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CrMcoK coKpaleHuMn

anno-TI'CK — TpaHCIIaHTalMS a/IJIOTE€HHBIX e MOTIO3TUUECKUX CTBOTOBBIX KJIETOK
ano-TKM — TpaHCcIiaHTauus ajJyIoTéHHOTO KOCTHOTO MO3ra

ayTo-TI'CK — TpaHCIIaHTalVs ayTOJIOTMYHBIX TeMOITO3TUYECKUX CTBOIOBBIX KIETOK
B/B — BHYTPUBEHHDIN

BO3 - BcemupHas opranmsanusi 34paBoOXpaHeHMst

VDT — uMMYHO(DEHOTUITNIECKOE MCCIIeTOBaHME

KT - kxomnbloTepHast Tomorpadust

M/IC — MmuenoaucIuiacCTuIeckuii CMHIPOM

MOB — MUHUMAaJIbHAsI OCTATOUHast 60/Ie3Hb

MII3 — muenomnponndepaTuBHoe 3a007eBaHMe

OJI - ocTpblii 1€iiK03

OJIC® — ocTpbIit JIEIKO3 CMeIIaHHOTO (heHOTUIIa

OMJI — oCTpbIli MUETOUIHBIN JIeITKO03

/K — IIOAKOKHO

[1P — monHast pemuccust

[P — nonumepa3Has 1jenHas peaxkius

TI'CK - TpaHCIUIAHTALMSI TeMOMO3TUYECKMX CTBOJIOBBIX KJIETOK

TKM - TpaHCIUIaHTaLMsI KOCTHOTO MO3ra

V3U - ynpTpa3ByKOBOE UCC/IEAOBaHME

XT — xumMmoTtepanusi

ECOG - (Eastern Cooperative Oncology Group) BocrouHas oObemyHeHHass OHKOJIOTMYeCKast
rpyrma

FAB-xknaccudukamnms — ppaHIiry3cko-aMepuKaHCKO-OpuTaHCcKast KiaccupmKamus
FISH - dyopeciieHTHas in situ rubpuansanms
MPO (myeloperoxidase) — Muenonepokcuasa

NCCN - (National Comprehensive Cancer Network) HaioHaabHass 06IecTBeHHas
MIPOTUBOPAKOBAs CETh

** — KM3HEHHO HeOOXOAVIMbIE 1 BaskKHeJiIINe JIeKapCTBEeHHbIe ITperapaThl

# — mperapaT, NPUMEHSIOIIMIICS He B COOTBETCTBMM C IIOKA3aHMAMMU K TPUMEHEHUIO U
MIPOTUBONOKA3AHMSIMY, CIIOCO0AMM MPUMEHEHMS U H03aMM, COAepPsKalMMMUCI B MHCTPYKLIMUM II0
MIpUMEHEeHMIO JIeKapCTBEHHOTro Iperapata (obd-neii6mr)



TepMI/IHbI n oripeaec/JieHus

OcTpbie MuenougHbie Jieiiko3bl (OMJI) - KJIOHa/JbHbIE OITyXOJeBble  3a00JIeBaHMS
KPOBETBOPHOJ TKaHM, CBSI3aHHble C MyTaluell B KJeTKe-NpeJUIeCTBeHHNIe TeMOI033a,
CJIeCTBUEM KOTOPOI CTAaHOBSITCST 670K mydbdepeHIPOBKY 1 GeCKOHTPOJIbHAS TTponvdepanus
He3peJIbIX MUeJIOUIHbIX KJIeTOK [1,2].

Ilonnoit pemuccueirt (ITP) OMJI npuHATO Ha3bIBaTh COCTOSIHME KPOBETBOPHON TKaHM, IMPU
KOTOPOM B ITYHKTaTe KOCTHOTO MO3Ta OOHApyXuBaeTcs 5 % ¥ MeHee OJIACTHBIX KJIETOK IPU
HOPMAaJTbHOM COOTHOIIEHUM BCeX POCTKOB KPOBETBOPEHMS, OTCYTCTBYIOT OJIACTHBIE KIJIETKU C
nmajouykamMu Ayspa M OKCTpaMeOy/UISIpHble Ouaru TIpU  KOJNMYeCTBe HeWTpohuaoB B
nepudepudeckoit kposu 1,0~ 10%/1, mpu Konmdectse TpombouyTos 100 ~ 10%/1, mpu oTcyTCTBUM
9KCTpaMeAy/ISIPHBIX ~ OUaroB JIeJiIKeMMUeCcKOoro pocTa. YKa3aHHble [IOKa3aTelnyu JIOJIKHBI
COXPaHSIThCS B CTAOMILHOM COCTOSIHMM B TeueHue >1 mecsiia. YCTaHaBIMBAETCS TIPU OTCYTCTBUU
JIaHHBIX O CTaTyCce MMHMMAJIbHOI ocTaTouHOI 60me3Hu (MOB).

INonnas pemuccus c¢ orcyrcreBuem MOB - IIP ¢ orcyrcTBMeM B MyHKTaTe KOCTHOTO MO3ra,
obHapykeHHOro B Aebiore OMJI reHeTMUeCKOTO Mapkepa (METOHOM IIONIMMEPA3HOI IIeMHO
peakuuu (T11IP)) mauM KIE€TOK ¢ abGeppaHTHBIM MMMYHO(PEHOTUIIOM (METOZOM IPOTOUHOI
LUTOMETPUN).

MuHMMAa/IbHAsI OCTATOYHAsI 60JIe3Hb — HEOOJIbIIIAsT TTOITYJISIIIVST OITYXOIEBbIX KJIETOK, KOTOpast He
MOKeT ObITh 3a(pMKCHMPOBAHa C IIOMOIIbIO CBETOBOTO MMKPOCKOINA, HO OOHapyKMBaeTcs boiee
TOHKMMM MeTOIAMM WCCIeOBaHMs, BBIBISIOMMMM 1 JejikeMuueckylo KiIeTky Ha 10%7°
MCCIIeTyeMBIX.

IlonHass peMmuccusi ¢ HeOJIHBIM BOCCTaHOBJIeHMeM — [IP mpu coXpaHSOIIENcs HeMTPOeHU
(<17 10%/m) um TpombouuTonernu (<100 “ 10%/m).

YacTuuHasi peMUCCUsI — Bce remartosiormyeckme kputepun I1P; cHMOKeHMe TPOLeHTa 61aCTHBIX
KJIETOK B ITyHKTaTe KOCTHOTO MO3Ta [0 5-25 %; CHVDKeHMe uuciia 61acTHBIX KJIETOK B ITYHKTATe
KOCTHOTO MO3Ta He MeHee yeM Ha 50 % OT MCXOOHOTO IO Havasia JiedeHus. JaHHBII KpUTEPuii
MCIIONMBb3YEeTCST It oueHKu 3ddexkTuBHOCTM JseueHusi OMJI TMpeuMymIeCTBEHHO B  XO[e
KIMHMYeCKUX uccaepoBaunii I-11 ¢assr.

O6masi BBDKMBAEMOCTb. [IIs1 OLEHKM OOIeil BbDKMBAEMOCTY aHAJIU3UPYIOT BpPEMEHHbIe
rapaMeTpbl BCeX MaleHTOB, KOTOPbIM Hauany jeueHue. TOUKOI oTcueTa SIBsIeTCSs IeHb Hauana
rTeparuyu. COGBITMEM CUMTAETCS TOABKO CMEpTh TMAlMeHTa OT JII000M MNPUYMHBI (PaHHSS
JIeTaTbHOCTD, CMEPTh B TIEPUOL, PEMUCCUM OT JIF060¥ MPUUYMHBI, CMEPTh B MIEPUOA, PeUNINBa). ITOT
aHaMM3 TO3BOJISIET OLEHUTh YMCIO PeajbHO OCTABIIMXCSI B JKMBBIX mauueHToB ¢ OMJI Ha downe
TIPOBEIEHHO Teparmn.

Be3penuauBHasi BbDKMBAeMOCTb. [Ipy olleHKe 6e3pelMIUBHON BbIKMBAEMOCTY YUUTHIBAIOT
JlaHHbIe TOJBKO TeX MaI[MeHTOB, Y KOTOPbIX Oblia mocturHyTta [1P. Toukoil oTcueTa cuuTaeTcs fara
moctyskeHust TTIP. COOBITUSIMM CUMTAIOTCS PEeLUANB UM CMEPTh OT JI00OI MPUYMHBL (B IEpPUOL,
KOHCOMUAAUMUN VI TOAAEPKMUBAIOLIETO JeUeHNs, OT PeLUINBa, B IIEPUOL PEMUCCUM OT APYroi
TIPUYMHBI, HATIPUMEP, Cyunuaa). L[eH3ypupyoT TOMBKO TeX MalyeHTOB, KOTOPbIe ObLIN KUBBI U
Haxoauauch B [IP B MOMEHT IpoBeAeHMs aHaIM3a.

BeposatHocTh coxpaHeHuss IIP (oOpaTHoe OT BEpOSTHOCTM Pa3sBUTHS penuausBa). [Ipu
OLIeHKe BEPOSITHOCTU coxpaHeHMs [IP yunThIBalOTCS JaHHBIE TOIbKO TeX MAlMieHTOB, Y KOTOPbIX
mocturayta IIP. [Ipy 3TOM TOYKO¥ OTcUeTa CIYKUT maTta JocTyokeHust ITP. COObITMEM CUMTAETCS
TOJMBKO peluauB 3aboneBaHus. LleH3ypupylOT BCex TMAIMeHTOB, KTO XuB B I[IP B MOMeHT
npoBefeHus: aHanmsa. [lauyeHtsl, ymepimine B nepuog IIP OT OCIOXKHEHMI, CBSI3aHHBIX C
JleueHMeM, WK OT IPYTrUX NPUYMH, LIEH3YPUPYIOT B JeHb CMEePTH, KaK NalieHTOB, HAaXOAMUBIINXCS
B IIP.

BepostHOocTh coxpaHeHmsi IIP gBisieTcss TeM IOKa3aTenem, KOTOPBI IO3BOJSeT OLeHUBATh
MCTUHHYI0 TPOTUBOOIYXONMEBYI0 3Gh(eKTUBHOCTh Kakoi-mnbo Tepamuu 6e3 yuyera TaKkux
CYyOBeKTUBHBIX MOMEHTOB, KaK BbIXa)XXMBAaHME TAI[MEHTOB OT OCIOXXHEHU, CBSI3aHHBIX C CAMUM
JIeueHMeM.



BeccoObITUITHAs BBDKUMBAEMOCTb. DTOT ITOKA3aTesb OL[EHNBAET BbIKMBAEMOCTh BCEX MAIVIEHTOB,
BKJIFOYEHHBIX B @HAJIU3, C MOMeHTa Hauaja Tepanuiu. COObITMEM CUMTAETCSI PAHHSIS JIETATBHOCTD,
dakr HemocTwskeHus I[P yepe3 2 Mecsiia OT Havasa JIeYeHUs], CMEPTb B MEPUOJ, PEMUCCUU OT
ocnoxkHeHuit xumuorepanuu (XT) wim OpyrMx TPMYMH, a Takke peluAMUB 3aboneBaHusI.
LleH3ypMpYIOT TOJMBKO TAIMEHTOB, Y KOTOPbIX ObLIa JOCTUIHYTA IIP B TeueHMe IMepBbIX 2 KypCOB
XT, 1 OHM OCTaIOTCS XUBBIMM, coxpaHsisi [1P, Ha MOMEHT MpoBeAeHMs aHaIM3a.

PesucrenTtHas ¢dopma OMJI, 10 MHEHMIO GOJIBIIMHCTBA POCCUIICKUX SKCIIEPTOB, KOHCTATUPYETCS
ripu otcytcTBuy [P mocse 3aBepuieHust 2 KypCcoB MHAYKUMOHHOM Tepanuu. BaskHO OTMeTUTb, 4To,
110 MEeXIYHapOLHBIM KPUTEPUSIM, pe3uCTeHTHOCTh pu OMJI MOXKHO OLleHMBaTh JUIIb yepes 7
JIHell TIoc/ie 3aBeplleHMsl Kypca noamxmumuorepanuu. Ecin nanueHT ymupaer B TeueHne kypca XT
WK B TeueHue 7 IHel Iocae Hero, omnpenennTb, pe3uCTeHTHas: y Hero opma Jieiiko3a Win Her,
He/lb3sl, M TMaUMeHTOB B 3TOM CJyyae OTHOCIT K KaTeropum Heygad B JIeUeHUM Kak
HeoIlpee/leHHbI UCXOf,.

CmepTh B anja3uy — CMEPTh NallMeHTa B Iepuol MHAYKUMOHHONM Tepanuu (1-2 kypca). OTOT
KpUTepUii 06beIUHSIET MOHATHE «CMEPTh B aIjla3uy» — CMEPTh MalMeHTa, TPOXKUBIIEro IOoCie
okoHuaHust kypca XT 37 pgueit, B repuop, MMeIOTOKCMUYECKOTO arpaHy/JOLMTO3a UM arljiasun
KPOBETBOPHOI TKaHM, MPU OTCYTCTBUM TePCUCTEHLMM JieliKeMuM, OOKa3aHHOM IMyHKIMei
KOCTHOT'O MO3ra.

CMepTh OT HeompeneeHHOV MPUUYMHBI — 1) CMepTh MalMeHTa IO 3aBepuieHus Tepanuu; 2)
CMepTh MalyeHTa B nepuoj, <7 nHei nocie 3aBepiienus XT; B) cMepTh MallMeHTa, Y KOTOPOTO B
niepripeprueckoii KpOBY He BBISBJISIIOTCS OJACTHbIE KJIETKM, HO IMYyHKUMS KOCTHOTO MO3ra He
BBITIOSIHEHA, yepe3 37 mHeit mocse 3aBepiieHyst MHAYKIVOHHOM Teparmu.

B Hacrosmiee BpeMsA HepeaKo ITOJIb3YIOTCA IIOHATUAMMU 30-gHeBHas U 60-mHeBHAas JIeTAJIbHOCTD, T.
€. CMepThb OT JIIOOBIX TIpMYMH B YKa3aHHbIE ITepMoAbl BpeMeHHN, COBIIagamomue ¢ 1-Mmu 2-m KypCcOM
VHOYKONUA; 60—JIHEBHYIO JIETaJIbHOCTDb paHee OoIipeaesidain, KakK «paHHAA JIeTaIbHOCTb».

Peunamus reMaTOIOTMIECKUI — 06Hapy>KeH1/[e B ITYHKTaTe€ KOCTHOTO MO3ra 6osee 5 % 61aCTHBIX
KJIEeTOK U/UIn SKCTpaMeny/uIIpHOr'o ouara OoIryxoJjin, B TOM 4nucie HeﬁpOHeﬁKEMMM.

PeuiauB MOIEKYyJISIPHBIV/MMMYHOJIOTMYECKMii — BbIsiBieHne MODB MeTomom MpPOTOYHOI
uurometrpun w/viu TP 1pu ycaoBuM aHaim3a abeppaHTHOTO WMMMYHOMEHOTHIa WIu
BBITIOTHEHMSI MOJIEKY/ISIPHOTO MCCAeL0BaHMS 10 Hayala Tepanum.

NHAyKOus peMUuccum — epuoj, HayaabHOTO JIeYeHMs, 11eJIbI0 KOTOPOTO SIBJISIIOTCSI MaKCMMaabHO
OBICTPOE ¥ CYIIEeCTBEHHOE COKpallleHNe OITyX0JIeBOV Macchl M mocTiskeHue IIP, (06bruHO 1-2
Kypca). ViMeHHO B 3TOT mepuop Ha (oHe IPUMEHeHUSI ITPOTMBOOITYXOJIEBBIX ITPerapaToB
LUTOCTAaTUYECKUX CPEACTB KOIMYECTBO JIEIKeMMUUeCKUX KIETOK B KOCTHOM MO3Te YMEHbIIAeTCsl
npumepHo B 100 pas, T. e. B MOMeHT KOHcTaTtamuu I[P B KOCTHOM MO3re MOPGOIOTMYeCcKU
ompe[essieTcsl MeHee 5 % OITyXO0JIeBbIX KIIeTOK.

KoHconmupanuss pemuccuu. BTopbIM 3Tanom Tepamuu ocTporo jerikoda (OJ) sBisieTcs
3aKperieHne JOCTUTHYTOIO MPOTUBOOITyxoneBoro sddexra (06piuHO 1-2 Kypca). B Hacrosiiee
BpeMs B OOBIIMHCTBE CJIydyaeB KOHCOMMIALNSI — Haubolee arpecCUMBHBIN M BBICOKOZO3HBIN 3Tar
pu nedeHuu OJI. 3agaueii 3TOTO Mepuoza SIBISIETCS IO BO3SMOKHOCTMY ellie O0JIblliee YMeHbIIIEHIEe
Y1MCa OCTAIOUIMXCS MTOC/Ie MHAYKLUH JIelIKeMUUeCKUX KIeTOK.

Ilogpep;kuBaloliee JjieueHue — IIPOJO/DKEeHMEe IIMTOCTATUUYECKOTO BO3[ENCTBUS B MEHbBIINUX
[03ax, 4YeM B [epuof, MHAYKUNM/KOHCOMUOAUNN PEMUCCUN, U MHOTO (TapreTHOr0) BO34eCTBUS
Ha BO3MOJXHO OCTAIOIIUIACS OITyX0JIeBbIN KJIOH.

IpobunakTuka wiM, 0Opu HEoOXOOMMOCTY, JIeUeHMe HelpoyieikeMuu. ITOT ITall
pacmpenensieTcsi Ha BCe IE€PUMOAbI IPOrPaMMHOIO JIeUeHMs] — MHAYKIUIO PEeMMUCCUM,
KOHCOMMAAIMIO U TIOfIep>KMBalollee ieueHue.

TpaucmiadTanus KoctHoro mosra (TKM). ITog 3TMM TepMMHOM OO0beAVIHEHbI TPAHCIIIAHTALIMSI
reMOTIOITUYECKUX CTBOJMIOBbIX KiaeTok (TT'CK) KocTHOro mosra mepudepuyeckoii KpoBU U
IYTIOBMHHOJ (TI/IaLleHTapHO) KPOBU.



1. KpaTkas uHpopmanus

1.1. OnpeneneHue 3a00/IeBaHUS WM COCTOSTHUSA (TPYIIIIBI 3a00/1€e BaHU
VIV COCTOSTHUIA)

OcTpbie MuenoupgHbIe Jeiiko3bl (OMJI) - KJIOHaJbHBIE OITyXOJeBble  3a00JIeBaHMS
KPOBETBOPHOJ TKaHM, CBSI3aHHble C MyTalMell B KJeTKe-NpeJUIeCTBeHHNIe TeMOI033a,
CJIeCTBYEM KOTOPO# CTAaHOBSITCST 670K mydbdepeHIPOBKY 1 GeCKOHTPOJbHAS TTponvdepanus
He3peJIbIX MUeJIOUIHBIX KJIeTOK [1,2].

1.2. 3Tuonorus u naToreHes 3a00/IeBaHUS WIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 IV COCTOSTHUIA)

OMUJI gBnsieTcs C/ieACTBMEM MOBpeXAeHUs (MyTallMy) B TEHETUYECKOM MaTepuase KIOHOTeHHOM!
KPOBETBOPHOI KJIETKU. B pesynbTaTe 3TOro MPOMUCXOAST HapylleHue KOHTPOJIS 3a KJIeTOYHBIM
LIMKJIOM, M3MEHEeHMe Tpoliecca TPAaHCKPUITIIVIY U TIPOAYKIIVY Psifia KITFoueBbIX 6eKoB. Batencreue
6GeCKOHTPOJIbHOI mMponudepan B OTCYTCTBME OU(GEPEHIIMPOBKYU TTPOUCXOIUT HAKOTUIEHUE
MaToJIoTMYecKux KiaeTok. ToT ¢akr, uyto mnatoreHe3 OJI CBS3aH C reHETUYECKUMMM TIOJTOMKaMM,
IOBOJIBHO YaCTO TIOATBEPKIAETCS OOHApy)KeHMEeM PpasjUMYHbIX XPOMOCOMHBIX abeppariuii
(TpaHCIOKALWiA, menelnii, MHBepCuil 1 T. 1.). B GOJMBIIMHCTBE CJIyuaeB KOHKPETHAs MpUYMHA
BO3HUKHOBEHUS OMIJI ocTaeTcs HeU3BeCTHOI. OnmHako CyILLeCTBYeT HEeCKO/IbKO
rpeApacronaraiimmx (HakTopoB, KOTOPble 3HAYUTENbHO YBEIMUMBAIOT DPUCK Pa3BUTUSI ITOTO
3abomeBanus1. YeTKO JOKa3aHHAS CBSI3b MOHU3UPYIOIIEH pafguauy mpy B3pbIBe aTOMHOI 60MOBI,
a Takke XMMMO- M paguoTepanuyu IO IMOBOAY APYIMX OITyXOleil C TMOBBIIIEHHBIM DPUCKOM
Bo3HUKHOBeHUs OJI 3acTaBuia M3YYUTh JPYTMEe BO3MOXKHBIE JielikeMOTeHHbIe (DaKTOpbI (HU3KUE
O3Bl pagyualuuyu, XMMHUYECKue BellecTBa, KypeHue, 5J1eKTPOMarHuTHble BOIHBI). JJoKa3aHO, 4ToO
MeXIy KypeHuem u puckom pasButust OJI cyiiecTByeT 030Basi 3aBUCUMOCTb, KOTOPasi 0COOEHHO
ouyeBuAHa 151 auL, crapure 60 yieT. Pap nccinenosareneii mpeamnonaraioT, 4yTo okono 20 % cirydaes
OMJI gBASIOTCS C/IeCTBMEM KypeHUs. BeH30/ mpu OJIUTEeNTbHOM BO3JENCTBUM Ha OpraHuU3M
yeJioBeKa JaeT JeiikeMOreHHbI 9 GdeKT, HO MpY HeOONbIINMX KOHIEHTPAIMIX 3TOTO BEIecTBa, C
KOTOPBIMM 4Yallle BCEero CTaJKMBAIOTCS JIIOOM Ha IPOM3BOACTBE, He [OKa3aHa B3aMMOCBS3b C
TOBBIIIIEHHBIM PUCKOM BO3HMKHOBeHMs1 OMIJL. TIpy u3yyeHMM MOCTOSIHHOTO BO3[ECTBUS MaJIbIX
JI03 paguanyy MoKa He MOMyYeHO JTI0Ka3aTeabCTB B TI0Tb3Y YBEINUEHMS YaCTOThI 3a60/1eBaeMOCTH
OJI. BuepBble B3aMMOCBSI3b MEXIY MpeamecTByoieil XT, TydeBbIM JeUeHeM KaKUX-JIM00 IPyrux
OTYXOJIEBbIX 3200/1€BaHNI U YBEJIMUEHHBIM PUCKOM pa3BuTusi OMJI 6pl1a OTMeueHa y allMeHTOB,
M3JIeUeHHBIX OT JuM@oMbl XOMKKIMHA. [JOKa3aHO, UTO HE CTOJIbKO KYMY/ISITUBHAS 1033, CKOJIBKO
MHTEHCUBHOCTb JTO30BOTO BO3AENCTBUS OOYCIOBAMBAET TOBBILNIEHME YACTOThI 3a060/I€eBa€MOCTU
OMIJI. Puck pasutus BTOopuuHOro OMJI Hambosee BBICOK B Iepuom OT 2 A0 9 JieT mocie
3aBepureHyst npepiiectsytoneit XT. B 85 % ciayuyaeB BTOpUUHBIE JIEHIKO3bI BOSHUKAIOT B CPOKM [I0
10 net oT okoHuaHus jneueHus [1,2]. Atuonorusa u creuvdudeckue GakTOpPbl, MPUBOJAIINME K
Pa3sBUTHUIO BTOPUYUHBIX MUEJIOUAHBIX OMyXOJieii, MOJHOCThIO He M3yUYeHbl. B maToreHe3 BOBI€YEHbI
MHOTM/e reHeTH4Yeckyue IyTu ¥ KooIlepaTuBHble MyTauun. Bropuunsie OMJI, acconuupoBaHHbIe C
TIpUMeHeHMeM aJKWIMPYIOIIMX I[pernaparoB, 4YacTo AeOITUPYIOT C MMUeTOAUCIUIACTUYeCKUM
curapomom (MIIC) ¢ MOHOCOMMEN MM YaCTUUYHON menmenyeir Xxpomocom 5 u 7. dtor i OMJT
BO3HMKAET OTHOCUTETHHO MTO3HO, B CpeHEM Yepe3 5—7 JIeT Toc/ie JIeYeHUSI TIePBUYHOI OTTYXOJIN.
B Ilpunoxkenun A3.6 TipuBefeHa XapakTepucTura BTOpuYHbIX OMJI, accouMMpoOBaHHBIX C
MpUMeHEeHMEeM UHTMOUTOPOB TOTIOM30Mepa3bl I1 ¥ aTKUIMPYIOIMX areHTOB.

1.3. dumaemmosiorusi 3a601eBaHMsI MJIN COCTOSTHMSI (TPYIITbI 3a00/IeBaHMI
WIN COCTOSTHUIN)

Cunraercst, yto OMJI 3a6oeBatoT B cpegHeM 3-5 uenoBek Ha 100 Thic. HaceneHus B Tof. [Ipu 3TOM
3a00/1eBaeMOCTh PE3KO BO3pacTaeT B Bo3pacTte crapiuie 60 jieT u coctasiser 12—13 ciryuaes Ha 100
TBIC. HaceJieHUs1 y Jiul, B Bo3pacre crapiie 80 Jyer. MeamaHa Bo3pacTa 3TOro 3aboeBaHMS
cocraBisier 65 jer. Ilpu umcieHHocTV HaceneHus 140 MutH kuteneit B Poccun pacuyeTHbIi



ToKasareiab 3aboieBaeMOCTH (MO0 HaHHbBIM EBpomeiickux M AMepPUMKAHCKUX WUCCIenoBarTeseii)
JOJDKEH COCTaBJISITh OKOJIO 5 ThIC. 3a60/IeBIIKX [3].

ITo pe3ynbpTaTam perucTpauyioHHOTO VICCIIeIOBAHMS, BBITIOJTHEHHOTO pOCCUIiCKOM
JCCIenoBaTeNbCKOM rpymnmnoi no mndydyenuto OJI B pspe pernoHoB Poccum, menmaHa Bo3pacra
muardoctuku OMJI cocraBisieT 53 roga, uto 6osee yeMm Ha 10 JieT MeHbIle, UeM B 3amaJHbIX
CTpaHaxX. OTM TIOKa3aTelnu CBUIETENbCTBYIOT KakK O HeNOCTaTOYHOM auarHoctuke OMIJI y
MMalMeHTOB CTaplieli BO3PAaCTHOM TIPyHIlbl, TaK M O MeHbIlell MPOLO/DKUTENbHOCTY >XKU3HU
HaceJieHUs] B Halleil crpaHe. 3a607€BaeMOCThb, IO JAHHBIM DPErMCTPALIVOHHOTO MCCIeIOBaHUS,
cocraBuia 1,32 cayvas Ha 100 Teic. B3pociaoro HaceneHust. I HecmoTpst Ha TO uTo OMJI OTHOCST K
opdaHHbIM 3a60J€BaHMUSIM, COIMaJbHAsl 3HAUYMMOCTb JIEUEHUSI 3ITOrO CaMOro TPO3HOTO
3a60/iIeBaHMST  CUCTEMbI KpPOBM OIIpemessieT Heo6XOOMMOCTb OpraHmM3aluy  aJeKBaTHOI
CIIelMaaM3UPOBaHHONM MTOMOLIY, NpeLyCMaTPpUBaloIeli B3ayMOIeliCTB/e MHOTMX MeIULIVIHCKUX
IUCUMUIUIMH, COBOKYITHOCTb KIMHMYECKUX, JIAOOPATOPHBIX, MHCTPYMEHTAJIbHBIX ¥ HAYUYHbBIX
MCCeIOBaHMIA, TPeeMCTBEHHOCTh CTAIMOHAPHON 1 aMOyiaTopHoii momoniu [1,2].

1.4.0co0eHHOCTM KOAMPOBAHMS 3200/I€BaHUS MJIV COCTOSTHUSI (TPYIIITbI
3200/1eBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHapOSHOM CTAaTUCTUYECKOM
Ki1accuduranuy 6o1esHel U NpodeM, CBI3aHHbBIX CO 3J0POBbeM

C92.0 - OcCTpblit MUETOVUAHBIN JIEIKO3

VckioueHye: 000CTpeHye XPOHMUYECKOIo MMUeTOMIHOro jeiikosa (C92.1)
C92.3 - MuenoupHas capkoMa (XJI0poMa, I'paHy/I0LUTapHas CapkoMa)
C92.5 - OCTpbIit MMEIOMOHOIIUTAPHBIN JIEMKO3

C92.6 - OcTpblit MUeTOUAHbIN Jieiiko3 ¢ 11q23-aHomarnnein

C92.7 - Ipyroit MyeOuAHbIN JIEIKO3

C92.8 - OcTpas muenonaHas ielikeMusi ¢ MyJIbTWIMHENHON AUCIIIasne
C92.9 - MuenouaHbIN JIeliko3 HEYTOUHEeHHbIN

C93.0 - OcTpbIit MOHOLMTAPHBI JE€ITKO3

C94.0 - OcTpast apuUTpeMus 1 3pUTPOJIEIKO3

C94.2 - OcTpblit MerakapmoO6IacTHBIN JIeiK03

1.5. Kimaccumkanys 3a001eBaHMUSI WIM COCTOSIHUS (TPYIITbI 32a001€ BaHUI
VIV COCTOSIHUIN)

IOuarHos OMJI ycTaHaBIMBAIOT Py OOHAPY)KeHUM B KOCTHOM Mo3sre 20 % O6JIaCTHBIX KJIETOK U
6oree (IeTasbHee CM. 1ajee).

IlepeueHb BapMaHTOB OCTPOr0 MMEJIOUJTHOIO JIeliKo3a U JAPYyIMX OIyXOoJjieii ¢ MUeIOUIHOM
muddepennuposkoii (BcemupHasi opranmusanys 3apasooxpanenus (BO3), 2016) [4,5]

Knaccudukanusa BcemupHoit opranmsauum 3apaBooxpaHeHust (BO3) (2016) moppasgesnsieT Bce
OMJI, OCHOBBIBAsICb Ha MX LIUTOTEHETUYECKUX U MOJIEKYJISIPHO-T€HETUUYECKUX OCOOEHHOCTSIX, U
VIMEHHO 3TU 0CO6€HHOCTU POPMUPYIOT KIMHUKO-TIATOIOTMYECKYIE TPYIIIThI:

e OMJI c ycmoiiuueo 6sl516/151eMbIMU 2eHeMUYeCKUMU AHOMAAUAMU
OMII ¢ t(8;21)(q22;q22); RUNX1-RUNXITI

OMJI c inv(16)(p13.1q22) mnu t(16;16)(p13.1;q22); CBFB-MYH]11
OcTpslit MpoMuenoUTapHbIi 1eiikos ¢ t(15;17)(q22;q12); PML-RARA

OMJI ¢ t(9;11)(p22;923); MLLT3-MLL



OMII ¢ t(6;9)(p23;q34); DEK-NUP214

OMIJI ¢ inv(3)(q21q26.2) nnu t(3;3)(q21;926.2); RPN1-EVI1
OMIJI (merakapuo6nacthblif) ¢ t(1;22)(p13;q13); RBM15-MKLI
OMIJI c BCR/ABLI*

e OMJI c zeHHbIMU Mymauuamu™:

OMJI ¢ myTupoBaHHbIM reHOM NPM1*

OMIJI ¢ 6uasutenbHOI MmyTanueii rena CEBPA*

OMIJI ¢ myTHpoBaHHbIM reHOM RUNXI*

o OM/JI c usmeHeHUSIMU, CBA3AHHBIMU C MUET00UCNIA3UET]
o MuenoudHsle Heonnasuu, cgs3aHHvle ¢ npeduiecmayowetii XT
o OMJI, no-dpyzomy He cneuuguuuposarHsie (NOS)

OcCTpbIit MMeTO6IaCTHBIN JIEIKO3 ¢ MUHUMAaJIbHO AuddepeHIIMPOBKOI
OcTpblit MMeI06IaCTHbIN JIeiiko3 6e3 co3peBaHusI

OcTpalit MMeT06IaCTHBIN JIEIIKO3 C CO3peBaHMEM

OcTpblii MIE€JIOMOHOOIACTHDI JIEHIKO3

OcTpbIit MOHOO/IACTHBI/MOHOLIMTAPHBI JIEIIKO3

OCTpBIil 5pUTPOMUEINO3

OcTpblit Merakapmo6IacTHBIN JeK03

OcTpblit 1eiiko3 13 6a30(puiIoB

OcTpblit  TaHMMEN03 ¢ Muenohmu6épo3oM (CMHOHMM: OCTPbIi  Mueaopubpos, OCTPbIit
MIEIOCKIIEPO3)

e MuenoudHas capkoma (CMHOHMM: 3KCTpaMeay/ISIpHAsT MUeJIOMIHAS OITYXO0Jib, TPAHYI0IMTapHAas
capKkoMma, XJIopoMa)
e MuenoudHsle onyxonu, ces13amHHole ¢ CUHOPOMOM [layHa

TpaH3UTOPHBII AHOMAJIbHBI MMEION033 (CMHOHMM: TPAH3UTOPHOE MueIonpoubepaTMBHOE
3a6oneBanme (MII3))

MuenonaHblIi JIeiK03, CBSI3aHHbINM ¢ CMHAPOMOM [layHa

e Onyxons U3 N1A3MayumouoHsIX OeHOPUMHbIX K1emoK
e Ocmpuole Jsietiko3bl HeonpedeneHHOU TuHUU duppepeHyuposKu

Octpeiit HegudbepeHIMPOBaHHbII JIeITKO3

OcTpbiit eiiko3 cMmemaHHoro ¢enorumna (OJICD) c t(9;22)(q34;q11.2); BCR-ABLI
OJIC® c t(v;11923.3); peapankupoBka rena KMT2A (paHee — MLL)

OJICD, B/muenounusiit, NOS

OJICD, T/muenounubiii, NOS

OJIC® NOS*

OJI HeonipenenenHoit nuuun auddepennposku NOS*

*Hogole epynnol, 6gedeHHble 8 kaaccuguxrayuro BO3 6 2016 e.

BCR-ABLI-niosutuBHbIi OJI MOXKeT ObITh AMarHocTupoBaH Kak OJICD, HO Tepanus malnyeHTaM C
STUM BAapMaHTOM IPOBOOUTCI IO MporpammaM JieueHusi BCR-ABLI-IO3UTUBHOTO OCTPOTO
M@O6JIaCTHOTO JIeliKo3a.



IMoprpymma «OMJI ¢ YCTOWYMBO BBISIBJISIEMBIMM XPOMOCOMHBIMIU aHOMAJIUSIMU» OObEIUHSIET
HeCKOIbKO BapuaHToB OMJI:

e OMJI c t(8;21)(q22;922); RUNX1-RUNXI1TI;

e OMJI c inv(16)(p13.1922) wim t(16;16)(p13.1;q22); CBFB-MYH11 (ipyu BbISIBJIEHUM YKa3aHHbBIX
XPOMOCOMHBIX ITepecTpPoeK, HeCMOTPS Ha YMC/I0 OJACTHBIX KJIETOK B ITYHKTAaTe KOCTHOTO MO3Ta,
BCerga yCTaHaBIMBAlT guardo3 OMII) ;

e OcCTpbIif TPOMUETOUNTAPHBIN Jieiiko3 ¢ t(15;17)(q22;q12); PML-RARA; Tpancnokanuu RARA c
IPYTMMU TIapTHEpaMM BBIIEISIOTCS B OTHenbHbie dopmbl OMJI, Hampumep OMJI ¢ t(11;17)
(923;q12); ZBTB16-RARA; OMJI ¢ t(11;17)(ql3; q12); NUMAI-RARA; OMIJI c t(5;17)(q35;q12);
NPM1-RARA; OMJI c STAT5BRARA.

Panee Boimensemas kateropusi «OMJI c¢ anomanusmu 11q23 (MLL)» 6blia TiepeBefieHa B
kareroputo «OMIJI ¢ t(9;11)(p22;923); MLLT3-MLL». [Ipyrue TpaHCIOKaLK, OTJIMYAIOLIMECS OT TeX,
yTO BK/IIOYAIOT MLLT3, MO/KHBI ObITh OTHENbHO yKa3aHbl B AuarHose, Hampumep OMIJI ¢ t(6;11)
(q27;923); MLLT4-MLL; OMJI ¢ t(11;19)(q23;p13.3); MLLMLLT1; OMJI c t(11;19)(q23;p13.1); MLL-
ELL; OMJI c t(10;11)(p12;q23); MLLT10- MLL.

bo1ny BbieeHbl 3 HOBBIX IMOATPYIIIIbI:

e OMJI ¢ t(6;9)(p23;q34); DEK-NUP214;

e OMJI ¢ inv(3)(q21926.2) wu t(3;3)(q21; q26.2); RPN1-EVII;

e OMJI (merakapmobmacTHbIi) ¢ t(1;22)(p13;q13); RBM15-MKL1, penkuit Bapuaut OJI, Hanbonee
4aCTO AVMarHOCTUPYEMBbIi Y IeTel.

V nanyentoB OMJI ¢ HOpMaJIbHBIM KapMOTUIIOM ObUTM BbI/I€JI€HbI 2 HOBbIE KATETOPUN:

e OMJI ¢ myTtupoBaHHbIM reHoMm NPMI (aykneodosmuH (smepHblii dochorporenH B23,
HYMaTpUH));

e OMJI c mytupoBaHHbIM reHoM CEBPA (6enok, cBsasbiBatomuit suxaHcep CCAAT anbda
(CCAAT/enhancer binding protein (C/EBP) alpha)). HakaruimBaeTcst Bce 6GoibIile J0Ka3aTeIbCTB
B TMOJB3y TOrO, UTO 3T MyTalluM OIpeNensioT HapyueHus: audbdepeHIPOBKI
reMOTIO3TUYECKNX KJIETOK, M OTHOCSITCS K TaK Ha3bIBaeMbIM MyTalMsSIM 2-TO Kjacca.

Myrtauuu B TeHe fms-cBsizaHHO! TuposuHKMHA3bl 3 (fms-related tyrosine kinase, FLT3)
06HapYXMBAIOT IIPY MHOTMX BapuaHtax OMJI, 1 MX OTHOCSIT K MyTaluusiM 1-To Kjacca, T. €. K TeM,
KOTOpbIe OMpenensioT MPeyuMYyIlecTBO OIYyX0/JIeBbIX KIeTOK B Mponudepauny u/min BbIXUBAHUMA.
OMJI ¢ wmyraumsimu FLT3 He BBIOENSIOTCS B OTAEIbHYIO KaTeropuio, OJHAKO HeoO6XOAMMO
OIpeneisiTh TU MyTallMH, TAK KaK OHM MMEIOT IMIPOrHOCTUUYECKYI0 3HAUMMOCThb. PeKOMeHayeTcs He
TOJMBKO omnpenensatb Hamuume FLT3-ITD, HO wm onpepensaTb, TaK Ha3blBaeMOe aJlJIeJIbHOe
COOTHOIIIEHe, KOTOPOE XapaKTepusyeT 00beM OIyXOJu. AJUleIbHOe COOTHOIIEHME CUMTAeTCS
BBICOKMM TIpU 3HaUueHusX >0,5 v Hu3kum — npu 3HaueHustx <0,5. [I[pOrHOCTUYECKYI0 3HAUMMOCTD
MMeIOT BbICOKME 3HAaYeHNsI.

Panee Boimensiemas moarpyrmna «OMJI ¢ MynbTUIMHENHOV Oucruiasueit» B kinaccuburkanym BO3
(2016) onpenensercs kKak «OMJI ¢ MU3MeHeHUSIMU, CBSI3aHHBIMMU C MyenofucIiasueii». OMJI moryt
OTHOCUTBCS K KaTeropum «OMJI ¢ U3MEeHEeHUSIMM, CBSI3aHHBIMM C MUEJTOIVCIIIa3ei», eCIIN:

¢ 20 % 67aCTHBIX KJIETOK B KOCTHOM MO3Te€ Wiu repudepnueckoit KpoBu;

e cyulecTByeT npenuectsyoas ucropust MJIC mnu muoro MII3;

® CyLIeCTBYIOT UMTOreHeTMYeCKye aHOMaNM, aCCOLMMPOBaHHbIe C MUETOAMCITIa3Melt:

® KOMIIIEKCHBII KapMOTHUII (3 XpOMOCOMHBIX aHOMAaJIUM 1 OOJIee);

e HecOaslaHCpOBaHHbIe mepecTpoiiku: -7 wu del(7q); -5 muan del(5q); i(17q) wan t(17p); -13 win
del(13q); del(11q); del(12p) mnu t(12p); del(9q); idic(X)(q13);

e cOajaHCMpOBaHHbIE MEPecTpoiiky (TpaHcaokamum): t(11;16)(q23;p13.3); t(3;21)(q26.2;922.1);
t(1;3)(p36.3;q21.1); t(2;11)(p21;q23); t(5;12)(q33;p12); t(5;7)(q33;q11.2); t(5;17)(q33;p13);
t(5;10)(q33;921); t(3;5)(q25;934).

* MYIbTWIMHEHAS AUCTIIA3US;

® OTCYTCTBYIOT «yCTOWUMBO BBISIBJIIEMbI€ XPOMOCOMHbBIE aHOMAJTAN»;

e paHee He NpoBoawiIach XT MO OBOAY APYroro 3a601eBaHmsl.

OcCTpblil MUETOUIHBII JIeIIK03, KaK APyTue MUeIOUIHbIe OITyX0J/, BO3SHUKIIIME BCIeICTBME paHee
rmpoBoaumoii XT 1o moBomy Apyrux 3aboseBaHmii, B oTaenbHy0 Gopmy OMIJI He BBIIESIOTCS.



ITporHocTuyeckue PakToOPhI
[TporaocTnyeckyue GakTopbl MOTYT GBITh MOPA3/IeNeHbl Ha 2 OCHOBHbBIE TPYIIIHI [6]:

1-s1 rpynma — (akTopbl, OCHOBaHHbIE HA XapaKTEPUCTUKAX TAlMEHTa M COCTOSTHUM €ro OOIIero
3II0POBbBSI;

2-s1 rpynma — (GakTopbl, 06yCIOBIeHHbIE OMONOTUYECKMMY XapaKTepPUCTUKAMMU JIeIKeMUYecKoro
KJIOHA;

3-s rpyIina, OTMeUYeHHAas B 3TOV I7IaBe, SIBJSIETCS] He 0ObEeKTUBHBIM KPUTEPYEM, & CYOBEKTUBHBIM,
HO VICKJTIOUMTEbHO MPUHIIMIUAIBHBIM (HAaKTOPOM, 0COGEHHO B YCIOBMSIX Poccuu — aleKBaTHOCTD
npoBogumorn XT.

@daxkTOpHI NIPOTHO3a, CBSI3aHHbBIE C MAlMeHTOM. Bo3pacT sBIIsSIeTcs] ONHUM U3 YHUBEPCAIbHBIX,
He3aBUCUMBIX M YCTONUYMBBIX (AKTOPOB MPOrHO3a. J[loATrOCpOYHBbIE pe3yJabTaThl JieUeHUs
nauyeHToB ¢ OMJI B Bo3pacte crapiie 60 jieT B 11eJIOM 3HAUYUTEIbHO Xy)Ke I0 CpPaBHEHMIO C
TaKOBBIMM Yy TManMeHTOB Mosioke 60 sier. DaKTMUeCKM COTIOCTABMMBIMM C pe3yJabTaTaMu y
ManyeHToB Mosioske 60 JieT SIBJISIIOTCSI TAaKOBble Yy TAlMeHTOB B Bo3pacre 60-65 yet, ecin um
TIPOBOJST TePAINIO MO MMPOTOKOJIAM JIeUeHMUsI, TPUHSITBHIM Y O0ee MOIOIbIX.

9TO 00YCIOBIEHO KaK MUHMMYM [BYMSI IpUYMHAMM. BO-TepBbIX, YBEJIMUEHMEM C BO3PACTOM
YacTOThI HEOIATOIIPUSTHBIX IIUTOTeHETUYECKMX ITOJIOMOK: OTMEYAeTCs ITOCTeIIeHHOe HapacTaHue
oryyaeB € Hec6GaJlaHCUMPOBAHHBIMM XPOMOCOMHBIMM — abeppanusmMyu, € KOMIUIEKCHBIM MU
MOHOCOMHBIM KapuMoTuUioM. OmTHOBPEMEHHO C STUM CHIDKAeTCS YacToTa OOHapysKeHMS
cOaIaHCHMPOBAHHBIX abeppalnii, BKIIOUas Takue OJaronpusTHbIE BapMaHThI, KaK TPaHCIOKAIIUNA
t(8;21), t(15;17) u unBepcus 16-it xpomocomsl inv(16). He MCKIIOUEHO, YTO AAHHBIN (eHOMEH
MOKET ObITh OOYCJIOBJIEH TEM, UTO C BO3PACTOM YBEIMUMBAETCSI YaCTOTa BO3SHUKHOBeHNUsT OMJI 13
npepmectBytomero MJIC. JIpyroii mpusHak, KOTOpPBIM OIpenessieT OTpULAaTelbHOEe BMSIHUE
Bo3pacra Ha nmporuo3 OMJI, — mpucoeauHEHNe COMYTCTBYIONMMX 3a60/IeBaHNI, HAMUMe KOTOPbIX
MpY TIPOYMX PAaBHBIX YCIOBUSIX OTNpEIeNseT 3HauMTeIbHOe YXy[lleHue oO6InecoMaTUYeckoro
CTaTyca 110 CpPaBHEHMIO C MOJIOABIMM MallieHTaMMI.

®akTopsl IPOTHO3a, CBsA3aHHbIe ¢ 3a6oimeBaumeM (OMJI). @akTophl, CBSI3aHHbIE C
3abo0/ieBaHMEM U BAMSIOIIME HA Pe3y/JbTaThl Tepamuu, CJeAyeT aHaaM3MPOBaTh Ha BCEX JTarax
JiedeHusi. DTO OOYCIOBAEHO TEM, UTO JIeIKO3acCOLMMPOBaHHbIe (DAKTOPhI MPOTHO3a IMO3BOJISIIOT
OIIEHUTh 0OBEM OITyX0JIEBOI MaCChl, YYBCTBUTEIbHOCTb GJIACTHBIX KIIETOK K MPOTUBOOITYXOJIE€BbIM
TrperiapatamM, CKOPOCTb SJIMMMUHAINY JIEIKeMUUYeCKUX KIeTOoK 1 06beM MOB.

[Ipexxme Bcero, HEOOXOAVMO YUYUTBHIBATh TAaKUe BIIOITHE AOCTYITHbIE KIMHUKO-TeMaTOJOTUUYeCcKue
rapaMeTpbl, aCCOLMMPOBAHHbIE C He6IaronpuaTHEIM TedeHnem OMJI, Kak nejikonuTos >100 ~ 10%/
J1, HepocTmkeHue I1P rocie mepBoro MHAYKIMOHHOIO Kypca.

OmHMM M3 BakHemux (HaKTOPOB IPOrHO3a, COMPSDKeHHbIX ¢ OMJI, SBjsIeTCS KapUOTUII
JefikeMUYeCKUX KIeTOK. VccremoBaHue KapMOTUITA HEOOXOAMMO TPOBOAUTH B 00SI3aTEIbHOM
MopsiAKe BCeM MalyeHTam ¢ nopospeHneM Ha OMJL. JlaHHble HIUMTOreHeTUYeCKOTo MCC/IeJOBaHUS
MO3BOJISIIOT Bepudunyposatb OMJI B cydasix, KOTa MPUHIVITUAIbHBIM SBJISETCS HE KOJIMUYECTBO
6/1aCTHBIX KJIETOK (MeHblle uau Gombine 20 %), a oOHapykeHMEe XapaKTePHBIX XPOMOCOMHBIX
abeppauuii. Peub nieT, B YaCTHOCTHU, O Tak HasbiBaemoM CBF (Core Binding Factor) OMJI, KOTOpbIii
obbenuHSIeT cIyyau ¢ TpaHotokanuei t(8;21) u uHBepcueit inv(16), He3aBUCUMO OT OTCYTCTBUSI
VTV HAJIMY WS TOTIONTHUTETbHBIX XPOMOCOMHBIX abepparuii.

I[ToMmuMo 3TOrO, HAa OCHOBAaHUM M3yUYeHMS] KapuOTUIIA IIPENCTAB/SIETCS BO3MOXKHBIM
cTpatuduuMpoBarth manyeHToB ¢ OMJI Ha 3 OCHOBHBIE TIDYIIbI: 6JIAronpusTHOrO,
MPOMEXYTOUHOTO ¥ HebmaronpusTHOTO TmporHo3a (cMm. IIpuioskenme TI'l). TloppasgeneHue
nmanyeHToB OMJI Ha 9TM Tpymmbl 1eecoo6pasHO € TOYKM 3PEeHMs BbIOOpa TaKTUKU
MOCTPEMMCCMOHHOI Tepanuu: NpuMeHeHue nuTapabuHa** B BBICOKMX A03aX, UCIIOIb30BaHME
annorenHoit TI'CK (amno-TTCK). B mocienHee BpeMst psif, POCCUICKUX U aMepUKaHCKUX KCIIEPTOB
MalMeHTaM C HeGJaronpuATHBIMM aHOMAIMSIMM KapuOTUIIA BOOOIE HE PEKOMEHIYIOT
craupaptayio XT ButencTBue ee HU3KOM 3GdEKTMBHOCTY, a TpeIaraloT MHble HU3KOMO3HbIe U
TapreTHble BO3elCTBYS € 1-r0 Kypca MHOYKUUHA [7].

CnemyeT OTMETUTDb, UTO Y TOJOBMHBI ManyeHToB ¢ OMJI ornpeensieTcsi HOpMa/IbHbIM KapUOTUII
JIeIKeMUYeCKMX KJIETOK. DTO MOXKeT CIYKUTh OCHOBaHMEM B psifie CTyyaeB [JIS MPOBemeHMs



uccaenoBanust QayopecteHTHoii in situ rubpuausayu (FISH) mwin MonekyasipHO-TeHeTUYeCcKux
JUCCIeN0BaHMII B LeIsIX IIOMCKa OTHOeNbHBbIX XMMEDHBIX T[€HOB WIM IIOJIOMOK KapMOTUIIA,
aCCOIMMPOBAHHBIX C OIMPENEeNeHHbIM KIMHUKO-TeMaTonornyeckum ¢denoturmom OMJT u
niporHo3oM: RUNXI-RUNXITI (t(8;21)), CBFB-MYH11 (inv16), PML-RARa (t(15;17)), MLLT3-MLL
(t(9;11)), DEK-NUPZ214, MmoHOCOMUM 5, 7, UHBEPCUM XPOMOCOMBI 3 U psifia APYTUX.

Bmecre ¢ TeM, HEOOXOIMMBIM SIBJISIETCS U TOUCK Y TAleHTOB ¢ OMJI ¢ HOpMaTbHBIM KapUOTUTIOM
MYTalNii OTAEeNbHBIX F€HOB C YCTAHOBJAEHHBIM MPOTrHOCTUYECKUM IOTEeHUMAIoOM. MoleKyIsspHO-
reHetuyeckass crpatudukanmusi manueHToB ¢ OMJI Ha TpymHmbl puCKa TIpecTaBieHa B
IIpunoskenumn I'l.

dakTOpsI IPOTrHO3a, CBsI3aHHBIE ¢ HeagekBaTHON XT. B Poccuu, K cokaneHuio, CyuiecTByeT
TaKo¥ (akTOp HEOJArOMPUSITHOTO IMPOrHO3a, KaK HeaJleKBaTHOe IIUTOCTATUYECKOe BO3MIEICTBIE B
repuog, MHAYKUMM/KOHCOMUAauuy (yMeHbllleHe pacyeTHbIX 403 UTOCTaTUUeCKUX IIperapaToB U
3HAUMTEe/NbHOE YIJIVMHEHMEe MHTEPBAIOB MEXIY KypcaMM), WIM HealeKBaTHas IpelrjIeueHHOCTb.
Eme B Hauanme 1970-x romoB, Ha IepBbIX 3Tanax craHoBjaeHMsT XT OMJI amMepuMKaHCKMMU
MCCIeIoBaTeNsIMU ObIO TOKAa3aHO, UTO 3(PQPEKTUBHOCTb MPOrpamMMbl «5 + 2» CTaTUCTUUECKU
3HAUYMMO XY)Ke, UeM ITporpamMmmel «7 + 3». Bonee 20 jieT Ha3a[d B POCCUIICKMX MCCIEIOBAHMUSIX OBLIO
MPOIEMOHCTPUPOBAHO, UTO YMEHbIIIEH)e 103 aHTPAIlMKIMHOB U HuTapabuHa™* B KIaCcCUUeCKOM
nporpamme «7 + 3» TPUBOAUT K CYHIECTBEHHOMY VXV/IIEHMIO ITOKasaTeneil o6leit u

6e3pelIVMBHON BbKMBaeMoCTH [1].

B Tex curyaumsix, Korma UUTOTeHeTMYeCKoe W/UIM MOJIeKY/SIpHOe UCC/IeJlOBaHe He BBIIIOTHEHO,
oInpefeNnuTb TPYIIy pUCKA Yy IALMeHTa He IIPeACTaB/IsAeTCsS BO3MOXHBIM. OAHaKO MOXKHO
OPMEHTMPOBATBCSI Ha «CUHTETUYECKMe» (OObeIMHSIONIE MOJEKYISIPHO-TeHETUYECKME WU
KIMHM4Yeckue npusHaku OMJI) pekomMeHIanMy €BPOIECKMUX IKCIIEPTOB, KOTOPbIE MOAPA3IesIoT
ManyeHTOB Ha 2 OCHOBHbBIE TPYIIIbI: OGIAronpuSITHOTO M HeOJIaronpusTHOTO TMPOTHO3a. JTU
peKoOMeHIauu C T00aBAEHUSIMU OT POCCUIICKMUX SKCIIEPTOB IpeAcTaBjieHbl B IIpmnoxkenun I'2
[1,2,7,8]. Tem He MeHee XOTelIOCh Obl TMOMUYEPKHYThb, UTO 0€3 MOJIEKYISIPHO-TEHEeTUUECKUX
MCCIeIOBaHMIA, BBITIOTHEHHBIX B [Ie610Te 3a60eBaHMsI, cOBpeMeHHOe jieueHrie OMJI HeBO3MOXKHO.

1.6. KnmHMueckasi KapTHa 3a00/IeBaHMS VIJIV COCTOSTHUS (TPYIIIBI
3a00/1IeBaHU MJIV COCTOSTHUIA)

B 0CHOBHOM KIMHMYECKME MPOSIBIEHNS CBSI3aHbI C 3aMelleHNeM HOPMaabHOM reMOIMO3TUYeCKO
TKAaHM  OMYXOJEBbIMM  KJIeTKaMu  (aHeMMsl, TPOMOOIMTOTEHMUS, TPAHYJIOLUTOIIEHMSI),
MHOQUIbTPALMEl MMM PAa3TUYHBIX OPTaHOB U TMPOMYKIMEN DPAa3IUYHBIX ITUTOKMHOB [9]. Ile6GioT
OMJI MokeT ObITb OCTPHIM CO 3HAUUTEJbHBIM ITOBBIIIEHVEM TEMIIEpAaTypbl Teja, Pe3KOil
©1ab0CTbhI0, MHTOKCUKALIVIEN, KPOBOTOUMBOCTBIO, TSIKENbIMU MHGpeKIusIMU. OmHAKO Hepeako
JIMarHo3 YyCTaHaBAMBAIOT CIy4yaifHO TIpu NpoduiakTMUYecKOM OCMOTpe WIM B Clyyae
TOCIUTAMU3AUNY TI0 APYroi mpuumHe. Y TOXWIbIX TMAleHTOB HepeaKko Ha ¢oHe aHeMM3aluu
TIOSIBJISIETCST VUM YCYTYOISIeTCS CTeHOKAapAWs, BOSHUKAIOT HAPYLIEHUS] PUTMA, B CBSI3U C YeM WX
TOCIIUTANU3UPYIOT B KAPAMOIOTUYECKOe OTHelIeHNe.

IIpu 0OBEKTMBHOM 06C/IeIOBaHMM MOKET He HabIImaThCsl HMKAKMX CMMIITOMOB. HOo mOBOIBHO
YacTo BBISIBJISIETCS YBenuueHne nepudepnyeckux mmmMmbaTnyecKnx y3JioB, IeueH!, ceie3eHKI (UTO
Haubosiee XxapakTepPHO MJiT MMETIOMOHO- ¥ MOHOOGJACTHOIO JIeiiKo3a), TUIepIuiasust qeceH (mpu
MMEIOMOHO- ¥ MOHOOJACTHBIX BapuaHTax), MHOWIbTpAIMs KOXM (1P MMUETIOMOHO- U
MOHOOJIACTHBIX BapMaHTaxX), TreMOpparMdyeckuii CUHIPOM pPa3JIMIHON CTEIeHM TSKeCTU (OT
MeTeXMANbHBIX BBICBHIITAHMII 1O TSOKENBIX KPOBOTEUEHMIT), OOMM B KOCTSIX, apTparuu,
HeBpOJIOTMYECKasT CUMIITOMAaTMKa (MeHMHTealbHble 3HAaKM — TOJIOBHAsl 00/b, PUTUMIHOCTH
3aThUIOYHBIX MBIIIII, CMMIITOM KepHura, rapes JUIEBOIO, INIa30BUTaTEIbHOTO U IPYTUX HEPBOB,
rmapesbl HIDKHMX KOHEUHOCTel M T.0.). B aHanmmsax KpoBM MOIYT OBbITh Hecmeuyduieckue
M3MeHEeHMSI: TPeXPOCTKOBas LIUTOEHNS UM aHeMUSI, MJIU TOJIBKO JIEMKOTIeHUST UM JIEMAKOIIUTO3,
MUY TPOMOOUUTOIIEHNSI. BIacTHbIE KIETKM MOTYT He OIPEeAeNaThCs B aHaiu3e mepudepuyeckoi
KpPOBU U, HA060pOT, cocTaBasATh 90-95 % Bcex JeKOIMUTOB. KoIMUecTBO JIEMKOLMTOB TaKKe
BapbupyeT oT MeHee 1,0 1o 200-300 ~ 10%/1. [IpumepHo B 15 % ciyyaeB B me6ioTe 3a60/1eBaHMUS
omnpemensiercs eiikouTo3 >100 ~ 10%/1.

IOuddepenunanbuas auarHoctTuka OMJI mpocTa, MOCKOIbKY, €CM e€CTh ero MopghoJoTUYecKoe
ToATBepkAeHue (6acTHbIe KJIETKM B IyHKTAaTe /WM B Tepudepuyeckoil KpoBH), AMArHO3



oueByieH. TPYAHOCTM BO3HMKAIOT Ha IMEpPBBIX ITarnax — MpU aHAIM3e Ma3KOB Iepudepnueckoit
KPOBMU, KOT/Ia GIACTHBIX KJIETOK HET. YBeJMUYeHMe YMIIa JIEKOIUTOB CO CABUTOM (POPMYJIbI BJIEBO
MpU  Pa3NMYHBIX WHQMEKIIMOHHBIX TMPOIECcax, a TaKkkKe TPOMOOLUTONEeHNSI, aHeMus WU
reMoOpparnvyeckuii CMHAPOM TMPU TSKEIbIX MHOEKIMIX U CEeICUCe MOTYT BbI3bIBATb COMHEHMUS B
nuartose OJI, HO B TakuX CIyYasx HUKOTZA He OOHapY)XMBAIOTCS TUIMUYHBbIE GIACTHBIE KIETKMU.
Hepenko Tpe6yercst muddepeHnyanbHas OUarHOCTMKA € MHEGEKIMOHHBIM MOHOHYKJIEO030M U
HEKOTOPBIMM JPYTMMMU BUPYCHBIMM MHOPEKUMUSIMY, TeM Gojlee UTO KIMHUYECKas CUMIITOMAaTHKA
(TIOBBILIIEHVIE TEMIIEPATyphl Tea, 60l B Topie, yBelundyeHue auMdaTuyeckux y3JioB, MEYeHM,
ceyie3eHKM) MOKET HAroMMHaTh TakoByio mmpu OJI. Crmemyet Takke mudbdepenunposats OMII ¢
6JIaCTHBIM KPM30M XPOHMYECKOTO MMeIoNeiiko3a (MpucyTcTBre duiamenb®uiickoii XpoOMOCOMbI
He Bcerga IIOMOTaeT, TaK KakK I3TOT MapKep MOXEeT OOHApyKMBAThCS ¥ TIPU BIIepBbIe
nuarHoctupoBaHHbIX OJI).

Oco6oro BHMMAHMUSI  3aCAYKMBAIOT BHEKOCTHOMO3TOBble TposiBieHus: OJI, 0CcOGEeHHO
HeliponelikeMusi, KOTOpasi MOKeT OmnpeAensiTbcsi U B MOMeHT AuarHocTuku OJI. Bo3HUMKHOBeHMe
HeliposneiikeMuy 06yCJIOBIEHO MeTacTa3MpPOBAHMEM JIEMKO3HbIX KIETOK B MAYTUHHYIO U MSITKYIO
MO3TOBble 00O0JIOYKM TOJIOBHOTO M CIIMHHOTO MO3ra. B psime ciryyaeB HaOMOmaeTcs Jieiiko3Hast
MHQUIbTpaUMsT  mepudepuveckux HEPBOB C  Pa3HOOOpPA3HbIMU  [BUTATETbHBIMU U
YYBCTBUTEIbHBIMM HApYIIEHUSIMM WM OOHAPYXMBAETCSI OYaroBoe IIOpPaKeHMEe BelecTBa
rOJIOBHOTO Mo3ra. HeiiponeiikemMusi XapakTepu3yeTCsl MEHMHIeaJlbHbIM U TUIIePTEH3VBHBIM
CUHIPOMOM: OTMEYaeTCs TMOCTOSIHHAs TOJIOBHAsi 60jb, BO3MOXKHA PBOTA, BSIZIOCTh, BBISBIISIETCS
OTeK IUCKOB 3PUTEIIbHBIX HEPBOB, MOTYT ObITh HMCTAarM, KOCOIJIasue, ApYyrue TpU3HaAKU
MOPaKEeHMS YepeITHO-MO3TOBbIX HEPBOB, BBISIBJISIIOTCS] PUTMIHOCTD 3aThJIOYHBIX MBILIL, CUMITTOM
Kepuura. Ilpu OMJI HeliponeiikeMusi IOBOJIbHO penka B [Oe0ioTe 0O0le3sHM, TeM He MeHee
BCTPEYAETCSI TPV MUEIIOMOHO- ¥ MOHOGIACTHBIX BapMaHTax, 0COGEHHO ITpK Tex hopMax JIeiK030B,
Korma OOHapyKMBAIOT IIOJOMKY 16-71 Xpomocombl inv(16) (y 30 % Takmux IallMeHTOB IIpU
OTCYTCTBUM TIpOGMIAKTMKY BO3HMKAeT Heliposeiikemust). I[Ipu OMJI K 3KCTpaMemy/UISIPHbIM
OTHOCSIT TIOPaYKEHMST KOXU (JIeiiKeMM[IbI — dYallle BCero 3TO 6arpoBO-CUHIOUIHBIE YILJIOTHEHWS,
Y3eJIKM B KOXKE), CeTYATKHU, JeCeH, IMUeK, SMIHMKOB. OTMcaHbl MOPaskeHUst TMMGaTUUeCKIX y3/I0B,
JIETKUX, KUIIEeUHMKA, CepedHOil MBbIIIIbl, MOYeTOYHMKOB. [Ipu OMJI 3kcTpamenmysuisipHbie
MopakeHMsI MSITKMX TKaHell paHee Ha3bIBaIM «XJIOPOMO¥i». B HacTosiee BpeMs [7is1 0603HaUeHNUs
MOPaKeHMSI MSITKMX TKaHel M OPraHOB UCIIOAb3YIOT TEPMUH «MUEJIOUIHAS UM TPaHYI0LUTapHAsI
capkoma» [1].



2. lnarHoCTMUKa

Mnozue pexkomeHO08aHHble MemoOdbl OUAZHOCMUKU 3a00N€8aHUSL U CBA3AHHBIX C HUM COCMOSIHUL
umerm ozpaHuueHHylo 0okazamenvbHylo 0a3y 8 C00meemcmeuu co WKAJIAMU OUeHKU YPOBHS
docmosepHocmu  00KasamesbCme U Ypo8Hs ybedumenvHOCU peKomMeHOayuli no npuduHe
0MCymcmeust NOCEAUWEHHbIX UM KAUHUYECKUX uccnedoéanuil. Hecmomps Ha 3mo, OHU A8AAMCA
Heo0X00uMbIMU INeMeHmamu 006Ccned08adHUs nayueHma Oas YCMAHO8AeHUs OuazHo3a U eslbopa
maxkmuku JieueHus, mak Kaxk Oonee 3¢gpekmueHsie U 0OKA3AHHbIE MeMOObl 8 HACMOsUee 8pPeMsl He
paspabomaroi.

Kpumepuu ycmanoenenus duazvo3sa: /Juazvo3 OMJI ycmaHagiueawom Ha 0CHOBAHUU 00HAPYHCEHUs
8 NyHKmame KOCMHO020 M032a UIU 8 nepugepuueckoli kposu He MeHee 20 % OGnacmHbix K1emox aubo
He3aguUCUMO 0m NPOYEHMH020 CO0ePHaHUst OIACMHBIX KAeMOK NpU HAIUYUU NAMOZHOMOHUUHBIX O/s
OMJI xpomocomHblx anomanuii: t(8;21)(q22; q22) AML/ETO, t(15;17)(q12; q11-12) PML/RAR-o,
inv(16) unu t(16;16)(p12; q23) CBF/MYH]11, t(1;22).

2.1. )Kasmo6sl 1 aHaMHe3

Knunuueckue nposenerus npu OMJI 0061UHO C8S3AHbI C USMEHEHUSIMU 8 2eM02paMMe — UUMOoneHueli:

e HelimponeHus — 6akmepuaivHble UHGeKYUU, NPOSABAIIOWUECS, KAK NPABUJIO, TUXOPAOKOL.

o AHemuss - cnabocms, ymomasemocms. Ob6was crabocmes npucymcmeyem y 6OJIbWUHCMEA
nayueHmos u Moxem Habadamscs 3a HeCKOJIbKO Mecsiyes 00 YyCMaHosaeHUs: OUazHO3d.

o TpomOoyumoneHuss — zemoppazudeckuti cuHOpoM 8 eude nemexuti, Kpo8omMouusocmu 0eceH,
peyuousuUpywUx HOCO8bIX KPOBOMeUeHUll, MEHO- U Mempoppazull.

* B HeKOmopblx Cyuasx Mozym Habnwodamscs occanzuu, B-cumnmomol (MUXOPAOKA, CHUMCEHUE MACCb!
meJa, 8blpadeHHASt NOMAUBOCIMNG).

* B psde cyuaes y nayueHmos 8 meueHue HecKONbKUX Mecsiyed 00 00paujeHust Moxem Hadnwoamscs
HeMOMu8Upo8aHHas c1aboCcMme.

Hpu ocmpom MUENIOMOHOOIACMHOM  JeliKo3e U ocmpom MOHOOIACMHOM  JieliKo3e XapakmepHa
2unepnjia3us deceH u nayueHmosl mo2ym nepeoHaudaibHO o6pau4ambm K epady-cmomaimaosiozy.

e PekomeHayeTcCs BCeM MalyieHTaM TPy MOJ03PEeHUN U TIpU ycTaHOBJIeHHOM OMIJI TiaTe/lbHbIN
cbop aHaMHe3a 3a2007€BaHMSI C YTOUYHEHMEM Teparnuiu, KOTopasl MPOBOAMUIACh B CBSI3U C 3TUM
3aboyeBaHMEM WM TI0 TOBOMY APYruX 3abosieBaHWUii paHee, CeMEIHOTO aHAMHe3a, a TaKkKe
rnoapo6HOoe omnucanue xanob maiuenTa ajis Bepudukanyuy ayaruosa [1,10].

VYpoBeHb YOeaUTeIbHOCTY peKoMeHaauuii — C (YpOBEHb JOCTOBEPHOCTHU IOKA3aTE/IBCTB — 5)

2.2. dusuKajIbHOe 00CIegoBaHMe

e PexomeHayeTcsl BceM IalMeHTaM IpU MOAO3peHUM U Ipu ycTaHoBAeHHOM OMIJI mpoBoguTh
dbusukanbHOE 06C/IeIOBaHMe, BKIIOYAIONIEE M3MEPEHMe POCTa M MacChl Teja, TeMIIEPATyPhI
Tesa; OLIEHKY COCTOSIHMSI KOXKHBIX ITOKPOBOB, KOCTHO-CYCTAaBHOM CHUCTEMBI; BBISIBIIEHME
MPU3HAKOB reMOPParnyecKoro CMHAPOMA; HaJIMUMe TeraToCIuieHOMeTaauy, TnMbageHoaTuu;
HaJMyye MPU3HAKOB MUCHYHKIUU CEP/la, JIETKUX, TTeYeHM, OPTaHOB HAOKPUHHO, HEPBHOIA
CUCTeMBbI i1 BepudwMKalMy [OMAarHO3a U OIEHKM CTaTyca IO IIKajJaM BOCTOYHO¥
o6benHeHHOT oHKonornueckoit rpymmsl (ECOG)/BO3 (cm. [Tpunoskenne I'3) [1,7,11-14].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAanuii — C (YPOBEHb JOCTOBEPHOCTHU TOKA3aTe/IBCTB — 5)

KommeHTapmit: npu ¢usukansHom 00c1e008anuu y yacmu nayueHmos (8 OCHOBHOM, C OCMPbIM
MUEJIOMOHOONACMHBIM  J1eLiKO30M, OCMPbIM  MOHOONACMHBIM — J1eliKO30M,  6IACMHbIM — KPU3OM
XPOHUYECK020 — MUENONeliko3a)  6wleasiom NpusHaku  «nponugepamusHozo»  cuHopoma —
cnjeHomezanusl, yeeauueHue aumpamuueckux y3108, KoxcHole Jetikemudst. Jletikemudst visensiiom @ 13
% cnyuaes u umerom 6uU0 Y37108 C U3BMEHEHHbIM U8emoM Koucu Had Humu [15]. IIpu muenoudHoti
capkome 8bis18/Is1I0M IKCmMpamedynnspHsle 0nyxonegole 00pa308aHust pasaiuuHoll sokanrusayuu [16]. B



0CMAnbHOM NpOsIGIeHUsT MAnoCheyuuuHsl U BKAUAIOM CUMNMOMbL, C853AHHble C aHeMmuell U
mpomoboyumoneHueti.

2.3.JIaGopaTopHbIe AMATHOCTUYECKNE VCC/IeTOBaHMS

IlepeueH» mecmos u uccnedosawuti, Heo6xodumoix 01 duazHocmuku u 8epuguxayuu ouaznosda OMJI,
npugeden 6 Ilpunoxenuu A3.1. Ha 0CHO8AHUU KAUHUYECKOUI KApMUHbL, a4 MAKH#e aHAIu3a
pe3ynemamos nepeuucieHHslx UCCIed08aHuli nayueHmos cmpamuuyupyom Ha MoJeKyAsIPHO-
2eHemuueckue, a makice KauHuueckue 2pynnst npo2Hosa (cm. Ipunoxcenus I'l u I'2).

e PekomeHayeTcs1 BCEM IMallMeHTaM Npu ToAJo3peHun, nuarHoctuke OMII, a Takke B Xxope
Tepammu C 4YaCTOTOM OT eKeTHEBHOTO IO €XeMECSTYHOIO BBIMIOJIHEHYE OOIIEro (KIMHUIECKOTO)
aHa/IM3a KPOBY Pa3BEPHYTOTO C IIOICYETOM JIEHKOIMTAPHO (OPMYJIbI M OIIpefeieHMeM uncia
TPOMOOIIMTOB [JISI OIpede/ieHusA JajJbHelIeil TaKTUMKMU BedeHus IMaluueHTa u
Bepudwmkanyuu guartosa [1,2,7,8,17].

VYpoBeHb YOeaUTeTIbHOCTY peKoMeHanuii — C (YpPOBEHb JOCTOBEPHOCTHU TOKA3aTe/IBLCTB — 5)

KommenTapuii: kak npasuno, 8 oOebrome OMJI evia8ns1emcss HOPMOXPOMHAS, HOPMOUUMAPHAS
aHemusi pasnuyHoli cmeneHu msxecmu. Konuuecmeo pemukynoyumos 8 npedenax HOpmbul UIU
cHuiceHo. ITpumepHo y 75 % nayuenmos umeemcs mpomooyumonerus. CpedHull yposeHs nelikoyumos
Ha amane ycmawoeneHus duazHo3a cocmaensem okono 15 ° 10°/n; 20 % nayuenmos umeiom
netikoyumo3s >100 * 10°/n.

Iodcuem netikoyumapHoti popmynst He0OX00UMO 8bINOJIHAMB He HA ABMOMAMUUECKOM AHAIU3AMODE.
PexomerndosaHo uccnedosams kak muHumym 200 netikoyumos 8 maske nepugepureckoli Kposu.

e PekomMeHIyeTCs BCeM MallMeHTaM [Py MOm03peHUM U Ipu ycTtaHoBiaeHHOM OMJI, a Takke B
XOfe Tepanuy C 4aCTOTOM OT 1-3 pa3 Hedeno OO eKeMeCSUHOTO BBIMIOJHUTH aHaln3 KPOBU
OGMOXMMUYECKNIT obleTepaneBTMUecKuii (00muii 6eoK, 6GenkoBble (GpakUyuy, MOUYEBMHA,
KpeaTuHMH, OUIMPYOUH, aJlaHMHaAMMHOTpaHcdepasa, acrmapratraMMHoTpaHcdepasa,
JIaKTaTOeruaporeHasa, MarHuii, HaTpuii, Kalauii, KaJblLMi, IJIOKO3a) MJIsI JOUArHOCTUKU
COIYTCTBYIONIEI MATOMOTUM (3a60jIeBaHMil) M OIpefe/ieHUs] TaKTUKM COMPOBOIMUTEIbHOM
tepanuu [1,2,7,8,17].

VpoBeHb yoeAUTEeTbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH O0KA3aTEIbCTB — 5)

e PexoMeHpAyeTcCs BceM IauyeHTaM IpK MOLO3PeHMHM M Ipy ycTaHOBIeHHOM OMJIL, a Takke B
XOfle Tepamnuy € 4aCTOTO! OT 1-2 pa3 B HeJeio N0 eXXeMeCSUHOIO BBIMIOMHATh KOarylIorpaMmy
(OpMEeHTMpPOBOYHOE MCCAefOBaHME CUCTEMBI TreMocCTasa) (aKTMBMPOBAHHOE YaCTUYHOE
TPOMOOIITIACTUHOBOE BpeMsi, TPOTPOMOMHOBOE (TPOMOOIUIACTMHOBOE) BpeMsI B KDOBU MU B
rasMe, TPOMOMHOBOE BpeMsI B KPOBM, MCC/IeLOBaHMe YPOBHS (MOPMHOTEH B KPOBU) IJISI
ANATHOCTUKA COHYTCTBYIOIHGIZ IIaTOJIOI UM " OCIIO)KHGHI/HZ, d TaKKe omnpenejneHusi TaAKTUKU
CONPOBOAMTEIbHON Tepanuu [1,7,18].

VYpoBeHb yoeauTeIbHOCTY peKoMeHaanuit — C (YpOBeHb JOCTOBEPHOCTHU I0Ka3aTe/IbLCTB — 5)

e PekomeHyeTCsI BCeM MallMeHTaMIIpU MONO3peHMM U Tipu ycTaHoBieHHOM OMIJI, a Takke B
XOfle Teparuy BITTOMHSITh OOV (KIMHNYECKN) aHAIM3 MOUM C YACTOTON OT eXKeHeIeTbHOTO
IO eXeMeCSUYHOro s OMarHOCTUMKY COMYTCTBYIOLIEH MaTONOTUM U OINpereneHMs] TaKTUKU
COIIPOBOAMTENbHOI Tepanuu [1,7,19].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ PekomeHAyeTcs BceM MallMeHTaM MPU MOJO03peHuN U Ipu ycraHoieHHoM OMIJI, a Takke B
X0[le Tepaluy € 4acToToii 1 pa3 B 3—6 MecsiieB onpeaeneHne anturen kiaccos M, G (IgM, 1gG) k
BUpYCy uMMyHopebuiuta yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B KpOBU;
ompezeneHme aHTUTeN KiaaccoB M, G (IgM, 1gG) k Bupycy uMmmyHogeduiuta yemoBeka BUY-2
(Human immunodeficiency virus HIV 2) B KpOBM [JiSI YTOYHEHMSI HEOOXOAVMOCTHU
OIHOBPEMEHHOTI'O ITPOBeAeHNS TPOTUBOOIYX0IEeBOM U aHTUPETPOBUPYCHOI Tepanuu [1,7,20].

VpoBeHb yOeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 0KA3aTe/IbCTB — 5)



¢ PexomeHAyeTcs BceM MallMeHTaM MPU MOAO3peHuM U Ipu ycraHoBieHHOM OMIJI, a Takke B
XOfie Tepamuu ¢ 4acToToii 1 pa3 B 3—-6 MecsIeB BBINOIHATh omnpeneneHue antureHa (HbsAg)
Bupyca renatuta B (Hepatitis B virus) B kpoBu u anTtureHa Bupyca remnatura C (Hepatitis C
virus) B KpOBM U, TIPM HEOOXOAVIMOCTH, MOJIEKY/ISIPHO-6MO/IOTMYECKOe MCC/IeOBaHMe KPOBY Ha
Bupyc renatuta B (Hepatitis B virus) u renmatuta C (Hepatitis C virus) B 1[e/IsIX yTOUHEHUST pUCKa
peaxkTMBaLMM BUPYCHOTO renaTuTa 1, B ciyyae Heo6Xomumo Ty, ee npodunaktuku [1,7,21,22].

VYpoBeHb YoeauTeIbHOCTY peKoMeHaanuii — C (YpOBeHb JOCTOBEPHOCTHU T0KAa3aTe/IbCTB — 5)

e PekomeHayeTcs1 BceM MalyeHTaM TP MMOA03PeHNN U Mpu ycTaHOBiIeHHOM OMIJI BeITIOTHEHME
MOJIEKY/ISIPHO-6MOIOTMYeckoe MCCiiefjoBaHMe KPOBM Ha BMPYChl rpoctoro reprieca (Herpes
simplex virus), uutomeranoBupyc (Cytomegalovirus), dmmreiitHa-Bappa (Epstein - Barr virus) B
LIeJISTX YTOUHEHMSI PUCKA Pa3BUTHSI TePIETUUYECKO MHPEKINY U, B CTy4ae HeOOXOIMMOCTH, ee
npodunaktuku [1,23-26].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

¢ PexoMeHZAYIOTCS BCeM TallyeHTaM IpY MOA03peHuM U Ipu ycTaHOBAeHHOM OMJI BBITIONHSITh
MUKpOGMOIOTMYeckoe (KyJbTypaJibHOE) MCCIeoBaHMe B LeISX MPOBENeHMs IPel3MOHHOI
AHTUOMOTMYECKOI Tepanuy B XOJie JieUeHNs MPU BO3SHUKOHOBEHUM (eOpUIbHOM TMXOPaaKu U
MHQPEKUVOHHBIX OCIOKHeHU [1,2,27,28].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

KoMmmeHTapum: Mmoxem npogooumscs Mukpobuosozuueckoe (KylismypanipHoe) Ucciedos8aHue
(Oucbakmepuo3) ¢ npumeHeHUueM  ABMOMAMU3UPOBAHHO20  Nocesd,  MUKpPOOUOOZUUECKOe
(KynemypanvHoe) ucciedogaHue 0moenseMozo U3 NoAOCMU pmd, MUKPOOUOUEeHO03d KUWeuHUKa
KYJ16mypansHelMu Memooamu, Kposu HA CMepuibHOCMb, MOUU HA 6AKMepuaibHvle NamozeHbs.

e PekomeHyeTCsI BCeM MallMeHTaM IMpPY MON03peHUM U TNpu yctaHoBaeHHOM OMJI, a Takke B
cy4dae pa3BUTHMS peuuauBa U Tocie BbinomHeHusT auio-TT'CK ompeneneHe OCHOBHBIX TPYIIT
KpoBu 10 cucreme ABO, ompenmeneHue aHTureHa D cucrembl Pesyc (pesyc-dakxrop) mis
BO3MOYXHOCTM IIPOBENEHMs 3aMeCTUTe/NbHOJ IeMOKOMIIOHEHTHON Tepanuy IpU Haauduu
IoKa3aHuit 10, BO BpeMs Win rnocie tepanuu [1,29].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 5)

e PekomeHyeTCsI BCeM MalME€HTaM IOJyYyeHMe LIMTOIOTMUECKOro IpernapaTa KOCTHOTO MO3ra
MyTeM NYHKLMU U [UTOJOTUYECKOEe MCC/IefoBaHMe Ma3Ka KOCTHOrO Mo3ra (MueorpaMma) npu
nogo3peruu Ha OMJI, a TakKe MauyeHTaMm ¢ BepudumypoBaHabiM OMJI B mpoliecce jgedeHmusl,
Moie  OKOHYaHMS MpOrpaMMbl  MHAYKUMM, KOHCOIMMAAUMM, B  XOHe IPOBeleHUs
noanepskuBaroleii Tepanuu (1 pas B 3 mecsiia), nepef, BbinoaneHneMm TT'CK, rocie 3aBepiieHust
BCell 3alUIaHMPOBAHHONM MPOrpaMMbl JieYeHMs, a Takke IPU BBbISIBA€HUM M3MEHeHMii B
reMorpaMMe BHE CBSI3M C IPOBOOMMBIM JieUeHMeM WU/UAM TOoAo3peHuM Ha peuunus OMIJL
[1,7,17].

VpoBeHb yoeaquTeIbHOCTU pekoMeHganmii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

e PekoMeHAyeTCs IPU KOHCTATalUM peLUAuBa (He3deucumo Om NpOYeHMHO20 COOePHCaHUsl
O1acmHbIx K1emok 6 nepugepureckoii Kpogu) ToTyueHMe IUTOIOIMYeCKOro Iperapara KOCTHOTO
MO3ra IMyTeM NYHKIMM U IUTOJOTMYECKOe MCCIeJoBaHMe Mas3Ka KOCTHOTO MO3ra
(Muenorpamma) 1 HUTOXMMUYECKOe UCCIe0BaHe MUKpOIIpeliapaTa KOCTHOI'O MO3ra, Uin, IIpu
HEBO3MOKHOCTM TIOJyUEHMST acrupara, MoJydyeHue TUCTOIOTMUECKOro Iperapara KOCTHOTO
MO3ra UM  IUTOJOTMYECKOE M MMMYHOIMTOXMMMUYECKOE WMCCIeNOBaHMe  OTIEYaTKOB
TpernaHob6MonTaTa KOCTHOTO MO3ra 0/11 nodmeepioeHus peyuousda u uoeHmupukayuu KaiemouHoli
ducppepenyuposxu [1,7,17].

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii — C (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 5)

KomMmMmeHTapmit: nyHKyuoHHoe ucciedosatue (acnupayusi) KOCMHO20 M032a A871emcst 00513amensHol
PymuHHoUi uazHocmuueckoli npouyedypoti. Masxku KocmHoz2o mM032a UCCiedym ¢ NOMOUbl0 OKPAcku no
Maio—-Tpionsansdy, Ilannewnzeiimy unu Paiimy-Tum3e. BoinonneHue mpenaHoOuoncuu He s6Jsemcs
0053amenbHbIM, 3 UCKIIOUEHUeM CUMYayuti ¢ max HAa3bl8AeMbIM «CYXUM NPOKOJIOM» UIU O4eHb
CKYOHBIM ~NYHKMAMOM KOCMHO020 M032d. PexomeHdosaHo ucciedogames Kak MuHumym 500
20pocodeprcaujux Kaemox 8 Maske KOCMHO20 Mo32d.



Ina ycmaxosnexus duaznoza OMJT é maske nepugepuueckoti Kposu Unu KOCMHO20 M032a Heo6X00UMO
Hanuuue 20 % OnacmHeix Kaemok u 6onee. Ipu OMJI ¢ t(15;17), t(8;21), inv(16) unu t(16;16) u npu
HeKOMOpbIX CAYUasx 0Cmpozo 3pumpomuesio3a 0oss 6Jacmusix Kiemok moxcem 6vimv meHee 20 %. B
coomeemcmauu ¢ Hogoll knaccugukayueti BO3 (2016) npoueHm O1acmHbix KAemoK nodcuumsi8aom
8He 3a8UCUMOCU 0m Q01U KPACHO20 POCMKA.

Mueno6nacmet, MOHOONACMbL U Me2akapuobIacms! 6KUArm 6 obujee uucao 6J1acmusix Kiemok. B
cryuasx OMJI ¢ MOHOGMACMHOL, MOHOUUMAPHOU U MuUenoMoHOyumapHoi ouggepenyuposoli
NpOMOHOYUmMsl (HO He amunuueckue/3penivle MOHOYUMbL) MAKXe CUUMAOmM IKEUBALEHMAMU
OnacmHsix KJiemok. Spumpobacmesl He 8KaOUAIOM 8 00Ujee UUCLO0 ONACMHBIX KIeMOK.

na eepugukayuu OuazHo3a UCMUHHO20 3pumpobaacCmMHOoz0 Jeiliko3a npu nodcueme nyHKmama
KOCIMH020 M032a KAemKuU 3pumpoudHozo pada 0o#cHsl cocmasnsams >80 % om ecex KiemoK KOCIMHO20
Mo032a, Npu 3MoM npoapumpobaacmst O00JHcHbl Obims >30 %, 06e3 yuema muenobnacmos. B
coomgemcmauu ¢ HomeHkaamypoii BO3 npoapumpobiacmel — He3pesible 3pumpoxkapuoyumsl, npu
Imom, 6 coomeemcmeuu ¢ mepmuHono2uetl kiemok 3pumponosdza no H.A. Kaccupckomy u IA.
Anexceegy, — 3mo apumpobnacmel u npoHopmodaacmel. IIpu UCMUHHOM 3pUmpoObacmHoMm Jetiko3e
ducmezakapoyumono3d3 ecmpeuaenmcs 4acmo, 8 mo epemsi Kak oucepadynoyumonoss — pedko. Ilpu
paseedeHuu NyHKmMama KOCMHo20 M032a nepugepuueckoli Kposvlo U Konuuecmee Kaemok KpacHoz2o
psda menee 80 % ezo oyeHKa Moxcem nposodumaucsi no mpenarobuonmamy [30].

BobinonHeHue yumoxumMuueckozo0 aHANU3A KAeMOK KOCMHO020 Mo032a HeobXodumo, daxe ecnu
onpedensiemcsl 8blCOKOe codeprcaHue ONACMHbIX KJIemOoK 8 nepugepuueckoli Kposu. Jmo cési3aHo ¢
mem, umo 6 psde ciyuaes yumMoxumuueckue peaxkyuu mozym 0aéamse pasiuyHvle pe3ynbmamsl 6
KaemKax nepugepuueckoli Kposu u KOCMHO20 M032d, YUMo MOoxem nosueub 3a co00l ycmaHos ieHue
owubouH020 duazHo3a. JuazHo3 0CHOBbIBAIOM HA pPe3yNbINamax Ucciedo8aHusl, NONY4eHH020 Ha
KJIemKax KoCmHo2o mo3zd. Mcnons3yiom peakyuu Ha muenonepokcudasy (myeloperoxidase, MPO) unu
cydaHosblil uepHblil, Hecneyuguueckyw acmepasy (ansgpa-Hagmunayemamacmepasy, nodassemyio
unu Hem ¢pmopudom Hampus) u PAS (Periodic Acid Schiff — wugg-iiodHyto kucnomy). ObHapyxceHue
MPO 6 3 % 61acmHbix Kiemok u 6ojiee ykassleaem HAa MueioudHyw JuHuw dupgeperyuposku. B mo
He epeMsi ee omcymcmeue He UCKAYaem MUenoudHyl HanpaeieHHoCms Kaemok, nomomy umo 6
paMHux muenobaacmax, a makxie MoHobaacmax, mezakapuobaacmax u apumpobénacmax MPO <3 %
wiu He onpedensiemcs. Okpacka cyoaHoswvim uepHwim aHanozuuHa MPO, Ho se/semcsi MmeHee
cneyuguunoti. Hecneyuguueckas ascmepasa umeem 8blCOKYH Oud@ysHyr unu 2paHynsapHyio
yumonnasmamuueckylo akmueHocme (8 3asucumocmu om Mmemoduku hposeedeHus peakyuu) 6
MOHOONIACMAX U NPOMOHOYUMAX, KOMOpas OONHHA N00A8NAMbCsl NOAHOCMbI0 WU 3HAYUMEIbHO
¢mopudom Hampus. PAS-peakyus 6 muenobnacmax onpedensemcs 8 OuggysHom eude, 8
MOHOOIACMAX U NPOMOHOUUMAx — 8 OuGpy3Ho-2paHyaapHoM, 8 Ipumpobaacmax — 8 eude 2paHyJ uiu
6:10k08. Ha ocHOB8aHUU MOp@GOyUMoOXuUMUUeckozo uccnedo8aHus O1ACMHbIX KAemoK Moxycem 0Obvlmb
duazrocmuposarHo okono 90 % cayuaes OMJI, npu omcymcmeuu axkmusHocmu MPO u
Hecneyuguueckoii — acmepasvl  Heob6Xo0umo  npoeedeHue  UMMYHOpeHomunuueckozo  (MUPDT)
uccnedo8aHus Memooom npomouHoli yumogryopumempuu.

¢ PekoMeHyeTCs BCeM MalyeHTam npu nepauutoli duazqHocmuxke OJI, a Takske Py 06C/IeI0BaHNUA
[0 TIOBOAY AMATHOCTMPOBAHHOrO peuyauBa OMJI BBINOMHATL MMMYHOMDEHOTUIIMPOBAHME
reMOITO3TUYECKMUX KJIETOK-TIPeIIeCTBeHHNI] B KOCTHOM Mo3sre (UDT-uccnenoBanmue) B KOCTHOM
Mos3re A onpedesieHus NPUHAdAeHcHOCMU OIACMHbBIX KAeMOK K MOLl Ul UHOL JUHUU KAeMOUHOTl
Jdugpgpepenyuposxu [1,2,4,7,8,31].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KommeHnTapwuii: UPT-uccnedosatue 8binonHsaemcs 6ceeda HAa KAemKax KOCMHO20 M032d, daxce eciu
onpedensiemcs 8bICOKOe codepicanue ONACMHbIX KNemok 6 nepugepuueckoii kposu. OnpedeneHue
npoyenma OnACMHBIX KJIeMOK MemooomM nNpomouHoli yumogayopumempuu npu nepeudHoli
duazHocmuke He 5168J1emcs 3ameHoli Moponiozuueckozo nodcuemad, Mmaxk Kak pe3yabmamosl Imux 08yx
uccnedosanuti mozym He cognadams [31].

Jna nodmeepxioeHuss MuenouoHoli HanNpasieHHOCMuU ONyXoJleeblX KJIemoK HeoOX00UMO OUeHUmbs
IKCNpeccuio MueioudHsix anmuzetos. MPO — nuHeliHo-cheyugpuueckuti mapkep MuesaoudHoll auHuu,
JIU30COMANbHLIL  hepmeHm epanynoyumos. K meHee cneyuuuHsiv MmuenoudaccoyuuposaHHsim
anmuzeHam omuocsmes CDI11b, CDI11c, CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nuzoyum u
op. Huaznoz OMJI moxcem Obimb ycmaHosaeH u 6 mom ciyuae, eciu MPO He ewissnsemcs, a



onyxosegsle KJaemKu IKcnpeccupyiom opyaue, meHee cneyuguuHoslie MUueaouoHsle Mapkepbl, U UCKII0UEH
aumpoonacmotii eapuarm OJL.

Mexcdy mopoyumoxumuueckoli knaccupuxayueii GpaHiy3cKo-aMmepuKaHCKO-6puTaHckoit (FAB) u
HUDT-npusHakamu Hem uemxoti Koppensayuu. BonsuuHcmeo muenoudHsix mapkepos mozym 0blms Kax
NOIOXUMENbHBIMU, MAK U OMpUlyamenvHuoiMu npu pasHolx sapuaimax OMJI no FAB-knaccuguxkayuu,
3a uckoueHueM cheyuguueckux avmuzeHos CD41a u CD61, komopsle XapakmepHsl mMoavko OJs
MezakapuoyumapHot/mpomboyumapHoti  auHuu. [axce enuxogopun A (CD235a), mapkep
2pumpoudHoll JUHUU, MOxem Oblmb OMPUYAMENbHbIM NpU  IpumpobaacmHoM netikose, eciu
onyxoJiegble KJiemKu npoucxoosim u3 6onee paHHux npeduiecmeeHHukos. Takum o6pazom, no OaHHsIM
H®DT-uccnedosarus Henwss onpedensms FAB-eapuanm OMJL

Bnacmusle Kaemxu cuumarmcs NOJ0MUMENbHbIMU N0 IKCNPeCCuu MemMOpPaHH020 aHMuU2zeHd, eciu OH
onpedensemcs Ha 20 % 6aacmubiX Kaemok u 6osee (nopozogoe 3HaueHue). s yumonaasmamuueckux
Mapkepos (makux kak yumonnasmamuueckuii CD3, MPO, nusoyum, sdepras TdT u 0p.) ucnons3yom
6osee Huskuti nopoz — 10 %.

B aiyuae HEBO03MOMHOCMU nosiydeHus acnupama KOCMHO20 mo3ea BbINOJIHSIEMCA
UMMYHO2UCMOXumMuueckoe uccnedosadue mpenaHo6uonmama KOCMHO20 mo32d.

HmmyHonozuueckue mapkepsl, xapakmepHsie 011 pasHslx Mopgoyumoxumuieckux eapuarmos OMIJI,
npedcmasenenst 68  IlpunowerHuu A3.4. HOT-uccnedogaHue  B8bINOJIHAWM € NOMOUbIO
MyAsmunapamempuueckoli npomouHoti yumogayopumempuu (006I4HO KAK MUHUMYM 3- unu 4-
yeemHoll). B cnyuae ananuza mpenaHobuonmama 8vlNOJIHAEMCS €20 UMMYHOUCMOXUMUYECKOe
uccnedosanue. OcobeHHo H®DT-uccnedosarue Heob6xodumo 0ns ycmawosneHuss ouazHo3a OMJI ¢
MUHUMAanesHoli duggepeHyuposkoli, ocmpozo mezakapuoyumapHozo Jyetiko3a u OJI ¢ HeonpedeneHHOL
dugpeperyuposkoti. OJI HescHOLl auHeliHOCMU A8AII0MCS peOKUMU Munamu Jetiko3o8 u eKanuarnm
cyuau, Komopole He UMerm NPU3HAKo8 NPUHAOLEHHOCMU K KAKOU-1UO0 KaemouHol JuHuU (ocmpalii
HedupdepeHyuposaHHtolll netiko3) unu maxue cayuau, OAaAcmHsle KAemKu KOmopslX IKCNpeccupym
mapkepul 6osee uem 00HOU auHuu Jupgeperyuposku. B knaccuguxayuu Esponelickoli epynnsl no
UMMYHOJI02U4eCKOMY — onucaHuio  Jetiko3os  (EGIL) OJIC® nodpasdensitom  Ha  ocmpolil
OugeHomunuueckuti Jieliko3, Kozda 00HA ONyxoneeas NONyIAyust IKcnpeccupyem avmueeHsl
HeCKOJIbKUX IUHULI QuhhepeHyuposxu, u ocmpolii OunuHeliHbLil 1eliko3, Npu Komopom cyuecmayiom 2 u
6osiee nonynsayuu GAACMHBIX KJAEMOK pasHoli JuHeliHocmu. B knaccuguxkayuu BO3 amu sapuarmel
06sedureHst 8 OJICD. /Tna docmosepHoli duazHocmuku OJICP 6 knaccuguxayuu BO3 npedycmompeHol
cedyoujue Kpumepuu, onucaxHole 8 Ipunoxceruu A3.5.

¢ PekoMeHAyeTCS BCEM IalieHTaM npu nepeuuHoti duaznocmuke OJI, a Takske mpu 06cIeI0BaHNN
10 TOBOAY [AMArHOCTMPOBAaHHOTO peiuauBa OMJI  BBITOJHUTh  I[UTOT€HETUYECKOE
uccaenoBaHue (KapmMoOTMII) achuparta KOCTHOTO MO3ra B IeISX BBISBIEHUS (AHOMAAUU
Kapuomuna u cmpamuuxayuu nayueHmos no 2pynnam pucka, a makice O0ns onpeoeneHus
MAaKmuKu JiedeHusl U 6bla8leHUsl MapKepa Ons MOHUMOPUH2A OUHAMUKU ONYX0J1e8020 KJOHA Ha
¢one mepanuu [1,2,4,7,8].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 5)

KomMmeHTapuii: cmaHdapmuoe yumozeHemuueckoe UCCIe008aHUe s67emcst  Heo0X00UMbIM
KoMnoHeHmom OduazHocmuueckux npoyedyp y nayuenma c nodosperuem Ha OJI. XpomocomHvie
AHOMANUU BbIABJIIIOMCS NPUMEPHO Y N0JI08UHbL nayueHmos ¢ OMJI. Cemb mpaxciokayuil u uHeepcull
(u ux sapuarmet) omocsimcst BO3 6 kamezopuio «OMJI ¢ ycmoiiuugo 8vi1811eMbIMU XPOMOCOMHBIMU
avomanusmu». Bonee mozo, o6Hapyx#eHue HeKOMOpblx 2eHemuueckux aHomanuti npu Hanuuuu 20 %
671acmHbIX K1emoK U 6osnee 8 KOCMHOM Mo032e 518715emcst docmamouHsim 0Jisl YCmaHosneHus: 0uazHo3d
«OMJI ¢ npusHakamu muenoducniaasuu». s onpedeneHuss Kapuomuna 00CmMoeepHsIM Cuumaemcs
uccnedoganue Kak mMuHumym 20 memagas. AHoManuu Kapuomuna mozym yCmaHasaueamscsi U Ha
0CHOBAHUU UCCNIe008aHUs KJIeMOK nepugepuueckoli Kposu. MOHUMOpUHe 8bisI8JIeHHbIX NPU NEPBUUHOM
uccnedo8aHuu aHOMAnuilli Kapuomunda no3e0Jisiem OyeHUums NoaAHOMY O00CMUZHYmMoz0 3pdexma
mepanuu. OnpedeJieHue mex UaU UHbIX YUMOzeHemu4eckux aHoManuti yxe Ha MoMeHm OUAzHOCMUKU
OMJI moxcem onpedenums mepanesmuueckylo maxmuky Osi KOHKPemH020 nayueHma, Hanpumep
8bls1671eHUe KOMNJIEKCHBIX U3MEHeHULl Kapuomuna uiu MOHOCOMHO20 Kapuomuna ceudemesnscmeayem o
Heo0Xo0umMocmu NpUMeHeHUs. OMAUUH020 Om CMAHOAPMHO20 YUmMoCcmamuueckozo 8030elicmeus u
0053amesnbH020 00CyHOeHUs. 80NPOCA 0 BO3MOXHOCMU NpedesibHO paHHezo sKawueHus anio-TICK 6
npozpammy neuexuss OMJL, nnoms 0o nposederus anno-TI'CK e annasuu nocne 1-20 uHOYKYUOHHO20

Kypca.



¢ PekoMeHAyeTCs BCeM MallMeHTaM npu nepsuuHoli duazHocmuke OJI, a TakKe Mpy 00CaeI0BaHUN
MO TOBOAY OMarHoCTupoBaHHOrO penyuavBa OMJI, BBIMOJHUTH MOJEKYISPHO-T€HETUYECKue
nccinenoBanus myrtauuii B reHe RUNX1-RUNXI1T1 meromom IIIIP, myranuit B reHe CBFB-
MYH11 meromom [P u mytaumii B reHe FLT3-TKI meTtomom ceKBeHMPOBaHUS 6 dacnupame
KOCMH020 M032a 011 cmpamuuxayuu nayueHmos no 2pynnam pucka u onpeoeieHus makmuxu
JIeUeHUsl, a Makx#e 8 yesisiX 8bla6JIeHUs. mapKkepa 0711 MOHUMOPUH2a OUHAMUKU ONYX0/1e8020 KJO0HA
Ha ¢one mepanuu [1,7,8].

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

Kommenrapwuit: MonekynspHo-zeHemuueckue uccnedosanuss mymayuti 8 z2eHax NPMI1, CEBPA
Memoodom cekeeHuposaHusi, CEBPA u FLT3-TKI sienstomcs xeaameibHblM, NOCKONbKY CO8PEMEHHbIE
nodxodsl K seueHuto OMJI npednonazarom Hanuuue uHGopmayuu 06 3mux Mymayusx, mak Kaxk 3mo
Moxcem 81usimob Ha onpedesieHue mepanesmuyeckoti maxkmuxu. OMJI ¢ mymayusmu 6 zenax NPM1 unu
CEBPA onpedeneHst BO3 kak ycnoeHsle kamezopuu. xkcnpeccus 2eHoeé ERG, MNI1, EVII, BAALC,
mymauyuu 2eHoe WT1, RUNX1, MLL, KITRAS, TP53, TET2, IDHIu onpedenernue MOB uccnedyromcs 6
pamkax — KAUHUYeckux —uccnedogaHuti. MonekynsapHslli  CKpUHUHZ HA — YKA3AHHblE  MApKepbl
€amocmosmesbH020 3HAUEHUs. He uMeem, HO KaK 6CNOMO2amesbHblii mMemood Mmoxem Oblmb
UCNOJIb308aH NPU OMCYMCMBUU Pe3ynbmamos cmaHoapmuozo yumozeHemuueckozo ucciedosauus. B
cogpemeHHoll MonexkyasipHoli duazHocmuxe OMJI wupoxko npumeHsiemcss U memoo CeK8eHUpo8aHusl
H08020 NOKOJIEHUS, CO30aHbl MAK Ha3bléaemble OudzHOCMUUecKUe NAaHeaU U3 HeCcKONbKUX Oecsimkos
2eH08, 808J1eueHHbIX 8 namozeHe3 OMJI, komopole N0380/10M uemko omuecmu uccaedyemoiii OMJI k
motl uiu UHoU Kamezopuu pucka.

¢ PekomeHAyeTcss BCeM TalMeHTaM npu nhepsuuHoli OJuazHocmuxe OMJI, a Takke IIpu
obcrenoBaHMM 10 TTOBOMAY AMArHOCTUMPOBaHHOro peryuausa OMJI, KOTOPbIM He BBIIIOJHEHO
cmavoapmHoe yumozeHemuueckoe Uccnedosaque (Mano mamepuand, He 0bl10 NOMYUEHO MUMO308
unu nonyueHo mexee 20 Mumo308) uiu y Komopsvlx NOayueH HOPMAlbHblll Kapuomun, HO Npu 3mMmom
8bIs16JIIOMCS  SAPKUE KJIUHUKO-1a60pamopHsle CUMNMOMbl, XApaxkmepHole Ol 0npedeseHHbIX
eapuavmos OMJI, TIpOBeCTM IIaTOJIOTO-aHATOMMUYECKOE MCCIeqOoBaHue OMOICUITHOTO
(omepauOHHOr0) MaTepuasa TKaHeli KOCTHOrO MO3Ta C I[IpPUMMEHEeHMeM MeTona
dnyopecuenTHoit rubpummusauyu in situ (FISH) Ha omHy mapy XpoMOCOM [jis AEeTeKLUUU
peapamXMpPOBOK T€HOB B aclupare KOCTHOTO MO3Ta 6 UesX 6bisiejieHuss mapkepa Ons
MOHUMOPUH2a QUHAMUKU 0NYX0J1e8020 KNOHA HA (oHe mepanuu [1,7,8].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenrapwmii: npu OMJI uccnedyromcest RUNX1-RUNXI1TI1, CBFB-MYH11, PML/RARA, MLL u EVI1
unu nomepsi xpomocom 5q u 7. FISH 3auacmyrw Heobxo0um 0ns udeHmugurayuu causHuti MLL npu
mpaucnokayusx pezuoHa 11q23. Bo3moxcHo makxice npogedenue FISH Ha mopgonozuueckux u
2UCMOJI02UYeCKUX npenapamax KoCmHozo0 mMo32d.

¢ PekomeHAyeTcsI BCeM IalMeHTaM, Y KOTOpPbIX WMMeeTcsl MHGOpMauusi O HaIUuuUmn
MOJIEKY/ISIDHOTO MapKepa WM WU3BECTeH abeppaHTHbII MMMYHOGMEHOTUIT (Bbisi6/eHHbIE HA
momeHm duaznocmuku OMJT), UDT-uccieqoBaHme 610IOTMYECKOTO MaTepuasa AJis BbISIBJIeHMUS
mapkepoB MOB 1mpu remob6mactosax (mJisE TPYIIIBI TPOMEKYTOUHOTO IIPOTHO3a) WA
MOJIEKY/IIPDHO-TeHeTuueckoe wucciegopane MOB npu nefikosax Opy NOMOIIM TaLMEHT-
crienuGUIHBIX MpaliMepoB ([J1s1 TPYIITbI 67IaTONIPUSITHOTO MPOTHO3Aa) 0151 KOHMPOJS 3d JleueHUeMm
u onpedesieHuss MakmMuKu NOCMUHOYKYuoHHot mepanuu [1,2,7,8,32].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KommeHTapuiit: 0719 nodmeepideHuss noiHOMsl 00CMUZHYMoO20 omeema HA mepanuw U ezo
COXpaHeHue, 8 CO0MEEMCMBULU C COBPEMEHHBIMU MeXOYHAPOOHBIMU peKoMeHIayusmu, HeobXooumo
8bINOJIHAMb 68 KOHMpOAbHble mouku oyeHky MOB memodom npomouHoli yumogayopomempuu
(abeppanmmslii uMMyHOpeHomun), a 015 epynnel 61a20NPUSMHO20 NPOZHO3A — MONLKO MONEKYNAPHOE
uccnedosarvue MOF memodom ITLP (konuuecmeeHHas oyeHka axkcnpeccuu 2eHo8 RUNX1-RUNXITI,
CBFB-MYHI, NPM1) [32,33].

Ilo pesynemamam uccnedosaHuil, nposodumslx poccuiickoli epynnoii no mepanuu OJI, npu
docmurceHuu MOB-HezamugHoli pemuccuu nocne 1-20 Kypca mepanuu y nayueHmos u3 2pynnbl
NPOMENCYMOUH020 NPO2ZHO3a NpU BbINOJIHEHUU OdlbHeliuezo mujamensHozo moHumopuvea MOB
803MOMCHO paccmompeHue gonpoca o npodomxerHuu XT 6e3 nposederus anno-TICK. Y nayuenmos u3



epynnsl  07120npuUsiMHO20 NPO2HO3a OUHAMUKA XUMEPHO20 MPAHCKpUnma makdxie onpeoesisem
yenecoobpasHocme evinonHerus nayuenmam aano-TI'CK [34].

¢ PekomeHayeTCsI BCEM ITallVIeHTaM BBITIOTHUTH CIMHHOMO3TOBYIO ITyHKIIMIO C CEPOIOTMYECKUM
MCCeNOBaHMEM JIMKBOpPA B IEJNSIX JMAarHOCTUKY HeHponeiikeMuu U HepompodUIaKTUKU
[1,2,7,8,35].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 4)

KommenTtapuii: npu OMJI 6 yenom 6067eueHUe YeHMPAIbHOL Hep8HOLUl cucmembsl 8cmpeuaemcs
MeHee uem y 5 % nayuenmos, npu psode eapuaHmos OMJI, 0C06EHHO C MOHOYUMAPHOL
Jugepenyuposxoli, 6eposmHOCMb 806JieUeHUs 8 NPOUECcC 000104eK 20J108H020 M0O32d 8bllue.

JKenamenvHo noddepxcusams yucio mpomboyumos neped 8sINoNHeHUeM JIOMOAIbHOU nyHKuuu 30 ~
10°/n u eviwe. Ecnu yposens mpomboyumos He ydaemcs nossicums do 30 ° 10°/n u esiwe, npu
omcymcmeuu KJAUHUYECKUX NPU3HAKO8 NOPAXeHUsl YeHMPAalbHOU HEepeHOU cucmemsl 0m NyHKyuu
MOXMCHO 8030epHcamubcst 00 NosblueHUs MPoMOOYUmMos é zemozpamme gviue 30 ~ 10°/n.

Ecnu y nayuenma onpedensiemcs neiikoyumo3 ewviwe 100 ~ 10°/n, nepsyio niom6ansHylo nyHKYuio
cnedyem omnoxcums 0o pedyKyuu uucaa neiikoyumos meree 3040 ~ 10°/n.

Hetiponetikemuto duazHocmupyom npu o0Hapy#eHuu 8 CRUHHOMO0320801i HUOKOCMU, NOJy4eHHOU npu
nepeoti duazHocmuueckoti 1oMOaNbHOL NyHKYUU, 1106020 KOAUUecmaa 61acmHbIX KJemoK npu Jilo6om
yumo3se unu yumo3sa 15/3 u 6onee (m.e. 6onee 5 knemox 8 1 MkJn).

e PexkomeHayeTcs1 BCeM MauyeHTaM BbiaensaTh neppuunyio JHK mam PHK m3 kneTok KocTHOTO
MO3ra ¥ COXpaHsSTh ee B 6uobaHKe MO0 HAIPaB/ISTh MaTepuaa Ha XpaHeHMe B jJabopaTopuu
QdenepalbHBIX I[EHTPOB O/  B03MOMCHOCMU NOCNEOYIOWe20  BbINOJIHEHUS  MOJIEKYJISIPHBIX
uccnedosanuti [1,2,7].

VpoBeHb yoeaquTeIbHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KomMmmeHTapwmii: coxpaxeHue nepsuuHozo 6u0102uteckozo Mmamepuana ocyujecmansiemcs 6 sude JJHK
u/unu PHK, ebldeneHHbIX U3 KOCMHOMO3208bIX KJIEMOK UWIU 3AMOPOMCEHHBIX KAemok. Mamepuan
Moxcem 6 nocnedyoujeM noHadooumscs 07is1 NPoB8eOeHUs MONEKYAAPHBIX UCCNe008AHULL, NO3BONTIOUUX
onpedenums 2pynnel puckd, a makxie 6 pamKax KAUHU4ecKux uccnedo8aHuil.

2.4.lHCTpyMeHTa/IbHbIE JYarHoCTUYecKye ucciegoBaHus

¢ PekomeHpayeTcsa BceM IamyeHTamM ¢ OMJI mo Havayna crenyduyeckoil Tepamuyu U B Xofe
JieueHMsl C 4aCTOTOM OT 1 pasa B HEJEeJII0 10 eXXeMeCSYHOro (C y4eTOM HaJu4us COMyTCTBYIOIIE
MMaTOJIOTUM ¥ KJIMHMUYECKON CUTyalluM), a Takke MPU HEOOXOAMMOCTM B JII060/i MOMEHT B
TeueHye BCero Iepuoma JIeueHusl perucrpaiys, paciundpoBKa, OIMCaHMEe U MHTEePIIpeTalus
aJIeKTpoKapauorpadmMueckux [MNaHHBIX [JISI BBISIBJIEHUST U/WIM MOHUTOPMHTA HapylieHuit
MPOBOAVMOCTH VMITY/IbCOB B C€pIeyHOoli Mbluie [1,7,36].

YpoBeHb yoeauTeIbHOCTY peKoMeHaanuit — C (YpOBeHb JOCTOBEPHOCTHU T0KAa3aTe/ILCTB — 5)

e PekomeHAyeTCsI BCeM IallieHTaM, KOTOpble MOTeHI[MaJIbHO MOTYT PacCMaTpMBATbCS Kak
KaHIuAaTel Ha BeinonHeHue amno-TI'CK, mowie goctmwkenus 1-in pemuccum OMII, a Takke nx
cubnuHram orpenenenne HLA-aHTUIeHOB B IeJNSX IOMCKA IOTEHUIMAJIbHOTO OOHOpPAa C
KOHCY/IbTallYeli B TPaAHCIUIAHTALIMOHHOM IIEHTpe [IJIsI OIpedeeHMs] 1ieJIeco00pasHOCTU U
BO3MOYXHOCTM BbInosHeHus1 amno-TT'CK [1,2,7,8].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YypOBeHb JOCTOBEPHOCTM JOKA3aTelIbCTB —
5).

¢ PeromeHpayercsi BceM manyeHtam ¢ OMJI mo Hauana crenyduyeckoit Tepamuu U B XO[e
JleueHMs C 4aCcTOTOM OT 1 pasa B HeJleJlio 40 eXXeMeCSIYHOTO (C y4eTOM HaJlUuMsl COMyTCTBYIONIEI
MaToJIOTUM U KIAMHUYECKON CUTyaluu), a Takke IpM HEOOXOAMMOCTM B JI060/i MOMEHT B
TeUeHye BCEro Iepuopa JIeUeHsI BbITTOTHEHMe 3XoKapauorpadum s oyeHKU (GyHKYUOHANIbHO20
cocmosiHus cepoeuHoti moiuiypt [1,36].

VpoBeHb yoequTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH AOKA3aTeIbCTB — 5)



¢ PekomeHpayeTcsi BceM mamyeHTaM ¢ OMJI mo Havana crenuduyeckoil Tepamuu U B XO[e
JleueHMs C 4acTtoToil oT 1 pasa B 2-3 Hemenu 1o 1 pasa B 2-3 mecsua (C y4eTOM Ha/IMuMs
COITYTCTBYIOIIEN MaTONIOTUM Y KIVMHUYECKO CUTyaluu), a TAaK)Ke IMPU HeOOXOAMMOCTU B JII060i1
MOMEHT B TeUeHMe BCEero mnepmona jedeHus BBIIOJHEHMEe KoMIIbloTepHoii Tomorpaduu (KT)
TOJIOBHOTO MO3ra 6e3 KOHTpacCTa JIJIsl 8bi6/IeHUs U/UNU MOHUMOPUH2A U3MEHEHUTl 8 CMPYKMypax
207106H020 Mo32a [1,2,8,37-39].

VYpoBeHb YoeauTeIbHOCTU peKoMeHaanuii — C (YpOBeHb JOCTOBEPHOCTHU T0KAa3aTe/IbLCTB — 5)

¢ PekomeHpayercsi BceM IamyeHTam ¢ OMJI go Havama crenuduyeckoii Tepanum M B XOHAe
JleueHMs C 4acToToi oT 1 pa3a B 2-3 Hemenu N0 1 pasa B 2-3 mecsana (C y4eTOM Haaudus
COTIYTCTBYIOIIE MAaTOMOTUM M KIMHUYECKO! CUTYaIui), a TaKKe IIPY HeOOXOOMMOCTH B JTIF00071
MOMEHT B TeUeHMe BCEro Iepuopa jJevueHus BoIMoaHeHne peHTreHorpadum u/mmm KT opraHos
IPYOHOM KIETKU [JIS 8bISI8/IEHUs U3MEHEHULl JIe20uHOl MKAHU U 0p2aHos8 cpedocmeHus
[1,2,7,8,17,37-39].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAauuii — C (YPOBEHb JOCTOBEPHOCTHU TOKA3aTE/IBCTB — 5)

¢ PekomeHayeTcss BceM maunyeHTam ¢ OMJI Ha Jio60M 9Tarie BeIeHMS] C TIOHO3pPEHMEM Ha
HaIuumMe OSKCTpameoy/UISIpHbIX ouaroB BbimosHeHne KT u/uaM MarHUTHO-pe30HaHCHOM
ToMorpadumu ¢ KOHTPACTMPOBAHMEM, BOBJIEUEHHBIX B OITYXOJIEBBI ITPOIECC PETMOHOB IS
YTOUHEHUSI PACIPOCTPAHEHHOCTV 3a00/IeBaHMS WM OUArHOCTUKM OKCTPaAMeIy/UISIPHOTO
peuugusa [1,2,8,37-39].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

¢ PekomeHpayeTcsi BceM IamyeHTam ¢ OMJI go Havasa crenuduueckoii Tepanum U B XOHOe
JleueHMs C 4acTtoToil oT 1 pasa B 2-3 Hemenu 1o 1 pasa B 2-3 mecsua (C y4eTOM Ha/IM4Ms
COITYTCTBYIOIIEN MTaTONIOTUM U KIVMHUYECKO CUTyaluu), a TAaKXKe IMpU HeOOXOAMMOCTU B JII060i1
MOMEHT B TEUeHMe BCEro rnepuopa JieueHus: IJisl onpenesieHus o6bemMa OIyXOJeBOi MacChl,
IVArHoCTUKYM M MOHMTOPMHIA COMYTCTBYIOIIEN MaTOJNOTMM BBIIOJHEHNE YIBTPAa3BYKOBOTO
uccnenoBanye (Y3UW) opraHoB GPIOLITHOI ITOJIOCTU ¢ onpedesieHuem pasmepos neueHu, cese3eHKu U
BHYMPUOPIOWHbIX TUMBamuueckux y3aoe, a maxxce oueHKda COCMosHUsl 0p2aHos OpowHol noiocmu
1 BbINo/IHeHVe Y3 opraHoB MaJIOTO Tasa y >XKeHIIMH U MpefCTaTe/bHOM JKejle3bl Y MY>KUMH
[1,2,37].

VpoBeHb yOeAUTENbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3aTe/IbCTB — 5)

e PekomeHayeTcss GepeMeHHbBIM JKEHIIVMHAM BBITIOIHSATh TMOMHBI 06bEM MHCTPYMEHTATbHBIX
IMAarHOCTUUECKUX ucciaemoBanuii nipu OMJI, Kak U y He OepeMeHHbIX (CM. KIMHUYECKue
PYKOBO/ICTBA TI0 BeZleHNI0 6epeMeHHbIX ManyueHTok) [1,40].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAauuii — C (YPOBEeHb JOCTOBEPHOCTHU TOKA3aTe/IbCTB — 5)

KommeHTapmii: B duaeHocmuueckux yenasix npu 0OepemeHHOCMU UYenecoobpasHo hpumeHeHue
MA2HUMHO-PE30HAHCHBIX Memodos uccnedosanus, a maxxe Y3H, 6 mom uucne se204HOU MKAHU.
HexcenamensHo @binonHeHue CmaHOapmHulx PeHMeeHos102udeckux Memodos 00cnedosanust npu
OepemMeHHOCMU 8 CBS3U C 803MONCHOCMBI0 OMPUYAMENbHO20 8030elicmeus peHm2eHO8CKUX Jyueli Ha
nnod [41].

¢ PekomeHayeTcss GepeMeHHbIM KeHIMHAM B xofe XT peryisipHO BBITIOTHSITh YJIbTPa3BYKOBOE
uccaefoBaHue MaTKK U TUIofia U deTanbHylo KapanoTokorpaduio moga [1,40].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHaanuii — C (YpOBEeHb JOCTOBEPHOCTHU T0Ka3aTe/IbLCTB — 5)

2.5 Nuble nyarHocTudyeckyie uccjaiegJoBaHus

¢ PekoMeHAyeTCcs KEHIMHAM PENPOIYKTHBHOIO BO3PacTa BhIMIOJHEHNE TECTa Ha 6epeMeHHOCTh
B II€JSIX BBISBJEHMSI BO3MOKHOIM OEpeMEeHHOCTM U TIPUHSITUSI pelleHMusI O HeOOXOIMMOCTU
MoavbUKaIMKU AMAaTHOCTUYECKOTo ajJropuTma u tepanuu [1,7,40].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHanuii — C (YpPOBEHb JOCTOBEPHOCTHU TOKA3aTe/IBCTB — 5)



¢ PexoMeHAYIOTCS NpU HaJIMuMM T[IOKa3aHUII U OMpeneNeHuM COMYTCTBYIOILEl MaTOMIOTUM
KOHCY/IbTAllMM  Bpaua-HeBpoJjOra, Bpava-HeBpOJOra, Bpaua-odTajsbmosora,  Bpaya-
OTOPUHOJIAPMHOJIOTA U [PYTUMX Bpaueli-CIelyuansucToB, BCeM >KEHI[MHAM — KOHCYJIbTalys
Bpayva-akyliepa-ruHexkosiora [1].

VpoBeHsb yoenuTersHOCTN pekoMmeHganuii — C (YpoOBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)



3. Jleuenue

IIpu evibope makmuxu u npogedeHuU mepanuu ciedyem yuumosléams, 4mo y nayueHma mozym 0vimo
HecmaHOoapmHole NposieieHuss 6GOe3HU, a Mmakxe couemaHue KOHKpemHoli 00se3HU ¢ Opyeumu
namosiozusMu, umo Moxem OuKmosams Jeuaujemy 8pauy U3MeHeHus 8 azopumme 6vl00pa
ONMUMANBHOL MAKMUKU OUAZHOCIUKU U JIEUeHUs1.

Appexmusnocmy XT OMJI 3asucum om 2 Kawueeslx (akmopos — cheyuguuHocmu
yumocmamuueckozo o3deticmeuss u adekgamHocmu conpogodumensHozo JjevyeHus. KoHeuHo,
6uonozuyeckue 0co6eHHOCMU NelikeMUueck020 KJI0HA — YyumozeHemuueckue aHoOMaauu, MoneKysipHole
Mapkepul, KuHemuyecKkue ceolicmea onyxouesslx Kiemox, ux XumuouygcmeumeasHoCms — onpedessiiom
8 pamkax cospemeHHoli XT npozHo3 3a60e8aHusl, HO MONbKO NpU YCI08UU COONO0EHUS. OCHOBHOZ0
npuHyuna sieueHuss OMJI — makcumym 3¢ pekmusHocmu (3a cuem cneyuguuHocmu u adek8amHocmu
803delicmeust) npu MUHUMYMe MOKCUUHOCMU (3a cuem 2pamomHoli conposodumensbHoli mepanuu,).
Zonzocpourvie pesynvmamol neveHuss OMJI 83pocnbix 8 meueHue nociedHux 20 siem, HecMomps Ha
C08epUIeHCMBOBAHUE Mepanuu  BbIXAHUBAHUS U UCNONBb308AHUS psda HOBbIX Npenapamos,
NPUHYUNUAILHO He USMEHUNIUCh. B cpedHeMm 5-nemHsist 06ujast 8bI#cU8aemMocmy nayueHmos 6 8o3pacme
00 60 niem, no 0aHHbIM GOJILIUUX KOONEPAMUBHBIX UCCE008AMENbCKUX 2pynn, cocmasasem 35-50 %,
sapwvupys om 10 do 90 %, 6 3asucumocmu om MoneKynapHO-2eHeMuUecKux 0cobeHHocmetl aetikemuu.
Zons nemansHolx UCX0008, CBA3AHHDIX C JleUeHUeM, Y Imux nayueHmos cocmasnsiem 7—18 %. B neueHuu
NOMCUNBIX NAYUEHMO8 00120CPOUHblE Pe3ybmamsl He npemepneu NPaKkmu4ecku HUKAKUX U3mMeHeHutl
6 meueHue 3 nocnedHux decamunemuti, U 5-1emHss esvlxusaemocms He npesviuiaem 10—12 %. FimeHHO
OMJI sensemcs moii 001aCMbl0  KAUHUYECKOL 2eMamosiozuu, 8 KOomopoli Nnpooonxarmcs
UHMEHCUBHble KAK KJUHUYeCcKue, Mmaxk u 1abopamopHsle UCC/Ie008aHUs, HANPABJIEHHble HA NOUCK
NOJIOHCUMENBHBIX CO8U208 8 YCIMOSIBUIUXCSL 007120CPOUHBIX pe3ynbmamax [1,2,7,8].

MesOyHapooHble 3KChepmsl HACMOSIMENbHO CO8EMYM BKANUAMb NAYUEHMO08 8 KJAUHUUecKue
uccnedos8aHuss U COXpamsamo O6uo0JI02UUecKUe 00pasupl O 803MOMCHOCIU UX CONOCMAB/EHUs 8
danvHetiwem ¢ NOJIyYeHHbIMU pe3ybmamamu mepanuu u yCmaHoseieHUst Koppeasuuu aabopamopHsiX
OaHHbIX € ucxodom 3aboneganus. Mcnonv3osamue npUHYUNo8 «dokazamenbHoil» MeouyuHsl 8 makoti
obnacmu, Kaxk e2emamosiozusi, s18Jsemcst HeoOX00UMbIM, NOCKOJIbKY, NOXCANyl, HU 6 Kakol Opyeoli
obnacmu MeOUYUHCKUX 3HAHULI He Npuxooumcs NOCMOSIHHO CMANKUBAMBCS C KPUMuuecKumu
cumyayusimu u npuHsmuem kpumuueckux peweruti [1,2,7,8].

B 2017 2. 6viiu ony6nukosaHsl PekomeHoauuu esponetickux 3Kcnepmos no oudzHOCMuKe u JieueHurno
OMJI [7]. B meueHue decsmka nem 6 CIIA pa3pabampléarmcs U NOCMOSHHO 00HO8SMCA
pexkomeHOayuu max Hassieaemoti HayuonansHoii o6wjecmsenHoti npomusopakosoii cemu (NCCN) [8].
B nocnedHue 200bl Obtn  JoCMueHYm 3HAUUMENbHbIT NpPoepecc 8 NOHUMAHUU MOJIEKYASAPHO-
2eHemuueckoll u 3nueeHemuueckoli ocHogsl paszeumusi OMJI, umo no360/uU10 onpedenums HO8ble
JduazHocmuueckue u hpozHocmuueckue mapxepst 3adonesanus. B knaccupukayuu BO3 (2016) yumeHot
2eHemuueckue u mosekynsipHole eapuanmosl OMJI [4]. H30anel Esponelickue pexomeHoayuu no
onmumansHoll unmezpayuu annozenHoti TKM (anno-TKM) 6 npoepammuyio mepanuio OMJI [42].

IIpu ecex OJI cywecmgyem HeCKONbKO OCHOBHBIX 3MAN08 mepanuu — UHOYKYUS pemuccul,
KoHconudayus, noddepxcusaroujas mepanus  (cm.  Ilpunowerue A3.2) u  npodurakmuxa
Hetiponetikemuu dns Hekomopwix eapuarnmog OJI [1,2]. ITepuod HauanbHoz0 JieueHus, yelblo Komopozo
ABAANMCS MAKCUMAILHO ObICIMPOE U CYUjecmeeHHoe COKpaujeHue onyxoneeoli Maccol u docmuiiceHue
IIP, Hassisaemcs nepuodom uHIyKyuu pemuccuu (06siuHo 1-2 xypca). FimeHHO 8 amom nepuod Ha
(hoHe npumeHeHuss yumocmamuueckux cpeocme Koauuecmeo JeliKeMuuecKux KJIemoK 8 KOCMHOM
Mo32e ymeHvwiaemcs npumepHo 6 100 pa3, m. e. 8 momeHm KoHcmamayuu IIP 8 KocmHOM Mo32€e
Moponozuuecku onpedensiemcs meHee 5 % onyxosnesvix Knemok. Ilocie cmaHoapmuoti UHOYKYUOHHOLI
mepanuu «7 + 3» Wwiu mepanuu aHAA02UYHOLU UHMEHCUBHOCMU OUeHKa omeemda 00blUHO
ocywecmansemcs Ha 21-28-1i OeHv nocie Hauana mepanuu aAuG0 HA MOMEHM B0CCIMAHOBTEHUS
nokasamerneti nepugepuueckoti Kposu. Bpems moxem sapvuposamse 6 3a8UcCUMOCMU 0M NPOMOKOJI08.
Ecnu ITP nocne 2 kypcos uHOyKyuu He 0oCcmuzHyma, KOHcmamupyemcsi nepeutiHas pe3ucmeHmHocms,
U nayueHmam npoeoosm mepanuro N0 NPozpammam aeueHus: peppakmepusix popm netikemuu. Cpasy
Jce Heo6Xo0uMo noduepkHymeo, umo HedocmuxceHue IIP nocie 1-20 UHOYKUUOHHO20 Kypca s1815emcs
00CMoBepHbIM (PaKmopom nnoxozo 00n20cpouH020 hpozHoza OMJI, noamomy yxce cpa3y nocie 1-20
Kypca (npu ycnosuu adekeamHocmu 003 U OAUMeIbHOCMU YUmocmamuueckozo 6030eticmaus)



nayueHms! 0ONHCHbL PACCMAMPUBAMBCS. 68 KAuecmee NOMmeHYUanbHulx KaHoudamos Onsi 6bINONHEHUS.
anno-TKM [1,2,42].

Bmopoim smanom mepanuu OJI sensiemcsi KOHconudauusa pemuccuu (3akpenyieHue 00CMuzHymozo
npomueoonyxonegozo 3ggexkma). B Hacmosujee 8pems 8 00JbUIUHCMEE Cyude8 KOHconudayus —
Haubosiee azpeccusHwlli U 861COK0003HbIll aman npu aeueHuu OJ1. 3adaueii 3mozo nepuoda s18715emcs no
803MOXCHOCMU ewe 00Jibliee YMeHbUWeHUe YUCAd O0CMAawnwuxcs nocie UHOYKYuu JietikeMuuecKux
knemok. Ilocne koHconudayuu (00biuHO 1-2 Kypca) cnedyem nepuod npomueopeyuduéHozo Uil
nododepxcusaruiezo nevenus. Ilpu pasvelx eapuanmax OJI OnumensHOCMb, UHIMEHCUBHOCD U
cocmas noddepxcugaroweli mepanuu pasiuuHsl, HO NPUHUUN ee 00UHaxkos8 s ecex 8udos OJI —
NpoodoJIHeHUe YUumocmamuieckozo Uil mazemHoz0 6030elicmeuss HA 603MOMHO ocmarwutics
0Nnyxo/1e6olll KJ10H.

IpuHyunuanvHelM 2manom npu JjeueHuu Hekomopwlx apuarmos OMJI (npomuenoyumapHsix c
neiikoyumozom >10 ° 10°/n, muenomono- u moHoGnacmuelx, OMJI ¢ 3sKcmpamedyinspHsimu
nopaxerusmu, OMJI ¢ uHuyuansHuim aetixoyumosom 30 ~ 10°/n u Gonee) sensemcs. npounakmuxa
unu, npu Heobxodumocmu, JieueHue Hetipoaeiikemuu. dmom 3man pacnpedesisemcs Ha éce nepuodsl
NpPoepaMMHO20 JieueHus — UHOYKYUIO peMuccuu, KoHcoaudayuio u noodepxcusaioujee neuerue. O0bIUHO
npogunakmuky Hetiponetikemuu (0CHOBHOLI nepuod — 5 uHmpamexaivHolX 66edeHull) hposodsm 3a
nepuod nepesix 3 Kypcog JeueHus, a 3amem 6 meueHue 1 200a noddepxcusaroujezo JeueHust
8bINONHAOMCA NYHKYUU ¢ uacmomoti 1 pa3 e 3 mecsaya. [JuazHocmuueckyro NYHKYUw0 u npoQuiakmuxy
Heliponelikemuu pexomendyemcs HauuHame npu mpomboyumax >30-40 °~ 10°/n, npu kynuposanuu
KOAzYNAYUOHHBIX HapyweHuil. TIpogunakmuka HeiiposelikemMuu 0653amenvHa 0 8cex NAUUEHINO08 C
IKCMPAMEOYIAPHBIMU NOPAMCEHUIMU (KOXCA, MbIUUBL, AUYHUKU, KOCMU U OP.).

Jnsa mHozux nauuenmos ¢ OMJI kntouessim smanom nederus sensemcs amno-TICK. ITod smum
mepmurom o6sedurerna TICK kocmHo20 Mo32a, nepugpepuueckoti Kposu, Nyno8uHHoL (naayeHmapHoti)
Kposu. Odmom 3man obaadaem HauboJiee 8bICOKOL IhhekmusHOCMbi0 NPU BbINONHEHUU 8 nepuod 1-1i
(vexce 2-ii) TIP OMJL. Pe3ynvmamst anno-TICK eHe IIP kpaiite HeydosnemeopumenvHsl. Ipynna
poccutickux 3kcnepmoe noaazaiom, umo amno-TI'CK nokasana ecem nayuenmam ¢ OMJI 6 1-1i IIP 6
go3pacme Mmosioxnce 60 sem, KOmMOpviM He BbINONHEHbl MOJIEKYIAPHO-2eHemuyuecKue Uuccied08aHusl,
ecmecmeeHHo, C  yuemomM  MPAHCNAAHMAYUOHHBIX  PUCKO8 U  KomopOuoHocmel.  Ecau
yumoezeHemuueckue U MOJNEKYISAPHblE UCCNeJ08AHUS ObLIU BbINOJHEHbl, NOKA3AHUS K B8bINOJIHEHUIO
anno-TICK 6 1-ii IIP OMJI paccmampusarmcs 8 pamKax MewoyHapoOHbIX Kpumepues (CM.
Hpunoxcenue A3.3). IIpedcmasnennas 6 Ilpunoxcenuu I'4 uHpopmayus Moxem CIYyHUMD
pykosodcmeom 8 npuHsmuu pewerus o esinonHeruu TICK y nayuenma ¢ OMJI e 1-ii IIP. Eciu puck
passumus peyudusa npesviwiaem Ha XT uHmezpuposaHHsle pucku nocne anno-TICK, peweHue
npuxumaemcs 6 nonv3y TI'CK [42].

Ipunyunst neuerus OMJI u npomoKossl Onpedensromcs 603pacmom NayueHma.

3.1. JleueHMe NanyeHTOB C OCTPBIM MMEJIOMUIHBIM JIEFIKO30M B BO3pacTe
18-60 et

¢ PekomeHAyeTcs MHAYKIMOHHYIO Teparmuio OMJI HauMHaTh Ccpasy IMOCIe TOTrO, Kak OyayT
3aBeplleHbl BCe IMarHocruyeckue meponpuatusd. HomyctuMo omioxuTbh Havano XT 1o
TIOJTyUeHMsI Pe3y/IbTaTOB BCeX JIaGOpAaTOPHBIX MCCIEAOBAHMIA, UTO TO3BOMUT OoJiee HeTaabHO
XapaKTepu30BaTh 3a60JIeBaHME U OTIPEAETUTH MTPABMIbHYIO TAKTUKY Teparuu [43,44].

VpoBeHb yOeaUTEeTbHOCTY PEKOMEeHganuii — B (ypoBeHb JOCTOBEPHOCTHU IOKA3aTeIbCTB — 3)

KomMmeHTapuit: omcpouka Hauana mepanuu HAa Kopomkuii nepuod (5-7 OHeill) om Hauana
duaeHocmuku 3a00ne8aHust He eJusem Ha 3PgexmusHocmy mepanuu, noxkazamenau pavHer
JlemansHOCMu, a makye omaoaneHHsle pe3ynivmamst mepanuu OMJL

e He pekomeHpgyeTcs nanyentam ¢ OMJI HauUMHaATh HeMeZJIeHHO ITPOBeieH)e IUTOCTATUIeCKO
Teparnuu, ecyii y rnaiyeHTa MMeeTcs:

* TsDReJasl 3acTOlHAsT cepAedyHas HeOOCTaTOYHOCTh (dbpakius BbiOpoca MeHee 50 %),
HecTabW/IbHASI CTEHOKapAVsl, TPyOble HApYLIEHNSI pUTMa M IIPOBOIMMOCTY C HECTAOMIBHOCTHIO
reMOAVHaMMKH, OCTPbIN MHGApKT MUOKapaa (aHaMHe3 MeHee 1 Mecsiia);

e [I0YevHasi HeJOCTaTOYHOCTD (TTI0Ka3aTe/b CbIBOPOTOYHOTO KpeaTuHuHa >0,2 mmosnb/n (i >200
MT/MKJT), 38 MICKJIIOUEHMEM CJTy4aeB, 00YC/IOBIEHHBIX JIEIKeMUUeCKOi MHOUIbTPAIIEN TIOUEK);



* [leYeHOUYHAasl HeJOCTATOYHOCTh (32 MCKIIOUEHNEM CIydaeB, OOYCIOBJIEHHBIX JIeiKeMUUeCKOn
MHQUIbTPALMei opraHa), OCTPbIil BUPYCHBIN Teratut B wiu C;

e TsDKesasi THEeBMOHMS (IbIXaTenbHasi HeA0CTaTOYHOCTh — OJbIMIKA >30 ObIXaTelbHbIX ABUKEHUI
B MMHYTY, apTepuanabHasi runokcemus: <80 MM pT. CT., IpX 3TOM CJiefyeT UMeTb B BULY, UTO,
ectu B TeueHne 2—3 mHelt He yaaeTcs CTabuMiIn3upoBaTh COCTOSTHME ManyeHTa, Kypc XT momkeH
ObITb HAyaT, IMOCKOJbKY HEpPeOKO MMarHOCTUPYETCS MICXOMHOE IOpaskeHMe JIETOYHOW TKaHU
JIeIKeMMUYECKMMM KJIeTKaMu, U 06e3 crenuduUyeckoil Tepanuy IIAHCHI Ha M3JIedeHue
TTHEBMOHMUM YPe3BbIYaliHO MaJibl);

e cercuc (IpY HECTAOUIBbHOCTY e MOAVHAMMKM); TOJTbKO BBICOKAS TMXOpaaka 6e3 XapaKTepHbIX
MPU3HAKOB CEICHCa He MOXEeT CITYy>KUTb MTOBOAOM K OTcpouke XT;

* YrpoXaloliye >XU3HW KPOBOTEUEHMUS (KeTyIOYHO-KUIIeUHbI TPAKT, MPOQy3HOEe MAaTOUHOE,
KPOBOM3J/IMSIHME B TOJIOBHOI MO3T);

* TsDKeJble TICUXMYECKMe HapylieHus (Opell, TSDKeNbIil eNpecCUBHBbIA CUHIPOM U ApPYyTUe
MPOSIB/IEHNUS MPOAYKTUBHO CUMIITOMAaTUKA);

e (usnueckass HeCOCTOSITENBHOCTh, TpPeOyIOIias IOCTOSTHHOTO YXOAa, Kaxekcus (ToKasaTellb
obuIero 6enka <35 r/m);

¢ JeKOMITeHCHMPOBAaHHbIV caXapHbIii AyabeT (YPOBEHbD IVIIOKO3bl KPOBU >15 MMOJIb/);

* HEKOHTPOJIMPYEMOE TeUeHME COMYTCTBYIOIIEr0 OHKOIOTMYEeCKOoro 3aboneBanus [1].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

KoMmmeHTapuii: eciu Ha MOMeHM NnocmynieHust y hayueHma Ob10 00HO U3 BblUEYKA3AHHbIX
COCMOSIHULI, HO €20 8 pe3yJibiname UHMEHCUBHO20 CUMNIMOMAMUYECK020 JieueHUs yoaemcs Kynuposambo
UIU  KOHMpOIUpo8ams, mMo hauueHmy no ucmeueHuu 3-7 OHeli Moxcem Obimb Hauama
yumocmamuueckas XT. Ecnu 8 xode cumMnmomamuueckozo JeueHus conymcmayioujeti namonozuu
ommeuaemcst npoepeccupogarHue OMJI e eude ysenuueHue wuucid JelKOYUmMos, NpPoyeHmMHozo
codepiycanust OJIACMHbBIX KJAeMOK 8 nepugepuueckoili Kposu UAU UCXOOHO YPOBeHb JeliKoyumos
cocmaensiem 100 ~ 10°/n u Gonee, yenecoobpasHo K mepanuu OCA0NCHeHUli dobasume
#eudpokcukapbamud** e dosze 100 me/ke 8 OeHb [45] u/unu nelikoyumadgepessl u, 8 ciyuae
Heobxooumocmu, 0 NpopuUAAKMUKU MYMOP-JUBUC-CUHOPOMA 8bINOJIHUMb haasmadepes. Ecnu
cocmosiHue hauueHma ecnedcmeaue KpatiHe MsiensiX 0C0XCHEeHUL, C8A3aHHbIX C 3abonesaHuem, Uil
eciedcmeue msenoli conymcmeywweti namosozuu He yoaemcs cmabuau3uposams 8 meveHue
Makcumym 7 OHell, donyckaemcsi paccMompems 60npoc 0 NAAIUAIMUBHOM UUMOCMAMU4eckom
8030elicmauu (Hanpumep, YumapaoduH ** e mansix 003ax).

e PekomeHpayeTcss BCeM IMalyieHTaM, KOTOPbIM BO3MOXKHO IIpOBefeHMe WMHTeHcuBHON XT,
BBINOIHEHNe 1-ro Kypca MHAYKIMHK I10 cxeMe «7 + 3» (IIpunoskenue A3.2) [46,47].

VpoBeHb yoeaUTEeTbHOCTH peKOMeHAAIuil — A (YpOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB —
1).

KommeHTapuii: 7-0HegHoe 88edeHue uumapaduHa™* moxem 0vime vinosHeHo 6 0o3e 100-200 me/
M2 nubo 2 pasa e cymku (no 100 mz/m?) kak Kopomkas uHpysus, 1u60 6 eude HenpepwleHOL
8HympueeHHoli (6/8) un@ysuu (200 mz/m?) 8 couemanuu ¢ 3-OHesHbIM 68edeHUEM AHMPAYUKIUHOE 6
8ude Kopomxoli uH@ysuu (dayHopybuyuHa** é 003e kax Murumym 60 mz/m? unu udapybuyumna** e dose
12 me/M?, unu mumokcanmpona** & 0ose 10 me/mM?). Bbl6Op KOHKpEmMHO020 AHMPAYUKAUHOB020
anmubuomuka (OayHopyouyuH** udapyouyuH** unu MumoKcaHmpoH**) cyujecmeeHHo He eJusem Hd
KOHeuHble pe3ynvmamol [46]. JokcopybuyuH™* He npumeHsemcs: npu nposedeHuu xKypca «7 + 3» 8
uHdykyuu pemuccuu OMJI.

ek

e He pekoMeHAyeTCsI UCIIOIb30BaTh IUTAPAOMH™** B BBICOKMX [03aX B MHIOYKLMOHHBIX Kypcax
nipu OMJI [48,49].

VpoBeHBb yoeauUTeTbHOCTH PEeKOMeHAAIuii — A (YpOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB —

D)

KOMMEHTapI/IﬁZ C yuemom omcymcmeus JaHHbIX 0 NOBBIUEHUU UACTMOMbl 00CTNUMCEHUS pemuccuu
npu aOCmOGEPHO 6oJsiee B8bICOKOL MOKCUUHOCMU JledeHUs. OO0 B03MOMCHO MONbKO 8 pamkax
KJIUHUYECKUX UCC1e008aAHULIL.

e PekomeHyeTCs1 BceM IalnyeHTaM, KOTOPbIM BO3MOJKHO IIpoBedeHVe MHTeHCUBHOI XT,
BbINONMHeHne 1 i 2 kypcoB XT MHAYKOUM peMUCCUu (B 3aBUCUMOCTM OT TOTO, IIOC/Ie KaKOro
Kypca — 1-ro wnun 2-ro — gocrturaetcst [1P) u 2—3 KypcOB KOHCOMMUAALIMM BbICOKMMM/CPEIHUMU



Io3amMM IuTapabuHa** B KauecTBe MOHOTepanuy WIM B COUYETAHUM C AHTPAIUMKIMHOBBIMU
aHTHOMOTUKAMY 1/uu #bmygapabunom™* (cm. [TpunoskeHue A3.2) [49].

VpoBeHb y6eOUTETHHOCTA PEKOMEHIAIMIT — A (YPOBE€Hb JOCTOBEPHOCTH JOKA3aTEIbCTB —

D)

KoMmMeHTapuii: 803MOXMCHble 8apuaHmesl 003UPOBOK YumapabuHa™* npu npogedeHuu Kypcos
koHconudayuu pemuccuu — 3; 1,5 u 1 2/m? 2 pasa e Odenv 6 1, 3, 5-ii OHu ¢ 0OUHAKOBOI
apgekmusrocmuio (do3upoexu 1,5 u 1 2/m? — éHe 3apezucmpuposantsix nokasaxuii). B nacmosujee
epemsl Cywjecmeywm HeKomopsle pasHoziacus 6 pekomeHoauusix 003uposok yumapabuHa™*
egponelickumMu U amepukaHckumu ucciedogamensmu. Eeponetickue ucciedosamenu npuwinu K
€0UHOMY MHEHUKX 0 MOM, UIMo ONMUMANBHOL 0030l YyumapadbuHa™* 8 Kypcax KoHconudayuu s67semcs
1-1,5 2/m?[7], a amepuxanckue uccnedosamenu 6 pekomendayusx NCCN ocmasnsrom dosy 1,5-3 2/m?
[8]. Eciu Hem 803MOMHOCMU 6bINOJHUMb B8bICOKOOO3HYI KOHCONMUdayuw, Kax O0O0NOJHUMENbHbLI
8aPUAHM MOMEM pPACCMAMPUBAMbCsl 8bINONHEHUE ewe 2 Kypcos «7 + 3» ¢ udapybuyuHom ™™ unu
MUMOKCAHMPOHOM ** 8 UHOYKYUOHHBIX 003ax (cm. [Tpunoxcerue A3.2).

¢ PekomMeHAyeTcs BCEM TMalMieHTaM C MMEeIOMOHOOMacTHBIM (M4) u MoHoO6macTHbBIM (M5)
BapuanTamu OMJL, ipu Bcex dopmax OMJI ¢ yeiikounTo30M B febroTe 3ab6oneBaHus Boiie 30
10°%/m u/uny HanMMuMeM SKCTPaMeyIUISPHBIX 06pa30BaHMii, @ TAKKe IIPU MUETOMIHOI capKoMe
BBITIOJIHATH TPOMMIAKTUKY HEMPOTEIKeMUN — CTMHHOMO3TOBBIE TTYHKIMIA C MHTPATEKaIbHbIM

BBeleHMeM CTaHJapTHOro Habopa MpenaparoB (#MeTOTpeKcaT
#nexcameTrason™* 4 mr) [1,2].

15 mr, uurapabus** 30 mr,

VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTY JOKA3aTelIbCTB — 5)

KommenTapuii: OcHogHOU aman npogunakmuku — 5 1iomM0anvHbix NyHKYuli 8 nepuod uHoykyuu/
KoHconudayuu pemuccuu u danee euje 3 nyHKyuu Kaxosle 3 mec. 8 Xode noddepxcusaroujeii mepanuu —
umozo 8cezo 8 NMOAILHBIX NYHKYULI ¢ UHMpPAameKkanisHsiM 88edeHueM 3 npenapamos. 3apydexcHole
uccnedosameniu He peKoOMeHOYOM BbINOJIHAMb NPOQUIAKMUKY Heliponelikemuu y nayueHmos 6e3
He8posI02UuecKoli CUMNMOMAMuUKU, 0OHAKO pocculickue ucciedosamenu cuumainom npoguiakmuxy
Heliponelikemuu o6s13amenvHsIM 3manom JiedeHuss OMJI 8 8billeONUCAHHBIX CUMYAYUSIX.

e PekomeHAyeTCs1 BCeM MallieHTaM IpU OMArHOCTMKe HeliposielikeMuy MpoBeleHMe Tepanun
HeliponeikeMuy — BbITIOJTHEHME CIIMHHOMO3TOBBIX IMyHKIIMI C MHTpaTeKaJbHbIMU BBeeHMEM
CTAHIApTHOTO Habopa IpemapaToB (#MeroTpekcar** 15 mr, umurapabuua** 30 mMr,
#mexkcamMeTasoH** 4 Mr) C MHTepBaJOM Kaxkable 3 mHs. [lowle HOpMaaM3anuy IToKasaTeseit
JIMKBOPA [IOJDKHO OBITh CHEIAaHO MMHMMYM 3 MOYHKIMM C TakKMM K€ MHTEPBAJIOM MEKIY
BBeJIEHUSIMU, B JaJIbHeIIeM MYHKIMM BbITIOTHSIOT Tlepe]] KaskIbIM KypCOM 3aIlJIaHMPOBAHHOTO
nporoxona [1,2].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAanuii — C (YpOBEHb JOCTOBEPHOCTHU TOKA3aTe/IBLCTB — 5)

e PekomeHAyeTcs TMpy pasBUTUM Y TalMeHTa Tmouie 1-To  MHAYKIMOHHOTO Kypca
KVI3HEYTPOXKAOIIMX — OCJIOKHEHWH, IMOTPe6OBaBIIMX  PEaHMMAIMOHHBIX  MepPOIPUSITHIA
(cenTuYeCcKMii MIOK, MHGMAPKT MMOKApAa, MUOKApAUT ¥ [pP.), WU TSOKEJIOrO MHBAa3MBHOTO
MMKO3a BpeMeHHO (OO0 peabuaMTalyyM IalyeHTa) 3aMeHUTb Kypchl (1-2) MHTeHCUBHOI
VHAYKLMM/KOHCOMIALMY KypcaMy #IMTapabMHOM™* B ManbIX go3ax (10 me/m? 2 pasza e Oeww
NoOKO#HO (TI/K) 4 OHa KaxwoOyrn Hedenro 8 meueHue 28 OHeli) ubG0 couemauuem Mdansvlx 003
yumapabuxa™* ¢ udapyouyurom ** u #deyumaburom (cm. lpunoxkenue A3.2) [50,51].

VpoBeHb yoeaIUTEeIbHOCTY PeKOMeHaanuii — B (ypoBeHb JIOCTOBEPHOCTH IOKA3aTeIbCTB — 3)

KommeHTapuii: nocie 8oinosiHeHus 1-2 Kypcos yumapabuHom™* é mansix 003ax U KynuposaHus 8cex
0CJI0XCHEHULT 4es1eco00pa3Ho 8epHYMbCsl K 8bICOKOJ03HOU KOHCoUdayuu 8 00seme MUHUMYM 2 Kypcos.
Humapabun™* 6 manvix 003ax moxcem ocmamuscsi 0CHOBHOL mepanueli 8 meueHue 3 jem moasKo y
nayueHmos ¢ 0CmpsLM 3pumpomuesio3om (eapuaum M6) u mezakapuobaacmuosim (apuarm M7).

¢ Pexkomenpayetcs nanyentam ¢ OMJI B BospacTe 18-60 jieT, KOTOPbIM HEBO3MOSKHO MpOBeHeHNe
MHTeHCUBHOM XT B CBS3M C HaJMYMEM COITYTCTBYIONIMX 3a00JieBaHMii, B KauecTBe Teparmu

sk

BbI60pa IIpoBeaeHue Teparnmnm BeHEeTOK/IaKCOM B COYeTaHUM C a3alilUTUAMHOM ™™, ,E[eLU/ITa6I/IHOM

WV MaJIbIMM T03aMy [uTapabuHa™* [52,53].

VpoBeHBb yoenuTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTEIbCTB —
2)



KommeHnTapuit: mepanuio eeHemoxnakcom 6 003e 400-600 mz npogodsm 8 COUemaHuu ¢
asayumuouHom** 75 mz/m? 6 meuenue 7 oneti, deyumaburom 20 mz/m> 5 Oneii unu mansimu 0o3amu
#yumapabuna** 20 me/m?*/cymku 10 oueti (cm. IMpunoxcenue A3.2). Heo6xoduma Koppekyus 003bl
8€HeMOKJIaKCca NPU CoUemaHHOM NpuMeHeHUU npenapamos-uHeubumopos CYP3A (8 coomeemcmauu ¢
uHcmpykyueti k npenapamy). B yensx npogurakmuxu MAaccueHoz0 Yumoausa onyxoau
npedycMompeHo cmyneHuamoe noesluieHue 003bl BEHEeMOKIAKca 6 Hauale e20 npuema ¢
npuocmaxoskoli mepanuu 00 paspeuleHus CUMNMOMAMUKU NPU NOS8NEHUU KAUHUYECKU 3HAYUMbBIX
J1a60pamopHbIX/KAUHUYECKUX NPUSHAKO8 CUHOPOMA JIU3UCA ONYXONU.

¢ PekomeHayetcs y naryeHToB ¢ OMJI ¢ akcripeccueit FLT-3 mo6aBjieHne K porpamMmMe JeueHust
nperapatoB FLT3-MHIrMOUTOPOB (MHTMOUTOPOB MPOTEMHKUHA3bI) — MUAOCTAYPUHA WU
#copadennb6a** [54,55].

VpoBeHBb yOeaIUTETBHOCTY PEKOMeHzanuii — B (YypoBeHb JOCTOBEPHOCTH I0KA3aTENbCTB — 2)

KommenTapwmit: pexcum 0osuposanus mudocmaypuHa: 50 me 2 pasza 8 deHv eHymps 8—21-ii 0HU
Kypca O00HOBPEMEHHO C UHOYKYUOHHOU mepanueli «7 + 3» u 4 KOHCOAUOUPYOWUMU KYpcamu
yumapabuHom** 8 8vicokux 003ax ¢ nocnedywuieii noddepxcusarouweli mepanueii mudocmaypurom 50
Me 2 pasa 8 deHb 6 meueHue 1 zoda.

Pesxcum do3suposarus #copagenuba™** y monodeix nayuenmos: 400 me 2 pasza 8 deHv 8Hymps 10—19-1i
OHU Kax0020 UHOYKYUOHHO20 Kypca; danee — 400 me2 2 pasa 8 0eHb, HaUUHAas ¢ 8-20 OHs Kaxdozo Kypca
KoHconudayuu, danee — noddepxcusarouias mepanus #copagerudom** 400 mz 2 pasa 8 0eHb 8 meueHue
1 200a.

Pedxcum do3uposarus #copageruba™* y noxcunsix nayuenmos: 400 me 2 pasa 6 deHv 6Hympb 1—7-1i OHu
Kaxc0020 UHOYKYUOHHO20 Kypca; danee — 400 me 2 pasa 8 deHb 8Hympwb 1-28-1i OHU d08a 28-0He8HbIX
Kypca 00H08peMeHHO ¢ 2 Kypcamu KOHConudayuu cpedHumu 0o3amu yumapabuna™* (2 z/m?/cymku, 1-ii
u 5-ii OHu 28-0HesHo20 Kypca), danee — noddepxcusarowas mepanus #copagperHubom 400 mz 2 pasa 6
JeHb 8HYymMpb 8 meueHue 200d.

e Pexkomenpayetcs nanyeHtam ¢ OMJI, gocturmmm ITP mociie MHOYKIMOHHON Tepanuin, KOTopble
He SIBJSIOTCS KaHaugaTamyu Ha BbinosHeHMe asno-TI'CK, mnpoBenmeHMe IoaepKuBaroliein
tepanuu (cm. [Tpunoskenme A3.2) [56,57].

VpoBeHb yoeaIUTEeTIbHOCTY PEKOMeHganuii — B (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB — 2)

KommeHTapuit: noddepxcusarnujas yumocmamuieckas, 2unOMemuiupyowas uiu mapzemHas
mepanus (8 3asucumocmu om mozo, N0 Kakoli npozpamme nayueHmy 0bvlia nposedeHa UHOYKUUS U
koHconudayusa pemuccuu OMJI) donxHa 8bINOHAMbBCS 8 MeueHue KaKk MuHumym 1 zoda om Hauana
JleyeHus (4 Kkypca uHoyKyuu/koHconudayuu u 6 Kypcos noddepxcusarouwjeti mepanuu) uiu 8 meueHue 2
Jem om Hauana mepanuu (4 Kypca uHOyKyuu/KoHconudauyuu u 9-12 kypcoe noddepxcusarouyeti
mepanuu) (cm. [punoxceHue A3.2.).

e He peromenayetcs y mnaumueHToB ¢ OMJI BpinmonHenue ayrosnormuHoin TI'CK (ayro-TT'CK)/
aytonoruuHon TKM [1].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 5)

KommenTapuii: psdom 3apybexcHvix ucciedosameneti aymo-TI'CK paccmampusaemcs 8 kauecmae
onyuu nocMuHOyKYUOHHOU mepanuu y NAyueHmos 2pynnel NPOMeIYymouHo20 pucka 6 cayuae
docmucenuss MOB-nezamueHoti pemuccuu OMJI [58,59]. Oduaxo poccutickoil epynnoti akcnepmos
svinonHeHue aymo-TICK He paccmampueaemcs 6 Kkauecmee 8apuaHma nocmpemucCcuoOHHO20 JeueHus
nayuernmos ¢ OMJI 6 ces3u ¢ mem, umo aymo-TI'CK moxem cmames 3manom mepanuu moJisko npu
ycnosuu abcontomHo adeK8amHo BbINOJIHEHH020 UHOYKYUOHHO20 U KOHCONUOUPYHOUe20 JieueHus U
06s13amenvH020 otciexusaruss MOB. Ee M0OXHO peKomMeHO08amb MOJIbKO 8 PAMKAX KAUHUYECKUX
uccnedosauti.

¢ PexomeHpayercsi mnauyeHtaMm, pocturmmm IIP mocime MHAYKUMOHHOTO 3Tana JedyeHus,
KOHCY/IbTallMsl B TPAHCIUIAHTALIMOHHOM LI€HTpe B TeUueHye 3 MeCs1eB OT MOMEHTA JOCTVDKeHUS
ITP mjist perieHMsT BOIIPOCAa O BO3MOKHOCTH U 11€7IeCO00pa3HOCTM BhITIOMHEeHMS ayino-TKM/amno-
TTCK [1,2].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)



e Pekomenayetrcsa BbinmosHeHne awio-TKM/amno-TTCK B 1-71 [P OMJI kak sTama
TMOCTPEMMCCMOHHON Tepanuy TMalueHTaM TPyIN BbICOKOTO ¥ IMPOMEXYTOYHOTO pUCKa C
HOPMAJbHBIM KapMOTUIIOM ¥ HEeOJarOmpuUsITHBIMM MOJIEKYISIDHBIMM ~ MapKepamu 6o
rnauyeHTaM, KOTOPbIM IIpU YCTAaHOBJEHMUM AMAarHO3a HeE BbBINOJHEHbl LUTOTeHeTUYecKue u
MOJIEKY/IIPHO-TEHETUYECKME VCCIeOBAaHMSI, a Takke Mal[MeHTaM TPYIIbl 6JaronpusTHOTO
pucka, y KoTopsix [P 6buta mosyyeHa He rocie 1-ro Kypca MHOYKIuHU, (cm. ITpunoxcenue A3.3)
[60].

VpoBeHb yoenuUTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —

D)

KoMmeHTapwmii: y nayueHmos u3 zpynnst NpOMexcymouHozo pucka 0e3 2unepietikoyumosd, Komopbim
duazro3 OMJI ycmaHossieH He 80 8peMsi OepeMeHHOCMU, Y KOmopbslx nocnie 1-20 kypca docmueHyma ITP
¢ MOB-ompuyamesnvHblM cmamycom, 80npoc 06 anio-TICK 803MOXCHO 0mJIoMUMs Ha nocaedyroujue
amanel. 11 nayueHmos u3 2pynnsl 861C0K020 puckda, 8 mom uucie ¢ FLT3-ITD, anno-TICK crnedyem
paccmampueame Kaxk 0053amenvHolli sman JieueHus. MmeHHo 011 amoli epynnel nayueHmos KpatiHe
8a#HO BbinonHeHue HLA-munuposanus nayueHma 0o Hauana 1-20 UHOYKYUOHHO20 Kypcd, a nocje
docmucenust 1-iti IIP — Hauano noucka nomeHyuanbHolx 0oHopos. OOJHAKO 3my peKomeHOayuio
0z2paxuuueaem Heckobko (pakmopos: 6o3pacm, comamuueckuti cmamyc nayuenma, Haauuue 0oHopa u
0p2aHU3AYUOHHAS. B03MOMCHOCMb 8bINONHUMSb npoyedypy anno-TICK. Eciu puck pazeumus peyuousa
npesviwiaem Ha XT unmezpuposaHHsie pucku nocne anno-TICK, mo peweHue npuHumaemcs: 8 noiv3y
TTCK.

HnmezpuposaHHtsie Pucku, CesA3aHHble ¢ MPAHCNAAHMAYUOHHOL JIemaabHOCMbio, NpUBedeHsl 6
Ipunosxenuu I'4. JIna 0OKOHUAMENBHO20 PelleHUs 31020 80npoca HeoOX00UMO HANPAsUMs NAyueHma
HA KOHCYIbMAauuio 8 MpaHCcnaaHmayuoHHolli yeHmp.

e He pekomeHnzayeTcs BbinonHeHue amio-TKM/anno-TI'CK B nepuog, 1-ii [IP OMJI nanmeHTam n3
IPYIIbI GIarONpUITHOTO pucka (cm. I[punoxcerue A3.3) [60].

VpoBeHb yOenuTeTbHOCTY PEKOMEeHZAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —

D)

KomMeHTapmii: 3a ucknwoueHuem cryuaes OMJI ¢ t(8;21) u netikoyumosom ewviwe 20 ~ 10%/n,
nayuenmos cmapuie 35 nem, OMJI ¢ t(8;21) u c invi6 u mymayusmu KIT unu nepcucmenyueti
8b1c0K020 YypoeHss MOB, dns komopuix anno-TI'CK sensemcs onmumansHeiM eapuarmom. Anno-TICK
pekomeHdyemcs makxe nayueHmam ¢ OMJI ¢ HOpMANbHBIM KApUuomunom u 61azonpusmHsiM
MOJEKYNIAPHBIM Npodunem, Ho ¢ zunepaetikoyumoszom >100 ~ 10°/n u/unu nanuuuem netikemudos u
npu duazrocmuxe OMJI Ha ¢oHe GepeMeHHOCMU.

e PekomeHayeTcss y TanyeHTOB C BTOpuYHBIM OMJI mpuaepXuBaTbCsl aJIropuMTMa BbIOOpa
TepareBTUYeCKOM TaKTUKY KaK [1pU BIlepBble AyarHoctuposaHuom OMII [61].

VpoBeHb yoequTeIbHOCTY pekoMeHganmii — C (YypoBeHb JOCTOBEPHOCTHU OKa3aTe/IbCTB — 5)

KommeHTapuii: 8vi60p makmuku JieueHust emopuuHozo OMJI OoJixeH npogooumucs ¢ yuemom
yumozeHemuueckoz0 eapuaxwma Jnetikosa, muna npedulecmeywujeli mepanuu, eo3pacma Uu
comamuyeckozo0 cmamyca nayueHma u Haauyusi ocioxcHeHull. B ciayuae docmynHocmu HLA-
cosmecmumozo 0oHopa nayueHm JoJixeH 6bims opueHmuposax Ha nposederue anno-TICK.

¢ PekomMeHAyeTcsl TalyeHTaM M3 T[PYIIbl He6iaronpusaTHOro mporHosa OMJI (MO maHHBIM
LUTOTeHeTn4Yeckoro wucciaemoBanmuss win ¢ OMJI, cBsI3aHHBIM C MMeTOAUCILIa3uell — CM.
IMpunoxkenuss I'l, T'2) B KauectBe 1-ro Kypca winu, 0COOeHHO Mpu He3IDPEKTUBHOCTU
CTaHZApTHOM  MHAOYKUMOHHOV XT, BHe 3aBUCMMOCTM OT BO3pacTa  BbIIOJHEHNE
KOMOMHMPOBAaHHOI  HM3KOmo3HOM XT C  MCIONb30BAaHMEM  a3alUTUIMHOM™™  min
#BEHeTOKIaKCOM B cOUeTaHUM C azauuTuguHoMm™* (cm. [Ipunoskenme A3.2) [62-64].

VpoBeHBb yoeauUTeTbHOCTH PeKOMeHAAIuili — A (YpOBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

D)

Kommenrapwmii: npu docmuxceruu IIP 8 ciyuae docmynHocmu HLA-cosmecmumozo doHopa nayueHm
dosieH Ovimb opueHmuposaH Ha nposedeHue anno-TICK 8 maxcumansHo Kopomkue Cpoku om
MOMeHMa 00CMuUMeHUs. peMUCCUU.



3.2. J/leueHMe NALMEHTOB C OCTPBIM MUEJIOUAHBIM JIEMMKO30M CTapIllen
BO3pacTHOI rpynmnsl (>60 jieT)

Boidensitom 3 0cHO8HbIX «mexHon02uu» aedeHuss OMJI y nayuenmos cmapuie 60 siem. ITepsbiti nodxod —
unmencugHas XT, nodoOHAs maxkosotli y MoJ00blX, npedcmasssowds coooli 8 GonblUUHCMBe Cyudes
couemadue YyumapabuHa** ¢ aHmpayukJauHamu U HanpaeaeHHas Ha docmuxcerue ITP. Anno-TI'CK
A8719€Mcs ONMUMAJILHOL NOCMPEMUCCUOHHOTI onuueli 8 pamKkax 3moti KoHuenuuu. Bmopoti nodxod —
HU3KOUHMEHCUBHASL mepanusi, 8 UACMHOCMU NpuMeHeHue HU3K0003H020 yumapaoduHa**,
agpexmusHocmb Komopozo0, no KpatiHeli Mepe, y nayueHmos 8 gospacme 70 nem u cmapuie, MOXHO
no8bICUMb C NOMOUbI0 NPOJIOH2UPOBAHHOZ0 UCNOIb308AHUS 8 MeueHue 28 OHell, U 2unoMemuaupyrouux
azeMmos (asayumuouH™**, deyumabuH), mom uucie 8 couemauuu ¢ eeHemoxnakcom. Tpemuti 8vi60p —
cumnmomamuyeckas (conpogooumensHas) mepanus, HANPAaeNeHHAas HA YMeHblleHUe KIUHUYECKOLl
cumMnmomamuku u yayuuieHue xkayecmea xcusHu [1,2,7,8]. OyeHka 803MOMHOCMU NpogedeHus mozo
wnu uHozo sapuauma mepanuu OMJI y nayuenma cmapuie 60 siem 00JIHCHA CIMPOUMBCS HA 0CHOBAHUU
yuema 8o3pacma nayueHma, 006eKmugH020 onpedeneHust Mmsaxecmu COCMOsIHUSL, YUMozeHemu4ecKozo
U MONEKYJISIPHO-2eHeMU1eck020 8apuaHimos 3abouesaHus U aHaau3a conymcmayoujeli namonozuu.

¢ PekomeHpayercsi mamyeHToB ¢ OMJI B Bo3spacte 60-65 JjieT paccMaTpuBaThb B KauecTBe
KaHOMUIATOB Ha BBIMOJIHEHME CTaHAAPTHBIX MPOrPAaMM MHTEHCUMBHOTO JieueHUs («7 + 3») (CM.
[Mpunoxxenne A3.2) [1,2].

VpoBeHb yoeauTeTbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKa3aTe/IbCTB — 5)

Kommenmapuii: 6b160p KOHKPemMHO20 AHMpPAyukauHa (OayHopyouuur™* —udapybuyuu™* unu
MUMOKCAHMPOH™**)  CyujeCmeeHHO He 6Jusem Ha KOHeuHvle pe3ynavmamsl [65]. CmandapmHoti
cuumaemcs 003a dayHopybuyuHa** 60 mez/m? [66].

¢ PekomeHpayeTcsi mjisg manyeHToB ¢ OMJI crapiie 65 jieT IpoBedeHMe HU3KOMHTEHCUBHOI
Tepanuu: mansie 003bl Ayumapabuna** 10 me/m?/cymxu 28 oweii ¢ unmepeanom 28-30 dHeii 1u6o
MOHOmMepanus a3ayumuouHoMm™*, nubo KOMOUHUPOBAHHAS Mepanus YumapabuHom™* e mansix
do3ax 8 couemaHuu ¢ azayumuouHom™* u udapyouuuHom™* (cm. IIpmaokernme A3.2) uwiu

asayumuduom** @ couemauu ¢ eeHemoxaakcom [53,67].

EE)

VpoBeHBb YOeOIUTEeTBHOCTY PEKOMeHzanuii — B (YypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB — 3)

KommeHTapmit: kaHoudamamu 0711 HUBKOUHMEHCUBHOL mepanuu makxe seJsamcs nayueHmsl 8
go3pacme om 60 Jiem u cmapule ¢ NJIOXUM COMAMUUECKUM CMAmMycom, Haauduem KomMopouoHocmetl
wnu oucyHKyueti op2aHos.

¢ He pexkomeHIyeTcs NpoBeleHME Kypca IMTapabuHa™** @ maiblx mo3ax nayuenmam ¢ OMIJI
cmapuwe 60 sem u3 epynnsl HeGAAZONPUSMHO20 NPOZHO3A (KOMNJLEKCHbIL Kapuomun, -7, inv3 u m.0.;
cm. npunoxcerus I'l, I'2) [68,69].

VpoBeHb yoeaUTEeTbHOCTH peKOMeHAAaIuili — A (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB —
2)

KOMMEHTapMﬁ: onsa amoti 2pynnsl nauyueHmMos 8 Kauecmee HU3K0003H020 uumocmamuueckoz2o
so3delicmeus  Moxcem pacemampusamseCsa  cunomemujiupyouwias MoOHOomepanust 6 couemaHuu ¢

8EHEeMOKIAKCOM [53] unu e npumeHeHue KOMOUHUPOBAHHOU mepanuu yumapabuHom™** 6 Mansix
003ax 8 couemaHuul ¢ azayumuouHom ** u udapyouyurom** (cm. IpunoxiceHue A3.2).

o Jlyis manyeHToB ¢ OMJI crapire 60 JeT MOKHO PEeKOMEHA0BATh B KAUeCTBe Tepaluy BrIbopa
MpoBeieHMe MOHOTepanuu azauutuauHom™* (cm. Ipuinoskenue A3.2) [70].

VpoBeHb y6eauTeIbHOCTM PeKOMeHIanuii — A (YpOBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
2)

KomMeHTapuii: mepanus asayumuduHom™* é dose 75 me/m? 7 oneii n/k c unmepeanom 21 deme.

e s manyeHToB ¢ OMJI cTapie 65 JieT MOKHO peKOMEHI0BaTh B KauecTBe Tepamuy BbIbopa
TpoBeieHMe MOHOTepanuu AenutabuHom (cm. [ipunoxkenue A3.2) [71].

VpoBeHb y6eIUTETbHOCTY PEKOMEHIAIMII — A (YPOBEHb JOCTOBEPHOCTH JOKA3aTeIbCTB —
2)



KomMmeHTapwmit: mepanus deyumaburom e doze 20 mz/m> 5 Oneii 8/6 ¢ unmepsanom 28 deHe.

e Nina mauueHtoB ¢ OMJI crapme 60 jeT MOXHO PeKOMEHAOBaTh IPOBeleHMe Tepanuu
BEHETOK/IAKCOM B COYETAaHMM C a3alUTUIMHOM™* MaM AelUTabMHOM, WIM IUTapabMHOM™* B
MastbIx fo3ax [52,53].

VpoBeHb yoeaqUTEeTbHOCTY PEKOMeHganuii — B (ypoBeHb JOCTOBEPHOCTHY OKA3aTeIbCTB — 3)

KomMeHTapuit: mepanus azayumuduom™* e 0ose 75 me/m? 7 Oueii n/x, deyumaburom 20 mz/m?> 5
OHeli 8/8 unu mansimu 0o3amu #yumapabura** 20 me/m?/cymxku 10 Oneii n/k ¢ eenemoxnakcom 400—
600 mz do pazeumus HenepeHOCUMOCMU UJU Npozpeccuposauus 3abonesarust (cm. IIpunoxceHue
A3.2).

3.3. Tepanusa peuuauBOB U Pe3UCTEHTHBIX (JOPM OCTPOr0 MUEIOUTHOTO
JIeiiko3a

K coxcanenuro, y 6onvuiuHcmea nayuermos (60-70 %), y komopsix docmuzHyma IIP OMJI, 6 meueHue 3
Jlem passueaemcs peyudue 3abosiesamus. B yesnom npoeHo3 y nayuenmos npu paszgumuu peyuousa
HeOnazonpusmex U mepanesmuueckux nooxo008 KpatiHe mano. Jlonz0CpouHas 8bvlHuU8aAeMOCMb
3asucum om 603MOMCHOCMU JoCmudieHUs noemopHoli pemuccuu u gvinonHeHus TICK e kauecmee
KoHconudayuu. IlayueHmst ¢ 04eHb paHHUM peyudusom (ONUMenbHOCMbI pemuccuu meHee noyzoda),
HeOazoNPUsMHbIMU  UUMO2EHeMUUECKUMU AHOMAIUSAMU U CMapuiezo 803pacma umeiom naoxol
npoeHos [1,7]. M3-3a HebazonpusimHoz0 NpozHO3ad NayueHmos 8 peyuduge HeobX00UMO OUeHUBAMb,
HACKO/IbKO mepanust Moxcem Oblimb 6bINOJIHEHA Y KOHKpemHo20 nauueHmad. OyeHKa nepcnekmussl
00J120CpOUHOLl  BbixHCLUBAEMOCMU MOXCem Obimb COelaHa HA OCHOB8E NPOZHOCMUUECK020 UHOeKca
peyudusa [72] ([Ipunoxcerue I'5). IIpozHocmuueckuti UHOEKC MOXCHO UCNOIb308aMb Npu onpedeeHuul
JleueOHOll Makmuku y KOHKpemHo20 nauueHma: 1) nposedeHue mepanuu, HANpasieHHol HA
«usneueHue» ¢ ucnonvsosaruem TI'CK; 2) gkntoueHue 8 KAUHUYUECKOE UCC/Ie008aHUe NO NPUMEHEHUIO
HO8bLX JIEKAPCMBEHHbIX NPenapamos; 3) naiiuamugHas mepanusl.

B pexomerndayusx NCCN, Komopbix npudepicusaomcs u poccutickue skcnepmsl, ucnonszyemcs 6oJiee
npocmoti npuHyun onpedeneHus npozHoza OMJI nocie pa3sumus peyuousa: eciu peyuous pavHuli
(npodoscumensHocmes IIP  meHee 12 Mecaues) — NpozHO3 HeOIAZONPUSMHBIL, NO30HUI
(npodoscumensiocms TP 12 mecayes u 6osiee) — npozHo3 Gonee Onazonpusmustii [8]. O6a nodxoda
(npoeHocmuyeckuil uHdekc u deneHue peyudusos Ha paHHue u no30Hue) K Kidccupuxkayuu peyuousd
OMJI ucnonv3yromcest 8 poccutickux uccnedosamenscKux yeHmpax.

e PekomeHayeTcs1 MalMeHTaM IIpM KOHCTAaTalUMM I[E€PBUYHON pesucreHTHOCTM OMIJI
MpOBeieHMe TepaItuy 10 MporpaMmam JiedueHust pedpakrepHbix popm 1 peunnusoB OMII [73].

VYpoBeHb YOeaUTeIbHOCTY peKoMeHAanuii — C (YpOBEHb JOCTOBEPHOCTHU TOKA3aTe/IbCTB — 4)

KommeHTapuiit: mepanust yumapaduHom™* 6 8vlcokux 003ax (ecu ezo He NpuMeHsIUu 6 1-Ui IuHuU
UHOYKYUU) 8 couemaHuu ¢ aHmMpayukauHamu Moxem paccmampueamscs 8 Kauecmee UHOyKyuu
pemuccuu neped anno-TICK. [lna ynyuweHus pesynemamos TI'CK y nayueHmos ¢ pegppakmepHsimu
OMUJI ucnons3yrm pexcumpvl KOHOUYUOHUPOBAHUS — NocedosamesibHoe npumMeHeHue uHmeHcusHol XT
u uepe3 3 OHSL — pexcum KOHOUYUOHUPOBAHUS NOHUMCEHHOL UHMEHCUBHOCMU ¢ hocaedywuel anio-
TICK (mak Ha3wigaemolii npomokon FLAMSA-RIC) u e OanvHeliwlemM - npoguiakmuueckoe
UCNONb308aAHUE MPAHCQY3ULi DOHOPCKUX TUMPOYUMO8 U/unu mepanus a3ayumuouHom ™*

e PekomeHAyeTcs1 TallMieHTaM Npu He#gocTvskeHum IIP mocie 1-r0 MHAYKIMOHHOTO Kypca
DYKOBOJICTBOBATbCSI B BbIOOpe 2-TO MHIYKIMOHHOTO Kypca KIMHUYECKOW CUTyamuei.
Bo3moxkHbl 3 BapuaHTa: 1) TMOBTOpEHME KypcCa, aHaJOTMYHOro 1-My; 2) WM3MeEHeHUe
MHTeHCUBHOCTU XT-BO31elicTBIS — BbIMTOMHEHME BbICOKOA03HOTO Kypca XT (FLAG, HAM u np.);
3) WM HU3KOLO3HOTO Kypca XT: a) #1MTapabuHOM** B MasbIxX fo3ax (10 mr/m? 2 pasa B JeHb 11/
K 28 pOHeil) B coueTaHMM C asaUUTUIMHOM™* U uOapyoOMUMHOM™* wuau 06e3 HUX, 0)
#BEHETOKJIAKCOM B COUETAHMM C a3alUTUIMHOM™* miau meuyutaburom (cMm. [Ipunoxkenne A3.2)
[1,7,8].

VpoBeHBb yoenuTensHOCTU pekoMmeHganuii — C (YypoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB — 5)

KommeHTapuii: nosmopeuue UHOYKYuoHHo2o Kypca XT uenecoobpasHo npu omcymcmeuu, 8
CPAsHeHUU C UCXOOHBIMU NOKA3AMENSAMU, HAPACMAHUA Yucia 6aAcmHbIX KJIemoK 8 muenozpamme. B



cyuae npozpeccuposaHus 3abonesanus (yeeauueHue npoyeHma 6J1acmHslx KJ1emok, nosisjeHue paHee
He BbISABSIEMbIX IKCMPAMEODYJLIAPHBIX 0UA208) 8 Kauecmeae 2-20 UHOYKUUOHHO20 Kypcd Uesiecoo6pasHo
evinosiHeHue kypca XT yumapabuHom ™™  8bICOKUX 003aX 8 COUemMaHuu ¢ HOBbIMU AHMPAYUKIUHOBbIMU
anmubuomuxamu (cm. Ipunoxcerue A3.2).

B pside cnyuaes kak 2-s nuHus mepanuu OMJI npu nepeuuHoli pe3ucmeHmHOCMuU moxcem 0Oblmb
UCNONIB308AHA HEUHMEHCUBHAS. mepanus #yumapabuHom™* e mansix 0ozax (10 me/m? 2 pasa n/x) 1ubo
8 Kauecmee MoHomepanuu (28 OHell) unu 6 couemaHuu ¢ MaavblMu 003aMu AHMPAYUKIUHO8 (8
yacmuocmu, uoapyouuuHa**) ¢ eunomemunupyoweti npedgasoti (Dec-Ida-Ara-c) nubo mepanus
#BEHEMOKIAKCOM 8 COUemaHuu ¢ zunomemuaupyrowumu npenapamamu (cm. IpunoxceHue A3.2): 1)y
mex nayueHmos, y KOmopuix 8 853U ¢ KOMOPOUOHOCMBIO UNU 803PACTNOM HEBO3MOMCHO UCNONb308AMb
8bICOKO003HDILI N00X00; 2) Yy hayueHmos ¢ OCMpvlM 3pumpoOnacmHbiM U Me2akapuoOiacmHsLm
qetikozamu npu HedocmuxceHuu IIP Ha cmavoapmuslx Kypcax; 3) y nhayueHmos u3 2pynnol
HeOazonpusimHo20 MOLEKYAPHO-2EHEMUUECK020 NPOZHO3A.

e He pexomengayetcs soinonHenue TI'CK manmeHTam, y KOTOPBIX He NOCTUTHYTa DeMMUCCUS
I0CJ/Ie HeCKOJIbKUX JIMHUI MHAYKLIMOHHOV Tepanum [74].

VpoBeHBb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 4)

KOMMEHTapMﬁi amu  nayueHmol A6J510Mmcs KaHoudamamu Ha BKJUYeHUue 8 KAUHUYECKUe
uccnedosauus no U3yueHUuro HOBblX JIeKAPCMBEHHbIX npenapamaoas.

e PekomeHayeTcsi y TAalMeHTOB TIpM  KOHCTaTauuyu  To3mHero  peumuausa  OMIJI
(Ipomo/kuTeNnbHOCTh 1-71 IIP 6Gomee 1 roma) B BbIOOpe TepamneBTUYECKON TaKTUKU
PYKOBOZICTBOBATLCST MHGbOpMaI[Meii 0 paHee IIpoBeaeHHOI X T, Ha KOTOpOJ Oblia mosyyeHa 1-s1
I1P [1,7,8].

VpoBeHb yoeauTeTbHOCTU pekoMeHganuii — C (ypoOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

KoMMeHTapuii: kiaccuueckum 8vl00pom sesiemcss nosmoperue 1-ii UHOYKUUOHHOI npozpammol
(cm. IIpunowerue A3.2). Taxkxe moxcem 6bimb UCNONB308AHO COUemMAHue uyumapadbuHa™* e
cmandapmueix dozax (100 mz/m? 2 pasa e dens unu 200 mez/m> 6 deHv HenpepsieHo 6 1—7-ii OHU) U
udapybuyuna** (12 me/m? 1 pas 6 demv 8 1-3-ii Onu). IHlance! docmuscenus 2-ii IIP docmamouHo
evicokue (~70 %).

e PekomeHayeTcs NMauyieHTaM py pa3BUTUM paHHero peuyaysa OMJI (TpogomKUTeNbHOCTD 1-
i1 [IP meHee 1 roga) B KauecTBe 2-i1 IMHUM TepAIIUM VICIIOIb30BaTh IUTapadbuu™* B cpemueii (1 r/
M?) WMIM BBICOKO (3 T/M?) Ho3e /mMbO coYeTaHMe LUTapabuHA** B BBICOKMX [03aX C
aHTpauuKiIMHamu [73,75,76].

VpoBeHb y6eOUTETHHOCTU PEKOMEHIAIMIT — A (YPOBE€Hb JOCTOBEPHOCTM JOKA3aTEIbCTB —

D)

KomMmenTapwmii: 015 nayueHmos ¢ oxcudaemoti uzbstmouroti moxcuuHocmoto XT 803M0OxMcHOL onuueri
A6/151emcs UCNOb308aHUe #yumapabuna™* é dose 10 me/m? 2 pasa 6 denw n/k 6 meuenue 28 OHeli (cm.
Ipunoxcerue A3.2).

e PekomeHayeTcsl mauyeHTaM I[IpU AOCTMKeHUM ouepenHoii pemuccum OMJI B KauecTBe
KOHCOMMUAMPYIOLLel Tepanyu BeinoiHeHue amio-TTCK [77].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHaanuit — C (YpOBEeHb JOCTOBEPHOCTHU TOKA3aTe/IbLCTB — 4)

KommenTapuii: eciu goinonHeHue auno-TICK He803MOXHO (Hanpumep, Uu3-3a 0mMcymcmeust
nooxodsiujezo doHopa), aymo-TICK moxcem paccmampusamucs 8 kauecmae 2-Ui IUHUU mepanuu, Ho ee
A pexmusHocmb uemxo He onpedesieHd.

¢ PekoMeHAyeTCS y MAIlMEHTOB C TSIKEJIbIM COMATUYECKMM CTAaTyCcOM, OCOGEHHO B BO3pacTe
crapiie 45-50 JieT, JIUTebHBIMM TIePUOJaMM IIUTOIIEHUM Ha MHAYKIMOHHBIX KypCax, a TakKe
Npy HaIMuYMM He6JIaronpusITHBIX XPOMOCOMHBIX aHOMA/Mii IPOBeIeHMe IIPOrpaMMbl
HM3KOH03HOIO BO3AEMCTBUS C TUIIOMETWIMPYIOIIUM MPaiiMMHIOM (IeluTabuH/a3aluTUuanH**,
UaapyouIe**, nurapabun™*) (cm. Ilipunoskenne A3.2) [78].

VpoBeHb yOenuTeTbHOCTY PeKOMeHIauuii — B (ypoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 2)



KomMmeHTapuii: 8vinosiHaiom 2 uHOyKYUOHHBIX Kypca U, ecaiu nosyueHa ITP, euje 2 KOHCOMUOUPYHOUIUX.
B OanvHetliwem ocyujecmeaisiom NOCMOSIHHYI0 Noddepiusarowyilo mepanuio 8 meueHue 3 Jiem
aHanozuuHsIMU Kypcamu 6e3 udapyouyuna**

e Pekomenayetcs y nauyeHToB ¢ OMJI ¢ mytauyssmu reHa FLT3 may ¢ BBICOKOM 3SKCIIpeccueit
HeMyTupoBaHHOro FLT3 (CD135) ucIionb30BaTh MHIMOUTOP IPOTEMHKMHA3BI #copadeHno™*
(800 mr/cyTku B 2 IpyeMa) B KOMOMHAIMK C IUTOCTATUYECKMUM BO3IEICTBYEM U C TIOTHOCTHIO
TPAHCPETUMHOEBOJ KUCIOTOM (#TpeTUMHOUH 45 MI‘/MZ/CVTKI/I) B KaueCcTBe IIOCTOSIHHOTO
BO3[ENCTBUS 10 POTPeCCUPOBAHMS WM HETIPUEMJIEMOI TOKCUYHOCTHU [55,79].

VYpoBeHb YyOeAUTETbHOCTY PEKOMEHAAnuit — A (YPOBE€Hb JOCTOBEPHOCTU JOKa3aTeIbCTB —
2)

KommeHTapuii: 8 ciyuae passumus 0CA0XCHeHUL npenapamsl 8pemMeHHO ommeHsiomces u uepe3 2—3
Hedenu npuem 80300HOBJII0M 8 CHUMEHHOL 003UP0BKe ¢ NOCIedYWUM NOCMeNneHHbIM 8038PaleHUeM
K JieuebHoli do3se.

e PexkomeHayeTcs y nanyeHToB ¢ OMJI ¢ MmyTanusiMu reHa c-kit Mau BbICOKOI aKcIpeccueit Ha
6nacTHbIX KieTkax CD117 paccMOTpeTbh BO3MOKHOCTb Ha3HAYeHMsI MHTMOUTOPA MPOTEMHKIHA3
nasatuHub6a** (140 mr/cyTku rnoctostHHo) [80].

VpoBeHBb YOeaIUTETBHOCTY PEKOMeHzanuii — B (YypoBeHb OCTOBEPHOCTHU JI0KA3aTeIbCTB — 3)

e PekomeHayercs y maryeHToB ¢ OMJI u3 Tpymnmbl 671arompusiTHOTO LIMTOTeHETUYEeCcKOTro
MMPOTHO3a PacCMOTPETh BO3MOKHOCTh HasHaueHMsl masatuHmba** (140 mr/cytkm 14 mHeit c
MOMeHTa oKoHuYaHus Kypca XT) [80].

VpoBeHb yoeaUTeTbHOCTY PEKOMeHganuii - B (ypoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB — 3)

e PexomeHIyIOTCS nanyeHTam pu passutuu peunnysa OMJI nowte amio-TT'CK npekpanieHue
MMMYHOCYIIPECCMBHOI Tepanmuu WU TIpOBeJeHue PEeMHIYKIMOHHOTO Kypca «7 + 3» ¢
BBITIOJIHEHVEM B ME€PUO[, aruiasum Ha 7-i AeHb mocjie Kypca TpaHcdysuit muM@onnToB ToHOpa
[81].

VpoBeHBb yoeauTeIsHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

KommenTapuii: nayuenmam ¢ no3oHum peyuousom (6onee 1 200a nocne anno-TICK) moxcem Obimo
evinonHeHa 2-s ano-TI'CK nocne docmuxceHust N08MOPHOL peMuccuul.

3.4. BegeHue MamyueHTOB C OCOOBIMM CUTYaISIMMU

3.4.1. Ocmpolii MuenoudHbwlli Jieliko3 ¢ 2unepietikoyuino3om

e PekomeHpyercsas 1ipy  auarHoctmke OMJI ¢ TUIIEp/AeiKOIMTO30M  Ha3HauyeHUe
#Tuppokcukapbamuma™* B mose ot 50 7o 100 Mr/Kr B IeHb (He Gosee 3 mHei) U MpU CHUDKEHUA
JIeIKOLIMTOB Ao 50 x 10%/n HaumHaTh kypc XT. EcamM uymciio eiikonuTOB B KPOBU He
YMeHbIIAaeTCsI B TeueHMe 2 [Hel, peKoMeHAyeTcss HauaTh XT 6e3 maybHeIero Ipuema
#ruppoxkcukapbammma™™ [45,82].

VpoBeHb yOeauTeIbHOCTY PeKOMeHganuii — B (ypoBeHb JO0CTOBEPHOCTH OKA3aTeIbCTB — 3)

KoMMeHTapwuii: 2unepeiikoyumo3om 00buHO cuumaiom yucio netikoyumos >100 ~ 10°/n, u amo
COCMOsIHUE 3aKOHOMEPHO C653aHO C YyeeluueHueM NoKa3amess CMepmHocmu 6 UHOYKYuu u3-3a
2eMoppazuyveckux 0CA0HHeHUll, CUHOPOMA U3UCA ONYXONU U UHMEKYUOHHBIX 0C1oMcHeHUll [1].

Ecnu Ha gone eunepneiixoyumosa (>100 * 10°/n) umetomcs ouesudHosle Npu3HAKU «1eliKoYUumMapHosix
cmasos», Hapsdy ¢ HAa3HaueHuem #2uopokcukapbamuoda™* yenecoobpasHo nposedeHue 2-3 ceaHcos
setikoyumadgepe3sa. Ilpu nosejieHuu NPU3HAK08 MyMop-au3uc-CuHOpoma Ha (YoHe Yumonumuueckozo
cuHdpoma pexomeHdyemcs vinoiHeHue naasmagepesa 8 Hebonvuiom obseme (1-1,2 1) ¢ 3ameuieHuem
anbOyMUHOM™* u naasmoili 8 uensx NPoQUIAKMUKU J1e20uH020 ducmpecc-cuHopoma u ocmpoti
noueuHotli HedocmamouHocmu. s mozo umobsl uzbexcams «0068anbHO20» YUMOAU3A 8 YKA3AHHOU
cumyayuu, MOXCHO CHAuala 88ecmu MoJbKo yumapabux™* u 3amem 6vinosHUMb niasmagepes, a
ggedeHue dayHopybuyuHa™* omaoxums Ha 5-7-0i OHU Kypca, a 8 nepevle OHU KYpCa 8bINOJIHAMb



niasmacgepesst uepe3 2-3 u nocie egedeHus yumapaduHa**
npoyedypsl NOCMOSIHHYI0 UHQY3UI0 yumapabuHa**,

UIu npepoieas Ha 8pems nposedeHus

3.4.2. MuenoudHas capkoma

¢ PeromMeHAyeTCs MaUyMeHTaM C BepuPUIMPOBAaHHOV MUETOMIHOI CApKOMOI MCIT0/Ib30BaTh T
Ke TepareBTMUYeCcKye IOAXO0bl, UTO 1 y nauueHToB ¢ OMJI [83].

VpoBeHb yoeauTeTbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU OKa3aTe/IbCTB — 5)

KommeHTapuii: npu mueioudHoli capkome nokasaHo npogedeHue npozpammsl HeliponpoQuIakmuxu.
Muenoudnas capkoma (CUHOHUM: 3IKCMpPAameoy/ISipHAs. MUeNOUOHAst ONyXoilb, 2pPaHylo0yumapHas
Capkoma, XJ10poma) — 0nyxoib, COCMOAWAs U3 MUENOUOHBIX KNemOoK-npedulecmeeHHuUl, 803HUKAOWAS
8 J11060M Mecme, OMAUUHOM OM KOCMH020 M032a (Haubosiee uacmo 8 Koxce, AUMGPamuueckux y3nax,
HCeNYOOUHO-KUUIEUHOM Mpakme, KOCMsX, MS2KUX MKAHAX U siuukax). MuenoudHas capkoma moicem
passuseamuvcs de novo, npedwecmgys OMJI, @o3Hukams napaiienvHo pazeumuto OMJI unu
npeseHmuposeams 8 kauecmee Onacmuoli mpancopmavuu M/C, MII3 unu MAC/MII3. TuazHo3
ycmaxasnuearm Ha 0CHO8AHUU GUONCUU 0NYX071e6020 00pA308aHUS U UCNOIb308AHUSL 8 OdJlbHeliulem
yumoxumuueckux (omneuamxu) u UMMYHozucmoxumuueckux (6uonmam) memodos [1].

3.4.3. Jleuenue ocmpozo mueioudHozo neiiko3a Ha (ioHe GepemeHHOCIU

Jleuenue OMJT Ha ¢oHe OepemeHHOCMU NPOBOOUMCS 8 CINAYUOHAPE MYAbOUCYUNIUHAPHOU KOMAHOOL
apaueti, @KAUAWENl 2emMamosiozda, aKywepa-2uHeKoa02d, aHecme3suos102a-peaHumMamonca u
umeroujeti 603MONHOCIMU OKA3AHUS AKYWEPCKOLl NOMOWU podopaspeleHus: 8 IKCMpeHHbIX CUmyayusax
[84].

e He pekoMeHayeTcs MalyeHTKaM JJIMTeNIbHAsI OTCpoUKa (>7 mHeil) Havana aeyeHus OMJI npu
YCTAHOBJIEHMM AMATrHO3a BO BpeMsl OEPeMEHHOCTM B CBSI3M C BO3MOXXHBIM OTPUIIATETbHBIM
BIMSHMEM 3aJIep>KKM B Hauvase jeueHus: Ha TeueHne OMJI co cHmkeHuem 3ddeKTuBHOCTU
Tepanuu JaHHOTO 3abomeBaHms [84].

VpoBeHb YOeAUTETBHOCTM PEKOMeHAaIii — B (ypoBeHb 1OCTOBEPHOCTH AOKA3aTEIbCTB — 3)

¢ PekomeHayeTcs maryeHTKaM Ipu guarHoctrke OMJI B TeueHue I Tpumectpa 6epeMeHHOCTHU
BBITIOJIHUTh VICKYCCTBEHHOE TIpepbIBaHMe OepeMeHHOCTM TI0 MEeAUIMHCKUM IOKa3aHUSIM B
CBSI3M C TIOBBIMIEHHBIM PMCKOM CMepTM IUIOAA WIM CIOHTAaHHbIX aboOpPTOB Y JKEHIIVH,
MOMyYalouX XMMMUOTeparnoo, B IepBOM TpeMecTpe MO CPaBHEHUI0 CO BTOPHIM U TPETbUM
TpemecTpamu [84].

VYpoBeHb YOeaUTEeILHOCTY PeKOMeHIanuit — B (YpoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 3)

KomMmeHTapmit: eciu jHeHWUHA U ee cembsl HACMAUeaiom HA NposoH2Uposanuu OepemeHHOCMU,
JleueHue moxcem 0sims Hauamo u 8 I mpumempe 6epemeHHOCMU.

¢ PekomeHAayeTcs MalyeHTKaM pu quarHoctrke OMJI Ha cpoke 6epeMeHHOCTU 13-34 Hemenu
(nocre 3aBepiienust I Tpumectpa 6epeMeHHOCTH) TpoBeaeHue XT 1o mporpamme «7 + 3» (cM
Ipunosxenue A3.2) Ha ¢hoHe GepeMeHHOCTM TIPY YCJIOBUYM aleKBaTHOIO MOHMTOPMHTA TUIOAA U
aKyuepckoi nomoiuu [84].

VYpoBeHb YoeauTeIbHOCTY PeKOMeHIanuuii — B (YpoBeHb JOCTOBEPHOCTHU TOKAa3aTe/IbLCTB — 3)

e PekomeHAyeTcs MalMeHTKaM Ipu auarHoctuke OMJI mocne 36-i1 Hemenu BBIMOTHUTD
ponopaspetienue o Havana XT [84,85].

VpoBeHb yoeaquTeIbHOCTU pekoMeHganmii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

KoMMeHTapuit: npu Haauuuu 2unepaetikoyumosa podopaspelieHue 6blNoHAemcs 6 X00e
uumopedyKmugHoti mepanutl.

¢ PekomMeHAyeTCs MallMeHTKaM B BbIOOpE JIeKapCTBEHHBIX BEIIECTB BO BpeMs 6epeMeHHOCTH, B
TOM YMCA€ IIUTOCTATUYECKUX U AaHTUOMOTUUECKMX IIperapaTroB, PYKOBOACTBOBATHCS
COOTHOLIEHNEeM PUCKa—I10/b3bl 4JIs1 MaTepu U 1ioza [84].

VpoBeHb yoeauTeTbHOCT pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKa3aTe/IbCTB — 5)



KoMmmeHTapuii: npomusoonyxojiessie npenapamost paccuumsl8armcs 6 C00meemcmeuu ¢ 8bI0paHHoll
npozpammoti neueHus (6e3 pedykyuu 003) HaA NOBEPXHOCMb mend nayueHmxu 0o GepemeHHOCmU C
KOppekxmuposKoli no macce meya 80 8pemst eueHusl. [Ipu Hu3Heyzpoxanujux 0C10HHeHUsX y Mamepu
803MOXCHO HA3HAUeHUe aHMubuUomuKos 6e3 yuema ux 603MOXCHO20 MepamozeHH020 6030elicmeust Ha
nnod (cynspamemoxcason/mpumemonpum™* — npu nHe8MOYUCMHOU NHEBMOHUU, 2AHUUKI08UD™™ —
npu yumomezanosupycHol uHgexyuu u m. 0.)

¢ PekomeHayeTcsl maiMeHTKaM Ha (GoHe 6epeMeHHOCTU C YYETOM BO3MOYKHOTO TepaTOreHHOTOo
BO3ENCTBUSI METOTpeKcaTa™* BbIMOJHEHME MHTPATEKAIbHBIX BBEJEHMII MPOTUBOOITYX0JIEBBIX
MperapaTtoB B COOTBETCTBUM C TIPUMEHSIEMOIi CXeMO# JieueHus1 6e3 UCIOIb30BaHUS
MeToTpeKkcata™™ [86].

VpoBeHsb yoeauTersHOCTU pekoMeHganuii — C (YpoOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

e PekoMeHAyeTCs IUIAHMPOBATh CPOK pOZOpaspelleHMs] C yYeTOM [Hell BBeIeHus
MIPOTMBOOITYXONEBbIX IIPEapaToB — He paHee ueM uepe3 2-3 Hemenu IIOCTe BBeIeHMS
MIPOTMBOOITYXOIEBbIX MPEIapaToB — B IENSIX YMEHbIIEHNS BepPOSTHOCTYM MMEeNIOCYIPeccUuu y
moza [85].

VpoBeHb yoeaquTeTbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU OKa3aTe/IbCTB — 5)

e PexoMeHpayeTcsi 6epeMeHHbIM MMal}eHTKaM BBIMIOIHSITh pofopaspellieHre MeTOIOM KecapeBa
ceueHus [85].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHaanuit — C (YypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)

KommeHnTapuii: 6si60p cnocoba podopaspeuieHus  onpedensiemcs — COCMOsHUeM — naoda,
comamuueckum Cmamycom NAayueHmku, 2eMamoiozudeckumu noxkasamensamu U Cmpozo 6
coomeemcmeuu ¢ akyuiepckumu noxkasarusmu. CamonpoussosibHoie podsl Mozym 0bimb 8b610pAHbL KAK
cnoco6 podopaspeleHus Mosko npu Haauuuu y nayuenmiu pemuccuu OMJL, y0oenemeopumenvHoix
nokasameneti 2eM02pammbl, XOPOWEM COMAINUUECKOM Cmamyce NAyueHmKuU U cocmosHuu naood.

o He pekoMeHAyeTcsi NAalieHTKAM C Y4eTOM BO3MOXHOCTM DPasBUTUS TIeMOPParMyeckyux u
MHQEKIMOHHBIX OCTOKHEHMII BBINONHATb NPY PONOPaspelIeHNM SMUIYPaTbHYI0 aHeCTe3NIo
npyu Tpom6onuTonenyy <100 x 10%/71 [87].

VpoBeHb yoeauTeTbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

¢ PekomMeHAyeTCs ITPY INIAHOBOM IPEXKIEBPEMEHHOM POIOpa3peIieHny Ha CpoKe 24—35 Heenn
MMPOBOAUTD NPOPMIAKTUKY CMHIPOMA OCTPOTO PECIMPATOPHOTO AUCTPecca Y HOBOPOKIEHHOIO
— B/B BBeJleHMe #leKcamMeTa3oHa™* 12 Mr B CyTKM B TeueHue 2 THeil iepen pogamvu [88].

VpoBeHb yoeauTeIbHOCTY PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 3)

3.5. CompoBoaMTeIbHAS TEPAIINS

e PekomeHayeTcs1 BceM mnauyeHTam rnpu nposefeHnn XT npoduaakTuka 1 jedyeHre TOIHOTHI U
pPBOTBl B 3aBMCMMOCTM OT 3METOTE€HHOTO TIIOTeHLMasa IPOBOAMMOIO JiedeHUs COITIacHO
CYIIeCTBYIOUMM MPOGMIBHBIM peKoMeHaanusim [89].

VpoBeHb YOeAUTETbHOCTY PEKOMEeHauii — B (YpoBeHb JOCTOBEPHOCTH IOKA3ATE/IbCTB — 3)

e Pekomenayercsa mnanueHtam ¢ OMJI nowie TipoBelleHMS KypCOB  MHTEHCUBHON
MONUXUMUOTEPANNUY, Y KOTOPbIX OXUAAETCS AJIUTENbHBIN Mepuoj HeMTPONeHU U B CBSI3U C
STUM BBICOKasl BEPOSITHOCTh TSDKENbIX WHMEKIMOHHBIX OCJIOKHEHUIA, [T YMEHbIIEHUS
IJINTEIbHOCTU TEepUOAa HEeNTPOIIeHMM WUCIO0JNb30BaHMe IIpenapaToB TCPaHyJIOLUTaAPHOIO
KOJIOHMeCTUMyupyloiero dakropa [90].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii — C (YpPOBEeHb JOCTOBEPHOCTH IOKA3aTe/ILCTB — 4)

e He pekoMeHAyeTcs BCeM TIallieHTaM C Y4YeTOM BBICOKOV BepOSITHOCTM (OPMUPOBAHMS
DPE3UCTEHTHOV  MUKPOGIOPbI, a Takke 6blCOKOU uacmomsl UHQeKyull, BbI36AHHBIX
SHmMepobakmepusmu ¢ npodykyueli Oema-1axkmamasz pacwiupeHHozo cnekmpa, TIPOBeIeHUe



MepBUYHON MPOOUIAKTUKM OGaKTepuaabHbIX MHOpeKuuit 1npu OMJI aHTUOMOTUYECKUMU
TperiapaTamu (ceieKmueHas deKOHmMamuHayus KuweuHuxa) [27,28].

VpoBeHb yoeauTeIbHOCT pekomeHganuii — C (YypoBeHb JOCTOBEPHOCTHU I0Ka3aTeIbCTB — 5)

e PekomeHAayeTcss TMalyeHTaM B XOZe IIPOBeAEeHMUsT MWHTEHCUBHOV UHAYyKIMOHHON XT
BBITIOJIHEHME MPOPWIaKTUKY MHBA3UBHBIX MMKO30B I103aKOHA30JI0M B KIMHMKAX, B KOTOPBIX
YacToTa BOSHMKHOBEHMS MHBA3MBHOIO acneprmiiesa npesbimaet 10 % [27,28].

VpoBeHBb yoeauTeTsHOCTU pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KommeHTapuii: nayuenmam, y komopeix Ha npedwecmaytoujux kypcax XT Ovin duazHocmuposaH
UHBA3UBHLILI  acnepzusjie3, npogoodumcs 6mopuyHdass npomusozpubkosas npogunrakmuka Uu
UCNOJIb3YyIOIM mom npenapam, npu HA3HAYEHUU KOMmopozo 0bL10 00CMUZHYMO U3JledueHue om
UHBA3UBHO20 acnepzusie3d. B 60bluHcmee cryuaes ¢ 3moti yeiblo NPUMEeHSII0m 80PpUKOHA301 ™™,

¢ PekomMeHAyeTcsA B KaueCcTBe aHTMOMOTMKOB 1-ro asrama npu (GeGpuiabHOI HeMNTpOorneHun
MCIIONb30BaTh HedornepasoH + [cyabbakTaM|**, mumepalnuiMH + [TazobakTam], nedemnmm**,
nedrasuauM** B peXuMe [O3MPOBAHMS B COOTBETCTBMM C 3apeTrMCTPUPOBAHHBIMU
rnoxkasaHusimu [28].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

KommeHTapmit: Mooupuxayuio anmumukpo6Holl mepanuu nposoosm 8 coomeemcmeuu ¢ daHHbIMU
nposederHozo oo0cnedosanus (KT, muxkpobuonozuueckue ucciedoganus u m. 0.). HasznaueHue
KapbaneHemos 6 Kauecmee aHMubUOMuUKos8 1-20 amana npu GebpunsHoii HetimponeHuu 060CHO8AHO Y
nayueHmos ¢ Cenmuueckum WoKoM, a Makie 8 KAUHUKAxX, 20e 8 3muoaozuu uHpexyuti npeobaadarom
2Hmepobakmepuu ¢ npodykyueti bema-1axmamas pacuiupeHHo20 chekmpa.

¢ PekomeHAyeTCS NPV HATMYUY TYMOPAJIbHOTO MMMYHOAEDUIIUTA U TSDKEIbIX MHOEKIMOHHBIX
OCJIOXKHEHMI (CETCUC), B TOM YMCIIe BUPYCHBIX (IIMTOMETraJIOBUPYCHAsT) MHGEKINIA, TpaHCchy3un
TperapaToB B/B MUMMYHOIIOOY/IMHA HOPMaJIbHOTO ueoBeueckoro [91,92].

VpoBeHBb yoeauTeIsHOCTY pekoMmeHganuii — C (YypoBeHb JOCTOBEPHOCTH JIOKAa3aTeNbCTB — 5)

¢ PekoMeHAyeTCs BbINOJHEHME TpaHCPy3MuM TPOMOGOKOHLEHTPATOB IIPM KOJIMYECTBE
TPOMGOIMTOB B TIepudepudeckoi Kposu <20 x 10%/m1 [93].

VpoBeHb yOoenuTeabHOCTH pekoMeHgauuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 4)

KommeHTapuii: t060e nposigneHue 2eMoppazuvyeckozo CuHopoma (nemexudsnbHole BbICbINAHUS,
0Cc00eHHO Ha cnusucmoti 060710uKe nojocmu pma, auue u nepedHeli no8epxHOCMuU 2pyoOHOU Kaemku,
Jito6ble KposomeueHus) U/uiu noesllieHue memnepamypsl mesna esiwie 37,5 °C daxce 8 omcymcmaue
S18BHO20 0udza UH@eKyuu mpebym 6bvlNoJHeHUS MpaHcdysuu mpomOOKOHUeHmMpamos oaxie npu
Konuuecmee mpomboyumos é nepugepuueckoii kposu >20 x 10°/n. Amanoeuumsie noxasanus ons
mpaxcgysuu mpomOoKOHYEeHMpPAamos npu nodzomoske nayueHma nepeod 8bINOJHEHUEM UHBA3UBHBIX

npouyeoyp.

¢ PekomMeHAyeTcs IMalyieHTaM IIPM BBISBJIEHMM IPU3HAKOB a//IOCEHCHMOMIM3ALINMA [TepeInBaTh
KOHLIEHTPaThl TPOMOOIMTOB I10 MMOAGOpY. B 1e/IsaX MpeomoneHns ayIoCeHCUOMUIM3ALMMU MOKHO
peKoMeHI0BaTh U BbINIONIHEHMe cepuy (He MeHee 4-5) masmadepesoB (0,5 oOGbema
IMPKYIUPYIOLIE TIa3Mbl 38 CEaHC C 3aMeleHneM aTbOyMUHOM™**) 1 BBITIONTHEHMEe TpaHChy3uii
661X (12-16), uem cpenHue (6—8) 103bI TPOMOOKOHIIEHTPATOB [94].

VYpoBeHb yoeauTeIbHOCTY peKoMeHaanuit — C (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

e PekomeHayercs y manueHTOB ¢ OMJI monepkuBaTh liejieBble IOKa3aTeau TeMOITo0uHa
TpaHCHY3UIMU SPUTPOLIUTCOAEPKALIUX Cpel, Ha YpoBHe He Hirske 80 r//1 (reMaTOKPUT He MeHee
20 %) [95].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 2)

e PekomeHayeTcs1 IIpM HaAMuMM  HapylleHMII IUIAa3MEHHOIO Tremocrasa (TMIIO- U
TUTIEPKOATYJISIIIUS)  BBIMIOJIHEHMe TpaHcdysuyu TpenapaToB M KOMIIOHEHTOB  KPOBU
(cBexke3aMOPOKEHHasI I1a3Ma, KpUOTPeIUITUTAT, aHTUTpoMOUH IIT) [96].



VpoBeHBb yoenuTersHOCTU pekoMmeHganuii — C (YypoBeHb JOCTOBEPHOCTHU JIOKAa3aTe/IbCTB — 5)

KommeHTapmit: nokazauvusi u 00sem mpancgy3uoHHol noddepicku onpedesisiomcs noKasamensmu
K0Azyn02pammbl U KJAUHUYECKOL cumyayueti.

¢ PekomeHAyeTCs TNpY BO3HMKHOBEHMM OCTPOTO WM XPOHMUECKOTO OO0JEeBOTO CHMHIpOMA
yTOUHEHMe 3TUoNoruM 60/, IIpy BbISIBJIEHMM O4ara BOCIIaJeHNUs — MpoBefeHre HeoOX0IMMbIX
MEepONPUSTUIA TI0 JIeYeHUI0 Oouyara BOCIAJIEHUSI COITIAaCHO COOTBETCTBYIOUIMM KIMHUYECKUM
pekoMeHJanusIM (BK/IOUast, Ipy HeoOXOAMMOCTH, XMPypruveckoe jgeuenue). I[Ipy UCKII0UeHNn
MH(PEKIVOHHO-BOCITAINTEIbHOM IPUPOAbI O0JIEBOr0 CMHAPOMA PEKOMEHIYeTCsl MpOoBefeHie
00e300/MBAIOIIEll Tepanuyu COIVIACHO CYIIECTBYIOMIMM IIPOTOKOJIAM 00e3601MBaHmusT (CM.
COOTBETCTBYIONIME KIMHUUYECKME DPEKOMEHAAIIMM TI0 XPOHMYECKOi O60M, KIMHUYECKue
peKkoMeHalyM ITI0 aHecTe3MOoJoTMM), B TOM UYMCIe MO MOKa3aHMUsIM — C TIpMMeHeHueM
HApKOTUMYECKUX U TICUXOTPOIIHBIX JIEeKapCTBEHHBIX IIperapaToB, C YYETOM BO3MOXKHbBIX
MIPOTUBOINOKA3aHNIA, CBSI3aHHBIX C IMTOIEHMEN, MHBIMU KIMHUYECKUMU cuTyauusmu [97].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHAanuit — C (YypOBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)



4. PeaOunuranus

Cneyuanstslx memodos peaburumayuu npu OMJT He cyuiecmayem.

¢ PekomMeHAyeTCs MMpOBeAeHMEe peabuaIuUTaluy MalMeHTaM MPY BO3HUKHOBEHUM OCIOKHEHMIA
IoCJIe 3aBeplleHus porpamMmmsl Tepanuyu OMJI B paMKax COOTBETCTBYIOLIMX HO30I0THi [98].

VpoBeHBb yoeauTeIbHOCTU pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU JIOKA3aTe/IbCTB — 5)

KommeHnTapwmii: npu npogedeHuu NOAUXUMUOMEPANUU 803MOMHA Kapouo-, 2enamo-, Hetipo-, Hepo-
u Opyzas MOKCUYHOCM®b, NOCEOCMBUSL KOMOPOLi MO2Ym NposieNiamscs u nocie ee okowuauus. Iocne
OKOHUGHUSL ~ JledeHuss — eecmu  300p06bili  00pa3  MU3HU,  UCKJAIOUUMb — UHCOMAYUID U
(usuomepanesmuueckue npoyedypol.



5. IIpodunakruka

Cnenndnueckoii mpodmIakTvky BO3HUKHOBeHMsT OMJI He CyIIeCTBYeT.

¢ PekomMeHAyeTcCs MalMeHTAM B paMKax AVCIAHCEPHOTO HAOGIIOMEeHMSI TOCIe OKOHYaHUS
nporpammbl Teparnuy OMJI BBIIIOIHSITH MCCIeN0BaHMe 00Iero aHaamsa KpoBM KasKIblii Mecsi B
TeueHue MepBbhIX 2 JeT 1 3aTeM — 1 pas B 2—-3 Mecsina a0 5 JIeT OT Hauajia JeueHMs ; BBITTOIHSTh
MYHKIIMM KOCTHOTO MO3Ta B TeueHue 1-ro roma 1 pas B 3 Mecsiiia, ganee — 1 pa3 B 6 MecslieB B
TeueHue 2-To roja, gajgee — 1 pas B rof [0 5 JieT HaGMIOmeHUS AJIsT KOHTPOJST 3D heKTUBHOCTI
JIeueHMsl ¥ CBO@BPEMEHHOT0 BbIsSIBJIeHMs peluausa [1].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

KoMMeHTapuit: 8HenniaHosoe ucciedosaHle 2emozpamMmpsl NOKA3AHO NpuU JH00bIX USMEHEHUSX 8
cocmosiHuu nayueHma. Buennanogoe uccnedogaxue KOCMH020 M032d NOKA3AHO NPU 8bISABAEHUU H00bIX
usmeHeHuli eemozpammel. BonvwiuHcmeo peyudusos npoucxodsm 6 meueHue 1-3 jem nocne
OKOHUaHus. mepanuu. CmaHoapmu308aHHble 8peMeHHble MOUKU 83MuUsl KOCMH020 M032a Heo0X00UMbl
npu movumopuxze MOB.

Opranmusanmusa oKkasaHUsi MeIULIMHCKOM ITOMOIIU

MeauiMHCKasi TOMOILb, 3a MCK/IOYEeHMEeM MeOUIIMHCKOM IOMOIIM B paMKaX KJIMHUYECKOi
anpo6anyy, B cooTBeTcTBUMM ¢ DemepasbHbiM 3akoHOM oT 21.11.2011 N2 323-®3 (pen. or
25.05.2019) «O6 ocHOBax OXpaHbI 3M0POBLS rpakmad B Poccuiickoit @emepaliinm» OpraHU3yeTcs U
OKa3bIBAeTCS:

1. B COOTBETCTBUM C IOJOKEHMEM 00 OpraHmM3aLyy OKasaHMs MeAMLIMHCKOM ITOMOIIM 10 BUAaM
MeIUIIMHCKOM MOMOUIM, KOTOPOe YTBEPXKIAETCS YIOJIHOMOYEeHHbIM DenepasbHbIM OpPraHOM
MCIIOJTHUTEIbHOI BJIaCTH;

2. B COOTBETCTBUM C TMOPSIKOM OKa3aHMS TIOMOIIM 10 MPOMIIII0 «reMaToIoTHsI», 00SI3aTeIbHBIM
IJIST  VICTIOJIHEHMSI Ha Tepputopum Poccuiickoin ®@emepanuy BCeMM  MeOULMHCKUMU
OpraHu3alusIMu;

3. Ha OCHOBE HACTOSIIIMX KIMHUYECKMUX PEKOMEeHAAInA;

4.c yyeTOM CTaHAAPTOB MEAUIIMHCKOM TIOMOIIM, YTBEPKIEHHBIX YIIOJHOMOUYEHHBIM
®epnepanbHbIM OPTaHOM MCIIOJHUTENbHO BIACTH.

[lepBuyHas CreUMaIM3MPOBAHHAS MEAMKO-CAHMTAPHAS IIOMOINb OKAa3bIBAETCS BpPavOM-
reMaToJIOTOM ¥ MHBIMM BpayaMu-CIEMaNIMCTaMyY B IEHTPe aMOyIaTOPHO reMaToI0rnuecKoii/
OHKOJIOTMYECKOJ MOMOIIM MO0 B MEPBUYHOM IeMaTOJOrMUeCcKOM/OHKOJIOIMYeCKOM KabuHere,
MePBMYHOM TeMAaTOJOIMUYECKOM OTHeIeHNM, MOMUKIMHUYECKOM OTAeJIeHNUM OHKOJIOTMYECKOTOo
JCIIaHcepa.

IIpn BbIgBAeHUM y mnauyeHta OMJI wiaM MOJO3peHMM HAa HEro BpauduM-TepareBThl, Bpauyu-
TeparneBThl yUYaCTKOBbIe, BpauM OOIIeil MPaKTUKM (CeMeliHble BpauM), BpPauyM-CIIEIVATUCTBI,
CcpemHMe MeOUIIMHCKME PAabOTHMKY B YCTAHOBJIEHHOM IIOPSIAKE HAIpPaB/SIOT MalyeHTa Ha
KOHCY/IbTALIMI0 B IIEHTP amMOyJIaTOPHON TeMaTOJIOrMYecKOi/OHKOIOTMYeCKOi MoMOoIIu 1nbo B
TEepBUYHBINI  TeMaToNIOTUYECKMIi  KaOWHEeT, IepBUYHOE TreMaToJIOTUYeCKoe  OTAeNeHMe
MeIOUIMHCKOM OpraHu3auuy [IJis OKa3aHusl eMy IepBUYHONM CIlelMalu3upPOBaHHON MeLUKO-
CaHUTAPHOV MOMOIIN.

Bpaq—remaTonor aM6YJ'IaTOpHOI‘O i CTalMOHAapHOIo 3B€Ha reMaToJIOTMYeCKOl ITOMOIIU
OpraHmM3yeT BbLIINNOJIHEHNME OMarHOCTUYECKUX I/ICCJ'[E,Z[OBEIHI/II;'I, HEO6X0,EU/IMLIX OJisi YCTaHOBJICHUSA
JAVardo3a, BK/IIouasi paCripoCTpaHEHHOCTb M CTaANIO 3aboj1eBaHMs.

B cryyae HEBO3MOXKHOCTY ITPOBEIEHMST IMArHOCTUUECKUX MCCIeNOBAHNIT TTAlIEHT HAMPaBISIETCS
JleYalyM BpauyoM B MEOMIVHCKYIO OpPraHM3allfi0, OKAa3bIBAIOIIYI0 MEIMIIMHCKYI0 ITOMOIIb
MalyeHTaM C reMaTOJOTMYeCKMMM 3a007eBaHUSIMM, IJIS1 YCTAHOBJIIEHMS] OMArHosa M OKa3aHUs
CITeMaIM3UPOBAHHOI, B TOM YMC/I€ BBICOKOTEXHOJIOTUYHOM, MEIULIVIHCKOI ITOMOIIIN.

ITpu BoIsiBieHUM OMJI MM Mogo3peHny Ha Hero B Xo/ie OKa3aHusl CKOPOi MeAUIIMHCKON TOMOIIA
nauyeHTa T[epeBOOSIT WM HampaBisIlOT B MeAUIIMHCKME OpraHu3aliuiu, OKa3bIBalollyue



MEOULIIMHCKYIO IMOMOIIb MaliMeéHTaM C remaTo/JI0rm4yeCKMMn 3&160]IEB3.HI/I$[MI/I, JJIA OIIpene/ieHUsa
TAKTUKM BeOEeHUSI U HEO6XO,Z[I/IMOCTI/I INpMMEHeHNdA  OOINOJMHUTE/IbHO [OPpyrMXx MeTO4OB
CrieqMaIM3MpOBaHHOI'O IIPOTUBOOITYX0J/I€BOTO JIEUEeHW.

Crienyanms3upoBaHHasi, B TOM YMCJIE€ BBICOKOTEXHOIOTMYHAS, MEOVIIMHCKAS TOMOIIb OKAa3bIBAETCS
BpavyaMM-TeMaTo/IoraMy B MeIULIMHCKMUX OPraHu3alysIX, OKa3bIBAIOIIMX MeAUIVHCKYIO TOMOILIb
nanuentaMm ¢ OMJI, MMeIOIIMX JIMIIEH3MIO, HeOGXOOMMYIO0 MaTepuaabHO-TeXHUUYECKYI0 6asy,
cepTuGUUMPOBAHHBIX CIIELMAINCTOB, B CTALMOHAPHBIX VCIOBMSIX M VCIOBMUSIX THEBHOTIO
CTalyoHapa ¥ BKIoYaeT MpoduIakTUKy, IMaTHOCTUKY, IeUeHIe TeMaToIOTMuecKmx 3a60meBaHmii,
TPe6YIONMX MCIIOIb30BAHMS CITEIMaIbHbIX METONOB M CIOXKHBIX YHUKATbHBIX MEIUIIMHCKUX
TEXHOJIOTHMIA, @ TAK’KE MEAUITVMHCKYIO PeabuInTaInio.

B mMemuuMHCKONM oOpraHuM3anuu, OKa3bIBAOIIEl MeOUIIMHCKYI IMOMOINbL namueHtam ¢ OMJI,
TaKTMKa MEIMIIMHCKOTO OOC/IemOBaHMSI U JieueHMs YCTaHaBIMBAeTCsS BpayaMM-reMaToJoraMy C
TIpUBJIEUEHNEM TP HEOOXOAVMMOCTM [PYTMX Bpadeii-CrenuaanucToB, Mpu HeOOXOOUMMOCTU C
MpOBeIeHMeM KOHCUIMyMa. PellleHre KOHCUIMYMa Bpadeil 0GopMISIETCS IIPOTOKOJIOM,
MOJMMCHIBAETCS YUaCTHMKAMM KOHCMJIMYMa Bpaudell M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTAalMIO
naiyeHTa.

[TokaszaHusi K rocnuTajau3aluu B KI)YI‘J'IOCYTO'IHIJI]‘/JI WIN [THEBHOM CTalMMoOHap MeIULIMHCKOMI
OopraHnmsanmnu, OKasbIBalolen CIIeqMaIn3nMpoBaHHYIO, B TOM 4lC/JI€ BbICOKOTEXHOJ/IOTMYHYIO,
MEOULIMHCKYI0 ITOMOIIb II0 HpOd)I/II[I-O «remMaTo/Iorus», OIIpeneIsaoTCA Bpa‘IOM-I‘EMaTOHOI‘OM/
KOHCUJINYMOM Bpaqeﬁ C IIpMBJIEUEHMEM IIpUN HeO6XO,ELI/IMOCTI/I APYTUX Bpaqeﬁ-CHeHMaHMCTOB.

IlokazaHus OJIs IVIAHOBOJ rOCIIMUTAINU3aIN:

e TI0m03peHKe/ycTaHoBieHne nuarsosa OJl;

e nuarHocTuka penuavisa OMII;

* MpoBeaeHMe ouepemHOro Kypca XT B YCJIOBUSIX KPYTIJIOCYTOYHOTO JIOO JHEBHOI'O CTAIMOHAPA;

e mpoBeneHue 3amiaHupoBaHHoi TI'CK;

® BBINOJIHEHME TVIAHOBBIX XUPYPTUUECKMX BMEIIaTelbCTB;

e BBINIOJTHEHME TIJIAHOBBIX 3KCTPAKOPIOPAIbHBIX METOOB OUUINEHUSI KPOBU M 3aMeCTUTETbHOMN
TIOYeYHOM Teparnnn;

* [IpOBeJleHMe 3aMeCTUTEbHOI TeMOKOMIIOHEHTHO Teparnu.

IToxazaHus ajs SKCTPEHHOﬁ TOCIIUTAJIU3ALIUN

® HEeOTIOXKHbIE COCTOSIHMS y nanueHToB ¢ OMJI u npu nnogo3penun Ha OJI:

e nefikonmTo3 >100 x 10%/1;

e (ebpibHas Muxopangka U MHMEKIMOHHbIE OCIOXKHEHNUST Ha (POHe HEeMTPOoMeHuu Mocie Kypca
XT;

® reMopparmdyecKuit CMHIPOM;

* TPOMOOTUUECKNE OCTIOKHEHMS;

* He0OXOmVMOCTD IIPOBEIEHNMS S9KCTPEHHOI 3aMeCTUTETbHOI TeMOKOMIIOHEHTHOJ Tepariniu;

e IIpyruMe CUCTEMHbIE HapylIeHus, O0OYC/IOBIE€HHbIE TEUeHMEeM OCHOBHOIO 3a00jeBaHMus WU
pe3BUBIIIMECS BCIEACTBYE TIPOBEIEHHOTO JIeUueH NS,

IloxazaHus K BBIINCKE MalyieHTa U3 cTanmyoHapa:

e BOCCTAHOBJEHMe TIOKasaTeneil mepudepudeckoii KpoBu (YpoBeHb JeitkonuroB >1 x 10%/m,
rpaHynonuToB >0,5 x 109/J1, TpoM60LIUTOB >50 x 109/)1, remorio6mua >80 1/J1) rmocjie ouepesHoro
Kkypca XT;

* HOPMOTEpPMMSI B TeUeHMe 3-5 CYTKM M OTCYTCTBME HEKOHTPOIMPYEMBIX WHMEKIIMOHHBIX
OCIOXKHEHMI B IOC/IEKYPCOBOM TIepUO/ie;

e KyIMpOBaHMe reMopparnyeckux OCI0KHEeHMIT;

* KYyNMPOBaHME TPOMOOTUUECKUX OCTOKHEHMIA;

e KYMNMPOBaHME CUCTEMHBIX HapyIIeHMsI, 00YCIOBJIEHHbBIX TEUEHEM OCHOBHOTO 3a60JIeBaHMS WU
Pa3BUBIIMXCS BCIEACTBYE TIPOBEIEHHOTO JIeUueHNS.

3akimoueHMe O 1eecCO00PAa3HOCTY TepeBOoAa TMalyeHTa B NPOQWIBHYI0 MeOUIIMHCKYIO
OpraHM3alMI0 OCYIIECTBISIETCS TI0C/Ie TPeNBAPUTETbHO KOHCYJIbTAMM TI0 TIPEJOCTaBIeHHBIM
MeIMIVHCKAM OOKYMEHTaM W/WIM TIpelBapUTEIbHOTO OCMOTpa TalMeHTa BpavyaMu-
CrienMaaIMcTaMy MeJUIIMHCKOI OpraHu3aln, B KOTOPYIO TNIAHUPYETCS TIePeBO/I.



6. JonmomHuTenbHass MHGoOpManys, BAUIIONIas Ha
TeuyeHye U ¥ICXO0M 3a00/IeBaHuS

«MonexynspHas» Tepanms

IIpoepecc 6 usyueHuu MoJeKynapHoz0 namozeHe3a OMJI npueen K paspabomke HOBbIX
«MOJIEKYIAPHbIX» NPenapamos, m. e. MONeKyJl, MexaHusm Oelicmeust KOmopulx C8s13aH C 8JUSHUEM HA
benKku, (QYHKYUs KOMOPBIX U3MEHSIemcsl 8 pesyivmame Mymayuu uiu mpaiciokayuu (mapzemHoe
8o3deticmeue). Hanpumep, zeHemuyecKue usMeHeHus npueodsim K Mymayusim 8 2eHax, akmueupyowux
Kackadel mpavcoykyuu cueHana (Hanpumep, FLT3, KIT, RAS), K CIUSAHUKN 2eH08 WIU Mymauusim,
npueodsWUM K NOBBIUEHUID UMU Y2HemeHUul MmpaHcKpunyuoHHoli akmusHocmu (Hanpumep, PML-
RARA, RUNX1-RUNXITI, CBFB-MYHI11, CEBPA) unu K HapyweHuw QyHKYuu 2eH08, 808J1eUEHHbIX 8
nepedauy cuzHana (Hanpumep, NPMI1, NUP98, NUP). Hecmompss Ha mo umo O HEeKOMopwviX
npenapamos, Oelicmgylwux Ha MOJIEKYIAPHOM YpOB8He, U Oblld NPOOEMOHCMPUPOBAHA
appexmusHocms npu OMJI, y#e Ha cmaduu KAUHUYECKUX UCCCIe008aHUli ObL10 NOHSAMHO, UMO
OONBWUHCMBO U3  HUX  HE0OX00UMO  UCNONb308AmMb 8  COYeMAaHuu co  cmaHoapmHslMu
npomueoonyxonessimMu npenapamamu. B Hacmosiujee 8pemst npoodumcs 60nbUi0e YUCAO0 KAUHUYECKUX
uccnedosanuli no usyueruro agpexmusrnocmu npu OMJT u 6e3onacHocmu npenapamos u3 pasiudHblx
apmayesmuueckux zpynn.



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepun kauecrsa

OueHka
BbIMOJIHEHUA

Y nauveHTa c nopospeHnemM Ha OMJ1 v nNpu nNepBMYHOM npueMe nauueHTa ¢ OMJI
BbINOSIHEHbI C6OP a0, aHaMHe3a 1 oLleHka 06bEKTUBHOrO cTaTyca

Ha/Het

Y naumeHTa c nogospeHneMm Ha OMJT unm nNpu nepsuMyHOM npueme naumeHTta ¢ OMJ1 BbiNoNHEH
06WKMIA KNMHUYECKUW aHanu3KpoBM pas3BepHYTbIM C MOACYETOM NeiKkouuTapHoi (GopMynbl n
yucna TpOM60LU/ITOB

[a/Het

Y naumeHTa C noaospeHneM Ha oM nony4yeH LlMTOI'IOI'M‘-IeCKI/Iﬂ npenapat KOCTHOro ™Mos3ra
nyTeM nyHKUMM U  BbINOJIHEHO UWTONOrM4yecKoe WwuccnegoBaHMWe Maska KOCTHOro Mosra
(Muenorpamma), unu, Npu HEBO3MOXHOCTU MOJyYEeHWUs acrnupaTa, Nofy4YeHu rMCcToNornyeckuit
npenapaTt KOCTHOroO Mo3ra W BbINOJIHEHO UMUTOSIOFMYECKOE U MMMYHOUUTOXMMUYECKOE
nccnegosBaHue OTneyaTkos TpenaH06MonTaTa KOCTHOro mo3sra

Ha/Het

Y nauuneHTa c noAo3peHNEM Ha OMJ1 BbINOMHEHO UMTOreHeTu4ecKoe nccnegosaHne (KapMOTMI‘I)
acnupaTta KOCTHOro mMosra

[Ha/Het

Y nauueHTa c nofospeHvem Ha OMJ1 uau npu NepBMYHOM npueMe naumeHta ¢ OMJ1 BbinosiHeH
aHanus KpoBWu BMOXMMMYecKMid oblieTepaneBTUYECKUA (KpeaTuHWUH, obwumii 6enok, obwuii
6unupybuH, naktataernaporeHasa)

[a/Het

Y naumeHTa c noAoO3peHnEM Ha OMJ1 BbINOMIHEHO CMUHHOMO3roByt NYHKUUIO C CEPOOTMYECKNM
nccnenoBaHneM JIMKBOpa

[Ha/Het

Y naunenta ¢ OMJ] Ao Hayana cneunduyeckon Tepannn BbINOJIHEHa PeHTreHorpadus opraHos
rpyAHOWN Knetku u/unm KT opraHoB rpyAHON KAETKU U/WUAu rofioBHOro Mo3ra

[a/Het

Y naumeHTa C BNepBble ANAarHOCTUpPOBAHHbIM OMJ1 nocne 3aBepueHna Bcex AnMarHoCTU4eCcKux
MepOI'IpMHTMH npoeseaeHa UHAYKUMOHHasA Tepanusa

[a/Het

Y nauveHTa c BepuduumMpoBaHHbIM OMJ1, pocturwero [P nocne WMHAYKUMOHHOrO 3Tana
Tepanuu, BbINONHEHa NporpamMMa KOHCONMAaLMM peMmccum

[a/Het

10

Y nauueHTa c BepuduumpoBaHHbiM OMJ1, pocturwero [P nocne WMHAYKUMOHHOrO 3Tana
Tepanuu, NpoBedeHa KOHCynbTauua B TPpaHCN/IaHTaUMOHHOM LIEHTPE B TEYEHUe 3 Mecsaues OT
MOMeHTa AOoCTUXeHust MP ana pelleHus BOMpoca O BO3MOXHOCTM U  LenecoobpasHocTn
BbINosHeHns anno-TKM/anno-TrCK

[a/Het

11

Y nauueHTa, nosyyaroLlero Tepanuio no nosoay BepuduumpoBaHHoro OMJ1, nocie oKoHYaHus
KOHCONMMAauun peMuccun nposefeHO UuuTosornyeckoe wuccnenoBaHue acnupata KOCTHOro
Mo3ra

[a/Het

12

Y nauuenTa, nony4alowero Tepanuio N0 NOBOAY BepuduumposaHHoro OMJI, nocne
3aBepLUEHNst BCei NporpamMbl Tepanuu npoBeAeHO LIMTONOoMMYeckoe UccneaoBaHne acnupata
KOCTHOro Mo3ra

Ha/Het

13

Y nauumeHTa C KOHCTaTMPOBAHHbLIM PE3UCTEHTHbIM TeyeHneM OMJ1 BbiNONHEHa CMeHa Tepanuu
Ha NporpamMmy nevyeHns pesncTeHTHbIX popm OMJI

[a/Het

14

Y nauueHTa c KOHCTaTUPOBaHHbIM peUuMamMBoOM MNpoBeAeHa Tepanua no nporpamMMme nedvyeHusa
peunavsa OMJ1 nnn Ha3HayeHa nananaTuBHasa Tepanus

[Ha/Het




Crmcok inrepaTypsl

1. CaBuenko B.I., [TapoBuunukoBa E.H. OcTpsle neiiko3bl // KnuHuueckasi OHKOreMaTOIOT s :
PYKOBOZCTBO 17151 Bpaueii. [Tom pen. BonkoBoit M.A.. 2-e usp., mepepab. u morr. 2007. P. 409-502.

2. IMapoBuunukoBa E.H. et al. Knuanueckuit mporokoa OMJI-01.10 110 Jie4eHUIo OCTPhIX
MMEeJIOUIHBIX JIEMIKO30B B3pOCIbIX // IIporpaMMHOe JjiedeHyue 3a00/ieBaHMii KPOBM, IIOH Ppe.
CaBuenko B.I. M.: [Tpaktnka, 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, N¢ 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, N2 12. P. 1837-1842.

10. Godley L.A. Inherited predisposition to acute myeloid leukemia. // Semin. Hematol. 2014.
Vol. 51, N2 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, N2 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, N2 6. P. 437-439.

13.  Wass M. et al. Value of different comorbidity indices for predicting outcome in patients with
acute myeloid leukemia // PLoS One. 2016. Vol. 11, N2 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, N2 2. P. 90-95.

16.  Avni B. et al. Clinical implications of acute myeloid leukemia presenting as myeloid sarcoma.
// Hematol. Oncol. 2012. Vol. 30, N2 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, N2 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, N2 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, N2 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.]. et al. Estimating progression to cirrhosis in chronic hepatitis C virus infection.
// Hepatology. 2001. Vol. 34, N2 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, N2 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, N2 10. P. 2168-2171.

24.  Bernson E. et al. Cytomegalovirus serostatus affects autoreactive NK cells and outcomes of
IL2-based immunotherapy in acute myeloid leukemia // Cancer Immunol. Res. American
Association for Cancer Research Inc., 2018. Vol. 6,N29.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, N¢ 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, N2
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, N2 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, N2 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, N2 3. P. 332-338.

30. OlsenR.J. et al. Acute leukemia immunohistochemistry: a systematic diagnostic approach. //
Arch. Pathol. Lab. Med. 2008. Vol. 132, N@ 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, N2
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, N2 11. P. 1356—1366.

33. Jlo6anoBa T.M., Tanpuesa U.B., ITaposuunukoBa E.H. McciaemoBaHue MMUHMMATbHOM
OCTAaTOYHOV GOJe3HM Y TAaIMeHTOB C OCTPBIMM MUEJOUIHBIMU JIefIKO3aMM METOJOM
MHOTOLIBETHO MPOTOUHOM HuTodQayopumeTpun (0630p autepatypsl) // OHKoremaTonorus. 2018.
Vol. 13, N2 1. P. 83-102.

34. Jlo6anoBa T.U. “KimpeHC OIyX0JeBOr0 KJIOHA Y MAlYEeHTOB C PA3HbIMM MOJIEKYJISIPHO-
reHeTMYeCKMMM BapMaHTaMM OCTPbIX MMEJIOUAHBIX JIeKO30B”: Oucceprauusl ... KaHOMAATA
MeguIMHCKUX 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, N2 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, N2 9. P. 1287-1306.

37.  Roberts A.S. et al. Extramedullary haematopoiesis: radiological imaging features // Clinical
Radiology. 2016. Vol. 71, N2 9. P. 807-814.



38. Fritz ]. et al. Radiologic spectrum of extramedullary relapse of myelogenous leukemia in
adults. // AJR. Am. J. Roentgenol. 2007. Vol. 189, N2 1. P. 209-218.

39. Arrigan M. et al. Imaging findings in recurrent extramedullary leukaemias // Cancer Imaging.
2013.Vol. 13, N2 1. P. 26-35.

40.  Seegars M.B., Powell B.L., Howard D.S. Acute Myeloid Leukemia in Pregnancy // Blood. 2017.
Vol. 130, N2 Suppl 1. P. 5035.

41.  Woitek R. et al. Radiological staging in pregnant patients with cancer // ESMO Open. 2016.
Vol. 1, N2 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, N2 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, N2 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, N2 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, N2 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, N2 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, N2 4. P. e60699.

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, N2 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, N2 1. P.
9509.

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, N2 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, N2 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, N2 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, N2 1. P. 7-17.

54. Stone R.M. et al. Midostaurin plus Chemotherapy for Acute Myeloid Leukemia with a FLT3
Mutation // N. Engl. ]. Med. 2017. Vol. 377, N2 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, N2 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, N¢ 22. P. Abstract 485.



57. CokoinoB A.H. et al. [lJonrocpouHbie pe3yJbTaThl JIEYeHUST OCTPhIX MUEIOUIHBIX JIEIKO30B Y
B3POC/IABIX B MHOIOLEHTPOBOM KIMHMYeCKOM uccienoBanun OMJI 06.06 // KnumHuueckas
onkoremarosiorus. 2012. Vol. 5, N2 1. P. 30-38.

58.  Cornelissen ].J., Blaise D. Hematopoietic stem cell transplantation for patients with AML in
first complete remission // Blood. 2016. Vol. 127, N2 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, N2 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 - .
Am. Med. Assoc. 2009. Vol. 301, N2 22. P. 2349-2361.

61.  Godley L.A., Larson R.A. Therapy-Related Myeloid Leukemia // Semin. Oncol. 2008. Vol. 35,
N2 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, N2 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, N2 7. P. 879-
883.

64. Aldoss I. et al. Efficacy of the combination of venetoclax and hypomethylating agents in
relapsed/refractory acute myeloid leukemia // Haematologica. Ferrata Storti Foundation, 2018. Vol.
103, N2 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, N2 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, N2 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, N2 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, N2 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, N2 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, N2 7. P. e303-e314.

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, N2 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. . 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, N2 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, N2 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.]. Eur. Soc. Med. Oncol. 1997. Vol. 8, N2 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 Yi Xue Za Zhi (Taipei). 1995. Vol. 56, N2 5. P. 305-311.

77.  Frazer]. et al. Characteristics predicting outcomes of allogeneic Stem-Cell transplantation in
relapsed acute myelogenous leukemia // Curr. Oncol. 2017. Vol. 24, N2 2. P. e123-e130.

78. Cruijsen M. et al. Clinical Results of Hypomethylating Agents in AML Treatment // J. Clin.
Med. 2014.Vol. 4, N2 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, N2 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, N2 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, N2 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, N2 10. P. 2281-2288.

83.  Bakst R.L. et al. How I treat extramedullary acute myeloid leukemia // Blood. 2011. Vol. 118,
N2 14. P. 3785-3793.

84. Chang A., Patel S. Treatment of Acute Myeloid Leukemia During Pregnancy // Annals of
Pharmacotherapy. 2015. Vol. 49, N2 1. P. 48-68.

85. Nakajima Y. et al. Acute leukemia during pregnancy: an investigative survey of the past
11 years // Int. ]. Lab. Hematol. 2015. Vol. 37, N2 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, N2 8. P. 626—650.

87. Rolbin S.H. et al. Epidural anesthesia in pregnant patients with low platelet counts. // Obstet.
Gynecol. 1988. Vol. 71, N2 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, N2 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 (7+3 regimen) Chemotherapies // Blood. 2015. Vol. 126, N2 23. P.
4889-4889.

91. Delforge M. et al. Recommended indications for the administration of polyclonal
immunoglobulin preparations // Acta Clin. Belg. 2011. Vol. 66, N2 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, N2 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, N2 3. P. 631-635.

94.  Delaflor-Weiss E., Mintz P.D. The evaluation and management of platelet refractoriness and
alloimmunization // Transfus. Med. Rev. 2000. Vol. 14, N¢ 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, N2 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. Ab6ysaposa I.P. et al. O6e3601MBaHMe B3POCIbIX M JeTeil MPU OKa3aHUM MeIUIVHCKOI
nomoiiy. Metogudeckmne pekomeHpauuyu. ®I'60Y BO PHUMY um. H.M. [MuporoBa MuH3npaBa
Poccun., 2016. 94 p.

98.  Paul K.L. Rehabilitation and exercise considerations in hematologic malignancies. // Am. J.
Phys. Med. Rehabil. 2011. Vol. 90, N2 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, N2 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, N2 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, N2 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, N2 3-4. P. 315-327.

104. Reese N.D., Schiller G.]. High-dose cytarabine (HD araC) in the treatment of leukemias: A
review // Curr. Hematol. Malig. Rep. 2013. Vol. 8, N2 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, N2 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, N2 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, N2 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, N2 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, N2 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, N2 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, N2 25. P. 41498-41507.



10.

11.

12.

13.

14.

15.

16.

17.

IIpunoskeume Al. CocTaB padboueri rpyIinbl

.AdanacseB B.B., m.mM.H., mpodeccop, 3acTyskeHHbII Bpau P®, mmpektrop HUW metckoit

OHKOJIOTMM, TeMATOJIOTUM U TpaHCIutaHTooTuyu uM. P.M. TopbaueBoii, 3aBemyoumii kKadempoii
reMaTojoruu, TpaHcdysuomornu ¥ TpaHciuiaHtomoruu OIBOY BO  «IlepBbiit  CaHKT-
[TeTepOyprckuii roCcyoapCTBEHHBI MEOVLIMHCKUIA YHUBEpCUTET MM. akan. V.II. IlaBioBa»
Munsnapasa Poccun, uieH HalioHaIbHOIO TeMaTOIOIMYEeCKOro O0IecTBa.

. BapaHOBa O.IO., K.M.H., CTapU.[Mf;I Hay‘IHbIﬁ COTPYOHUK OTAEJEHNS TPaHCIVIaHTAlMM KOCTHOTO

mo3ra ®I'BY «HMMUII onkonormm um. H.H. Brnox3mHa» MwuusgpaBa Poccuu, MockBa, ujieH
HaiioHa/bHOTO reMaToJIOTMYeCKOro o6IecTBa.

.bonpapenko C.H., K.M.H., pYKOBOAUTE/Ib OTHOe/Na OHKOJOTMM, TeMaTOJIOTUN U

TPaHCIUIAHTOJIOTUM [JI1 TIOAPOCTKOB M B3pocibix HUM neTckoil OHKOIOTMM, reMaTONOTUM U
TpaHciuiaHTonormu umM. P.M. TopbaueBoit ®I'BOY BO «IlepBsiii CaHkT-IleTepOyprckumi
TrOCYyOapCTBEHHBIN MeIULIMHCKMIT yHuBepcuteT uM. akaz. W.II. IlaBnoBa» Munsgpasa Poccun,
yieH HarmoHaIbHOTO TeMaTONIOTMUeCKOTO 001IecTBa.

.TarmonoBa T.B., K.M.H., TJIaBHbBIIi BHENITATHBIN crenuaaucT-TpaHcdysuonor MwuH3IpaBa

Poccuu, 3aMecTuTeNb TeHEPATbHOTO AMPEKTOPa MO TPaHChY3MOIOTUH, 3aBEYIONIAsT OTIeI0M
tpaHchysuonorum OI'BY «HMUIL] remaronorumu» MwuH3npaBa Poccuy, uneH HalMoHaabHOTO
reMaToJIOTMYeCKOTO OOIIeCTBa.

.TpumtaeB C.B., 0.M.H., pyKOBOOMUTEIb Pecry6IMKaHCKOTO LIEHTpa TPAHCIUIAHTAIMM KOCTHOTO

mosra OIBY «Poccuiickuit HUM remartomormu wu  TpaHchysmonoruu OMBA», umeH
HauyoHaJIbHOTO reMaToIorueckoro o61ecTsa.

.Kanopckas T.C., K.M.H., 3aBenyionias otaeneHueM remaronoruu I'BY3 «MpKyTckasi opheHa

«3Hax [ToueTa» o61acTHAs KIMHMYECKas OOMbHMIIA», WieH HalMoHaIbHOro reMaTolIorMuyeCcKoro
obiiecTsa.

.Kisicosa I.A., 1.M.H., mpodeccop, 3aBemyrolas JJabopaTopyeii KIMHUYECKO 6aKTePUOIOTH,

MUKOJIOTUM ¥ aHTUOMoTndeckoi tepanuu O®I'BY «HMUILI remaronorum» Munsapasa Poccun,
yjieH HaimoHaapHOrO reMaTolmornyeckoro o6IecTsa.

. Koncrantunosa T.C., K.M.H., [BY3 CO «0Q6acTHOi reMaToornueckuii eHTp CBepaioBCKOit

00/1aCTHOM KAMHMYECKOi O60apHMIBLI N2  1», wieH HalMoHaJAbHOTO TreMaToJ0TMYeCcKOro
ob1iecTsa.

Kyspmuua JILA., K.M.H., 3aBefAywollasi OTIe/ieHMeM MHTEHCMBHOM  BBICOKOJO3HOI
XMMMOTepanmMu " TPAHCIUIAHTAUUM KOCTHOIO MO3Ta C KPYIJIOCYTOUHBIM cTauyuoHapoMm OI'BY
«HMUML remaronormm» Mwun3gpaBa Poccuu, wieH HauuMOHanbHOrO TIeMaTOIOTMYECKOro
obiecTsa.

Jlamma B.A., K.M.H., 3aBemyiommuii oTmeneHueM remartonmoruu IBY3 S0 «O6mactHas
KJIMHMYeCKast 60IbHMIIA», WieH HalloHaIbHOTO reMaToJIOrMYecKOro 00IIecTBa.
IMapoBuunukoBa E.H., O.M.H., 3aBedyiolias OTHEJIOM XUMMOTeEpaIlluy TIeMo0IacTO30B,
Jernpeccuii KpOBETBOPEHUS U TPaHCIUIaHTaluuu KocTHOro mo3ra ®I'bY «HMUIL rematonorum»
Munsnapasa Poccun, uieH HalioHaIbHOIO TeMaTo/IOIrMYeCcKOro 00IecTBa.

CaBuenko B.I., akamemuk PAH, g.m.H., mpodeccop, IVIaBHbIV BHEIITATHbBIA CIIEI[MaACT-
rematonor MwuH3gpaBa Poccun, reHepanbHbiii gupekrop OIBY «HMULL remaronorum»
Munsapasa Poccun, uieH HalioHaabHOIO reMaTo/IOrMYeckoro o0InecTsa.

CamoriinoBa 0O.C., K.M.H., 3aBefaymwoinasi otgenenuem remaronoruu '6Y3 HO «Huskeropogckas
obmactHasg ~KIMHMYecKkass OombHmila uMm. H.A.  Cemamko», wieH HalMOHaIbHOTO
reMaToJIOTMYeCKOro 06IIeCcTBa.

Cemoukuu C.B., n.M.H., mpodeccop Kadempbl OHKOIOrMM U remartonoruu PIBOY BO
«Poccuiicknii HalMOHAJNbHBIN MCCIEA0BATENbCKUIT MeAUUMHCKUI yHUBepcuteT uM. H.W.
IMuporosa» MuusgpaBa Poccun, uieH HaloHaIbHOTO reMaTOoJI0TMYeCKOro OOIIecTBa.

CoxkoioB A.H., K.M.H., CTapIinii Hay4Hblii COTPYIHUK OTAENAa XMMUOTEeParuy reMobIacTo30B,
Jerpeccuii KpOBeTBOPEHUS M TpaHCIUIaHTaluuu KocTHOro mo3ra ®I'bY «HMUIL, rematonorum»
Munsapasa Poccun, uieH HaloHaabHOIO TeMaToIOrMYeckoro o0InecTBa.

Tpouukass B.B., K.M.H., 3aBelnywuiasg OTOe/leHMEeM MHTEHCUBHONM  BbICOKOA03HOM
XUMMOTEpANuy reMo6IacTO30B, JeMNpeccuii KpOBETBOPEHNMSI C KPYIJIOCYTOUHBIM CTallJIOHapOM
OI'BY «<HMUL remaronorun» Muusnpasa Poccuy, dineH HalMOHaIbHOrO reMaTOI0TMYeCKOro
obiecTsa.

IlaToxuu C.B., 1.M.H., mpodeccop, PI'BOY BO «PoCTOBCKMIT TOCYTAPCTBEHHBIN MeOUIIVHCKUI
yHUBepcuTeT» MuH3sapasa Poccuy, wieH HallMoHaJIbHOTO reMaTOIOTMUECKOTO 00IIeCcTBa.



KoHduiKTa MHTEpecoB Her.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

LleneBas ayguTOpUsa KIMHUIECKMX PEKOMEHIAIMIi:

e BpauyM-reMaToJIOTH;
® BpauyM-OHKOJIOTH;

* Bpaul-TepareBThl;

* BpauM-aKylIepbl-TMHEKOIOTH;

* BpauM-aHEeCTe3MOJIOTH-PeaHMaTONOTH;
* KIMHNYECKVe (papMaKoIoTH.

MeTtomonoruss cO6opa [gOKasaTeabCTB. MeTofbl, MCIIOAb30BaHHbIE [JIs1 cOOpa/ceneKiun
IOKa3aTeabCTB:

® TIOMCK HY6HMK3HMfI B CIIelMa/IM3MPOBAHHBIX ITePUOIMYECKUX IMMeUaTHbIX U3OaHUAX;
® JIOMCK B 3JIEKTPOHHBIX 6a3ax JaHHDbIX.

Ba3bI JaHHBIX, UCIIOIb30BAHHBIX JIJIsS COOpa/CeIeKIUY J0Ka3aTe/lIbCTB. [loKa3aTenbHO 623071
IS peKOMeHAaIuii SBJSIOTCS mybnukanuy, Bouenmme B KOKpeitHOBCKYIO 6uOIMOTEKy, 6a3bl
nmauabix PubMed 1 MedLine. Tnmy6una moucka cocrasisia 30 Jier.

MeTo/bl, MCIIO/Ib30BaHHbIE JIJIS1 aHA/IM3a T0Ka3aTe/IbCTB:

¢ 0630pbI OITyOIMKOBAHHBIX MeTa-aHaI130B;
e cycTemMaTnyeckye 0630pbl ¢ TabGIMUIIAMM J0Ka3aTeIbCTB.

METOI[bI, UCITIO/Ib30BAaHHbIC IJIS1 KAUYeCTBa U CUJIbI JOKa3aTeJIbCTB:

® KOHCEHCYC 3KCIIePTOB;
e OIlEHKA 3HAYMMOCTM [TOKA3aTeIbCTB B COOTBETCTBUM C PEMTMHIOBOM CXEMO JOKa3aTelbCTB
(Tabm. 2-4).

Ta6auma 2. Illkaja OLEHKM YPOBHEH TOCTOBEPHOCTM moKasaTenbcTB (YII) IS MeTOmOB
IVArHOCTUKM (AMarHOCTUYECKUX BMeIIaTeNbCTB)

vaan PacwundpoBka

1 CucrteMaTuueckme 0630pbl  UCCNefOBaHW C  KOHTposieM  pedepeHCHbIM — MEeTOAOM  WAM  cucTeMaTuyeckuii  o63op
pPaHAOMM3NPOBaHHbIX KITMHUYECKUX UCCNefoBaHWi C MpUMEeHeHMeM MeTaaHanunsa

2 OTaenbHble UCCNefoBaHUS C  KOHTpPONeM pedepeHCHbIM MeTOoAOM WM  OTAe/IbHble PaHAOMU3NPOBaHHbIE KWHMYECKne
uccnenosaHua Mo cuctemMatmyeckue 0630pb| nccnegosaHumn noéoro Av3auHa, 3a WCKI4YeHneM paHAOMU3UPOBAHHbIX
KIIMHNYECKNX VICCﬂe,ElOBaHl/IVI, C NPpMMEHEHWEM MeTaaHanmsa

3 WccnepnoBaHus 6e3 nocnenoBaTesibHOrO KOHTPOs pedepeHCHbIM MEeTOAOM WM WCCNeAoBaHusi C pedepeHCHbIM METOAOM, He
ABNSAOWMMCA HE3ABUCUMbIM OT UCCNIEAYEMOro METOAA WU HEPaHAOMU3UPOBaHHbIE CPAaBHUTENbHbIE UCCIIEA0BAHNS, B TOM Yncie
KOropTHble UCCNeaoBaHus

4 HeCpaBHVITeJ’IbeIe nccnenoBaHua, onmcaHue KamMHUYeCcKoro ciydas

5 NmeeTca nuwb 060CHOBaHWE MexaHW3Ma AeWCTBUS WU MHEeHue 3KCNepToB

Ta6muma 3. Illlkaja OLEHKM YPOBHEH ITOCTOBEPHOCTM moKasaTenbcTB (YIII) nOS MeETOmOB
MpOMWIAKTUKHA, JIEUEHUS ¥ peabuninTaunuy (MpoduiakKTUIeCKUX, JeUeOHbIX, peadMIMTaLIOHHbIX
BMeIlaTeabCTB)

yaa Pacwudposka

1 CuctemaTmyeckuin 0630[3 PaHAOMU3UPOBAHHBLIX KINHUYECKUX VICCJ'Ie,ElOBaHIAVI C NpUMEHEHMEM METaaHanusa

2 OTaenbHble paHAOMU3UPOBAHHbIE KIMHUYECKUE UCCNenoBaHNs 1 cucremaTnyeckme 0630pbl UccneaoBaHuii noboro AvsaliHa, 3a
UCKIKOYEHNEM PaHAOMU3NPOBAHHbIX KIIMHUYECKUX NCCneaoBaHnM, C NpUMEHEHNEM MeTaaHannsa

3 HepaH,ElOMVIBVIpOBaHHbIe CpaBHUTENbHbIE UCC1eA0BaHUSA, B TOM 4YMUCNEe KOrOPTHble NccnenoBaHnsa

4 HeCpaBHVITeI'IbeIE nccnenoBaHusa, onucaHne KIIMHMYECKOro ciiydas unun cepumn cny4daes, nccneaosaHusa <<CﬂyHaVI—KOHTpOﬂb>>

5 NmeeTcs nuwb 060CHOBaHMe MexaHW3Ma AelCTBUS BMeLaTeNbCTBa (AOKINMHUYECKMNE UCCNIEA0BaHNUS) N MHEHWE DKCMepTOB




Ta6muma 4. IlIkaja OLEHKM YPOBHEN ybemuTenbHOCTM pekoMeHpauuii (YVYP) mis MeTomoB

HpOdJI/IJ'IaKTI/IKI/I, OVAardHOCTUKU, JIeUEeHUSI U pea6I/IJ'H/ITaLU/II/I (HpOCl)I/IJ'[aKTI/I‘IECK]/IX, AMArHoCTU4YeCKux,

JIeUeOHBIX, peadMIUTALIIOHHBIX BMEIIaTeIbCTB)

yyp Pacwudposka

A CunbHas pekoMeHZauus (BCe paccmaTpvBaeMble KpuTepun 3PdEKTUBHOCTU (MCXOAbl) ABASIOTCA BaXHbIMM, BCe
nccneagoBaHMa MMEKT BbICOKOE MKW YAOBNETBOPUTE/IbHOE METOA0/I0MMYECKOE Ka4yeCTBO, UX BblBOAbI MO MHTEPECYOLWNM
MCXoAaM SIBAISIKOTCS COrNacoBaHHbIMU)

B YcnoBHas pekoMeHaauums (He Bce paccMaTpvBaeMble KpUTepumn 3pheKTUBHOCTU (MCXOAbl) SIBASIOTCS BaXKHbIMU, HE BCe
nccnenoBaHUa MMEKT BbICOKOE WAUM yAOBNETBOPUTE/IbHOE METOA0N0rMvyeckoe KadecTtBo VI/VIJ'IVI MUX BbIBOAbI MO
WHTEpEeCYLWnM NCXoaaM He ABAATCA COI’ﬂaCOBaHHbIMVI)

C Cnabas pekoMeHzauus (OTCYTCTBME [oOKasaTeNbCTB Haj/exallero kadectsa (BCe paccMaTpuBaeMble KpuTepuu
3heKTUBHOCTU (MCXOAbI) SBNSIOTCS HEBAXHbBIMU, BCE UCCNEA0BaHNUS UMEIOT HU3KOE METOAO/IOMMYECKOE KauyecTBO U X
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIOTCS COrNacoBaHHbIMMW)

IMopsiioK 0GHOBIEHMS KIMHUYECKUX PEKOMEeHIAIIVIA.

AxTyanusaiusi IpOBOAUTCSI He pexke ueM 1 pas B 3 rofa ¢ yueToM IOSBUBIIENCSI HOBO

mHGOPMAIMY O IMATHOCTVKE U TAKTVKe BefeHNs MMauyeHToB, crpajaomyx OMJL, Ho He Yaiie yem
pas B 6 MecsaieB. PemmeHre 06 OOHOBIeHMM IIpMHMMaeT MwuH3gpaB Poccuy Ha OCHOBe

npe/:mox(eﬂnﬁ, NnpeacCTaBJ€HHbIX MEeOUIVHCKUMMUA l'IpOClI)ECCI/IOHaJ'[])HbIMI/I HEKOMMepUYeCKNMU

OpraHm3altsimmn. CCl)OpMIApOBaHHbIe IIpenja0oKeHnAd JOJDKHBI YUUTBIBATDH pe3y/IbTaThbl

KOMILJIEKCHOM OIl€HKU JIEKapCTBE€HHBbIX IIpeIrapaToB, MEAMIMHCKUX I/IB,[[EJII/Iﬁ, d TaK)XKe pe3yJ/IbTaThbl

KJIMHUYECKOI arpobarumn.



ITpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IIpunoskenue A3.1. IlmarHocTuuecKkye TeCTbl M UCCIeg0BaHMSsI,
npyMeHsieMble Y NMalMMeHTOB BIlepBbie BbISIBJI€HHBIM OCTPBIM

MMEeJTOUTHBIM JIEIKO30M

Ta6auna 5. JIMarHocTUUecKye TeCThI M UCCIeOBaHMs

MNMokasaTtennb WccnepoBaHus Heob6xoaumocTb npoBepeHus
uccnenoBaHusa
Wccneposanus, KnuHnyeckunin aHanms kposu ¢ hopMynon Ja
HeobXxoanMble ans
yCTaHOB/IEHWS AnarHosa
Acnvpat KOCTHOro Mo3ra Aa
TpenaHobuoncusa Mo nokasaHnam
NDT-nccneposaHme [a
LinToreHeTuka [a
FISH Mo nokasaHunsaM

CkpuHMHr RUNX1-RUNX1T1, CBFB-MYH1, PML/RARA unu apyrux Mo nokasaHuam

reHoB
NombanbHas NyHKUMS [a

Heobxoanmbie AHaMHe3 XW3HWU 1 3aboneBaHus HOa

nccnefoBaHna A0 Hadvana

neyeHus
CraTyc naumeHTa (no wkanam ECOG/BO3) Aa
WccnenosaHne komopbuaHocTeit Aa
Buoxumuueckoe nccnenosaHue, koarynorpamMma [Ja
TecT Ha 6epeMeHHOCTb Oa
HLA-TunnpoBaHue [a

TecTupoBaHue KpoBM Ha Mapkepbl BUpycoB renatutos B, C; Bupyca Ja
MMMyHOAeduUMTa YenosBeka

PeHTreHorpadusa opraHoB rpyAHOM KNeTkun [a
KT opraHoB rpyAHoi KneTku, roqoBHOro Mosra Aa
SnekTpokapanorpacvs, JiE]

3X0-3/1eKTpoKapanorpadus

BuobaHKNHr PekomMeHaaTeNbHO
MyTauunmn reHos NPM1, CEBPA, FLT3 PekomeHaaTenbHO
WccneposaHue MyTtauun reHos WT1, RUNX1, MLL, KIT B pamkax uccnenoBaHuii
NPOrHOCTUYECKUX
MapKkepoB o
RAS, TP53, TET2, IDH1 B pamkax nccneposaHumii
Skcnpeccusa reHoB ERG, MN1, EVI1, BAALC B pamkax uccnenoBaHuin
OnpepeneHne MOB B pamkax uccnenoBaHuii

IIpunoxxenue A3.2. BapuaHThI KypCcOB XMMMUOTepanuu pyu oCTpoOM

MMIEJIOMUITHOM JIeIKO3e

Tao6nuia 6. BapuaHThI KypcOB MHIYKINY Y KOHCOMUAAIIUN

Mporpamma Mpenapar

uHAyKumMmn/

KOHCoMMaauum

7+ 3(1) Lintapabux** 100 Mr/m2 B/B 2 pasa B CyTku B 1-7-if AHN B KOMBMHALMM C OAHUM M3 creaytowmx JM:
o [ayHopy6uumH** 60 Mr/mM2 B/B 1 pa3s B fieHb B 1-3-i1 AHM UK
o MuTokcaHTpoH** 10 mr/mM2 B/B 1 pa3 B AeHb B 1-3-i1 AHN UAn
o Wpapybuumu** 12 mr/m2 8/8 1 pa3 B feHb B 1-3-i1 AHK

7+3(2) LntapabuH** 200 Mr/M2 B/B KpYri0CyTOUHO B 1~7-i AHW B KOMB6MHALMM C OAHUM W3 creaytowmx JIM:
o [ayHopybuunH** 60 Mr/mM2 B/B 1 pas B AeHb B 3-5-i1 AHM UK
o MuTokcaHTpoH** 10 mr/mM2 B/B 1 pa3 B AeHb B 3-5-i1 AHU UK
o Wpapy6uumn** 12 mMr/m2 8/8 1 pa3 B fieHb B 3-5-1 AHK

7 + 3 + VP-16 Lintapabur** 100 Mr/m2 B/B 2 pasa B CyTku B 1-7-i1 aHu




JayHopybuunn** 45 Mr/M B/B 1 pa3 B AeHb B 1-3-i AHK
ST1ono3ua** 120 mr/m2 B/B 1 pa3 B AeHb B 17-21-ii AHK

ADE [99] #UnTapabuH** 100 mr/m2 B/B 2 pasa B cyTkv B 1-10 aHu
NlayHopy6uumuH** 50 Mr/m2 B/B 1 pa3 B AeHb B 1-3 AHK
STono3una** 100 mr/mM% B/B 1 pa3 B AeHb B 1-5 AHK

7+3+7 LUntapabun** 100 mr/m?2 BéB 2 pasa B fieHb B 1-7-1 AHU
AayHopybuumnn** 45 mr/m“ B/B 1 pa3 B AeHb B 1-3-i1 AHU
#3Tono3ua** 75 mr/m2 B/B 1 pas B AeHb B 1-7-i AHK

ICE [100] #Wpapy6buumn** 12 mr/m2 B/B 1 pa3 B AeHb B 1, 3, 5-if AHK
LunTapabun** 100 Mr/M2 B/B 24-4acoBas MHdJysvm B 1- 7 " AHU
#3Tonoana** 100 Mr/M2 B/8 1 pa3 B AeHb B 1-3-I1 AHK

IVA (1) #Wpapy6uumu** 12 mr/m2 B/B 1 pas B AeHb BO 2, 4, 6-I1 AHK
Stono3ua** 100 mr/m2 B/B 1 pas B AeHb B 3-7-# ,ClHVI
Lintapabun** 100 mr/mM2 B/B 24-yacoBasi UHdY3NS B 1-7-i1 AHK

IVA (2) #Wnapybuunu** 12 Mr/M2 B/B 1 pa3 B AeHb BO 2, 4-11 AHU
3Tono3ua** 100 Mr/mM2 B/B 1 pas B AeHb BO 2-6-1 AHN
#UunTtapabur** 100 mr/m< B/B 24-4yacoBasa UHdy3na B 1-6-i1 AHU

MAV [101] #MuUTOKCAHTPOH** 10 M{Mz B/B 1 pa3 B AeHb B 4-8-11 AHK
#UunTtapabuu** 100 mMr/m= B/B 24-4yacoBas VIH¢/y3M§I B 1-8-11 AHK
STonosaua** 100 Mr/M2 B/B 1 pa3 B AeHb B 4-8-i AHW

FLAG-IDA [102] #dunrpactum** 5 MKF/KI' B 1-7-11 aHn

#Onypapabur** 30 Mr/M 30-MUHYTHas MHQY3Us BO 2-6-11 AHU

LinTapabun** 2000 Mr/m2 B/B 4-4acoBas UHMY3NS yepes 4 4 nocne BBeAEHUA #dnynapabuHa** o 2-6-11 AHK
#Wpapy6buunn** 10 mr/m2 B/B 1 pa3 B AeHb B 4-6-i AHN

HidAC-3-7 [103] #UnTapabuH** 3 r/m2 B/B 2 pasa B cytkn B 1, 3, 5, 7-i AHn
AdayHopy6buunn** 45 mr/m2 B/B 1 pas B AeHb B 1 3-11 AHK
#3Tonoana** 75 mr/m? B/B 1 pa3 B feHb B 1-7-I1 AHK

LinTapabun** B UnTapabun** 1,5-3 r/M? kaxasle 12 4 6 gHeit
BbICOKMX A03ax

#UnTapabun** B #UuTapabuH** 1,0-1,5 r/m? Ka)K,CLbIe 12 4 3 gHs uam

cpefHuX aosax #LuTapabuH** 0,5-1,5 r/mM2 1-5(6) aHei

AzauntuanH** AsaunTtnann** 75 mr/m2 7 gHeit n/k 1 pas B AeHb, uHTepBan 21 aeHb
JeuntabuH #[euntabuH 20 mMr/mM2 B/B 1 pa3 B AeHb, 1-5 AHu unn 1-10 axHK
Dec-Ida-Ara-C [51] #[leuntabuH 20 mr/m? BéB 1 pa3 B AeHb, 1-3 aHK

#WnapybuunH** 3 MI’/M B/B CTPyiHO 1 pa3 B AeHb, 4-10 AHM
#LutapabuH** 15 mr/m2 x 2p/cyT , 4-17 oHm

Manble bl #UuTapabur** 10 mr/m2 n/k 2 pasa B cyTku 28 aHeit
#umnTtapabuHa** [50]

BeHeTokakc c A3aunuTMANH** 75 Mr/M2 7 aHeit n/k 1 pa3 B AeHb, MHTepBan 21 AeHb
as’aunTuamHom** BeHeToknakc 100 mMr B 1 aeHb, 200 Mr Bo 2-i AeHb, 400 mr 3-28 aHeit
BeHeToknakc [ Leumntabuu 20 Mr/mM2 B/B 1 pa3s B AeHb, 1-5 aHK

neumtabuHom BeHeToknakc 100 mr B 1-i4 AeHb, 200 Mr Bo 2-i1 aeHb, 400 mMr 3-28 aHel

BeHeToknakc ¢ ManbiMu #UunTtapabur** 20 Mr/m2 n/k 2 pasa B cyTku 10 gHeW
A03aMn BeHeToknakc 100 Mr B 1-11 AeHb, 200 Mr Bo 2-i1 aeHb, 400 Mr 3 aeHb, 600 Mr 4-28 AHK
#unTapabuHa**

Ta6auma 7. BapuaHTbl KypCOB KOHCOMUAAIIMH, Tepamnnu pedpakTepHbix Gopm 1 penyausoB OMII,
MCIIONb3yeMble Pa3HbBIMM UCCIE0BATENIbCKMMY TPYIIIIaMU

Mporpamma Mpenapar
KOHconMaauumn
U peunausa

HD-ARA-C [104] #LuTapabuH** 3 r/mM2 2 pasa B AeHb B 1, 3, 5-if AHK
MidAC [105] Uuntapabun** 1 r/m2 /B 2 gasa B AeHb B 1-3-i1 AHKU
#MuTokcaHTpoH** 10 mMr/m% B/B 1 pa3 B AeHb B 1-5-i AHK

HAM (1) [106] #LuTapabuH** 3 r/mM2 B/B 2 pa3a B AeHb B 1-3-ii AHK
MuToKCaHTpoH** 10 Mr/mM“ B/B 1 pa3 B AeHb B 3-5-1 AHK

HAM (2) Liutapabun** 3 r/m? B/B 3-uacosas uHdy3usa 1 pa3s

B AeHb B 1-3- AHKU
MUTOKCAHTPOH** 12 Mr/mM2 B/B 1 pa3 B ieHb BO 2 W 3-i

AHU

A-HAM [107] #UuTapabuH** 1 r/m2 B/B 1 pa3s B AeHb 12- uacosas UHQy3us B 1-3-it aHn
MuTOKCaHTpOH** 12 Mr/M2 B/B 1 pa3 B AeHb B 2-3- 14 AHN
#TpeTuHonH** 45 Mr/mM2 B 3-5 aHK, 3aTeM 15 Mr/mM2 B 6-28-i1 AHK

ID-Ara-C/DNR #UunTtapabun** 3 r/m2 B/B 2 pasa B AeHb 2-4acoBas MHdJyaMﬂ B 1-4-i gHu
[108] NayHopy6uumnn** 45 mr/m2 B/B 1 pa3 B AieHb B 3-5-i1 AHU

HAD #UnTapabuH** 3 r/m2 B/B 2 pasa B AeHb 2-4yacoBas MH¢y3Mﬂ B 1-5-i1 AHM
LayHopy6uumnn** 45 mr/m2 B/B 1 pa3 B AeHb B 3-5-11 AH

H-MAC [109] #LuTapabun** 3 r/m2 B/B 2-vyacoBasi UH(Y3Msi 2 pasa B AeHb B 1-6-1 AHK
MuTOKCaHTpOH** 10 mMr/m2 B/B 1 pas B AeHb B 4-6-i AHM

I-MAC [110] #LuTapabun** 1 r/m2 B/B 2-yacoBasi UHPY3Us 2 pasa B AeHb B 1-6-1 AHW
MuTokcaHTpoH** 10 mMr/m“ B/B 1 pa3 B AeHb B 4-6-11 AHU

AsaumnTnanH** AsaumtnanH** 75 Mr/m2 7 gHeit, untepsan 21 aeHb

[euntabuH #[eumtabur 20 mr/m2 B/B 1 pas3 B AeHb B 1-5-i AHWM unn 1-10-11 gHU

Dec-Ida-Ara-C #[leuntabuH 20 mr/m? BéB 1 pa3 B AeHb, 1-3 AHK
[51] #WnapybuunH** 3 Mr/m“ B/B cTpyiMHO 1 pa3 B AeHb, 4-10 AHKU
#Uwntapabun** 15 Mr/m2 x 2p/cyT, 4-17 aHn

Manble [03bl #LlutapabuH** 10 Mr/m2 n/k 2 pasa B AeHb 28 aHeit
#unTapabuna**
[50]




#BeHeToknakc ¢
asaunTnanHom**

[53]

A3auUMTUANH** 75 Mr/M2 7 anHeit n/Kk 1 pas B fieHb, uHTepBan 21 feHb
#BeHeToknakc 400 mr, 1-28 gHen

#BeHeToKnakc ¢
AeuntabuHom
[53]

Neuntabun 20 mr/mM2 B/B 1 pa3 B ,u,eHb 1-5 aHKn
#BeHeToknakc 400 mr, 1-28 aHe

#BeHeToknakc ¢
ManbiMU 403aMKn
#unTapabuna**

#LutapabuH** 20 mr/m2 n/k 2 pasa B AeHb, 10 aneit
#BeHeToknakc 600 mr, 1-28 aHen

Ta6auita 8. BapmaHThI KypCcOB MOAAePKUBAIOIIETO JIeUeH s

Mporpamma Mpenapat

5+ 6-MM #LutapabuH** 100 Mr/mM2 B/B 2 pa3a B AeHb B 1-5-i AHW unun 50-100 Mr/M2 n/k 2 pasa B AeHb B 1-5-i AHK
#MepkanTonypuH** 60 Mr/M% B CyTKu B 2 Npuvema BHYTpPb B 1-5-i AHK

54+ U (1) #lutapabuH** 100 Mr/m2 /B Zznaaa B fieHb B 1-5-i1 AHn unn 100 Mr/m2 n/k 2 pasa B AeHb B 1-5-i1 aHK
#Uunknodochamma** 1000 mr/m< B 3-11 AeHb

54+ U (2) #LutapabuH** 100 Mr/m2 B/B 2 pa3a B AeHb B 1-5-i AHW unu 50 Mr/mM2 n/k 2 pasa B fieHb B 1-5-i1 AHK

#Unknodochamma** 650 mr/m? B 1-il aeHb

6-MP + MTX [111]

#MepkanTonypuH** 50 Mr/mM2 B CyTKu B 2 Npuema BHyTpb MOCTOSIHHO B TeueHue 2 neT ¢ MoanduKaumein o3bl
B 3aBWCUMOCTU OT r}'ly6VIHbI LIMTONEHNYECKOro CUHAPOMa

#MeToTpekcaT** 10 mr/m2 1 pas B Heaenw B/B B TeyeHue 2 neT ¢ Moaudwukaumen A03bl B 3aBUCMMOCTU OT
rny6uHbl LMTOMEHNYECKOro CUHApPoOMa

A3aunTUaNH**

A3aUUTUANH** 75 Mr/M2 7 aHeit, uHTepsan 21 AeHb

[Jeuntabun [112]

#[euntabuH 20 Mr/mM2 B/B 1 pas B AeHb, 1-5 AW nan 1-10 aHK

Manbie bl
#umnTtapabuHa** [50]

#UutapabuH** 10 Mr/M2 n/k 2 pasa B AeHb 21-28 aHeit

#BeHeToknakc
as’aunTuamHom** [53]

A3auUTMANH** 75 Mr/M2 7 aHeit, N/ 1 pa3 B AeHb, uHTepBan 21 AeHb
#BeHeToknakc 400 mr 1-28 aHeit

#BeHneToknakc [«
AeunTtabuHom [53]

NeunTabun 20 Mr/m2 8/ 1 pas B AeHb, 1-5 aHun
#BeHeToknakc 400 mMr 1-28 gHent

BeHeToknakc c
ManbiMmn Ao3amn
#unTapabuHa**

#LuTapabuH** 20 Mr/m2 n/k 2 pasa B AeHb 10 aHent
#BeHeToknakc 600 mr 1-28 aHeit

IIpunoxenme A3.3. [lokasanus K auto-TKM/anno-TT'CK B 1-1 nonHom

Ta6auua 9. CuHTeTHMYecKMe IoKasaHua K amio-TKM B 1-i1

pPeMIUCCUY OCTPOTO MUETIOUTHOTIO JIefiKo3a

ITP OMJI B 3aBUCMMOCTHU OT

MOJIEKY/IAPDHO-T€EHETUYECCKUX, KIMHNYEeCKUX XapaKTepucCTuK OMJI u pucka
TPaHCIVIAHTAIVIOHHOM J1eTaAbHOCTU [42]
Fpynna OnpepenexHue rpynnbl pyucka Puck paaswrmi BanbHasn oLeHKka nporHosa
MHTErpMpoBaHHOIoO puckKa peunauBa neranbHOCTH, He  cBsi3aHHOW c
3aBMCUMOCTH o1' peunanBoM, KoTOpas nossonser
BbINOJIHEHUSA cuuTaTtb anno-TrcK
npeAnoYTUTENbHbIM BapuaHTOM
KOHCoNMaauum
XT wnn anno- wKana wKana PUCK CMepTH, He
ayTo- TrCK, EBMT HCT-CI CBSI3aHHbIM (¢
TI'CK % % peunansom, %
BrnaronpusTHbIN o (8:21) u neiikountos <20 x 35-40 15-20 <1 <1 10-15
10%/n
e inv16; t(16;16) no 35 net
e MyTauus CEBPA (2-
annenbHas)
e MyTauua NPM 6e3 FLT3-ITD
MyTaumin
o [P nocne 1-ro Kypca
MHAYKUMN
e OtcyTtctBne MOB
MpOMEeXyTOUHbIN o §(8:21) M. > 20 x 10%/n 50-55 20-25 <2 <2 <20-25
e HopmMmanbHbli Kapuotun (unu
notepst ToNbkKo X-, UM TOSIbKO
Y-XpOMOCOMbI) [
neikoumTozom <100 x 10%n
M npu poctuxkeHun MNP nocne
1-ro kypca
Mnoxoin 70-80 30-40 <3-4 <3-4 <30
e Hepoctmxerune MNP nocne 1-ro
Kypca y nauueHTOoB M3 rpynn




6I'Ia|—0|'|pV|ﬂTHOrO un
NPOMEXYTOYHOrO pUcKa

o HopManbHbIi  KapuoTun 1
neiikounTos >100 x 109/n

o AHOManbHbIii KapuoTun,
HEeOTMeUeHHbIi B rpynne
MPOMEXYTOYHOrO UM OYeHb

MNJ0X0ro nporHo3a

OuyeHb nnoxou . >90 40-50 <5 <5 <40
e MOHOCOMHbIN Kapuotun

o AHOManuu 3926

e [unepakcnpeccus Evi-1

IIpunoxkenne A3.4. UMmMyHoO/IOrnuyeckue Mapkepbl pa3HbIX BapMaHTOB
OCTPOro MMeJIOUJHOIO JIeliKo3a

Ta6muua 10. UMMyHoIOTMYeckye MapKepsbl, XapaKTepHble JJISI Pa3HbIX MOPGOLUTOXMMUIECKIX
BapuaHToB OMJI [7]

BapumaHt OMJ1 DKCnpeccus aHTUreHoB K1acTepoB AnddepeHUnpoBKu
CD13 CD14 CD15 CD33 CD34 HLA-DR CD41a CD61 CD235a
MO +/- - - +/- +/- +/- - - -
M1 +/- - - +/- +/- +/- - - -
M2 + - +/- + -/+ + - - -
M3 + - -/+ + —/+* —/+* - - -
M4 + +/- +/- + -/+ + - - -
M5 +/- +/- +/- + -/+ + - - -
M6 - - -/+ - - - - +/-
M7 +/- - - +/- -/+ -/+ + + -
*PenKo.

ITIpunoskenue A3.5. Kpurepun gMarHoCTMKM OCTPOTO JIefiKO3a
cMemaHHOoro ¢eHOTUIa IPU eaAMHONM OJIACTHOM IOIMYJISIIN

Ta6numa 11. Kpurepun nuarnoctukyu OJICO nipu eqmHoi 6:1acTHOM oyt [31]

MwuenonaHas HanpasieHHOCTb
e MPO, nONOXWUTENbHbIA pe3ynbTaT NpU MNPOBEAEHUWN LUTOXMMUYECKOW peakuum W/wuan MpoTOYHOW UMTOMDyOpUMETPUM u/unn

UMMYHOTMCTOXUMUYECKOM NUCCNeaoBaHnn;

. 2 1 6osiee MOHOUMTAPHbIX aHTUreHa: Hecrneunduyeckas 3cTepasa, BbisiBJIeHHas Mpy NpoBeAeHUN LUTOXMMUYECKOW peakuun; n
CD11c, CD64, CD14, nM30uunM, BbiSIBNIEHHbIE NPW NMPOTOYHON LUTOhyOpUMETPUN

T-kneToyHas HanpaB/IeHHOCTb
e uuTONNasMatuyeckasi skcnpeccusi CD3 (NpU NPOTOHMHON LMUTODIYOPUMETPUM AOSIKHLI BbiTb WCMONb30BaHblI aHTUTENa K e-Lenu

aHTureHa CD3)
mnm
e MoOBepxHOCTHas skcnpeccus CD3

B-kneTtouyHas Hanpas/eHHOCTb

e dApkas akcrnpeccust CD19 n sipkasa akcnpeccus XoTs 6bl 04HOro U3 cneayownx mapkepos: CD79a, umMtonnasmaTuyeckuii CD22, CD10
wnn

e cnabas skcnpeccusi CD19 u spkas akcnpeccus 2 u 6onee 13 cneaytowmx Mapkepos: CD79a, umntonnasmatuyeckuini CD22, CD10

IIpunokeHue A3.6. XapakTepuCTUKA BTOPUYHBIX OCTPHIX MUETOUIHBIX
JICMIKO30B

Ta6bmuma 12. Xapakrepuctuka BTOpPMYHbIX OMJI, acCOUMMPOBAHHBIX C IIPMMEHEHUEM
VMHTMGUTOPOB TOMTOM30MepasbI 11 1 aKMIIMPYIOLIVX areHToB [1]




Knacc xumuonpenaparta MHrbutop Tonovsomepassbl 11 ANKUNUPYIOWMKNIA  areHT 1M NPOU3BOAHbIE
HWTPO30OMOYEBWHbI
OcHOBHbIe npenapartbl STtono3ua, TeHunosna, MUTOKCAHTPOH, LUunknodochammna, mendanaH, xnopambyuun,
3NMpy6buLmH KapMyCTUH, TOMYCTUH

XpoMocoMHble ab6epauun

PeapaHxupoBkn MLL-reHos, t(15;17)(PML-
RARa), t(8;21)(AML1-ETO), inv(16) wnu
t(16;16)(CBFB-MYH11)

MoHocoMusa nnu geneuns Xxpomocom 5 un 7

CpenHee BpeMsa go passutus OMJ, 2-3 5-7
rogbl

KoMnneKkcHble NoJIOMKU KapuoTtuna Pe,ClKO Yacto
MNMpeawecrsyrowmii MAC Peako Yacrto
XapakTepHbl BO3pacT NauueHToB Monopple Moxwunele




HpI/IJIO)KeHMe b. AJII‘OpI/ITMI)I BeadeHUs ITallMeHTa

Puc. 1. CraHgapTHbIN aIrOpUTM BbIOOpa Tepamuu y naimenta ¢ OMJI mososke 60 et

Bopuuumpianiad Snan-od OMN
RauweT wonmees 50 neT

I

TANKDCSAHAE NAMEHTE H &1D
P GPaTeRE i CELTED (HEHANE
mOntEa Souopa Arm annoTrCK)

I

MR MOHHER TEQEMMA
WypeT+3
(Oayrooydugan 60 uriaZ)

a
"&.- P nocne 1 oypca
ETopod 7+3
KOHCONMAMPYICLAR TEpanMA {ecrm % BnacTHL0: KneToe
POBTODEMAR T=3 GONsLIS HEXOLHOND, TO

TepatA 2R Futranit)

fla MNP noche 2 oypea i

MpoTOCONL QNS NEseHMR
23 xypea ¢ BOY PeGRaKTOHLC: OMII

KNnuHueCkoR WOCNEQ08aHIE

MONEcyADHO-reaTHORCEOE HOCNAI0EaE
BLINCNHEHD [ HEUANS NEUSHIR

ECTe NoXa3aH1A K anno-TKM
- wigoCToaaig NP RoCHE 1 Kyped
- TR NPOMENYTOMMGD PACES
- (YNNA E=ACOKOT0 PUEKE

MNaaAse=MBALLAN TepAMAR Anmo-TEM

Puc. 2. CtaHIapTHBIN aaropuTm Beibopa Tepanuu y namuenta ¢ OMJI crapie 60 et

Bapuduupupstiempil A0aryos DML
MUAEHT CTApLE 60 neT

MaugeenT 50-65 ner
ECOG 01

TlaunenT NOL0ANT anA
EMUSOCIND HECTBREaHA

743
(Darwopytinun 50 ur2)

Magsenr §5-T0 ner
1

KMHHnaE R HECNBASEE-HE ECOG 0

T+l
(DaywopyGum 45 wiZ)

1P nocne 1 eypca

ENBCTHED KNaTo = 0%

MaymenT cTapwe 20 net
MOU-21 i NARNHATASHER
Tepanes

OHECrMANEOWER TepaM
NDETORSSEAR MHIYRLMCHSOM:
ypca

 NaLgsenTen 60-65 nar -
B0NDOC O AANG-TTC!

MNP necrne 2 eypea

Cutcd ADDETA Ha
B3aUNTMINHE - NoCre 4 KypCa

KomCOMAIMDIOWan Tepanes BLIH HET NOMPACTHA
NOETOCEHIHE KTy KLMOMHON MEY
nyEa [
TEOIPaMML Tepanist

¥ MaLseenTOs 50-55 net « PASERCTabE Soga CMN

E0rp0c of anne-TICE an
CRAPNMEIOUER i
BAXALER TEPAHA

Asnroputm Begenus nauyerta ¢ OMJI B Bo3pacTe ot 18-59 et
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cxeme

Tleyerue nauvenTa
Bospacra 18-59 net

v
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v
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3abonesaHus?
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TeyeHve nauneHTa
net

HuskonHTeHCUBHaS
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Mauvient
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

OCTpbIit MUEJIOMIHBIN JIEMIKO3 HAa3bIBAETCSI TAKKE OCTPBIM MMEIOOIaCTHBIM JIEIIKO30M M OCTPBIM
HenmuMmdoO6acTHRIM Jieitko3omM. OMJI pa3BuBaeTtcs, Korma BosHMKaeT gedexr JTHK B Hespesbix
KJIeTKaxX KOCTHOTrO Mo3ra. Tounast mpuumHa OMJI HemsBecTtHa. OMJI MpOSIBISIIOTCS B JIIOGOM
Bo3pacTe U SBSIIOTCS Hambomee wactoit dopmoit OJI 'y B3powibix. OMJI  BBI3BIBAIOT
HEKOHTPOJIMPYEMBII POCT GJIACTHBIX, T. €. HE3PEJIbIX KIETOK KPOBU U KOCTHOTO MO3Ta, KOTOpPbIe He
MOTYT HOPMaJbHO (QYHKUMOHMPOBaATh. IlanmeHTsl ¢ OMJI MMEIOT TMOHMXEHHOE KOJINYECTBO
3peJIbIX 3[0POBBIX KJIETOK KPOBU BCEX TUIIOB: SPUTPOIMTOB, TPOMOOLMTOB U JIEMKOLMUTOB. B
3aBUCMMOCTY OT TUIIA KJIETOK, HA KOTOpble 60Jie3Hb IVIAaBHBIM 0o6pa3oMm BosgeiicTByet, OMJI
JIeJIATCS HA HeCKOMbKO BMIOB. TOUHBIN OMArHO3 yCTaHABIMBAIOT IOC/e VCCAeI0BaHusI 06pasiioB
KPOBM M KOCTHOTO Mo3ra. Bei6op jeuenus rnpyu OMJI 3aBUCUT OT pasHOBMIHOCTM OOJNI€3HU U
Ipyrux GaKkToOpoB, TAKMX KaK HAIMUYME M TUIT XPOMOCOMHBIX HapyuieHnit. Cummrombr OMJI Takske
3aBUCST OT PA3HOBUIHOCTU Gose3HN. Y MAlMeHTOB C MOHVDKeHHBIM COLepsKaHMeM 3PUTPOIUTOB
TIPOSIBIISTIOTCSI KJIACCUMYeCKue CUMIITOMbI aHeMUM: OBICTPasi YTOMJISIEMOCTh, OJIbIIIKA, OIeTHbIN
UBeT auia. Y TMalMeHTOB C HU3KUM COZiepsKaHMeM TPOMOOILIMTOB MOTYT BO3HUKATDb AJIUTETbHBIE
KPOBOTeUeHMsI 1 06pa30BbIBATHCS CUHSIKMU.

ManyenTsl ¢ OMJI mouTH Bcerga nomayvyanT XT, KOTopas HauMHAETCsl Cpa3y Mocjae YCTaHOBIEHUS
nuarHosa. lleap Takoro eueHus1, Ha3bIBAEMOT0 MHAYKIIMOHHO Teparnueit, TOOUThCS PeMUCCUN U
BOCCTAaHOBUTb HOpMasibHOe KpoBeTBopeHMe. Pemuccusi OJI — HUBeNMpPOBaHME MATOJIOTMYECKUX
MPOSIBJIEHMI IIPOLlecca Moj, BO3AeiCTBMEM ITPOTUBOJIENIKO3HOM Tepanuu. XT oueHb MHTEHCUBHA U
BJIMSIET He TOJbKO Ha 3JIOKaueCTBeHHbIe, HO M Ha 3J0pPOBble KJIEeTKM KPOBM, B pe3yjbTaTe 4ero
MalyeHThl, MOMyYalollie WHAYKIMOHHYI0 Teparuio, MOTYT CTPafaTh OT Pa3JMYHBIX MOOOYHBIX
a¢ddexToB, TaKMX KaK TOLIHOTA, CIa6OCTb, MOBBINIEHHAST UYBCTBUTEIBHOCTh K MHOEKIUIM. Y
OGONBIIMHCTBA IMAIIMEHTOB B TeUYEHMEe HECKOJbKUX He[elb I0oCIe WHIYKIMOHHON Teparnuu
BOCCTaHAB/IMBAETCS HOPMa/IbHOe KPOBETBOPeHMe U KOHcTaTupyetcsi pemuccus OMJL. B sToT
MOMEHT IIPMHMMAeTCs pellleHye O IPUMMeHEeHNM TOTO MM MHOTO MeTO/a AajbHeIlero Je4yeHus.
JTo MOXeT O6bIThb MpomobkeHne XT B IeNdX KOHCOMMOAUMM (3aKpeIvieHus) pPeMUCCUM,
HarpaB/ieHHOe Ha 6oJjiee IMOIHOe YHUYTOKeHe JIeIKO3HBIX KJIeTOK, U IMOAIePKUBAIOIIasT Teparnusl.

HOpyroit metopn jeueHuss — mnpoBeneHue amno-TKM. B kauecTBe MCTOYHMKA FeMOMO3TUYECKUX
CTBOJIOBBIX KJIETOK (He3pesble KIeTKM — IpefUIeCTBeHHULIbI KPOBETBOPEHMS, U3 KOTOPBIX
BITOCTIEICTBYUY Pa3BUBAIOTCS 3 TUIIA KJIETOK KPOBU: JIEMKOIUTHI, SPUTPOLUTHI M TPOMOOIUTHI) B
HacTosillee BpeMsl UCIIOMb3YIOT KOCTHBIN MO3T, TyTIOBUHHYIO KPOBb WK TMepudepnyueckyio KpoBb
nmoHopa. Kakoit 6bI MCTOUHMK HE MCIIONb30BAJICS, CTBOJIOBbIE KJIETKM BBOZSITCS B/B B OPraHM3M
nalyeHTa Mmocie npoBefneHns: BbICOKOA03HOM XT uam JyuyeBoii Tepanyy, IPU3BaHHON MOJTHOCTbIO
YHUUTOXUTD JIeIKO3HbIe KJIeTKM MaimeHTa. IIpeaTpaHciiaHTaluoOHHas XT YHMUTOXAET Takke
MMMYHHYIO CUCTEeMY NalMeHTa, KOTOPYIO0 BBOAMMbIE KIETKM JOHOPA JO/DKHbI BOCCTAHOBUTb.

AnyoreHHast TpaHCIUIAHTAIMSI TpeGyeT HaJIM4MsI POACTBEHHOTO MM HEPOACTBEHHOTO JOHOPA,
TYMCTOCOBMECTMMOTO C TaIeHToM 110 cucteme HLA. B KauecTBe pOACTBEHHOIO AOHOPa OOBIUHO
BBICTYITA€T POAHOI Opat M cectpa. ECau poaCcTBeHHBIN TOHOP He HaiIeH, Bpad MPOBOIUT ITOMCK
B 0a3ax JAHHBIX POCCUICKUX WU/WIM 3apyOeXKHBIX PEeTrMCTPOB JOHOPOB. He3aBucMMO OT TOTO,
POLCTBEHHBIV WIM HEPONCTBEHHBIN TOHOP HalifieH, mpolieAypa TPaHCIIAaHTALMM OLHA U Ta 3Ke:
TIPOU3BOJUTCS 3a60P TeMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK JOHOPA, KOTOPbIE 3aT€M B/B BBOISITCS
MalyueHTy.



IIpnnokenmne I.

IIpunoskenune I'l. Mosieky/asIpHO-reHeTU4YEeCKast
KJIaccu@PUKaIus OCTPbIX MUETOUTHBIX JIEIIKO30B

HaszeaHue Ha pycckom: European Leukemia Net (ELN) MoOIeKy/IsIpHO-TeHeTMUYECKAS
kinaccuduraimst OMJIT (2017)

OpueuHanstoe HazeaHue: 2017 ELN risk stratification by genetics

Hcmounux (ouyuansHelii caiim paspabomuukos, nyonukayus ¢ eanrudayueti): 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: mIKasaa OLeHK!
HasnaueHue: IIPOrHOCTMYECKAs OLl€eHKa COCTOSITHMS IMMallMeHTa

Codepiwcanue u uHmepnpemayus:

Karteropus pucka MoneKynsipHO-reHeTu4eckKas xapakrepucrmka

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

inv(16)(p13.1922) nnm t(16;16)(p13.1;922); CBFB-MYH11

MyTauun NPM1 6e3 FLT3-ITD vnu ¢ FLT3-ITD 1 C HU3KOW annenbHOW Harpy3skon*
BuannenbHaa MyTtauma CEBPA

MpOMEeXyTOUHbI NPOrHo3 MyTaumn NPM1 v FLT3-ITD c BbICOKOW anniefibHoW Harpy3skom**

Avknii TMn reHa NPM1 6e3 FLT3-ITD wnu ¢ FLT3-ITD wn C HM3KOW annenbHOW Harpyskoin (npu
OTCYTCTBUM LIUTOrEHETUUYECKUX KpUTEpUeB HebnaronpusTHOro NporHo3sa)

t(9;11)(p21.3;923.3); MLLT3-KMT2Ad

LiuToreHeTnyeckne aHomannm, KOTopble He OTHOCATCS K KaTeropun 61aronpusTHOrO MporHosa unm
HebnaronpuaTHOro NporHosa

He6naronpusTHbIN NporHo3 t(6;9)(p23;q34.1); DEK-NUP214

t(v;11923.3); nepectpoiikn KMT2A

t(9;22)(gq34.1;q11.2); BCR-ABL1

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

KoMnneKkcHbIi kapuoTun

MOHOCOMHbIV KapuoTun

Avknii Tun reHa NPM1 v FLT3-ITD € BbICOKOW annenbHOn Harpyskomn**
MyTaumm RUNX1***

MyTaumn ASXL1***

MyTauuu TP53

IoscHenus:
*Huskas aymnenbHas Harpyska (0,5).

**BpIcokast aJuiesibHast Harpyska (20,5).

Ecmm  ykaszaHHble  MyTanuyu  OOHApYKMBAIOT Yy  MAIMeHTOB €  OIaronpusTHbIMU
LUUTOTeHEeTUIeCKMMY aHOMaJIUSIMU, TO X OOHApyKeHVe He MMeeT 3HAaUYMMOCTH.

IIpunoxenue I'2. MoiekyJIsipHO-TeHeTU4YeCcKue
IIPOrHOCTNYEeCKMe (PaKTOPHI IPU OCTPOM
MUe/JIOUTHOM JIeKO3e

Hassanue Ha pycckom: MoOneKy/lIsIpHO-TeHEeTMUeCKMe U KAuMHu4yeckue mnpusHaku OMI,
paspensioniye ManyeHTOB Ha OMaronpusTHYIO M HeOIaronpusTHYI MPOTHOCTUYECKMEe TPYIIIThI
OpuzuHansHoe HazeaHue: AML-related prognostic parameters

Hcmounux (ouuyuanvholli catim paszpabomuuxos, nybonukayus ¢ eanudayueti): 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: 11KaJia OLeHKU
HasHaueHue: TIpOTHOCTMYECKAas OIleHKa COCTOSIHMS MalieHTa

Codepxcanue u uHmepnpemayusi:

LiMToreHeTmyeckue Mmapkepbl MonekynsipHble MapKepbl KnuHuueckmne caktopbl



BbnaronpusiTHble nporHocTnyeckne pakropsil

t(15;17),  t(8;21)(q22;922);

inv(16)(p13.1q22)
t(16:16)(p13.1;q22)

MyTupoBaHHbIN CEBPA
(6bnannenbHas MyTauus),
MyTUpOBaHHbIN NPM1 6e3 FLT3-
ITD npu HOPManbHOM
Kapuotune

HeraTnsHble Mapkepbl MOB

He6naronpusTHbie NPOrHocTHYecKkne hpakTopol

inv(3)(gq21926.2) nnn t(3;3)(q21;926.2);

t(9;22),
tEG;9)Sp23;q34);
t(v;11)(v;923);
—; vnu del(5q);

)
abeppaunn (17p);
KOMMEKCHbI KapuoTun, MOHOCOMHbIN Kapuotun

YBenuueHa akcrnipeccus Evil;
MLL-peapaHX1MpoBKu;
FLT3-ITD-MyTauus;
DNMT3A-myTauus;
C-KIT-mytauusa (ana t(8;21);
inv(16))

BAALC-3kcnpeccust
ERG-3Kkcnpeccust
MN1-3kcnpeccus
WT1-nonumopdusm
BCR-ABL-no3nUTUBHOCTb

BTopuuHbiii OMJ1
Crapwuii Bo3pact (40-60 net), ansa
inv(16) - crapwe 35 net
Inepneikountos (>100 ~ 10%/n ans
nwoboro BapuaHTa, ans t(8;21) - >20
" 10%/n)

MO-BapuaHT no FAB

Skcnpeccua  CD34  Ha  6nacTHbIX
KneTkax
OKCTpameaynnsipHble

nopaxeHus
(ocobeHHo, koXxa)

OTcyTcTBMe pemuccun nocne  1-ro
Kypca
MepcucreHumns mapkepos MOB

IIpunoskenue I'3. llIkasa oleHKY 00IEro
coctossHuAa nmanmenra ECOG

Haszeanue Ha pycckom: 1lIkana OLeHKM OBINEro COCTOSIHMS TMalyeHTa BOCTOUHOM 06beqHeHHOI]
OHKOJIOTMYECKO IPYITITHI

OpuzunansHoe HazeaHue: The ECOG Scale of Performance Status

Hcmounux (ouuyuanselii caiim paspabomuuxos, nybauxayus c eanudayueti): Oken M.M. et al.
Toxicity and response criteria of the Eastern Cooperative Oncology Group // Am. J. Clin. Oncol.
1982.Vol. 5,N2 6. P. 649-65 [11]

Tun: mKaJa OleHKU
HasHaueHue: KIMHMUYECKas OLleHKa OOILero COCTOSIHMS MalieHTa

Codepicanue u uHmepnpemayusi:

Cratyc (6annbi) OnucaHue o6Liero cocTosHUs NauueHTa

0 MNMaLuMeHT NOIHOCTbIO aKTUBEH, CNOCO6EeH BbIMOJIHATL BCE, Kak U A0 3aboneBaHus

1 MauneHT Hecrnoco6eH BbIMOJIHATbL TAXKEJYI0, HO MOXKET BbIMOJIHATb JIETKYI0O UK cuasadylo pa6orty
(HanpumMep, Nerkyto AOMaLLHIO WK KaHUeNsapcKyto pa6oTy)

2 MauneHT neuntca ambynaTopHo, cnoco6eH K caMOO6C/NY)KMBaHUIO, HO HE MOXKET BbIMOJIHATL
pa6orty. Bonee 50 % BpeMeHM NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHUN

3 MaumeHT cnocobeH nuWb K Orp: iOMy C 6cnyx o, np
nocrenu 6onee 50 % BpeMeHu 60apCcTBOBaHUA

T B Kpecne wunum

4 WHBanua, coBepuieHHO He cnoco6eH K cCaMoo6CNy)KMBaHUIO, MPUKOBAH K KPecny Wau nocrenm

5 CmepTb

IIpunokenue I'4. ®akTopsl pUCKa, .
accoLMpOBaHHbIE C TPAHCIUIAHTAIVIOHHOM
JIeTAJIBHOCTHIO

Ha3zsaHue Ha pycckom: @aKTOPBI PUCKA, aCCOIMMUPOBAHHBIE C TPAHCIUIAHTAI[MOHHO JIeTAIbHOCTHIO
Opuzunanstoe HazeaHue: Prognostic factors for allogeneic-HSCT-related nonrelapse mortality

Hcmounux (ouyuanshetii catim paspabomuuxos, nyonukayus ¢ eanudayueti): 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: mIKkaaa oleHKU
Ha3HnaueHue: TPOTHOCTUYECKAS OLleHKA COCTOSTHMS TalieHTa

Codepxcarue u uHmepnpemayus:

npeﬂTpaHCnﬂaHTauMDHHblﬁ nokasarenb nepMTpchnnaHTauuouublﬁ

rnokasaresib

MocTTpaHCcn/IaHTaLUMOHHDbIN
nokasaresb




BnaronpusaTHbIi hakTop: HemuenoabnaTtusHoe PaHHSS UMMYHHasi PEKOHCTUTYLIMS
. . KOHAMLMOHMPOBaHe
® POACTBEHHbIV HLA-COoBMeCTUMbIi JOHOP MCTOUHMK CTBOMOBbLIX KNETOK (KOCTHbIi

MO3r unu nepudepuyeckas Kposb)
e Oonlee KOpPOTKWIA CPOK MeXxAay AMarHocTukoin | T-aeneums TpaHcnnaHTaTa
OJ1 n TFCK

e NpUHaANexHocTb k 6enoi pace

HebnaronpusitHbli hakTop: MuenoabnaTuBHbIN pexum Tsaxenas ocTpas peakumsa
o KOHAWLMOHNPOBaHUS «TpaHcnnaHTaT NpoTuB xo3auHa» (III-

¢ CTaplini BO3pacT peunnneHTa AnbTepHaTUBHbIA UCTOUHMK | IV
TpaHcnnaHTaTta (MynoBMHHas KpPoOBb) Mepcuctupytowas XpoHuyeckas
e 10/ JOHOpa M peuunueHTa peakuus «TpaHcriaHTat npoTus

X03AMHa» 3KCTEHCMBHOWN (hOPMbI
e KOMOpP6MAHOCTb

. LLVITOMEI'aﬂOBMpyCHbII;I cepocTaTtyc

. I'IO}'II/IMOpCbVI3M reHoB UMTOKMHOB

e HEepOACTBEHHbI AOHOP

e HLA-HecoBmMecTUMOCTb

o (u3nKanbHbIM cTaTyC

e pedpakTepHas nenkemus

o OMJ1, accoumMmpoBaHHbIi C NpeaLlecTByoLLei

XT

IIpunoskenune I'5. IIlporHocTUUECKUI MHAEKC 11
MOJIOABIX IMALMeHTOB C peuyaMBOM OCTPOro
MMEeJIOUTHOrO JIeKo3a

Haseanue Ha pycckom: TIpOTHOCTUUECKUI MHAEKC AJ1S MOJIOAIX MAllMEHTOB C PelMANBOM OCTPOTO
MMEeJIOMIHOTO JIeiiKo3a

OpuzuHanstoe HazeaHue: European Prognostic Score for acute myeloid leukaemia at first relapse.

Hcmounux (ouyuanstslii catim paspabomuuxos, nyonuxayus ¢ eanudayueti): 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 ] Haematol 2006;134(1):58-60 [69].

Tun: uHAOEKC

Ha3sHauenue: TIpOrHOCTUUECKUI MHIEKC IJIsST MOJIOJBIX TAlMeHTOB ¢ peuyanusoMm OMIJI (15-60 ser,
MICKITIOUAsi OCTPBIN MPOMMENIOLUTAPHBIN J1eiiko3 t(15;17))

Codepicanue uHmepnpemayusi:
BbrumcsieTcst B COOTBETCTBUM CO CIeAyomMu hakTopaMmn:

* TIPOIO/DKATETHLHOCTb PEMUCCHM IO pelnanBa: 18 mecsiieB — 0 6amioB, 7-17 mecsiteB — 3 6asia,
<6 Mecs1eB — 5 6a/1I0B;

* [[MTOTeHeTHYeCKNe aHOMajaMM Ha MOMEHT MHMUUIMAAbHOTO AuarHosa: inv(16) wim t(16;16) — 0
6asos, t(8;21) — 3 6asta, Apyrue — 5 6ajIoB;

o mpenmectByomas TI'CK: Het — 0 6a/U10B, 1a — 2 6aJa;

e BO3pacT Ha MOMEHT peluauBa: 35 et u meHee — 0 6a/1710B, 36—45 et — 1 6as1, crapire 45 et —
2 basa.

Puck CyMMapHbIW MHAEKC, 6annibl BeposTHOCTb Bb>kusaemoctu, %

K 1-My roay K 5 rogpam
BnaronpuaTtHbiii (9 % nauneHToB) 0-6 70 46
MpoMeXyTOUHbIV (25 % 7-9 49 18
nauMeHToB)
He6naronpusaTHbii (66 % 10-14 16 4
nauneHToB)




