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CHucok coKpalneHuu

amno-TI'CK — TpaHcmianTaius ajuioreHHbIX TEMOIMOATUYECKUX CTBOJIOBBIX KJIETOK
amno-TKM — TpaHcrianTanys aluiIoOreHHOTO KOCTHOTO MO3ra

ayTo-TT'CK — TpaHcruiaHTanus ayTOJIOTUYHBIX T€MOITOATUYECKUX CTBOJIOBBIX KIIETOK
B/B — BHYTPHUBEHHBIN

BO3 — BcemupHas opranuzanus 34paBoOOXpaHEHUs

NOT — uMMyHO(PEHOTUITHYECKOE UCCIIEIOBAHNE

KT — xomnbrorepHas Tomorpadust

M/IC — MHUEOAUCIIACTUYECKUI CUHAPOM

MOB — MuHuManbpHasi OcTaTo4Hast 00JIe3Hb

MII3 — muenonponudepaTuBHOE 3a00JI€BaHNE

OJI — octpslii Jieiiko3

OJIC® — ocTpslii JIeliK03 CMEMIaHHOTO (peHOTUIa

OMUJI — ocTpblif MUETTOUTHBIN JIEUKO3

T/K — MOJIKO’KHO

[P — nonHas pemuccus

[IIP — nonumepasHas nenHas peakuus

TI'CK — TpaHCIIaHTaLMs TEMOMOITUYECKUX CTBOJIOBBIX KIJIETOK

TKM — TpaHCIUIaHTaMs KOCTHOTO MO3ra

VY3U — ynbTpa3ByKOBOE UCCIICIOBAHUE

XT — xumuorepanus

ECOG — (Eastern Cooperative Oncology Group) BocTounast o0beiMHEHHAsI OHKOJIOTMYECKasl TpyTna
FAB-knaccudukanuys — ppaHIy3cKo-aMepHKaHCKO-OpUTaHCKas KiIacCHUDUKaIIHS
FISH — ¢nyopecuenTHas in situ raGpuan3amms

MPO (myeloperoxidase) — Muenonepokcuasa



NCCN — (National Comprehensive Cancer Network) HammonanpHast oOmiecTBeHHaAss TPOTHBOPAKOBAS
CeTh

** _ JKM3HEHHO HEOOXOAMMBIC M BaYKHEUIIIE JIEKAPCTBECHHBIC TPemapaThl

# - npceriapar, HpHMCHiIIOH.[HfICSI HC B COOTBCTCTBHMH C IIOKa3aHUAMHU K IIPUMCHCHUIO U
INPOTHUBOIIOKA3aHUAMU, criocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAINMMHUCA B HHCTPYKOHUHU II0

PUMEHCHHIO JICKapCTBEHHOTO mpemnapara (o d-meiiomn)



TepMuHBI U onIpeaeICHUS

Octpble Muenonanbie Jgeiiko3bl (OMJI) — knoHaNbHBIE OMyXOJEBbIe 3a00J€BaHUSI KPOBETBOPHOI
TKaHW, CBA3AHHBIE C MYyTalMed B KIETKE-NPEIUIECTBEHHULIE TIE€MOII0A3a, CIIEICTBUEM KOTOPOM
CTaHOBATCS OJ0K nudPepeHInpoBKH U OECKOHTPOIbHAS MNPONHQEpalnsi HE3PETbIX MHUETOUTHBIX

KJeTok [ 1,2].

Hoanoit pemuccueit (IIP) OMJI mpuHATO Ha3bIBaTh COCTOSIHUE KPOBETBOPHOM TKAaHH, IPU KOTOPOM B
MyHKTaTe KOCTHOTO MoO3ra oOHapyxkuBaeTcs 5 % W MeHee ONacTHBIX KIETOK MpPU HOPMaJIbHOM
COOTHOIIIEHUU BCEX POCTKOB KPOBETBOPEHUS, OTCYTCTBYIOT OJIACTHBIE KJIETKU C MajoukamMu Ayspa U
SKCTpPaMeTy/IISIpHbIE 0Yary MpH KoIndecTse HeliTpoduios B nepudepudeckoii kposu 31,0 10%/1, npn
KommmaecTBe  TpomOorutoB 2100 10°/n, MPpU  OTCYTCTBHUM  OKCTPAMEIYJUISIPHBIX  OYaroB
JEHKEMUYECKOTO POCTa. YKa3aHHBIE MOKa3aTelu JOJDKHBI COXPAHATHCS B CTaOMIBHOM COCTOSHUM B
TedeHue >1 mecsua. YcTaHaBIMBAEeTCS MIPU OTCYTCTBUHU JJAHHBIX O CTaTyC€ MUHUMAJIbHOW OCTaTOYHOU
6one3nu (MOB).

MMonnasa pemmccust ¢ orcyrcteuem MOB — [IP ¢ orcyrctBuemM B IyHKTare KOCTHOTO MO3ra,
oOHapyxeHHoro B aedrore OMJI reneTuueckoro Mapkepa (METOAOM MOJUMEPA3HOM LIETTHON peakuu

(ITLLP)) unu kneTok ¢ abeppaHTHBIM UMMYHO(DEHOTUTIOM (METO/IOM MPOTOUYHOMN ITUTOMETPHUH ).

MuHuMaJIbHASA 0CTATOYHASI 00J1€3Hb — HEOOJbINas MOMYJISIIUSA OIYXOJIEBBIX KJIETOK, KOTOpas He
MOXXET OBITh 3a(UKCUPOBaHA C TIOMOIIBID CBETOBOTO MHMKPOCKONA, HO OOHapy>KuWBaeTcs Oosee

TOHKMMH METOaMH HCCIICIOBAHMS, BEIIBISIIOIIME | JeiikeMideckyo kietky Ha 1046 nccnenyemsix.

IlosiHas peMuccusi ¢ HEMOJIHBIM BoccTaHOBJAeHHeM — [IP nipu coxpansttouieiics netrponenuu (<1

10%/1) mmm TpomGormromnennu (<100 ~ 10%/m).

YacTruuHasi peMuHcCHsi — Bce remaronorudeckue kputepuu [IP; cHmkeHue mporieHTa ONacTHBIX
KJIETOK B IyHKTaTe KOCTHOTO Mo3ra A0 5-25 %; cCHMKeHue uucia ONaCTHBIX KJIETOK B IYHKTare
KOCTHOrO Mo3ra He MeHee ueM Ha 50 % OT HMCXOOHOro A0 Havana JjiedeHus. JlaHHbIA KpuTepui
UCTIONb3YyeTCs s OlleHKH 3PdexTuBHOCTH JeueHus: OMIJI nmpenMyIiecTBeHHO B X0/1€ KIMHUYECKUX

uccnenoBanuit I-1I ¢a3br.

OO0masi BbIKUBAEMOCTD. JIJ1s1 O1IeHKH OO0IIei BBDKUBAEMOCTH aHAIM3UPYIOT BPEMEHHBIC TTapaMeTpPhl
BCEX I[IAlIMEHTOB, KOTOPBIM Haudajly JiedeHue. TOYKOM OTcYeTa SIBJIAETCA JEHb Hadaja Tepaluu.
CoObITHEM CUMTAETCS TOJBKO CMEPTh MAllMeHTa OT J000M MPUYMHBI (PaHHSS JIETAIbHOCTb, CMEPTH B
MEepPHOJ] PEMUCCUU OT JIIOOOM MPUYUHBI, CMEPTh B TEPHOA PEIUANBA). DTOT aHAJIU3 TO3BOJIAET

OLCHUTDH YHCJIO pCaJIbHO OCTABIINXCA B ) XUBBIX ITAITUCHTOB C OMJI na (bOHe HpOBG,HGHHOﬁ TCpaIruu.

Be3penuauBHas BbKIHBaeMOCTh. [Ipu orieHke 6e3peruMBHON BHIKUBAEMOCTH YUUTHIBAIOT JaHHBIC
TOJBKO TE€X TMAalUEeHTOB, y KOTOphiXx Obuia mocturayta [IP. Toukoii oTcuera cumrTaercs para
noctkeHus IIP. CoObITUAMM CUMTAIOTCS PELUAMB W CMEPTh OT JIIOOOW NpUYUHBI (B HEPHUOA
KOHCOJIUJIALIMM WJIW TMOAAECP/KUBAIOIIEIO JICYEHUs, OT PELUAUBA, B IEPUOJ] PEMUCCHH OT APYrou
MPUYMHBI, Hampumep, cyunuaa). LIeH3ypupyroT TONbKO TeX MalMEeHTOB, KOTOpPbIE OBUIM JKUBHI U

Haxoauiuch B [IP B MOMEHT IpOBEICHUS aHAIU3A.



BepositTHocTh coxpanenusi IIP (oOpaTHoe OT BeposiTHOCTH pa3BuTHs peumausa). [Ipu orenke
BEPOSATHOCTU coxpaHeHus [IP yunThIBarOTCS NaHHBIE TOJBKO TE€X MAIMEHTOB, Y KOTOPBIX JTOCTUTHYTA
ITP. ITpu sTOM TOUYKOM OTCcUeTa CIyKHT fata aoctikeHus [IP. CoOpiTHeM cuuTaeTcsi TOJIBKO PEIUINB
3a0oneBanms. LleH3ypupyrOT BceX MamWeHTOB, KTOo XuB B [IP B MOMEHT mpoBeneHus aHaIM3a.
[Tanmentsl, ymepmue B nepuos [1P oT ocnoxxHEHU, CBI3aHHBIX € JIEHEHUEM, WM OT IPYTUX MPUYMH,

LEH3YPUPYIOT B JIEHb CMEPTH, KaK NAllUEHTOB, HaxoauBIuxcs B [1P.

BepositHocts coxpanenus [IP siBisieTcs Tem mokasarenem, KOTOPBIN MO3BOJISET OLEHUBATh UCTUHHYIO
MPOTUBOOIYX0JIEBYI0 3(P(EKTUBHOCTh KaKOW-IMOO Tepanmuu Oe3 yuyeTa TaKuX CyObEeKTUBHBIX

MOMCHTOB, KaK BbIXa>KUBAHUEC ITAlITUCHTOB OT OCHO)KHGHHﬁ, CBA3aHHBIX C CaAMHUM JICUCHUCM.

BeccoObITHiiHAsT BBIXKHBAE€MOCTb. OJTOT I10Ka3aTellb OLICHMBAET BBIKMBAEMOCTb BCEX MAllUEHTOB,
BKJIFOUEHHBIX B aHaJIU3, C MOMEHTa Hayana Tepanui. COObITUEM CUUTAETCS paHHSAS JIETaJIbHOCTh, (PaKT
Hepoctwkenus [IP depe3 2 mecsna oT Hayaia J€4YeHHs], CMEPTh B MEPUOJ PEMUCCHH OT OCIIOKHEHUU
xumuorepanuu (XT) wim Apyrux NpUYWH, a TakKe penuauB 3aboneBaHus. LIeH3ypupyIOT TOIBKO
NAlUEHTOB, Y KOTOpbIX Obuta nocturHyta IIP B Teuenue mepBbix 2 kypcoB XT, U oHM ocTaroTcs

KUBBIMU, coxpanss [1P, Ha MOMEHT npoBeaeHNs aHAIIN3a.

Pe3ucrentHasi popma OMJI, mo MHEHHIO OOJNBIIMHCTBA POCCHUUCKHX JKCIIEPTOB, KOHCTATHPYETCS
npu orcyrcrBuu [IP nocine 3aBepuieHus 2 KypcoB HHAYKIMOHHON Tepanuu. BaxXHO OTMETUTB, YTO, 11O
MEKIYHAPOJHBIM KPUTEPHUSM, PE3UCTEHTHOCTh npu OMJI MOXKHO OUEHHBATh JUIIb 4Yepe3 7 JHEu
MOCJIE 3aBEPUICHUS Kypca MOJUXUMHUOTEpanuu. Ecnu manueHT ymupaer B teueHue kypca XT wim B
TE€YeHHEe 7 JHEH MOCJE HEro, ONpeNeauTh, PE3UCTEHTHAsl y Hero (opma JieliKo3a WiId HET, HeNlb3s, U

MMaOUCHTOB B O9TOM CJIy4aC€ OTHOCAT K KaTCTOPpUHU HCYyAa4d B JICHCHUHU KaK HGOHpGI[GJIGHHLIﬁ nucxon.

CMepTh B aIuiasum — CMEpPTh MAllMEHTa B MEPUOJ MHAYKIMOHHON Tepanuu (1-2 kypca). OTOT
KpUTEPUM OOBEAMHSET IMOHATHE «CMEPTh B alla3uu» — CMEPTh MAlMEHTa, MPOXKHUBLIETO MOCIe
okoH4yaHust kypca XT 37 nHed, B mepuoJ MHUEIOTOKCHYECKOIO arpaHyjioluTo3a W arja3uu
KPOBETBOPHOW TKaHH, MPU OTCYTCTBHM NEPCUCTEHUHM JIEMKEMHUU, JOKA3aHHOW NMYyHKIMEW KOCTHOTO

MoOa3ra.

CMepTh 0T HeonmpeaeeHHON NPUYMHBI — 1) CMEpTh MalMeHTa J0 3aBEepIICHUsS Tepanuu; 2) CMEPTh
nanMeHta B nepuoa <7 pAHed mnocne 3aBepuieHuss XT; B) cMepTh MalMeHTa, y KOTOPOro B
nepuepuueckoil KpOBH HE BBIABISIOTCA ONACTHBIE KIETKH, HO IYHKIMS KOCTHOTO MO3ra He

BBITIOJIHEHA, Yepe3 >7 AHEH MOCe 3aBEPIICHUS HHAYKIIMOHHOW TepaIuu.

B nacrosimiee Bpemsi Hepenko NoJb3yroTca NoHATUAMH 30-1HeBHas U 60-qHEBHAs JIETAaIbHOCTb, T. €.
CMEpPTh OT JIIOOBIX NPUYMH B yKa3aHHbIE MEPUOJIbI BPEMEHHM, COBMAjammue ¢ 1-M u 2-M KypcoMm

HHAYKIHWH; 60-I[H€BHYIO JICTAJIBbHOCTD paHEC ONPCACIIAIN, KaK «PaHHAA JICTAJIbHOCTD)).

Penuaus remarosiormyeckuii — oOHApyK€HUE B IIYHKTaTe KOCTHOTrO Mo3ra Ooziee 5 % OmacTHBIX

KJIETOK W/WJIHM 3KCTPAMEIYJUIIPHOTO O4ara OIyXoJid, B TOM YUCJI€ HEUPOICUKEMHUH.

PeunauB MoJsieKyJIsIpHBIII/MMMYHOJIOTHYecKni — BbisiBIeHue MObB  MeTogoM  mpoTOYHOM

uurtomerpun w/unu [P npu ycinoBun ananuza abeppaHTHOrO UMMYHO(EHOTHIA WU BBITOJIHEHUS



MOJICKYJISIPHOI'O UCCIICAOBAHUA JO HaYaJIa TCPaIinuu.

NHaykuus peMHCCHMHM — TEPUOJ HAYAJIBHOTO JICYCHMS, LIEJNbI0 KOTOPOTO SIBISIOTCS MAaKCHUMAJIBHO
OBICTPOE U CYIIIECTBEHHOE COKpAIIEHHE OIMyX0JIeBOM Macchl U aoctwkeHue [1P, (o0pruno 1-2 kypca).
HNmenHo B 3TOT mepuoi Ha (OHE MPUMEHEHHUs MPOTHUBOOIYXOJIEBBIX IMPENaparoB IUTOCTATUYECKUX
CPENCTB KOJIMYECTBO JICMKEMUYECKUX KJIETOK B KOCTHOM MO3re yMeHblaercs npuMmepHo B 100 pas, T.
€. B MOMEHT koHcTtartaiuu [IP B kocTHOM Mo3re MopQojoruyecku orpeaensercas menee 5 %

OITYXOJICBBIX KJICTOK.

Koncoimaanus pemuccun. Bropeim stanom tepanuu octporo Jieiiko3a (OJI) sBnsercs 3akperieHue
JTOCTUTHYTOTO TMPOTHBOOMyXojieBoro 3¢dekra (o0praHo 1-2 Kypca). B Hacrosmiee Bpems B
OOJIBIIMHCTBE CIy4YaeB KOHCONMIANMS — HAauOOJIee arpeCCUBHBIN W BBICOKOIO3HBIN ATall MPH JICYCHUH
OJI. 3apmaueit »TOro mnepuona SBISETCS MO BO3MOXKHOCTU e€lle OoJiblliee YMEHBIICHHE YHClia

OCTAKOIIMXCA MOCIEC UHIYKIUHN JEUKEMUYECKUX KIIETOK.

HonnepxuBamwmee jJe4eHrue — MPOAOKEHHE IIMTOCTATUYECKOTO BO3JEUCTBUS B MEHBIIMX 033X,
YyeM B TIEPUOJl WHIYKIIUH/KOHCOMUIAIMA PEMUCCHHM, WM HWHOTO (TapreTHOTO) BO3ACHCTBUS Ha

BO3MOKHO OCTAIOIIUKCS OITYXOJIEBBIA KIIOH.

IIpopuaakTuka unu, npu HEOOXOJUMOCTH, JedeHHe HellposeiKeMHMU. DTOT dTall paclpenensercs
Ha BCE€ NEpPUOJbl MPOrPAMMHOIO JICYEHUS — MHAYKUHUIO PEMHCCUH, KOHCONHMIALMI U

ODOAACPKHUBAIOIICE JICUCHUC.

Tpancmianrauuss koctHoro mo3ra (TKM). Ilox stum TepMUHOM OOBETWHEHBI TPaHCILIAHTAIIHS
remornodTudeckux cTBoNIOBbIX KJIeTOK (TT'CK) xoctHoro wmosra mnepudeprudeckod KpoBH H

MyNOBMHHOM (TIJIallEHTapHOM ) KPOBHU.



1. Kparkast ungopmanus

1.1. Onpenesienne 3a00/1eBaHUs UM COCTOSTHUS (TPyNnbl 3a0071€BaHUNA WJIH
COCTOSIHMH)

OcTtpbie Muesonanbie Jgeiiko3bl (OMJI) — kiIoOHaNIBHBIE OMYXOJEBbIE 3a007€BaHUSI KPOBETBOPHOM
TKaHW, CBS3aHHbIE C MyTallMe B KIETKE-NMPEIUIECTBEHHUIIE TIe€MOINO033a, CIEICTBUEM KOTOPOU
CTaHOBATCS OJOK Iu(PepeHIUpPOBKH W OECKOHTPOJIbHAS NpONHQeEepanusi HE3PEIbIX MHUETOUTHBIX

KieTok [1,2].

1.2. Trosorus u narorexHes 3a00j1eBaHUs UJIM COCTOSTHUSA (IPYyNIIbI
3a00/1eBAHUI WJIA COCTOSTHHI)

OMJI sBisieTcst CEICTBUEM MOBPEXACHUS (MyTallMM) B T€HETUYECKOM Marepuaie KIOHOT€HHOU
KPOBETBOPHOM KIJIETKU. B pe3ynbrare 3T0ro mpoucxoaaT HapylIeHue KOHTPOJIS 3a KJIETOUYHBIM LIUKJIOM,
U3MEHEHHE IIpoliecca TPAHCKPUIILMKM M MNPOAYKUMU Psia KIOYEBbIX OenkoB. Bcenencreue
OECKOHTPONIbHOM mponudepanui B OTCYyTCTBUE JU(G(HEPEHIUPOBKU MPOUCXOAUT HAKOILICHUE
naTojorudeckux kiertok. Tor ¢akt, yto maroreHe3 OJI cBsi3aH C TEHETUYECKHUMHU IMOJIOMKAMHU,
JOBOJIBHO 4YacTO TOATBEPXKIACTCS  OOHApY)KEHHUEM  pa3IMYHBIX XPOMOCOMHBIX  abeppauuit
(TpaHcnokanui, neneuuii, MHBEpCU U T. 1.). B OoNbLIMHCTBE cllydaeB KOHKpETHas MpUYMHA
BO3HUKHOBeHUs1 OMJI ocraercst Hen3BecTHOU. OJIHAKO CYIIECTBYET HECKOJIBKO MPEAPACIOIAraromux
($akTOpoB, KOTOpHIE 3HAYWUTEIHHO YBEIMYMBAIOT PHUCK pa3BUTHS OSTOro 3aboneBaHus. YeTko
JIOKa3aHHas CBSI3b MOHM3UPYIOLIEH pagualuu IMpU B3pbIBE aTOMHOW OOMOBI, a Takke XUMHO- U
paguoTEPANMK MO MOBOAY APYTMX OIYXOJEH C MOBBILIEHHBIM PUCKOM BO3HUKHOBeHHMs OJI 3actaBmiia
M3YYHUTh JPYTHe€ BO3MOXKHBIC JIEWKEeMOTeHHbIe (aKTOpbl (HU3KHE 03Bl paguallii, XUMUYECKHE
BELIECTBA, KypEHHE, DIIEKTPOMArHUTHBIE BOJHBI). JlOKa3aHO, YTO MEXAy KypeHHMEM U PHUCKOM
pazsutust OJI cymiecTByeT /1030Basi 3aBUCUMOCTb, KOTOpasi 0COOCHHO OYeBHAHA AJis Jul crapuie 60
net. Paa wuccienoBareneil npeamnonararoT, yto okoso 20 % cirywaeB OMJI sSBISIFOTCSL ClieICTBUEM
KypeHMs. beH30n npu [IATENbHOM BO3ACHMCTBMHA HA OPraHU3M YEJIOBEKA JAE€T JIEMKEMOTECHHBIN
a¢dexT, HO MPU HEOONMBIINX KOHLIEHTPALUAX 3TOTO BEIIECTBA, C KOTOPHIMU Yallle BCETO CTATKUBAIOTCS
JIIOAU HA MPOMU3BOACTBE, HE JI0KA3aHA B3aUMOCBS3b C MOBBILIEHHBIM PUCKOM BO3HUKHOBeHUs OMJIL
[Ipn u3ydeHur NOCTOSIHHOTO BO3ACHCTBUS MAJIBIX J103 PAJUAllU MTOKA HE MOJIYYEHO JI0KA3aTeNbCTB B
H0JIb3y yBeNu4eHus yacToThl 3a0oneBaeMoctu OJI. BriepBbie B3auMOCBSI3b MEXIY MPEIIIECTBYIOMIEH
XT, nmydeBbIM JICUEHUEM KaKUX-TUOO APYTUX OIyXOJIEBBIX 3a00J€BaHUN U YBEJIWYEHHBIM PUCKOM
pasButus OMJI Obuta OTMEUYEHA y TAIMEHTOB, U3JICYEHHBIX OT JMMGOMBbI XOKKUHA. JloKa3aHo, 9TO
HE CTOJIbKO KyMYJISITUBHAs J103a, CKOJBKO HHTEHCHUBHOCTH JO30BOTO BO3JEHUCTBUS OOYCIOBIIMBACT
noBbllIeHHEe yacToThl 3a0oneBaemoct OMIJIL. Puck passutus Bropuunoro OMJI nHauboiiee BBICOK B
nepuox ot 2 no 9 ner mocne 3aBepuieHus npeauectByromein XT. B 85 % cinydaeB BTOoprnuHbIE
JIEWKO3bl BOHUKAIOT B CpOKHU a0 10 jmeT oT okoHyaHus jgedeHus [1,2]. tuonorus u cnenupudecKie

(baKTOpI)I, IMPUBOAAIINUE K PASBUTHUIO BTOPUYHBIX MUCIIONIHBIX OHYXOJ'IGI\/JI, IMMOJIHOCTBIO HE M3YYCHBI. B



NaTOTe€HE3 BOBJICUEHbl MHOTME T'€HETHYECKHE IMyTH M KOOINepaTuBHbIE MyTanuu. Bropuunsie OMJI,
acCOLIMMPOBAaHHbIE € NPUMEHEHUEM AJKWIMPYIOIMIMX MpernaparoB, dYacTo JAeOITUPYIOT ¢
Muenoguciuiactuueckum cuaapomom (MJIC) ¢ MoHOCOMUEH UITM YACTHUYHOM JAelieliueid XpoMOCoM 5 1
7. Otor Tim OMJI BO3HHUKA€T OTHOCHUTENIBHO IMO3[HO, B CPEIHEM 4epe3 5—7 JIeT MOcJe JEUYCHHs
nepBuyHor omyxonu. B Ilpunoxenun A3.6 mnpuBeaeHa XapakTepucTuka BTOpUYHBIX OMUJI,

aCCOLIMMPOBAHHBIX C IPUMEHEHHUEM UHTHOUTOPOB Toron3zomepassl 11 v ankuimpyommux areHTos.

1.3. Dnugemuosiorus 3a001eBaHusl WJIH COCTOSIHUS (TPyNIbI 3a00/1eBAHUN WU
COCTOSTHU M)

Cunraercs, uto OMJI 3a6oneBator B cpegneM 3—5 yenosek Ha 100 Toic. Hacenenus B roa. [lpu stom
3a00J1€BaeMOCTh PE3KO BO3pacTaeT B Bo3pacTe crapiie 60 net u cocraBiser 12—13 cmydaeB nHa 100
TBIC. HACEJICHMsI y JIHI] B Bo3pacte cTtapiie 80 jgeT. Menuana Bo3pacta 3TOro 3a00JeBaHUs COCTABIISACT
65 ner. Ilpu umcnenHoctu Hacenenuss 140 muH xutened B Poccum pacueTHbI TMOKa3arelb
3a0oneBaemoctH (1o AaHHBIM EBpomneiickux u AMEpUKaHCKHX HCCIIEI0BaTeNe) JOMKEH COCTABIISTh

OKOJIO 5 ThIC. 3a001eBmHX [3].

[To pesynbraraM perucTpaliMOHHOIO MCCIIEIOBAHMSI, BBIIIOJIHEHHOIO POCCUMCKOM MCCIIEN0BATENbCKON
rpynmnoid no wm3yuenuro OJI B psge pernoHoB Poccum, Menmana Bo3pacta auarHoctuku OMIJI
coctaBiseT 53 roma, yto Oonee yem Ha 10 JeT MeHbIe, 4eM B 3alaJHbIX CTpaHaxX. DTH MOKa3aTellu
CBUJIETENBCTBYIOT KaK O HeJOCTaTouHOW nauarHoctuke OMJI y manumeHToB crapiieil BO3pacTHOU
IpyNIbl, TAK U O MEHBLIEH MPOJOKUTEILHOCTH )KM3HU HACEIeHUs B Hallell crpane. 3a0051eBaeMOCTb,
M0 JIaHHBIM PErUCTPAlMOHHOIO HCcleoBaHus, cocraBuina 1,32 ciaydas Ha 100 ThIC. B3pOcCioro
HaceneHusi. I Hecmorps Ha To uyto OMJI oTHOCAT K OpdaHHBIM 3a00JEBaHUSIM, COIUAIbHAS
3HAYUMOCTh JICUEHHS H3TOr0 CaMOro TPO3HOrO 3a00JEBaHUS CHCTEMbl KPOBH  OIPEIEIISET
HEOOXOIMMOCTh OpTraHM3alMU aJEeKBAaTHOM CIEIHUATM3UPOBAHHON MOMOIIHM, MPelyCcMaTprBaOIIeH
B3aMMOJICHICTBME MHOTHUX MEIUIIMHCKUX IUCIUIUINH, COBOKYMHOCTh KIMHMYECKHUX, JTAOOPATOPHBIX,
MHCTPYMEHTAJbHBIX M HAYyYHBIX HCCIEJIOBAaHUI, MPEEMCTBEHHOCTh CTAI[MOHAPHON M amOynaTopHOU

nomoutu [ 1,2].

1.4.0c00eHHOCTH KOAUPOBAHUA 3200/IeBAHUSA UJIM COCTOSIHUS (IPYyIIIbI
3a00J1eBaHU i WJIN COCTOAHMIT) 110 MeKIYHAPOAHOM CTATUCTHYECKOM
kiaaccupurkanum 00Jie3Hed U MPo0JIeM, CBI3AHHBIX CO 310POBbEM

C92.0 - Octpblii MUETOUIHBIN JEHKO3
Hckirouenue: 000CcTpeHNE XPOHUUECKOTO MUEIOUIHOTO Jietiko3a (C92.1)
(C92.3 - Muenounanas capkoma (XJIOpoMa, TpaHyJI0LUTapHAs CapKoMa)

C92.5 - Octpblii MUETOMOHOLIMTAPHBIN JIEUKO3



C92.6 - Octpelit MUenOUAHBIN Jieiiko3 ¢ 11q23-anomanueit

C92.7 - Jlpyroit MUETIOUTHBIN JIEUKO3

(C92.8 - Octpast MmuenouiHast JISMKEMUs ¢ MYJIbTUJIMHEHHON UCTIa3uen
C92.9 - MuenouaHsbIil JIEMKO3 HEYTOUHEHHBIH

C93.0 - OcTppblil MOHOLUTAPHBIN JEIKO3

C94.0 - Octpas >puTpeMus U SPUTPOIEHKO3

C94.2 - Octpelit MerakapuoOIacTHBIN JIEHKO3

1.5. Knaccupuxanus 3a001eBaHUS MJIHA COCTOSIHMS (TPYNIbI 3a00/1eBAHUH MJIU
COCTOSIHMH)

Huarno3 OMJI ycranaBnuBaroT Ipu 0OHApYyK€HUU B KOCTHOM Mo3re 20 % OacTHBIX KJIETOK U Oolee

(metanpHEE CM. Janee).

IlepeyeHbr BapMAHTOB OCTPOr0 MHMEJOUAHOIO JIeHKO03a W JPYrHX OILYX0JeH ¢ MHUEJOUTHOU
nuddepenunnposkoii (Bcemupuas opranuzanus 3apasooxpanenus (BO3), 2016) [4,5]

Knaccuduxamus Becemupnoit opranuzanuu 3apaBooxpanenus (BO3) (2016) moapazaensier Bce OMIJI,
OCHOBBIBASICh HA MX IUTOTEHETHMYECKUX U MOJEKYJISIPHO-TEHETUYECKUX OCOOCHHOCTSIX, 1 UMEHHO 3TU

0COOEHHOCTH (HOPMUPYIOT KITMHUKO-TIATOJIOTUYECKUE TPYIITIHL:

o OMII ¢ ycmoituugo 8viA611eMblMU 2EHEMUYECKUMU AHOMATIUAMU
OMIJI ¢ t(8;21)(q22;q22); RUNXI-RUNXITI

OMJI ¢ inv(16)(p13.1922) nmm t(16;16)(p13.1;922); CBFB-MYH11
OcTpsiii mpoMuenouuTapHsblii neikos ¢ t(15;17)(q22;q12); PML-RARA
OMIJI ¢ t(9;11)(p22;923); MLLT3-MLL

OMII ¢ t(6;9)(p23;q934); DEK-NUP214

OMUJI ¢ inv(3)(q21926.2) unm t(3;3)(q21;926.2); RPNI1-EVII

OMUJI (merakapuobmnactabiit) ¢ t(1;22)(p13;q13); RBM15-MKL1

OMJI ¢ BCR/ABLI*

o OMII c cennvimu mymayuamu™:



OMIJI ¢ myTupoBanHbIM renom NPM [*
OMUJI ¢ 6uamnensHo# myTanueit rena CEBPA™
OMUJI ¢ myTupoBaHHbIM TeHOM RUNXT*

o OMJI ¢ uszmeneHuaMU, CEAZAHHBIMU C MUETOOUCHAA3UECH
o Muenououvle neonnasuu, césazannvle ¢ npeoutecmeayrouiei XT

o OMIJI, no-opyzomy ne cneyuguyuposannwvie (NOS)

OcTpbIit MUETO0IACTHBIN JICHKO3 ¢ MUHUMATBHOU Tr(depeHIIPOBKON

OcTpblii MUEnO0NIAaCTHBIN JIEUKO3 0€3 co3peBaHus

OcTpbliii MUETO0TACTHBIN JIEMKO3 ¢ CO3pEBAHUEM

OcTpblii MUETTOMOHOOIACTHBIN JIEHKO3

OcTpblit MOHOOJIACTHBIA/MOHOLIUTAPHBIH JIEHKO3

OcTpplil 5pUTPOMHUEITO3

Octpblit Merakapruo0OJacTHBIN JIEHKO3

OcTpsrit eiiko3 u3 6azoduios

OcTpblii TaHMHUENO03 C MUENIO(GUOPO30M (CHHOHUM: OCTPBIi MHenopuOpo3, OCTPbIA MUETIOCKIIEPO3)

e Muenouonas capxoma (CUHOHUM: JKCTpaMenyJUISIpHAs MUETOWHAS OMYXOJb, T'PaHYIOIUTapHAs
capkoMa, XJ0poma)

e Muenouonvie onyxonu, cesazannvle ¢ cunopomom /layna

TpaH3uUTOpHBI aHOMAaJbHBIH MHEIONO033 (CHMHOHHUM: TPAH3UTOPHOE MHUEIOMPOIrdepaTUBHOC
3aboneBanue (MII3))

MuenonHbIN TEUKO03, CBA3aHHBIN ¢ CUHIPOMOM JlayHa

o Ol’lyXOJZb us mawwauumouaﬂblx deHOpumelx Ki1emok

o Ocmpule neliko3bl HeonpeoenleHHOU TUHUU Ouppepenyuposku

OcTtpsiii Heaud hepeHITMPOBAHHBIHN JICUKO3

Octpsiii neiiko3 cmemannoro ¢penorumna (OJICD) ¢ 1(9;22)(q34;q11.2); BCR-ABLI
OJIC® c t(v;11q23.3); peapanxupoBka rena KMT2A (panee — MLL)

OJIC®D, B/muenounnsiii, NOS

OJICD, T/muenongusiii, NOS



OJIC® NOS*
OJI neonpenenennoit muuun nuddepenunposku NOS*
*Hoeuvle epynnvi, 66edennble 8 kraccugpuxayuro BO3 6 2016 2.

BCR-ABLI-no3utuBHeii OJI mMoxer ObiTh auarHoctupoBan kak OJICO, HO Tepamusi MalueHTaM C
3TUM BapHAaHTOM MPOBOAMUTCSA MO mporpamMmmam JjedeHuss BCR-ABLI-I03UTUBHOTO OCTPOTO

nuM@o0IacTHOTO JIeHKo3a.

[Toarpymma «OMJI ¢ yCTOWYHMBO BBIABISIEMBIMH XPOMOCOMHBIMH aHOMAIMSIMI» OOBCIHHSET

HecKoIbKo BapruanToB OMUJI:

e OMIJI ¢ t(8;21)(q22;922); RUNXI-RUNXITI;

e OMIJI ¢ inv(16)(p13.1922) umm t(16;16)(p13.1;922); CBFB-MYHII (Tipu BBISIBICHUH yKa3aHHBIX
XPOMOCOMHBIX IEPECTPOEK, HECMOTPS Ha YMCIIO OJACTHBIX KJIETOK B IYHKTAaTe€ KOCTHOIO MO3ra,
BCer/a ycTaHaBiauBarT quarno3 OMIJI) ;

e Octpsiii mpomuenonuTapHbiid seiko3 ¢ t(15;17)(q22;q12); PML-RARA; tpancnokauuu RARA c
JIPYTUMH TapTHEPAMH BBIACISIIOTCS B oTAenbHble GopMbl OMJI, mHampumep OMII c t(11;17)
(q923;q12); ZBTB16-RARA; OMJI ¢ t(11;17)(q13; ql2); NUMAI-RARA; OMIJI ¢ t(5;17)(q35:q12);
NPMI-RARA; OMJI ¢ STATSBRARA.

Panee Boigensiemast kareropust «OMJI ¢ anomanusimu 11923 (MLL)» Obuia nepeBeieHa B KaTETOPHUIO
«OMJI ¢ t(9;11)(p22;q923); MLLT3-MLL». Jlpyrue TpaHCIOKAlMKU, OTIWYAIOLUIUMECS OT TeX, YTO
BKutouator MLLT3, nomkHbl OBITH OTAENBHO YyKa3aHbl B aAuarHose, Hampumep OMIL c t(6;11)
(927;923); MLLT4-MLL; OMJI ¢ t(11;19)(q23;p13.3); MLLMLLTI; OMJI ¢ t(11;19)(q23;p13.1); MLL-
ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL.

boutn BeIeI€HBI 3 HOBBIX MOATPYIIBI:

e OMJI ¢ t(6;9)(p23;q34); DEK-NUP214,
e OMJI ¢ inv(3)(q21926.2) nmm t(3;3)(q21; q26.2); RPNI-EVII;
o OMIJI (merakapuobnactuseiii) ¢ t(1;22)(p13;q13); RBM15-MKL1, penxuii Bapuant OJI, HanGomnee

4acTO IUAarHOCTUPYEMBIN Y JETEH.
VY namuentoB OMJI ¢ HOpMaIbHBIM KAPUOTUIIOM OBLITH BBIECIEHBI 2 HOBBIC KATETOPHH:

e OMJI c¢ wmyrtupoBanuHbiM reHoM NPMI (Hykineopo3muH (saepHsiii  ¢gocdonporenn B23,
HYMAaTpUH)),

e OMJI ¢ wmytupoBanHbiIM TeHOM CEBPA (Genok, cs3eiBatonuii suxancep CCAAT anbda
(CCAAT/enhancer binding protein (C/EBP) alpha)). HakannuBaercst Bce 6ombliie 10Ka3aTeabCTB B
MOJIb3Y TOTO, YTO 3THU MYTallMU OIpPENeNsioT HapylieHus AUPGEepeHIUPOBKH FeMOMOITHYECKUX

KJICTOK, 1 OTHOCATCA K TaK Ha3bIBACMbIM MYTallUAM 2-TO KJ1acca.

Myrtauuun B reHe fms-cBa3aHHOM Tupo3uHkuHa3bl 3 (fms-related tyrosine kinase, FLT3)

oOHapyxuBalT pu MHOTUX BapuaHTtax OMJI, m Ux OTHOCAT K MyTarusM 1-ro Kjacca, T. €. K TeM,



KOTOPBIE OMPEIEISIIOT MPEUMYIIECTBO OIYyXOJIEBBIX KIETOK B Mponudepanud /Wi BbDKUBAHHH.
OMJI ¢ myTtanusimu FLT3 He BBIIEISIOTCS B OTACIBHYIO KaTETOPHIO, OJTHAKO HEOOXOIUMO OIPEACIISITh
9TU MYTallU¥, TaK KaK OHHU HMMEIOT MPOTHOCTUYECKYIO 3HAUMMOCTh. PEKOMEHIyeTCsi HE TOJIbKO
onpenensatb Hanmuuue FLT3-ITD, HO W omnpenensiTh, TaKk HA3bIBAEMOE AJJIEIBHOE COOTHOLIEHUE,
KOTOPO€ XapakTEpPU3yeT OO0bEeM ONyXoJih. AJUIEIbHOE COOTHOUIEHHWE CUMTAETCS BBICOKUM MIPHU
3HaueHHsIX >0,5 u Hu3kuM — npu 3HadeHusx <0,5. [IporHocTHyecKyr 3HaYMMOCTh UMEKOT BBICOKHE

3HA4YCHUA.

Panee Bbiensemas noarpynna «OMJI ¢ MynbTUIMHEWHOW nuciuiazuei» B kinaccupukanuu BO3
(2016) ompenensiercst kak «OMJI ¢ U3MEeHEHHsIMU, CBI3aHHBIMU ¢ Muenonuciuiazueiny. OMJI moryT

OTHOCUTHCS K Kareropuu «OMJI ¢ u3MeHEeHUsIMU, CBSI3aHHBIMU C MUEJIOAUCILIA3UEe», €CIu:

e 20 % OmacTHBIX KJIETOK B KOCTHOM MO3T€ WK NepUPeprUuecKoil KPOBH;

e cymecTByeT npeamectpyromas uctopusd MJIC wnu nuaoro MII3;

e CYIIECTBYIOT IIUTOTCHETHUECKUE aHOMAJIUH, ACCOIMUPOBAHHBIC C MUETOAUCILIA3UEH:

e KOMIUIEKCHBIM KapuoTHuI (3 XpOMOCOMHBIX aHOMAJIMU U Oosiee);

» HecOanaHcpoBaHHble nepectpoiiku: -7 win del(7q); -5 wmm del(5q); 1(17q) wnu t(17p); -13 wiun
del(13q); del(11q); del(12p) wmm t(12p); del(9q); idic(X)(q13);

o cOamancupoBaHHBIC TepecTpoiiku (Tpanciokamuu): t(11;16)(q23;p13.3); t(3;21)(q26.2;q22.1);
t(1;3)(p36.3;921.1); #(2;11)(p21;923); t(5;12)(q33;p12); t(5;7)(q33;q11.2); ¢(5;17)(q33;p13); 1(5;10)
(933;921); t(3;5)(925;q34).

e MYJIBTUIUHEHHAS AUCTIA3HS;

e OTCYTCTBYIOT «YCTOWYHMBO BBISIBIISIEMbIE XPOMOCOMHBIE aHOMAJTHI;

e panee He nmpoBoawiack XT 1o moBoay Apyroro 3ad00neBaHUs.

OCTpLIﬁ MUEIOUTHBIN HGfIKOS, KaK ApPpYyru€ MHUCIJIIOMAHBIC OITYXOJIM, BO3HHUKIOHWC BCJICIACTBUC PAHEC

nposoaumoi XT mo nmoBony Apyrux 3adosieBaHui, B oTaenbHy0 Gopmy OMIJI He BbInEnsIOTCS.
IIpornocruuyeckune GpaxkTopsl
[Ipornoctuueckue HpakTopsl MOTYT OBITH MOJIPa3/esICHbl HA 2 OCHOBHBIE IPYIIIHI [6]:

l-s1 rpynna — ¢akTopbl, OCHOBAHHbIE Ha XapaKTepUCTHKaX MallMeHTa U COCTOSHUU €ro OOIIEero

3I0pOBbS;

2-1 tpynma — (akTopbl, OOyCIOBICHHBIC OMOJOTHYECKUMU XapaKTEPUCTHKAMHU JIEHKEMUYECKOTO

KJIOHA;

3-a rpymia, OTMCUCHHAsA B 3TOU TJ1IaBC, SABJIACTCA HE 0O0BEKTUBHBIM KpUTCPUCM, A CY6T>€KTI/IBHBIM, HO
HCKIIOYUTCIbHO MNPUHIOUIIHAJIbHBIM Q)aKTOpOM, 0COOEHHO B YCIIOBUAX Poccun — AJICKBATHOCTDH

npoBoauMon XT.

(I)aKTOpLI Iporuo3a, CBA3AHHLIC C MAINUCHTOM. BOSpaCT SABIIACTCA OOAHUM M3 YHHUBCPCAJIbHBIX,
HC3aBUCHUMBIX U YCTOﬁqHBLIX q)aKTOpOB IIpOTrHO34a. I[onrocpquHe PE3YIbTAThI JICUCHH ITAIUCHTOB C

OMUJI B Bo3pacte crapiie 60 JeT B LEIOM 3HAYUTEIBHO XYK€ I10 CPABHEHUIO C TAKOBBIMM Yy ITAIIUEHTOB



MoJioxke 60 setr. DaKTUUECKH COIOCTaBUMBIMHU € PE3YIbTATaAMU y MALIUEHTOB MOJIOKE 60 JIeT SABISIOTCS
TAKOBbIE Y MAIMEHTOB B Bo3pacTe 60—65 5eT, eciin UM IPOBOJAT TEPANHUIO 110 IPOTOKOJIAM JIEUEHUS,

MPUHATHIM y 00J1€€ MOJIOBIX.

310 00YyCIOBIEHO KAK MUHUMYM JIByMsI IPUYUHAMH. BO-1IepBbIX, YBEITNUEHUEM C BO3PACTOM YaCTOThI
HEONaronpusITHBIX LIUTOIN€HETUYECKUX IOJIOMOK: OTMEYAETCsl MOCTENEHHOE HapacTaHHWE CIy4daeB C
HecOaTaHCUPOBAHHBIMU ~ XPOMOCOMHBIMU  abeppaiusiMd, C KOMIUIEKCHBIM ¥ MOHOCOMHBIM
kapuoturioM. OJHOBPEMEHHO C OTHUM CHIDKAeTCAd YacToTa OOHapyKeHHsS COaJlaHCUPOBAaHHBIX
abeppainuii, BKJIIOYas Takuhe OJaronpusTHbIE BapuaHThl, Kak TpaHciaokauuu t(8;21), t(15;17) u
uHBepcus 16-it xpomocomsl inv(16). He uckimtoueno, 4to 1aHHbIN (peHOMEH MOXKET ObITh 00YCIOBIIEH
TE€M, 4YTO C BO3PAcCTOM yBEJIMYMBAETCS 4yacTtoTa Bo3HMKHOBeHHUss OMIJI u3 mpemmectBytomero MJIC.
Jpyroil mpu3HaK, KOTOPBIA OIpenessieT OTPULIATENIbHOE BIIMAHME BO3pacTa Ha mnporno3 OMIIL, —
NPUCOEUHEHUE COMYTCTBYIOLIMX 3a00JIEBAHUM, HAJIMYUE KOTOPBIX MPHU MPOYMX PABHBIX YCIOBHUSX
OIpeNeNsieT 3HAYUTENbHOE YXYIIIEHHE OO0IEeCOMATUYECKOro CTaTyca MO0 CPAaBHEHHUIO C MOJOJbIMU

[narnueHTaMu.

dakTopbl NPOrHO3a, cBA3aHHbIE ¢ 3a00eBanneM (OMJI). dakTopsl, cBA3aHHBIE ¢ 3a00I€BaHUEM U
BIMAIONIME HA pPe3yJabTaTbl TEPANHM, CIEAyeT AaHAIM3UPOBaTh Ha BCEX OJTalax JE4YeHUs. ITO
0OyCJIOBJICHO TE€M, 4YTO JIEHKO3aCCOMUPOBaHHbIE (DaKTOPhI MPOTHO3a MO3BOJSIOT OLIEHUTH 00BEM
OITyXOJIEBOM MAacChl, UYyBCTBUTEJIbHOCTb OJACTHBIX KJIETOK K IPOTHMBOOITYXOJIEBBIM IIpernaparam,

CKOPOCThH DJTMMHUHAITUY JICHKEeMHIECKUX KJIeTOK 1 00beM MOB.

[Ipexxne Bcero, HEOOXOAMMO YUYWUTHIBATH TaKHE BIOJHE JOCTYIMHBIE KIMHHKO-TEMAaTOIOTUYECKUE
napameTpbl, aCCOLIMUPOBaHHbIE ¢ HebmaronpusaTHeIM Teuennem OMJI, kak neiikouuros >100 10%/x,

Henoctmwkenue [P mociie mepBoro HHAYKIIMOHHOTO Kypca.

OpauuM U3 BaxXHEWIIUX (PAKTOpPOB MPOrHo3a, compsbkeHHbIX ¢ OMIJI,  sBiserca KapuOTHI
JeHKeMUYEeCKHUX KIeToK. MccnenoBanne kapuoTuna HeoOX0IMMO MTPOBOAUTH B 00SI3aTEIbHOM MOPSIJIKE
BCEM MarueHTaMm ¢ nogo3peHueM Ha OMJI. J[aHHBbIE HUTOTE€HETUYECKOTO HMCCIIEIOBAHUS MO3BOJISIOT
Bepuduuupoats OMJI B ciydasix, Korja NPUHIUIHAIBHBIM SBISETCS HE KOJIWYECTBO ONACTHBIX
KJIeToK (MeHblne uian Oosbiie 20 %), a 0OHapyKeHHEe XapaKTepHBIX XPOMOCOMHBIX abeppaiuii. Peun
uaetT, B gactHocTH, o Tak Ha3eiBaeMoM CBF (Core Binding Factor) OMJI, koTophiii oObeaWHSET
ciaydau ¢ TpaHciokanuen t(8;21) u mHBepcueit inv(16), HE3aBUCUMO OT OTCYTCTBHSI WJIM HAJIUYHUS

JOTIOJTHUTENIbHBIX XPOMOCOMHBIX a0eppaluil.

[Tomumo 3TOTO, HA OCHOBAHUM M3YUYEHUS KapUOTHUIA TIPEICTABISETCS BOSMOKHBIM CTPAaTU(UIIIPOBATH
naruienToB ¢ OMJI Ha 3 OCHOBHBIE TPYIIIBL: OIArOMPHUITHOTO, MPOMEKYTOUHOTO U HEOIArONPUATHOTO
nporuo3a (cm. Ilpunoxkenue I'l). Ilogpaznenenue mampenToB OMJI Ha 3TH TPyIIIBI 1I€IE€CO00PA3HO C
TOYKU 3PEHHS BBIOOPA TAKTUKHU MMOCTPEMUCCUOHHON T€pANUu: MPUMEHEHNE IUTapaduHa™** B BHICOKHX
no3ax, ucnonbszoBanue amnoreHHo TI'CK (amno-TI'CK). B mocnennee Bpems psifi POCCUICKHX U
aMEPUKAaHCKUX HKCIEPTOB MAalMEHTaM C HEOIaronpusiTHBIMM aHOMAaJUsIMU KAapUOTHUIA BOOOIE HE
peKoMeHAYyIOT cTraHaapTHyto XT BciaeacTBue ee HHU3KOM 3(PGEKTHBHOCTH, a TMpeiararoT HWHbBIC

HU3KO/I03HbIC U TApPTreTHBIC BO3EUCTBUS C 1-ro Kypca unaykuuu [7].



CrnenyeT OTMETHTh, UTO Yy MOJOBHHBI ManueHToB ¢ OMJI ompenensieTcs HOpMalbHBIM KapHUOTHUII
JEUKEMUYECKUX KJIETOK. DTO MOXET CIYKUTh OCHOBAHMEM B psA€ CIy4yaeB Jid IPOBEICHUS
uccienoBanus (ayopecuentHoi in situ rudpuauzanuu (FISH) wnm MonexymsipHO-TeHeTHYeCKUX
WCCJICNOBAaHMNA B IEJSIX TIOMCKA OTACIBHBIX XUMEPHBIX TEHOB WM TIOJOMOK KapuOTHIIA,
aCCOLIMUPOBAHHBIX C OMNPEIENIEHHBIM KIMHUKO-reMaTonorndeckuM (enorurnom OMJI u mporsosom:
RUNXI-RUNXITI (t(8;21)), CBFB-MYHI1 (inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)),
DEK-NUP214, MmoHOCOMUY 5, 7, MHBEPCUHU XPOMOCOMBI 3 U psijia IPyTHX.

Bmecte ¢ TeM, HEOOXOAUMBIM SIBIISIETCSI U MOUCK y nauueHToB ¢ OMJI ¢ HOpMaJIbHBIM KapUOTHIIOM
MYTalMid OTHAEIbHBIX I€HOB C YCTAHOBJICHHBIM IPOTHOCTUYECKHUM IIOTEHIMAIOM. MOJEKYJISpHO-
reHernueckas crparudukamus nanreHtoB ¢ OMJI Ha rpynnsl pucka npeactanieHa B [Ipuiioxkennu
I'1.

dDakTOpbI NPOrHO3a, cBsA3aHHbIe ¢ HeaaekBaTHON X'T. B Poccun, k coxxkanenuro, CylmecTByeT Takou
dakTop HEOIArOMPUATHOTO MPOTHO3a, KAK HEANEKBATHOE IMTOCTATHYECKOE BO3ACUCTBHE B MEPUOI
UHAYKIUU/KOHCONUAAUUU  (YMEHBIIEHUE pPacueTHbIX J03 LMTOCTAaTUYECKUX IPErnaparoB U
3HAYUTENIbHOE YAJMHEHNE UHTEPBAJIOB MEXK]ly KypcaMu), WM HeaJleKBaTHasl MpeAJiedeHHOCTh. Eile B
Havyase 1970-x romoB, Ha nepBbix dTanax craHoBieHus XT OMIJI ameprKkaHCKUMU UCCIEA0BATEIISIMU
ObUIO J0Ka3aHO, 4YTO 3((EKTUBHOCTh MPOrPaMMbl «5 + 2)» CTaTUCTUYECKH 3HAYMMO XYK€, 4YeM
nporpammsl «7 + 3». bonee 20 neT Ha3aa B pOCCUMCKUX MCCIIENOBAHUAX ObUIO MPOJEMOHCTPUPOBAHO,
YTO yMEHBIICHHE 103 aHTPALUKIMHOB W IuTapabuHa** B kiaccuyeckoil mporpamme «7 + 3»

MIPUBOJUT K CYIIECTBEHHOMY YXYIIIECHHUIO MTOKa3aTesei oomei u 6e3penuanBHOM BebKUBaeMocTH [ 1].

B Ttex cutyauusx, Korga HUTOTEHETHYECKOE W/WIIM MOJIEKYJSIPHOE HCCIIEI0BAaHHUE HE BBIIOJIHEHO,
ONpEeNEeNuTh TPYNIy pUCKa Yy TMaUUMEeHTa HE NPEACTaBIsSeTCcs BO3MOXKHBIM. OJHAKO MOYXHO
OpPUEHTUPOBATHCA HA «CUHTETUYECKUE» (0OBEINHSAIOIINE MOJIEKYIISIPHO-TEHETUYECKHUE U KIMHUYECKUE
npuszHaku OMJI) pexkomeHaay €BpONEeCKUX IKCIEPTOB, KOTOPbIE MOAPA3IACISIIOT MAallMeHTOB HA 2
OCHOBHBI€ TPYIIbI: OJArONPUATHOTO W HEONArONMPUATHOTO MPOTHO3a. OTH PEKOMEHAAINH C
N00aBIEHUSMHU OT POCCUNUCKUX KCTIepToB mpeacTaBieHbl B [lpuioxennu I'2 [1,2,7,8]. Tem He MeHee
XOTEJOCh OBl MOMYEPKHYTh, YTO 0€3 MOJEKYJISIPHO-T€HETUYECKUX HCCIICOBAHUM, BBIMOIHEHHBIX B

neb6rore 3aboeBanusi, coppemenHoe jeuenne OMJII HeBO3ZMOXKHO.

1.6. Knunuveckasi kKapTrHa 3a00/1eBAaHUS UJIM COCTOSIHUS (TPYyIIIbI
3200J1eBAHUM WM COCTOSTHUIA)

B OCHOBHOM KJIMHHYECKHE INPOSBICHUS CBA3aHbl C 3aMEIICHMEM HOPMAJIbHOM I'€MOIIOATHYECKOU
TKaHU OITyXOJIEBBIMU KJIETKaMHU (aHEMHs, TPOMOOLUTONEHUs, TPAHYIOLUTONEHUSA), UHPUIbTpaLuei
UMH Pa3jMYHBIX OPraHOB M MPOAYKLUMEH pa3NIu4HbIX UUTOKMHOB [9]. [lebror OMIJI MoxeT OBITH
OCTPBIM CO 3HAYUTEIbHBIM IOBBIIIEHUEM TEMIIEpPATyphbl Tela, PE3KOH CIab0CThIO, MHTOKCHKAIUEH,
KpPOBOTOYMBOCTBIO, TSKENbIMU HMHMeKuMsIMH. OIHAKO HEPEIAKO IUMAarHo3 YCTAaHABIMBAIOT CIIy4ailHO
pyu NpoPHUIAKTUYECKOM OCMOTPE MM B CiIy4yae FOCHHUTAIU3ALUU MO JPYyroil mpuyuHe. Y MOKUIbIX
MAllMEHTOB HEPEAKO Ha ()OHE aHEeMM3AllUU MOSABISETCS MM YCYTyOsieTcsl CTEHOKapaus, BO3HUKAIOT

HapYyLIECHUs] PUTMA, B CBA3U C YEM UX I'OCIUTAINU3UPYIOT B KAPAUOJIOTUUECKOE OTICIICHUE.



[Ipu oObekTHBHOM 00CTIETOBAaHUM MOXKET HE HAOMIOAAThCsl HUKAKUX CUMITOMOB. HO TOBONIBEHO YacTo
BBISIBJISIETCS yBEJIMUEHUE NTepUPeprUuecKuX JIUM(PaTUIeCKUX y3J10B, IEYEHH, CENE3EHKH (UYTO Hanbosee
XapaKTepHO JUIsi MUEJIOMOHO- U MOHOOJACTHOTO JIEWKO3a), TUNIEPIUIa3us JIeceH (IpU MUEIOMOHO- U
MOHOOJIACTHBIX BapUaHTax), MHOUIBTpaKs KoK (TP MHUETIOMOHO- U MOHOOJIACTHBIX BapHaHTaX),
reMOpparuyeckuii CHHAPOM PA3IUYHON CTENEHH TSKECTH (OT MeTEXHAIbHBIX BBICHITAHUH IO TSKETBIX
KpOBOTEUYEHUI), O0JIN B KOCTSIX, apTPAJITUU, HEBPOJIOTUYECKAs] CUMIITOMATHKA (MEHUHT€aIbHbIE 3HAKU
— TONIOBHasg O0Jib, PUTHAHOCTH 3aTbUIOYHBIX MBI, cUMIOTOM KepHura, mnape3 JHUIEBOTO,
I71a30/IBUTATEIbHOTO M JAPYTUX HEPBOB, Mape3bl HIDKHUX KOHEUHOCTEH M T.Ja.). B aHanmm3ax kpoBu
MOTYT OBbITh HecneuuuyecKkue HU3MEHEHHsS: TPEXPOCTKOBAs IUTOINEHUS WU aHEMUs, WIU TOJBKO
JIEUKOTICHUSI WM JIEMKOIIUTO3, WK TpoMOOUUTONEHUsl. biiacTHbIe KJIETKU MOTYT HE OMNPEIENsSIThCS B
aHanu3e nepudepuuecKkor KpoBU M, HA000pOT, coctaBiaTh 90-95 % Bcex melikonuToB. KommaecTso
NefKOIMTOB TaKxke BapbupyeT oT Meree 1,0 10 200-300 * 10%/n. Ipumepro B 15 % ciyuaes B gebrote

3a00seBaHusl onpeaensercs Jerkonuros >100 10%/m.

Huddepennmansaas muarHoctuka OMJII mpocTta, MOCKONIBKY, €Clu €CThb €ro Mop(oJIOrH4ecKoe
NoTBEprKIeHNe (OJIacTHBIE KJIETKH B ITyHKTATEe W/WIU B eprudeprudeckoil KpOBH), TUarHO3 OUYCBHJICH.
TpyaHOCTH BO3HHKAIOT Ha TIEPBBIX dTamax — MPU aHaM3e Ma3KoB IMepuepruIecKOl KPOBH, KOTa
OJaCTHBIX KJIETOK HET. YBEJIMUCHUE YUCIIA JCHUKOIIUTOB CO CABUTOM (DOPMYJIBI BICBO MPU PA3TUIHBIX
WH(MEKIIMOHHBIX TPOIECcax, a TakKe TPOMOOIIMTOINICHUS, aHEMHsI M TEMOPPAaru4eCKuii CUHIPOM TMPHU
TSOKEJIBIX MH(EKIUSAX M CEICHCEe MOTYT BbI3bIBaTh COMHEHUs B aumarHo3e OJI, HO B Takux cCiydasx
HUKOTJIa HEe OOHApPYKMBAIOTCS TUIMUYHBIC OnacTHbIC KieTku. Hepenko Tpebyercs nuddepeHnnanpHas
JMAarHOCTHKA ¢ MH(PEKITMOHHBIM MOHOHYKJICO30M W HEKOTOPBIMH JPYTHMMHU BUPYCHBIMU HH(EKIUSIMHU,
TeM Ooyiee 4YTO KIMHHWYECKAash CHMITOMAaTHKa (MOBBIIMICHHE TEMIEpaTypbl Tela, OOMW B Topiie,
yBeIIMYCHUE TUMQPATHUECKUX Y3JIOB, MEUEHU, CEJIE3CHKH) MOXKET HarmoMuHarth TakoByto rmpu OJl.
Crnenyer Ttaxke nuddepenmupoate OMJI ¢ OmacTHBIM KpHU30M XPOHHUYECKOTO MHEIIONICHKO3a
(mpucytcTBUe ¢GunaaenbPUcKod XpOMOCOMBI HE BCETAa MOMOTAeT, TaK KaK 3TOT MapKep MOMKET

0OHapy»XUBaThCS U MPHU BriepBble AMarHocTupoBanHbix OJI).

Oco0oro BHUMaHUA 3aCITy)KHBAaIOT BHEKOCTHOMO3ToBBIE TposBieHus OJI, ocobeHHO Helponeiikemus,
KOTOpass MOMET oIpeaenartbcss U B MoMeHT auarHoctuku OJI. Bo3HUKHOBeHuEe HeiponelkeMuun
00yCIIOBJIIEHO METACTa3UPOBAHUEM JIEUKO3HBIX KJIETOK B MAayTUHHYIO U MSTKYIO MO3TOBBIE OOOJIOUKHU
TOJIOBHOTO W CIHMHHONO Mo3ra. B psjge cioyuyaeB HaOmronaeTcss JieWko3Has HHQUIBTpaLMs
neprudepruueckiuX HEPBOB C Pa3HOOOPA3HBIMU JBUTATEIBHBIMU M UYyBCTBUTEIbHBIMH HAPYLICHUSIMU
Wi OOHApyXUBAeTCs O04YaroBoe IOpakKeHHWE BeIllecTBa TOJIOBHOrO Mo3ra. Heiiponeiikemus
XapaKTEPU3yeTCs MEHUHIE€AJbHbBIM W TUIEPTEH3UBHBIM CHUHAPOMOM: OTMEYAETCA MOCTOSHHAS
TOJIOBHAsI 00JIb, BOBMOXKHA PBOTA, BSIOCTh, BBISBIISIETCS OTEK IUCKOB 3pUTEIHHBIX HEPBOB, MOTYT OBITH
HUCTarM, KOCOIIa3ue, JPYrMe MPHU3HAKU IIOPAXKEHUS YEPEIHO-MO3IOBBIX HEPBOB, BBIABISIOTCS
PUTHUIHOCTD 3aThUIOYHBIX MbIIL, cuMntoM Kepuura. [Ipu OMIJI HeliponelikeMusi TOBOJIBHO pelKa B
nebrore OOJIe3HHW, TEM HE MEHEe BCTpPEeYaeTcss MPH MHEIIOMOHO- M MOHOONACTHBIX BapHaHTaX,
0COOEHHO TIpH TeX (opMax JIEHMKO30B, KOTJa 0OHAPYKMUBAIOT TOJOMKY 16-i1 Xpomocomsl inv(16) (y 30
% TaKuX MalMeHTOB MpPH OTCYTCTBUU NpPO(HUIAKTUKU BO3HUKaeT Heupoinelikemus). [Ipu OMII k
AKCTpaMEAYJUIIPHBIM OTHOCST MOPAKEHUSI KOXKU (JIEHKEMHU bl — Yallle BCEro 3T0 0arpoBO-CHHIOIITHBIC

YIUIOTHCHUA, Y3CIKH B KO)KC), CE€TUaTKHu, JOC€CEH, ANYCK, AUYHHUKOB. OmnmcaHbl MMOopaXCHUs



TUM(PaTUIECKUX y3JI0B, JIETKUX, KHIINEYHHUKA, CEPJCYHOM MBIIIIIBI, MoueTouyHuKoB. [lpum OMII
AKCTpaMeEyJUIAPHbIE MOPAKEHUSI MITKUX TKaHEW paHee Ha3bIBaJM «XJIOpOMOW». B HacTosiiee Bpems
U1 0003HAYCHUST TIOPAKEHMSI MITKUX TKAaHEW M OPraHOB MCHOJB3YIOT TEPMUH «MHUEIOWIHAS WU

rpanyjionurapHas capkoma» [1].



2. Jlmarnocruka

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001e8aHUS U CBA3AHHLIX C HUM COCMOAHUU
UMem O02PAHU4eHHYl0 O00KA3amenvbHylo 043y 6 COOMBEemcmeuu co WKAIAMU OYEHKU YPOBHS
docmogepHocmu  00OKA3amenbcme U YPO8HSA  YOeOUmenbHOCmuU  peKkoMeHoayull no  npudune
OMCymcmeus. NOCEAUJEHHBIX UM KIUHUYeCKUx uccieoosanuu. Hecmomps ma smo, onu saensiomcs
HeoOX00UMbIMU INleMeHmamu  00C1e008aHus nayueHma Oas YCMAaHOBIeHUs OUacHo3a U 6vlbopa

MAaKmMuKu JieyeHus, max kax oonee 3¢hghekmuenvie U OOKA3AHHbIE MEMOObl 8 HACMOsUjee BpeMs He
paspabomarbwi.

Kpumepuu ycmanoenenua ouaznosa: /[uacnos OMJI ycmanasénusaiom na ocHosanuu oOHApY’CeHUs 6
NYHKmMame KOCMHO20 M032a Ulu 6 nepugepuyeckou kposu ne menee 20 % bnacmmuvix Kiemok auoo
He3a8UCUMO OM NPOYEHMHO20 COOEPIHCaAHUsL OIACMHBIX KIeMOK NpU HATUYUU NAMOSHOMOHUYHBIX OJis
OMJI xpomocommuwix anomanuu: t(8,21)(q22; q22) AML/ETO, t(15;17)(q12; qll-12) PML/RAR-a,
inv(16) unu t(16,16)(p12; q23) CBF/MYHII, t(1;22).

2.1. ’Kaj100bI 1 aHAMHE3

Knunuueckue nposelenHusd npu OMUJI 0bbiuno cea3anbl ¢ UBMEHEHUAMU 8 cemoepamme — uumoneHueﬁ:

o Hetimponenus — baxmepuanvHvle UHDeKYyuU, NPOAGIAIOUWUECS, KAK NPABUILO, TUXOPAOKOLL.

o Anemuss — cnabocmoe, ymomasemocms. Obwas crabocmv npucymcmeyem y OOIbUUHCNGA
NAyUeHmMo8 u Moxcem HabI00amsvCsl 34 HeCKOJIbKO Mecsayes 00 YCMAHO8IeHUsl OUacHO3A.

o Tpomboyumonenus — cemMoppazuyeckuii CUHOpPOM 6 6ude nemexui, KpOoBOMOUUBOCMU OeceH,
DPeyUOUBUPYIOUWUX HOCOBBIX KPDOBOMEUEHULL, MEHO- U MEMPOPPAUL.

e B HekomopwiX cayuasx mo2ym Habnooamuvcs occaneuu, B-cumnmomvl (nuxopaoka, CHudiceHue
maccol meina, 8blpaXCeHHas NOMIUBOCb).

e B pade cnyuaeé y nayueHmos 6 meueHue HeCKOIbKUX Mecayes 00 00paujeHus Modxcem
Hab00amMbCs1 HEMOMUBUPOBAHHAS CLAOOCTb.

IIpu ocmpom muenomonobIACMHOM JleliKo3e U OCMPOM MOHOOIACMHOM JleliKo3e XapakmepHda

cunepniasus Oecen u nayuermosl mozynt nepeoHaddilbHo 06pau;ambc;z K 6pady-cnmomaniosocy.

o PexoMeHayercsi BceM MalMeHTaM IpPH IMOAO3PEHUU M IIpu ycTraHoBiIeHHOM OMJI TmarenbHbI
cOop aHaMHe3a 3a00JIeBaHMSI C YTOUHEHHMEM Tepaliy, KOTOpas MPOBOAMIACH B CBS3H C ITHUM
3a0oJieBaHMEM WM 10 TOBOAY JpYyrux 3a0oJieBaHHMI paHee, CEMEWHOro aHaMHEe3a, a TaKke
oipoOHOE onucaHue xajaob maueHTa s Bepudukanuu quarnosa [1,10].

YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

2.2. ®usukajabHOE 00CIeI0BAHUE



o PexkomeHayeTcss BceM NalMEHTaM NpU MOJ03PEHUM M IMpu ycTaHoBieHHOM OMJI npoBoauTh
¢u3nkanbHOE O0CieI0BaHUE, BKIIIOUAIOIIEEe U3MEPEHHE POCTa U MacChl Tejla, TEMIIEparypbl Teja;
OLIEHKY COCTOSIHUSL KOXHBIX HOKPOBOB, KOCTHO-CYCTABHOM CHCTEMBI; BBISIBICHHE NPHU3HAKOB
reMOPPAaru4ecKkoro CUHAPOMA; HAJIWYUE TenaroCiyieHOMEeranuu, JauMQaJeHONaTuu; HAIUINe
NPU3HAKOB JUCHYHKIHUU CEpIla, JIETKUX, [IeYeHH, OPTaHOB IHIOKPUHHON, HEPBHOM CHCTEMBI IS
Bepu(UKalMK JUarHo3a M OIEHKW cTaryca 1o mKajgamM BocToyHoil 00beAMHEHHOU
onkonoruueckoit rpynnsl (ECOG)/BO3 (em. [Ipunoxenune ['3) [1,7,11-14].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

KommenTapwuii: npu ¢usuxaronom obcredosanuu y uacmu nayueHmos (6 OCHOBHOM, C OCHIPbIM
MUETOMOHOOIACMHBIM — JIUKO30M,  OCMPbIM — MOHOONACMHBIM — J1eUKO30M,  ONACMHbIM — KPU30M
XPOHUYECKO20 — MUENONeliKo3a)  BblasIaiom  NPUBHAKU — «NPOIUDEepamu8Ho20»  CUHOpoMa — —
CHleHOMe2aNus, Y8enudenue IUMpamuieckux Y3106, KOJiCHvle JleukeMuovl. Jletikemuovl 8bisA8AI0M 6
13 % cnyuaes u umerom 6u0 Y3108 ¢ UBMEHEHHbIM Yeemom Koxcu Hao Humu [15]. Ilpu muenouonoti
capkome BblAGIAIOM IKCMPAMeOYIApHble OnyXoiedble 00pa308anus paiuyHol noxkamusayuu [16]. B
OCMANLHOM NPOSAGIEHUA MAIOCNeYUPDUYHbL U GKIIOYAIOM CUMAMOMbL, CEA3AHHble C aHeMmuell U

mpomboyumoneHuell.

2.3.J1a60paT0prle AUNATHOCTHYICCKHE NCCIICAOBAHUA

llepeuenv mecmos u ucciredosanuil, HeOOXOOUMbBIX 01 QuacHOCmMuKU U eepuguxayuu ouaznoza OMJI,
npugeden 6 Ilpunoncenuu A3.1. Ha ocHO8aHuu KIUHUYECKOU KAPMUHBL, A MAKJICe AHANU3A
pe3YIbmMamos NepevucieHHblX UCCIe008aAHUN NAYUEHMO8 CMPAMu@uUyupyom Ha MOJLEK)ISAPHO-

2eHemuyecKue, a maxice KiuHuieckue epynnol npoenosa (cm. Ipunoxcenus I'l u 172).

o PexoMeHnayercsi BceM MalyeHTaM MpyU MoA03peHnH, auarnoctuke OMJL, a Takxe B X0/1€ Teparuu ¢
YaCTOTOM OT €XKEAHEBHOTO J0 €KEMECSUYHOTO BBHIIIOJHEHHE 001Iero (KIMHUYECKOT0) aHalu3a KPOBH
Pa3BEPHYTOIO C MOJICYETOM JIEMKOUUTAPHOU (POpMYIIbl U OMpENeICHUEM YKClia TPOMOOIIUTOB IJIfA
ompenejieHUsl JajbHEeHIIed TAKTHKH BeleHHUs IMalUeHTa W BepUPUKAUMM JMArHO3a
[1,2,7,8,17].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

KommenTapmii: kax npasuno, 6 oebrome OMJI svisignsemcs HOpMOXpOMHAS, HOPMOYUMAPHAS AHEMUS
pasnuunou cmenenu msaxcecmu. Konuuecmeo pemuxynoyumoe 6 npeodenax HOpMbL UIU CHUNCEHO.
IIpumepno y 75 % nayuenmos umeemcsa mpomooyumonenusi. Cpeonuil yposeHs a1etkoyumos Ha smane

yCmaHo8eHus ouaznoza cocmaeisienm oxoino 15 " 1 0°/n; 20 % nayuenmos umerom aeiikoyumos >100
10°/n.

Iloocuem netikoyumaproi gopmyibl HeOOXOOUMO BbINOIHAMb He HA A8MOMAMU4ecKOM aHAIu3amope.

Pekxomenoosano uccreoosame kax munumym 200 netikoyumos 8 maske nepughepuieckor Kposu.



o PexomeHnayercsi BceM malnMeHTaM NpH MOIO3PEHUU | NpU ycTaHoBieHHOM OMIJI, a Takxke B xofe
Tepamuy C 4YacTOTOM OT 1-3 pa3 Hememo 10 EeXKEMECSYHOTO BBIOJHUTH aHalu3 KpPOBU
OmoxuMHUUYeCKU oOmerepaneBTuueckuii (o0t Oenok, OenkoBble (pakiuyd, MOYEBUHA,
KpCaTHHUH, OmMpyOuH, aJaHWHAMHHOTpaHc(epasa, acrapraTaMHHOTpaHcdepasa,
JAKTaTACTUAPOTeHa3a, MAarHui, HaTpUi, KajdWi, KaJbIMi, TIIOKO3a) [UIS JAHArHOCTUKH

COITYTCTBYIOIIEH marosioruu (3aboieBaHuil) U ONpeneseHusl TAKTUKU COMPOBOIUTEIBHON Tepanuu
[1,2,7,8,17].

Yposenn yoenureabHOCTH pekoMeHAanui — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — S)

o PexoMeHayercsi BceM ManyeHTaM MpH MOAO3PEHUHU U NpH ycTaHoBiIeHHOM OMIJI, a takxke B xoje
TEepanuy C YacToTo oT 1-2 pa3 B HEAENI0 J0 €KEMECSYHOIO BBIINOJIHATH KOAryJlorpamMmy
(OpUEHTHUPOBOYHOE  KCCIIEJOBAHME  CHUCTEMbl TIeMOCTa3a) (AaKTUBUPOBAHHOE  YAaCTHUYHOE
TPOMOOIUTACTUHOBOE BpEMsl, MPOTPOMOMHOBOE (TPOMOOIIIIACTUHOBOE) BpeMsi B KPOBH WM B
miazMe, TPOMOMHOBOE BpeMs B KpPOBU, HCCIEIOBaHWE YpPOBHSA (HUOPUHOTEH B KPOBH) IS
JUArHOCTUKU CONYTCTBYIOLEH IaTOJOTUM U OCJIOXXKHEHUW, a TaKXKe ONpeAeJeHUs] TAKTHKH
cOnpoBoAMTENbHOI Tepanuu [1,7,18].

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

o PexoMeHayercsi BceM ManMeHTAMIIPU MMOAO3PEHUU U npu ycraHoBieHHOM OMIJI, a Taxkxe B xone
Tepamnuy BBHITIOTHATh OOIMMKA (KIMHUYECKWN) aHadu3 MOYH C YaCTOTOM OT €KEHEACIBHOTO [0
€XKEMECSYHOIO JUId JMArHOCTUKHA COIYTCTBYIOIIEH IIATOJOTMM M OIPEACIICHUS TAKTUKU

CONPOBOAUTENBHOMN TepanuH [1,7,19].
YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

o PexoMeHnayercsi BceM nanuMeHTaM IpH MOAO3PEHUU U NpHU ycTaHoBIIeHHOM OMIJI, a Takxke B xoze
Tepanuu ¢ 4yactoto 1 pa3 B 3—6 mecdaueB onpenenenue antuten kiaccoB M, G (IgM, 1gG) k
BUpycy uMmyHoaedunuta yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B KpoBu;
onpezaenenue antuten kiaccoB M, G (IgM, IgG) x Bupycy ummyHoaedpunura yenoseka BIUU-2
(Human immunodeficiency virus HIV 2) B XpoBHU JJI1 YTOYHCHHUS HEOOXOIUMOCTH OJHOBPEMEHHOTO

IIPOBEJICHNUS TPOTUBOOIYX0JIEBOM U aHTUPETPOBUPYCHOM Tepanuu [ 1,7,20].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o PexomeHnayercsi BceM MalnMeHTaM NpH MOO3PEHUH | TpU ycTaHoBieHHOM OMJI, a Takxke B Xoze
Tepanuu ¢ 4yacTtotod 1 pa3 B 3—6 MecsieB BBINONHATH omnpeneneHue antureHa (HbsAg) Bupyca
renaruta B (Hepatitis B virus) B kpoBu u anturena supyca remarura C (Hepatitis C virus) B KpoBH
U, IPU HEOOXOJUMOCTH, MOJICKYIISIPHO-OMOIOTMYECKOE UCCIIEIOBAaHUE KPOBH HA BUPYC remnatuta B
(Hepatitis B virus) u rematuta C (Hepatitis C virus) B LensiX yTOUHEHMsI PUCKA pPEaKTUBALIMU

BUPYCHOTO TeMaTuTa 1, B cliydae HeoOxXoauMocTu, ee npodunakruku [1,7,21,22].

YpoBenn yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)



o PexomeHayeTcsi BceM ManueHTaM MPH TOAO3PEHUH U Tpu ycraHoBiieHHOM OMJI BeImoiHEeHHE
MOJIEKYJISIPHO-OMOJIOTHYECKOE UCCIIeOBaHNE KPOBH Ha BUPYCHI IpocToro reprieca (Herpes simplex
virus), nutoMeranoBupyc (Cytomegalovirus), OmmreitHa-bappa (Epstein - Barr virus) B memsix
YTOUYHEHUS PHCKA pa3BUTHS TePIETUYCCKOH WHQPEKIUM W, B CilIydae HEOOXOIUMOCTH, €€

npodunakruku [1,23-26].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)

o PexomeHayloTCs BCEM NAlMEHTaM IpPHU IOAO3PEHUMU U NHpU ycTaHOBIeHHOM OMIJI BBINONMHATH
MUKpPOOHOJIOTHYECKOE (KYJIbTYpalbHOE) MCCIECIOBAaHUE B LENAX MPOBEACHUS MPELUU3HOHHON
aHTUOMOTUYECKOW TEepamuu B XOJE JICUCHHUS MPU BO3HUKOHOBEHUU (DEOPMIBHON IUXOPAIKH U

WH(OEKITMOHHBIX OclIokHeHui [1,2,27,28].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

KomMeHTapuu: mooicem npogooumscsi Muxkpooduonocuieckoe (KyibmypaibHoe) Ucciedo8anue
(Oucbakmepuos) ¢  npuUMeHEHUeM  ABMOMAMUZUPOBAHHO20 — NOCe8d,  MUKPOOUONIO2UUecKoe
(KynbmypanvHoe) ucciedosanue omoensemMo20 u3 NoioCmu pmd, MUKPOOUOYEeHO3ad KUUEeUHUKA

KyaenmypajlbHblMU Mel’}’lOaClMu, Kpo8U Ha cmepusibHOCNlb, MOYU HA 6Cle€p1/la]Zbel€ namoceHsl.

o PexoMeHayercsi BceM MNalMEHTaM NpPH NOJO3PEHHHM M IpH ycraHoBieHHOM OMIJI, a Takxke B
cllydyae pa3BUTHsl peuuauBa U mocie BbinosiHeHus amio-TT'CK ompeneneHrne OCHOBHBIX TPYIII
kpoBu 1o cucreMe ABO, omnpenenenue anturena D cucrembr Pesyc (pesyc-axrop) s
BO3MOXKHOCTH MPOBEACHUS 3aMECTUTEIBHON N'€MOKOMIIOHEHTHOM TEPAy IPU HAJTUYUH TOKA3aHUI

110, BO BpeMsi Wiu nocie tepanud [1,29].
Yposennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o PexoMeHayercst BCEM MalMEHTaM IIOJIyYEHUE [IUTOJIOTHYECKOTIO IIpernapara KOCTHOTO MO3ra IyTeM
NYHKUMA W IUTOJIOTMYECKOE HCCIEAOBAHME Ma3Ka KOCTHOIO Mo3ra (Muejsorpamma) Ipu
nono3penuu Ha OMJI, a taxxe mamueHTam c¢ BepuduuupoBanHsiM OMJI B mponecce nedeHus,
II0CJIE OKOHYAHMSI MPOrPaMMbl MHAYKIUH, KOHCOJIMJALUH, B XO/1€ MPOBEACHUS NOACPKUBAIOIIEH
tepaniu (1 pa3 B 3 wmecsaua), nepen BeimonHeHneMm TI'CK, mnocne 3aBepuieHus Bcei
3aIlJIAaHUPOBAHHOM IIPOrPAMMBI JICYEHHs], & TAKXKE IPU BBIABICHUN U3MECHEHHM B I'€MOIPAMME BHE

CBSI3U C TIPOBOJMMBIM JICUCHUEM W/WUJTW TTO03peHNH Ha peruauB OMJI [1,7,17].
YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

o PexomeHayeTcsi mpu KOHCTATallUU pEUUANBA (HeE3a8UCUMO OM HNPOYEHMHO2O COOEPHCAHUS
OracmHubIx Kiemok 6 nepugepuueckoll Kposu) MOTYyYEeHUE IUTOJIOTHYECKOTO Mpernapara KOCTHOTO
MO3ra MyTeM IMYHKIIUUA U [UTOJIOTUYECKOE MCCIE0BAaHNE Ma3Ka KOCTHOTO MO3ra (MuesjgorpaMma) u
IIUTOXUMHYECKOE HCCIIEIOBAHNE MHKpOTpenapara KOCTHOTO MO3ra, WIW, TPH HEBO3MOXKHOCTH
MOJly4eHHsI  acluparta, TMOJyYeHHWE THCTOJIOTMYECKOro TMpermapara KOCTHOTO MoO3ra |

OUTOJIOTHUYCCKOC W HWMMYHOIHUTOXUMHUYCCKOC HCCIICIJOBAHUC OTIICHATKOB TpeHaHO6I/IOHTaTa



KOCTHOTO MO3Ta 0151 NOOMBEPHCOCHUSL peyuousa u uoeHmupuxayuu kiemounou ougpgpepenyuposku
[1,7,17].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH J10KA3ATEJbCTB — 5)

KommenTapmuii: nynkyuonnoe uccieoosanue (acnupayus) KOCMHO20 M032a A811emcs 00513amenbHou
PYMUHHOU OUA2HOCMUYeCcKou npoyedypou. Masku KocmHo2o mo3ea ucciedyrom ¢ NOMOubl0 OKpAcKu
no Marw—I proneanvoy, Ilanneneeiimy unu Paiimy—I umse. Boinonnenue mpenanobuoncuu He A611emcs
0053ameNbHbIM, 34 UCKIIOYEHUEeM CUMYyayuti ¢ mak HA3bl8AeMbIM «CYXUM NPOKOAOM» UNU OYEHb
CKYOHbLIM ~ NYHKMAMOM KOCMHO20 Mo32a. Pexomenoosano uccneoosamsv xaxk munumym 500

ﬂdeCO()ep,?fCCIWMX KJ1E€MOK 6 MA3KE KOCMHO20 M0o32d.

s ycmanosnenus ouaenosza OMJI 6 maszke nepugepuueckoii Kpou uiu KOCMHO20 MO32d HEOOXOOUMO
nanuuue 20 % onacmuvix xnemok u oonee. Ilpu OMJI c t(15,17), t(8,;21), inv(16) unu t(16,16) u npu
HEKOMOPbIX CIYUAAX OCMPO20 3PUMPOMUEN03a 005 ONACMHBIX KIlemoK Modicem Ovimb menee 20 %. B
coomeemcmauu ¢ Hogou Kiaccugukayuei BO3 (2016) npoyenm 61aCmMHBIX KIeMOK NOOCHUMbBIBAIOM

8HE 3A8UCUMOCMU 0N 00U KpAaCHO20 pocniKa.

Muenobracmel, monobnacmer u mezakapuobiracmel 8KI0UAOM 68 0bUjee YUCio OIACMHbIX KiemoK. B
cayyasx OMJI ¢ monobnacmmuou, MOHOYUMAPHOU U MUETOMOHOYUMAPHOU OughghepeHyuposKoti
NpOMOHOYUmMbl (HO He amunuiyecKue/3penvie MOHOYUMbL) MAKdIHce CUUMAIom SKEUBALEHMAMU

ONIACMHBIX KILeMOK. 9pump06fzacmbl He 6Ko4Yaront 6 0611/;66 YUCI10 ONIACMHBIX KIIEMOK.

[na eepughuxayuu oOuacHoza UCMUHHO20 2pumpobIACMHO20 JleUKo3d npu noocdeme NYHKMAamd
KOCIMHO020 MO032a KIeMmKU 3PUMPOUOH020 paoa O0odicHbl cocmasiams >80 % om ecex Kiemok
KOCIMHO020 M032a, NPU 3MOoM npod3pumpodiracmol 00axcHvl 6ims >30 %, be3 yuema muenooracmos. B
coomeemcmeuu ¢ HomeHkaamypou BO3 npospumpobracmer — He3penvie 3pUmpoKapuoyumsl, npu
9MOM, 8 COOMEEeMCmeuU ¢ mepMuHoao2uel Kiemok spumponodza no M.A. Kaccupckomy u I'A.
Anexceesy, — smo spumpodracmel u nporopmoonacmsl. Ilpu ucmunHom spumpodIacmHom JielKose
ouUCMe2aKapoyumonod3 6Cmpedaemcs: 4acmo, 8 mo 8pemsi Kak OUCCPaHyioyumonod3 — peoko. llpu
paseedenuu NYyHKmama KOCMHO20 M032a nepugepuieckoli Kposvlo U KOIuvyecmee KiemoK KpAacHO2o

psoa mernee 80 % e2o oyenka modicem nposooumuvcsi no mpenanodouonmamy [30].

Bvinonnenue yumoxumuueckoeo amaiu3a KiemoK KOCMHO20 MO032d HeoOXooumo, oadxce eciu
onpeoensaemcst 8blCoKoe cooepicanue OIACMHBIX KIemoK 6 nepughepuueckoti Kpogu. Imo cea3aHo ¢
mem, 4mo 8 psoe Cry4ydes YUmoXumMuyecKue peaxyuu Mo2ym 0aeamsv pa3iuuHble pe3yIbmamosl 8
KJIemKax nepughepuieckoii Kposu u KOCMHO20 MO032d, YMO MOdcem Nosleyb 3a coOOU YCMaHo8leHUue
owub04H020 OuazHo3a. J{uacno3 OCHOGLIBAIOM HA PE3YIbIMAmMax UcCie008anus, NONYYEHHO20 Hd
KJIemKax Kocmno2o mo3zea. Mcnonvsyrom peaxyuu na muenonepokcuoasy (myeloperoxidase, MPO) unu
CYOaHOBbILL YepHblil, Hecneyuguueckylo scmepasy (anvga-nagdmuiayemamacmepasy, noOaAeIAeMYIO
unu nem gopmopuoom nampus) u PAS (Periodic Acid Schiff — wugpg-iioonyro kucnomy). Obuapysicenue
MPO 6 3 % bracmuvix k1emok u bonee yKasvleéaem Ha MUETOUOHYIO TUHUIO Oughghepenyuposku. B mo
Jce 8pemMs ee OMCYymcmeue He UCKIIoUaem MUelouoHyl0 HANPAasieHHOCMb KIemoK, NOMOMY 4mo 6
PanHUX Muenodoiacmax, a makace MoHoobnacmax, mezakapuooracmax u sapumpooénacmax MPO <3 %

unu He onpeoensemca. Okpacka cyoaHosvim uepHvlm ananocuuna MPO, no aensemcs menee



cneyuguunol. Hecneyuguueckas scmepaza umeem GblCOKYVIO OUDQDY3HYIO UTU  CPDAHVIAPHVIO
YUMONIAZMAMUYECKYI0 AKMUBHOCMb (8 3A8UCUMOCMU  OM  MemoOuKU NpoBeoeHuUs peakyuu) 6
MOHOONAcmax u NPOMOHOYUMAX, KOMOPAs OOINCHA NOOABIAMbCSA NOIHOCMbIO UNU 3HAYUMENbHO
¢mopuoom nampus. PAS-peaxyus 6 muenobnacmax onpeoensemcs 6 Oug@ysHom eude, 8
MOHOOACMAx u NPOMOHOYUMAX — 8 OUDPY3HO-CPAHYIAPHOM, 8 IPUMPOOIACMAX — 8 UOE SPAHYI UTU
bnoxkos. Ha ocnosanuu Mop@hoyumoxumuyecko2o uccied08anusi O1ACMHbIX K1emoK Modicem Oblmb
ouaenocmupogarno oxono 90 % cayuaes OMJI, npu omcymcmeuu axkmuswocmu MPO u
Hecneyughuueckou  3cmepaszvl  HEOOX00UMO  npogederue  ummyHopenomunuveckoco  (UDT)

Uccne008anuss MemoooM NPOMOYHOU YUMOQDIYoOpuUMempuu.

o Pexomenayercsi BceM mauueHTam npu nepsuunou ouaznocmuxe OJI, a Takke npu oOciae10BaHUU
0 TIOBOAY JUAarHoCTHpoBaHHOro peruauBa OMJl  BBINOAHATE UMMYHO(MEHOTUITUPOBAHUE
reéMOIIOATUYECKUX KIIETOK-IPEAIIECTBEHHUI] B KOCTHOM Mo3re (MDT-uccnenoBanue) B KOCTHOM
MO3Tre 07151 onpedenenusi NPUHAOLEHCHOCMU OIACMHbBIX KIemOK K MOU Ul UHOU JUHUU KI1eMOYHOU
ougppepenyuposxu [1,2,4,7,8,31].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

Kommentapuii: 1D T-uccredosanue 8binonHsemcs 6ce20a Ha KAemKax KOCMHO20 M032d, 0adce eclu
onpeoensiemcs vlcokoe cooepicanue ONACMHLIX KIemoK 6 nepughepudeckot kposu. OnpeoeneHue
npoyeuma ONACMHBLIX KIEMOK MemoOoOM NPOMOYHOU yumogiyopumempuu npu nepeuyHou
OuacHOCmuKe He S8JI51emcsl 3aMeHOl MOPPONI02ULECKO20 NOOCHemd, MAK KAK pe3yibmambl SMux 08yxX

uccnedosanuii mo2ym e cosnadams [31].

i1 noomeepocoenuss MueiouoHol HANPAIEeHHOCMU ONYXOJLe8blX KIemOoK HeoOX00UMO OYeHUmMb
IKCHpeccuro Muenouonsvlx anmueenos. MPO — nunetino-cneyuguueckuti mapkep mMueiouoHot JuHul,
UZOCOMANbHBLIL  (hepmenm  epanyioyumos. K menee cneyuguunviv muenroudaccoyuuposantbvim
anmueenam omuocames CDI11b, CDI1lc, CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nuzoyum
u op. /uaecnoz OMJI mooicem 6vimv ycmarnoeien u 6 mom ciayuae, eciu MPO He svisisnsemcs, a
onyxonesvle KIemKU 3KCnpeccupyiom opyeue, MeHee cneyuguunvie MUelouoHvle MapkKepwvl, U

uckaouer aumgoonacmuuwiil eapuanm OJI.

Meswcoy mopgpoyumoxumuueckou knaccuguxayueti GpaHIly3cKo-aMepuKaHCKo-OpuTaHckoi (FAB) u
UDT-npuznaxamu nem yemkoii kopperayuu. bonvuuncmeo muenouonvix mapkepos mo2ym 6vims Kax
NONONCUMENLHBIMU, MAK U ompuyamenvubiMu npu pasuolx eapuanmax OMJI no FAB-kaaccuguxayuu,
3a uckarouenuem cneyuguueckux anmueenos CD41la u CD61, komopvle xapakmepHvl mMoabKo OJis
MmezaxapuoyumapHou/mpomooyumaprot.  aunuu.  Hasce enuxogopun A (CD235a), mapkep
IPUMPOUOHOU  TUHUU, MOdcem Oblmb OMPUYAMENbHLIM NpU  IPUMPOOIACMHOM Jetiko3e, eciu
onyxonegvle KiemKu npoucxoosm uz bonee panHux npeouiecmeennukos. Takum oopazom, no OaHHbIM

UDT-uccneoosanus nenvssa onpeoensme FAB-eapuanm OMJL

Bnacmmuvie knemku cuumaiomes NONOACUMENbHLIMU NO IKCRPECCUU MEMOPAHHO20 AHMUEHA, eClU OH
onpeodensemcs na 20 % 6nacmuuvix kiemox u 6onee (nopozoeoe 3Havenue). /s yumoniasmamuieckux
mapkepos (makux xax yumonaazmamuyeckutt CD3, MPO, nuzoyum, soepnas TdT u Op.) ucnonwv3zyiom

bonee nuskuti nopoe — 10 %.



B cuyvyae HEeBO3MOIMCHOCMU nojy4erust acnupama KOCMmMHO2O Mmoszea BblNnoJjiHAemc:

UMMYHOcUCmoxumudecKkoe uccneoosatnue mpenano6u0nmama KOCMHO2CO0 Mo32d.

HUmmynonocuueckue mapkepuol, xapakmepHule OJisl pazHulx Mopgoyumoxumudeckux sapuarnmos OMJI,
npeocmasnenvl 6  llpunoowcenuu  A3.4. HUDT-uccreoosanue  8blnOAHAIOM € HOMOWDBIO
MYTbMUNAPamMempuyeckol. npomo4Hou yumognyopumempuu (00b14HO Kax Mumumym 3- uiu 4-
yeemnoul). B cnyuae anmanuza mpenanodbuonmama 6bINOAHAEMCA €20 UMMYHOLUCOXUMUYLECKOE
uccneoosarnue. Ocobenno HUDT-uccnedosanue HeobXo0umo 0as ycmanosnenus ouaenoza OMJI c
MUHUMANbHOU Ougpepenyuposkoii, ocmpozo mezakapuoyumapnozo neuxosza u OJI ¢ neonpeodenenHotl
ougpepenyuposxou. OJI HesacHOU TUHEUHOCMU ABNAIOMCA PEOKUMU MUNAMU T1eUKO308 U BKIHOYAOM
cyuau, Komopbule He UMerom NpusHaKo8 NPUHAOLEHCHOCMU K KAKOU-TUOO0 K1emOoUuHOU JTUHUU (0Cmpuolil
Heoughghepenyuposantblil 1elko3) Ui maxkue ciyuau, O1acmuvle KIemKU KOMOPbIX IKCNPeccupyrom
mapkepuvl Oonee uem 00HOU auHuu oupgepenyuposxku. B kraccuguxayuu Eeponetickoti epynner no
UMMYHON02UYeckomy — onucanuio  qetikozoe (EGIL) OJIC®  nodpaszoensiom Ha  ocmpuolil
ougenomunuueckull 1euKko3, Ko20a O0OHA ONYXONe6ass HNONYIAYUS IKCHPeCccupyem aHmueensl
HEeCKONbKUX JTUHUL QUG depeHyuposKu, u 0Cmpulil OUIUHEHbIU JIeUK03, NPU KOMOPOM cyuecmayiom 2
u bonee nonynsyuu O1ACMHBIX KIEMOK pasHou aunetnocmu. B knaccugukayuu BO3 smu eapuanmoi
ooveounenvt 6 OJICD. Jlna oocmoseprnoii ouacnocmuxku OJICD ¢ xnaccugpuxayuu BO3

npedycmompensl credyiowue Kkpumepuu, onucaunvie 8 Ilpunoocenuu A3.5.

o PexoMeHnayercsi BceM manmeHTaM npu nepsuunou ouaenocmuxe OJI, a Takke mpu oOCIeq0BaHUN
M0 MOBOJY AUArHOCTUPOBaHHOTO peuuauBa OMJI BBINOJHUTH IUTOT€HETHYECKOE HMCCIEI0BAHUE
(kapuoTHM) acmydpara KOCTHOIO MO3ra B LEJSAX BBISIBICHUS aHOMAIUU KAPUOMUna u
cmpamugurayuy nayueHmos no epynnam pucka, a makaice O0Jisi onpeoeneHus Mmakmuxku 1eueHus u
8bIAGNIEHUS MapKepa Ol MOHUMOPUHeA OUHAMUKU ONYX0le8020 KIOHA Ha ¢hoHe mepanuu
[1,2,4,7,8].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5)

KommenTapmii: cmanoapmuoe yumocenemuueckoe ucciedo8anue  s6isaemcs  HeoOX00UMbIM
KOMHOHEHMOM OuazHocmu4deckux npoyedyp y nayuenma c nooospenuem na OJI. Xpomocommvie
AHOMANUU BbIABNAIOMCS NPUMEPHO Y nonosunvl nayuenmos ¢ OMJI. Cemb mpanciokayuii u ungepcuti
(u ux sapuanmol) omuocamcs BO3 6 kamezopuio « OMJI ¢ ycmotiuueo 8b1611eMblMU XPOMOCOMHbLMU
anomanuamuy. bonee moeo, obnapyscenue nekomopuix cenemuyeckux anomanui npu waauduu 20 %
O1aCmMHBIX KIemoK U Oonee 8 KOCMHOM MO32€ AGNAemcs O0CMAMOYHbIM O YCMAHO8NEeHUs OUACHO3d
«OMJI ¢ npusnaxkamu muenooucniazuuy. /[ns onpeoenenus Kapuomuna O0OCHMOBEPHbIM CUUMAENICSL
uccneoosanue kaxk munumym 20 memagpaz. Amomanuu xapuomuna mo2ym YCMAaHAaGIU8AmMvbCs U Ha
OCHOBAHUU UCCTIE008AHUSA KIEMOK nepugepuyeckoil Kposu. Monumopune 8viiaeieHHbiX npu nepeuiHom
UCCIe008anuy  AHOMAIU KApUOMUNa Nno3601iem OYeHUmb HOIHOMY OOCMUSHYymo2o 3¢ gexma
mepanuu. Onpeodenenue mex Ui UHbIX YUMOLEHeMUYeCKUX AHOMANIULL Yice HaA MOMEHM OUACHOCTUKU
OMUJI moorcem onpedenumv mepanesmuyeckylo makmuxy Ol KOHKPEmHO20 NAyueHmd, Hanpumep
8blAA61EeHUe KOMNIEKCHbIX USMEHEHUU KapUOmuna uiu MOHOCOMHO20 KAPUOMUNA C8UOEmeNbCmEyem o
HeoOXo0UMOCMU NPUMEHEHUs OMAUYHO20 OM CMAHOAPMHO20 YUMOCMAMUYECKO20 8030€UCMmBUsl U

00513amenbH020 00CYHCOEHUSI BONPOCA O BOZMONCHOCMU NpedelbHO pannezo ekatoyeHus anno-11 CK 6



npoepammy nevenuss OMJI, ennioms 0o npogedenus anno-TI' CK 6 annazuu nocne 1-20 uHOyKYuoHHo20

Kypca.

o PexoMeHayeTcsi BceM marmueHTaM npu nepsuunoil ouacnocmuxe OJI, a Takke mpu oOCIeq0BaHUN
M0 TOBOAY JUAarHoCcTupoBaHHOTO penuauBa OMIJI, BBINOJHUTH MOJEKYJISIPHO-TEHETUYECKUE
uccienopanus Myrtamuid B reHe RUNXI-RUNXITI meromom IILP, myranuii B rene CBFB-
MYHI11 metomom IIIIP u myrtaumit B rene FLT3-TKI meTomoM CEKBEHUPOBAHUSL 6 achnupame
KOCIMHO020 M032a Ol CIMpamupukayuu nayueHmos no cpynnam pucka u onpeoenenus makmuxu
JleUeHUsl, a maxice 8 Yeusax BblAGIeHuUss mapkepa OJisi MOHUMOPUHEA OUHAMUKU ONYXO0/1e6020 KIOHA

Ha ¢one mepanuu [1,7,8].
YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapuii: Monexynapno-eenemuueckue ucciedoganusi mymayuti 6 cewax NPMI, CEBPA
memooom cexsenuposanusi, CEBPA u FLT3-TKI sensiomcs dicenramenbHbiM, NOCKOILKY COBPEMEHHble
nooxoowul K nevenuto OMJI npednonazarom nanuyue ungopmayuu 06 3mMux Mymayusx, maxk KaxK 3mo
Modxcem 61UAMb HA onpeoeleHue mepanesmuyeckou maxmuxu. OMJI ¢ mymayusamu 6 cenax NPMI
unu CEBPA onpedenenvt BO3 kak ycnosnvie kameeopuu. Oxcnpeccus eenos ERG, MNI, EVII,
BAALC, mymayuu cenoe WTI, RUNXI, MLL, KITRAS, TP53, TET2, IDHIu onpeoenenue MOb
UCCIe0yIOmcs. 8 pPAMKAX KIUHUYECKUX ucciredo8anuil. MonekynapHulil CKpUHUHZ HA YKA3AHHbLE
Mapkepvl CamoCmosmeNbH020 3HAYEHUSl He UMeem, HO KaK 6CNOMO2amenbHblil Memoo Modcem Obimb
UCNONBL3068AH NPU OMCYMCMBULU PE3VIbMAmMo8 CHMAHOAPMHO20 YUMO2EHEMU4ecKo2o Ucciedoeanus. B
co8peMeHHOU MoneKynsapHol ouacnocmuxe OMJI wupoko npumensemcsi u mMemoo CeK8eHUPOBAHUs
HOB020 NOKONEHUsl, CO30aHbl MAaK HA3vleaemvle OUAHOCMUYEcKUe NAHelU U3 HEeCKONbKUX O0ecsmKO8
2eHo08, sosieuennvix 8 namoeenez OMJI, komopwie nozeonsaiom wemxko omuecmu ucciedyemviti OMJI k

MO UIU UHOU Kame20puu pucka.

o Pexomenayercsi BceM nauueHTam npu nepeuunou ouacnocmuxke OMJI, a Takxke npu o0ciae10BaHUH
[0 TMOBOJY JUarHocTupoBaHHoOro peuuguBa OMJI, KOTOpPHIM HE BBINOJIHEHO CMAHOAPMHOE
yumozeHemuyeckoe uUcciedosanue (Maio mamepuand, He Obllo NOJYYEeHO MUMO308 UTU NOLYYEHO
menee 20 Mumoso8) unu y KOmopvix NONYUeH HOPMATbHBINU KAPUOMUN, HO NPU SMOM GbIAGIAIONICSL
ApKUe KIUHUKO-TAO0pamopHvle CUMNMOMbL, Xapakmepuvie 07 onpedenennvlx gapuanmoe OMII,
MPOBECTH MAaTOJIOr0-aHATOMUYECKOE HCCIE0BaHUE OWONCUMHOTO (ONMEepalMOHHOI0) Marepuaia
TKaHEW KOCTHOTO MO3ra ¢ IpUMEHEHHEeM MeTosa payopecueHTHoM rubpuausanui in situ (FISH) na
OZIHY Iapy XpOMOCOM JJisl JETEKIUH PEeapaH)KUPOBOK I'€HOB B aCIUpPATe KOCTHOTO MO3Tra 6 yessx

8bIAGLEHUS MapKepa OJisi MOHUMOPUH2A OUHAMUKU ONYX01e6020 K1oHa Ha ¢one mepanuu [1,7,8].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenrapmii: npu OMJI uccneoyiomess RUNXI-RUNXITI, CBFB-MYHI11, PML/RARA, MLL u
EVII unu nomepsa xpomocom 5q u 7. FISH 3auacmyio neodxooum 0aa uoenmuguxayuu cauanuni MLL
npu mpauciokayusax pecuona 11g23. Bozmoorcno marxoce nposeoenue FISH na mopgonocunweckux u

cucmosiocudecKux npenapamax KOCnHoco mosea.



o PexomeHnayercsi BceM MalMeHTaM, Y KOTOPBIX UMeeTCsl HHGOPMAIUS O HATHYUU MOJIEKYISIPHOTO
MapKepa WM W3BECTEH a0eppaHTHBII MMMYHO(MEHOTHI (8bli6leHHble HA MOMeHm OUd2HOCMUKU
OMJl), UDT-uccrnenoBanre OMOIOTMYECKOrO MaTepuania Jisl BblssBieHUs MmapkepoB MODB npu
remoOiacto3ax (s TPyHOmbl MPOMEKYTOYHOTO TMPOTHO3a) WM MOJEKYISIPHO-TEHETUYECKOE
ucciegoanne MODB npu seiiko3ax mpy MOMOIIM MallMeHT-CIeU(PUIHBIX MTPaiMepOB (sl TPYIIIIBI
OaronpusTHOIO TMPOTHO3a) O KOHMpPONsA 34  JleYeHueM U  ONpeoeneHusi  makmuku

nocmunoykyuourou mepanuu [1,2,7,8,32].
Yposenn yoenureabHOCTH pekoMeHAanui — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — S)

KomMmenTapuii: 011 noomeepoicoenuss noanomsl OOCMUSHYMO20 OMBemd HA mepanuro U e2o
COXpaneHue, 8 COOMEemcmeull ¢ COBPEMEHHbIMU MEHCOVHAPOOHBIMU PEKOMEHOAYUAMU, He0OX00UMO
BLINONHAMb 6 KOHMPOIbHble mouku oyenky MOB memodom npomounoi yumodghiyopomempuu
(abepparnmuwiii umMmyHoghenomun), a 0is epynnvl OA2ONPUAIMHO20 NPOSHO3A — MOJILKO MOJIEKVISAPHOE
uccneoosarue MOBE memooom I[P (xonuuecmeennas oyenxa sxkcnpeccuu 2cenos RUNXI-RUNXITI,
CBFB-MYHI, NPM1) [32,33].

Ilo pe3ynomamam ucciredosanuil, NpoBoOUMbIX poccutickol epynnot no mepanuu OJI, npu
oocmudcenuu MOB-necamuenoli pemuccuu nocie 1-eo Kypca mepanuu y nayueHmos u3 epynnvl
NPOMENCYMOYHO20 NPOSHO3A NPU BbINOIHEHUU OdlbHelwe20 muamenvio2o monumopurnea MOB
803MOJICHO paccmomperue gonpoca o npooonxcenuu XT 6e3 nposedenus arno-TI'CK. ¥V nayuenmos u3
epynnvl  ONA2ONPUAMHO20 NPOSHO3A OUHAMUKA XUMEPHO20 MPAHCKPUNMA MAakKdce onpeoensem

yenecoobpaznocmo gvinonnenus nayuenmam aino-11'CK [34].

o Pexomenayercsi BceM NaIMEHTaM BBIMIOJHUTH CIIMHHOMO3TOBYIO MYHKIHIO C CEPOJOTHYECKUM
UCCIIEZIOBAaHUEM JIMKBOpa B MLENSAX JIUArHOCTUKU HeHpoiedkeMUn | HeHponpoduIakTUKU
[1,2,7,8,35].

YpoBenb yoeanuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

Kommenrapuii: npu OMJI 6 yenom sosneuenue yeHmMpaibHOU HEPEHOU CUCEMbl 6CMPedaencs MeHee
yem y 5 % nayuenmos, npu psioe sapuanmos OMJI, ocobenno ¢ monoyumapHou oughghepenyuposxoii,

6EPOAIMHOCNb 606J1€YEHUA 6 npoyecC 000/104eK 20/106H020 MO32a BbluLe.

Kenamenvno noooepocusamos uucio mpomooyumos nepeo 8vlNOIHeHUueM ToMoanbHou nyukyuu 30
10°/n u eviwe. Eciu yposens mpomboyumos ne yoaemcs nogvicums 0o 30~ 10°/1 u eviwe, npu
OMCYMCMBUU KIUHUYECKUX NPUSHAKOS NOPANICCHUS. YEHMPAIbHOU HEPEHOU CUCMeEeMbl OM HYHKYUU

MOJICHO 8030epAHcambCsi 00 NOBbIUEHUS. MPOMBOYUMO8 8 2emozpamme guiue 30 10°/1.

Eciu y nayuenma onpedensiemcs neiikoyumos eviwe 100~ 10°/n, nepsyio JIIOMOANLHYIO NYHKYUIO

credyem omaoxcums 00 pedyKyuu wucia aeikoyumos menee 30—40 " 10°/.

Heitiponetikemuio ouacHocmupyom npu 0OHapy’ceHUU 8 CHUHHOMO32080U HCUOKOCMU, NOTYUeHHOU npu
nepeoll OUA2HOCMUYEeCKOU TIOMOATbHOU NYHKYUU, 100020 KOAUYecmea O1acmubiX K1emoK npu iooom

yumose unu yumosa 15/3 u 6onee (m.e. bonee 5 knemox 6 1 mMxn).



o Pexomenayercsi BceM nanumeHram BbAeiATh nepsuuHyro JIHK wim PHK n3 knetox xocTHOTrO
MO3ra M COXpaHATh €¢ B OMOOaHKe MO0 HaIpaBisATh Marepual Ha XpaHEHUE B JIaOOpaTopuu
@enepalbHBIX LEHTPOB 014  BO3MOICHOCMU — NOCLEOYIOUe20  6bINOTHEHUS  MONEK)IAPHbIX

uccneoosanuti [1,2,7].
YpoBennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

KomMenTapuii: coxpanenue nepsuunozo buonocuveckoco mamepuana ocyuiecmeisemcs 6 suoe JJHK
w/unu PHK, 6vi0eneHHblX U3 KOCMHOMO3208bIX KIEMOK UNU 3AMOPOICEHHbIX Kiemok. Mamepuan
Modcem 8 nocaedyrouem NOHadooumsvcsl OJisi NPOBEOEeHUs. MONEKYISAPHBIX UCCAe008AHUL, NO3BONAIOUIUX

onpec)efzumb Zcpynnsl puckKa, d makace 6 pamMKax KIUHU4eCKux UCc1e008aHui.

2.4.I/IHCprMeHTaJII)HI)Ie AUATHOCTHYECCKHEC NCCIICAOBAHUA

e Pexomenayercsi BceMm nanuentam ¢ OMJI no Hayana cnenuduyeckoil Tepanuu U B XOZ€ JICUEHUS C
4acTOTOU OT | pa3za B HEJENIO A0 €KEMECSUHOTO (C yYeTOM HAJIWYUS COMYTCTBYIOIIEH MAaTOJIOTHHU U
KJIMHUYECKOM CUTyallnn), a TaKKe IPU He0OXOUMOCTHU B OO0 MOMEHT B T€UEHHUE BCEro nepuoja
JICUEHHUS pEerucTpaunus, paciiu@poBKa, ONMCAHUE W MHTEPHPETALUs 3JIEKTpoKapaAuorpapuyecKux
JAHHBIX JIJIS1 BBISABIICHUS W/WJIM MOHUTOPUHTA HAPYIICHUI MPOBOAMMOCTH UMITYJIBCOB B CEPACYHOM
mbiie [1,7,36].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o PexoMeHnayercsi BceM TalUMEHTaM, KOTOpbIE MOTEHIMAIBHO MOTYT pacCcMaTpuBaThCs Kak
KaHauaaTel Ha BeInonHeHUE amwio-TI'CK, nocne moctmxkenus 1-ii pemuccun OMII, a Takxke ux
cubnmuaram omnpeneneane HLA-aHTUTEHOB B IENAX TOWCKAa TNOTEHIIMAILHOTO JIOHOpa C
KOHCYJbTAIlMEd B TPAHCIUIAHTAIIMOHHOM IICEHTPE IS ONpPEICICHHUs I1eJIeCO00pa3HOCTH |

BO3MOXXHOCTHU BhIoJIHEHUs amuto-TI'CK [1,2,7,8].
YpoBeHnb yoeauteabHoCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJbCTB — 5).

o Pexomenayercst BceM naruentam ¢ OMJI o Havana cnenuduueckoit Teparniu U B XOJI€ JICYEHUS C
4acTOTOM OT | pa3a B HEACNIO 10 €KEMECSIIHOTO (C YyUeTOM HaJIMYHUs COIMYTCTBYIOIICH MAaTOJIOTUH U
KIIMHUYECKOW CUTYAIIMH), a TAaK)Ke NP HEOOXOUMOCTH B JTF000H MOMEHT B TEUCHHE BCETO MEepHUoaa
JICUCHHUS BBITIOJIHEHUE SXOKapAuorpaduu I OYEeHKU (DYHKYUOHAILHO20 COCMOSHUS CePOeyHOll

Mmoutuyst [1,36].
YpoBennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Pexomenayercs Bcem nanuentam ¢ OMJI 1o Havana criennduueckoi Tepanuu U B X0O/€ JICUSHHUSI C
gacTtorod oT 1 pa3za B 2-3 Hegenu A0 1 paza B 2-3 Mecdna (C y4eToM HAJIMYUSI COMYTCTBYHOLIEH
NaToJIOTUU M KIIMHUYECKON CHUTYyalluH), a TAaKXKe NMPU HEOOXOIUMOCTH B JTIOOOH MOMEHT B TE€UYEHHUE

BCEro Mepuoja JiedeHHs BhINONHEHHEe kommbioTepHo Tomorpaduu (KT) romoBHoro mosra 6e3



KOHTpaCTa HJIA 6blA6JIeHUA M/I/l]lu MOHUMOpUHZA 1/[3’M€H€HM7;[ 6 CcmpyKmypax 20JI0BHO20 MO032a
[1,2,8,37-39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH J10KA3ATEJbCTB — 5)

e Pexomenayercs Bcem nanuentam ¢ OMJI no Havana cnienu@uueckoi Tepanuu U B XO/1€ JICUEHHUSI C
gactoToi oT 1 paza B 2—-3 Henmenu 10 1 paza B 2-3 mMecsna (C y4eToM HaJIW4Us COMYTCTBYIOIIEH
MAaTOJIOTUU M KIMHUYECKOW CUTYallMH), a TakKe MPU HEOOXOAMMOCTH B JIFOOOH MOMEHT B TEUCHHUE
BCETO MepHoja JIeYeHUsl BbINONIHEHUE peHTreHorpaduu u/nam KT opraHoB rpyqHOM KIIETKH IS

BbIABGIEHUS UBMEHEHULL 1e204UHOU MKAHU U opearoe cpedocmenus [1,2,7,8,17,37-39].
YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Pexomenayercs Bcem manuentam ¢ OMJI Ha ar000M 3Tarne BeJeHUs ¢ MOJO03PEHUEM Ha HAJIUYUE
AKCTpaMENy/UIIpHBIX ovaroB BeimonHeHne KT u/mnm MarHUTHO-pe30HAHCHOW ToMorpaduu ¢
KOHTPAaCTUPOBAHUEM, BOBJICUECHHBIX B OIYXOJIEBBIM NPOLECC PETHUOHOB ISl YTOYHEHUs
pacIpoCTPaHEHHOCTH 3a00J€BaHUsl WIM JUArHOCTUKHU dKCTpaMedyiuisspHoro peruauBsa [1,2,8,37—
39].

Yposennb yoenureabHOCTH pekoMeHAanui — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o Pexomenayercsi Bcem narmeHTam ¢ OMJI 1o Havama cienu@uaeckoi Tepanuu U B XOJIe JICUCHUS C
yactoroi oT 1 pa3za B 2-3 Hegenu Ao 1 paza B 2-3 mMecsia (C y4eToM HaJIUYUS COMYTCTBYIOIIEH
NaTOJOTUU M KIMHUYECKOM CUTyalluu), a TakKe MPU HEOOXOAUMOCTH B JIFOOOM MOMEHT B TE€UEHHUE
BCETO TMepuoja JICYCHHs] JJid OIpeAeNieHHus o00beMa OIyXOJIeBOM MacChl, JAHATHOCTUKH U
MOHUTOPUHIA CONYTCTBYIOLIEH NATOJIOIMHU BBIIOJIHEHHUE YIBTPAa3BYKOBOTo ucciieqoBanue (Y3U)
OpraHoB OpIOLIHOIN TOJOCTH ¢ OnpedeleHuemM pasmepos8 NeyeHU, Cele3eHKU U BHYMPUOPIOUIHBIX
IuMbamuueckux y3108, a makice oyeHKa cOCMOAHUL OP2aHO8 OPIOWHOU NOLOCMY U BBITIOJTHEHNE

V3U opranoB mMajoro Tasza y KEHIIMH U NpeAcTaTeIbHON kele3bl y MyxuuH [1,2,37].
YpoBeHnnb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTEJbCTB — 5)

o PeKOMeH)]yeTCﬂ 6epeMeHHLIM KCHIIMHAM BBIIIOJIHATH MOJIHBIM  00BEM WHCTPYMCHTAJIbHBIX
JUAarHoCTHYCCKHUX I/ICCJ'IG,[[OBaHI/Iﬁ Ipu OM.H, KaKk M Yy HC 6epeMeHHBIX (CM. KIIMHUYC€CKHEC

PYKOBO/JICTBA IO BEIEHUIO OepeMEHHBIX NManueHTok) [1,40].
YpoBennb yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapmii: B oOuacnocmuueckux yensix npu OepemMeHHOCmU YenecooOpasHo NpUMeHeHue
MACHUMHO-PE30OHAHCHBIX Memo008 UCCed08anus, a makxice Y3, 6 mom uucie ne2ouHot MKAHU.
Heocenamenvno evinonnenue CmanOApmHbIX PeHM2eHON02UYeCKUX Memooos 00C1e008aHus npu

bepemeHHOCmU 8 C8A3U C BO3MONCHOCbBIO OMPUYAMETLHO20 8030CUCMEUS PEHM2eHOBCKUX TyYell Ha
nnoo [41].

e Pexomenayercst OepeMEHHBIM >KEHUIMHAM B xone XT peryispHO BBIIOJHATH YIBTPa3ByKOBOE

HCCIIeIOBaHNE MaTKH | TUIOAA B (peTallbHYI0 KapanoTokorpadwuro mioaa [1,40].



YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

2.5 Uuble THATHOCTHYECKHE UCCJICAOBAHUSA

L PCKOMeHﬂyeTCﬂ JKCHIIMHAM PCIIPOAYKTHBHOI'O BO3pacCTa BBIIIOJIHCHHUC TCCTAa HaA 6epeMCHHOCTL B
OCJIAX BBIABJIICHUA BO3MOKHOM 6epeMeHHOCTI/I U TOPpUHATHUA PCIICHUA O HGO6XOI[I/IMOCTI/I

MOAU(pUKAIIMU AUATHOCTUYECKOTO airoputma u tepanui [1,7,40].
YpoBeHb yoeauTeabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

o PexoMeHaywTCST IIpM HAJIMYAM [IOKA3aHUKW U OINPEHCICHUU COIYTCTBYIOILIEW IaTOJIOIMHU
KOHCYJIbTAIIUU Bpava-HEBPOJIOTa, Bpava-HEBPOJIOTa, Bpaya-o(TaabMOIIOra, Bpaua-
OTOPUHOJIAPUHOJIOTA U JIPYTUX BpaYeH-CHEUUATNCTOB, BCEM JKCHIIMHAM — KOHCYJbTAIUsl Bpaya-
akyuiepa-ruaexosora [1].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH J10KA3ATEJIbCTB — 5)



3. JIleuenne

IIpu svibope maxmuku u npogedeHuu mepanuu ciedyem yYyumvléams, Ymo y nayueHma mo2ym ovims
HeCmaHoapmuuvle NposGIeHUs OONe3HU, a MaKdice couemanue KOHKPemHOUu Oone3nu ¢ Oopyeumu
Namono2usiMu, UYMoO Modcem OUKMOo8amy Jnedaujemy 6pauy USMeHeHUs 6 aneopumme 6vloopa

ONMUMATIbHOU MAKMUKU OUACHOCIMUKU U JIeYEeHUS.

Ippexkmusnocme  XT OMJI 3a6ucum om 2 Kuouesvix ¢pakmoposd — cneyuguunocmu
YUMOCMAamuyecko2o 8030elcmseuss U adek8amHoCmu conposooumenvho2o Jnedenus. Kowneuno,
buonocuneckue 0cobeHHOCMU 1eUKeMU4ecko20 KJI0OHA — YumoceHemuieckue aHoOMaauu, MoieKkyisapHvle
Mmapkepul, KUHeMuU4ecKue c8oUCmEa ONyxXoieaulx K1emokK, UxX XUMUOYYECMEUmMelbHOCHb — ONPeoensiion
6 pamkax cogpemennou XT npoeHno3 3a001e8anus, HO MONLKO NPU YCI08UU COONOOEHUsI OCHOBHO2O
npunyuna neverus OMJI — maxcumym sgppexmuenocmu (3a cuem cneyugpuuHocmu u a0eKeamHoCmu
8030elicmeUs) npu MUHUMYME MOKCUYHOCMU (3a cHem 2PAMOMHOU CONPOBOOUMENbHOU MepanuiL).
Lonzocpounvie pesynomamol neuenus OMJI e3pocavix 6 meuenue nocieonux 20 nem, HecCMOmMps Ha
COBEPUICHCMBOBAHUE MEPANnuUU  BbIXANCUBAHUS U  UCNOIb308AHUA PAOA  HOBLIX NPenapamos,
NPUHYUNUATIBHO He UBMEHUNUCL. B cpednem S-n1emusisn o0was 8vioicueaemMocms nayueHmos 8 8603pacme
00 60 nem, no OanHBLIM OONBLUUUX KOONEPAMUBHBIX UCCE008aAMENbCKUX epynn, cocmasisem 35—50 %,
sapvupysi om 10 0o 90 %, 6 3asucumocmu om MONeKYIAPHO-CeHEMUUECKUX 0CODEeHHOCmell JletiKeMUlU.
onsa nemanvHuIX UCX0008, CEA3AHHLIX C JledeHuem, y 3mux nayuenmos cocmasisem 7—-18 %. B
NIeYeHUU NONCUTILIX NAYUEHMO8 00J20CPOUHbIE Pe3yIbmamul He npemepnenu npakmuidecku HUKaKux
usMeHeHUll 8 meveHue 3 NoCieOHUX Oecamulemutl, U S-1emHsis 8blicueaemMocms He npegviuiaem 10—12
%. Umenno OMJI sensemces motl 061acmvio KIUHUYECKOU 2eMaAmOoocuul, 8 KOMopou NPoOOaNCaAiomcs
UHMEHCUBHble KAK KIUHUYeCKUe, Maxk u J1abopamophHvie UCCie008aHUs, HANPAGIeHHble HA NOUCK

NOJIOHCUMENBHBIX COBUSO8 8 YCIMOABUIUXCS 00120CPOYHbIX pe3yiomamax [1,2,7,8].

Mesicoynapoounvie sKcnepmuvl HACMOAMENIbHO COBEMYIONM  BKIIOUAMb NAYUEHMO8 6 KIUHUYECKUe
UCCIe008aAHUsL U COXPAHAMb OuoLocUYecKue oopasyvl OJisi 803MONCHOCMU UX CONOCMABIEHU 8
oanvHeuwem ¢ NONYUEHHbIMU Pe3YIbmMamamu mepanuu U YCmaHo81leHUus KOppersiyuu 1abopamopHbix
OaHHbIX ¢ ucxooom 3abonesanus. Mcnonvzosanue npuHyUnNO8 «00KA3AMeNbHOU» MeOUYUHbl 8 MAKol
obnacmu, Kax 2emamonocus, s6IAemcs HeoOXOOUMbIM, NOCKOIbKY, NOJNCANYU, HU 8 KaKou Opy2ou
oonacmu MeOUYUHCKUX 3HAHUU He NPUXOOUmcsi HNOCMOAHHO CMAIKUBAMbCSA C KPUMUYECKUMU

cumyayusamu u npunamuem Kpumuyeckux pewenut [1,2,7,8].

B 2017 2. 6viiu onyboaukoeansvt Pekomenoayuu e8poneickux 3Kcnepmos no OuacHOCmuKe U J1eyeHuio
OMJI [7]. B meuenue oecamka nem 6 CIIA pazpabamwviearomcs u nocmosiHHO OOHOGIAOMCS
pexomeHoayuu max Haswvieaemoli Hayuonanvrot obwecmsennotl npomusoparxosoui cemu (NCCN) [8].
B nocneonue 200vi Ovln  0OCMUSHYM  3HAYUMENbHBIU NPOSPecc 6 HNOHUMAHUU MOLEKVISAPHO-
2eHemuyeckou u snueeHemudeckol ocHosvl passumusi OMJI, umo nozeonuno onpedeiumsv HOBble
ouacHocmuvecKkue U npocHOCMuYecKue mapkepvl 3abonesanus. B xnaccugpuxayuu BO3 (2016)
yumeHwvl eeHemuveckue u monekyuapuole sapuarmosl OMJI [4]. H30auer Eéponetickue pexomenoayuu

no onmumanvHou unmezpayuu annocennou TKM (anno-TKM) 6 npoepammnyio mepanuro OMJI [42].



IIpu ecex OJI cywecmsyem HeCKOIbKO OCHOBHBIX 3MAN08 mepanuu — UHOYKYU PemMUccull,
KOHconuoayus, noooepxcusaroujasi mepanus (cm. Ilpunooxcenue A3.2) u  npogurakmuxa
Hetponetikemuu 01 Hekomopwlx eapuarnmos OJI [1,2]. [lepuoo nauanvbHo2o neuenus, yenvlo Komopoz2o
AGNAIOMCA MAKCUMATILHO OblCMpOe U CYUWeCmE8eHHoe COKpaujeHue onyxone8ou Maccol U 00CMUNCeHUe
IIP, nazvisaemcs nepuooom uHOykyuu pemuccuu (0oviuno 1—2 xypca). menno 6 smom nepuoo Ha
Gone npumeHenuss Yyumocmamuyeckux cpeocme KoIu4ecmao 1eukeMuyeckux Kiemok 8 KOCMHOM MO32€
ymenvuiaemes npumepno 6 100 paz, m. e. 6 momenm koncmamayuu IIP 6 kocmHom mo3ee
mopgonocuvecku onpedensemcs Mmewee S5 % onyxonesvix Kiemok. Ilocne cmanoapmuoll
UHOYKYUOHHOU mepanuu «7 + 3» wiu mepanuu aHAI0SUYHOU UHMEHCUBHOCNU OYeHKA omeema
oovluHo ocywecmensiemcs Ha 21-28-1i Oenv nocie Hauana mepanuu auUOO0 HA MOMEHM
80CCMaHoO8IeHUs. noKazamesel nepugepuyeckoli Kposu. Bpems moocem eapvuposams 6 3asucumocmu
om npomoxonos. Ecnu [IP nocne 2 kypcos unoykyuu He 00CMUSHYMA, KOHCMAMUpyemcs nepeudHdst
PE3UCMEHMHOCMb, U NAYUEHMAM NPOBOOIM Mepanuio no NpoSPaAMMAM JieYeHUs pehpaKmepHvix
Gdopm  netikemuu. Cpazy dice HeobOX0OUMO NOOHepKHYmb, umo Hedocmudxcenue IIP nocne [-20
UHOYKYUOHHO20 KYpPCa ABNAEMCs 00CMOBEPHLIM (DAKMOPOM NI0X020 00120CPoUH020 npozroza OMJI,
nosmomy yoce cpasy nocie l-eo Kypca (npu ycroeuu adekeamHocmu 003 U OJUMETbHOCTU
YUMOCMamuyecko2o  6030elCmeus) nayueHmsl  OOAHCHbL  PACCMAMPUBAMbCA 8  Kauecmee

NOMEHYUAIbHBIX KAHOUOAmOo8 01 ebinonenuss anio-1KM [1,2,42].

Bmopvim smanom mepanuu OJI s6nsemcs KOHconudauus pemuccuu (3axpeniexue O00CMUSHymoz2o
npomusoonyxonesoco 3¢gexma). B nacmoswee eépems 6 OonvuuHcmee cayiaes KOHCOMUOAYUS —
Haubonee azpeccusuvlil U 8blcok0003HblLl dman npu nevenuu OJ1. 3adaueti 3mozo nepuooa s61s1emcs
N0 BO3MOJCHOCIU euje Oonbulee YMeHbUleHUe YUCIAd OCMAIOWUXC NOCie UHOYKYUU JlelUKeMU4ecKux
knemok. llocne kounconudayuu (ooviuno [-2 Kypca) cnedyem nepuod RpOMUEOPEUUOUBHOZO UTU
noooepocusarouiezo nevenusn. llpu pasnvix eapuanmax OJI onumenvHOCcmb, UHMEHCUBHOCHb U
cocmas noooepicusaroujell mepanuu pasiuyHsl, HO NPUHYUn ee o0uHakos 0as ecex 6uoos OJI —
NPOOOJIdICeHUe YUMOCAMUYEeCKO20 UIU MA2eMHO20 B030€UCMEUsT HA BO3MONCHO OCMAIOWULICS

ONYX0N1€e8blll KIOH.

[ punyunuanvueim smanom npu jgedenuu Hexkomopwix eapuarnmos OMJI (npomuenoyumapHvlx c
netikoyumoszom  >10 ° 10°/1, muenomono- u monobGnacmmuvix, OMJI ¢ sKcmpamedynispHbLMU
nopascenusimu, OMJT ¢ unuyuansuvim aeiikoyumosom 30 ° 10°/1 u 6onee) seisemcs npounakmura
UnU, npu HeobXoOUMoCcmu, ae4eHue HelupoaeuKkeMuu. Imom d3man pacnpeoeniemcs Ha 6ce nepuoobvl
NPOCPAMMHO20 JleHeHUsi — UHOYKYUIO PEeMUCCUU, KOHCOMUOAYUIO U nododepicusaiouee jedenile.
Ob6viuno npogunaxmuxy HetiporetukeMuu (OCHOBHOU nepuod — 5 UHMPAMEKAIbHLIX 668edeHUll)
npoeoosim 3a nepuoo nepsevix 3 Kypcoe leueHus, a 3amem 6 medenue 1 2oda noooepocusaroujeco
NleyeHusl BbINOIHAIOMCA NYHKYuu ¢ yacmomou 1 paz 6 3 mecaya. /[uacHocmuyeckyro NYHKYUio u
npoguraKmuKy HeliponetikeMuu pekomMeHdyemcs Hauunamo npu mpomboyumax >30—40 "~ 10°/1, npu
KYNUPOBAHUU KOAYIAYUOHHLIX HapyuieHutl. [Ipogurakmuka neviponetikemuu oos3amenvHa OJisi 8cex

nayueHmoe ¢ 3KcmpaM€0yﬂﬂﬂprlMM nopastCerHuAiAMu (KO.?ICCZ, Mmbolidysvl, AUHHUKU, KOCMU U Op)

s mmnoeux nayuenmos ¢ OMJI xnrouesvim smanom neuenusi seisiemcs anno-TI'CK. Iloo smum
mepmunom  obveounena TI'CK xocmmoco mozea, nepugepuueckoli  Kposu, NYNOSUHHOU

(nrayenmapuou) Kposu. Omom sman obnadaem Hauboliee BblCOKOU Ippexmusnocmvio npu



gvinonHenuu 6 nepuoo I1-u (pexce 2-u) IIP OMJI. Pezynemamwvr anno-TI'CK ene IIP kpaiine
Heyoognemeopumensvusl. I pynna poccutickux sxcnepmos nonazaom, yumo aino-11'CK nokaszana ecem
nayuenmam ¢ OMJI 6 1-ui I[IP 6 eo3pacme monodxce 60 nem, Komopoim He GbINOIHEHbI MOJEKVISAPHO-
2eHemuyeckue UCCIe008aHUs, eCMeCMBEHHO, C YYemoM MPAaHCHAAHMAYUOHHLIX — DUCKO8 U
Komopouonocmeu. Ecau yumoeenemuyeckue u MONEKYIAPHbIE UCCTE008AHUS ObLIU  GbINOIHEND,
nokasanus K evtnonnenuto anno-1T1I'CK e 1-u IIP OMJI paccmampusaromes 6 pamkax mexcoyHapoOHbIX
kpumepues (cm. Ilpunoscenue A3.3). I[lpeocmasnennas ¢ Ilpunoscenuu I'd ungpopmayus moorcem
CyoHcums pykogoocmeom 6 npunamuu peutenusi o gvinoanenuu T1'CK y nayuenma ¢ OMJI 6 1-ii IIP.
Ecnu puck paszsumus peyuousa npesviwiaem na X1 unmecpuposanmvie pucku nocie anno-11CK,

pewenue npunumaemcsi 6 nonvszy TTCK [42].

I punyunvt nevenus OMJI u npomoxonvl onpeoensitomes 603pacmom nayuenma.

3.1. J/leyeHue manueHTOB C OCTPBIM MHUEJIOMIHBIM JIEHK030M B Bo3pacre 18—60
JeT

e Pexomenayercsi wuHAykiuoHHyto Tepanuio OMJl HaumHath cpazy mocie TOro, Kak OyayT
3aBepIIEHbl BCE JUArHOCTHUUECKUE Meponpusatus. JJonmycTuMo oTinoxuTh Hauano X T 10 noiayyeHus
PE3yABTATOB BCEX JIAOOPATOPHBIX MCCIIEIOBAHUM, UTO MO3BOJUT OOJiee JETaJbHO XapaKTepHU30BaTh

3a00JIeBaHKE U OTIPEEIUTh MPABWIBHYIO TAKTUKY Teparnuu [43,44].
YpoBeHb yOeAUTEJIbHOCTH peKoOMeHAauuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 3)

KommenTapuii: omcpouxa wnavana mepanuu Ha Kopomkui nepuoo (5—7 OwHeti) om Hauana
OUACHOCMUKU 3a001e8anus He 6ausem Ha IPoexmusHocms mepanuy, noxkazamenu paHHell

N1emanbHOCmu, a makace omoaneHuvle pezyiomamsl mepanuu OMJIL.

o He pexomenayercsa nanueHtaM ¢ OMJI HaunHaTh HEMENJIEHHO IMPOBENECHHUE LUTOCTATHYECKON
TepaIrvu, €ClId y NallueHTa UMEETCS:

e TSDKENas 3aCTOMHAs cepledHas HeAOCTaTOYHOCTh ((ppakmus BeiOpoca meHee 50 %), HecTaOuIbHAS
CTCHOKapusi, TpyOble HApYIIEHUS PUTMA W MPOBOAMMOCTH C HECTAOMIBHOCTHIO T€MOJWHAMHUKH,
oCTpbIii HH(pAPKT MUOKap/a (aHamMHe3 MeHee | mecsna);

e TIOYEYHAs HEJOCTATOUYHOCTH (ITOKa3aTelb CHIBOPOTOYHOTO KpearnHuna >0,2 mmons/n (uiu >200 mr/
MKJI), 32 UCKITIOUCHHEM CITy4aeB, 0OYCIOBIEHHBIX JEHKEMUIECKOM HHPUIBTpAIeil MOYeK);

e IICUEHOYHAs HEAOCTATOYHOCTh (32 MCKJIIOUEHHWEM CIIy4yaeB, OOYCJIOBJIEHHBIX JIEHKEMUYECKOU
MH(QUIBTpaLMel opraia), ocTpblil BUupycHslil renatut B wiu C;

e TsDKENasi MHEBMOHMSI (JbIXaTelIbHAas HEJOCTATOYHOCTh — OfbIKa >3(0 IbIXaTeIbHBIX TBUKEHUU B
MUHYTY, apTepuaibHas runokcemMuss <80 MM pT. CT., IPU ATOM CIEAYET UMETh B BUIY, YTO, €CIIU B
TeueHue 2—-3 JHEW He ymaercs CTaOWIM3HpPOBaTh COCTOSHHUE ManueHta, Kypc XT noimkeH ObITh
HayaT, IIOCKOJIbKY HEPEAKO JHATHOCTHPYETCS HCXOJHOE IOPAXKEHHE JIETOYHOW  TKaHU
JEHKEeMUYECKUMH KJIETKaMu, U 0e3 crnenuuueckord Tepamnuy IIaHChl HA W3JICYCHHE MHEBMOHHH

Ype3BbIYAHO MaJlbl);



o cerncuc (IpH HECTAOMJIIBHOCTH TeMOJMHAMHUKH);, TOJBKO BBICOKAs JIMXOpajaka Oe3 XapaKTepHBIX
MPHU3HAKOB CEIICHCa HE MOXKET CIYXKHUTh IMOBOJIOM K oTcpouke XT;

o YIrpOXKAaIONIUe JKU3HU KPOBOTCUYCHHS (JKEIYIOUYHO-KUIICUHBIM TpaKT, MPoQPy3HOE MaTOYHOE,
KPOBOM3JIMSHUE B TOJIOBHOH MO3T);

e TSDKEJIBIC IICUXMUYECKHE HapylieHus (Opelm, TsKENbI JCHpPECCUBHBIN CHHAPOM U JIPYTHe
MIPOSIBIICHUS TTPOAYKTHBHOW CHMITTOMATHKH );

e (u3MYECKass HECOCTOSITEILHOCTD, TPEOYIOIIAsi TOCTOSIHHOTO YXO0/1a, KaXeKCusl (IMI0Ka3aTesib 00IIero
oenka <35 r/n);

e JICKOMIICHCUPOBAHHBIN CaXapHbIN 11abeT (YpOBEHb IIFOKO3BI KPOBH >15 MMOIIB/1);

e HEKOHTPOJUPYEMOE TEUEHUE COMYTCTBYIOIIETO OHKOJIOTHUYECKOTo 3a0oneBanust [1].
YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapwmii: eciu na momenm nocmynieHus y nayueHma Obull0 OOHO U3 BbIULEYKA3AHHBIX
COCMOSIHUL, HO €20 6 pe3yibmame UHMEHCUBHO20 CUMNMOMAMUYECKO20 JleueHUs YOaemcs
KYRUpOo8amuv Uiu KOHMPOIUPOBAMsb, MO NAyuenmy no ucmeyeHuu 3—7 OHel modicem Obimb Hawama
yumocmamuyeckasa X1, Eciu 6 xo0e cUMNMOMAmMu4ecko2o JieYeHUus CONyMmCcmeyujel namonocuu
ommeyaemcsi npoepeccuposanue OMJl 6 6ude ygenuuenue uucia JaeUKOYUMos, NPOYEHMHO20
cooepoicanuss ONACMHBIX KIemoK 6 nepugepuueckol Kposu Uil UCXOOHO YPOBEHb JeUKOYUMO8
cocmasnzem 100 ° 10°/1 u Gonee, yenecoofpasno Kk mepanuu ociovcHenui  0obagumo
Heuopoxcuxapbamuo®* 6 ooze 100 me/ke 6 Oenv [45] u/unu netikoyumaghepesvl u, 6 ciyyae
Heobxooumocmu, O NPODUIAKMUKU  MYMOP-TUZUC-CUHOPOMA  8bINOIHUML naasmaghepes. Ecau
COCMOsIHUe NAYUEHMA BC1e0CEUe KPAUHE MANCENbIX OCI0MNCHEHUll, C8A3AHHbIX ¢ 3aD0Nesanuem, unu
gcrieocmeue maxcenol CoOnymcmeylwel namonio2uy He yoaemcs Cmabulu3upoeams 6 medeHue
makcumym 7 OHell, OONYCKAemcs paccMompems 60NpoC O NALIUAMUSBHOM YUMOCMAMUYECKOM

8o30eticmeuu (Hanpumep, yumapaoun™* ¢ manrvix 003ax).

o Pexomenayercss BCEeM IMalMEHTaM, KOTOPBIM BO3MOXXHO IHIPOBEIAEHHE HHTEHCHUBHOM XT,
BbITIONTHEHHUE 1-r0 Kypca uHaykiuuu 1o cxeme «7 + 3» (I[lpunoxenue A3.2) [46,47].

YpoBeHb YOeAUTEILHOCTH PEKOMEHAANNN — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 1).

KomMmenTapuii: 7-0nesnoe esedenue yumapabuna** moscem 6vimo svinoineno 6 0ose 100-200 me/m’
6o 2 pasa 6 cymku (no 100 me/m?) kax xopomxas unysus, aubo 6 eude HenpepwvleHOI
srympueennoil (8/8) ungysuu (200 me/m’) 6 covemanuu ¢ 3-OHe8HbIM 868€0eHUEM AHMPAYUKTUHOE 6
gude kopomioti ungysuu (daynopybuyuna** & dose kax munumym 60 me/m’ unu udapybuyuna** 6
dose 12 me/m?, unu mumokcanmpona®* ¢ 0oze 10 me/m’). Buibop KOHKDEMHO20 aHMpayuKIuHOBO20
anmubuomuxa (oayrHopyouyun™*, uoapyouyun™* unu mumoxcanmpon**) cywecmeenno ne nusem Ha
KoHeuHvle pesynomamul [46]. [okcopyouyun™* ne npumensemcs npu nposedenuu kypca «7 + 3» 8

unoykyuu pemuccuu OMJI.

e He pexomenayercsi UCIONB30BaTh UTAPAOUH™* B BBICOKHMX J103aX B MHAYKIIMOHHBIX Kypcax Mpu
OMIJI [48,49].

YpoBeHb YOeAUTEILHOCTH PEKOMEHAANNI — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 1)



KOMMeHTapHﬁZ C yuemom omcymcmeus OAHHBIX O NOBBIUEHULU YACOMblL OOCMUNCCHUS pemuccuu
npu docmoeepHo Oonee BbICOKOU MOKCUYHOCMU Je4eHUs. Mo B03MONCHO MOAbKO 6 pamKax

KAUHUYECKUX UCCAEO0B8AHUIL.

o Pexomenayercss BceM MNAaNMEHTAM, KOTOPbIM BO3MOXKHO HpoBeAeHue HHTeHCMBHOM XT,
BbinonHeHue | unu 2 kypcoB XT umHAyKumMuM pemMuccuu (B 3aBUCHMOCTH OT TOTO, MOCJE KaKoro
Kypca — 1-ro wnu 2-ro — pocruraercs [IP) u 2-3 KypcoB KOHCONMMIALUKU BBICOKMMH/CPETHUMU
JI03aMU  IUTapabuHa** B KaduecTBE MOHOTEpANMM WM B COYETAHWU C aAHTPAIMKINHOBBIMU

aHTHOMOTUKaMU n/unu #pmynapadbunom™* (cm. [punoxenne A3.2) [49].
YpoBeHb yOeIUTEIBLHOCTH PeKOMEHAalil — A (YPOBEHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 1)

KommenTapmii: 6osmooicnvle 6apuanmuvl  003upo6oK yumapabuna™* npu npoeedenuu Kypcos
konconuoayuu pemuccuu — 3; 15 u 1 2/’ 2 paza 6 Oemv 6 1, 3, 5-ii Onu ¢ 00unakosoil
appexmusrocmpio (dosuposku 1,5 u 1 2/m* — ene 3apecucmpuposannwix nokazanuti). B nacmoswee
8peMsl  CYWecmeylom HeKOmopbvle pPA3HONACUL 6 PEeKOMEeHOAyusx O003Upo8oK yumapabuna**
€BPONEUCKUMU U AMEPUKAHCKUMU ucciedosamensaimu. Eeponetickue uccreoosamenu npuwiiu K
€OUHOMY MHEHUIO O MOM, YMO ONMUMAILHOU 0030U yumapadbuna™** 6 kypcax koncoruoayuu a611emcs
1-1,5 oI’ [7], a amepukancxue uccneoosamenu ¢ pekomenoayusx NCCN ocmasnsatom 003y 1,5—3 e
[8]. Eciu nem 603mM0ONMCHOCMU BbINOIHUMb BbICOKOOO3HYIO KOHCOMUOAYUIO, KAK OONOIHUMENbHbLI
8apPUAHM MOJHCEN PACCMAMPUBAMBC 8bINOIHEHUEe euje 2 Kypcos «7 + 3» ¢ udapyouyunom™* unu

MUMOKCAHMPOHOM ** 8 unOyKyuonHbIX 003ax (cm. Ilpunoscenue A3.2).

o Pexomenayercst BceM TnanmueHTaM ¢ MueloMOHOOMacTHBIM (M4) u monobOnactHeiM (MS)
Bapuantamu OMJI, mpu Bcex dopmax OMIJI ¢ nelikonro3om B nedrote 3abosneBanus Boimie 30
10°/1 m/uny HanHuMeM SKCTPAMELYIUIAPHBIX 0Opa3oBaHMil, a TAKKe HPH MUCIOMIHON capkoMe
BBINIOJIHATh NPO(PUIAKTUKY HEHPOJIEHKEMUU — CIHMHHOMO3TOBBIE MYHKLIHMH C MHTPATEKAIbHBIM
BBEJICHMEM CTaHJIAPTHOTO Habopa mperapatoB (#metorpekcar™** 15 wmr, murapadbua™®* 30 wr,
#nexcamerazon** 4 mr) [1,2].

YpoBeHnnb yoenureJabHOCTH pekoMeHAanuil — C (YypoBeHb J0CTOBEPHOCTH I0Ka3aTeJbCTB — 5)

KommenTapuii: Ocnosnoil sman npoguiakmuku — 5 JOMOANbHLIX NYHKYUL 68 Nepuoo UHOYKYuu/
KOHCOMUOayuu pemuccuu u oanee euje 3 NyHKYuu Kaxcovle 3 mec. 8 xo0e nodoepaicusaroweli mepanuu
— umoeo 6ce2o 8 NOMOANLHLIX NYHKYULL ¢ UHMPAMEKATbHbIM 66e0eHuem 3 npenapamos. 3apybedicHule
uccireoosamenu He pPeKOMEHOYIOM BbINOIHAMb NPOGUIAKMUKY HelpoNeukeMuy y nayueHmos oOe3
HeB8pON02UYEeCKOU CUMNMOMAMUKY, OOHAKO POCCULCKUE UCCIe008ament CYHUmarom npo@uiakmuxy

HeZZPOJleIZKBMuM oosizamenvuvim dsmanom neverus OMJI 6 svruieonucannvix cumyayusix.

o Pexomenayercsi BceM TMalMeHTaM TMpPU JTUATHOCTHKE HEHUPOJICHKEMUU TMPOBENCHUE Tepanmuu
HEUPOJICUKEMUU — BBINIOJHEHUE CIUHHOMO3IOBBIX MYHKIHUM C HWHTPATeKaJbHbBIMU BBEICHHEM
CTaHJapTHOTO Habopa mpemnapaToB (#metorpekcar** 15 mr, nurapadbun™* 30 mr, #1ekcameTazon™*
4 Mr) ¢ uHTepBaJIoM Kaxiaele 3 mHsA. [lociae HOpmanmm3amuu mokasaresed JIMKBOpa JOJDKHO OBITh
ClelaH0 MUHUMYM 3 TYHKIIMM C TaKUM JK€ MHTEPBAJIOM MEXKIy BBEIACHUSIMHU, B JaJIbHEHUIIIEM

ITYHKIMH BBIIOJIHSIOT NIEpE KaXIbIM KypCOM 3aINIAHMPOBAHHOTO MpoTokona [1,2].



YpoBens yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Pexomenayercs npu pa3BUTHH y MAIMEHTA MOCJE 1-T0 MHAYKIIMOHHOTO Kypca )KH3HEYTPOKAIOIIIX
OCIIOKHEHHH, IMOTPEOOBABIINX PEAHUMAIIMOHHBIX MEPONPUATHH (CENTUYSCKUN MIOK, HH(MAPKT
MHUOKap/ia, MHOKAPAUT U JIP.), WU THKEIOTO MHBA3WBHOTO MHMKO3a BPEMEHHO (/10 peadMIUTAINH
nanueHTa) 3aMeHuTh Kypcbl (1-2) UWHTEHCHMBHOM  MHIYKUHMWU/KOHCONUIALMU  KypcaMu
#uuTapabuHOM** B Manbix 103ax (10 me/m’ 2 paza é dens nodkodcho (/) 4 Ons Kaxicoyio Hedelio
6 meuenue 28 Oneil) aubo couemanuem Mmaavlx 003 yumapadbuuma** ¢ udapyouyunom™* u

#oeyumaodbunom (cMm. Ilpunoxenne A3.2) [50,51].
YpoBeHb yOoeauTEeILHOCTH pekoMeHaaluii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 3)

KommenTapmii: nocie gvinonnenus 1-2 Kypcos yumapaburom™** 6 manvix 003ax u KynupoB8aHus 6cex
OCJLOJCHEHUT YeN1eCO0OPA3HO BEPHYMbCA K 8bICOKOOO3HOU KOHCOMUOAYUU 8 0O0beme MUHUMYM 2 KYPCO8.
Lumapabun™** ¢ manvix 003ax modxcem ocmamuvcs OCHOGHOU mepanueli 8 medenue 3 jem MmojbKo y

nayueHmos ¢ 0Cmpvim spumpomuenosom (apuanm M6) u mecaxapuobnacmuvim (6apuanm M?7).

o Pexomenayercs marmentam ¢ OMIJI B Bo3pacte 18—60 seT, KOTOPHIM HEBO3MOXHO MPOBEJICHHE
uHTeHcuBHOM XT B CBSI3U ¢ HAIMYMEM COMYTCTBYIOIIMX 3a00JI€BaHU, B KaUeCTBE TE€paruu BbIOOPa
MIPOBEJICHUE TEPAIMK BEHETOKJIAKCOM B COUETAHUHU C a3allUTUAMHOM **, NeMTaOMHOM WJIU MaJbIMU

J03aMH IuTapadbmHa** [52,53].
YpoBeHb yOeAUTEIbHOCTH PEKOMEHAANNHN — A (YPOBEHBb 10CTOBEPHOCTH I0KA3aTeJILCTB — 2)

KomMmenTapuii: mepanuro eenemoknaxcom 6 0oze 400-600 me nposoosm 6 couyemaHuu ¢
azayumuounom™* 75 me/m’ 6 meuenue 7 oneil, deyumabunom 20 me/m’ 5 OHell unu Manblmu 003aMu
tyumapabuna** 20 me/m?/cymxu 10 oueii (cm. Hpunoncenue A3.2). Heobxoduma xoppexyus 003bl
8EHEeMOKIaKca npu co4emarHHoM npumeHenuu npenapamos-uneuoumopos CYP3A (6 coomeemcmeuu ¢
uHcmpykyueti K npenapamy). B yenax npoguiakmuxu  MAcCu8Ho20  YUmonu3a — onyxonu
npeoyCMOmMpeHo CmyneHyamoe nosbiuleHUe 003bl BeHEMOKIAKCA 6 Haudale e20 npuema ¢
NPUOCMAHOBKOU mepanuu 00 paspeulenus CUMNMOMAMUKY NPpU NOAGLEeHUU KIUHUYECKU 3HAYUMbBIX

1aO0PaAMOPHLIX/KIUHUYECKUX NPUSHAKOE CUHOPOMA TUUCA ONYXOIIU.

e Pexomenayercs y mauuentoB ¢ OMIJI ¢ skcnpeccueit FLT-3 noGaBieHue K IporpaMme JedeHus
npenapatoB  FLT3-unru6utopoB (MHrHOUTOPOB NPOTEMHKHUHA3bl) — MHJAOCTaypuHA WU
#copadenunoda®* [54,55].

YpoBeHb yOeAuTEeIbHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KommenTapmuii: pescum oosuposanus muoocmaypuna. 50 me 2 paza 6 denv enympv 8—21-ii OHu Kypca
OOHOBPEMEHHO ¢ UHOVKYUOHHOU mepanueti «7 + 3» u 4 Koucomuoupylowumu Kypcamu
yumapabunom™** 6 gvlcoxux 0ozax c nociedyroujelt noooepaicusaroweli mepanueti muoocmaypurom 50

me 2 paza 6 0enb 8 meuenue 1 2ooa.

Peotcum oozuposanus #Hcopagenuba™* y monoovix nayuenmos: 400 me 2 pasa 6 oenv enymps 10—19-u

OHU KaxMc0020 UHOYKYUOHHO20 Kypca, Oanee — 400 me 2 paza 6 Oenb, HauuHas ¢ 8-20 OHs KAAHCOO20



Kypca KoHconudayuu, oanee — noodepacusarowias mepanus #copaghenubom** 400 me 2 paza 6 denv

meuenue 1 2o0a.

Peoicum oosuposanus #Hcopaghenuba™* y noowcunvix nayuenmos: 400 me 2 paza 6 0env sHympv 1—7-u
OHU KaX}C0020 UHOYKYUOHHO20 Kypca, oanee — 400 me 2 paza 6 Oenvb eHympo 1-28-1ti onu oea 28-
OHeBHbIX KYPCa 0OHOBPEMEHHO ¢ 2 Kypcamil KOHCONUOAWUY CPeOHUMY 003amu yumapabuna** (2 2/m?/
cymku, 1-ui u 5-ui Onu 28-0onesnoco Kypca), danee — nooodepocusarouias mepanus #Hecopagpenuoom 400

Mme 2 paza 6 0eHb GHYMPb 8 meueHue 200d.

e Pexomenayercs nanuentam ¢ OMJI, nocturmum [P nocne MHAYKIIMOHHOW TEpanuu, KOTOPbIE HE
SBJISIIOTCA KaHJuaatamMu Ha BeinojHeHue amno-TI'CK, mpoBeaeHue moaaepKuUBarolieil Tepanuu
(cm. [Tpunoxenue A3.2) [56,57].

YpoBeHb yOeAUTEILHOCTH PeKoMeHaannil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KomMmenTapmii: noodeporcusarowas yumocmamuueckas, 2unOMemMuiupyiowds uiu mapeemuas
mepanus (8 3a8UCUMOCMU OM MO20, NO KAKOU npocpamme nayuenmy Oblld NpoeeoeHa UHOVKYUs U
Konconuoayus pemuccuu OMJI) dondxwcna evinonnamoecsa 6 meuenue Kax munumym I 2ooa om mauana
neyenus (4 Kypca uHOyKyuu/Konconuoayuu u 6 Kypcog noooepicusaioweti mepanuu) uiu 8 medeuue 2
nem om Hauwana mepanuu (4 Kypca umoykyuu/konconuoayuu u 9—12 kypcos noooepowcusaroujels

mepanuu) (cm. Ipunoscenue A3.2.).

o He pexomenayercs y manueHtoB ¢ OMJI Bemomnenne aytonormunoit TI'CK (ayto-TI'CK)/
ayronoruunoit TKM [1].

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenrapuii: psoom sapybexcuvix uccnedosameneti aymo-T1'CK paccmampusaemcs 6 kauecmee
onyuu NOCMUHOYKYUOHHOU mepanuu y NAYUEHMOE 2PYNNbl NPOMENCYMOYHO20 PUCKA 6 Cryyde
oocmuoicenust MOB-necamusnou pemuccuu OMJII [58,59]. Oonaxo poccutickoii epynnoti 3Kkcnepmos
svinonnenue aymo-TI'CK ne paccmampusaemcs 6 kauecmee 8apuanma noCmpemuccuOHHO20 J1e4eHusl
nayuenmos ¢ OMJI 6 cesazu ¢ mem, umo aymo-TI'CK mooicem cmams smanom mepanuu moibko npu
ycnouu adbconomHo adeKk8amHo BblNOIHEHHO20 UHOVKYUOHHO20 U KOHCOMUOUPYIOULe20 JedeHus U
obs3amenvHo2o otcnexcusanusi MODB. Ee mooxcno pexomenoosamv moNbKO 68 paAMKAX KAUHUYECKUX

UCCLe008aHUll.

e Pexomenayercs mnamuentram, pocturimmmM [IP  mocie HMHIyKIMOHHOTO 3Tama  JICYSHHS,
KOHCYJIbTAllUsl B TPAHCIUIAHTAILIMIOHHOM LIEHTPE B T€UEHHUE 3 MECALIEB OT MOMEHTa AocTikeHus 1P
JUTSL pEIICHHs] BOITPOCa O BOBMOXKHOCTH U 11e7Ieco000pa3HoCTH BhinmoHeHus amio- TKM/amno-TI'CK
[1,2].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — S)

o Pexomenayercsi BemmonHeHwe amio-TKM/amno-TICK B 1-i I[P OMJI kak »9rama
MOCTPEMUCCUOHHOM Tepanuy NaleHTaM TIpPynl BbICOKOTO W IMPOMEKYTOYHOIO pHUCKa C

HOPpMAJIbHBIM KapUOTHIIOM H H€6HaFOHpI/I${THI>IMI/I MOJICKYIIIPHBIMHA MapKEpaMu 100 nmanueHTaMm,



KOTOPBIM TIIPpHU YCTAHOBJICHUHW JUArdHO3a HC BbIIIOJIHCHBI HUTOTCHCTUYCCKUC W MOJICKYJISIPHO-
IFCHCTUYCCKHUEC HUCCIICAOBAHUA, @ TAKKC ITAIIUCHTAM I'PDYIIIbI 6JIaFOHpH51THOFO PpHUCKa, Y KOTOPBIX ITP

ObLIIa ToJTy4YeHa He mociie 1-ro Kypca HHAYKIUH, (cm. [Ipunoscenue A3.3) [60)].
YpoBeHb yOoenuTeJIbHOCTH peKOMeHAAINi — A (YPOBEHDb J0CTOBEPHOCTH I0Ka3aTeJbCTB — 1)

KommenTapuii: y nayuenmos us epynnsvi npomescymounoco pucka 6e3 cunepieiukoyumosd, Komopuim
ouaznoz OMJI ycmanosnen ne 80 8pems bepemeHHOCMU, Y KOMOPbIX nocle 1-20 Kypca docmuenyma
IIP ¢ MOb-ompuyamenvuviv cmamycom, eonpoc 06 anno-TI'CK 6o3modcHo omaooscums  Ha
nocneoyrowue smansl. a1 nayueHmos u3 epynnvl 8blcoko2o pucka, 6 mom yucie ¢ FLT3-ITD, anno-
TT'CK cnedyem paccmampusamv Kak 00a3amenvbHulii dman Jnedenus. MmenHo Onsi 3motl 2pynnvl
nayuenmos KpatiHe 8adxicHO evinoineHue HLA-munuposanusi nayuenma 0o Hauvana 1-eo
UHOYKYUOHHO20 Kypca, a nocie oocmudcenus 1-u [IP — nauano noucka nomeHyuaibHulX OOHOPOS.
Oonako 5my peKomMeHoayuro 02panuyueaem HeCcKOIbKo akmopos: 803pacm, COMamuyecKutl cmamyc
nayuenma, Hauiuuue OOHOPA U OP2AHUIAYUOHHAS BO3MONCHOCIb 8bINONHUMb npoyedypy anno-TI CK.
Ecnu puck pazeumus peyuousa npesviuwiaem na X1 unmezpuposannvie pucku nocie aino-11'CK, mo

pewenue npunumaemcs 6 nonwv3zy TI'CK.

HHmeZlePOGCZHHble PUCKU, CBA3AHHbIE C mpchnﬂaHmal/;MOHHOﬁ JgemdajibHoCcmbvlo, npuee@eHbz 6
przo:)fceHuu I4. ﬂﬂ}l OKOHYAamelbHO20 pelleHUusl 3nmoco 60onpoca Heobxo00UMo Hanpaeumos nayuerma

HA KOHCYy1bmayuio 6 mpaHCI’l]l(leClI/ﬂIOHHbllZ uenmp.

e He pexomennayercs Boinonnenue amwio-TKM/amno-TI'CK B nepuon 1-ii [IP OMJI nanuenram u3

rpynbl OIaronpusiTHOro pucka (cm. Ilpunoscenue A3.3) [60].
YpoBeHb yOoequTeJIbHOCTH peKOMeHAAINH — A (YPOBEHb J0CTOBEPHOCTH 10Ka3aTeJbCTB — 1)

KomMmenTapuii: 3a uckmouenuem ciyuaes OMJI ¢ t(8;21) u neiikoyumosom eviwe 20 ° 10°/1,
nayuenmog cmapuie 35 nem, OMJI ¢ t(8;21) u c invli6 u mymayusmu KIT unu nepcucmernyueu
gvicoko20 yposHs MOB, ons komopwvix anno-TI CK saenaemcs onmumanvrvim sapuarnmom. Anno-TI'CK
pekomenoyemcs makxce nayuenmam c¢ OMJI ¢ HopmanbhbiM Kapuomunom u O1a20NPUAMHBIM
MONEKYIApHbIM npoguiem, Ho ¢ cunepietikoyumosom >100 * 10°/1 uw/unu nanuvuem neiikemudos u npu

ouaznocmuxe OMJI na ghone bepemennocmu.

e Pexomenayercss y mnamnueHtoB ¢ BropuuHbiM OMIJl mnpuaepkuBatbcs anaroputMa BbIOOpa

TEpaneBTUYECKOM TAKTUKH KaK MpU BOEpBble AuarHoctupoBanHom OMII [61].
YpoBennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KAa3aTeJbCTB — 5)

KommenTapuii: 6vi60p maxmuxu neuenus emopuunozo OMJI Oondcen nposooumscs ¢ yuemom
YUmoceHemuyecko20 6apuanma JeuKo3a, muna npeouleCmgyrouiell mepanuu, 6o3pacma U
coMamuyecko2o cmamyca nayuewma u Hawyus ociodcHeHutl. B cmyuae oocmynnocmu HLA-

COBMECMUMO20 OOHOPA NAyueHm 00axceH bbimv opuenmuposar Ha npogedenue anno-TI CK.

e Pexomenayercss mnanueHTaM U3 Tpymnbl HeOmaronpuatHoro nporHoda OMIJl (mo naHHBIM

IIUTOTE€HETHYECKOTO HcciaeqoBanugd wmwim ¢ OMII, cBS3aHHBIM C MHEIOAMUCIUIA3UEH — CM.



[Tpunoxenus ['1, I'2) B kauecTBe 1-ro Kypca uin, 0ocobeHHO npu HEAIPPEKTUBHOCTH CTAHIAPTHON
uHayKiMoHHOM XT, BHE 3aBUCHUMOCTH OT BO3pacTa BHIITOJIHEHUE KOMOMHUPOBAHHON HU3KOI03HOMN

XT ¢ HUCHoIb30BaHUEM a3aIUTHAMHOM**, WM #BEHETOKIAKCOM B COYCTAHHMHU C a3alUTUIMHOM**
(cm. ITpunoxenue A3.2) [62-64].

YpoBeHb yOeAUTEILHOCTH PEKOMEHAANNI — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 1)

KommenTapwuii: npu oocmuowcenuu I[1P 6 ciyuae oocmynnocmu HLA-coemecmumozo donopa nayuenm
oondicer Ovimb opuenmuposan Ha npoegedenue anno-TI'CK 6 makcumanbHo KopomkKue CpOKu Om

MOMEHMA O0CMUNCeHUS. pemuccuu.

3.2. JleyeHHe MALMEHTOB € OCTPHIM MHUEJIOUAHBIM JIEUKO30M CTapIIei
BO3pacTHOM rpynnsbl (>60 jer)

Buvioensatom 3 ocnosHuix «mexuonocuuy newenus OMJI y nayuenmos cmapwe 60 nem. Ilepgwiii nooxoo
— unmencuenas X1, no0oOHas maxkosou y Mo100bIX, NPeOCMasIsawas coooll 8 OOIbUUHCIEE CyYAes
couemanue yumapabuna** ¢ anmpayuxiunamu u Hanpasienuas na oocmudicenue IIP. Anno-TI'CK
AGNAEMC ONMUMANLHOU NOCMPEMUCCUOHHOU ONYuell 8 pamKkax 3motl KoHyenyuu. Bmopoil nooxoo —
HU3KOUHMEHCUBHASL ~ mepanus, 6 YACMHOCMU NPUMeHeHUe  HU3KOOO03H020  yumapaduna**,
appekmusHoCcmb KOmMopo2o, no Kpauuell mepe, y nayueHmos 6 gospacme 70 nem u cmapuie, MO’CHO
HOBLICUMb  C  NOMOWDBIO  NPONOHSUPOBAHHO20  UCNONL308aAHUSL 6 meyenue 28 Oweu, U
SUNOMEMUIUPYIOWUX — d2eHmo8  (azayumuoun™*, Oeyumabun), mom uyucie 6 COYemaHuu C
seHemokiakcom. Tpemutl 6b100p — cumnmomamudeckas (conposooumenbHas) mepanus, HanpasileHHas
Ha yMeHbuleHUe KIUHUYECKOU CUMRMOMAMuKu u ynyyuieHue xadecmea owcuznu [1,2,7,8]. Oyenxa
B03MOACHOCIU NPOBEOEHUsL MO20 Uiy uhozo eapuanma mepanuu OMJI y nayuenma cmapue 60 nem
O0JIJICHA CMPOUMbCS HA OCHOBAHUU Ydema 603pacma nayueHmad, o00beKmueHo2o onpeoeieHus
MAAHCECMU COCNOSAHUSL, YUMOLEHEMUYECKO20 U MOJLEKYISIPHO-CeHeMUUecKo20 8apUAHmos 3a001e6aHus

u auHaiusa conymcm@yiou;eﬁ namoJjiocuu.

o Pexomenpayercst naruentoB ¢ OMJI B Bo3pacte 60—65 neT paccMarpuBarh B KaU€CTBE KaHIUATOB

Ha BBINIOJIHEHWE CTAaHIAPTHBIX IPOrpaMM HHTEHCUBHOro jieueHus («7 + 3») (cm. Ilpunoxenne
A3.2)[1,2].

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

Kommenmapuii: 6vi60p KonkpemHno2o aHmpayukiuna (OayHopyouyun™*, uoapyouyun™* unu
MUMOKCAHMpOn**) cywecmeenno He 6iusem Ha KoHeuHvle pe3yivmamvl [65]. Cmanoapmmuot

cuumaemes 0o3a oaynopybuyuna** 60 me/m’ [66].

o Pexomenpayercs ms nanueHtoB ¢ OMJI crapire 65 net npoBeeHHe HU3KOUHTEHCUBHOW TEPAITHHU:
Manvle 003vl Hyumapabuna** 10 me/m’/cymxku 28 Oneti ¢ ummepeanom 28—30 Oueil nu6o

MoHomepanus azayumuouHom™*, 1ubo KomMOUHUposanHas mepanus yumapaouHom™* 6 manvix



0ozax 6 couemaHuu ¢ azayumuourom™* u udapyouyunom™* (cm. Ilpuioxenue A3.2) wiu

azayumuouom** ¢ couemanuu ¢ eenemoxiaxkcom [53,67].
YpoBeHb yOoeauTeILHOCTH pekoMeHaaluii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 3)

Kommenrapwuii: kanoudamamu Onsi HUSKOUHMEHCUBHOU MeEpanuu makdice AGAAIOMCA NaAYyUueHmsl 6
gospacme om 60 nem u cmapuie ¢ NAOXUM COMAMUYECKUM CMAMYCOM, HATUYUEM KOMOPOUOHOCMeEl

unu ouchyukyuerl opeanos.

o« He pexomenayercsi mpoBeieHHE Kypca IuTapabuHa*™* ¢ wmanbeix no3ax nayuewmam ¢ OMJI

cmapute 60 1em uz epynnvl HeONAZONPUAMHO20 NPOSHO3A (KOMNIEKCHbLU Kapuomun, -7, inv3 u m.o.;
em. npunoxcenus I'l, 172) [68,69].

YpoBeHb yOeAUTEILHOCTH PeKOMEHAalil — A (YPOBEHb JOCTOBEPHOCTH J10KA3aTeJIbCTB — 2)

KomMeHTapuii: 0ns smoil epynnvl nayueHmog 6 Kauecmee HUKOOO3HO20 YUMOCMAMU4ecKko2o
8030€liCmBUsL  MOJNCeM pPACCMAMPUBAMbCS  2UNOMEMUTUPYIOWAs MOHOMEPANUs 6 COYemAaHuu ¢
seHemokiakcom [53] unu e npumeHenue KOMOUHUPOBAHHOU mepanuu yumapabunom™* 6 manvix

003ax 8 couemaHuu ¢ azayumuourom ** u uoapyouyunom™* (cm. Ilpunosxcenue A3.2).

o Jlnsa mammernToB ¢ OMJI crapmie 60 €T MOKHO PeKOMEHAOBATHL B KAaueCTBE TEparmvu BBIOOpA

MpoBeACHUE MOHOTepanuu azanuTuanHoM** (ecm. [lpuiioxenue A3.2) [70].
YpoBeHb YOeAUTEILHOCTH PEKOMEHAANNI — A (YPOBEHBb I0CTOBEPHOCTH /I0KA3aTeJILCTB — 2)
KomMmenTapuii: mepanus asayumuounom™* ¢ 0oze 75 me/m’ 7 Oneii n/k ¢ unmepsanom 21 Oenv.

o Jlns mamuwenToB ¢ OMIJI crapmie 65 €T MOXHO PeKOMEHA0BATHL B KaueCTBE TEparuvu BBIOOpA
MPOBE/ICHNE MOHOTEpanuu aeuutaduHom (cMm. Ilpuioxenne A3.2) [71].

YpoBeHb YOeAUTEIbHOCTH PeKOMEHAANNi — A (YPOBEHb I0CTOBEPHOCTH /I0KA3aTeJILCTB — 2)
KomMmenTapuii: mepanus oeyumabunom 6 0oze 20 me/m’ 5 Oneii 6/6 ¢ unmepsanom 28 Oetv.

e Jlna maumeHntoB ¢ OMJI crapme 60 JieT MOXHO PEKOMEHIAO0BATh IPOBEJICHHUE TEpauu
BEHETOKJIAKCOM B COYETAHUU C A3alUTHAUHOM** WU ACIUTAOMHOM, WM IIUTapaOuHOM** B MaJIbIX
no3ax [52,53].

YpoBeHb yOoeauTeILHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 3)

KoMMenTapuii: mepanus asayumuounom™* ¢ dose 75 me/m’ 7 Oueii n/k, oeyumabunom 20 me/m’ 5
Onetl 6/6 wn manvimu dozamu Hyumapabuna** 20 me/m?/cymxu 10 Oneti n/k ¢ eenemoxaaxcom 400—

600 me 0o pazsumus HenepeHOCUMOCMU UNU npocpeccuposanus 3abonesanus (cm. Ilpunoycenue
A3.2).



3.3. Tepanusi peuMaAMBOB U PE3MCTEHTHHIX (JOPM OCTPOIro MUEJIOUTHOTO
JernKo03a

K coorcanenuro, y oonvwuncmea nayuenmos (60-70 %), y xomopwix oocmuenyma I[IP OMJI, &
meuenue 3 nem paszsueaemcs peyuous sabonesanus. B yenom npoenos y nayuenmos npu pazeumuu
peyuousea Heonazonpusmer U Mepanesmudeckux nooxo008 kpatiHe mano. Jloneocpounas
BbIIHCUBAECMOCTNL 3ABUCUM OM BOZMONCHOCMU OOCHMUINCEHUS. NOBMOPHOU PEeMUCCUU U BbINOTHEHUS
TT'CK 6 kauecmge ronconudayuu. llayuenmsi ¢ oOYeHb pAHHUM peYUOUBOM (OIUMENTbHOCIbIO
pemuccuu mMeHee nonyeooa), HeONacONPUAMHLIMU YUMOLEHEeMUYECKUMU AHOMATUAMU U CMAPULe2o
so3pacma umerom nioxou npozros [1,7]. H3-3a Hebnaconpuammno2o npocHo3a nayueHmos 8 peyuouse
HeoOX00UMO OYeHUBAMb, HACKOILKO Mepanus Moxcenm Oblmb GblNOIHEHAd Y KOHKPEMHO20 NnayueHmd.
Oyenka nepcnekmugbl O0N20CPOUHOU  BbIHCUBAEMOCMU MOJCem Oblmb CcOelaHa Ha OCHOB8e
npocHocmuveckoco uunoexca peyuouea [72] (Ilpunosxcenue I'5). Ilpoenocmuueckuii uHOEKC MONCHO
UCNONb306AMb NPU ONpedesieHul l1e4eOHOl MaKmuKky y KOHKpemHo2o nayuenma: 1) nposedenue
mepanuu, HAnNpaeleHHou Ha «usiedenuey c ucnonvzosanuem TI'CK; 2) exknoueHue 6 KiuHuyeckoe

ucciedosaHue no NPUMEHEHUIO HOBbIX JIEKAPCMEBEHHbLX npenapamaoe, 3) naiuamueHas mepanusl.

B pexomenoayusx NCCN, komopbvix npudepicuearomcesi u poccuiiCKue 5KCnepmol, UCNOb3yemcst bonee
npocmou npuHyun onpeoenenus npoenosa OMJI nocne pazsumusa peyuousa: eciu peyuous paHHuil
(npooondicumenvhocme  I[IP menee 12 mecsiyes) — npoenos HeOIa2ONPUAMHbBIU, — NO30HULL
(npooonxcumenvrnocmo IIP 12 mecayes u 6onee) — npocnos bonee onaconpusmuwiii [8]. Oba nooxooa
(npocHocmuyeckutl UHOEKC U OelleHue peyuousos Ha paHHue u no3oHue) K Kiaccugurayuu peyuousa
OMUJI ucnonv3yomcs 6 poccuticKux uccie0o8amelbCKux YeHmpax.

o PexoMeHayercsi manmeHTaM IIpYU KOHCTATallMu IEepBUYHON pe3ucteHTHOCTH OMII mpoBenenue

Tepanuu 1o nmporpamMmmam JieueHus pedpakrepusix Gopm u peruansos OMII [73].
YpoBennb yoenureabHOcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 4)

KommenTapuii: mepanus yumapabunom™* 6 evicokux oozax (eciu e2o e npumensniu 6 I-ui auHuu
UHOVKYUU) 8 COUemaHuu ¢ AHMPAYUKIUHAMU MONCEM DACCMAMPUBAmMvbCs 6 Kauecmee UHOYKYUU
pemuccuu neped anno-TI'CK. [na ynyuwenusa pesynomamos TI'CK y nayuenmos ¢ pegppaxmepnvimu
OMUJI ucnonvzyiom pesxcumovl KOHOUYUOHUPOBAHUSL — NOCLE008AMENbHOE NpUMeHeHue uHmencusHou X1
u yepez 3 OHA — pedtcUM KOHOUYUOHUPOBAHUS NOHUNCEHHOU UHMEHCUBHOCMU C nociedyrowel alo-
TI'CK (max Hazvieaemviti npomoxon FLAMSA-RIC) u 6 Oanvheviwem — npoguiaxmuyeckoe

UCNONb308aAHUE MPAHCHY3ULL OOHOPCKUX TUMPDOYUMO8 U/UIu mepanusi azayumuounom =,

o PexoMenayercsi naunueHtam npu Henoctwkenun [IP mocne 1-ro MHAYKIMOHHOTO Kypca
PYKOBOJICTBOBAThCSl B BBIOOpE 2-T0 MHAYKIIMOHHOTO Kypca KIMHMYECKOM cutyanueil. Bo3moxHsl 3
BapuaHTa: |) MOBTOpeHHE Kypca, aHAJIOTM4YHOro I-my; 2) u3MeHeHwe HMHTeHCUBHOCTH XT-
BO3/IEHCTBUS — BhINodHeHUE Bbicokono3HOro Kypca XT (FLAG, HAM wu np.); 3) uiau HU3KOI03HOTO
kypca XT: a) #uurapabunoM** B Maibix 103ax (10 mr/m? 2 pasa B aenb 1/k 28 nHeil) B cOYeTaHHH
C a3auUTHUIAMHOM™* U wmpapyOuuuHoM™™* wunmm 0e3 Hux, 0) #BEHETOKJIAKCOM B COUYETAHUU C

azanuTuAnHOM ** uu aeruradbunom (cm. [punoxenue A3.2) [1,7,8].



YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapwmii: nosmopenue unoykyuonnozo xypca XTI yenecoobpazno npu omcymcmeuu, 6
CPABHEHUU C UCXOOHBIMU NOKA3AMeNAMU, HaAPACMAHUL YUCIa OIACMHBIX K1emoK 8 muenozpamvme. B
cyyae npoecpeccuposanus 3aoonesanus (yeeiuyerue npoyeHma O1acmHbulX Ki1emox, noseieHue pamee
He BbIABIAEMbIX IKCMPAMEOYIAIPHLIX 04a208) 8 Kauecmeae 2-20 UHOYKYUOHHO2O0 KYpca Yenecooopas3Ho
svinonnenue kypca XT yumapabunom™* @ gplcokux 003ax 6 couemaruu ¢ HO8bIMU AHMPAYUKIUHOBBIMU
anmuouomuxamu (cm. Ipunoocenue A3.2).

B paoe cnyuaee rax 2-a aunus mepanuu OMJI npu nepeuunoil pezucmenmuocmu modxcem Oblmb
UCNONB308AHA HeUHMEHCUSHAs mepanus Hyumapabunom™* & manwix 0ozax (10 me/m’ 2 pasa n/k) mubo
8 kauecmee moHomepanuu (28 Owell) unu 6 couemanuu ¢ MaiblMu 003aMU AHMPAYUKIUHOE (8
yacmuocmu, uoapyouyuna®*) c eunomemunupyrowet npeogazou (Dec-lda-Ara-c) nubo mepanus
Heenemokiakcom 6 couemanuu ¢ eunomemunupyrowumu npenapamamu (cm. Ipunosxcenue A3.2): 1) y
mex nayueHmos, y KOmopvix 8 C:3u ¢ KOMOPOUOHOCMbIO UL 803PACTNOM HEBO3MONCHO UCHOIb308ANb
8bICOKOOO3HbILL NO0X00;, 2) y NAYUEHMO8 C OCMPbIM IPUMPOOIACMHBIM U Me2aKapuoOIaCmHbIM
netikozamu npu Hedocmudcenuu IIP na cmanoapmuvix Kypcax;, 3) y nayueHmos u3 2pynnl

H€6]ZCZZOI’ZpMﬂI’I’lH020 MONEKYIIIPHO-CEHEMUUECKO20 NPOCHO3A.

o He pexomenayercs BemosnHenue TI'CK nmanueHTam, y KOTOPBIX HE JOCTUTHYTa PEMUCCHS TOCIE

HECKOJIbKMX JINHUW MHAYKIUOHHOW Tepanuu [74].
YpoBeHsb yoeauteabHocTH pekoMeHAanuil — C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEJIbCTB — 4)

KOMMCHTapHﬁ: omu nayueHnmuvl AGJIAIONICA Kanouoamamu Ha 6KIIoYeHUue 6 KIUHUYEeCKUe

uUcc1e008anus no U3YUEHUIO HOBLIX JIEKAPCNMBEHHbIX npenapamaoe.

e Pexomenayercsl y MaiyeHTOB MPU KOHCTaTauuu no3aHero peuuaua OMJI (mporoKuTenbHOCTh
1-i TIP Gonee 1 roma) B BeIOOpE TepameBTHUECKOW TAKTUKU PYyKOBOACTBOBATHCA MHGpOpMaIuen o

panee npoBezieHHoM X T, Ha KoTOpo#t ObuTa moyvena 1-s 1P [1,7,8].
YpoBenb yoeaurteabHocTH pekoMeHaanuiil — C (ypoBeHb 10CTOBEPHOCTH A0KA3ATEJbCTB — 5)

KomMeHnTapuii: kiaccuueckum 6v160pom A6siemcs nogmopeHue 1-ii uHOYKYUOHHOU npocpammbl (CM.
Ipunoosicenue A3.2). Taxoce modxcem Oblmb UCNONBL30BAHO CcoYemanue yumapadbuna** @
cmandapmuvix 0ozax (100 me/m? 2 paza 6 denv unu 200 me/v’ 6 Oenv Henpepwigno 6 1—7-1i Onu) u

uoapybuyuna** (12 me/m® 1 pas 6 oenv 6 1-3-1i onu). lancer docmudicenus 2-ii ITP docmamouno
gvicokue (~70 %).

o PexoMeHayercsi mammeHTaM Ipu pa3BUTHU paHHero peuuanBa OMJI (mpogomxuTenbHOCTh 1-i
[P menee 1 rona) B kauecTBe 2-i JIMHUM TE€pPAIllMU UCIIOJIB30BaTh IIUTapadun™* B cpenneit (1 I‘/Mz)

WM BBICOKOH (3 T/M?) 103e mu6o coderanue nuTapaGuHa** B BBICOKHX 033X C aHTPALMKINHAME
[73,75,76].

YpoBeHb YOeAUTEIbHOCTH PEKOMEHAAUNi — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 1)



KomMmenTapmii: s nayuenmos ¢ odxcuoaemoti uzooimouroil moxcuunocmoto X1 603moicHol onyuei
sA6IAEMCs UCnONb306anue Hyumapabuna** ¢ dose 10 me/m’ 2 pasa 6 denv n/k 6 meuenue 28 oneii (cm.

Ipunooicenue A3.2).

o PexoMeHnayercsi mammeHTamM IIpu JOCTHXKEHUM ouepeaHol pemuccun OMJI B kauectBe

KOHCOJIUAMpyromen Tepanuu BoinosiHenue amio-TT'CK [77].
YpoBennb yoenureabHOCcTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 4)

Kommentapuii: eciu e6vinonnenue anno-TI'CK Heso3modcHo (Hanpumep, u3-3a OMCYmMCmeus
nooxoosue2o oonopa), aymo-TI'CK mooicem paccmampusamuvcs 8 kauecmee 2-ii TUHUU Mepanuu, HO

ee a¢hghexkmusnocme uemko He onpeoeiena.

e PexomeHayercsl y NAlMEHTOB C TSXKEJIBIM COMAaTHYECKUM CTaTyCOM, 0COOEHHO B BO3pacTe CTaplie
45-50 net, NIUTENbHBIMUA TEPUOAAMH ITUTONEHWHM Ha WHAYKIMOHHBIX Kypcax, a TaKke Mpu
HAJIMYUU HEONAronpUATHBIX XPOMOCOMHBIX aHOMAIWN MPOBEACHHUE MPOTrpaMMbl HU3KOJO3HOTO
BO3JICMCTBUSL C TUMOMETWIHMPYIOIIUM MpailMUHTOM (JelUTaONH/a3auUTUIUH™*, unapyOunmu™*,

nutapadun™*) (em. [punoxenne A3.2) [78].
YpoBeHb yOenuTeIbHOCTH PeKoMeHAanni — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KommenTapuii: svinonusaiom 2 unoykyuonHwvlx Kypca u, ecau nonyuena 1P, ewe 2 konconuoupyowux.
B oanvHetiwem ocywecmeniaiom NOCMOAHHYIO NOOOEPHCUBAIOWYIO EPAnUIo 6 meyeHue 3 Jiem

AHANO2UYHBIMU KYypcamu 6e3 uoapyouyuna ™™,

e Pexomenayercss y manueHtoB ¢ OMJI ¢ myraumsimu reHa FLT3 wuiau ¢ BBICOKOM 3IKCIpecCUEi
HemyTupoBanHoro FLT3 (CD135) ucnonb3oBaTh MHIMOUTOP MpOTeUMHKUHA3BI #copadernuo™** (800
MI/CYTKM B 2 TMpueMa) B KOMOMHAIMU C IMTOCTAaTUYECKUM BO3ACHCTBHEM U C TOJHOCTHIO
TPAHCPETUHOEBON KUCIOTOU (#TpeTuHOUH 45 MF/MZ/CYTKI/I) B KaY€CTBE MOCTOSHHOIO BO3/ICHCTBUS

JIO IPOrPECCUPOBAHUS WIIK HEPUEMIIEMON TOKCUUHOCTH [55,79].
YpoBeHb yOeAUTEILHOCTH PeKOMeHAaunil — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTeJILCTB — 2)

KommenTapuii: ¢ cryuae pazgumusi 0CI0HCHEHUU Npenapamsl 8PeMeHHO OMMEHAImMcs U yepe3 2—3
Heoenu npuem 60300HOBIIAIOM 8 CHUICEHHOU 003UPOGKe C NOCE0YIOWUM NOCTENEHHbIM 8036P AU eHUEM
K 1euebHol 0o3e.

e Pexomenayercss y nmauuentoB ¢ OMJI ¢ myranusmu reHa c-kif Wiy BBICOKOW 3KcHpeccHeil Ha
onactHpix kieTkax CDI117 paccMoTpeTs BO3MOXKHOCTH Ha3HAYEHUS] MHTMOUTOpa MPOTEMHKHHA3

nazatuanoa** (140 mr/cytku moctosiHHO) [80].
YpoBeHb yOeqUTEJIbHOCTH peKoMeHAal il — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 3)

o Pexomenayercsi y marieHToB ¢ OMJI U3 rpymnmbl 61aronpusaTHOTO IUTOTEHETHYECKOTO MTPOTHO3a
paccMOTPETh BO3MOXHOCTh Ha3HaueHHWs pa3zatuHuOa*™* (140 wmr/cytkum 14 nHelt ¢ MoMmeHTa
okonuanus kypca XT) [80].



YpoBeHb yoequTeJIbHOCTH pekoMeHAanuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

o Pexomenaywress manuentam npu pazsutuu peuuaua OMII nmocne amno-TI'CK npekpaimenue
MMMYHOCYIIPECCUBHOM TE€panuu U MPOBEACHUE PEUHIYKIIMOHHOTO Kypca «7 + 3)» C BBIIIOJHEHUEM B

MepPHO/ alJIa3uy Ha 7-# JIeHb Tocie Kypca Tpancdys3uit tumdonnutoB goHopa [81].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 5)

KomMmenTapuii: nayuenmam ¢ nozoHum peyuousom (bonee 1 cooa nocne anno-TI'CK) moocem 6vimo

svinonnena 2-a anno-TI'CK nocie oocmudicenus no8mopHou pemuccuu.

3.4. BeneHnune manueHToOB ¢ 0COOBIMU CUTYALUSIMHU

3.4.1. Ocmpotii MuenoudHslil 1eUKO3 ¢ 2UNEPIACUKOUUNO3Z0M

o Pexomenayercs pu JAArHOCTHUKE OMJI c TUIIEPICUKOLIUTO30M Ha3HAYECHUE
#runpokcukapOamuga®* B goze ot 50 go 100 mr/kr B neHs (He Oomnee 3 AHEH) M PH CHIKCHUH
nefikoruToB 10 50 % 10°/1 HaunHaTh Kypc XT. Ecii uncio IeMKOLMTOB B KPOBU HE YMEHBILIAECTCS B
TedeHue 2 JIHeH, pekomeHayetrcss Hadath X1 0e3 manpHEHIero mpuema #ruapokcukapoammma™ ™
[45,82].

YpoBeHb yOeAUTEJIbHOCTH peKOMeHAauuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 3)

KomMenTapuii: cunepieiikoyumosom 06viuno cuumarom yucio aeixoyumos >100 " 10°/1, u smo
COCMOsIHUE 3AKOHOMEPHO CB8A3AHO C Y8eludeHuem NOoKa3amens CMepmHOCmU 6 UHOYKYUU U3-3d

2eMoppacutdecKux OCJLOHCHEHUN, CUHOPOMA TU3UCA ONYXONU U UHGEKYUOHHBIX 0cnodicHeHull [1].

Ecnu na ¢one eunepneiixoyumosa (>100 "~ 10°/1) umeromes ouesudnvie npusHaxu «1etikoyUmapHbix
Ccmaszoey, Hapsody ¢ HasHaueHuem #Heuopokcuxapdamuoa™* yenecoobpasno nposedenue 2—3 ceancos
netikoyumadgpepesa. Ilpu nosenenuu npusnaxkoe mymop-au3uc-cuHoOpoma Ha QoHe Yumoaumuieckoeo
CUHOPOMA PeKOMEeHOYemcsi 8blNoNHeHUe niamagepesa 8 Hebonvuiom obveme (1-1,2 1) ¢ 3ameuienuem
anboymunom™* u nnazmoti 6 yenax npoYUIAKMUKU Te20YH020 OUCMPECC-CUHOPOMA U OCMPOU
noueuHol HeoocmamouHocmu. J[ns mo2o umobwl uszbexicamsv «008aNbHO20» YUMONU3A 8 YKA3AHHOU
cumyayuu, MONMCHO CHAYANA 88eCMU MOIbKO yumapabun™* u 3amem evinonnums niasmagepes, a
8sedenue OayHopyouyurna™* omnooxcumos Ha 5—7-U OHU Kypcd, a 8 nepsvle OHU KYPCA GblNOIHAMb
naasmagepesvl uepe3 2-3 u nocie 68edeHus yumapadbuna™* unu npepwvieas Ha 6pems NposedeHus

npoyedypvl NOCMOAHHYIO UHDY3UI0 yumapabuna**,

3.4.2. Muenouounasa capkoma

o Pexomenayercsi manueHTaM ¢ BepUDUIIMPOBAHHON MHUEIOUTHON CAPKOMOI HCIIOJIB30BATh TE K€

TepaneBTUYECKUE MOAXObI, UTO U 'y nmanueHToB ¢ OMJI [83].

YpoBenn yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)



KomMmenTapwuii: npu muenouonotl capkome nokazamo nposeoeHue npocpammvl Hetponpopuiakmuxu.
Muenouonas capxoma (CUHOHUM: DKCMPAMEOYIIAPHASL MUETOUOHAS ONYXOdb, 2PAHYIOYUMAaApPHAas
capkoma, Xi0poma) — Onyxoib, COCMOAWAS U3 MUETIOUOHBIX KILeMOK-NPeOueCm8eHHUY, 603HUKAIOWAs
8 110OOM Mecme, OMIUYHOM OM KOCMHO20 MO032a (Hauboiee 4acmo 6 Kodice, TUMPamuyeckux y3nax,
JHCENYOOUHO-KUUEUHOM MpaKme, KOCMAX, MASKUX MKAHAX U auukax). Muenouonas capkoma mooicem
passueamvcsa de novo, npedwecmeys OMJII, eo3nuxkams napannenvno passumuio OMJI unu
npesenmuposams 6 xawecmee oOnacmuou mpanchopmayuu MIC, MII3 uau MJ]C/MII3. Jluaenos
YCMAaHAa8IUBaom Ha OCHOBAHUU OUONCUU ONYX01e68020 00PA308aHUS U UCNONb308AHUS 8 Od/IbHeluleM

YUMOXUMUYECKUX (OMNeuamKu) u UMMYHOSUCMOXUMUYecKUx (obuonmam) memooos [1].

3.4.3. Jleuenue ocmpo2o mueioudno20 ieiuko3a Ha hone depemennocmu

Jleuenue OMJI na ¢one bepemenrnocmu npogooumcs 8 cmayuoHape MynbOUCYUNIUHAPHOU KOMAHOOL
epaueti, BKIOUAWEU 2eMaAmono2d, aKyulepa-euHeKon02d, aHecme3uo102a-peaHumamoncea u

uMeiou;eﬁ BO3MOIUCHOCIMU OKA3AHUA akymepcmﬁ nomouwu podopa3pemeHu}z 6 OKCMPEHHbIX cUumyayusix

[84].

o He pexoMeHayeTcsl ManueHTKaM JJIMTENbHAs OTCpouka (>7 nHei) Havyana sedeHuss OMJI mpu
YCTAaHOBJICHUMU JAMAarHo3a BO BpeMs OEpEMEHHOCTH B CBSI3U C BO3MOXKHBIM OTPHIIATEIbHBIM
BJIMSIHUEM 3aJIEpKKU B Havase JiedeHus: Ha Teuenne OMJI co cHmxeHneM 3 peKTUBHOCTU Tepanuu

JTaHHOTO 3a00jeBanus [84].
YpoBeHb yOeAuTEeIbHOCTH PeKoMeHAaunil — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

o Pexomenayercsi marmeHtkam mipu guarHoctuke OMJI B teuenue | TpumecTpa OepeMeHHOCTH
BBHITIOJTHUTh MCKYCCTBEHHOE TMPEphIBAaHNE OCPEMEHHOCTH M0 MEAWIIMHCKUAM IMOKa3aHUSAM B CBSI3U C
MOBBIINIEHHBIM PUCKOM CMEpPTH IUIOJA WJIM CIOHTAHHBIX a0OpPTOB Yy KEHIIUH, MOJYyYArOIIUX

XUMHUOTEPANUIO, B [IEPBOM TPEMECTPE MO CPABHEHUIO CO BTOPBIM U TPETBUM TpemecTpaMu [84].
YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — 3)

KOMMCHTapHﬁZ eciu JCeHWUHa u ee cemvi Hacmauearom HA NPOJOHCUPOBAHUU 6epeMeHH00mu,

nieyenue modxcem ovimv Hayamo u 6 I mpumempe bepemeHHocmu.

e Pexomenayercs namueHTkam npu auarHoctuke OMIJII Ha cpoke OGepemenHoctu 13-34 nHenenu
(mocne 3apepmieans I TpumecTpa O6epemeHHocTH) mpoBeAcHUe X1 mo mporpamme «7 + 3» (cMm
[Tpunoxenne A3.2) Ha (oHe OEPEeMEHHOCTH NPU YCJIOBUHU AJCKBATHOI'O MOHUTOPHUHTIA IJIOAA U
aKymepckou nomouu [84].

YpoBeHb yoequTeJIbHOCTH pekoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

e Pexomenayercs mnanmeHTkam 1npu jguarHoctuke OMIJII nocne 36-i1 Henenu BBINOJHUTH
ponopaspenienue a0 Hayana XT [84,85].

YpoBeHb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 4)



KommenTapuii: npu wnanuuuu eunepinetikoyumosza pooopaspeuieHue B8blNOJHAEeMCcs 68  X00e

YUumopeoyKmueHoU mepanuu.

o PeKOMeH)]yETCH NanMueHTKaM B BBI60pe JICKAaPCTBCHHLIX BCIICCTB BO BPCM:A 6epeMeHHOCTI/I, B TOM
YUCJIC HNUTOCTATHUYCCKUX H AHTHOMOTHYECKHX nperaparoB, PpyKOBOACTBOBATHCA COOTHOIICHUCM

PUCKa—TIONB3bI JUIsl MAaTEPH | 1toaa [84].
YpoBennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapuii: npomusoonyxonesvie npenapamovl paccuumsl8aromcs 8 COOmMEemcmeauu ¢ 8blOPaHHo
npocpammou neverus (be3 pedykyuu 003) HA NOBEPXHOCMb Meld NAYUEHMKU 00 OepeMeHHOCmU C
KOPPEeKmuposKoll no macce mena 60 6pemsi jedenust. [Ipu JHCU3HeYSpOICAIOWUX OCIONCHEHUSX Y
mamepu  603MONCHO HA3HAYEHUEe aHmMUuOUOMUKO8 0Oe3 yuema ux 603MONCHO20 MEePAMOSeHHO20
6030€licmeust Ha N100 (CYIbhamemoxcazon/mpumemonpum™* — npu nueemMoyucmHou NHe8MOHUU,

2anyuxaosup ** — npu yumome2anosupycrHou uH@exyuu u m. o0.)

o Pexomenayercss marnueHTKaM Ha (oHEe OEpPEeMEHHOCTH C YYE€TOM BO3MOKHOIO TEPATOT€HHOTO
BO3JICHCTBUS METOTpeKcaTa™™ BBIMOJHEHUE WHTPATEKAIbHBIX BBEICHUN MPOTHBOOIYXOJIEBHIX
IpernaparoB B COOTBETCTBUU C MPUMEHIEMOMN cXeMoH jiedeHust 0e3 UCIOb30BaHUs MeToTpekcaTa™™*
[86].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

o Pexomenayercss  IUIaHMPOBaTb  CPOK  POAOpA3pelIeHHs] C  Y4eTOM JIHEW  BBEICHUS
MPOTUBOOIMYXOJIEBBIX TMpENaparoB — HE paHee dYeM dYepe3 2-3 Hemeaud IMOCJe BBEICHUS
MIPOTHUBOOIYXOJIEBBIX MPENaparoB — B IEJISIX YMEHBIIIEHUS BEPOATHOCTH MHUEIOCYIPECCUH Y TITOA
[85].

YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

o PexoMeHnayercsi OepeMEHHBIM TAIlMEHTKaM BBIMIOIHATE pOJOpa3pelIeHne METOAOM KecapeBa
ceueHus [85].

Yposenn yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — S)

KomMmenTapmii: 6o100p cnocoba pooopaspeuierusi onpeoensiemcs coOCmosiHuem niood, COMamuideckum
CMamycom NAYUeHmKU, 2emMamosiocudecKumMu NOKA3AMeNIMuU U Cmpo20 6 COOMBEMCMEUU ¢
akyuepckumu  nokazanusmu. Camonpous3soivbHvle poobl Mo2ym Oblmb blOPAHLI KAK CHOCOO
pooopaspeutetuss MOAbKo npu Hawyduu y nayuewmxu pemuccuu OMJII,  yooeremseopumenbHvlx

noxasamesnetl cemoepamMmal, xopouwem comamuiecCKom cmaniyce nayueHmKu u COCmoAHuu nuiooa.

e He pexomenayercsi nanueHTKaM C Y4YE€TOM BO3MOKHOCTH Pa3BUTUS T€MOpPPAaru4ecKux U
WH(OEKIIMOHHBIX OCIIOKHEHUU BBITIONHATH MPH POIOPA3PEIICHUN SMUAYPATHHYI0 aHECTE3UI0 MpPHU

Tpombormrornennn <100 x 10/ [87].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 5)



o PexoMeHayercsi mpu IJIAHOBOM MPEXIACBPEMEHHOM POJOPA3PEIICHUN Ha Ccpoke 24—35 Henenu
MIPOBOANTH MPODUIAKTHKY CHHIPOMA OCTPOTO PECIUPATOPHOTO JUCTPECCa y HOBOPOXKIACHHOTO — B/

B BBEJICHUE #1eKkcaMeTazoHa™* 12 Mr B CyTKHM B TeueHue 2 AHeH nepen pomamu [88].

YpoBeHb yoeaquTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

3.5. ConpoBoaurebHasi Tepanus

o Pexomenayercsi BceM ManueHTaM Mpu MpoBeAeHUH XT MpopuIakTUKa U JICYCHHE TOIIHOTHI U
PBOTBI B 3aBUCHUMOCTHM OT OMETOTCHHOIO IIOTEHIHAJNA IIPOBOAMMOIO JIEUYEHHSI COITIACHO

CYLIECTBYIOUIUM NPO(UIBHBIM pekoMeHaanusm [89].
YpoBeHb yoeauTEILHOCTH peKoMeHaaunii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3)

o Pexomenayercss mammedntam ¢ OMJI  nmocne  mpoBeneHHMsT  KypcOB — MHTEHCHBHOM
MMOJTUXUMHUOTEPANNH, Y KOTOPBIX OKHUJIAECTCSA JUIATEIbHBIN NTEPUOJ HEUTPOIIEHUN U B CBSI3U C ITUM
BBICOKAsI BEPOSITHOCTh TSDKEIBIX WH(DEKIIMOHHBIX OCIOKHEHHH, JJI YMEHBIICHUS IUTEITLHOCTU
IIEpUO/Ia HEUTPOIIEHNN UCITOJIB30BAHUE IIPENAPATOB IPAHYIOLMTAPHOTO KOJIOHUECTUMYIUPYIOLIETO
daktopa [90].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 4)

e He pexomeHnayercsi BCceM TAIlMEHTaM C YYETOM BBICOKOW BEpPOSTHOCTH (OPMUPOBAHUS
PE3UCTEHTHOM  MHKpPOQUIOpBI, a TaKXKe 6bICOKOU  4acmomvl — UHQeKyull,  Bbl36AHHbLIX
9HmepobaxmepusmMu ¢ NpooyKyuell Oema-iaKkmamas paculupesHHozo Ccnekmpd, TPpOBEICHHE
nepBUYHONW mpoduiakTuku  OakTepuanbHbiX uHpekmui npu OMJl  anTHOHMOTHYECKUMU

npernapaTaMu (CeleKmusHas OeKoumamunayus kumeunuxa) [27,28].
Yposennb yoenureabHOCTH pekoMeHAanuil — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o PexomeHnayercs manueHTam B XOJE€ INMPOBEICHUS MHTEHCUBHOM MHAYKUMOHHOW XT BBINOJHEHUE
NpopUIAKTUKA HMHBA3MBHBIX MHKO30B II03aKOHA30JI0M B KIHWHHUKAX, B KOTOPBIX 4YacToTa

BO3HUKHOBEHUS MHBA3UBHOTIO acnepruuiesa npespimaet 10 % [27,28].
YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapwmii: nayuenmam, y xomopwix na npeowecmsyrowux xypcax XT 6vi1 ouacnocmuposat
UHBA3UBHDBLUL acnepauiliie3, NPOBOOUMCsL 8MOPUYHAS NPOMUBOCPUOKOBASL NPODULAKMUKA U UCHOTIb3VIOM
mom npenapam, npu HA3ZHAYEHUU KOMOpo2o Obll0 O0CMUSHYMO U3NeYeHue Om UHBA3UBHO20

acnepaunnesa. B bonvuuncmee cnyuaes ¢ amoii yenvio npumMensaom 60puUKoHazon* .,

o Pexomenayercsi B KauecTBe AaHTUOMOTHKOB 1-Tro dTama mnpu (HeOpHIbHOW HEUTPOICHHUH
UCIIONBb30BaTh 1edonepazoH + [cynpOakTam|**, munepamwmuimd + [Ta3zob0aktam]|, nedenum™*,
nedrazuauM** B peUMe TO3UPOBAHUSI B COOTBETCTBHUU C 3aPETUCTPUPOBAHHBIMU TMOKA3aHUSIMHU

[28].



YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KomMmenTapuii: moouguxayuro anmumukpooHou mepanuu npo8oosim 8 cOOmMEemcmeuu ¢ OaHHbIMU
nposedennoco oobcredosanusi (KT, muxpobuonocuuecxkue ucciedoganwuss u m. 0.). Hasnauenue
Kapbanenemos 6 xauecmee anmuobuomuxos 1-eo smana npu hedpunvbHoll HelmponeHuu 060CHOBAHO Y
NAYUeHmos ¢ CenmuyeckuM UoKoM, d Makice 8 KIUHUKAX, 20e 8 dmuonoeuu ungexkyuii npeobradaom

9HmMepodaxkmepuu ¢ NpoOyKyuel bema-1aKkmama3s pacuupeHHo20 Cnekmpad.

e Pexomenayercsi mpu HaTU4YMKM TYMOPAJIbHOTO HMMYHOAE(MUIUTA M TSKEIBIX HHQPEKIIMOHHBIX
OCJIO)KHEHHMH (CETCHC), B TOM YHCJIE BUPYCHBIX (LIUTOMETajJoBUpPYCHas) MH(EKIUI, TpaHcPy3uu

MpenapaToB B/B UMMYHOTIIOOYIMHA HOPMAJIBLHOTO YenoBedeckoro [91,92].
YpoBennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o PexoMeHayercsi BbINOJHEeHHEe TpPaHCcPy3ud TPOMOOKOHIEHTPATOB MNPH  KOJUYECTBE

TpOMOOIUTOB B Iepudepudeckoii kposu <20 x 10°/1 [93].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KomMmenTapmii: nr060e npossienue cemoppacuteckoco CUHOpoMa (nemexuanbHble GblCbINAHUs,
0COOEHHO Ha CIU3UCMOU 00010UKe NONOCMU pmda, Juye U nepeonell N08ePXHOCmU 2PYOHOU KIemKu,
N100ble KpoBomeueHUs,) u/uiu nosvluleHue memnepamypol mena eviute 37,5 °C Oasice 6 omcymcmaeue
A6H020 oua2a UH@eKyuu mpedyiom 6biNOIHEeHUs MPAHCHY3uU MpPOMOOKOHYEHMPAMOo8 oadxjce npu
Konuwecmee mpomoboyumos 6 nepughepuueckou kposu >20 X 10°/1. Ananocuunvie nokazamus Ois

mpancqbyauu mpOM6OKOHl/;€HmpamO6 npu no020mosKe nayuernma nepec) 6bINOJIHEHUEM UHBA3UBHbIX

npoyeoyp.

e PexomeHayercsl manmueHTaM NPU BBIABICHUUM MPHU3HAKOB aJNTIOCEHCHOMWIM3AIMU TIEPENnBaTh
KOHIICHTPAThl TPOMOOIIMTOB MO ToA00pYy. B mensx mpeogosieHus auioCeHCHOWTU3aUU MOXKHO
pEKOMEHJIOBaTh W BBINIOJIHEHHE cepun (He MeHee 4-5) mmasmadepe3oB (0,5 oObema
HUPKYJIUPYIOLIEH TUIa3Mbl 32 CEAHC C 3aMEIlEHUEM aJbOyMUHOM™*) U BbINONHEHUE TpaHCQy3Uil
06mpmux (12—16), gwem cpenuane (6—8) 10361 TPOMOOKOHIICHTPATOB [94].

Yposenn yoenureabHOCTH pekoMeHAanui — C (YypoBeHb J0CTOBEPHOCTH 0KA3aTEJbCTB — S)

° PeKOMeH)]yETCH Y HammeHToB C OMJI noaACpKUMBATb 1CJICBBIC I1OKA3aTCIn reMorinoonuHa

TpaHCPy3UsIMU SPUTPOLUTCOAEPKAIIUX Cpell Ha ypoBHE He Huxke 80 r/1 (remaTtokpuT He MeHee 20
%) [95].

YpoBeHb yoequTeJIbHOCTH pekoMeHAanuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

e Pexomenayercs Mpu HAJIMYUU HAPYIICHUN TJIa3MEHHOTO reMocTasa (TUIIO- U THIEePKOAryssiius)
BBITIOJTHEHUE TpaHC]y3uH MpemnapatoB W KOMIIOHEHTOB KpOBHU (CBEKE3aMOpOKEHHas TuIa3Ma,

Kpuonpenunurar, antutpomous I11) [96].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 5)



KommenTapwuii: noxazanus u obvem mpanc@)y3uoHHOU NOOOEPHCKU ONpedesitomcs noKa3amenamu

Koazynoepammol U KAUHUYECKOU cumyauueﬁ.

o Pexomenayercsi mpyu BOBHUKHOBEHHH OCTPOTO HIJIM XPOHHUYECKOTO O0JIEBOTO CHHAPOMA YTOUHECHUE
stronorun 6omu. [Ipu BIABIEHUM Odara BOCHAJIEHUS] — MPOBEACHUE HEOOXOAUMBIX MEPOTPUSTHI
MO JIYEHUIO oOuara BOCIAJIEHUS COIIACHO COOTBETCTBYIOIIUM KIMHHYECKHM pPEKOMEHIAIHSIM
(BkrO4asi, mMpu HEOOXOIMMOCTH, XHUpyprudeckoe jeudenue). llpu wuckimoueHun WHEGEKIIMOHHO-
BOCIIAJTUTENIBPHONW MPUPOABI 0OJIEBOTO CHUHApPOMA PEKOMEHAYETCS MPOBEACHHE 00e300JMBarOIIeH
TEpaluy COIVIACHO CYIIECTBYIOUIMM MPOTOKONaM 00e3001uBaHusl  (CM. COOTBETCTBYIOIIHE
KIMHUYECKHE PEKOMEHIAIUN 10 XPOHHYECKOW OonH, KIMHWYECKHE PEKOMEHIAINH TI0
aHECTE3WOJIOTHUH), B TOM YHCIE€ IO TIOKa3aHUAM — C TPUMEHEHHEM HAPKOTHYECKUX U
NICUXOTPOIHBIX JIEKAPCTBEHHBIX MPENapaToB, C YYETOM BO3MOXHBIX IPOTHBOIIOKa3aHUM,

CBSI3aHHBIX C [IUTONIEHUEN, UHBIMU KIIMHUYECKUMU cUTyauusmu [97].

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)



4. PeaOuauranus

Cneyuanvuoix memooos peadunrumayuu npu OMJI ne cywecmsyem.

o Pexomenayercsi mpoBeJcHUE peaOMIUTAIIMY MMAIIMEHTAaM MPU BO3HUKHOBEHUU OCIIOKHEHHM MOCHe

3aBepiueHus nmporpammsl Tepanu OMJI B pamkax COOTBETCTBYIOIIMX HO30JI0THi [98].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

KommenTapwii: npu npogedenuu noruxumuomepanuu 603M0*CHA KapoUo-, 2enamo-, Heupo-, Hegpo- u
opy2as MOKCUYHOCHb, NOCIeOCMBUS KOMOPOU MO2ym NpOosA6IAmbcsi U nocie ee okonuanus. Ilocne
OKOHYAHUs ~ JleyeHusi  eecmu  300pOoGblil  00paA3  JICU3HU,  UCKIIOYUMbL  UHCONAYUIO U

Quzuomepanesmuueckue npoueoypbi.



S. IIpopunakTuka

Crennduyeckoit npodunaktuky BosHukHOBeHUss OMJI He cymiecTByer.

o Pexomenayercsi manmmMeHTaM B paMKax JHUCIIAHCEPHOTO HAONMIOACHUS  TOCJE OKOHYaHUS
nporpammbl Tepanuu OMJI BBITIOMHATH MCCIEOBAaHUE OOIIETO aHaIM3a KPOBH KaXKIbI MECSIl B
TE€YEeHHE NEPBBIX 2 JeT U 3areM — | pa3 B 2-3 mecdua 10 5 JeT OT Hadyayla JICYEHUs]; BBIIOJIHATD
MyHKIUK KOCTHOTO Mo3ra B TeueHue 1-ro roga 1 pa3 B 3 mecsna, naiee — 1 pa3 B 6 MecdlleB B
TEUeHHE 2-TO Toja, janee — 1 pa3 B rof a0 5 neT HaOmoAeHus A KOHTpous d(pPeKTuBHOCTH

JICUEHHUS U CBOEBPEMEHHOTO BBISIBIICHUS penuausa [1].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KOMMCHTapHﬁ: BHENJIAHO0B0€E UCCNe008AHUE cemozpammosl noKasaHo npu JNI00bIX UBMEHEHUSAX 6
COCmoAHUU nayuenma. Brennanosoe uccineoosarnue kocmnuo2o moszea NOKaA3aHo npu 6slA6J1eHUU JIT00ObIX
U3MeHeHUll cemoepammal. bonvuuncmeo peuudueoe I/ZPOMCXOO}Zm 6 meuenue [1-3 nem nocne
OKOHYAaHUs mepanuu. CmaHaapmus’oeaHHble 6PEMEHHbIE MOYKU 63AMUA KOCNTHO20 M0O32d Heobx00UMbl

npu monumopunze MOD.

Opranu3zanusi OKa3aHus MeTHUIUHCKOM MOMOIIH

MenuuHcKasi TOMOIIlb, 32 UCKJIIOYEHHEM MEIUIIMHCKOM MOMOIIM B paMKaxX KIMHUYECKON anmpobanuu,
B coorBercTBUM ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot 25.05.2019) «O6

OCHOBAax OXpaHbl 310pOBbs rpax1ad B Poccurickon denepanum» OpraHu3yercst 1 OKa3bIBACTCS:

1. B COOTBETCTBHM C TMOJOKCHHEM 00 OpraHU3alMH OKA3aHWs MEIUITMHCKOM TMOMOIIM IO BHAAM
MEJIMIIUHCKOW TIOMOIIM, KOTOPOE YTBEPKIACTCA YMOJIHOMOYEHHbIM DeqepalibHbIM OpPraHoOM
WCTIOJIHUTEILHOM BJIACTH;

2. B COOTBETCTBHUHU C TIOPSAIKOM OKa3aHHUs TIOMOIIH 10 MPODUITIO «T€MaTOIOTHs», 00SI3aTeIbHBIM TS
WCMOJIHEHUs Ha TeppuTopun Poccuiickoit denepanni BCEMU MEIUIIMHCKUMU OPTraHU3alusIMU;

3. Ha OCHOBE HACTOSIIIMX KIMHUYECKUX PEKOMEHAAIU;

4. Cc y4eTOM CTaHJAPTOB MEIUIIMHCKON MOMOIIH, YTBEPKACHHBIX YIIOTHOMOUYCHHBIM DeiepaibHbIM

OpraHOM HCITOJIHUTEIILHON BJIACTH.

[lepBuuHas crienMagIu3upoBaHHAsi MEIMKO-CAHUTapHAsl TIOMOIb OKa3bIBAE€TCSl BPAYOM-IeMaTojioroM M
UHBIMUA BpayaMH-CIIEHUAINCTaMd B LEHTPEe aMOyJaTOpHOI TremMaroornyecKoi/OHKOIOTHYECKON
noMomy 00 B MEPBUYHOM TI'E€MaTOJIOTMYECKOM/OHKOJIOTUYECKOM  KaOMHETE, IEPBUYHOM

reMaToJOrm4cCKOM OTACICHNH, IMMOJIUKINHUYCCKOM OTACIICHUHY OHKOJIOTHMYCCKOIO JUCITaHCCPa.

IIpu BeIBieHuM y nauveHta OMJI mwnm mopo3peHHH Ha HEro Bpauu-TEPareBThl, BpauyU-TEpPaIEBThI
y4acCTKOBBIE, BpauM 001l MPaKTUKH (CEMEWHbIE Bpayul), BpauH-CIIEHUATUCThI, CPEIHUE MEIUIIUHCKNE
pabOTHUKM B YCTAHOBJICHHOM TMIOPSIIKE HAMPABISIIOT TMAlMEHTa  HAa KOHCYNIBTAIMI0O B IEHTP

aMOyJaTOPHOM TeMaTOJIOTHYEeCKOM/OHKOIOTHUECKON MOMOIIM JU00 B TIEPBUYHBINA FeMaTOJIOTHYECKUIN



Ka6I/IHeT, NEPBHUYHOC TI'€MATOJIOIMYCCKOE OTACIICHUC MGHHHHHCKOﬁ opraHusanuvn JJisd OKa3aHUd CSMY

HCpBPI‘-IHOfI CHCL[I/IaJ'II/I?)I/IpOBaHHOﬁ MeZIHKo-caHHTapHOﬁ ITIOMOIIIH.

Bpau-remaronor amOynaTopHOTO WM CTAIlMOHAPHOTO 3BEHA FeMaTOJIOTMYECKON MOMOIIU OpraHU3yeT
BBITIOJIHEHUE JIMAaTHOCTUUYECKUX MCCIIEIOBAHUM, HEOOXOAMMBIX JJIsl YCTAHOBJIEHHUS JUArHo3a, BKIt0Yas

pacrpoCTPaHEHHOCTh M CTAUI0 3a00JIEBaHMUS.

B CJIyda€ HCBO3MOXHOCTHU HPOBCACHUA AWMATHOCTHUYCCKHUX I/ICCJ'ICI[OBaHI/Iﬁ MagyueHT HaIIpaBIACTCSA
JieqamyM BpadyoM B MCIHUIIMHCKYIO OPTaHU3alnI0, OKA3bIBAIOITYI0 MCIUIIMHCKYIO ITOMOIIbL IMAlIMCHTaAM
C TeMaToJIOTH4YCCKUMHA 3360J’I€BaHI/I${MI/I, JJIsL YCTAHOBJICHHA AUuarHo3a )51 OKa3aHUus

CHeHHaHHSHpOBaHHOﬁ, B TOM 4YHCJIIC BBICOKOTGXHOJ'IOFI/I‘IHOI\/'I, MeHI/IHI/IHCKOﬁ IIOMOIIIH.

[Ipn BeIABIIEHMM OMJI MM moao3peHMH HAa HErO B XOJ€ OKA3aHUsS CKOPOM MEAUIMHCKON ITOMOIIH
MalKueHTa MEePEeBOAAT WM HANPABJISIOT B MEIUIMHCKHE OPTraHU3alliy, OKAa3bIBAIOIINE MEIULIHHCKYIO
MOMOIIh TAI[UEHTaM C TeMaTOJIOTHYECKUMU 3a00JICBaHUSIMH, U1 ONPEAENCHUs TAaKTUKU BEICHUS U
HEOOXOJMMOCTH  NPUMEHEHHUS  JIONOJHUTEIBHO  JIPYTMX  METOIOB  CIELUUAIU3UPOBAHHOTO

IIPOTHUBOOITYXOJCBOT'O JICUCHUA.

Cnenuanu3upoBaHHasi, B TOM YHUCJIE BBICOKOTEXHOJOTUYHAS, MEIUIMHCKAsT MOMOIIb OKa3bIBAECTCS
BpauaMHU-T€MaToJIoraMd B MEIUIMHCKUX OpraHU3aIMAX, OKa3bIBAIOIIUX MEIUIMHCKYIO ITOMOIIh
naipeHtaMm ¢ OMJL, wumeromux JIUIEH3UI0, HEOOXOAUMYI0 MaTepHUaIbHO-TEXHUYECKYI0 0a3y,
CepTU(GHUIIMPOBAHHBIX CIICIIHAIIMCTOB, B CTAIIMOHAPHBIX YCIOBHUSAX M YCIOBHIX THEBHOTO CTaIllMOHApa U
BKJIIOYAET MPOQPUIAKTUKY, IHUATHOCTHKY, JICUCHHE TeMaTOJOTHYECKHX 3a0oJieBaHWU, TpeOyomux
WCIIOJIb30BaHMS CIICIIHATBHBIX METO/IOB M CJIOKHBIX YHUKAIBHBIX MEIUITUHCKUX TEXHOJOTHUM, a TaAKKE

MEIUIMHCKYIO PeabuInTaIUIO.

B MmeaunuHCKON opraHu3anuM, OKa3bIBAIOIIECH MEIUIIMHCKYIO0 nomolls nanuentam ¢ OMJI, taktuka
MEIUIIMHCKOTO OOCJICIOBAHMS U JICUCHUS YCTAHABIMBACTCSI BpauaMH-T€MaTOJIOTaMH C TIPUBJICUCHUEM
MpH  HEOOXOIWMOCTH JPYTHUX Bpadye-CICIUAINCTOB, MPU HEOOXOAMMOCTH C TIPOBEICHHEM
KoHCWIMyMma. Pelmienne koHcuimyma Bpade  odopmiisieTcs  MPOTOKOJIOM,  MOJANMHUCHIBACTCS

Y4aCTHHUKaMU KOHCUJINYMa Bpaqeﬁ U BHOCUTCs B MCAUMIHWHCKYIO JOKYMCHTALMIO ITAIIUCHTA.

[lokazaHuss K TrOCHUTAIM3alUMUd B KPYIIIOCYTOYHBIM WJIM JHEBHOM CTallMOHAp MEIULMHCKOU
OpraHu3alli{, OKAa3bIBAIOLICH CHELUAIU3UPOBAHHYIO, B TOM YHUCJIE BBICOKOTEXHOJIOTMYHYIO,
MEAMLMHCKYI0 [OMOILIb 10 MPO(UII0 «TEeMaToJOTHs», ONPENENAI0TCS BpadyoM-IeMaTosioroM/

KOHCHJINYMOM Bpaueii ¢ MPUBJICYCHUEM TIPU HEOOXOAMMOCTH JIPYTHX Bpadyei-CrelnaaInucTOB.
IHoxa3zanus A JIAHOBOM rOCHUTAJIN3ALUN:

e Tofo03peHue/ycranoBiaeHue auarnosa OJI;

e JuarHoctuka peuuauBa OMJI;

e TIpoBeAcHUE ouepeaHoro kypca XT B yCIOBHSIX KPYIIIOCYTOYHOTO JIMOO JTHEBHOTO CTAI[MOHAPA;
 mpoBeaeHue 3amtannpoanHon TI'CK;

¢ BLIINOJIHCHUC TNIAHOBBIX XUPYPTUICCKHUX BMCIIATCIILCTB,



¢ BLINNOJIHCHUC INNIAHOBBIX OJOKCTPAKOPIIOPAJIbHBIX METOAOB OYMIICHUA KPOBH U 3aMECTUTEIIbHOMN
MOYCYHOMN TCpalinu,

e TMPOBEICHUE 3aMECTUTEIIbHOU N'€MOKOMIIOHEHTHOM TEPAIUH.
[Tokazanus 11 3KCTPEHHOM IOCTIUTAIA3ALNN:

e HEOTJIOXHBIE cOCTOsIHUS Y naneHToB ¢ OMJI u pu noxo3penun Ha OJI:

o JeiikoruTo3 >100 x 10%/;

o (heOpuipHas TUXOpaJKka U UHPEKIIMOHHBIE OCIOKHEHUs Ha (poHe HelTponeHuu nocie kypca XT;

e IEMOPPAru4eCKuii CUHIPOM;

e TPOMOOTHUYECKHE OCIOKHEHUS;

e HEOOXOIUMOCTH TPOBEICHHUS SKCTPEHHOM 3aMECTUTEIHFHOM TEMOKOMITIOHCHTHON TEPAITHH;

e JIpyrH€ CHUCTEMHBbIE€ HapylIeHHUs, OOYCIOBJICHHbIE TEYEHUEM OCHOBHOIO 3a00JIEBaHUS WJIU

PE3BHUBIINECCS BCICACTBHUC ITPOBCACHHOI'O JICUCHMUA.
IToxa3zanusi K BLINMCKE MalMeHTa U3 craguoHapas:

BOCCTAHOBIICHHE IIOKa3aTeneil mepubepudeckoil kpoBH (ypoBeHb jeikomutoB >1 x  10%/m,

rpanyomuToB >0,5 x 10%/1, TpoM6ormToB >50 % 10%/1, remMorno6una >80 /1) mOCIe 04EPETHOTO
kypca XT;

e HOPMOTEpMHUSI B TeueHHE 3-5 CYTKM M OTCYTCTBHE HEKOHTPOJIHUPYEMBIX HMH(PEKIIHMOHHBIX
OCJIO)KHEHHH B MOCJIEKYPCOBOM MEPHOJIE;

e KyNUPOBaHUE FEMOPPArnYECKUX OCIOKHEHUI;

e KyNUPOBaHHWE TPOMOOTUYECKUX OCIOKHEHUM;

e KyNUPOBAaHHWE CHCTEMHBIX HApYIIEHHUs, OOYCIOBICHHBIX TEUYEHHEM OCHOBHOTO 3a00JeBaHUS WU

PpasBUBIINXCA BCICACTBHUEC IIPOBCICHHOIO JICUCHUS.

3akirodeHre 0 1eeCo00pa3HOCTH MEePeBoia MalueHTa B MPO(OWIBHYI0 METUIIMHCKYIO OPTaHU3aIHIO
OCYIIECTBIISIETCS TMOCJE NPEABAPUTEIIBHON KOHCY/IbTAlUM 10 TMPEJOCTABICHHBIM MEIUIIMHCKUM
JOKYMEHTaM W/WIH TPEIBAPUTEIBHOIO OCMOTpa TAaIlMeHTa BpauyaMU-CIICIIHATUCTAMU METUITUHCKOM

OpraHu3alliy, B KOTOPYIO [JITAHUPYETCS IEPEBO/I.



6. JlonoaHuTeabHasaA HHGoOpMAaLMs, BIUSIONIAS HA
TeUeHHe U UCX01 3200/ IeBaHUSA

«MouekyasipHasi» Tepanus

IIpoepecc 6 usyuenuu monexyiaproeo namoeeneza OMJI npusen « paspabomie HOBbIX
«MONLEKVIISAPHLIXY NPEnapamos, m. e. MOAeKVI, MeXanusm O0elucmsaus KOmopvix C63aH C GIUAHUEM HA
Oenku, QYHKYUs KOMOpbIX UBMEHAemcs 6 pe3yibmame Mymayuu uild mpaHciokayuu (mapeemHoe
so30eticmsue). Hanpumep, eenemuueckue usmeHenuss NPUGOOSM K Mymayusim 8 2eHax, aKmueupyiouux
Kackaovl mpauncoykyuu cuenana (nanpumep, FLT3, KIT, RAS), k ciuanuto 2eHo8 unu Mymayusim,
NPUBOOSAWUM K NOBLLULEHUIO UIU YCHEMEHUI0 MPAHCKPUNYUOHHOU axmuenocmu (Hanpumep, PMIL-
RARA, RUNXI-RUNXITI, CBFB-MYHI11, CEBPA) unu k napywenuto ()yHKYUU 2eH08, 806/1eUEeHHbIX 8
nepeoauy cuenana (nanpumep, NPMI, NUP98, NUP). Hecmomps na mo umo OJisi HeKOmMOpPbiX
npenapamos,  Oelicmeyruwux Ha  MOIEKVIAPHOM  VPOGHe, U  Oblld  NPOOEMOHCMPUPOBAHA
agpghexmuenocmo npu OMJI, yoce mHa cmaouu KIUHUYECKUX UCCCIeO008AHUL ObLIO NOHAMHO, 4MO
OONLUWUHCINGO U3 HUX  HEOOXOOUMO  UCNONb308aMb 8  COYEMAHUU CO  CMAHOAPMHBLIMU
npOMUBOONYXonesbiMuU npenapamamu. B nacmoswee epems nposooumcs 60nvuioe Yucio KAuHU4ecKux
uccnedosanull no usydenuio sppexmuenocmu npu OMJI u 6ezonacnocmu npenapamos u3 pa3iuyHvLx

Gapmayesmuueckux epynn.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepum kauecrBa OueHka
BbIMOJIHEHUA

1 Y naumeHTa Cc nogo3peHnem Ha OMJ1 unn npu nepBmyHOM npueme nauyueHta ¢ OMJ1 Oa/Het
BbINOSIHEHbI CHOp Xanob, aHaMHe3a N oLeHKa 06bEKTUBHOIO CcTaTyca

2 Y naumeHTa Cc nopgo3peHnem Ha OMJ1 mnn npu nepBMyHOM npueme nauymeHta ¢ OMJ1 Oa/Het
BbIMOMIHEH  OOWNIA  KIWMHWUYECKMI  aHANU3KPOBM  pasBepHyTbli C  MOACHETOM
nenkounTapHom opMysibl U Yymucna TpoMb6oLNTOB

3 Y naumeHTa c nogospeHnem Ha OMJ1 nosydeH LUTONOrMYECKUIA NpernapaT KOCTHOro Mo3ra [Na/Het
nyTeM MNYHKUMW U BbIMNOJIHEHO LMTOSIOMMYECKOe WCCrefoBaHMe Maska KOCTHOro Mosra
(Mnenorpamma), WM, NpuM  HEBO3MOXHOCTM  MOJIyYEHUS  acnupaTa, MNoJsyYeHu
TMCTONOTMYECKNIA npenapaTt KOCTHOMO MO3ra W BbIMOJIHEHO LUMTONOrMYeckoe wu
MMMYHOLMTOXMMMUYECKOE UCCNefoBaHMe oTnevyaTkoB TpenaHobuonTaTa KOCTHOro Mo3ra

4 Y naumeHTa ¢ nogo3peHmeM Ha OMJ1 BbINO/IHEHO UWTOFEHETUYECKOE UCCNefoBaHue Na/Het
(kapnoTmn) acnupaTa KOCTHOrO Mo3ra

5 Y naumeHTa Cc nogospeHneMm Ha OMJ1 mnn npu nepBMyHOM npueme nauyueHta ¢ OMJ1 Oa/Het
BbIMOSIHEH aHanu3 KpoBu 6GUOXMMUYECKUi oblieTepaneBTUYeckuii (KpeatuHuH, obwmi
6enok, o6wmn GUNNPYbMH, NnakTaTaernaporeHasa)

6. Y nauveHTa C nogo3peHmeM Ha OMJ1 BbINO/IHEHO CMMHHOMO3rOBYID MYHKUUKD C [a/Het
CeposIorMYyeckmMM nUccnenoBaHneM NMKBopa

7 Y naumenTta ¢ OMJ1 go Havana crneunduryeckor Tepanuu BbIMOJSIHEHA peHTreHorpadus [a/Het
OpraHoB rpyaHou knetku u/unu KT opraHoB rpyAHOM KNeTKW U/UAn roNoBHOro Mo3ra

8 Y naumeHTa C BMepBble AuMarHOCTMpoOBaHHbIM OMJ1 nocne 3aBeplleHuss BCeX Na/Het
ANArHOCTMYECKMX MEPOMNPUATUIA NpoBeaeHa NHAYKUMOHHAsA Tepanus

9 Y naumeHTa ¢ BepuduumpoBaHHbiM OMJ1, pocturwero MNP nocne MHAYKUWMOHHOMO 3Tana Oa/Het
Tepanuu, BbINOJIHEHA NporpaMMa KoHComaaumm peMmccnm

10 Y nauueHTa ¢ BepuduumposaHHbiM OMJ1, gocturwero MNP nocne MHAYKUMOHHOrO 3Tana Oa/Het
Tepanuu, npoBedeHa KOHCy/bTauusi B TPaHCMIAHTALUMOHHOM LeHTpe B Te4yeHue 3
MecsiueB OT MOMeHTa JocTuxeHus [P Ans peweHus BoOMpoca O BO3MOXHOCTU M
LenecoobpasHoCTU BbINOAHEHUS anno-TKM/anno-TIFCK

11 Y nauueHTa, nosy4yarwero Tepanuio No nosoay BepuduumpoaHHoro OMIJI, nocne [a/Het
OKOHYaHMSA KOHCONMAAUMW pPEMUCCUM MNPOBEAEHO LMUTONOrMyeckoe uccriefoBaHue
acrnmparta KOCTHOro Mo3ra

12 Y nauumeHTa, nosy4yawuwero Tepanuio No nosoay BepuduumpoaHHoro OMIJI, nocne [a/Het
3aBeplleHnss BCel nporpaMMmbl Tepanuum MNpoBeAeHO UMTOJIONMYecKkoe uccnegoBaHune
acnupaTa KOCTHOro Mo3ra

13 Y nauyveHTa C KOHCTaTMPOBAHHbIM pE3UCTEHTHbIM TedeHnem OMJ1 BbIMOAHEHa CMeHa [a/Het
Tepanuu Ha NMporpamMmMmy sie4eHuss pe3ncTeHTHbIx dopm OMJI

14 Y naumeHTa C KOHCTaTUPOBaHHbIM PpeUWAMBOM MNpPOBEAEeHa Tepanus Mo nporpamme Oa/Het
neyeHunsa peunamsa OMJ1 nnn HasHadeHa nananaTmMBHasa Tepanus




Cnucok Jureparypsbl

l. Capuenko B.I'., I1apoBuunukoBa E.H. Octpsie neiiko3sl // KnnHnueckas OHKOreMaTOJIOTHS:

pykoBozicTBO Aiist Bpauei. [Tox pen. BonkoBoit M.A.. 2-e u3n., nepepad. u gom. 2007. P. 409-502.

2. [TapoBuunnkoBa E.H. et al. Knuanueckuit mporokon OMJI-01.10 mo nedyeHHIo OCTPBIX
MUEJIOUIHBIX JIEUKO30B B3pocibix // [IporpammHoe seuenue 3a0oneBanuii KpoBu, nof pea. CaBuyeHKo
B.I. M.: Ilpakrtuka, 2012. P. 153-207.

3. Shallis R.M. et al. Epidemiology of acute myeloid leukemia: Recent progress and enduring
challenges. // Blood Rev. 2019. Vol. 36. P. 70-87.

4. Swerdlow S.H. et al. The 2016 revision of the World Health Organization classification of
lymphoid neoplasms // Blood. 2016.

5. Arber D.A. et al. The 2016 revision to the World Health Organization classification of myeloid

neoplasms and acute leukemia // Blood. 2016.

6. Grimwade D., Hills R.K. Independent prognostic factors for AML outcome. / Hematology / the
Education Program of the American Society of Hematology. American Society of Hematology.
Education Program. 2009. P. 385-395.

7. Dohner H. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations
from an international expert panel // Blood. 2017. Vol. 129, No 4. P. 424-447.

8. Acute Myeloid Leukemia. National Comprehensive Cancer Network (NCCN) Guidelines. 2-
2020. [Electronic resource]. URL: https://www.nccn.org/professionals/physician_gls/pdf/aml.pdf.

9. Kulsoom B. et al. Clinical presentation of acute myeloid leukaemia - A decade-long institutional
follow-up. // J. Pak. Med. Assoc. 2017. Vol. 67, Ne 12. P. 1837-1842.

10.  Godley L.A. Inherited predisposition to acute myeloid leukemia. // Semin. Hematol. 2014. Vol.
51, Ne 4. P. 306-321.

11. Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology Group //
Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 649-655.

12.  Roila F. et al. Intra and interobserver variability in cancer patients’ performance status assessed
according to Karnofsky and ECOG scales // Ann. Oncol. Oxford University Press (OUP), 1991. Vol. 2,
Ne 6. P. 437-4309.

13. Wass M. et al. Value of different comorbidity indices for predicting outcome in patients with
acute myeloid leukemia // PLoS One. 2016. Vol. 11, Ne 10. P. e0164587.

14. Mohammadi M. et al. The impact of comorbid disease history on all-cause and cancer-specific

mortality in myeloid leukemia and myeloma - a Swedish population-based study. // BMC Cancer.
2015. Vol. 15. P. 850.



15. Agis H. et al. A comparative study on demographic, hematological, and cytogenetic findings
and prognosis in acute myeloid leukemia with and without leukemia cutis. // Ann. Hematol. 2002. Vol.
81, Ne 2. P. 90-95.

16.  Avni B. et al. Clinical implications of acute myeloid leukemia presenting as myeloid sarcoma. //
Hematol. Oncol. 2012. Vol. 30, Ne 1. P. 34-40.

17. Dohner H. et al. Diagnosis and management of acute myeloid leukemia in adults:
Recommendations from an international expert panel, on behalf of the European LeukemiaNet //
Blood. 2010. Vol. 115, Ne 3. P. 453-474.

18. Ku G.H. et al. Venous thromboembolism in patients with acute leukemia: Incidence, risk
factors, and effect on survival // Blood. 2009. Vol. 113, Ne 17. P. 3911-3917.

19. Lahoti A. et al. Predictors and outcome of acute kidney injury in patients with acute
myelogenous leukemia or high-risk myelodysplastic syndrome // Cancer. 2010. Vol. 116, Ne 17. P.
4063—-4068.

20. Fang R.C., Aboulafia D.M. HIV infection and myelodysplastic syndrome/acute myeloid
leukemia // HIV-Associated Hematological Malignancies. 2016. P. 133—144.

21.  Freeman A.J. et al. Estimating progression to cirrhosis in chronic hepatitis C virus infection. //
Hepatology. 2001. Vol. 34, No 4 Pt 1. P. 809-816.

22. Ribas A. et al. How important is hepatitis C virus (HCV)-infection in persons with acute
leukemia? // Leuk. Res. 1997. Vol. 21, Ne 8. P. 785-788.

23. Lam M.T. et al. Herpes simplex infection in acute myelogenous leukemia and other
hematologic malignancies: a prospective study. / Cancer. 1981. Vol. 48, Ne 10. P. 2168-2171.

24, Bernson E. et al. Cytomegalovirus serostatus affects autoreactive NK cells and outcomes of
[L2-based immunotherapy in acute myeloid leukemia // Cancer Immunol. Res. American Association
for Cancer Research Inc., 2018. Vol. 6, Ne 9. P. 1110-1119.

25. Guan H. et al. Correlations between Epstein-Barr virus and acute leukemia // J. Med. Virol.
John Wiley and Sons Inc., 2017. Vol. 89, Ne 8. P. 1453—-1460.

26. Elmaagacli A.H., Koldehoff M. Cytomegalovirus replication reduces the relapse incidence in
patients with acute myeloid leukemia // Blood. American Society of Hematology, 2016. Vol. 128, Ne 3.
P. 456-459.

27. Averbuch D. et al. 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. Vol. 98, Ne 12. P. 1836-1847.

28. Averbuch D. et al. 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. Vol. 98, Ne 12. P. 1826—-1835.

29. Leahy M.F., Mukhtar S.A. From blood transfusion to patient blood management: a new
paradigm for patient care and cost assessment of blood transfusion practice. // Intern. Med. J. 2012.
Vol. 42, Ne 3. P. 332-338.

30. Olsen R.J. et al. Acute leukemia immunohistochemistry: a systematic diagnostic approach. //
Arch. Pathol. Lab. Med. 2008. Vol. 132, Ne 3. P. 462-475.

31. Bene M.C. et al. Proposals for the immunological classification of acute leukemias. European
Group for the Immunological Characterization of Leukemias (EGIL). // Leukemia. 1995. Vol. 9, Ne 10.
P. 1783—-1786.

32.  Ravandi F., Walter R.B., Freeman S.D. Evaluating measurable residual disease in acute myeloid
leukemia. // Blood Adv. 2018. Vol. 2, Ne 11. P. 1356-1366.

33. Jlo6anoBa T.H., TanmbueBa U.B., [lapoBuunukoa E.H. MccnegoBanne MuHHMAaIbHON
OCTaTOYHOW OOJIE3HM Yy TAIMEHTOB C OCTPHIMH MHEIOWIHBIMH JEWKO3aMH METOIOM MHOTOIIBETHOU
OpOTOUHOM nUTodIyopuMeTpun (0630p mureparypsl) / Oukoremaronorus. 2018. Vol. 13, Ne 1. P. 83—
102.

34. Jlo6anoBa T.M. “KnupeHc omyxoieBOro KJIOHa y TAIlMEHTOB C Pa3HBIMH MOJIEKYISIPHO-
TFeHETUUECKUMHU BapUAHTAMHM OCTPBIX MHEJIOUAHBIX JIEHKO30B”: JMCcepTalus ... KaHauAara

MenuiuHckux Hayk: 14.01.21. 2018. 166 p.

35. Del Principe M.I. et al. Involvement of central nervous system in adult patients with acute
myeloid leukemia: Incidence and impact on outcome // Seminars in Hematology. W.B. Saunders,
2018. Vol. 55, Ne 4. P. 209-214.

36. Herrmann J. et al. Evaluation and management of patients with heart disease and cancer:
Cardio-oncology // Mayo Clin. Proc. 2014. Vol. 89, Ne 9. P. 1287-1306.

37. Roberts A.S. et al. Extramedullary haematopoiesis: radiological imaging features // Clinical
Radiology. 2016. Vol. 71, Ne 9. P. 807-814.

38.  Fritz J. et al. Radiologic spectrum of extramedullary relapse of myelogenous leukemia in adults.
/I AJR. Am. J. Roentgenol. 2007. Vol. 189, Ne 1. P. 209-218.

39. Arrigan M. et al. Imaging findings in recurrent extramedullary leukaemias // Cancer Imaging.
2013. Vol. 13, Ne 1. P. 26-35.

40. Seegars M.B., Powell B.L., Howard D.S. Acute Myeloid Leukemia in Pregnancy // Blood.
2017. Vol. 130, Ne Suppl 1. P. 5035.

41. Woitek R. et al. Radiological staging in pregnant patients with cancer / ESMO Open. 2016.
Vol. 1, Ne 1. P. e000017.



42.  Cornelissen J.J. et al. The European LeukemiaNet AML Working Party consensus statement on
allogeneic HSCT for patients with AML in remission: An integrated-risk adapted approach // Nature
Reviews Clinical Oncology. 2012. Vol. 9, Ne 10. P. 579-590.

43. Bertoli S. et al. Time from diagnosis to intensive chemotherapy initiation does not adversely
impact the outcome of patients with acute myeloid leukemia. // Blood. 2013. Vol. 121, Ne 14. P. 2618
2626.

44.  Sekeres M.A. et al. Time from diagnosis to treatment initiation predicts survival in younger, but
not older, acute myeloid leukemia patients // Blood. 2009. Vol. 113, Ne 1. P. 28-36.

45.  Petti M.C. et al. High-dose hydroxyurea in the treatment of poor-risk myeloid leukemias // Ann.
Hematol. 2003. Vol. 82, Ne 8. P. 476-480.

46. Kimby E., Nygren P., Glimelius B. A Systematic Overview of Chemotherapy Effects in Acute
Myeloid Leukaemia // Acta Oncol. (Madr). 2001. Vol. 40, Ne 3. P. 231-252.

47.  Wang J. et al. Meta-Analysis of Randomised Clinical Trials Comparing Idarubicin + Cytarabine
with Daunorubicin + Cytarabine as the Induction Chemotherapy in Patients with Newly Diagnosed
Acute Myeloid Leukaemia // PLoS One. 2013. Vol. 8, Ne 4. P. €60699.

48.  Burnett A.K. et al. A randomized comparison of daunorubicin 90 mg/m2 vs 60 mg/m2in AML
induction: Results from the UK NCRI AML17 trial in 1206 patients // Blood. 2015. Vol. 125, Ne 25. P.
3878-3885.

49. Wu D. et al. Efficacy and safety of different doses of cytarabine in consolidation therapy for
adult acute myeloid leukemia patients: A network meta-analysis // Sci. Rep. 2017. Vol. 7, Ne 1. P. 95009.

50. Bashir Y. et al. Role of low dose cytarabine in elderly patients with acute myeloid leukemia: An
experience // South Asian J. Cancer. Medknow, 2015. Vol. 4, Ne 1. P. 4.

51.  Ye X.-N. 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. Vol. 57, Ne 6. P. 1311-1318.

52. Wei A.H. et al. Venetoclax Combined With Low-Dose Cytarabine for Previously Untreated
Patients With Acute Myeloid Leukemia: Results From a Phase Ib/II Study. // J. Clin. Oncol. 2019. Vol.
37, Ne 15. P. 1277-1284.

53. DiNardo C.D. et al. Venetoclax combined with decitabine or azacitidine in treatment-naive,
elderly patients with acute myeloid leukemia. // Blood. 2019. Vol. 133, Ne 1. P. 7-17.

54. Stone R.M. et al. Midostaurin plus Chemotherapy for Acute Myeloid Leukemia with a FLT3
Mutation // N. Engl. J. Med. 2017. Vol. 377, Ne 5. P. 454-464.

55. Rollig C. et al. Addition of sorafenib versus placebo to standard therapy in patients aged 60
years or younger with newly diagnosed acute myeloid leukaemia (SORAML): A multicentre, phase 2,



randomised controlled trial // Lancet Oncol. 2015. Vol. 16, Ne 16. P. 1691-1699.

56. Buchner T. et al. Long-term results in patients with acute myeloid leukemia (AML): The
influence of high-dose AraC, G-CSF priming, autologous transplantation, prolonged maintenance, age,
history, cytogenetics, and mutation status. Data of the AMLCG 1999 trial // Blood. 2009. Vol. 114, Ne
22. P. Abstract 485.

57. CoxonoB A.H. et al. JlonrocpouHbie pe3yabTaThl JEUEHUS OCTPHIX MHEIOUIHBIX JICMKO30B Y
B3POCJBIX B MHOTOIIGHTPOBOM KJIMHHMYeCKOoM wuccieaoBanmun OMJI 06.06 // Kiouandeckas
onkoremaroJjiorus. 2012. Vol. 5, Ne 1. P. 30-38.

58. Cornelissen J.J., Blaise D. Hematopoietic stem cell transplantation for patients with AML in
first complete remission // Blood. 2016. Vol. 127, Ne 1. P. 62-70.

59. Li Z. et al. Autologous Stem Cell Transplantation Is a Viable Postremission Therapy for
Intermediate-Risk Acute Myeloid Leukemia in First Complete Remission in the Absence of a Matched
Identical Sibling: A Meta-Analysis. // Acta Haematol. 2019. Vol. 141, Ne 3. P. 164-175.

60. Koreth J. et al. Allogeneic stem cell transplantation for acute myeloid leukemia in first complete
remission: Systematic review and meta-analysis of prospective clinical trials // JAMA - J. Am. Med.
Assoc. 2009. Vol. 301, Ne 22. P. 2349-2361.

61.  Godley L.A., Larson R.A. Therapy-Related Myeloid Leukemia // Semin. Oncol. 2008. Vol. 35,
Ne 4. P. 418-429.

62.  Fenaux P. et al. Efficacy of azacitidine compared with that of conventional care regimens in the
treatment of higher-risk myelodysplastic syndromes: a randomised, open-label, phase III study //
Lancet Oncol. 2009. Vol. 10, Ne 3. P. 223-232.

63. Craddock C. et al. Clinical activity of azacitidine in patients who relapse after allogeneic stem

cell transplantation for acute myeloid leukemia // Haematologica. 2016. Vol. 101, Ne 7. P. 879—883.

64. Aldoss 1. et al. Efficacy of the combination of venetoclax and hypomethylating agents in
relapsed/refractory acute myeloid leukemia // Haematologica. Ferrata Storti Foundation, 2018. Vol.
103, Ne 9. P. e404—e407.

65. Rowe J.M. et al. A phase 3 study of three induction regimens and of priming with GM-CSF in
older adults with acute myeloid leukemia: a trial by the Eastern Cooperative Oncology Group. //
Blood. 2004. Vol. 103, Ne 2. P. 479-485.

66. Pophali P., Litzow M. What Is the Best Daunorubicin Dose and Schedule for Acute Myeloid
Leukemia Induction? // Current Treatment Options in Oncology. 2017. Vol. 18, Ne 1. P. 3.

67. Medeiros B.C. et al. Randomized study of continuous high-dose Lenalidomide, sequential
Azacitidine and Lenalidomide, or azacitidine in persons 65 years and over with newly-diagnosed acute
myeloid leukemia // Haematologica. Ferrata Storti Foundation, 2018. Vol. 103, Ne 1. P. 101-106.



68.  Burnett A.K. et al. A comparison of low-dose cytarabine and hydroxyurea with or without all-
trans retinoic acid for acute myeloid leukemia and high-risk myelodysplastic syndrome in patients not
considered fit for intensive treatment. // Cancer. 2007. Vol. 109, Ne 6. P. 1114-1124.

69. Cortes J.E. et al. Randomized comparison of low dose cytarabine with or without glasdegib in
patients with newly diagnosed acute myeloid leukemia or high-risk myelodysplastic syndrome //
Leukemia. Nature Publishing Group, 2019. Vol. 33, Ne 2. P. 379-389.

70. Bell J.A. et al. Effectiveness and Safety of Therapeutic Regimens for Elderly Patients With
Acute Myeloid Leukemia: A Systematic Literature Review // Clin. Lymphoma, Myeloma Leuk. 2018.
Vol. 18, Ne 7. P. €303—314.

71. He P.-F. et al. Efficacy and safety of decitabine in treatment of elderly patients with acute
myeloid leukemia: A systematic review and meta-analysis // Oncotarget. 2017. Vol. 8, Ne 25. P. 41498—
41507.

72.  Giles F. et al. Validation of the European Prognostic Index for younger adult patients with acute
myeloid leukaemia in first relapse // Br. J. Haematol. Blackwell Publishing Ltd, 2006. Vol. 134, Ne 1.
P. 58-60.

73.  Thol F. et al. How I treat refractory and early relapsed acute myeloid leukemia // Blood. 2015.
Vol. 126, Ne 3. P. 319-327.

74.  Craddock C. et al. Factors predicting outcome after unrelated donor stem cell transplantation in
primary refractory acute myeloid leukaemia // Leukemia. 2011. Vol. 25, Ne 5. P. 808—813.

75.  Fopp M. et al. Post-remission therapy of adult acute myeloid leukaemia: one cycle of high-dose
versus standard-dose cytarabine. Leukaemia Project Group of the Swiss Group for Clinical Cancer
Research (SAKK). // Ann. Oncol. Off. J. Eur. Soc. Med. Oncol. 1997. Vol. 8, Ne 3. P. 251-257.

76. Hsu H.C. et al. Post-remission intensive consolidation with high-dose cytarabine-based
chemotherapy and granulocyte colony-stimulatory factor in adults with acute myelogenous leukemia:
a preliminary report. // Zhonghua Y1 Xue Za Zhi (Taipei). 1995. Vol. 56, Ne 5. P. 305-311.

77. Frazer J. et al. Characteristics predicting outcomes of allogeneic Stem-Cell transplantation in
relapsed acute myelogenous leukemia // Curr. Oncol. 2017. Vol. 24, Ne 2. P. e123—¢130.

78. Cruijsen M. et al. Clinical Results of Hypomethylating Agents in AML Treatment // J. Clin.
Med. 2014. Vol. 4, Ne 1. P. 1-17.

79. Serve H. et al. Sorafenib in combination with intensive chemotherapy in elderly patients with
acute myeloid leukemia: Results from a randomized, placebo-controlled trial // J. Clin. Oncol.
American Society of Clinical Oncology, 2013. Vol. 31, Ne 25. P. 3110-3118.

80. Boissel N. et al. Dasatinib in high-risk core binding factor acute myeloid leukemia in first
complete remission: A french acute myeloid leukemia intergroup trial // Haematologica. Ferrata Storti



Foundation, 2015. Vol. 100, Ne 6. P. 780-785.

81. Rautenberg C. et al. Relapse of acute myeloid leukemia after allogeneic stem cell
transplantation: Prevention, detection, and treatment // International Journal of Molecular Sciences.
2019. Vol. 20, Ne 1. P. 228.

82. Mamez A.-C. et al. Pre-treatment with oral hydroxyurea prior to intensive chemotherapy
improves early survival of patients with high hyperleukocytosis in acute myeloid leukemia. // Leuk.
Lymphoma. 2016. Vol. 57, Ne 10. P. 2281-2288.

83. Bakst R.L. et al. How I treat extramedullary acute myeloid leukemia // Blood. 2011. Vol. 118,
Ne 14. P. 3785-3793.

84. Chang A., Patel S. Treatment of Acute Myeloid Leukemia During Pregnancy // Annals of
Pharmacotherapy. 2015. Vol. 49, Neo 1. P. 48—-68.

85. Nakajima Y. et al. Acute leukemia during pregnancy: an investigative survey of the past
11 years // Int. J. Lab. Hematol. 2015. Vol. 37, Ne 2. P. 174-180.

86. Selig B.P. et al. Cancer chemotherapeutic agents as human teratogens. // Birth Defects Res. A.
Clin. Mol. Teratol. 2012. Vol. 94, Ne 8. P. 626—650.

87. Rolbin S.H. et al. Epidural anesthesia in pregnant patients with low platelet counts. // Obstet.
Gynecol. 1988. Vol. 71, Ne 6 Pt 1. P. 918-920.

88. Salem M.N., Abbas A.M., Ashry M. Dexamethasone for the prevention of neonatal respiratory
morbidity before elective cesarean section at term // Proc. Obstet. Gynecol. 2016. Vol. 6, Ne 3. P. 1-10.

89.  Lopez-Jiménez J. et al. Chemotherapy-induced nausea and vomiting in acute leukemia and stem
cell transplant patients: results of a multicenter, observational study. / Haematologica. 2006. Vol. 91,
Ne 1. P. 84-91.

90. Kang K.-W. et al. Impact of G-CSF for Outcomes of Non-M3 AML Patients Who Were Treated
By Anthracycline-Based Induction (743 regimen) Chemotherapies // Blood. 2015. Vol. 126, Ne 23. P.
4889-4889.

91. Delforge M. et al. Recommended indications for the administration of polyclonal
immunoglobulin preparations // Acta Clin. Belg. 2011. Vol. 66, Ne 5. P. 346-360.

92. Anderson D. et al. Guidelines on the use of intravenous immune globulin for hematologic
conditions. // Transfus. Med. Rev. 2007. Vol. 21, Ne 2 Suppl 1. P. S9-56.

93.  Blumberg N. et al. Platelet transfusion and survival in adults with acute leukemia // Leukemia.
Nature Publishing Group, 2008. Vol. 22, Ne 3. P. 631-635.

94. Delaflor-Weiss E., Mintz P.D. The evaluation and management of platelet refractoriness and
alloiommunization // Transfus. Med. Rev. 2000. Vol. 14, Ne 2. P. 180—196.



95. DeZern A.E. et al. Red blood cell transfusion triggers in acute leukemia: a randomized pilot
study // Transfusion. 2016. Vol. 56, Ne 7. P. 1750-1757.

96.  Szczepiorkowski Z.M., Dunbar N.M. Transfusion guidelines: when to transfuse. / Hematology
/ the Education Program of the American Society of Hematology. American Society of Hematology.
Education Program. 2013. Vol. 2013. P. 638—-644.

97.  Aby3apona [.P. et al. O6e300mmBaHNEe B3POCTBIX U AETEH MPU OKA3aHUH MEIUIIMHCKON TTOMOIIIH.
Meronuueckue pekomenganuu. ®I'6OY BO PHUMY um. H.U. [Tuporosa Munsznpasa Poccuu., 2016.
94 p.

98. Paul K.L. Rehabilitation and exercise considerations in hematologic malignancies. // Am. J.
Phys. Med. Rehabil. 2011. Vol. 90, Ne 5 Suppl 1. P. S88-94.

99. Baer M.R. et al. Cytarabine, Daunorubicin and Etoposide (ADE) Chemotherapy in Acute
Myeloid Leukemia (AML) Patients >60 Years (CALGB 9720). // Blood. American Society of
Hematology, 2007. Vol. 110, Ne 11. P. 296-296.

100. Bassan R., Barbui T. Remission induction therapy for adults with acute myelogenous leukemia:
towards the ICE age? // Haematologica. Vol. 80, Ne 1. P. 82-90.

101. Link H. et al. Mitoxantrone, cytosine arabinoside, and VP-16 in 36 patients with relapsed and
refractory acute myeloid leukemia. // Hamatol. Bluttransfus. 1990. Vol. 33. P. 322-325.

102.  Pastore D. et al. FLAG-IDA in the treatment of refractory/relapsed acute myeloid leukemia:
Single-center experience // Ann. Hematol. 2003. Vol. 82, Ne 4. P. 231-235.

103.  Bishop J.F. et al. Intensified induction chemotherapy with high dose cytarabine and etoposide
for acute myeloid leukemia: A review and updated results of the Australian leukemia study group //
Leuk. Lymphoma. Informa Healthcare, 1998. Vol. 28, Ne 3—4. P. 315-327.

104. Reese N.D., Schiller G.J. High-dose cytarabine (HD araC) in the treatment of leukemias: A
review // Curr. Hematol. Malig. Rep. 2013. Vol. 8, Ne 2. P. 141-148.

105. Grigg A.P. et al. Prognostic features for response and survival in elderly patients wth de novo
acute myeloid leukemia treated with mitoxantrone and intermediate dose cytarabine // Leuk.
Lymphoma. 2005. Vol. 46, Ne 3. P. 367-375.

106. Hiddemann W. et al. High-dose cytosine arabinoside and mitoxantrone (Ham) for the treatment
of refractory acute lymphoblastic leukemia // Oncol. Res. Treat. 1987. Vol. 10, Ne 1. P. 11-12.

107.  Schlenk R.F. et al. Phase III study of all-trans retinoic acid in previously untreated patients 61
years or older with acute myeloid leukemia // Leukemia. Nature Publishing Group, 2004. Vol. 18, Ne
11. P. 1798-1803.

108. Heil G. et al. High-dose cytosine arabinoside and daunorubicin postremission therapy in adults
with de novo acute myeloid leukemia - Long-term follow-up of a prospective multicenter trial // Ann.



Hematol. Springer-Verlag, 1995. Vol. 71, Ne 5. P. 219-225.

109. Larson S.M. et al. High dose cytarabine and mitoxantrone: An effective induction regimen for
high-risk Acute Myeloid Leukemia (AML) // Leuk. Lymphoma. 2012. Vol. 53, Ne 3. P. 445-450.

110. Rollig C. et al. Intermediate-dose cytarabine plus mitoxantrone versus standard-dose cytarabine
plus daunorubicin for acute myeloid leukemia in elderly patients // Ann. Oncol. Oxford University
Press, 2018. Vol. 29, Ne 4. P. 973-978.

111.  Choi Y.W. et al. Oral maintenance chemotherapy with 6-Mercaptopurine and methotrexate in
patients with acute myeloid leukemia ineligible for transplantation // J. Korean Med. Sci. Korean
Academy of Medical Science, 2015. Vol. 30, Ne 10. P. 1416-1422.

112. He PF. et al. Efficacy and safety of decitabine in treatment of elderly patients with acute
myeloid leukemia: A systematic review and metaanalysis // Oncotarget. Impact Journals LLC, 2017.
Vol. 8, Ne 25. P. 41498-41507.



10.

I1.

12.

13.

Ipuaoxenue Al. CocTaB padouer rpynibl

. AjpanacbeB b.B., n1.m.H.,, mnpodeccop, 3acimyxeHHblii Bpau P®, aupexrop HUM nerckoit

OHKOJIOTMH, T€MAaTOJIOTUU U TpaHcrutanTojorun uMm. P.M. TopGadeBoii, 3aBenyromuii kadeapoi
remarojorun, TpaHchysuonoruun U TpaHcmiantonorun DOI'BOY BO  «llepserit  CaHkT-
[leTepOyprckuil rocymapcTBEHHBIM MeAMUMHCKUN YyHuBepcuteT uM. akaia. W.II. TlaBnoBa»

MI/IHSI[paBa POCCI/II/I, YJICH Ha].[I/IOHaJ'IBHOFO IreéMaToJIOTHYCCKOI'O 06H.[€CTB3.

. bapanoBa O.1O., K.M.H., CTapIIMil HAay4YHbII COTPYAHUK OTACIICHUS TPAHCIUIAHTALHH KOCTHOTO

mo3ra ®I'bY «HMMUIL] onkonornm wm. H.H. bnox3mna» MwunsznpaBa Poccun, MockBa, 4iieH

HamuonanabHOro reMarojioruuecKoro O6IH€CTB2L

. bonpapenko C.H., K.M.H., pyKOBOJUTEJIb OT/AEJ]a OHKOJIOTMH, TEMATOJIOTMU U TPAHCILUIAHTOJIOTUU

JUISL TIOAPOCTKOB M B3pocabix HMUU nmerckon OHKONIOTrMM, T€MaTOJOrMM U TPAHCIUIAHTOJIOTUU WM.
PM. Top6auesoit ®I'BOY BO «Ilepsriii Cankt-IlerepOyprckuii rocy1apcTBeHHbIN MeIUIIMHCKUN
yHuBepcurer wum. axkan. M.II. IlaBmoBa» MunsnpaBa Poccun, unen HanmoHanmbHOTO

reMaTOJIOTHUYECKOTO 00IIeCTBa.

. l'anonoBa T.B., k.M.H., TJIaBHBII BHEIITAaTHBIN ClieNUATUCT-TpaHcPy3unoior Munsapasa Poccun,

3aMeCTUTENIb TeHEpajJbHOr0 JTUPEKTOpa IO TpaHC(]y3UOJOTHH, 3aBeAyIolas  OTACIIOM
tpancdyszuonorun OI'BY «HMMUL] remaronorun» MunzapaBa Poccun, unen HamuonanbHOTO

TeMAaTOJIOTHYECKOTO OOIIeCTBa.

. I'punaes C.B., n.m.H., pykoBoauTenb PecnyOnuMKaHCKOTO LIEHTpa TPaHCIUIAHTAIMU KOCTHOTO

mosra @DI'BY «Poccuiickuit HUM remaronorum u Ttpancdysuonorun DOMBAy», wunen

HarnnoHanabHOro reMaToIornaeckoro o0IecTna.

. Kanopckass T.C., k.M.H., 3aBeaytomias otraeneHueM remarojoruu ['bBY3 «Hpkytckas opjaeHa

«3Hak Ilouera» obnmacTHas KIMHWUYECKas 6OJII>HI/IH3», YJICH HaHI/IOHaHI)HOI‘O IeMaToJIOIruM4CCKOIro

oOr1recTBa.

. KasicoBa I.A., n.m.H., ipodeccop, 3aBeayromas jgabopaToprueil KIMHUYECKOW OaKTEpPHOJIOTHH,

MUKOIIOTMM M aHTuOmotrnueckoit tepanuun OI'BY «HMMUIL] remaronorum» Munzapasa Poccum,

YJICH HaI_II/IOHaJIBHOFO IeMaTOJIOIr'H4C€CKOIo O6H_ICCTBa.

. KoncrantunoBa T.C., k.Mm.H., [BY3 CO «O6mactHoil remaronornueckuid 1eHTp CBepIOBCKOM

00JIaCTHOM KJIMHWYECKOM 00JbHUIILI Ne 1y, wien HanmoHaabHOTO reMaTojIornueckoro o0ImecTna.

. KyaanHa .H.A., K.M.H., 3aBeayromiasa OTACJICHUCM MHTEHCHUBHOM BBICOKOI03HOM XUMHUOTCPAIINU U

TPaHCIUIAHTAIMM KOCTHOIO MO3ra C KpymIoCyTouHbIM crauuoHapom @I'BY «HMUILL
remaroniorun» Munzapasa Poccun, wien HannmonaasHOTO reMaTroioriueckoro o0miecTna.

Jlamun B.A., x.M.H., 3aBenyroomuil otraeneHuem remaroiorun ['BY3 A0 «Ob6nactHas
KJIMHAYECKast O0JIbHUIIA», 4jieH HalmoHaIbHOrO réMaTo0rnyecKoro 00IecTBa.
IMapoBuunukoBa E.H., 1.M.H., 3aBenyrommasi OTIeI0M XUMHUOTEPATUU TeMO0JIaCTO30B, ACTPECCUi
KPOBETBOPEHMS M TpaHCILIaHTauuu KOCTHOro mosra @I'bY «HMMUIL] remaronorun» MunH3npasa
Poccuu, unen HanmoHaibHOTO réMaTo0ruyeckoro oomecTna.

Capuenko B.I'., akagemux PAH, n.m.H., mpodeccop, IaBHBIM BHEIITATHBINA CHEIMATIHUCT-
remarosior Mun3npaBa Poccuum, renepanbHbeil  gupektop PI'BY «HMULL remaromorum»
Mumnszapasa Poccun, wien HanmoHnaabHOTO reMaToIoriaeckoro o0miecTna.

CamoinnoBa O.C., x.M.H., 3aBeaytomas ornaesnieHueM remaronoruu ['bY3 HO «Hwuxkeropoackas

oOnactHass  KiauHuU4deckas  OoipHmMna uM. H.A. Cemamko», wieH HamuonaasHOro



reMaToJIOTUYECKOTO O0IIEeCTRA.

14. Cemoukun C.B., n.M.H., npodeccop kadeapsl onkosnoruu u remaronorun @OI'BOY BO
«PoccUUCKUN HAIMOHAIBHBIM HCCIEIOBATEIbCKUM MEIUIMHCKUN yHuBepcuter um. H.U.
[Tuporosa» Munsapasa Poccun, uien HanmonansHOTO reMaToornaeckoro o01ecTna.

15. CoxosioB A.H., K.M.H., CTaplIdii HAyYHBIA COTPYAHUK OTJEJa XUMHOTEpANUh remMo0IacTO30B,
JENPECCUd KPOBETBOPEHUSI U TpaHCIUIaHTauuu KocTHOro mosra ®I'bY «HMMUII remaronorum»
Mumnszapasa Poccun, wien HanmonaabHOTO reMaToioruaeckoro o0miecTna.

16. Tpouukas B.B., K.M.H., 3aBe1yIOIIasi OTACICHUEM HUHTEHCUBHOM BBICOKOJIO3HOW XUMHUOTEPANUU
remMo0J1acTo30B, JENPECCUil KPOBETBOPEHHUS C KPYMIOCyTOuHbIM craunoHapomM OI'BY «HMUILL
remarosiorun» Munzapasa Poccun, wien HalimonaabsHOTo reMarosioriueckoro oOuiecTna.

17. llaTtoxun C.B., 1.m.H., mpodeccop, PI'EOY BO «PocToBCKHil rocynapCTBEHHBIN METUITMHCKAN

YHUBCPCUTCT» MI/IHB,HpaBa POCCI/II/I, YJICH HaHI/IOHaJII)HOI‘O IeMaToOJIOIrnM4CCKOIro O6HIGCTBa.

Kon¢unkra nurepecoB Het.



IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHX PeKOMEeHIAUH

HeneBast aynuTopus KIMHUYECKUX PEeKOMEHIALMIA:

e BpPAYM-TEMATOJIOTH;

e Bpa4YM-OHKOJIOTH;

e BpPAYU-TEPAIICBTHI;

e BpPAYM-AKYIIEPBI-TUHEKOJIOTH;

e BpAYM-AHECTE3UOJIOIU-PEAHUMATOJIOTH;

e KJIMHUYECKUE (PAPMAKOJIOTH.

Metononoruss  cOopa 0ka3areqbCTB. MeToAbl, HCIONb30BaHHBIE Ui  cOOpa/ceneKIuu

J0Ka3aTCJIbCTB:

e JIOHMCK Hy@]’lHK&HHﬁ B ClICOUAJIM3MPOBAHHBIX MEPHUOANYCCKHUX IICYATHBIX U3JaHUAX,

e TIOHCK B DJICKTPOHHBIX 0azax JaHHBIX.

Ba3bl JaHHBIX, HCIOJIb30BAHHBIX VISl cOOpa/cesieKIUN 10KA3aTeJbCTB. [[oka3arenbHOM 0a30i s
pEKOMEHAIMi SABJSAIOTCA MyOnuKanuu, BomeAmue B KokpeitHOBCKyro OuOnMMOTEKy, 0as3bl JaHHBIX

PubMed u MedLine. I'myOuna moucka coctanisiia 30 jeT.
MeToabl, HCTIOIB30BAHHBIE VI AHAJIHM3A 10KA3aTe/IbCTB:

e 0030pbl ONYOJIMKOBAaHHBIX METa-aHAIU30B;

e CHCTEMAaTHYECKHE 0030PHI C TAOIHUIIAMHU JJOKA3aTEIIbCTR.
MeToapl, HCIIOJL30BAHHDBIE JJIA KAa4eCTBA U CHJIBI J0KA3aTeJIbLCTB:

e KOHCEHCYC JKCIEPTOB;
e OIIEHKA 3HAUUMOCTH JI0KA3aTEIbCTB B COOTBETCTBUM C PEUTUHIOBOM CXEMOM J0Ka3aTeabCTB (Tadl.
2-4).

Tabamuma 2. Illkana oueHku ypoBHEHl JgocTOoBepHOCTH JoKazarenbcTB (YJI) nns meromos

JUAarHOoCTHUKHU (I[I/IaI‘HOCTI/I‘{eCKI/IX BMCH_IaTeJ'IBCTB)

yan Pacwumdposka

1 CucremaTtmyeckme O630pb| nccneaoBaHUm C KOHTpOJIEM perEDEHCHbIM MEeToAOM WNM  CUCTEMATUYECKUN 0630[3
PaHAOMU3NPOBAHHbIX KIIMHNYECKNX nccnenoBaHun ¢ NMPpUMEHEHNEM MEeTaaHasIn3a

2 OTaenbHble UCCNefoBaHUS C KOHTpPoOeM pedJEDEHCHbIM MEeToA0M UNKN OoTAEeNIbHble PaHAOMU3NPOBAHHbLIE KJIIMHUYECKKNE
nccnenoBaHnda M cucteMatTuyeckue 0630pbl nccnenoBaHmn noboro avsamHa, 3a MCKIYEeHUeM pPaHAOMU3NPOBAHHbIX
KJIMHU4YECKNX nccnegosaHmm, ¢ npuMeHEHNEM MeTaaHaIn3a

3 WccnegoBaHnst 6e3 MocnefoBaTeslbHOMO KOHTPOSS pedepeHCHbIM MeToAOM WM WUCCNedoBaHus C pedepeHCHbIM
METOAOM, He SABNAIWMMCS HE3aBMCUMMbIM OT WCCIEAYyEMOro MeToda WM HepaHAOMWU3MPOBaHHbIE CpPaBHUTESNbHbIE
NCCNeaoBaHus, B TOM YMCEe KOrOPTHbIE UCCeaoBaHus

4 HecpaBHUTeNbHbIE NCCeA0BaHUSA, ONUCaHUE KIMHUYECKOro criydas




| 5 | MmMeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA UM MHEHME 2KCNnepToB

Tabamma 3. Illkana oueHku ypoBHEH JocTOBepHOCTH JoKazarenbcTB (YIJI) nns meromos
NpoQHIaKTUKY, JeueHus U peadunutanuu (mIpoQuiIakTUYeCKuX, Je4eOHBbIX, PeadMIUTAIIMOHHBIX

BMEILIATEIbCTB)

yan PacwudpoBka

1 CucremaTmyeckmm 0630p PaHAOMU3NPOBAHHbIX KIIMHUYECKNX nccnefoBaHum C NMPpUMEHEHNEM METaaHasIM3a

2 OTaenbHble paHAOMU3UPOBAHHbIE KIIMHUYECKUME UCCNefoBaHUS U cUcTeMaTudeckue O630pb| nccnegosaHuin noboro
AN3anHa, 3a UCKNKYEHNEM PaHAOMU3NPOBAHHbLIX KIMHUYECKNUX nccnegosaHnm, C npuMeHeEHMEM MeTaaHaln3a

3 HepaHaoMU3NpOBaHHbIE CPAaBHUTESbHbIE UCCEA0BaHMS, B TOM YMC/E KOrOPTHbIE UCCIeA0BaHMs

4 HecpaBHWUTENbHbIE MCCMENO0BAHUSA, OMUCaHME KMHUYECKOro C/lyyas WM Cepum C/lyyaes, WCCIeNoBaHus <«Ciydan—
KOHTPO/b»

5 MMeeTcs nuiib 060CHOBaHWE MexaHu3Ma [AeNCTBUS BMellaTenbCTBa (AOKMHUYECKUE WCCNEeAoBaHUsA) WAN MHEHue
3KCMepToB

Ta6auua 4. Illkama oneHku ypoBHeW yoOemuTenbHOCTH pekoMmeHnanuid (YVYP) nns meTtonos
npo(UIAKTUKY, [UAarHOCTHKH, JIeYEeHUs U peadunurtauuu (MpouiIakTUYECKHX, AMArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIHCTB)

YYP PacwudpoBka

A CunbHas pekoMeHzauusa (Bce paccMaTpuBaeMble KpUTepun 3pheKTUBHOCTU (MCXOAbl) SBNSIOTCA BaXKHbIMU, BCE
NUCCNefoBaHUs MMEKT BbICOKOE WAWM  YAOBMETBOPUTENIbHOE METOAO0/IOMMYECKOE KAuecTBO, WX BbIBOAbI MO
WHTEPECYIOLMM UCXOAAM SIBASIKOTCA COrNacoBaHHbIMM)

B YcnoBHasa pekoMeHaaumsa (He BCe paccMaTpuBaeMble Kputepumn 3deKTUBHOCTM (MCXOAbl) ABNSIOTCS BaXHbIMU,
He BCe MWCCNefOBaHWS WMMEKT BbICOKOE WIW YAOBNETBOPUTENbHOE METOAOSIOrMYeckoe KayecTBO U/min ux
BbIBOAbl MO UHTEPECYOLWNM NCXOAaM HE ABNAKTCA COFJ’]aCOBaHHbIMVI)

C Cnabas pekoMeHaauus (OTCYTCTBME A0OKa3aTeNbCTB Hag/exallero Kadectsa (Bce paccMaTpuBaeMble KpUTepun
3 HEKTUBHOCTM (MCXOAbl) SIBASAOTCA HEBAXHbIMW, BCE MWCCNEA0BaHMA WMET HM3KOEe MEeTOA0/I0rMYeckoe
KauyecTBO M MX BbIBOAbI MO MHTEPECYIOLMM NCXO04aM HEe ABNSAOTCA COrNacoBaHHbIMMN)

HOpﬂ}lOK OOHOBJIEHHSI KIMHHYEeCKHUX peKOMeHI[aHHﬁ.

AxTyanuzanuys TpoBOAUTCA HE pexe 4ueM | pa3 B 3 roja ¢ y4eToM MOSIBUBLIEKCS HOBOWU
nH(pOpMaIMK O TUArHOCTUKE M TAKTUKE BEACHUS MalMEeHTOB, cTpanaroniux OMJI, Ho He yale 4yem pa3
B 6 mecsneB. Pemenne 06 oOHOBIeHUM nmpuHUMaeT Mun3npaB Poccun Ha OCHOBE TIPEIJIONKEHHH,
IPEACTAaBICHHBIX  MEIUUMHCKUMU TPOPECCUOHATBHBIMM ~ HEKOMMEPUYECKUMHU  OpPTraHU3alMsIMU.
ChopmupoBaHHbIE TPEMJIOKECHHUS  JIOJDKHBI ~ YUWUTHIBAaTh  PE3yIbTarbl  KOMIUIEKCHOM  OIIEHKH

JICKAaPpCTBCHHLIX ITPC€IaparoB, MCAUIIHMHCKUX I/IBI[eJ'H/II\/’I, a TAKIXKC PC3YJIbTAThI KJIMHUYECKOM anp06au1/11/1.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

Hpunoxenue A3.1. [lmarHocTuyecKue TeCThl U UCCJICTOBAHNS, IPUMEHsAEMbIE
y NALMEHTOB BIEPBbI¢ BISIBJICHHBIM OCTPbIM MHUEJIOUIHBIM JIEHKO30M

Tabauna 5. /[narHocTHYeCKUe TeCThl U UCCIEI0BaHUS

MokasaTtenb UccnepoBaHuna Heo6xoaumMmocTb npoBeaeHun
uccnenoBaHunA
Wccneposanus, KnnHunyeckmin aHanns Kposu ¢ hbopmysion Oa
HeobxoauMble ans
YCTaHOBJIEHUS AMarHo3a
AcnunpaT KOCTHOro Mo3sra [a
TpenaHobuoncus Mo nokasaHusaM
NDT-nccnenoBaHme Ha
LinToreHeTnka da
FISH Mo nokasaHusam
CkpuHuHr  RUNX1-RUNX1T1, CBFB-MYH1, PML/RARA wnn Mo nokasaHusam
APYrUX reHoB
JltiombanbHaa nyHKUMs [a
Heobxoaunmble AHaMHe3 XM3HWU 1 3aboneBaHns [a
nccnenoBaHusa A0 Hayana
neyeHus
CraTtyc naumeHTa (no wkanam ECOG/BO3) [a
NccnepoBaHne koMmopbuaHocTen Oa
BunoxmMmnyeckoe nccnegoBaHme, KkoarynorpamMmma Oa
TecT Ha 6epeMeHHOCTb Na
HLA-TMnmMpoBaHue Oa
TecTupoBaHne KpOBW Ha Mapkepbl BMpycoB renatutos B, C; Na
BMpyCa MMMyHozedmumMTa YesoBeka
PeHTreHorpadus opraHoB rpy4HoON KNeTku Oa
KT opraHoB rpyaHOWM KNeTKW, FOJIOBHOrO MO3ra Oa
SnekTpokapaunorpadms, Oa
9X0-351eKTpokapanorpadus
BrnobaHKUHr PekomeHaaTenbHO
MyTaunm reHos NPM1, CEBPA, FLT3 PekomeHpaTenbHO
MccnepnosaHune MyTaunun reHos WT1, RUNX1, MLL, KIT B pamkax nccnenoBaHui
NMPOrHOCTUYECKMX
MapKkepoB o
RAS, TP53, TET2, IDH1 B pamkax nccnenosaHun
Jkcnpeccusa reHoB ERG, MN1, EVI1, BAALC B pamkax uccnenoBaHuii
OnpeaneneHve MOB B pamkax nccneposaHun




Hpunoxenue A3.2. BapuaHThl KypcOB XMMHOTEPANIUM MIPH OCTPOM

MHEJOUTHOM JIeHKO03e

Tabauua 6. BapranTel KypcOB HHIYKIIUU U KOHCOJIMJALUH

Mporpamma
nHaykumn/
KOHCcoONMaauum

Mpenapar

7 + 3 (1)

Lntapabur** 100 mMr/m2 B/B 2 pa3a B CyTku B 1-7-11 AHM B KOMBMHALMM C OAHUM U3 cneaytowmx Jr:
e [ayHopybuumH** 60 mr/m2 B/B 1 pa3 B AeHb B 1-3-ii AHW UK

e MwuTOoKCaHTpoH** 10 mMr/m2 B/B 1 pas B AeHb B 1-3-1 gHN nnm

o Wpapybuumn** 12 mr/m2 8/B 1 pa3 B AeHb B 1-3-i1 AHK

7+ 3(2)

Lntapabur** 200 Mr/m2 B/B KPYrnocyTouHo B 1-7-i AHM B KOMBUHaLMM C OA4HUM U3 cnegytowmx J1:
e [ayHopybuumnH** 60 mr/m2 B/B 1 pa3 B AeHb B 3-5-1i AHM UK

e MwuTOKCaHTpOH** 10 mr/m2 B/B 1 pas B AeHb B 3-5-1 gHn nnm

e Wpapybuumn** 12 mr/m2 B/B 1 pas B AieHb B 3-5-i1 AHU

7 + 3 + VP-16

Lintapabur** 100 Mr/m2 B{B 2 pasa B CyTku B 1-7-1 AHHK
OayHopybuunn** 45 mr/m“ B/B 1 pa3 B AeHb B 1-3-11 AHK
Stono3ua** 120 mr/mM?2 B/B 1 pa3 B AeHb B 17-21-i aHun

ADE [99]

#LUntapabuu** 100 mMr/m2 B/B 2 pasa B cyTkn B 1-10 gHm
[JayHopybuumH** 50 mr/m2 B/B 1 pa3 B AeHb B 1-3 AHK
Stono3ua** 100 mr/mM?2 B/B 1 pa3s B AeHb B 1-5 aHun

7+3+7

LinTapabur** 100 mMr/m?2 B{B 2 pa3a B AeHb B 1-7-1 oHn
OayHopybuumn** 45 mr/m< B/B 1 pa3 B aeHb B 1-3-1 AHKN
#3Tono3ma** 75 mr/mM2 B/B 1 pa3 B AeHb B 1-7-i AHN

ICE [100]

#Wpapybuumn** 12 mr/m2 B/B 1 pa3 B AeHb B 1, 3, 5-i1 gHM
Lntapabun** 100 Mr/M2 B/B 24-yacoBas MHDY3na B 1-7-1 gHn
#3Tono3ma** 100 Mr/m2 B/B 1 pa3 B AeHb B 1-3-11 AHK

IVA (1)

#Wpapybuunn** 12 mr/m2 B/B 1 pas B AeHb BO 2, 4, 6-i AHK
otono3ma** 100 mr/mM- B/B 1 pa3 B AeHb B 3—-7-N AHU
Lntapabur** 100 mMr/m2 B/B 24-yacosas uHdy3na B 1-7-i gHu

IVA (2)

#Wpapybuunn** 12 mr/m2 B/B 1 pas B AeHb BO 2, 4-ii AHN
Stono3ua** 100 mr/mM2 B/B 1 pa3s B A€Hb BO 2-6-11 AHU
#Untapabuu** 100 Mr/m?2 B/B 24-yacosas MHpY3na B 1-6-1 gHK

MAV [101]

#MuTtokcaHTpoH** 10 M M2 B/B 1 pa3 B AeHb B 4-8-1 AHMU
#UntapabuH** 100 mr/m< B/B 24-4acoBas MHdy3una B 1-8-11 gHuM
Stono3ua** 100 mr/mM?2 B/B 1 pas B AeHb B 4-8-1 aHn

FLAG-IDA [102]

#dunrpactum** 5 Mkr/kr B 1-7-n gHn

#®nynapabuH** 30 Mr/mM2 30-MUHYTHas UHQY3NA BO 2-6-11 AHK

LinTapabur** 2000 mr/m2 B/B 4-yacoBas MHPY3Msa yepes 4 4 nocne BeeaeHVs #dnyaapabuHa** so 2-
6-1 AHU

#Wpapybuumnn** 10 Mr/m2 B/B 1 pas B AeHb B 4-6-11 AHM

HidAC-3-7 [103]

#Uutapabun** 3 r/m2 B/B_2 pa3a B CyTKM B 1,
JayHopybuumH** 45 mr/m“ B/B 1 pa3 B AeHb B
#3Tono3ma** 75 mr/mM2 B/B 1 pas B AeHb B 1-7-1i AHK

3,5, 7-A gHKn
1-3-1 gHKn

LUntapabun**
BbICOKUX A03aX

LUnTtapabur** 1,5-3 r/M2 kaxable 12 4 6 aHek

#LUntapabuH**
cpeaHux aosax

#Untapabunu** 1,0-1,5 r/M2 kaxzable 12 4 3 aHs uam
#UnTtapabur** 0,5-1,5 r/mM2 1-5(6) aHeit

A3auuTuanH**

A3aunTuanH** 75 mr/m2 7 gHeli n/k 1 pas B AeHb, uHTepsan 21 aeHb

OeunTtabuH

#0eunTabur 20 mr/mM2 B/B 1 pa3 B AeHb, 1-5 AHM unn 1-10 gHw

Dec-Ida-Ara-C [51]

#euntabun 20 Mr/m? BéB 1 pa3 B AeHb, 1-3 gHK
#Wpapybuunu** 3 mr/m< B/B cTpynHo 1 pas B AeHb, 4-10 AHK
#Untapabun** 15 Mr/M2 X 2p/cyT , 4-17 AHu




Manbie L,03bl
#untapabuHa** [50]

#UwnTtapabun** 10 mr/M2 n/k 2 pa3a B CyTKu 28 aHei

BeHeToknakc C A3aunTUANH** 75 Mr/M2 7 gHeli n/k 1 pa3 B AeHb, MHTepBan 21 aAeHb

asaumMTUanHOM* * BeHeTtoknakc 100 mr B 1 geHb, 200 Mr Bo 2-1 geHb, 400 mMr 3-28 gHen

BeHeToknakc [¢ JeunTabun 20 mr/mM2 B/B 1 pas B AeHb, 1-5 AHK

aeunTtabuHom BeHeToknakc 100 mr B 1-i aeHb, 200 Mr Bo 2-1 aeHb, 400 mr 3-28 aHen

BeHeToknakc C #LUnTtapabur** 20 mr/mM2 n/k 2 pasa B cyTkn 10 aHeii

ManbiMu L03aMu BeHeToknakc 100 mMr B 1-1 aeHb, 200 Mr Bo 2-1 AeHb, 400 Mr 3 aeHb, 600 Mr 4-28 gHKU
#unTapabuHa**

Tabauua 7. Bapuantsl KypcoB KOHCONMJALMHU, Tepanuu pedpakrepHbix ¢popMm u peuuauoB OMIL,

HCIIOJIBb3YCMBIC pa3HbIMH HCCIICAOBATCILCKUMU I'PyIIIIaMH1

Mporpamma
KOHcoNMaauumn
u peumauBea

Mpenapart

HD-ARA-C [104]

#Lntapabun** 3 r/m2 2 pasa B AeHb B 1, 3, 5-11 AHK

MidAC [105]

Untapabun** 1 r/m2 B/B 2 Ea3a B AeHb B 1-3-11 AHMU
#MuTokcaHTpoH** 10 Mr/mM< B/B 1 pa3 B aeHb B 1-5-i1

HAM (1) [106]

#Uuntapabun** 3 r/m2 B/B 2 pa3a B AeHb B 1-3-11 AHW
MuTokcaHTpoH** 10 mr/m2 B/B 1 pa3 B AeHb B 3—-5-i AHK

HAM (2) LinTapabun** 3 r/m2 B/B 3 yacoBas MHQY3na 1 pa3 B AeHb B 1-3-1 AHM
MuTtokcaHTpoH** 12 mMr/m2 B/B 1 pas B AeHb BO 2 1 3-1 AHMU
A-HAM [107] #lUnTapabun** 1 r/m2 B/B 1 pa3 B AeHb 12-4yacoBasi MHPY3us B 1-3-1 AHW

MUTOKCaHTPOH** 12 Mr/m2 B/B 1 pa3 B A€Hb B 2—3-/ AHM
#TpeTuHonH** 45 Mr/M2 B 3-5 AHK, 3aTeM 15 Mr/mM2 B 6-28-i1 AHU

ID-Ara-C/DNR

#LUnTtapabun** 3 r/m2 B/B 2 pasa B ieHb 2-4acoBas WHPY3us B 1-4-i AHK

[108] JayHopybuumH** 45 mr/m2 8/ 1 pa3 B AeHb B 3-5-i1 AHU

HAD #LUntapabun** 3 r/m2 B/B 2 pasa B fieHb 2-4acoBas MHPY3us B 1-5-11 AHK
JayHopybuunr** 45 mr/m2 /B 1 pa3 B AeHb B 3-5-i1 AHM

H-MAC [109] #Lntapabun** 3 r/m? B/B 2-4yacoBas UHeY3us 2 pasa B AeHb B 1-6-11 AHK
MuToKCaHTPOH** 10 mMr/mM2 B/B 1 pas B AeHb B 4-6-1i AHU

I-MAC [110] #LUntapabun** 1 r/m2 B/B 2-yacosasi MHdY3Ns 2 pasa B AeHb B 1-6-1 AHK
MuToKCaHTpoH** 10 Mr/m2 B/B 1 pa3 B A€Hb B 4—6-1 AHM

A3auntuanH** AzaumTuanH** 75 mr/mM2 7 gHei, MHTepBan 21 AeHb

JeuntabuH #euntabun 20 mMr/m2 B/B 1 pa3 B AeHb B 1-5-11 gHn nnm 1-10-1 aHu

Dec-Ida-Ara-C
[51]

#euntabur 20 Mr/m? BéB 1 pa3 B geHb, 1-3 AHK
#Wpapybuumn** 3 mMr/m< B/B cTpyiHo 1 pa3 B AeHb, 4-10 gHu
#Untapabun** 15 mr/m2 x 2p/cyTt, 4-17 pHun

Maneble [03bl
#unTtapabuHa**
[50]

#Untapabun** 10 mr/mM2 n/k 2 pasa B AeHb 28 gHei

#BeHeToKNnakc ¢
as’auuTUaANHOM* *
[53]

A3aunTUANH** 75 Mr/M2 7 gHel /K 1 pas B AeHb, UHTEpBan 21 AeHb
#BeHeToknakc 400 mr, 1-28 aHen

#BeHeToKknakc C
neunTabuHom

[53

OeuuntabuH 20 Mr/m2 B/B 1 pa3 B 4eHb, 1-5 AHK
#BeHeToknakc 400 mr, 1-28 gHel

#BeHeTOKNakc ¢
MasbiMU J03aMK1
#untapabunHa**

#Lntapabun** 20 mr/mM2 n/k 2 pasa B AeHb, 10 gHel
#BeHeToknakc 600 mr, 1-28 aHen

Tabauua 8. BapraHTel KypcoB MOAIEPKUBAKOLIETO JIEUCHUS




Mporpamma

Mpenapar

5+ 6-MIN #UnTtapabur** 100 Mr/M2 B/B 2 pasa B AeHb B 1-5-i AHM unm 50-100 Mr/M2 n/k 2 pasa B AeHb B 1-5-i1
AHN
#MepkanTonypuH** 60 Mr/M2 B CyTku B 2 npueMa BHyTpb B 1-5-i1 gHu

54+ 1D (1) #UunTapabun** 100 mr/m2 B/B 2 pasa B AeHb B 1-5-it anu mam 100 mMr/mM2 n/k 2 pa3a B AeHb B 1-5-i1
OHN
#LUnknodochamma** 1000 Mr/M2 B 3-it AeHb

5+ Ud (2) #LUntapabunu** 100 mMr/m2 B/B 2 pasa B AeHb B 1-5-i1 gHW nnu 50 Mr/m2 n/k 2 pasa B aeHb B 1-5-11 gHM

#Uuknodochamua** 650 Mr/m2 B 1-i geHb

6-MP + MTX [111]

#MepkanTonypuH** 50 Mr/mM2 B CyTKM B 2 NpUeMa BHYTPb MOCTOSIHHO B TeueHue 2 neT ¢ Moandukaumei
[03bl B 32aBMCMMOCTU OT M1yOMHbI LMTOMNEHUYECKOro CUHAPOMA

#MeToTpekcaT** 10 Mr/mM?2 1 pa3 B HeAenio B/B B TeueHue 2 NeT C MoandUKaLMel 103bl B 3aBUCUMOCTM
OT rNy6uHbI LMTOMNEHNYECKOr0 CUHAPOMA

AzaunTnanH**

AsauutTuanH** 75 mr/mM2 7 gHel, uHtepsan 21 geHb

OeunTtabuH [112]

#[eunTabun 20 mr/m2 B/B 1 pa3 B AeHb, 1-5 aHM unn 1-10 gHw

Maneble L,03bl
#untapabuHa** [50]

#UnTtapabur** 10 mr/m2 n/k 2 pasa B AeHb 21-28 aHel

aeuntabuHom [53]

#BeHeTOKaKC C A3auuUTUanH** 75 Mr/mM2 7 gHeld, n/k 1 pa3 B AeHb, UHTepBan 21 AeHb
asaumUTUaAnNHOM* * #BeHeToknakc 400 mr 1-28 aHen

53]

#BeHeToKaKkc C JeunTabuH 20 mr/mM2 B/B 1 pas B AeHb, 1-5 gHun

#BeHeToknakc 400 mr 1-28 aHen

BeHeToknakc C
ManbiMu [03aMu
#unTtapabuHa**

#Uutapabun** 20 mr/mM2 n/k 2 pasa B AeHb 10 aHe
#BeHeToknakc 600 mr 1-28 agHen

Hpunoxenue A3.3. [lokazanus Kk ano-TKM/amno-TI'CK B 1-i1 mosiHoM

peMHCCHHN OCTPOT0 MUEJIOU/IHOTO JieliKko3a

Taoauma 9. Cunrternueckue mokazanua K auio-TKM B 1-i [IP OMJI B 3aBHCMMOCTH OT

MOJICEKYJIAPHO-TCHECTHICCKHUX, KINMHHUYECCKHUX XApPaAKTECPUCTUK OMJI | PHUCKa
TPAHCIJIAHTALMOHHOM JIeTAJIbHOCTH [42]
Mpynna OnpepeneHue rpynnbl pyucka Puck passButusa BbanbHas oLeHKa nporHosa
WHTErpMpoBaHHOIro peunamBa B NleTafIbHOCTU, He CBA3aHHOU C
pucka 3aBMCUMOCTU OT peuMauBoM, KoOTOpas Mno3BoJasieT
BbIMNOJIHEHUSA cyuTaTb anno-TrckK
npeanoYTUTEsIbHbIM BapuaHTOM
KOHcoNnMaauum
XT wnnm anno- wKana wKana pUCK  CMepTH,
ayTo- TrCK, EBMT HCT-CI He CBSI3aHHbIN
TrCK, % C peumanmBoM,
% %
BnaronpusaTHbIN 35-40 15-20 <1 <1 10-15

e t(8;21) n nenkouuntos <20
x 10%/n

e inv16; t(16;16) no 35 net

e MyTauus CEBPA (2-
annenbHas)

e MyTaums NPM 6e3 FLT3-ITD
MyTaummn

o P 1-ro

nocne Kypca

MHAYKUUN



OTtcyTctBMe MOB
MpoMeXyTOoUHbIN £(8:21) u n. > 20 x 10%/n 50-55 20-25 <2 <2 <20-25
HopManbHbI KapumoTun
(vnn noTeps TonbKO X-, UK
TONMbKO  Y-XPOMOCOMbI) C
nenkouutosoM <100 x 109/
n n npu pgoctmxeHun TP
rnocne 1-ro Kypca
Mnoxon Henoctikerne MNP nocne 1- 70-80 30-40 <3-4 <3-4 <30
ro Kypca y naunmeHToB wu3
rpynn 6naronpustHoOro w
NPOMEXYTOYHOro pucka
HopManbHbIi  KapuoTun u
neikounTos >100 x 10%/n
AHOManbHbIM KapuoTun,
HEOTMEYUEHHbIn B rpynne
NPOMEXYTOYHOr0 U O4YeHb
NnJ0Xoro NporHo3a
OuyeHb Naoxomn MOHOCOMHbIF KapHOTHA >90 40-50 <5 <5 <40
AHOManum 3q26
'mnepakcnpeccus Evi-1

Hpunoxenue A3.4. UMmmyHoJI0rHYeCKHEe MapKepPbl PA3HbIX BAPMAHTOB
OCTPOr0 MHEJOMJIHOTO JIEHK03a

Tabauna 10. MMmyHosornuyeckue Mapkepbl, XapaKTepHbIE Il pa3HbIX MOP(OLUUTOXMMHUYECKUX

BapuanToB OMIJI [7]

BapuaHTt OMJ1 DKcnpeccusi aHTUreHoB knacrtepos ancdpepeHLNnpPOBKUN
CD13 CD14 CD15 CD33 CD34 HLA-DR CD41a CD61 CD235a

MO +/- - +/- +/- +/- - - -
M1 +/- - +/- +/- +/- - - -
M2 + +/- + -/+ + - - -
M3 + -/+ + -/+* —-/+* - - -
M4 + +/- +/- + -/+ + - - -
M5 +/- +/- +/- + -/+ + - - -




M6 - - -/+ - - - - +/-
M7 +/- - - +/- -/+ -/+ + + -
*Penko.

IIpuioxkenue A3.5. Kpurepuu 1HarHoCTUKH OCTPOIO JIeiK03a CMEIIAHHOTO
(eHoTHUIIA IPH eAMHOU OJTACTHOMN MONMYJIAUA

Tao6mauna 11. Kpurepun nuarnoctuku OJIC® mipu equHOM O61acTHOM omyssiyn [31]

MwnenovgHasa HanpaBNEeHHOCTb

MMMYHOI'MCTOXMMNYECKOM nUccnenoBaHnn;

e MPO, MONMOXWUTENbHbIA pe3ynbTaT Mpu NPOBEAEHUU LUTOXMMUYECKON peakumu WU/unmv NpoTOYHOW UMTODIYyOPUMETPUU U/Un

o 2 n 6onee MOHOUMTAPHbIX aHTUreHa: Hecrneumduyeckas scTepasa, BbiSBAEHHas Npu NPOBEAEHUU LUTOXMMUYECKOM
peakuuun; n CD11c, CD64, CD14, nu3ouumM, BbiSBIEHHbIE MPU MPOTOYHON LUNTODNYOPUMETPUM

T-kneToyHas HanpaBieHHOCTb

aHTureHa CD3)
nnnm
e MOBEpPXHOCTHas akcnpeccuna CD3

e uMTOMNasMaTUyeckas akcnpeccus CD3 (Npy NPOTOYHOM LUTODIYOPUMETPUN AOSXKHBI 6biTh MCMOMb30BaHbl aHTUTENA K €-Lenu

B-kneto4yHasa HanpaB/IeHHOCTb

CD10
nnn

CD10

e sApkas akcnpeccus CD19 mn Apkasa akcnpeccus xoTs 6bl 04HOro M3 cneayrowmx Mmapkepos: CD79a, untonnasmatmyeckmin CD22,

e cnabasa skcnpeccmnsas CD19 n apkas akcnpeccusa 2 u 6onee u3 cneaywowmx mapkepo: CD79a, uutonnasmatmyeckmin CD22,

Hpunoxenue A3.6. XapaKkTepucTHKA BTOPUYHBIX OCTPBIX MUEJIOUIHBIX

JENKO030B

Tabamua 12. Xapakrepuctuka BropudHbix OMJI, accoMupoBaHHBIX C TPUMEHEHUEM MHIMOUTOPOB

tononzomepasbl I u ankunupyromux areHTos [ 1]

Knacc xumuonpenaparta NHrnéutop Tonomsomepasbl 11 ANKUAMPYIOWMI  areHT W Mpou3BOAHbIE
HUTPO30MOYEBUHBI

OcHOBHbIe npenaparbl 3Tono3na, TEeHWNno3ua, MUTOKCAHTPOH, Lnknodochamua, MendanaH,
3NnpybmunH xnopambyuun, KapMyCTuH, JIOMYCTUH

XpoMocoMHble ab6epauun PeapaHxnpoBkn MLL-reHos, t(15;17) MoHocoMusa unu geneumsa XpomMocom 5 n 7
(PML-RARa), t(8;21)(AML1-ETO),
inv(16) nnun t(16;16)(CBFB-MYH11)

CpeaHee BpeMs [0 pa3BUTUSA 2-3 5-7

OMJ, rogbi

KoMnnekcHbie MOJIOMKHM Penko YacTto

Kapuotuna

MpepwecTByrowmn MAC Penko Yacto

XapakTepHbi BO3pacT Monoable Moxunbie




nauueHToB




Ipusoxkenue b. AJropuTMbl BeJleHUS NAIUEHTA

Puc. 1. CranmapTHblii anropuT™ BeiOopa Tepanuu y nanuenta ¢ OMJI monoxe 60 net

Bapudaumpolasnad Sedwod OMN
nauwesT wondss §0 net

|

TNCEaHAE NBLMEHTE I 810
DS GHATeRE M CBCTED (HEHANG
Rowtca Sosopa 4nA anne TRCK)

l

HMHLYLWDHHER TEQANHA
KpeT+3
(OayHopyfamn 60 wriuZ)

Da
e NP pocne 1 Kypca
ETopod T+3
KoHCNMLAPYIWER TEpaNA (ecma % SnacTHBD: KneTox
POBTODEMAE T=1 GOMiLlE MCHOQHOND, TO
TEOAEE 2o Pt

a Her
A NP nocng 2 cypda

TPOTORENES QA NeseHuR
23 eypea c BOY PEDpasTe e QMM

KNeHuacE e BOCNa0naa-a

MoneaynAps0-ra=aTHaaCOde HiCNaZ08ame
BLINCMHEHD G0 HBWana NesssHtn

EcTe NOEBIEHAR £ anno-TEM
- Mo Tiok=nd NP nocne 1 Kypca
= FEYTING MMy TORHOND PHcea
- MPYNNE Exs0ONDID DHCKE

MoaepmBaM AN TeCamn

Puc. 2. CrannapTHbii anropuT™ BeiOOpa Tepanuu y narueata ¢ OMJI crapme 60 et



BépaEwyppodimmne Suarwod O8N
RaLFeHT CTEpWS 60 naT

NP nocne 1 £ypca

MaigstsT 65-T0 nar
ECOG 01

T=3
(Do Sugan 45 wtial)

|

ML

NP nocne 2 oypca

Maugeut cTapwe 20 net

}

MOU-21 0 NAanNHETHEHAR
Tepanta

Moy

NpOIpaMULE TERanss
padpaTep-c hogas 0N
nu
CAREOREEULER 1

Oyl SDDECTE wl
BRHTATHHE - NOCHE 4 Kypea,
BENH HET NPOTPACEHA

AuaroputMm Benenust nanueata ¢ OMJI B Bo3pacre ot 18-59 ser




BepHyTbcst
K OCHOBHOWA o)
cxeme

JleyeHue nauyeHTa
Bo3pacra 18-59 ner

v

TunuposaHue nauveHTa
¥ ero poaHLIX GpaTbes
" cectep
/Hauano noucka
HEPOICTBEHHOIO
[noHopa

B S

MHoykunoHHas
Tepanus:

® v o

KoHconmaupytoLas Oa

OrHas pemucens

Tepanvis:
NOBTOPEHKE Kypca <o nocne 1-ro kypca?,
7+3

% yncna

WHaykuuoHHas Ha 5 Het
NacTHBIX KNETOK

TEpAMUS: <-® erbie P

2-0ii kype 7+3 ACXOHOr0%

@ v

KoHconuavpytolas Ha
Tepanuis:
BALL (2-3 kypca)

Her MannuaTtneHoe nnu
SKCrepUMEHTarbHOE
neyexve

onHas pemuceust
rocre 2-ro Kypca?,

v o®

aUVeHT rpynns
6naronpusTHOro
pucka?

Her

Ha

@ A 4

e
e S i POBEACHMS fia Anno-TKM ot

roa POICTBEHHOTO UM TNMeyenne o
(6 xypcos nr) unm 4 o anno-TKM [ = HAM
Aoy heT (12 Kypoon o TOKHO? HE POACTBEHHOrO nporpamme

n ’ [loHopa
or Hasana hesenns

&

v

JvcnaHcepHoe
HabnoaeHne

A 4
A

® .

PeLunave
3abonesaHua?

Het

Tepanus peuuavisa 4 0

AuaroputMm Benenus nanuenta ¢ OMJI B Bo3pacre nocJie 60 et



@

KoHconunaupytouias
Tepanus: NoBTopeHne

KoHconuaaumsa

MHOYKUMOHHOTO Kypca+

BepHyTbCA
K OCHOBHOMN
cxeme

JledeHune nauueHTa
cTapLue 60 ner

o

®

WHayKuMoHHas Tepanus
7+3

Het

lMonHaa pemncena
nocne 1-ro kypca 7+3?

P

?

Anno-TKM

Mponomxerne MOLL

wnu 4 kypca
AsauuTuauHa*

MauuneHt Her
60-65 net, ECOG=0-1

ecTb [Io0Hop?

MauneHT cTapLue
75 net?

Oa

VHaykuuoHHasa
Tepanus:
MOL 28 guen

onHas pemmuccust
riocne 2-ro kypca?,

MoanepxusaioLlas
Tepanus,
5+6 MP 2 ghs,
MUL-28 fHeit,
AszaunTnavH

A

[ucnaHcepHoe

Oo01as cxema

A 4

®

Tepanus peunavea

HabnwogeHne

Her

HuskonHTeHCUBHas
Tepanua

MannuartveHoe unn
3KCnepuMeHTarnbHoe
ne4veHve

A

v

Peunane
3abonesaHua?

Het




MauneHt
C N0A03pEHNEM Ha
oMn

Mpopomkexne
EmEe [MarHoCTUYECKOro
noucka B pamkax
nofTBepXaeH? IPYTVX BOIMOKHBIX

3abonesaHui

MauneHt Jevenrve nauvienTa
crapLue 60 ner? Bo3pacTa 18-59 net

TNeyenne nauveHTa

crapLe 60 ner




Hpuiaoxenue B. Unopmanusa 1J18 NalMEeHTOB

OcCTpblil MHETOUIHBINA JIEMKO3 HA3BIBACTCS TAKKE OCTPHIM MHENOOTACTHBIM JIEHKO30M M OCTPBIM
HenumpooOnacTHeIM Jieliko3oM. OMJI pa3BuBaercsi, xorma BosHukaeT nedext JHK B He3penbix
KJIETKaX KoCTHOTO Mo3ra. TouHas nmpuunHa OMJI nenzBectra. OMJI miposiBIsIOTCS B TFOOOM BO3pacTe
U sBisioTcst Hanbosee yactor hopmoit OJI y B3pocibix. OMII BBI3BIBAIOT HEKOHTPOJIUPYEMBIA POCT
ONacCTHBIX, T. €. HE3peNbIX KIETOK KPOBHM M KOCTHOTO MO3ra, KOTOpbIE HE MOTYT HOPMaJIbHO
¢ysukmonnpoBarh. [lannentsr ¢ OMJI UMEIOT MOHUKEHHOE KOJIMYECTBO 3PEIIbIX 30POBBIX KIETOK
KPOBHU BCEX THUIIOB: SPUTPOIUTOB, TPOMOOILIUTOB U JECHKOLIUTOB. B 3aBUCHMOCTH OT THMa KJIETOK, HA
KOTOpble O0JIe3Hb IIABHBIM 00pa3zoM BozaeiicTByeT, OMJI nensdrcs Ha HECKOJIbKO BHUJOB. TOUHBIN
JIMarHo3 YCTAHABIIMBAIOT IOCJIE MCCIIENOBaHUS 00pa3lloB KPOBU M KOCTHOTO Mo3ra. Belibop neueHus
npu OMJI 3aBUCHUT OT pa3sHOBUAHOCTU OOJE3HU U JPYruX (HaKTOPOB, TAKUX KaK HAJIMYUE U THUII
XpoMocoMHbIX HapymieHud. Cumntombl OMJI Takke 3aBUCAT OT Pa3HOBUIHOCTH Oone3HH. Y
NAlMEHTOB C IMOHMW)XEHHBIM COJEPKAaHUEM SPUTPOLUTOB MPOSBISIIOTCS KIACCUYECKUE CHUMIITOMBI
aHeMuu: ObICTpas YTOMJIIEMOCTb, OJbIIIKA, OJEAHBbIM 1LBET JuUA. Y TMalWEeHTOB C HU3KUM

COACPIKaHNEM TpOM60]_[I/ITOB MOT'YT BO3HHUKATDh JJIUTCIBbHBIC KPOBOTCUCHUA U O6p3.30BBIBaTLCH CHUHAKHU.

[Tarmenter ¢ OMJI nmoutn Bcerna monydaroT XT, KOTOpass HAYMHAETCSl Cpa3y IMOCJE yCTAHOBJIEHUS
nuartosa. Llenap Takoro JiedeHus, Ha3bIBAEMOTO WHAYKIIMOHHOW Tepanueld, JOOUThCS PEMHUCCUH U
BOCCTAHOBUTh HOpMajibHOE KpoBeTBopeHue. Pemuccuss OJI — HuBennpoBaHHE NaTOIOTHYECKUX
MPOSIBJICHUM Mpolecca MOJ BO3JICHCTBUEM NPOTUBOJIENKO3HOM Tepanuu. X1 O4ueHb MHTEHCHMBHA W
BJIMSECT HE TOJIBKO HAa 3JI0KAYECTBEHHBIC, HO M HA 3[0pOBBIE KIETKH KPOBH, B PE3YJBTATE YEro
MAIMEHTHI, TOMyYalollie HHAYKIMOHHYIO TEpamuio, MOTYT CTpajaaTh OT pPa3jIMYHBIX MOOOYHBIX
3¢ dekToB, TaKMX KaK TOILIHOTA, CJIa00CTh, MOBBINICHHAS YYBCTBUTEIBHOCTh K HHMEKIHsIM. Y
OOJBIIMHCTBA TMAIIMEHTOB B TEUYEHHME HECKOJIbKUX HENIedb IOClie HWHAYKIMOHHOW Tepanuu
BOCCTaHABJIMBAETCSI HOPMAJIbHOE KPOBETBOPEHUE U KOHcTatupyeTcs pemuccus OMJL. B 3Tor MOMEHT
NPUHUMAETCS] PEUICHUE O MPUMEHEHUHU TOTO WJIM MHOTO METOAA JAjJbHEWIEro JICUYEHUs. ITO MOXKET
ObITh nponoipkeHue XT B LEnsX KOHCONMMAALMU (3aKpEIUIeHHs]) PEMHUCCUM, HalpaBlIeHHOE Ha Ooiee

IMOJIHOC YHHUYTOXCHHC JIEUKO3HBIX KJICTOK, U ITIOAACPIKNBAIOIIAA TCPAIIH.

Hpyroii meron nedeHus — mnpoeneHue amio-TKM. B kadecTBe HCTOYHMKA TeMOMOITHYECKHX
CTBOJIOBBIX KJIETOK (HE3penble KIETKM — MPEALICCTBEHHUIIBI KPOBETBOPEHHUS, M3 KOTOPBIX
BIIOCJICJICTBUM DPAa3BUBAIOTCS 3 THUMA KIETOK KPOBU: JIEUKOIUTHI, SPUTPOLUTHEI U TPOMOOIIUTHI) B
HACTOAIIEEe BPEMSI HCIOIB3YIOT KOCTHBIA MO3I, MyMOBHHHYIO KPOBb WU TEpUPEPUUECKYIO KPOBb
nonopa. Kakoil Obl MCTOYHHMK HE HCIIONB30BAJICS, CTBOJIOBbIE KJIETKH BBOJAATCA B/B B OpPraHHU3M
MalMeHTa I0Cie MPOBEACHUs BBICOKOA03HOM XT WM JIydyeBOW Tepanuu, NPU3BAHHOW ITOJIHOCTHIO
YHUUYTOXKUTH JIEMKO3HbIE KIIeTKM mnanueHTa. lIpenrpancnmanranmonHas XT yHHMYTOXKAeT Takxke

HMMYHHYIO CUCTEMY MMAIIUCHTA, KOTOPYIO BBOJAUMMBIC KJICTKH JOHOPA JOJ’KHBI BOCCTAHOBHUTD.

AnyoreHHast TpaHCIUIaHTanusi TpeOyeT Haduuus POJACTBEHHOTO WM HEPOACTBEHHOTO JOHOPA,
TUCTOCOBMECTHMOTO ¢ MamueHToM 1o cucreMe HLA. B kadecTBe poiacTBEHHOro J0HOpAa OOBIYHO
BBICTYIIAET POJHOM OpaT unu cectpa. Ecinu poacTBEeHHBIN JOHOP HE HalJeH, Bpa4 MPOBOJUT IMOUCK B
0a3ax JaHHBIX POCCHUMCKMX W/WIM 3apyOeKHBIX PErucTpoB J0HOpOB. HezaBucumo oT TOTO,

POACTBEHHBIN WJIM HEPOJCTBEHHBIA JOHOP HAWACH, MPOILEAypa TPAHCIUIAHTAIIMM OJHA W Ta XKe€:



IMPOU3BOAUTCHA 3360p TCMOIIOOTHUYCCKHUX CTBOJIOBLIX KIJICTOK JOHOpPA, KOTOPBLIC 3aTEM B/B BBOIATCA

IMagUCHTY.



Hpuiaoxenue I.

Ilpunoxenune I'l. MoaekyJasspHO-reHeTHYECKAst
KJIACCU(PUKAUA OCTPHIX MHEJTOUTHBIX JIEHKO30B

Hazeanue na pycckom: European Leukemia Net (ELN) MonexymnsipHO-TeHeTHYEeCKas KiIacCUpUKAIIUS

OMUJI (2017)

Opueunanvroe nazeanue: 2017 ELN risk stratification by genetics

HUcmounuk (oguyuanvuwi caim pazpabomuuros, nyonuxayus ¢ earuoayuetr): Dohner H., Estey E.,
Grimwade D. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations from
an international expert panel. Blood 2017;129(4):424-47 [8]

Tun: mkaja OleHKU

Hasznauenue: MPOTHOCTHUYCCKAA OLICHKA COCTOAHHA ITallUCHTA

Cooepoicanue u unHmepnpemayusi:

KaTteropusa pucka

MoneKynspHO-reHeTUYEeCcKas XapaKTepucTmMKa

BnaronpusTHbIR NPOrHo3

t(8;21)(g922;922.1); RUNX1-RUNX1T1

inv(16)(p13.1922) nnu £(16;16)(p13.1;922); CBFB-MYH11

MyTauumn NPM1 6e3 FLT3-ITD wnu ¢ FLT3-ITD n C HN3KOW annenbHOM Harpyskomn*
BuannenoHasa myTtauua CEBPA

MpOMEXYTOYHbI MPOrHO3

MyTauum NPM1 wn FLT3-ITD C BbICOKOM annefnbHOM Harpyskom**

Ovknin Tun reHa NPM1 6e3 FLT3-ITD wnun ¢ FLT3-ITD 1 C HM3KOW annenbHOW Harpyskon (npwm
OTCYTCTBUMU LUTOFrEHETUYECKUX KpUTepmeB HebnaronpmusTHOro NporHo3a)
£(9;11)(p21.3;923.3); MLLT3-KMT2Ad

LinToreHeTnyeckme aHoManunn, KOTopble He OTHOCATCS K KaTteropmm 61aronpuMsaTHOrO MpOrHo3a
W HebnaronpusiTHOro NpPorHo3a

HebnaronpusaTHbIA NPOrHO3

t(6;9)(p23;q934.1); DEK-NUP214

t(v;11923.3); nepectpoikn KMT2A

t(9;22)(q34.1;911.2); BCR-ABL1

inv(3)(g21.3926.2) nnn t(3;3)(q21.3;926.2); GATA2,MECOM(EVI1)
-5 nnu del(5q); -7; -17/abn(17p)

KoMnnekcHbI KapuoTun

MOHOCOMHBIN KapuoTun

Ovkuin Tun reHa NPM1 v FLT3-ITD C BbICOKOW annenibHOM Harpyskom**
MyTauum RUNX1 ***

MyTauum ASXL1***

MyTtauun TP53

lloscnenusa:

*Hwuskas amrenbHas Harpyska (0,5).

**Bpicokas amenbHas Harpys3ka (=>0,5).

***Ecnu yka3aHHbIe MyTalli OOHAPY>KMBAIOT y TAIMEHTOB C OJArONpPUSTHHIMU ITUTOTCHETHUYECKUMU

dHOMAJIUAMHU, TO UX O6Hap}/)KGHI/I€ HC NMCCT 3HAYMMOCTH.




Ipuioxenue I'2. MojieKyJIApHO-TeHETHYECKUE
INPOrHOCTHYECKHE (PAKTOPLI PH OCTPOM
MHUEJTOUTHOM JIEHKO03e

Ha3zeanue na pycckom.: MonekynsapHO-TeHETHUECKUE U KIuHU4eckue npuznaku OMJI, paznenstomine
MalMeHTOB Ha OJaronmpusATHYIO W HEOJAronpUATHYI NPOTHOCTHYECKWE TpymIbl OpueunaivHoe

nazeanue. AML-related prognostic parameters

Hcmounux (oguyuanvuoiti catim paspabomuukos, nyonuxayus c eamudayueti): Cornelissen, J.,
Gratwohl, A., Schlenk, R. et al. The European LeukemiaNet AML Working Party consensus statement
on allogeneic HSCT for patients with AML in remission: an integrated-risk adapted approach [42].

Tun: mKaga OeHKNA
Hasnauenue: mMporHOCTUYECKAS OLIEHKA COCTOSIHUS TAllUEHTA

Codeporcanue u unmepnpemayusi.

LiuToreHeTuyeckne Mapkepbl MonekynsipHbie MapKepbl KnuHnueckue cdakTopbl

bnaronpusTHbie NPorHocTn4Yeckue d)aKTOpbl

t(15;17), t(8;21)(gq22;q922);
nnu t(16;16)(p13.1;922)

inv(16)(p13.1922) MyTnpoBaHHbIM CEBPA
(bnannenbHas MyTaumus),

MyTMpoBaHHbIN NPM1 6e3 FLT3-
ITD npu HOpMasibHOM

Kapuotune

HeratusHble Mapkepbl MOB

He6naronpuaTtHblie NporHocTnyeckne pakropbl

inv(3)(g21g26.2) nnamn t(3;3)(g21;926.2); YBenuueHa akcnpeccus Evil; BTopuuHbii OMJ1

t(9;22) MLL-peapaHXUpOBKU;

t(6;9)(p23;q34);
t(v;11)(v;923);
-5 nnn del(5q);
-7

;
abeppauuu (17p); .
KOMMNMEKCHbI KapnoTunn, MOHOCOMHbIN KapunoTun

FLT3-ITD-myTauus;
DNMT3A-myTauums;
C-KIT-mytauus (ana t(8;21);
inv(16))

BAALC-3kcnpeccus
ERG-3Kkcnpeccus
MN1-3Kkcnpeccus
WT1-nonnmopdunsm
BCR-ABL-NO3UTUBHOCTb

Crapwwnin Bo3pacTt (40-60 net), ans
inv(16) — crapwe 35 net

Mnepneikountos (>100 ° 10%/n pns
noboro BapmaHTa, ans t(8;21) - >20

©10%n)

MO-BapwuaHT no FAB

dkcnpeccuss CD34  Ha  6nacTHbIX
KeTkax

DKCTpameaynnspHble rnopaxeHus
(ocobeHHO, KoXxa)

OTcyTcTBME pemMuccum nocne  1-ro
Kypca

MNepcucteHums mapkepos MOB

Ipuaokenue I'3. IlIkana oneHKH 0011€r0 COCTOSIHUS
namueata ECOG

Ha3zeanue na pyccxom: lllkana omeHKH OOIIEro COCTOSHUA mMalueHTa BocTrouHol 00beIMHEHHOU

OHKOJIOTUYECKOM TPYIIIIbI
Opueunanvroe nazeanue: The ECOG Scale of Performance Status

HUcmounuk (opuyuanvrouiti caiim paspabomuuxos, nyoruxayus c eanuoayueit). Oken M.M. et al.
Toxicity and response criteria of the Eastern Cooperative Oncology Group // Am. J. Clin. Oncol. 1982.
Vol. 5, Ne 6. P. 64965 [11]



Tun: mkana OlEHKU

Hasznauenue: xnmanyeckas OIICHKAa O6H_IGFO COCTOsAHHA IMalluCHTa

Cooepotcanue u unmepnpemayusi:

Crartyc (6annbi) OnucaHue ob6Lero CoCTosHUA NaLueHTa

0 MauneHT NOJIHOCTbIO aKTUBEH, CMNOCO6€eH BbIMOJIHATL BCE, KaK U Ao 3aboseBaHuna

1 MauneHT Hecnoco6eH BbINMOJIHATb TAMXKENYI0, HO MOX>XET BbIMOJIHATb JIErKYI0 WU CUAAYYIO
pa6oTty (HanpuMep, Nerkyr AOMalHIOW WU KaHUeNspCcKyo paboTy)

2 MaumeHT neuutca ambynatopHo, cnocobeH K caMoo6cCcny>kMBaHUIO, HO He MoOXKeT
BbINOJIHATb pab6oty. bonee 50 % BpeMeHM MNPOBOAUT aKTUBHO — B BEpTUKASIbHOM
MNOJI0XKEHUM

3 MaumeHT cnocobeH Nulb K OrpaHMYEHHOMY CaMOO6CNy>XMBaHUIO, MPOBOAUT B Kpecse uim
nocrenu 6onee 50 % BpeMmeHn 6oapcTBOBaHUA

4 UuBanua, coBeplieHHO He cnocobeH kK caMoo6cCcny)XXMBaHUIO, NMPUKOBaAH K Kpecay Wiun
nocrenu

5 CMmepTb

IIpuaoxxenue I'4. @akTopbl pUcKa,
ACCOMUMPOBAHHDBIC C TPAHCIVIAHTAIUOHHOU

JICTAJIBHOCTBLIO

Haseanue na pyccxkom: @akTopbl pucKa, aCCOUMMPOBAHHBIE C TPAHCILIAHTAMOHHOW JIETATbHOCTHIO

Opuzunanvroe nazseanue: Prognostic factors for allogeneic-HSCT-related nonrelapse mortality

HUcmounuk (oguyuanvuoviti catim pazpabomuukos, nyonuxayus c earuoayuet): Cornelissen, J.,
Gratwohl, A., Schlenk, R. et al. The European LeukemiaNet AML Working Party consensus statement
on allogeneic HSCT for patients with AML in remission: an integrated-risk adapted approach. Nat Rev
Clin Oncol 9, 579-590 (2012) doi: 10.1038/nrclinonc.2012.150

Tun: mkaja oleHKNU

Hasznauenue: MPOTrHOCTHUYCCKAA OLICHKA COCTOSHHUSA ITAllUCHTA

Cooepoicanue u unmepnpemayusi:

MpeaTpaHcnNaHTaLUMOHHDbIW NoOKa3aTesb MepuTpaHCN/IaHTaLUOHHbIN MocTTpaHcnIaHTalMOHHbIN
nokasartesib nokasartesb
BnaronpusaTHbIN dakTop: HemunenoabnatueHoe PaHHAS MMMYHHas peKOHCTUTYLMS
o o KOHAVLMOHMpPOBaHMe
e poAcCTBeHHbI HLA-COBMeCTUMbIA AOHOP VICTOUHMK CTBONOBbIX KNETOK

e Gonee KOPOTKMUM
anarHoctukon OJ1 u TFCK

e MpUHAANEXHOCTb K 6enoli pace

(KOCTHbI MO3r unn nepudepunyeckas
CpoK Mexay KpOBb)
T-Aeneuns TpaHcnnaHTaTa

HebnaronpusaTHbIA dakTop:

MunenoabnaTtueHbIn pexum Taxenas ocTpas peakuus



KOHANLUMOHMPOBAHUA «TpaHCnaHTaT npoTUB  XO3dUHa»

¢ CTapliuu BO3pacT peumnnueHTa AnbTEpHaTUBHbI ncrounnk | (III-1V)
TpaHcnnaHTaTa (MynoBUHHaA KPOBb) Mepcuctupyowas XpOHMYEeCKas
e MOJN [IOHOPa M peLmMnueHTa peakuus  «TpaHCnnaHTaT  NpoTWB

X035MHa» 9KCTEHCUBHOM (hOPMbI
e KOMOP6MAHOCTb

e LMTOMEranoBUpPYCHbIA cepocTaTyc

e M0NMOP(dU3M reHOB LIUTOKMHOB

e HEpPOACTBEHHbIN AOHOP

e HLA-HecoBMeCcTUMOCTb

o (U3MKaNbHbLIN cTaTyC

e pedpakTepHas nenkemMmns

e OMI, aCcCcoUNMpPOBaHHbIN [¢

npeawecTsytowen XT

Ipuinoxenue I'S. IIporaocTuyecKuil HHACKC 1J1
MOJIOABIX NMANMEHTOB ¢ PENUIMBOM OCTPOIo
MHEJIOM/IHOI'0 JIENK03a

Haszeanue na PYCCKOM: HpOFHOCTI/I‘leCKI/Iﬁ HHACKC AJIsI MOJIOABIX IMAMUCHTOB C PCOUAMBOM OCTPOI0

MHEJIOUHOTO JIEUKO3a
Opuzunanvnoe nazeanue: European Prognostic Score for acute myeloid leukaemia at first relapse.

HUcmounuk (ogpuyuanvhsiii catim paspabomuuxos, nyorukayus c earuoayueti): Giles F., Verstovsek S.,
Garcia-Manero G. et al. Validation of the European Prognostic Index for younger adult patients with
acute myeloid leukaemia in first relapse. Br J Haematol 2006;134(1):58-60 [69].

Tun: vanexc

Hasnauenue: TlporHocTUYeCKU MHACKC TSI MOJIOMBIX ManueHToB ¢ peruauBoM OMJI (15-60 ner,

WCKIJTFOYasi OCTPBIA MPOMUETIOIMTAPHBIN JIeiko3 t(15;17))
Cooepoicanue unmepnpemayusi:
Brruucsiercsi B COOTBETCTBUHU CO CISAYIOMMUMHE (paKTopaMu:

e TPOAOKUTEIHLHOCTh PEMHUCCHHU J10 peunauBa: 18 mecsies — 0 6amnos, 7—17 mecsues — 3 6amia, <6
MecsIEB — 5 0aJUIOB;

e IUTOTCHCTHYCCKUEC aHOMAJIMHM HAa MOMCHT HWHHUIHAIbHOro awarsosa: inv(16) wmmm t(16;16) — 0
Oannos, t(8;21) — 3 6anna, npyrue — 5 0aios;

o npenmectytomas TTCK: ner — 0 6amnos, ga — 2 6amna;

e BO3pAcT Ha MOMEHT peruauBa: 35 net u meHee — 0 6amnos, 36—45 ner — 1 6amn, crapure 45 et — 2
Oaa.

Puck CyMMapHbIA UHAEKC, 6anbl BeposaTHOCTb BbhkuBaemoctu, %

K 1-My roay K 5 rogam



BnaronpuaTtHbin (9 % 0-6 70 46
nauneHToB)
MpoMeXyTOUHbIN (25 % 7-9 49 18
nauMeHToB)
HebnaronpusaTHbIl (66 % 10-14 16 4

nauneHToB)




