakIMOHUPOBAHHOE KpaHUaJIbHOE O0IydeHre B cyMMmapHoi fo3e 24 I'p. Eciu y
O0onmbHBIX ¢ M4--M5 BapuanToM 3a00JeBaHUS HE OBLJIO THMEPIEHKOIIMTO3a M
JIEHKEeMHIOB, TO Ha OOJIyYEHHH TOJIOBHI B 3TOW CUTyaIlUu MOKHO HE HACTanBaTh.
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B cinydae oOHapyxkeHUs B CIMHHOMO3TOBOM JKMIKOCTH TMpU TEPBOU
JMArHOCTUYECKON JTIIOMOANbHOW MYyHKUUU OJACTHBIX KJIETOK IMPH JIIOOOM IUTO3€
uiu nurto3a 15/3 u OGosee (T.e. Oosee 5 KIETOK B 1 MKJI) JHAarHOCTHPYETCS
Helponelikemus. Eciii y GOJIBHOTO € TUIEPIEUKOIIMTO30M TMepBas JroMOanbHas
NyHKIKA ObUTa TPaBMATHYHOM, JaKe MPU HOPMAIbHOM IIMTO3€, PEKOMEHIYETCs
pacuenuBatb 310 Kak mnopaxenue [[HC. JleueHne HEHpOJECUKEMHHN TaKXKe
MPOBOAST MYTEM BBEJCHUS B CIMHHOMO3TOBOM KaHajl TpeX MpernapaTroB
(uutapabuHa, METOTpeKcara, JeKCaMeTa30Ha -- B 103aX, OMMMCAHHBIX BBIIIIE).

Ecmu muarnoctupyercst HEUpOJECUKEeMUs, MMOCJIE NEPBOM TUATHOCTUYECKON
MOCIEAYIONUE JeueOHbIe MYHKIIMH JOKHBI TPOU3BOIUTHCS ¢ MHTEPBAJIOM B 2--3
nHs, T.€., Ha (poHe Kypca XT u mocie Hero, HO 10 pa3BUTUS TITyOOKOW IUTONICHUN
(neiikonuroB Menee 1 x 10%m, tpombGomuroB menee 20 x 10°/m). Tocaemyromme
NYHKIMU BBINOJHAIOT I[IOCIE 3aBEpUIEHUs Mepuoaa arpanyionuro3a. Hx
OCYULIECTBJISIOT C Pa3pbIBOM B 3 JHS IEpE] CACAYIOMMMH KypcaMu KOHCOJIUIALUH.
[Tocne HOpManmu3alMM IMOKa3aTeNeH JUKBOpa MOJDKHO OBITh CIAEIaHO MUHUMYM
TPHY MYHKIUH C TAKUM K€ HHTEPBAJIOM MEXIY BBEICHHUSIMU.

Ecim  uMeroTcss  IpU3HAKM — IPOTPECCUPOBAHMSL  HEHPOJECHKEMUH,
IPOAOJDKAIOT BBIMOJIHATH JOMOAJIbHbIE MYHKIMM M Ha (JOHE LIMTONEHUH, M Ha
(¢oHE BO3MOXKHBIX OCJOXHEHHH, C HEH CBSA3aHHBIX, HIPHU O00SI3aTEIBHOM
TpaHc(y3uOHHOM  obOecrnieueHun  TpomOoumtamu. Ilpu  pedpakrepHbIX
HENPOJIEUKEMUSIX LIEJIECO00Pa3HO NPHUCOEANHUTH OOJIyd€HHE TOJIOBBI B 103€ 24
I'p.

JIroMOanbpHble MyHKUUH y OOJBHBIX C MCXOAHOW HEHpoJeHKeMHel mocie
3aBEpIICHUA J3Tana JiedeHUs HehpolsieikemMun (MoOcie TONYy4YeHHs  Tpex
HOPMAJIBHBIX NOKa3aTesiel JIMKBOPA) BBIMOJIHSIOT B JajbHEHIIEM Mepes Ka)IbIM
KypPCOM 3aIUIaHUPOBAHHOT'O ITPOTOKOJIA.

18.3. MuenouaHas capkoma

Muenonnnas capkoma, MC (cun: >3KcTpamMenyJuUISIpHAs MUEIOUIHAS
OIlyXOJIb, IPaHyJOLMTAPHAs CapKoMa, XJIOPOMa) — 3TO OIyXOJb, COCTOSAIIAs W3
MUEJIOUAHBIX KJIETOK-TIPEAIIECTBEHHHUL], BOZHUKAIOIIAs B JTI0OOM MECTE, OTIIMYHOM
OT KOCTHOTOo Mosra (Hawbojiee 4dacto, B Koxke, Jmmdbarnueckux ysznax, KKT,
KOCTSX, MATKUX TKaHAX M suuykax). MC wMoxeT pa3BuBaThcst Oe novo,
npeqmectsyss OMJL, Bo3HukaTh mapamienbHo  pasButnro  OMIJI  winm
NpPEe3eHTUpOBaTh B KaudecTBe OnactHoM TpaHchopmanuu MJC, MII3 wumm
MIAC/MII3. JlmarHo3 ycTaHaBIWBAETCS Ha OCHOBAHMHM OWOIICHHM OITyXOJICBOTO
0o0pa30BaHUs M HMCHOJB30BAHUM B JalbHEHIIEM HUTOXUMHUYECKUX (OTIEYATKH) U
UMMYyHOTUCTOXMUMHUYECcKuX (OmonTar) MeronoB. K cokanenuto, (hakTH4ecKu B
MOJIOBUHE CJIy4aeB THUCTOJOTHYECKHI AMarHo3 moidy4deHHbIX OuontatoB MC
ObIBaET HEBEPHBIM — YCTAHABIIMBAIOT JUATHO3 «HEXOKKUHCKOI» JTUM(POMBI. ITO
CBA3aHO C OTCYTCTBMEM  HACTOPOKEHHOCTH W  HEIUUPOKOW  ITaHEJbIO
MOHOKJIOHAJIBHBIX ~AHTHUTEN, HCIOIb3YEMBIX MPU HMMYHOIMCTOXMMHUYECKOM
uccinenoanun. I[Ipu MC omnpenensitorcss mapkeper CD68/KP1, MPO, CDI117,
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CD99, CD68/PG-M1, muzorum, CD34, TdT, CD56, CD61, CD30, riukodopuH.
[Ipu muenobnactHOM U EepeHIUpPOBKE OIMYyXOJEBbIE KIETKM MOTYT HMETh
nonoxutenbabie CD13, CD33-Mapkepsl, a mpu MoHoOacTHoi -- CD14, CD163 u
CD11c. Mapkepsl, xapaktepuble mais B- u T-numdouutos, takue xkak CD20,
CD79a, CD3, CD4, CDS8, nomxkHBI OBITh BKIIOYEHBI B MAHEIb MCCIIEAOBAHMS, IS
UCKIIIOUeHUs TuMdorposndepaTUBHBIX 3a00JIE€BaHUMA.

MC wmeroT Kak MHET00JacTHYI0, TaK W MHEIOMOHOIIMTAPHYIO WJIU
MOHOOJAcTHYI0 Mopdosoruto. OO0sS3aTeNbHO CIEIyeT HCCIEI0BAaTh TCHOTUIT U
(GheHOTHN KJIETOK MHUEIIOUIHBIX CAPKOM JIJISl UX YETKOW BepU(HUKAIIMNA W OTHECCHHUS
B Ty WK uHyI0 kKareropuro BO3-knaccudukaruu. MC 3a4acTyro acCOIMUPOBAHbBI
C TUNEPJCUKOIUMTO30M, TpaHciokauuet 1(8;21), uHBepcueir 16 xpomMocombl U
CD56-nozutiBHOCTRI0. MC, Bo3HHKaromue de NOVO, ITOJKHBI pacCMaTpPHBATHCS
Kak «aHajior» de novo OMJI u nednuThes MO MporpamMMaM JICUCHHUS TTEPBHUHOTO
OMUJIL.

Poccuiickoe »skcnepTHOe COOOIIECTBO PEKOMEHAYET HCIOJIb30BaTh B
KauecTBE MEPBOr0 HMHAYKIIMOHHOTO Kypca MmporpamMmmy 7+3 ¢ UIapyOUIIMHOM
(mutapabun B/B 100 Mr/m> 2 pasa B JeHb B 1—7-¥ aHM, waapyOuiua 12 Mr/M° B
1—3-i1 nuu). B kauecTtBe BTOpOro Kypca (HE3aBUCHMMO OT TOTO MOJIydeHa ObLia
MOJIHASE PEMUCCHSI/PETPECCUs] WM HET) IeJIeCO00pa3HO MPUMEHATh MPOrpaMMy
HAM (umtapabun 3 r/m° 2 pasa B aeHb B 1—3-ii aHM, MuToKcaHTpoH 10 Mr/m* B
3--4-i 1HM), B AabHEHIIEM — JIBa Kypca KOHCOJNUAINH [IUTApAOMHOM B BBICOKHUX
no3zax (3 /Mm% 2 paza B nenb B 1, 3, 5-ii mum). [lapannenbHO HMHAYKIIUU U
KOHCOJIMJIAIMA HEOOXOJAMMO BBINIOJIHEHHE MPOPUIAKTUKUA HelposenkemMun (5
porITaKTHIECKUX BBEIEHUH TpeX npenapatos). [locie 3aBeprieHus HHAYKITUN U
KoHcomumanuu (4 Kypca) pEKOMEHIyeTCs TONJepKHBaromas Tepamus S-
JTHEBHBIMU KypcamH IuTapabuHoM B couetanuu ¢ 6-MP. ITlpu coxpanenun
OCTaTOYHOTO OOpa3oBaHUs TPH JOCTYMHOM MJis OOJy4YeHUs JIOKaJTU3aIiH
11e71€CO00pa3HO BBHIMOIHUTH 00TydeHre ouara BoBieueHus B go3e 36 ['p. Bompoc o
HeoOxoauMocTu BeinofiHeHus awto-TKM B nepsoii [1P nomken paccmaTpuBaThes
uHauBUAYyalbHO. Auto-TKM MokeT ObITh OTJIOKEHA Ha 0oJiee Mo3aHuEe CPOKH (2
[TIP) y GompHbix ¢ MC wu t(8;21), wim inv16. Hanpotus, y OonbHbix MC u
obHapyxenuem 1(9;22), ammo-TKM nomkHa craTh 00S3aTEIBHBIM ATallOM
JICUCHMUS.

18.4. bepemMeHHOCTb

Jleuennie OJI, BBIBICEHHOIO BO BpeMs OEpEeMEHHOCTH, JIOJKHO
OCYUIECTBJISTBCA  COBMECTHO  TI€MAaTojoroM,  aKylIepOM-TUHEKOJIOIOM U
HeoHaToJoroM. L{enbro AToro eueHus SBisieTcsl CnaceHus ABYX JKU3HEH -- MaTepu
u pebenka. IIpepsiBanme Oepemennoct Bo ll--l1ll  Tpumectpe o3Hagaer
HEU30eKHYI0 THOENb IUIoJa U C KpalHe BBICOKON BEpPOSITHOCTBIO -- MaTEpH.
Poccuiickas uccnenoBarenbckas rpynmna o0JaJaeT OJHUM M3 CaMbIX OOJIBIIHX
ombITOB 110 JiedeHuto OMJI B mepuon 6epemennoctr: ¢ 1990 r npoBeneHo ieueHue
39 sxennuH, koTopbiM OMJI nuarnoctupoBan an ¢oHe hedGeMeHHOCTH, 23 U3 HUX
XT Obuta HauaTa Ha pA3TUYHBIX CpOKax recranuu, 14 OOJBHBIM CHayaia
BBIMIOJIHEHO pojopaspemieHue u 2 OoibHBIM B 1 TpumecTpe OepeMEHHOCTH
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BBITIOJIHEHO TNPepbhIBaHNE OEPEMEHHOCTH MO0 MEAMIIMHCKUM IOKa3aHUSIMU U 3aTeM
— XT; poaunocs 35 310poBbIX JeTei. Bce pexkoMeHaalnuu OCHOBaHbI Ha
COOCTBEHHOM OIBITE POCCUMCKUX LIEHTPOB.

JleyeHue OKHO OBITH HAYaTO HEMENJIEHHO, MIOTOMY YTO Jit00as OTCpOUKa
yXyAlIaeT MporHo3 marepu. Cuuraercs, 4TO B OOJBIIMHCTBE CIy4aeB IpHU
noctuxenun 1P nocne crangaptHoit XT, GepeMEHHOCTh He sIBIseTCs (HhaKTOpoOM
HeOmaronpustHoro nporHo3a mpu OMJL. Ognako OJI y GepeMeHHOU >KECHITUHBI
MOBBINIACT PUCK PA3BUTHS BBIKUBIIIA, 33JIEPKKH BHYTPHYTPOOHOTO POCTa IIJI0/1a
U MJIQJICHYECKOM CMEpPTHOCTH. UeM MeHbIe CpOK, Ha KOTOPOM YCTaHOBJICH
nuarHo3 OMIJIL, TeM BbIlIe pPUCK BHE3AIHOTO a00pTa, AHOMAJIWM pPA3BUTUA U
TEPATOTC€HHBIX OCJIOXKHEHHMM IUTOCTaTUYeCKO Tepanuu. Hambosee BBHICOK OH B
nepuoJi opraHorene3a (2—=8-i Heaenu GepemMeHHOCTH). B nmuTepaType ommcaHbl
Majgb(hopMmalii y HOBOPOXICHHBIX, MaTEpPU KOTOPHIX B TIEPBOM TPUMECTPE
OEpEeMEHHOCTHU TOJTydalid TEPANUI0 aHTPAUKIMHAMHY U nuTtapabuHoM. I[lostomy,
YUHUTHIBasE BBICOKMWA PUCK TEPATOr€HHOCTH HUTOTOKCHYECKHX IPEMNapaToB, MpPH
nuarHoctuke OMJI B mepBoM TpuMmecTpe OEpEeMEHHOCTH TMOKa3aHO MpepbIBaHUE
OCpEeMEHHOCTH TI0 MEJUIIMHCKUM TIOKa3aHUsIM 0 PEUICHUI0 KOHCHINyMa.
Cuuraercsi, yto XT, npoBoaumass Bo |l u Il TpumecTpax, OTHOCUTENHHO
6e3onacHa. [Ipu BeIOOpE aHTPAIMKIMHOBBIX aHTUOMOTUKOB MPEJIMIOYTEHUE CKOPEe
JIOJDKHO OTJABaThCs JayHOPYOUILIMHY, HEXENH UAApyOUIIMHY, YYUTBHIBas €ro
O0JBIIYI0 TUNOPUIBHOCTh, 00JIETYAIOUIYI0 €r0 TPaHCIUIAEHTAapHBIA TPAHCHOPT.
Kpome Toro, naapyounun odmaagaet u 66asmei appunnoctsio k JJTHK. [1o onbiTy
Poccuiickux »skcneproB B xone JjedeHus OMJlI Ha (¢oHe OepeMeHHOCTH
(dakTHyeckn y BceX OOJIbHBIX OTMEYaeTCsl TOM WMJIM WHOM CTEMEHM 3aJepiKKa
pPa3BUTHS IJIOJIa, HO HU B OJTHOM cllydae He ObUIM BBISIBJIEHBI aHOMAJIMU I1JI0/a, BCE
JIETU B HACTOSIIIIEE BPEMS 3J0POBBI.

Huarnoctuka OMJI, wnaumnas co Il Tpumectpa um no 34 wHenenb
OEpeMEeHHOCTH, SBJISETCS TOKa3aHHEeM K NpoBeneHuto uHaykuuonHo XT B
MOJIHBIX J103ax. JlaHHas TaKTWKa HampaBieHa Ha HamOojee OBICTPOE JOCTHKCHHE
nonHot pemuccun OJI, Tak Kak poaopaspenieHue, Npu BO3MOKHOCTH, JOJKHO
BBITIOJIHATHCS HAa (oHe pemuccun OMJI BHE HUTONEHUU, YTO TMO3BOJIUT CHENAThH
HEOOXOJAMMBIA JUIsl BOCCTAHOBIICHHS IIOCJI€ POJOB HHTEPBAT MEXKIY KypcaMu
[UTOCTAaTUYECKON Tepanuu Kak MUHUMYM 2--3 Heaenu. B cpegHeM OOJbHBIM
YAAETCA BBINOJIHUTH 1--2 kypca XT 10 ponopaspemenus, MakCUMaJIbHO -- 3. Pozbl
JKeJaTeIbHO TJIAaHUPOBaTh Ha cpoke 34--36 Henenb. CleayeT pacCUuThIBaTh BpeMs
BBITIOJTHEHUS KYPCOB TaKUM 00pa3oM, UTOOBI MEXKAY MOCIETHUM KYpPCOM U pOJaMu
OBLIT TPOMEKYTOK KaK MUHUMYM 2 HEJICIIH.

[Ipu BbsiBienun OMIJI Ha cpoke OepemenHoctu Oonee 34 Henelnb
11€JIECO00Pa3HO BBIMIOJIHUTH POJIOPA3PEIICHHE C TOCICAYIONIUM TPOBEICHUEM
nHaykuuoHHou 11XT.

bonbuble OMJI, KOTOpBIM JIMAarHO3 YCTAHOBJEH HA Pa3JIMYHBIX CPOKax
OEpEMEHHOCTHU WJIU B PAHHEM IIOCIIEPOJIOBOM TMEPUOJIC, TOJDKHBI OBITh OTHECEHBI K
rpynne HebmaronpusTHoro nporHosa. [locie pomopaspemienust (depe3 3-4 mec)
OHM SIBIISIIOTCS KaHaunatamu Ha BbinmojgHeHue awio-TI'CK. Iloatomy mnowuck



65

MOTEHIIUAJIBHOTO (POACTBEHHOIO WJIM HEPOACTBEHHOI0) JIOHOpPA JOJDKEH OBITh
WHUIIMUPOBAH €IIe Ha dTale WHIYKIIMH/KOHCOIUIAIINH.

Bce oramel BeneHus OOJBHOM JOJDKHBI OBITH OOECIEUEHBI aJeKBATHBIM
KOJIMYECTBOM KOMIIOHEHTOB KpOBU. BBIOOp aHTHOMOTHYECKHX IIperaparoB
OTIPENICIIACTCS C YUETOM Pa3peIICHHS UX MPUMEHEHUS Y OEPEMEHHBIX.

19. ConpoBoauTebHas Tepanus

19.1. [IpodmnakTryeckas anTHOAKTEPHUATIbLHAS TEPAINS

Jlnst mpoBeneHusT TPO(PMIIAKTUKA HEOOXOMWMBI 3HAHUS 10 BEAYITUM
BO30yAUTENISIM MH(GEKITMOHHBIX OCIIOKHEHHUI B CTAIlHIOHAPE, YACTOTE MX Pa3BUTHS,
JyBCTBUTEJIIBHOCTH MHKPOOPTraHU3MOB K IPOTHBOMHUKPOOHBIM mpemnapaTtam. Jlis
MpEAOTBPAICHUS Pa3BUTUS WHQPEKIIMOHHBIX OCJIOKHEHHMM JTOJDKHBI TINATEIHHO
coOJIroaThCs JMYHAs TUTHEHA, yXOJI 3a POTOBOM ITOJOCTBIO, aHTHCENTHYECKas
o0paboTka pyK OOJBHOTO, POJACTBEHHHMKOB M YXa)KHBAIOIIErO IepCOHAaa.
Hecmotpss Ha TO, 4TO ymoTpeOJieHHE CBIPBIX OBOIIEH M (PYKTOB HYACTO HE
JIOIyCKaeTcsl, HE CYIIECTBYIOT JIOKa3aTelbCTBA TOTO, YTO COOJIOJECHUE
CHEUTPOIICHUYECKONW JTUEThD» MOXKET HWMETh CMBIC B KadecTBEe NPOPHUIAKTHKU
UHpEeKIuii.

IIpomueoepubrosas npoghunaxmuka

WNHBa3WBHBIE MHUKO3bI SIBISIIOTCS OJHOM M3 TJIABHBIX TPUYUH CMEPTU Yy
MAlMEHTOB C JJIUTEIbHON HelTporneHuel. MHBa3uBHBIE MUKO3bI MPeodiaaatoT B
nepuon uHaykuuu OMIJI, a cpeau Bo3OyauTeneld B OOJIbIIEM MPOLEHTE CIy4aeB
onpenenstorcs rpubsl Aspergillus spp. BeigensiorT mepBUUHYHO W BTOPUYHYIO
MPOTUBOTPUOKOBYIO TMPOPMIaKTUKY. CHUXKEHUE JETATbHOCTU OT HWHBA3HBHBIX
MHUKO30B OTMEUEHO IIPU HCIOJb30BAaHUM [I03aKOHA30Jla JUIsi TEpPBUYHOMU
npoduinakTuku y 6oababix OMIL. TIpuMmenenne no3akoHasona i npoduiiakTHKA
B uHAykiun OMJI ompaBmaHo B KIMHUKAaX, TIae IpeobliaziacT WHBA3HUBHBIN
acneprusuies (MA), rme wactora Bo3HukHOBeHus WA mpesbimmaer  10%.
[Ipumenenue Apyrux MPOTUBOTPHUOKOBBIX MpPEMapaTtoB JUisi MPOGUIAKTUKH HE
MPUBEJIO K CHUXEHUIO aTpUOYTUBHOM JIETATBHOCTH OT WHBA3UBHBIX MHKO30B.
bonpHbIM, uMeBmIMM Ha Kypcax [IXT wHBa3uBHBIA acnepruiuies, MPOBOIAUTCS
BTOpUYHAs MPOTUBOTPHOKOBas MpodUiIakTUKa, U UCMOJb3YIOT TOT Mpenapar, npu
Ha3HAYEHUU KOTOPOro OBLIO JOCTUTHYTO u3jieueHne oT MA. B OGonbmIMHCTBE
CJIy4aeB C 3TON LEJIbI0 MPUMEHSIOT BOPUKOHA30].

Anmubaxkmepuanvhas npohurakmuxa

bakrepuanbHbIe OCIIOKHEHUS SIBJISIOTCS BaXKHOW NMPUYUHOU CMEPTHOCTH Y
O0onpHBIX B HeWTponeHuu mocie kypcoB XT mnpu OMIL Ilpu o630pe
CPaBHUTEJBHBIX MCCIICOBAHUN TI0 aHTHOAKTEPUATbHON MPO(UIAKTUKE OTMEUCHO
CHI)KCHHE YacCTOThl MH(DEKIIMOHHBIX OCIOKHEHHM, OJTHAKO B HHX HE BBISBICHO
CHWKEHUS JICTATBHOCTH OT MH(EKIUNA. DTU UCCIETOBAHUS OTHOCUIUCH K 1990-M
rojaM u 00mbIryI0 3()PEKTUBHOCTD MPOIEMOHCTPUPOBAIIN MPENapaThl U3 TPYIIIHI
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bropxuHoioHOB. B Hacrosimiee Bpems: npoduiakTika OakTepruanibHbIX MHGEKIIU
ABJISETCSl TPOOJEMHOM MO NpPUYMHE BBICOKOM PEruCTpallid PE3UCTEHTHOCTU
sHTEepoOaKTepuidi K  aHTHOMOTMKaM.  IIpodunaktuka  QTOPXUHOJIOHOM
(uunpodnokcalid uiau JoMmedroKcalliH) BO3MOXHA B CTAallMOHApaX C HU3KOU
4acTOTOM BBISIBJICHUS SHTEPOOAKTEpUd — MPOAYLEHTOB B-JIakTamas pacuIMpPEeHHOIO
cnektpa (BJIPC). B Tex oTnmeneHusix, e HE BBINOJHICTCS OaKTepUaIbHBIN
MOHUTOPHUHT, II€JIeCOO0pPa3HO OPHUEHTHUPOBATHCS Ha PE3yJbTaThl POCCHUHUCKHUX
WCCJICIOBAHNM, TTPOBEACHHBIX B OTIEICHUSIX HWHTCHCHBHOW TEpanvu, U KOTOPHIC
CBUJICTEIILCTBYIOT 00 O4YeHb BbICOKOM noie (Oonee 40%) BbIsIBICHUS
sHTepoOakTepuii — mpoayueHtoB bBJIPC. DOTu wucciegoBaHus 3acTaBISIOT
OTKa3aThCsl OT TOTATLHON MPOQUIAKTHKN (HTOPXUHOJIOHAMHU.

19.2. ®akTopsl pocTa

MHOIrOUHCIIEHHBIE UCCIEAOBAaHUS MOKA3ald, YTO MUEIOUIHBIE POCTOBBIC
daktopsl, [M-KC® wiu I'-KC®, yckopsitoT BOCCTaHOBIIEHHE Yucia HEUTpOohuiioB
Ha 2--3 JHS, MOTYT HEMHOT'O YMEHBIIUTH BpPEeMsl NMPUMEHEHUS aHTUOMOTHKOB,
JUTUTEIILHOCTD JTUXOPAJKU U MPOJOHKUTEIILHOCTh Koliko-Hel. [1o Bompocy Goiee
JUTUTEIIbHOTO BOCCTAHOBJIEHUSI TPOMOOILIUTOB M, OCOOCHHO, BIUSHUS POCTOBBIX
dbakTOpoB Ha  JIGKKEMOT€HE3  CYIIECTBYIOT  IPOTHUBOPEYUBBLIC  JIaHHBIEC.
Hcnonb3oBaHrue poCTOBbIX (HAaKTOPOB HE NPUBOAUT K CHUKEHUIO YacTOTHI
TSOKENBIX  MH(EeKuuii, BKIIOYas WHBA3UBHbIE MHUKO3bI, M HE YJIydllaeT
BBDKHMBAEMOCTh. MIX pUMEHEHHE MOXET ObITh PACCMOTPEHO B MCKIIOUUTEIBHBIX
ciyJasx.

19.3. Tpancdy3noHHas TOIEPIKKA

Tpancgyzuu mpomboyumos

[Tpumenenue Tpancy3uil TPOMOOIIMTOB 3HAYUTEIILHO CHU3UIIO CMEPTHOCTh
OT reMopparudeckux ocioxkuenuii npu OMJL. B Teuenue MHOTHX J€T TpaHchHy3un
OCYILECTBIISUIN [Tl HOUICPKAHUS KOHIIGHTPAIMH TpoMOomuToB Bbimre 20 x 10%/1m.
OnHako B TpeX paHIOMHU3UPOBAHHBIX MCCIEIOBAHUSAX HE OBbUIO IOKa3aHO
3HAUYUTENBHBIX OTIMYHMI B YACTOTE PA3BUTHUSI TEMOPPATUUECKUX OCIOKHEHUN MPHU
CHIDKCHHH T10poroBoro ypoBHs ¢ 20 mo 10 x 101, O6mectBo AMepHKaHCKUX
OHKOJIOTOB PEKOMEH]IyET MOPOTOBBIM YpPOBEHBb JIsI HEOOXOIAUMBIX TpaHChy3Hil B
10 x 10%n, mpm yCIOBMH OTCYTCTBHS TIeMOppardii w/Win HHGEKIIHOHHBIX
amu3040B. JI0o0oe MposiBIEHHE TeMOPPAruyecKoro CUHApOMa (NeTeXHallbHbIE
BBICHITIAaHUSI, OCOOCHHO Ha CIMU3UCTON TMOJOCTH pTa, Ha JHIE U TepeaHei
MOBEPXHOCTH TPYHON KJIETKH, JIFOObIE KPOBOTEUCHUS), TIOBBIIIICHUE TEMIIEPATYPHI
tena Beime 37,5°C make B OTCYTCTBHM SIBHOTO OdYara MH(EKIMH, AMATHOCTHKA
A10060r0 MHQPEKUMOHHOTO TMpolecca, -- TpeOdyeT HEMEIJIEHHOTO YBEIMYEHUs
o0peMa TpaHchy3uil TpPOMOOIMTOB U TOJIEPKAaHUE MX HA ypoBHE He MeHee 20 X
10%1. Tlo pe3yJibTaTaM POCCUMCKMX MHOTOLUEHTPOBBIX MCCIIEIOBAHWN HA MEPBOM
Kypce HHAYKIIMM B CpeaHeM HCnonb3yioT oT 40 mo 50 103 TpomMOOLIMTOB, Ha
BTOpOM OT 15 mo 25. Takoii o0bem TpaHcy3wii HE MOXKET OBITh MpU3HAH
JIOCTATOYHBIM, IOCKOJIBKY YacTOTa JUArHOCTUKH TSHKEJIOr0 TeMOpparndyeckoro
cuHJIpoMma  (HampuMep, IKEIyJOYHO-KUIIEYHOE KpPOBOTEYEHUE, MAaTOYHOE
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KpPOBOTEUEHHE, KpPOBOMBIMAHME B TOJOBHOW MO3r) Kojebiercs Mpu
WCIIOJIb30BaHUN PA3NUYHBIX MNPOTOKOJIOB OT 10 mo 25%. Ilpuumuoii cmepTu
reMopparuueckuit cuaapom cranoButcs y 30--50% GonbpabIx OMIIL.

[Tomumo neduruTa TPOMOOUUTOB, KaK TpPaHCPY3MOHHOW Cpeabl, UYTO
XapaKTepHO 1Jisi OOJBIIMHCTBA reMaToJIoruueckux yupexaenuit PD, orpomuoi
npobsemoii B 1miaHe dA(PEGEKTUBHOCTH TpaHChy3uil  sBisIeTCS  (eHOMEH
aJyIoMMMyHHU3auud. JlJis NpeaoTBpallieHus] aUIOMMMYHHU3AlMH PEKOMEHI0BAHO
yIAJIEHUE JIEHKOUMTOB U3 KOHILIEHTPATOB TPOMOOIMTOB WJIA WHHAKTUBALIUS
JEHKOUUTOB. ODTO MOXET JOCTHraThCi pa3IMYHbIM METOJAMH: C IOMOIIBIO
JIeHKOOUILTPOB, OOYUCHUS, TATOTEHWHAKTUBAIIMK. TakyKe MPH MPUTOTOBICHUN
KOHIICHTPATOB TPOMOOIIMTOB CJIEIyEeT OTPaHHMYMBATH MCIOJB30BAHUE JOHOPCKOMN
mia3Mbl  (OCOOEHHO OT JOHOPOB-KEHILIWH), MPUMEHSA «B3BELIMBAIOIIUE
pactBopbl. Ha pazBuTie asIoMMMyHHU3allUUA OKA3bIBAET BIUSHUE TAK)Ke U HATMUYKE
MPEAIIECTBYIONUX TpaHChy3uld, ayTOMMMYyHHbIE 3a0oJjieBaHMs (HEpEeIKo --
AyTOUMMYHHBIM TUpeouauT). TakuMm alJTOCEHCUOMIM3UPOBAHHBIM  OOJIBHBIM
ClleqyeT TepeauBaTh KOHILIEHTpaThl TpoMOomuToB 1o mnondopy. C 1enbro
MIPEOJI0JICHUS] AJITOCEHCUOMIM3AIIMN MOKHO PEKOMEHIOBATh U BBIMIOJHEHUE CEPUU
(ue menee 4--5) mazmadepeson (0,5 odObemMa UPKYIUPYIOIIEH TIa3Mbl 32 CEaHC C
3aMeIleHUEM allbOyMHHOM) U BBIMOJHEHUE TpaHcy3uit 06mpimmx (12--16), yem
cpennue (6--8) no3sl TpoMOoIIKOHIIeHTpaToB {C3}.

PannomMu3npoBaHHbIE HCCIIETOBAHUS MIPOJIEMOHCTPUPOBAIU COMOCTABUMYIO
3 PekTUBHOCTh TpaHCHY3Ul MOHOJAOHOPCKUX U MOJUJOHOPCKUX TPOMOOIUTOB.
Tem He MeHee, B ycnoBusax P®, rie BeposSTHOCTh HHPUUIMPOBAHUS Ha 2 MOpsAKa
npesbiiaer OPTU B EBponeiickux cTpaHax, B LesIIX 0€30MacHOCTUA TpaHC(y3uH,
OCOOCHHO y TONUTpaHCHY3UpPYyEeMbIX OOJIbHBIX, PEKOMEHIYyEeTCS OTJaBaTh
IPEINOYTEHUE MOHOIOHOPCKUM TPOMOOKOHIIEHTpATaM.

DdhekTUBHOCTH TpaHCHY3U TPOMOOITUTOB MOXKET OBITh YBEIMYCHA 32 CUET
npeaBapuTenbHoro BeeaeHus 0,5 1 KapaHTUHU3UPOBAHHON CBEXKE3aMOPOKEHHOU
I1a3Mbl, YTO YMEHBINIAET 0Opa30BaHUE arperaToB MepeIuBaeMbIX TPOMOOIIUTOB,
KOTOpBIE OBICTPO YTUIU3UPYIOTCS CEIE3EHKOM.

Hcnonb3oBanue MOMOTHUTEIBHBIX TEMOCTATUUECKUX CPEJICTB U MPENapaToB
(TpanekcamoBasi kucnoTa, ¢udbpunores, anturpomoun I, npyrue daxropsi) He
UMEeT JoKazaTeibHOM 0a3bl. HeoOxoguMocTh HX mOpuMeHeHus (Harpumep,
koHUeHTpaTa (aktopa VIl mpu Tspkenbix mpody3HBIX KPOBOTEUEHMSIX) TOJKHO
ObITh PErJaMEHTUPOBAHO B KaXIOM OTHEIbHO CIy4yae U JOKa3bIBATHCS
J1a00paTOPHBIMU TecTaMM (TpoMOoaacTorpadusi, paciiipeHHast KoaryJjorpamma).

Tpancghyzuu spumpoyumcoodeparcawyux cpeo

XOTS PpaHIOMU3BUPOBAHHBIX WCCJICAOBAHUA TI0 CPABHEHUIO Pa3JIMYHBIX
IIEJIEBBIX MOKa3aTeNiell reMoTIOONHA HE CYIIECTBYET, CYMTACTCS, YTO HEOOXOIUMO
MO/JIEPKUBaTh €ro Ha ypoBHe He Huxke 80 1/m (remarokputr He MmeHee 20%),
0COOEHHO, y TIAIMEHTOB C TpoMOomuToneHuen. [Ipu ocyIecTBICHN MaCCUBHBIX
TpaHChy3Ul IPUTPOIMTOB CIEAYET MOHUTOPUPOBATH MOKA3aTEIN OOMEHA JKeJe3a,
MOCKOJIbKY B paMKaX TPaHCIUIAHTAIMHM aJUIOT€HHOTO KOCTHOTO MO3Ta BBICOKHI
YpOBEHb (peppuTHHA OTpeaesieT 00yiee BHICOKYIO YacTOTY JIETaTbHBIX HCXOJIOB,



68

HE CBS3aHHBIX ¢ Jjeiikemued. Tak kak OonbiuHCTBY O0JbHBIX OMIJI mokazaHo
BbinosiHeHne amwo-TKM, uM HeoOXoIuMoO (QUKCHPOBATH YHMCIO BBIMOJTHEHHBIX
TpaHchy3Uil SPUTPOIUTHON MACChl U ONIPENEISATh MMOKa3aTen PeppUTHUHA C LIETBIO
€ro BO3MOXHOM KOPPEKLHH C MOMOIIBIO XenaTopoB xkenesa nepen TT'CK.

Tpancghyzuu epanynoyumos
He cymecTByer [0Ka3aTeabCTB  HEOOXOAUMOCTH B TpaHCHY3USIX
rpa”y’aouuTOB y 00nbHBIX OMIIL.

Tpancgysuu 0o, 6o epems u nocie TI'CK

s camxenus: pucka HLA-ummynuzamun u nepegaun [IMB Heobxonnmo
WCMOJIb30BaTh TOJIBKO KOMIIOHEHTBI KpPOBHW, NOABEPTHYTHIE JIEMKOICTUICLUH.
PeuunueHTsl KaK ajulOT€HHBIX, TaK U AYTOJOTMYHBIX CTBOJIOBBIX KIIETOK KPOBH,
HaxoJsATCA B rpyrmme pucka no pasputuio oPTIIX, csizanHol ¢ TpaHcdy3usmu.
["amma-o0myyeHue SBJISETCS €AMHCTBEHHBIM METOJOM €€ MpeaoTBpaiieHus. To
€CTh ISl BCEX OOJBHBIX, KOTOPHIM BBHITIOJHSAETCS TPAHCIUIAHTALIUS AJJIOTCHHBIX
WJIA AYTOJIOTUYHBIX CTBOJIOBBIX KPOBETBOPHBIX KJIIETOK, BCE KOMIIOHEHTBI KPOBU
obs13aTenbHO o0rydarorces (!).

Bce [IMB-neratuBnbie perunuentsl, TT'CK xoTopsiM Obla mpoBeieHa OT
[IMB-HeraTuBHbIX JTOHOPOB, JIOJDKHBI II€PEIIMBATHCS KOMIIOHEHTAMH KPOBH
TOJBKO OT [[MB-HeratuBHbIX TOHOPOB.

Jlureparypa

1. CaBuenko B.I'., IlapoBununukoBa E.H. Jleuenue ocmpuvix netikozos.
M.: Meaununa; 2005.

2. Capuenko B.I'., pen. IIpoepammmuoe neuenue 3abonesanuii cucmemvl

kpoeu. M.: TlpakTtuka; 2012: 155—245.

3. Yuccor B.M., Crapunckuit B.B., Ilerpoa I.B., pen.
3noxauecmeenuvle  HoBooOpazosanusi 6  Poccuu 6 2011 200y
(3abonesaemocmo u cmepmuocms). M.; 2013: 125—30.

4.  http://seer.cancer.gov/statfacts/html/alyl.html

5.  Swerdlow S., Campo E., Yarris N.L. et al., eds. WHO classification of
tumors of hematopoietic and lymphoid tissues. Geneva: WHO PRESS; 2008:
110—55.

6.  Dohner H., Estey E.H., Amadori S., Appelbaum F.R., Biichner T.,
Burnett A.K., et al.; European LeukemiaNet. Diagnosis and management of
acute myeloid leukemia in adults: recommendations from an international
expert panel, on behalf of the European LeukemiaNet. Blood. 2010; 115(3):
453--74. doi: 10.1182/blood-2009-07-235358.

7. National Comprehensive Cancer Network (NCCN) GUIDELINES
FOR AML TREATMENT Version 2.2013
http://www.nccn.org/professionals/physician_gls/pdf/aml.pdf

8.  Cornelissen J.J., Gratwohl A., Schlenk R.F., Sierra J., Bornhduser M.,
Juliusson G., et al. The European LeukemiaNet AML Working Party
consensus statement on allogeneic HSCT for patients with AML in



http://seer.cancer.gov/statfacts/html/alyl.html
https://www.ncbi.nlm.nih.gov/pubmed?term=appelbaum%252520fr%25255bauthor%25255d&cauthor=true&cauthor_uid=19880497
https://www.ncbi.nlm.nih.gov/pubmed?term=b%2525c3%2525bcchner%252520t%25255bauthor%25255d&cauthor=true&cauthor_uid=19880497
https://www.ncbi.nlm.nih.gov/pubmed?term=burnett%252520ak%25255bauthor%25255d&cauthor=true&cauthor_uid=19880497
https://www.ncbi.nlm.nih.gov/pubmed?term=european%252520leukemianet%25255bcorporate%252520author%25255d
http://www.nccn.org/professionals/physician_gls/pdf/aml.pdf
https://www.ncbi.nlm.nih.gov/pubmed?term=sierra%252520j%25255bauthor%25255d&cauthor=true&cauthor_uid=22949046
https://www.ncbi.nlm.nih.gov/pubmed?term=bornh%2525c3%2525a4user%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=22949046
https://www.ncbi.nlm.nih.gov/pubmed?term=juliusson%252520g%25255bauthor%25255d&cauthor=true&cauthor_uid=22949046

69

remission: an integrated-risk adapted approach. Nat. Rev. Clin. Oncol. 2012;
9(10): 579—90. doi: 10.1038/nrclinonc.2012.150.

9.  Biichner T., Schlenk R.F., Schaich M., Déhner K., Krahl R., Krauter
J., et al. Acute Myeloid Leukemia (AML): different treatment strategies
versus a common standard arm—combined prospective analysis by the
German AML Intergroup. J. Clin. Oncol. 2012; 30(29): 3604—10. doi:
10.1200/JC0.2012.42.2907.

10. Juliusson G., Lazarevic V., Horstedt A.S., Hagberg O., Hoglund M.;
Swedish Acute Leukemia Registry Group. Acute myeloid leukemia in the
real world: why population-based registries are needed. Blood. 2012;
119(17): 3890—39. doi: 10.1182/blood-2011-12-379008.

11.  Averbuch D., Orasch C., Cordonnier C., Livermore D.M., Mikulska
M., Viscoli C., et al.; ECIL4, a joint venture of EBMT, EORTC, ICHS,
ESGICH/ESCMID and ELN. European guidelines for empirical
antibacterial therapy for febrile neutropenic patients in the era of growing
resistance: summary of the 2011 4th European Conference on Infections in
Leukemia. Haematologica. 2013; 98(12): 1826—35. doi:
10.3324/haematol.2013.091025.

12. Averbuch D., Cordonnier C., Livermore D.M., Mikulska M., Orasch C.,
Viscoli C., et al.; ECIL4, a joint venture of EBMT, EORTC, ICHS,
ESGICH/ESCMID and ELN. Targeted therapy against multi-resistant
bacteria in leukemic and hematopoietic stem cell transplant recipients:
guidelines of the 4th European Conference on Infections in Leukemia
(ECIL-4, 2011). Haematologica. 2013; 98(12): 1836-47. doi:
10.3324/haematol.2013.091330.

13. Capuenko BI', IlapoBmunmkoBa EH, Tpounkas BB, Coxomnos AH,
Kisicoa T'A, Kysemuna JIA u ap. JOJI'OCPOYHBIE PE3VYJIBTATHI
JIEHEHUA BOJIBHBIX OCTPBIMMW MUMEJIOUJIHBIMIA JIEKO3AMU
I10 I[TPOTOKOJTY POCCHUICKOI'O MHOI'OLIEHTPOBOI'O
PAHJIOMUN3MPOBAHHOI'O NCCIEJOBAHUSA OMJI-10.
I'EMATOJIOTUA U TPAHCOY3UOJIOT'UA. 2016;60-5.

14. TlapoBuunukoBa, E.H., Tpounkas, B.B., Kmsacora, I''A., Ky3pmuHna,
JLA., Cokonos, A.H., ITapamonosa, E.B., TI'anctsan, .M., Keccenbman,
C.A., pokoB, M.IO., BacunbeBa, B.A., O6yxosa, T.H., Kynukos, C.M.,
Capuenko BI'. Jleyenue OGOJIbHBIX OCTPBHIMHU MHUEIOUIHBIMH JIEHKO3aMH 10
IIPOTOKOJIy ~ POCCHUMCKOIO  MHOTOLIEHTPOBOIO  PaHAOMHU3UPOBAHHOIO
uccienoBanuss OMIJII-01.10: pe3ynpTarhl KOOPAWHAIMOHHOTO LIEHTpA.
TepaneBtuueckuit apxus. 2014;86:14-23.

15. TlaposuunukoBa, E.H., CaBuenko, B.I'., Knscora, I'.A.,Ucaes, B.T".,
Coxkonos, A.H., Kynukos,C.M.,Ycrunosa, E.H., I'pubanona, E.O., Perkko,
B.B., Xopomko, H.JI., KpaBuenko, C.K., I'anctsan, I'."M., KoHncTtantuHosa,
T.C., 3arockuna, T.II., 3ro3run, WN.C., Kammsuor, K.JI., Mo IH.
TokcnyHOCTH Pa3JIMYHbIX IIPOTOKOJIOB IJICHCHHUA OCTPBIX MHCIOHWIHBIX
JIEWKO30B B3pocCibIX: Pe3ynbprarsl yeTbipex Poccuiickux MHOTOLEHTPOBBIX
uccnenoBanuii. TepaneBtuueckuii apxus. 2010;7:5-11.


https://www.ncbi.nlm.nih.gov/pubmed?term=b%2525c3%2525bcchner%252520t%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=schlenk%252520rf%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=schaich%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=d%2525c3%2525b6hner%252520k%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=krahl%252520r%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=krauter%252520j%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=krauter%252520j%25255bauthor%25255d&cauthor=true&cauthor_uid=22965967
https://www.ncbi.nlm.nih.gov/pubmed?term=juliusson%252520g%25255bauthor%25255d&cauthor=true&cauthor_uid=22383796
https://www.ncbi.nlm.nih.gov/pubmed?term=lazarevic%252520v%25255bauthor%25255d&cauthor=true&cauthor_uid=22383796
https://www.ncbi.nlm.nih.gov/pubmed?term=h%2525c3%2525b6rstedt%252520as%25255bauthor%25255d&cauthor=true&cauthor_uid=22383796
https://www.ncbi.nlm.nih.gov/pubmed?term=hagberg%252520o%25255bauthor%25255d&cauthor=true&cauthor_uid=22383796
https://www.ncbi.nlm.nih.gov/pubmed?term=h%2525c3%2525b6glund%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=22383796
https://www.ncbi.nlm.nih.gov/pubmed?term=swedish%252520acute%252520leukemia%252520registry%252520group%25255bcorporate%252520author%25255d
https://www.ncbi.nlm.nih.gov/pubmed?term=averbuch%252520d%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=averbuch%252520d%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=orasch%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=orasch%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=livermore%252520dm%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=livermore%252520dm%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=mikulska%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=mikulska%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
https://www.ncbi.nlm.nih.gov/pubmed?term=ecil4%25252c%252520a%252520joint%252520venture%252520of%252520ebmt%25252c%252520eortc%25252c%252520ichs%25252c%252520esgich%25252fescmid%252520and%252520eln%25255bcorporate%252520author%25255d
https://www.ncbi.nlm.nih.gov/pubmed?term=ecil4%25252c%252520a%252520joint%252520venture%252520of%252520ebmt%25252c%252520eortc%25252c%252520ichs%25252c%252520esgich%25252fescmid%252520and%252520eln%25255bcorporate%252520author%25255d
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323983
http://www.ncbi.nlm.nih.gov/pubmed/24323983#%2523
https://www.ncbi.nlm.nih.gov/pubmed?term=averbuch%252520d%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=cordonnier%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=livermore%252520dm%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=mikulska%252520m%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=orasch%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=viscoli%252520c%25255bauthor%25255d&cauthor=true&cauthor_uid=24323984
https://www.ncbi.nlm.nih.gov/pubmed?term=ecil4%25252c%252520a%252520joint%252520venture%252520of%252520ebmt%25252c%252520eortc%25252c%252520ichs%25252c%252520esgich%25252fescmid%252520and%252520eln%25255bcorporate%252520author%25255d
https://www.ncbi.nlm.nih.gov/pubmed?term=ecil4%25252c%252520a%252520joint%252520venture%252520of%252520ebmt%25252c%252520eortc%25252c%252520ichs%25252c%252520esgich%25252fescmid%252520and%252520eln%25255bcorporate%252520author%25255d

70

16. Coxonos, A.H., ITaposuunukosa, E.H., Kynukos, C.M., Kmsicosa, " A.,
Tpouukas, B.B., Koxno, A.B., Anuykosa, JI.B., ®ponosa, M.B., Kannanos,
K.1., Koucrantunona, T.C., Kanopckas, T.C., 3arockuna, T.I1., Mockos,
B.N., Jomuukosa, H.I1., IIpuctyna, A.C., I'aBpunosa, BI'. Jloarocpounsie
pe3yJbTaThl JICYEHUS OCTPHIX MHUEJIOUJHBIX JICMKO30B y B3pPOCIBIX B
MHOTOLIEHTPOBOM KJMHMYECKOM ucciegoBannu OMJI 06.06. Knunnueckas
oukoremarosnorus. 2012:5:30-8.

17. Dohner H, Estey E, Grimwade D, Amadori S, Appelbaum FR, Biichner
T, et al. Diagnosis and management of AML in adults: 2017 ELN
recommendations from an international expert panel. Blood.
2017;129(4):424-447

18. Ye XN, Zhou XP, Wei JY, Xu GX, Li Y, Mao LP, et al. Epigenetic
priming with decitabine followed by low-dose idarubicin/cytarabine has an
increased anti-leukemic effect compared to traditional chemotherapy in
high-risk myeloid neoplasms. Leuk. Lymphoma. 2016; 57(6):1311-1318



