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KiaioueBsbie CJioBa

OCTPBIN MUEJIOUIHbIN JIENKO3,
OCTPbII JIENKO3,

KOCTHBI MO3T,

6y1aCcTHBIE KIEeTKU

XUMMOTepanusi,

TPaHCIVIAHTALs KOCTHOTO MO3ra,
MMHMMAaJIbHAs pe3yuayaabHasi 60j1e3Hb,
LIMTOTreHeTUYeCKoe UCCIeloBaHNne,
TTOJTHAsI peMUCCHSI,

peuuanB,

dakTopbI pyucka

Kinaccudukaiys BO3



CIIMCoOK CoKpalleHun

auo-TI'CK - TpaHCIUIaHTAlMS  a/VIOT€HHBLIX TeMOIIO3TUYECKUX
CTBOJIOBBIX KJIETOK

anno-TKM — TpaHCIUVIaHTalI A aJIJIOTEHHOI'0 KOCTHOI'O MO3ra

ayTo-TI'CK - TpaHcmiaHTanmusg ayTOJOTUYHBIX TeMOIIO3TUYEeCKUX
CTBOJIOBBIX KJIETOK

B/B — BHYTPUBEHHBI

BO3 - BcemupHas opranmnsauys 34paBoOXpaHeHns
NDT — umMmyHObEeHOTUTIMYECKOe UCCIeJOBaHNe
KT — xommbioTepHast Tomorpadus

MJIC — MuenoaucCIiiacCTu4eCKuin CMHIPOM

MOB - MmuHMMaJbHast OcTaTouHasi 60e3Hb

MII3 — muesnomnpoaudepaTuBHOe 3a001eBaHNe

OJI — oCTpbIi1 1€1KO3

OJIC® - ocTpblit Jieliko3 cMelllaHHOTO (heHOTUIIa
OMIJI — oCTpbIit MUEJIOUIHDIN JI€AKO3

/K — IMOJKOKHO

[IP — nmonHas pemuccus

[TLP — monuMepa3Has LieltHas peaKkius

TI'CK — TpaHCIUIaHTaMs FeMOIIO3TUYECKIUX CTBOIOBBIX KJIETOK
TKM - TpaHcmiaHTanus KOCTHOTO MO3ra

V3U - ynbpTpasBYyKOBOE UCCIeN0BaHME

XT - xumnorepannus

ECOG - (Eastern Cooperative Oncology Group) BocTouHas
00benViHeHHAsI OHKOJIOTUYeckasi TpyIina



FAB-knaccubukanuss -  (QpaHIy3CKO-aMepUKaHCKO-OpUTaHCKas
KJIaccuPUKaIINS

FISH - dbnyopeciieHTHAas in Situ TMopuamsanms
MPO (myeloperoxidase) — muenonepokcumasa

NCCN - (National Comprehensive Cancer Network) HammonanbHast
001IecTBeHHAs IIPOTUBOPAKOBASI CETh

— JKM3HEHHO HeoOXOAVMble ¥ BayKHEMIIMe JieKapCTBeHHbIe
TpernapaTsl

# — mIpenapar, IPMMEHSIOIINIACS He B COOTBETCTBUMU C IOKA3aHUSIMU K
IIPYMMEHEHMIO U IPOTMBOIIOKA3aHUSIMM, CIIOCOOaMM IIPUMMEHEHUs U
oo3aMu, COOEpKAIIMMMCS B  MHCTPYKUMM II0 IIPUMEHEHUIO
JleKapcTBeHHOTO IpernapaTta (o d-1eit6:)



TepMMUHBI U oIIpeae/IeHUs

Octpsie muenougHsbie jgenko3bl (OMJI) — KIOHabHbBIE OITYXO0JIE€BbIE
3a00/ieBaHMSI KPOBETBOPHOI TKaHM, CBSI3aHHbIe C MyTalyei B
KJIeTKe-TIpealleCTBeHHUIle  TreMoIlo33a, CIeICTBMEM  KOTOpO
CTAHOBSTCS  OM0K  nuddepeHUMPOBKM U OECKOHTPOJIbHAS
nponvdepaiyist He3peablX MUETOUIHBIX KIeToK [1,2].

INonnoin pemuccuen (IIP) OMJI npuHATO Ha3bIBaTh COCTOSIHUE
KPOBETBOPHOJ TKaHM, MpPM KOTOPOM B ITYHKTaTe KOCTHOTO MO3ra
obHapykuBaeTcs 5 % u MeHee OJIACTHBIX KJIETOK IIPY HOPMaJbHOM
COOTHOIIIEHM BCEX POCTKOB KPOBETBOPEHMSI, OTCYTCTBYIOT G/IaCTHbIE
KJIeTKM C TajoukaMu Ayaspa M SKCTpaMeIy/UiSpHble odaru Tpu
KO/IIMUeCcTBe HeiTpoduioB B nepudbepuyeckoit kposu 31,0 ° 109/)1,
nmpu KojiauuecTse TpomboumuToB 100 ~ 107/m, mpu OTCYTCTBUMU
SKCTpaMeIY/UISIPHbIX OYaroB JIeIKeMUYEeCKOro pocTa. YKa3aHHbIe
rokasaTe/lu OO/KHbI COXPaHSITbCS B CTAOMJIbHOM COCTOSIHUM B
TeueHMe >1 Mecsiia. YcTaHaBIMBAeTCSl MPU OTCYTCTBUM TAHHBIX O
cTaTyce MMHMMAaJIbHOM ocTaTouHO¥ 60me3uM (MOB).

Ilonmnass pemuccusa ¢ orcyrcrsuem MOBb - IIP ¢ orcyrctBuem B
IIyHKTaTe KOCTHOrO MoO3ra, OOHapykeHHOro B nae6ilore OMJI
reHeT4YeCKOro Mapkepa (MeToAgoM MOoJaMMepas3HO LeIHON peakiun
(TILIP)) unu KIeTOK C abeppaHTHbIM MMMYHO(QEHOTUIIOM (METOAOM
IIPOTOYHOM LUTOMETPUN).

MuHuMa/JIbHasi OCTATOYHAsE OO0Je3Hb — HEOOJbIIasl ITOMYJISIIVS
OITyXOJIEBBIX KJIETOK, KOTOpasi He MOKeT ObIThb 3adMKCHMpOBaHa C
IIOMOIIbI0 CBETOBOTO MMKPOCKOIIA, HO OOHapyKuBaeTcsi Ooee
TOHKUMMU MeTOoAaMU MICCIeOBaHMS, BBISIBJISTIOIIVIMUA 1
JIeIKeMMYEeCKYIO KJIIETKY Ha 104706 MCCIIeTyeMbIX.

IlomHass pemMuccusi C HENOJHBIM BOCCTaHOBAeHuMeM - [IP 1ipu
coxpansionieiics Heirporenuu (<1 ° 109/11) VI TPOMOOLIUTOIIEHUM
(<100 10°/m).

YacTuuHass pemMuccusi — BCe remarosornueckue kpurtepum IIP;
CHIDKeHMe TIPOIeHTa 6/IaCTHBIX KJIETOK B MYHKTAaTe KOCTHOTO MO3Ta
no 5-25 %; cHmkeHue umciaa 6JIaCTHBIX KJIETOK B IMYHKTAaTe KOCTHOTO
Mo3ra He MeHee ueM Ha 50 % OT MCXOOHOIrO OO Hauaia JIEUEHUS.



IlaHHBIVI KpUTepUit UCIOAb3yeTcsl MJisl OleHKM 3PPeKTUBHOCTU
nmeyenuss OMJI npeMMmylieCTBEHHO B XO4e  KIMHUYECKUX
ucciaenoBaumit I-11 dassbl.

O0mas BBDKMBAEMOCTb. /IS OIleHKM OOIeii BbIKMBAEMOCTU
aHAJIM3UPYIOT BpeMeHHbIe IMapaMeTpbl BCeX MaIMEHTOB, KOTOPBIM
Havaau JjieueHue. TOUKOM OTcUeTa SIBASETCS AeHb Hauvaja Teparmi.
CoOBITMEM CUMTAETCSI TOJIBKO CMEPTDb MalleHTa OT 000 IMPUYMHBI
(paHHSIST JIeTalbHOCTb, CMEpPTb B TepUOHd, PeMUCCUM OT Ji00oii
MIPUYMHBI, CMEPTh B IIePMOM peLuaNuBa). DTOT aHAJIM3 II03BOJISET
OILIEHUTDb YMC/IO PeajbHO OCTABIIMXCS B KMBBIX mamnueHToB ¢ OMJI Ha
(dhoHe poBeIeHHO Tepanmn.

Be3spenuauBHass BbDKMBAEMOCTb. [IpM olleHKe Oe3penyuauBHOM
BbDKMBAE€MOCTM YUYUTBIBAKOT JdaHHbIE TOJBKO TeX IIAllMeHTOB, Y
KOTOpbIX Ob1a mocturHyTta IIP. Toukoit oTcueTa cumMTaeTcs paTa
moctyskeHust ITP. CoOBITUSIMM CUMTAIOTCS PeUUINB U CMEpTh OT
100071 TIpUYMHBI (B IIepuof, KOHCOMMIALNMA VI TOAAeP;KUBAIOLIETO
JleyeHNs, OT peluuauBa, B Mepuol peMUCCUU OT APYroi MPUUYNHBI,
HarpuMmep, cyuumaa). LleH3sypupyroT TOJIbKO TeX IMalieHTOB, KOTOpbIe
OBV SKMBBI ¥ HAXOAWINUCH B [IP B MOMEHT IMpoBeIeHMs aHa/IM3a.

BepositHocTh coxpaHeuuss IIP (oOpaTHoe OT BepOSTHOCTU
pasButusa peuuausa). [Ipy oleHKe BepoSTHOCTU coxpaHeHus [IP
YUUTBIBAIOTCS JaHHbIE TOJIbKO TeX MallMeHTOB, Y KOTOPbIX JOCTUTHYTA
[TP. TIpu 3TOM TOYKON OTCUeTa CIYKUT para poctvkeHus [IP.
Cob6bITVEM CUMTAETCS TOMbKO peluauB 3abosieBaHus. lleH3ypupyloT
BCeX IIallMeHTOB, KTO XMB B I[IP B MOMeHT IpoBemeHMSI aHajIM3a.
[TatimenTsl, ymepiine B repuoxn [IP OoT owIOKHEHMI, CBSI3aHHBIX C
JleyeHMeM, WIN OT OPYTUX IPUUMH, LEeH3YPUPYIOT B IeHb CMEePTHU, KaK
MalyeHTOB, HaxoauBIIUXCs B [1P.

BepostHOCTh coxpaHeHus IIP gBisieTcss TeM rokasaTejiemM, KOTOPbI
T103BOJISIET OLIEHMBATb VICTUHHYIO IIPOTUBOOITYXOJIEBYIO
3QPeKTMBHOCTh,  Kakoi-aMb0  Tepamum  6e3  ydeTa  TaKuUX
CyOBEeKTUMBHBIX MOMEHTOB, KaK BbIXa)XMBaHMe IIallMEHTOB OT
OCJIO)KHEHM, CBSI3aHHbIX C CAMMM JIeUEeHMEM.

BeccoObITHIiHAsT BbDKMBAEMOCTb. JTOT IIOKasaTelb OIleHMBAeT
BbDKMBAEeMOCTb BCeX IAl[MeHTOB, BKIIIOUEHHbIX B aHa/Inu3, C MOMeHTa
Hauvasia Tepamnuu. COOBITMEM CUMTAETCS PaHHSSI JeTaJTbHOCTb, (aKT
HenocTskeHus: IIP yepe3 2 mecsiia OT Hadajna JieueHUSI, CMEPTh B
Iepuon, peMuccum OT OCIOKHeHuMn xumuortepanuu (XT) man gpyrux
MpUYMH, a TakkKe peluaAuB 3aboneBaHus. LleH3ypUPYIOT TOIbKO



MalMeHTOB, Y KOTOpbIX OblIa mocTurHyta [P B TeueHue IepBbIX 2
KypcoB XT, M OHM OCTAIOTCS >XMUBBIMU, coxpaHsasa [P, Ha MoMeHT
IpoBeAeHMsI aHA/IM3a.

PesucrentHas ¢popma OMJI, Mo MHEHMIO OOJBIIMHCTBA POCCUIICKUX
3KCIIePTOB, KOHCTATUPYyeTCs pu oTcyTcTBUM [IP mocie 3aBepiieHus 2
KYpPCOB MHAYKUMOHHOM Tepanuu. BaXHO OTMeTUTb, 4TO, IO
MEXIYHApPOAHBIM KPUTEPUSIM, PEe3UCTEHTHOCTb IMpu OMJI MOXKHO
OLleHMBAaTh JIMIIb Yepe3 7 [OHeM TIIOC/Je 3aBeplieHus Kypca
nonuxummuorepanuu. Ecau manyeHT ymupaetr B TeueHue Kypca XT
WIM B TeueHue 7 JHei 1ocjie Hero, OnpeneinTb, pe3UCTeHTHAs y Hero
dopma neiiko3a MAM HET, Helb3sl, M IMALIMEeHTOB B 3TOM CIydyae
OTHOCSAT K KaTeropuu Heynau B JIeueHM KaK Heollpeae/ieHHbIN 1CXO[,.

CmepTh B amjia3My — CMepTh IaliMieHTa B IMepuop, MHAYKIMOHHOM
Tepanuu (1-2 Kypca). OTOT KpUTepuii 00beIuHSIeT TTOHSITIE «CMEPTh
B amjiasum» — CMepThb IalMeHTa, IPOKUBILEro I10CAe OKOHYAHMS
Kypca XT ®7 nHeit, B epuoj, MUeJ0TOKCHUECKOrO arpaHy/IoLiuTo3a u
aria3uyM KPOBETBOPHOM TKAaHU, IIPU OTCYTCTBUM TME€PCUCTEHLUN
JIelikeMuu, LOKa3aHHOM ITyHKIell KOCTHOTO MO3Ta.

CmepTh OT HeoIlpeaeJlIeHHOM NMPUYUHBI — 1) CMepTh nanueHTa a0
3aBeplIeHs Tepannuu; 2) CMepTh IaleHTa B Iepuon, <7 JHel mocie
3aBepiieHusi XT; B) CMepTh MallMeHTa, y KOTOPOro B repudepuyecKkoi
KPOBM He BBISBJISIOTCS OJIaCTHbIE KJIETKM, HO ITYHKIMSI KOCTHOTO
MO3ra He BbIIOJHEHa, uepe3 37 [OHel IOCae 3aBepIIeHus
MHAYKIMOHHOWM Teparinu.

B HacTos11ee BpeMsl HepeaKo I0JIb3YIOTCS MOHATUIMMU 30-THeBHas U
60-gHeBHasl JIeTAJIbHOCTb, T. €. CMEPTh OT JIIOObIX MNPUYMH B
yKa3aHHbIe IepUoabl BpeMeHu, coBrnagarwiume ¢ 1-Mm 1 2-M Kypcom
MHOYKLIUM; 60-IHEBHYIO0 JIeTAJbHOCTb paHee OIpenesyiv, Kak
«paHHSIS JIETAJIbHOCTb».

PenuauB reMmaTo/IOTMYEeCKUiT — OOHapy>KeHMe B ITYHKTaTe KOCTHOTO
Mo3ra 6osiee 5 % 671aCTHBIX KJIETOK U/MUIM 3KCTpaMeIy/UISIPHOTO oyara
OITyXOJ/IY, B TOM UMCJIe HepoIeiiKeMUn.

Peuuaus MOJIeKyJIIPHBI/MMMYHOJIOTMYECKUI — BbisgBieHe MOb
MEeTOAOM IIPOTOYHOM nuTomMeTpumn u/unu ILP ripu ycioBumn aHanusa
abeppaHTHOTO MMMYHOMEHOTUIIa WJIM BBITIOTHEHMS] MOJIEKY/ISIPHOTO
UCCIIefOBAaHMS 00 Havajla Teparnnu.



VNHayKoyuss peMuccMM - II€pUOL, HAvyajlbHOTO JieYeHUs, LeJblo
KOTOpPOTO SIBJISIIOTCSI  MaKCMMajbHO ObICTpOEe U  CyIlleCTBEeHHOe
COKpallleHMe OITyXOJIEBOV Macchl U mocTiokenue IIP, (06braHO 1-2
Kypca). lVMeHHO B 3TOT mepuod, Ha (QoHe IIpUMeHeHUs
IIPOTUBOONYXOJIEBbIX  IIpenapaTtoB  LUTOCTAaTUUYECKUX  CPEeLCTB
KOJIMYECTBO JIeIKeMUUYeCKNX KJIeTOK B KOCTHOM MO3Te YMeHbIIaeTCs
npuMepHo B 100 pas, T. e. B MOMeHT KOHCTaTtauuu I[P B KOCTHOM
Mo3re MOpP(hOIOTUYECKU OIlpefensseTcss MeHee 5 % OIyXOJIeBbIX
KJIeTOK.

KoHconmnpanus peMuccumn. BTOprM TalloM Tepalium OCTpOro

JIeiiko3a (OJI) SIBJISIETCS 3aKperieHue IOCTUTHYTOTO
MpoTuBooIyxoneBoro sddekra (06biuHO 1-2 Kypca). B HacrosIiee
BpeMsI B OOJBIIMHCTBE CJlyyaeB KOHCOAMIAIIMSI — Hambosee

arpecCUBHBIN M BBICOKOAO3HbIN 3Tamn 1pu jeueHnn OJI. 3agaueri 3TOro
repuona SIBJASeTCS M0 BO3MOKHOCTM elile Oojiblliee yMeHbIIIeHMe
YyCiia OCTAIIMXCS ITOCIe MHAYKIMY JIEiIKeMUYeCKUX KIIETOK.

IMopnepxuBaroiee JjieuyeHMe — MPOAO/DKeHME LUTOCTATUYeCKOTO
BO3JENCTBUS B MeEHbIIMX [J03aX, 4YeM B Iiepuop, MHAYKLUUN/
KOHCOMUAALUN PEMUCCUM, WIM UHOTO (TapreTHOTO) BO3MAEeNCTBUS Ha
BO3MOYKHO OCTAIOLIUIICS OITyXOJIe€BbI KIIOH.

IIpodunakTuka 170)478 1340)7! HeoOXOIVMOCTH, JieyeHue
HelpoenkeMun. IJTOT 3Tall paclpeneiseTcss Ha BCe Iepuombl
IIPOrPpaMMHOTO JIeYeHUSI — MHAYKUUIO PEMUCCUM, KOHCOMUTALIMIO U
roaaepXXuBamllee jedeHue.

TpancmiantTaumusa KoctHoro mosra (TKM). [log stum TepMMHOM
00benViHeHbl TPAHCIJIAHTAIMSI TeMOMO3TUYECKMX CTBOJIOBBIX KJIETOK
(TTCK) kocTHOrO Mo3ra Iepudepuyeckoili KpoBU U ITYyIIOBUMHHOI
(T1aLleHTapHO) KPOBU.



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/1eBaHMS UJIVM COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MIV COCTOSTHUI)

Octpsie muenougHslie jgenko3bl (OMJI) — KIOHabHbIE OITYX0JIE€BbIE
3ab60/ieBaHMSI KPOBETBOPHOI TKaHM, CBSI3aHHble C MyTalyuei B
KJeTKe-TIpeAllleCTBeHHUIle  TeMOIl033a, CIeICTBMEM  KOTOpO
CTAHOBATCS OO0k  auddepeHIUpPOBKM U OECKOHTPOIbHAS
nponvdepaiys He3peablX MUETOUIHBIX KIeToK [1,2].

1.2. 3THMoO/IOrUsa M naToreHes 3ado1eBaumns Min
COCTOSTHUSA (TPYIIIBI 3200/1eBAaHUI UJIM COCTOSTHUIN)

OMJI  gBnseTcs  CaefCTBMEeM  MOBpeXOeHUS  (MyTauuu) B
reHeTMYeCKOM MaTepuasie KJIOHOT€HHOM KPOBETBOPHOI KiIeTKu. B
pe3yJsbTaTe 3TOr0 IMPOUCXOAIAT HapylleHMe KOHTPOIS 38 KIeTOYHBIM
LMKJIOM, M3MEHeHMe IIpolecca TPAHCKPUIILMM U TIPOAYKUMUU DPsAa
K/IIOUeBbIX OeJKOB. BceienmcTBue 6eCKOHTPOJbHOV mponudepaiinu B
OTCYTCTBUE nuddepeHITINPOBKU TIPOUCXOOUT HaKOIUIeHNe
MaToNIOTUYeCKMX KiaeToK. ToT ¢akt, yrto maTtoreHe3 OJI cBsi3aH C
reHeTUYeCKMMM T[10JIOMKaMM, [OBOJIbHO YacCTO IIOATBEpPXKOAeTCs
oOHapykeHreM pPa3IUYHBIX XPOMOCOMHBIX abeppaiinii
(TpaHC/IOKaIMiA, Kenelnit, MHBepPCHUii 1 T. 11.). B 60bIIMHCTBe cTyyaeB
KOHKpeTHasi MpuunHa BO3HUKHOBeHMsT OMJI ocTaeTcsi HEM3BECTHOA.
OmHako CYIIecTByeT HeCKOJbKO Ipeapaciionaramimyux ¢akTopos,
KOTOpbI€ 3HAUUTEJIbHO VYBEJIMUMBAOT PUCK Pa3BUTUS  ITOTO
3a6omeBaHMs. YeTKO [oOKasaHHAasl CBSI3b MOHM3UPYIONIEN paayanuu
IIpY B3pbiBe aTOMHOJ 60MOBI, a TaKKe XMMMO- U paguoTepanum mo
MOBOMY OPYTUX OITYyXOJieil C MOBBIMIEHHBIM PUCKOM BO3HUKHOBEHMUS
OJI 3acraBmjia WM3YyUYUTb [OpPyrue BO3MOKHBIE JIelIKeMOTeHHbIE
dakTopbl (HM3KME O03bl pagualy, XMMUUecKe BelecTBa, KypeHue,
3JIeKTPOMAarHUTHbIE BOJIHBI). [JOKa3aHO, UTO MeXOy KypeHuem u
puckom paszsutusg OJI cymecTByeT I030Basi 3aBUCUMOCTb, KOTOpas
0coO0eHHO oueBMIHA s Jull crapiie 60 ner. Pam umcciemoBaTeneit
rpenroaaramT, YTo okono 20 % ciryyaeB OMJI SBASIOTCS CliefCTBUEM
KypeHMus. DBeH30/1 TMpu [OJAUTETbHOM BO3IENCTBUM HA OpPraHU3M
yejoBeKa JaeT JieKeMOreHHbIi 3(¢deKT, HO MpM HeOOJbIINUX
KOHIIEHTpALMSIX 3TOTO BellecTBa, C KOTOPbIMM 4Yallle BCEro



CTaJIKMBAIOTCS JIIOAM HA MPOU3BOACTBE, HE NOKa3aHa B3aMMOCBSI3b C
MOBBIIIEHHBIM PUCKOM BO3HUKHOBeHus1 OMJI. IIpu wm3syyeHun
IIOCTOSIHHOTO BO3[JeJCTBUS MaJjbIX 003 pagualuy [OKa He IOJIYUYEeHO
I0Ka3aTeabCTB B I0Jb3y yBeJIMUYeHMST 4acTOThl 3a6onmeBaemoctu OJI.
BriepBble B3aMMOCBSI3b Mexnay Mpenpmectsywoumein XT, ayyeBbIM
JleyeHMeM KaKuX-JMb0 [pyTMX OIYyXOJeBbIX 3abojieBaHUl U
yBeIMUEeHHbIM pUcKOM pas3BuTus OMJI 6buta OTMeUYeHa y IMaleHTOB,
M3JieueHHbIX OT JuMdombl XOMKKMHA. [[oKa3aHO, UTO He CTOJbKO
KYMYJISITUBHAS [103a, CKOJIBKO MHTEHCUBHOCTb JO30BOT0 BO3LECTBUS
00yC/IOBAMBAET IIOBBIIIEHNEe YacTOThl 3aboneBaemoctyt OMJI. Puck
pasBuTus BropuuyHoro OMJI Hambosee BBICOK B Iepuof ot 2 A0 9 jer
rocjae 3aBepiieHuss mnpenmiectByiomeit XT. B 85 % cwiyuaeB
BTOPUYHBIE JIEMKO3bl BO3HMUKAIOT B CPOKU N0 10 /sieT OT OKOHYaHUS
neuenus [1,2]. Atuonorusi u crieuuduueckue GakToOpbl, TPUBOASIIINE
K pPasBUTUIO BTOPUYHBIX MMUEJOUIHBIX OIIYyXO0Jiei, ITOJHOCTbIO He
u3yyeHbl. B maToreHes BOBJieYeHbl MHOTME TeHeTUUYeCKue MNyTU U
KoolepaTuBHble MyTauuu. BropuuHbie OMJI, accouuMmnpoBaHHbIE C
MpUMeHeHMeM aJnKUIUPYIOIUX IIperapaToB, 4acTo OeOHTUPYIOT C
Muenogucoiaactuyeckum cuHagpomom (MIC) ¢ mMoHOcommen wmian
YaCcTUYHOI nenenueir xpomocom 5 u 7. rotr tunn OMJI BO3HMKaeT
OTHOCUTEJIbHO II03JHO, B CpefHeM uepe3 5-7 jeT mocie JieueHUs
rnepeuyHoii  omyxonu. B IlpwnoxkeHun  A3.6  npuBedeHa
XapaKTepucTmKa BTOPUYHBIX OMJI, aCCOLIMMPOBAHHBIX C
TpUMeHeHeM MHTMOUTOPOB TormousoMepasbl II U amkuIMpyommux
areHTOB.

1.3. dnuaeMuosorus 3a00/IeBaHUSI MJIM COCTOSTHUSE
(rpynmnbl 3a00/IeBaHU MJIM COCTOSTHUI)

Cunraercs, uro OMJI 3aboneBaloT B cpegHeM 3-5 uemoBek Ha 100
ThIC. HacesieHus B rofl. [Ipy aToM 3a0071€eBaeMOCTh Pe3KO BO3pacTaeT B
Bo3pacte crapuie 60 jietr u cocrasisier 12-13 ciayyaeB Ha 100 ToIC.
HacejeHus y aull B Bo3pacre crapiie 80 jsiet. MeamaHa Bo3pacTa 3TOTO
3abosieBaHMs cocrasisger 65 jyet. Ilpu umciaeHHocTy Hacenenus 140
MJIH XUTesieit B Poccuy pacueTHbIN moKa3aTesb 3abomeBaeMoCTH (110
OaHHbBIM EBpOIeinckux M AMepUKAHCKUX MCCaegoBaTesei) OOKeH
COCTaBJISITh OKOJIO 5 ThIC. 3a60/1eBIINX [3].

[Io pe3ynbraTamM perucTpalMOHHOIO MUCC/IeN0BaHMUS, BBIIIOTHEHHOTO
POCCUIICKOM UCC/Ief0BaTeNbCKON rpymmnoin no undydyenuto OJI B psnme
pernoHoB Poccun, menuana Bo3pacra auarHoctuku OMII cocraBisieT
53 roga, uto 60see yem Ha 10 JieT MeHbIlle, YeM B 3alaJHbIX CTpaHAaX.



OTU  TIOKa3aTeJM  CBUAETENbCTBYIOT Kak O  HeOoCTaTOYHOM
mvarHoctuke OMJI y maleHTOB CTapileil BO3paCTHOM I'PYIIIbI, TaK U
O MeHblIIei IPOLO/KUTENbHOCTU XU3HU Hace/leHUs B Hallleil CTpaHe.
3a607€BaeMOCTb, II0 JAHHBIM PErMCTPALMOHHOIO MCC/IeIOBaHMSI,
cocrabmwia 1,32 oaryuags Ha 100 TbIC. B3pociaoro HaceneHuss. U
HecMOTpsT HAa TO uTo OMJI oTHOCST K opdaHHBIM 3a00/IeBaHMSIM,
couManbHasg 3HAUMMOCTb JIeUeHUsI STOr0 €aMoOro TIPO3HOIO
3a00/ieBaHMSI  CUCTEMbl  KpPOBU  OmpelensieT  HeoOXOAMMOCTb
opraHmsauumn aZleKBaTHOM crelaan3upoOBaHHON IIOMOILN,
rpegycMaTpUBawILEeil  B3aMMOAEMCTBME MHOTUX  MEOUILMHCKUX
OUCLUTUIVIH, COBOKYITHOCTb KJIVMHUYECKUX, 71a60pPaTOPHBIX,
MHCTPYMEHTAJIbHBIX M HAYYHBIX MCCIeSOBaHUM, MPeeMCTBEHHOCTb
CTalMOHAPHOJ U aMOynaTopHOI momoiu [1,2].

1.4.0c00eHHOCTY KOAVIPOBaHMS 3a00/1eBaHUS VIN
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKON
Kaaccudukanym 6o1e3Hen 1 rpoodseM, CBI3aHHBIX
CO 3/I0POBbEM

C92.0 - OcTpolil MMUETOUIHDIN J1€MKO3

HckimoueHne: o000CTpeHMEe XPOHMYECKOTO MMEJIOUIHOTO JieiiKo3a
(C92.1)

C92.3 - MuenoupgHas capkoma (XJiopoma, rpaHy/JIoLMTapHAs CApKOMA)
C92.5 - OcTpblit MMETOMOHOIIUMTAPHbIN J1€i1K03

C92.6 - OcTprlit MUeTOUAHbBIN 1eiKo3 ¢ 11g23-aHomanuein

C92.7 - [Ipyroi MueouUgHbIN JIeNKO3

C92.8 - Octpasgs muenougHasg JieiKeMuss C MYJIbBTUINHENHOM
OuCIIa3uen

C92.9 - MuenonaHbIN 1eMIKO3 HeYTOUHEHHDBIN
C93.0 - OCTpoIi MOHOLIMTAPHBIN JI€IIKO3
C94.0 - OcTpas spUTpeMusi U SPpUTPOJIENKO3

C94.2 - OcTpblit Merakapuob6/1acTHBIN JIEMKO3



1.5. Knaccudukanys 3a001eBaHSA VIV COCTOSTHUS
(rpymmsbl 3a00/IeBaHUI WJIV COCTOSTHMIA)

HuarHo3 OMJI ycTaHaBAMBAIOT MpM OOHAPY>KEHUM B KOCTHOM MO3re
20 % 6macTHBIX KJIETOK U OoJiee (IeTajbHee CM. Iajee).

IlepeyeHb BapMaHTOB OCTPOr0 MMEJIOUIHOrO JIeMKO3a U JPyrux
omyxoneii ¢ muenoupaHoi auddepeHuMpoBKoii (BcemupHasi
opraHusanus 3apaBooxpaHenus (B0O3), 2016) [4,5]

Knaccudurauysa BcemupHoii opranmusanumu sapaBooxpaHeHus: (BO3)
(2016) mnoppasnmensier Bce  OMJI, OCHOBBIBAsICb Ha  UX
LIMTOTEHETUUYECKUX U MOJIEKY/ISIPHO-TeHeTUUYECKX OCOOEHHOCTSX, U
MMEHHO 3TU O0CO0eHHOCTM (QOPMUPYIOT KIMHUKO-TIATOJIOTHUUECKIE
TPYIIIbI:

e OMJI ¢ ycmoiiuueo 6bvia6/11eMbiMU 2eHeMUYeCKUMU AHOMAAUIMU
OMJI ¢ t(8;21)(q22;q22); RUNX1-RUNXITI

OMJI c inv(16)(p13.1922) unu t(16;16)(p13.1;922); CBFB-MYH]11
OcTpalii poMuenounTapHbIii Jieliko3s ¢ t(15;17)(q22;q12); PML-RARA
OMJI c t(9;11)(p22;923); MLLT3-MLL

OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214

OMIJI ¢ inv(3)(q21q26.2) unu t(3;3)(q21;926.2); RPN1-EVII

OMJI (merakapmobaacTHbIi) ¢ t(1;22)(p13;q13); RBM15-MKLI

OMJI c BCR/ABLI*

e OMJI c 2eHHBIMU Mymauuamu’™:

OMJI ¢ myTupoBaHHbIM reHOM NPM1*

OMIJI ¢ 6uamnenbHoM MmyTaiueii reHa CEBPA*

OMJI ¢ myTHpoBaHHbIM reHOM RUNX1*

e OMJI c usmeHeHUsIMU, C8A3AHHBIMU C MUEN0OUChIa3Uell
e MuenoudHole Heonaasuu, ceési3aHHsle ¢ npedwecmayrouwjeti XT
e OMJI, no-dpyzomy He cheuuguyuposattvie (NOS)

OcTpoiit MM€eJI00/1aCTHBIN JIeIKO3 C MMUHUMAaJIbHOM
nuddbepeHIINPOBKOIA



OcTpblit MMeI00aCTHbIN J1eiiKo3 6e3 co3peBaHMs
OcTpbIit MMeI06IaCTHBIN JIeIIKO3 C CO3pEBAHNMEM

OcTpbIit MMEeIOMOHOOIACTHBIN JIeITKO3

OcTpbIit MOHOOGJIACTHBIN/MOHOLIMTAPHbIN JIEIIKO3

OCTpbIit 5pUTPOMMENIO3

OcTpblif Merakapuo06IacTHbIN JIeIKO3

OcTpplit J1eiiKo3 13 6a30¢MI0OB

OcTpeiii  maHMMeNno3 ¢ Muenouopo3oM (CMHOHMM: OCTPBIi
Muennopnbpos, OCTPbIii MUETIOCKIEPO3)

* MuenoudHas capkoma (CMHOHMM: SKCTpaMeay/IsipHas MyUeIouaHas
OITyXOJib, TPAHYJIOLUTAPHAs CaApKOMa, XJI0pOMa)
* MuenouoHsle OnyxoJu, c6513aHHble C CUHOPOMOM [layHa

TpaH3UTOPHBIIT aHOMAJIbHBIIT MMEJOIN033 (CMHOHMM: TPaH3UTOPHOE
MuesnonponudepaTuBHoe 3a6oneBaHne (MII3))

MuenouaHbIN JIeiik0o3, CBSI3aHHbIN C CMHAPOMOM JlayHa

e  Onyxo/1b U3 N1A3MauumoudHsix OeHOPUMHbIX KIEMmoK
e Ocmpule neliko3bl HeonpedeneHHOU JuHUU JupgpepeHyuposKu

OcTpelit HegubbepeHIMPOBAHHBIN JIEJIKO3

Octpaiii neiiko3 cMmenaHnHoro genoruna (OJICD) c t(9;22)(q34;q11.2);
BCR-ABL1

OJICD c t(v;11923.3); peaparwxkupoBka reHa KMT2A (panee — MLL)
OJIC®, B/muenonagusiii, NOS

OJIC®, T/muenougnsiin, NOS

OJIC® NOS*

OJI HeonpeneneHHoM nuHuM nuddepeHupokyu NOS*

*Hoeble 2pynnol, 8sedeHHvle 8 Kaaccugukayuio BO3 6 2016 e.

BCR-ABLI1-nio3utuBHBIN OJI MOXKeT ObITh AMarHoCcTupoBaH Kak OJICD,
HO Tepanusl TIalyeHTaM C OSTUM BapMaHTOM IIPOBOAUTCS IIO
mporpamMmmam JIeueHus BCR-ABLI1-1103UTUBHOTO OCTpPOTro



nM@o6IacTHOrO Jeiiko3a.

[Togrpynmna «OMJI ¢ yCTOMUYMBO BbISIBISIEMBIMM XPOMOCOMHBIMU
aHOMAaIMSIMI» 00beOMHSIeT HeCKOJIbKO BapuaHToB OMIJI:

e OMJTct(8;21)(q22;922); RUNX1-RUNXITI;

e OMIJI c¢ inv(16)(p13.1922) wnn t(16;16)(p13.1;q22); CBFB-MYH11
(mpu  BBISIBJIEHMM  YKA3aHHbIX XPOMOCOMHBIX  IIepecTpOeK,
HEeCMOTPSI Ha YMCJIO OJIaCTHBIX KJIETOK B ITyHKTaTe KOCTHOTO MO3ra,
BCeraa ycTaHaBauBaroT guario3 OMJI) ;

e OcTpbiit mpoMuenoUuTapHbIi Jyeiiko3 ¢ t(15;17)(q22;q12); PML-
RARA; TpaHcnokaumuu RARA ¢ opyrumu mapTHepamMy BbIZEIsSIOTCS
B otmenbHble hopmbl OMJI, Hanpumep OMIJI ¢ t(11;17)(q23;q12);
ZBTB16-RARA; OMJI ¢ t(11;17)(q13; q12); NUMAI-RARA; OMJI ¢
t(5;17)(q35;q12); NPM1-RARA; OMJI c STAT5BRARA.

Panee Boimensemasi kareropus «OMJI ¢ aHomanusamu 11923 (MLL)»
6b1a mepeBemeHa B KaTeropuwo «OMJI ¢ t(9;11)(p22;q23); MLLT3-
MLL». Ipyrue TpaHCIOKaUUK, OTIMYAKIIMECs OT TeX, YTO BKIHOYAKOT
MLLT3, nomkHbl ObITb OTHENbHO yKa3aHbl B OMarHose, HaIpumep
OMJT c¢ t(6;11)(q27;923); MLLT4-MLL; OMJI c¢ t(11;19)(q23;p13.3);
MLLMLLT1; OMJI c t(11;19)(q23;p13.1); MLL-ELL; OMJI ¢ t(10;11)
(p12;q923); MLLT10- MLL.

bo1n BeIZesieHbl 3 HOBBIX MOATPYIIIbL:

e OMJIc t(6;9)(p23;q34); DEK-NUPZ214,

e OMJIcinv(3)(q21q26.2) mnu t(3;3)(q21; q26.2); RPN1-EVII;

e OMJI (merakapmobmnacthsiit) ¢ t(1;22)(p13;q13); RBMI15-MKLI,
penkuit BapuaHT OJI, Hanbosiee YaCTO AMATHOCTUPYEMBIii Y JIeTeiA.

YV namuenToB OMJI ¢ HOpMa/JIbHBIM KapMOTUIIOM ObLINM BBIAEIE€HBI 2
HOBbI€ KaTeropumn:

e OMJI ¢ mytupoBaHHbIM reHOM NPM1 (Hyk/ieodO3MUH (SiAepHbIN
dochornporenn B23, HymaTpuH));

e OMJI c¢ mytupoBaHHbIM reHOM CEBPA (6eioK, CBSI3bIBAIOIIMit
suxaHcep CCAAT anbda (CCAAT/enhancer binding protein (C/EBP)
alpha)). HakarinBaeTcst Bce 60Jibllie 1OKa3aTeIbCTB B IMOb3Y TOTO,
YTO 3TU MYyTallMM OIpenensiioT HapyuieHus audbdepeHUINMPOBKU
reMOIIO3TUYECKUX KIETOK, M OTHOCITCS K TaK Ha3blBaeMbIM
MyTalusIM 2-T0 Kjaacca.



MyTauunu B reHe fms-cBs3aHHOM Tupo3uHKMHA3bl 3 (fms-related
tyrosine kinase, FLT3) o6Hapy;KuBalOT IMpM MHOTUX BapuaHTax OMJI,
M UX OTHOCIAT K MyTaumusam 1-ro kmacca, T. €. K TeM, KOTOpbIe
OIpenesisiioT IIPEUMYILECTBO OITyX0JIeBbIX KJIETOK B Ipoaudepauyn u/
i BbDKMBaHUM. OMJI ¢ myrtauusamvu FLT3 He BBIOENSIOTCA B
OTHENIbHYI0O KaTeropmio, OJHAKO HEeOOXOOMMO OIIpenensiTb 3TU
MyTallMM, TaK KaK OHM MMEIT IIPOTHOCTUYECKYID 3HAYMMOCTb.
PekomMmeHayeTCs1 He TOJILKO ompenensath Haaunume FLT3-ITD, HO u
onpenensiTh, TaK Ha3blBaeMoe a/UleJibHOe COOTHOIIeHMe, KOTOopoe
XapaKTepusyeT 00beM OIMyXOjIu. AJIJIeIbHOE COOTHOIIEHME CUUTAETCS
BBICOKMM IIpM 3HaueHusx >0,5 u Hu3kuM - npu s3HadeHusix <0,5.
[TpOrHOCTUYECKYIO 3HAUMMOCTh MMEIOT BbICOKME 3HAYEH M.

Panee Boigensemasi rnoarpyrmna  «OMJI ¢ MyJabTUIMHENHON
nucruiasueit» B kiaaccudukanmuy BO3 (2016) onpenensiercst Kak «OMJI
C UM3MEHEeHMSIMMU, CBSI3aHHBIMU C Muenomucruiasuein». OMJI moryr
OTHOCUTBCS K Kateropum «OMJI ¢ M3MeHEHUSIMM, CBSI3AHHBIMU C
MMeJIOOMCIIIa3uein», ecin:

e 20 % 6macTHBIX KJIETOK B KOCTHOM MO3re wiau mnepudepudeckoit
KpPOBU;

e cylecTByeT npeaiectyromias ucropust MIC miau uaoro MII3;

® CyIIEeCTBYIOT LIUTOTE€HETMYECKMEe aHOMa/IMM, aCCOLUMMPOBAHHbIE C
MUeIOaUCIIIa3Uein:

* KOMILUIEKCHBI KapMOTHUII (3 XpOMOCOMHBIX aHOMa/IUM 1 6oJee);

e HecOa/slaHCpPOBaHHbIe nepecTpoiiku: -7 uin del(7q); -5 nnu del(5q);
i(17q) wnu t(17p); -13 unu del(13q); del(11q); del(12p) wan t(12p);
del(9q); idic(X)(q13);

e cOamaHCHMpOBaHHbIe MepecTpoikyu  (TpaHwtokauum): t(11;16)
(q23;p13.3); t(3;21)(q26.2;922.1); t(1;3)(p36.3;921.1); t(2;11)
(p21;023); t(5;12)(q33;p12); t(5;7)(q33;q11.2); t(5;17)(q33;p13);
t(5;10)(q33;q21); t(3;5)(a25;q34).

* MYJIbTUIVMHEHAs IUCIIa3Us;

® OTCYTCTBYIOT «YCTOMUMBO BBISBJISIEMbIE XPOMOCOMHBIE aHOMAaJIUM»;

e panee He TTpoBogMIack XT 1O MOBOAY APYroro 3abomeBaHMsI.

OCTpbIii MMETOUIHBIN JIeMKO3, KaK Apyrue MueaougHbIe OITyXOJIu,
BO3HMKIIIME BCIEeACTBME paHee mpoBoaumoi XT 10 MOBOAY OPYIUX
3aboyieBaHMiA, B OTHENbHYIO (hopmy OMJI He BbIIEISIOTCSI.

IIporHocTuyeckue PaKkTOphI

[IporHocTuyeckue (HakTOpbl MOTYT ObITh IOApa3feneHbl Ha 2
OCHOBHBbI€ I'PYIIIILI [6]:



1-g rpymnmna — ¢akTopbl, OCHOBAaHHbIE HAa XapaKTepUCTMUKAX MalleHTa
" COCTOSTHUM €ro 00111eT0 3/I0POBbS;

2-s1 rpynma - (akTophl, O0OYC/IIOBJIeHHbIE  OMOJOTMYECKUMU
XapaKTepUCTUKAMM JIEIKeMUUECKOI'O KJIOHA;

3-s1 rpymIa, OTMeYeHHasl B 9TON IVIaBe, SIBJISETCS He O00beKTMBHBIM
KpUTepueM, a CYObeKTUBHBIM, HO MCKIIOUUTEIbHO TTPUHIUITIMATbHBIM
dakTopoM, 0COOEHHO B YCIOBUSAX Poccum -  afeKBaTHOCTD
npoBogumont XT.

@daKkTOopbI IPOrHO3a, CBSI3aHHbIE C MalyeHTOM. Bo3pacT sBisiercs
OOHUM U3 YHUBEPCA/IbHbIX, HE3aBUCUMBIX U YCTONUYMBBIX (PAKTOPOB
IMpOrHosa. [JonrocpouyHbie pe3yabTaThl JeueHus nauueHTos ¢ OMJI B
BO3pacTe crapiie 60 jeT B 11eJI0M 3HAUUTEIbHO Xy>Ke 10 CPaBHEHMUIO C
TAaKOBBIMM Yy  mauueHToB Monoxke 60 jer. daKTUuyecku
COMNOCTAaBMMbBIMM C pe3yjJbTaTaMM Yy IallMeHTOB Moyioxke 60 jeT
SIBJISIIOTCSI TaKOBble Yy MAalMEeHTOB B Bo3pacTe 60-65 JjeT, e UM
MPOBOASIT Tepaluio MO IIPOTOKOJAM JiedeHMsl, TPUHSITbIM y Oojee
MOJIOJIbIX.

OTOo 00YyCIOBA€HO KaK MMHMUMYM [BYMS IIpUYMHaMu. Bo-mepBbIX,
yBeJIMUeHeM C BO3PacToM YaCTOThI HeO/1aroNpPUSITHBIX
LIIMTOTEHEeTUYECKMX IMOJIOMOK: OTMeuaeTcs IMOCTelleHHOe HapacTaHue
cJIyyaeB ¢ HecOaJIaHCHMPOBAHHBIMM XPOMOCOMHBIMM abeppauysMu, C
KOMILJIEKCHBIM ¥ MOHOCOMHBIM KapuOTUIIOM. OTHOBpEMEHHO C 3TUM
CHIDKAeTCsI 4acToTa OOHapyskeHMsI cOajlaHCHMPOBAHHBIX abeppariuii,
BKJIIOUAsI TakKue OJaromnpusTHbIe BapMaHThl, KaK TPaHCIOKAIUM
t(8;21), t(15;17) u wuHBepcus 16-it1 xpomocombl inv(16). He
MCKJIIOUEHO, UTO JaHHbI (peHOMeH MOXeT ObITh 00YCIOB/IEH TEM, UTO
C BO3pPaCcTOM YBeJIMUYMBAETCS 4YacToTa BO3HMKHOBeHus1 OMJI wus3
npepuectsywiero MIC. Ipyroil mpusHak, KOTOPLIA OmpenesseT
OoTpullaTeJibHOEe BAMSIHME Bo3pacta Ha ImporHo3 OMJ, -
npucoeqHeHe COMYTCTBYIOIIMX 3a00jeBaHMit, HaIMuMe KOTOPBIX
IpM TIpOUYMX PaBHBIX VYCJIOBUSIX OmpenenseT 3HAUUTEIbHOe
yXyOIIeHye 00IecoOMaTNYeCKOro CTaTyca IO CPAaBHEHMIO C MOJIOAbIMM
nalyeHTaMMu.

dakTOphl IMPOrHO3a, CBsI3aHHbIe C 3a6osneBaHumem (OMJI).
dakTopbl, CBSI3aHHbIE C 3a00/ieBaHMEM U BAMSIONIME HA Pe3yabTaThl
Tepanuy, CjlenyeT aHaJIM3MpOBaTh Ha BCeX JSTalax JeyeHus. ITO
00yCJIOBJIEHO TeM, UTO Jieliko3acColMupoBaHHble (PaKTOpbI TPOTHO3a



TI03BOJISIIOT OLIEHUTb 00BbEM OITYyXOJIeBOI MacChl, YYBCTBUTEIbHOCTD
6/1aCTHBIX KJIETOK K ITPOTMBOOITYXOJIEBBIM IIperapaTam, CKOpPOCTb
IMMMHALIMY JIeJiIKeMM4eCcKuX KjIeTok 1 oobem MOB.

[Ipeskxge Bcero, HeOOXOAMMO YUYUTHIBATH Takue BIIOJHE IOCTYIHbIE
KIVMHUKO-T€MATOJIOTUUEeCKMEe TapaMeTpbl, acCOLMUMUPOBAHHbIE C
HebOnaronpusTHbIM TeueHnem OMJI, Kak jeikonutos >100 ° 109/J'I,
HenocTvskeHue [IP nmociie mepBoro MHAYKIMOHHOTO Kypca.

OmHMuM U3 BaskHeHINMX (akTOpoB MPOrHO3a, COMpPssKeHHbIX ¢ OMJI,
SIBJISIETCSI  KapMOTMUIT  JIeliKeMUYeCKux KieTok. McwiemoBaHue
KapuoTuna HeoOXOIMMO ITPOBOAUTb B 00s13aTeIbHOM IOPSIJIKE BCEM
nauyeHTam c nomo3peHnmeM Ha OMJI. [JaHHBbIe LIUTOreHETUYECKOTro
MccaeqoBaHus MO3BOJSIOT BepuduipoBate OMJI B ciyuasix, Korjga
MPUHIIUIIMABHBIM  SIBJSI€TCSI He KOJMYeCTBO OJIaCTHBIX KJIETOK
(menbiie wiu OGombiie 20 %), a oOHapyKeHMe XapaKTepHBIX
XPOMOCOMHBIX abeppauuii. Peub wuger, B YaCTHOCTM, O TakK
Ha3bpiBaeMoM CBF (Core Binding Factor) OMJI, KOoTOpbIit 00beauHsIeT
orydyan ¢ TpaHcaokauven t(8;21) u maBepcueni inv(16), He3aBUCUMO
OT OTCYTCTBUS WM HAJIUUUS [OOMOJTHUTEIbHBIX XPOMOCOMHBIX
abepparnmii.

[TomuMO 5TOrOo, Ha OCHOBAaHUM M3yUYEHUS KAapPUOTUIIA TIPeSCTaABIISIETCS
BO3MOXHBIM CTpaTudULMpoBaTh nanueHToB ¢ OMJI Ha 3 OCHOBHbIE
TPYIIBI: GJIAarONPUSITHOIO, IPOMEKYTOUHOTO M HeOJIaronpusiTHOrO
rnmporHosa (cm. IIpunokenue I'l). [logpasgenenue mnamyueHToB OMIJI
Ha 3TU TPYMIIbI 11€1eCO00pa3sHO C TOUYKM 3peHUsl BbIOOpa TaKTUKU
IIOCTPEMMCCMOHHOM  TepammMu: IIpMMeHeHMue IuTapabmuHa™* B
BBICOKMX O03ax, ucronb3oBanue auioreHHoi TI'CK (amno-TI'CK). B
rnocjaenHee BpeMsl psl POCCUMCKUX UM aMEpPUKAHCKUX 3IKCIIEepPTOB
MalyeHTaM C HeOJaromnpusTHRIMM aHOMAaJIMSIMM KapuOTUIIa BOOOIIe
He peKOMeHIylT craHgaptHyr XT BcaegcTrsue ee  HU3KON
3QdeKTMBHOCTHY, a MpenjaraloT MHble HU3KOMO03Hble M TapreTHbIe
BO3IEVCTBUSA C 1-T0 Kypca MHOYKLIUY [7].

CrnenyeT OTMETUTD, UTO Y TTIOJIOBMHBI IalniueHToB ¢ OMIJI onpenensieTcs
HOPMaJIbHBIN KapUOTUII JIEMKEMUUECKUX KIIETOK. ITO MOXET CJIY>KUTh
OCHOBaHMEM B pslie CIydyaeB [Jjs IIPOBedeHMs WCCIeg0BaHMs
dbnyopecuenTHoi in situ tmbpuausanuu (FISH) mnm monexkyasspHO-
reHeTYeCKUX UCCIeNOBaHMI B LeIIX MOUCKA OTAENbHBIX XMMEPHBIX
reHOB WJIM IMTOJIOMOK KapuOTHUIla, aCCOMMPOBAHHBIX C OIpene/ieHHbIM
KIMHUKO-TemaTonaormueckum ¢deHorunom OMJI ¥ TIpPOTrHO30M:



RUNXI-RUNXITI (t(8;21)), CBFB-MYHI1 (inv16), PML-RARa
(t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214, mouocommu 5, 7,
MHBEPCUM XPOMOCOMBI 3 U psifia APYTUX.

BmecTe ¢ TeM, HeOOXOMMbBIM SIBJISIETCSI U IMOUCK Yy MaiyueHToB ¢ OMJI
C HOPMAaJbHBIM KapMOTUIIOM MYTaliMii OTOE/NbHBIX T€HOB C
YCTAHOBJIEHHBIM IIPOTHOCTUYECKUM IIOTE€HLMAJIOM. MOJIeKyISIpHO-
reHeTuyeckas crpaTudukanys mnauyeHToB ¢ OMJI Ha TpyIIbl pUcKa
npencrasieHa B Ilpunokenumn I'l.

dakTOpbI MPOrHO3a, CBsI3aHHbIe ¢ HeagekBaTHOM XT. B Poccun, K
COKaJIeHUIO,  CYIIeCcTByeT Takoii ¢akTop  Heb6/JaronpusiTHOrO
IIPOrHO3a, KaK HealeKBAaTHOE IMUTOCTAaTUYeCKOoe BO3OelCTBME B
rnepuoa MHOYKUMM/KOHCOMUOAUM (YMeHbIIeHMe pacyeTHBhIX 03
LUTOCTAaTUUYECKUX  TperapaTtoB U  3HAUMTEIbHOE  YIJIMHEeHUe
MHTEPBAJIOB MEXOy KypcaMu), WIM HeaJleKBaTHAs IpejieueHHOCTb.
Eme B Hauasie 1970-X romoB, Ha IepBbIX 3Tanax craHoBaeHus XT OMJI
aMepMKaHCKMMM  MCCIefoBaTelsIMM  ObUIO  JIOKa3aHO,  4YTO
3 deKTMBHOCTb MPOrpaMMbl «5 + 2» CTaTUCTUUYECKM 3HAUMMO XYXKe,
yeM mnporpammbl «7 + 3». bomee 20 jeT Ha3zam B POCCUMCKUX
MCCIeOOBAaHMSIX ObLIO MPOJEMOHCTPMPOBAHO, UTO YMEHbIIEHME O03
AHTPALMKIMHOB M LIMTapabuHa™* B Kjaccuueckoi mporpaMmme «7 + 3»
MIPUBOAUT K CYIECTBEHHOMY YXYIIIEHMIO TOKa3aTesieii o6ieit u
6e3pelaMBHOI BbDKMBaeMocTH [1].

B Tex cuTyauusx, KOrga LUTOTEHeTMYEeCKOe W/WIM MOJIEeKYIsSpHoe
MCCIe0BaHMe He BBIINIOJIHEHO, ONpelenThb IPYIIY PUCKa y MalueHTa
He TMpeaCcTaB/sgeTcsl BO3MOXKXHBIM. OOHAKO MOXXHO OPUEHTUPOBATHCS
Ha «CUMHTeTuYeckue» (00beIMHSIONEe MOJIEKYISIPHO-TeHeTUUYeCcKme u
KIuHuJyeckue TnipusdHaku OMJI) pekomeHpauuy  eBPOIENCKUX
JKCIIEPTOB, KOTOpbIe IIOAPA3OESAT IMallMeHTOB Ha 2 OCHOBHbIE
TPYIIbI: OJaTONMPUSITHOTO M HEOJarompusTHOTO IIPOrHO3a. JTHU
peKoOMeHJaluM ¢ J00aBIeHUSIMM OT POCCUICKMUX 3IKCIIEePTOB
npencrasiieHsl B Ilpunoskenuun I'2 [1,2,7,8]. Tem He MeHee XOTen0Ch
ObI IMOAUYEPKHYTb, 4yTOo 6e3 MOJIEKYJISIPHO-T€EHEeTUYECKUX
MICCIeIOBaHMIA, BBIITIOJIHEHHBIX B Ae00Te 3a60/1eBaHMsI, COBpeMeHHOoe
JneyeHre OMJI HEBO3MOKHO.

1.6. Knuanueckass KapTuHa 3a00/IeBaHMs UJIN
COCTOSIHUS (TPYIIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)



B OCHOBHOM K/IMHMYECKME IIPOSIBJIEHMSI CBSI3aHbl C 3aMellleHueM
HOPMAJIbHOM TeMOIIO3TUYECKOM TKAaHM OMNyXOJIeBbIMU KJIeTKaMU
(aHeMusI, TPOMOOIIUTOIIEHNSI, TPAHYIOLMTONEHMS), MHOUIbTpaIeil
MMM Pa3/IMUHbIX OPTraHOB U MPOAYKUMEN PasJMUHbIX LIUTOKUMHOB [9].
Ie6ior OMJI MOKeT OBbITh OCTPBIM CO 3HAUMUTE/IbHBIM IOBBIIIEHMEM
TeMrepaTypbl  Tejla, pPe3Koii  IaboCThio, MHTOKCUKALMEI,
KPOBOTOUMBOCTbIO, TsKeAbIMM MHPeKkumsamMu. OpgHAKO Hepeako
OMarHo3 yCTaHaBIMBAIOT CJTydaifiHO NPy MPoduaakTU4eCkKoM OCMOTpe
WIX B CJlydae TOCIUTAIM3ALUUU II0 OPYroi mpuumnHe. Y MNOXKUIIBIX
MalMeHToB Hepeako Ha @QoHe aHeMMu3alUuM IIOSIBJISIETCS WU
yCYTyOJISIeTCST CTEHOKAPAVsl, BOSHMKAIOT HApYIIeHNs PUTMA, B CBSI3U C
YyeM UX TOCIIUTAIUIUPYIOT B KapAMOJIOTrMYecKoe OTaeIeHue.

[Ipy 06BEKTMBHOM 0OCIeIOBAaHMM MOXKET He HaOMIogaThbCs HUKAKMUX
CMMIITOMOB. HO [IOBOIBHO 4YaCTO BbBISIBIASETCS  yBeJIUMUYEHME
nepudepnueckux aumMbaTUUECKUX Y3JI0B, MeUeHU, Ccejle3eHKU (UTO
HanboJiee XapakKTepPHO IJISI MMUEJIOMOHO- ¥ MOHOOJIaCTHOIO JIeiK03a),
ruIepIvias’us JeceH (IIpyM MUeIOMOHO- M MOHOOJIACTHBIX BapMaHTAaXx),
MHQUAbTpALMS KOXM (IIpM  MMEIOMOHO- UM  MOHOOJACTHBIX
BapMaHTax), TremMopparnyeckuii CUHAPOM pa3JMYHOM CTeleHU
TSDKECTU (OT MeTeXUabHbIX BbICHITIAHUI 10 TSDKEIbIX KPOBOTEUYEH M),
60MM B KOCTSIX, apTpaTuu, HeBpojorndyeckass CUMIITOMAaTHUKa
(MeHMHTea/IbHble 3HAKM — TOJOBHAsI 00Jib, PUTUIHOCTD 3aThIIOUHBIX
MBI, cuMaToM KepHura, rapes JuiieBOro, Iia30gBUraTeIbHOTO U
IPYrMX HEPBOB, Mapesbl HMOKHUX KOHEUHOCTen M T.h.). B aHanmm3sax
KPOBM MOTYT ObITb Hecleluduueckue M3MeHEeHMs: TPeXpOCTKOBas
LMTOIIEHUS MJIM aHeMMsl, MJIM TOJIbKO JIeMKOIIeHUSI WM JIEMKOLIUTO3,
MUY TpOMOOLIMTONEeHMS. BacTHbIe KJIEeTKM MOTYT He ONpeesiThCs B
a”Hanu3e rnepudepuyeckoit KpoBu 1, HA060POT, cocTaBasATh 90-95 %
BCeX JIeMKOUMUTOB. KoinuecTBO JIEMKOLMTOB TakXkKe BapbUpyeT OT
meHee 1,0 mo 200-300 ~ 109/11. [IpumepHo B 15 % cyiyyaeB B ebioTe
3aboyieBaHMs onpenenseTcs geiikonuTos >100 ~ 107/5.

OuddepenuyanbHas auarHoctuka OMJI mpocTa, IOCKOIbKY, €CiIu
ecTb ero Mopdonornyeckoe IOATBepKIeHMe (O6JacTHbIE KIETKM B
IIYHKTaTe u/Uiu B mnepudepuueckoir KpoBM), IMArHO3 OUYEBUIEH.
TpynHOCTM BO3HMKAIOT Ha IEepBbIX JTallax — IMPM aHaau3e Ma3KoB
riepucdepnyuecKoii KpoBu, KOraa OJaCTHBIX KJIETOK HeT. YBelndeHue
yycia JIEKOIUMTOB CO CABUTOM (POPMY/bI BJIEBO MHPU Pa3JIUUHbBIX
MHQEKIMOHHBIX IIPoIleccax, a Takke TPOMOOIMTONEHMSI, aHEMUST U
reMopparmMueckuii CMHAPOM IIPU TSDKeIbIX MHGPEKLUSIX U CeIlcuce
MOTYT BbI3bIBaTh COMHeHMs B amuarHose OJI, HO B TaKMUX CIydasix
HMKOTAA He OOHaPY>KMBAIOTCS TUIIMYHbBIE OJacTHBIE KiIeTKM. Hepenko



TpebyeTcs nmuddepeHLIMaIbHasg OUMArHOCTUKA C MHQEKIMOHHBIM
MOHOHYK/IE030M ¥ HEKOTOPBIMM IPYTMMM BUPYCHBIMMU MHOEKIIUSIMU,
TeM Oojee UYTO KJIMHMYECKAs] CHMIITOMAaTuKa (TIOBBIIIEHME
TeMIIepaTypbl Teja, 60aM B Tropie, yBeaudeHue JuMbaTndeckmux
y3JIOB, TleUeHM, cejie3eHKM) MOXKeT HalloMuHaThb TakoByio mpu OJI.
Cnenmyer Takke nuddepenimposaTb OMJI ¢ 067aCTHBIM KpU30M
XPOHMUECKOTO MMuejioneiiko3a (IpucyTcrBue  dunagenbduiickoi
XpOMOCOMbI He BcCerga IMOMOTaeT, TaK KaK 3TOT MapKep MOXeT
00HApPY>KMBATHCS U IIPU BIIEpBbie NMarHocTMpoBaHHbIX OJI).

Ocoboro BHMMAaHMSI 3aCTy>KMBAIOT BHEKOCTHOMO3TOBbIE IPOSIBJIEHMS
OJI, ocobeHHO HeltpoeiikeMus, KOTOpas MOXeT OIpenessTbCs U B
MOMeHT nuarHoctTukyu OJI. BoO3HMKHOBeHMe HelpoieKkeMumn
00YCJIOBJIEHO METaCTa3sVpPOBAHMEM JIEMKO3HBIX KJIE€TOK B ITAYTMHHYIO
M MSTKYIO MO3TOBble 000JI0UKM TOJIOBHOTO U CIIMHHOTO MO3Tra. B psize
cTydyaeB HaOsomaeTcs jeitko3Hasi MHOUAbTpalius repudepnieckKux
HEPBOB C pPa3HOOOPAs3sHbIMM OBUTATEIbHBIMM M UYBCTBUTEIbHBIMMU
HapYLUIEeHUSIMU WJIM OOHAPYKMBAETCS 0YaroBoe MmopaskeHue BellecTBa
rOJIOBHOTO MO3ra. Heiiposneiikemust XapaKTepu3yeTcs
MEHMHIeJIbHBIM ¥ TUIIEPTEH3UBHBIM CUHIPOMOM: OTMeYaeTCs
TIOCTOSTHHAS TOJIOBHASI 060j1b, BO3MOKHA PBOTA, BSIIOCTh, BBISIB/ISIETCS
OTeK IMCKOB 3pUTeIbHbIX HEPBOB, MOTYT ObITh HMUCTArM, KOcoriasue,
Opyrue TIpU3HAKM  T[OpakKeHUsI  4YepeIrHO-MO3TOBbIX  HEPBOB,
BBISIBJISIIOTCSI PUTMAHOCTh 3aTbUIOYHBIX MbIIIIL, cuMnTom KepHwura.
ITpu OMJI HejiposeiikeMusl TOBOJIBHO peliKa B JebroTe 60Me3HM, TeM
He MeHee BCTpeuaeTcsl IIpM MMEJIOMOHO- ¥ MOHOOJIACTHBIX
BapMaHTaX, OCOOeHHO Tmpu Tex ¢opmax JIEKO30B, KOIIa
00HaApYKMBAIOT MOMOMKY 16-i1 xpomocombl inv(16) (y 30 % Takux
MaleHToB npu OTCYTCTBUM MpoGMIaKTUKU BO3HMKAeT
Heiponeiikemus). Ilpy OMJI K 3KCTpaMeOy/UISIPHBIM  OTHOCST
MOpakKeHUsT KOXM (JIelfiKkeMuIbl — 4dallle BCero 35TO 0arpoBo-
CUHIOIIHBbIE YIUIOTHEHMUS, Y3€JIKU B KOXe), CeTYaTKM, OeCeH, sIn4Yek,
SIMUYHMUKOB. OmucaHbl TMOpaskeHMsT AUMbaTUUECKUX Y3JI0B, JIETKUX,
KUIIEeYHMKA, CepoeyHOM MBbIIIbl, MOYeTOUYHMKOB. I[Ipu OMIJI
3KCTpaMeny/UISIpHbIe TMOpPakeHUs MSITKMX TKaHeil paHee Ha3bIBaJIU
«XJIopoMOJi». B HacTrosiiee BpeMsi OJs 0003HAuUeHMSI MOpPaKeHUS
MSTKMX TKaHell UM OPTraHOB MCIIONb3YIOT TEPMUH «MUEIOUIHAS WIU
rpa”Hy/JIoLuTapHas capkomMa» [1].



2. IuarHocTuka

MHozue pexomeHO08aHHble Memodsl OJuAzHOCMUKU 3a00/1e8aHuUsl U
CBA3AMMBIX C HUM COCMOSIHUTI UMEM 02PAHUUYEHHYI0 D0KA3AMelbHYI0
6a3y 8 coomeemcmeauu co WKAAAMU OYeHKU YpPo8Hs A0CmMosepHOCMU
dokasamenvscme U Ypo8Hs YyOedumenbHOCMU peKomeHOayuii no
npu4uHe 0mcymcmeust NOC8AUEHHbIX UM KJAUHUUECKUX UCCe008aAHUII.
Hecmompsi Ha 3mo, OHU A81910MCA HeoOX00UMbIMU dleMEeHmMamu
obcnedosarus nayueHma 0N YCMAHOBJIEHUs OudazHo3a u evlbopa
Makmuxu JieueHus, mak Kak Oosnee 3pgpekmusHvie U 00KaA3aHHbIE
MemoOsl 8 HACMosujee 8pems He pa3pabomaal.

Kpumepuu ycmaHoeJieHus oduazHo3sa: Jluaznos OMJI
YCMAauasaueam Ha 0CHOBAHUU 0OHAPYHEHUs 8 NYHKMame KOCMHO20
Mo032a uau 8 nepugepuueckoli kposu He meHee 20 % Oaacmuwix
KJ1emoK Jub0 He3asucumo om NpoueHmHo20 Co0epHcaHusi 6aacmHbix
KJIemoK npu HAaauduu namozHoMoHuuHoix ons OMJI XpomMOCOMHbIX
avomanuii: t(8;21)(q22; q22) AML/ETO, t(15;17)(ql2; qll-12)
PML/RAR-a, inv(16) unu t(16;16)(p12; q23) CBF/MYH11, t(1;22).

2.1. )Kasmoosl M aHaAaMHe3

Knunuueckue npossnerus npu OMJI 06bIUHO C853aHbI C USMEHEHUAMU
8 zemozpamme — yumoneHueui:

HetimponeHuss — O6akmepuaivHsle UHpeKyuu, nposiesioujuecs, Kax
npasuio, 1uxopaokotl.

AHemuss -  cnabocms, ymomasemocms. Obwas — cnabocme
npucymcmeayem y 607bWUHCMEA NAYUeHmMo8 U Moxem Hab100amscs
30 HECKOJIbKO Mecsiyes 00 YCmaHoseHus QuazHo3a.
TpomboyumoneHus - 2emoppazuveckuli cuHOpom 8 eude nemexutl,
Kposomouugocmu 0eceH, peyudusupyroujux HOCo8blx KpPo8omeueHull,
MEHO- U Mempoppazuul.

B Hekomopulx cyuasx mozym Habawodamecs occaneuu, B-cumnmomot
(Muxopadka, CHUMeHUe MACCbl MeJld, 8bIPAXEHHAS. NOMIUBOCB).

B pside cnyuaes y nayueHmos 6 meueHue HecKOJbKux mecsyes 0o
o0pawjeHust Moxem Hab100amsCs HEMOMUBUPOBAHHAS C/1AO0CMb.



IIpu  ocmpom  MuenoMOHOOIACMHOM  Jleliko3e U 0CMpoM
MOHOONIACMHOM  Jleliko3e  XxapakmepHa e2unepniasusi OeceH U
nayueHmsl  Mo2ym  NepeoHauUaIbHO  00paujamscsi K  8pauy-
CMomamonozy.

e PekomeHAyeTcss BceM Ial[ieHTaM IIpU ITIOAO3PEHUM U TIpU
ycraHoBsieHHOM OMIJI TiaTenbHbI cO0Op aHaMHe3a 3ab601eBaHMs C
yTOUHEeHMeM Tepamnuy, KOTopasi MPOBOAMIACH B CBSI3U C 3TUM
3abo/ieBaHMEM WM TI0 TIOBOAY [pYyruMx 3aboyieBaHMii paHee,
ceMelifHOro aHaMHe3a, a TakKkKe IIoApoOHOoe OmucaHue Kajaob
naiyeHTa 1Jis Bepuduraiuu guardosa [1,10].

VpoBeHb YyOeguTeNbHOCTM pekomeHzaumuii - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

2.2. ®dusuxKajJbHOe 00c/IiefoBaHue

e PekoMeHIyeTCS BCeM TalMeHTaM IpU TIOJO3PeHUU U [Opu
ycraHoBjieHHOM OMJI mpoBoguTh (u3uKaabHOEe 00cCIenoBaHMue,
BKJIIOYalolllee M3MepeHye pocTa M MacChl Tejla, TeMIlepaTyphl Tea;
OLIEHKY COCTOSIHMSI  KOXKHBIX IIOKPOBOB, KOCTHO-CYCTaBHOM
CUCTEMbI; BbISIBJIeHME IIPU3HAKOB reMOpparmuyeckoro CUHAPOMA;
HaJiMuyue rernaTociyieHoMeraanu, auMdbaaeHonaTun; Haaudue
NMpU3HAKOB AUCPYHKUMM CepAlia, JEerkux, IedeHu, OpraHoB
9HIOKPUHHOI, HEPBHOI cUCTeMbl AJjs1 BepuduKaluy OuarHosa u
OLleHKM CTaTryca TII0 IIKajaM BocTouHOlt 00benVHeHHO
oukosiornueckoyt rpymmbl (ECOG)/BO3 (cm. I[Ipunosxkenue I'3)
[1,7,11-14].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuiti - C (ypoBeHb
IOCTOBEPHOCTM JK0Ka3aTeIbCTB — 5)

KoMmmeHnTapuii: npu ¢usuxkaieHom o00cnedosaHuu 'y uacmu
nayueHmos (8 0CHOBHOM, C OCMPbIM MUEIOMOHOOJIACMHBIM JIETIKO30M,
oCMpbiM ~ MOHOOJIACMHBIM ~ JIeliKO30M,  ONACMHbIM — KPU30M
XPOHUUECK020 muesnoanetikosa) 8bl5161910M npu3Haxu
«npougepamueHozo» CUHOpomMa — ChleHoMez2anusl, yeeludeHue
JuM@pamuueckux y308, KoxcHole Jetikemuovl. Jletikemuosl 8bi67510Mm
8 13 % cnyuaes u umerom 8uo y3/108 ¢ USMEHEHHbIM UBEMOM KOXU HAO
HUMU [15]. Ilpu MUeNouoHot capkome 8blS1615110M
IKCmpameody/IsipHble  Oonyxojiegble  00pA308aHUsl  PA3JUYHOLL



Jqokanuzayuu [16]. B ocmaivHoM nposieeHuss ManocneyuuuHsl u
8KJIIOUAIOM CUMNMOMbl, CBS13AHHbLE C avemuetl u
mpomboyumoneHuelti.

2.3.JJadopaTopHbIe AMAarHOCTUYECKNE MCCIeTOBaHNS

ITepeueHb mecmos u uccnedo8aHuti, He06Xo00UMbIX O OUAZHOCMUKU U
gepuguxauuu duazHoza OMJI, npusedeH 6 IIpunoxmernuu A3.1. Ha
OCHOBAHUU KJAUHUYECKOU KApmMuHbl, @ Maxkie aHaiuda pe3yibmanmos
nepeuucieHHbIX UCCIed08aHuli nayueHmos cmpamuguuupyiom Ha
MOJIEKYIIPHO-2eHemuyecKue, a makxee KAuHuueckue 2pynnsl NpozHo3a
(em. Ipunoxcerus I'l u I2).

e PexkxomMmeHpayeTcs BceM MalMeHTaM IIpy MOA03PeHNM, TMarHOCTUKe
OMJI, a Takke B XOH4e Tepamuyu C YaCTOTOM OT eXeIJHEeBHOro OO0
eXKeMeCSITYHOTO BBITIOJIHeHMe 0011ero (KJIMHMYECKOro) aHaau3a
KPOBM pPa3BepPHYTOr0 C IOACYETOM JeNKOLUUTAPHOM (HOpMYIbl U
ompeneJeHMeM  4YMCIa  TPOMOOLMTOB  IJjisT  OIpemeIeHUs
OaJbHeMIeil TaKTUKM BedeHus MauyeHTa u Bepuduranmmum
avarLosa [1,2,7,8,17].

VpoBeHb YyOegUTENIbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

KommenTapwuii: kak npasuno, 6 debrome OMJI evissnsemcs
HOPMOXPOMHAS, HOPMOUUMAPHASL AHeMUsl PA3JIUYHOU CcmeneHu
msaxcecmu. Konuuecmeo pemukynoyumos 6 npeoenax HOpMbsl UIU
cHuxeHo.  IlpumepHo 'y 75 %  nayueHmos  umeemcs
mpomboyumoneHus. CpedHull ypoeeHb JleliKOUUmMo8 Ha 3mane
ycmauossieHuss duazHo3a cocmassiem oxonao 15 ° 109 /n; 20 %
nauueHmos umerom netikoyumos >100 ~ 109 /1.

ITodcuem netikoyumapHoti popmyisl He0OX0O0UMO BbINONHAMb HE HA
asmomamu4eckom aHanudamope. PekomeHdosaHo uccniedosams Kax
Mmurumym 200 netikouumos 8 maske nepugepuueckoii Kposu.

e PekoMeHAyeTCSA BCeM TMallieHTaM TMpy IIOHO3peHur U IIpu
ycraHoB/ieHHOM OMJI, a Takke B XOfe Tepaluu C 4acToToi oT 1-3
pas Hemeal0 [0 €XeMECSIYHOTO BBIMIOJHUTh aHaau3 KpPOBU
O6MOXMMMUECKHIT oblIeTepaneBTMUeCKuit (00T 6e10K, 6e/IKOBbIe
dpaxkuum, MOUEeBMHa, KpeaTUHUH, OMIUPYOUH,
aJaHMHAMMHOTpaHcdepasa, acmapTaTaMuHOTpaHcdepasa,
JIaKTaTOernaporeHasa, MarHuil, HaATpUil, KaJauil, KaJbLNIi,



[JIFOKO3d) i  OUMArHOCTUKM  COIYTCTBYIOIIEN  IaTOJIOTUN
(3aboneBaHMit) ¥ ompeneaeHMUsT TAKTUKU COIPOBOAUTEIHHO
tepanuu [1,2,7,8,17].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJbCTB — 5)

PekomeHayeTcs1 BCeM IallMeHTaM IIpM IIOLO3PEeHUU U TIpu
ycraHoB/ieHHOM OMJI, a Takke B XOZe Tepanuu € 4aCTOTOM OT 1-2
pa3 B HeOell0 OO0 eXeMeCSYHOrO BBIMOIHATh KOaryJaorpaMmy
(OpMeHTUPOBOYHOE McciemoBaHue CUCTEMBI reMocCTasa)
(aKTMBMPOBAaHHOE  YaCTMUYHOE  TPOMOOIIAaCTMHOBOE  BpeMd,
MIpOTPOMOMHOBOE (TPOMOOIIIACTMHOBOE) BpeMsl B KPOBU WM B
1asmMe, TPOMOMHOBOe BpeMsi B KpOBM, MCC/IeIOBaHME YPOBHS
bubpuHoreH B KpOBM) [Js [OUArHOCTUKM COIMYTCTBYIOIIEH
MaTOJIOTUM U OCJIIO)KHEHMI, a TakkKe oInpenejeHuss TaKTUKU
COIIPOBOAUTE/NbHOM Tepanuu [1,7,18].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (YpoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

PekoMmeHayeTcss BCeM IallMEHTAMIIpU TIOJO3PEHUN U IIpU
ycraHoBjieHHOM OMJI, a Takke B XO/ie Tepanuy BbIIIOTHSTh OO
(RIMHUYECKUI) aHaJIM3 MOYM C YACTOTOM OT eXeHeIelbHOro IO
€KeMEeCSIYHOTO [IJIsI OMArHOCTUKM COITYTCTBYIOIIEN ITaTOJOTUU U
orpezeyieHUs TAKTUKM COIIPOBOAUTENbHOM Tepanuu [1,7,19].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

PekomeHayeTcs1 BCeM IalMeHTaM IIpU TIOJO3PEeHUM U TIpuU
ycraHoB/IeHHOM OMJI, a TakKe B XOJie TepaliMu C 4acToToi 1 pas B
3—-6 MecsleB ornpeneneHue aHtuten kinaccoB M, G (IgM, IgG) k
BUPYCY MMMyHO#epuImuTa yeji0BeKa B1Y-1 (Human
immunodeficiency virus HIV 1) B KpoOBM; oOIlpenejieHMe aHTUTe]
kinaccoB M, G (IgM, IgG) Kk Bupycy MMMyHoAepUIIUTa UyeloBeKa
BUY-2 (Human immunodeficiency virus HIV 2) B KpoBU mjisi
YTOUHEHMS  HeoOXOAMMOCTM  OZHOBPEMEHHOTO ITpOBeIeHMsI
IIPOTUBOOITYXO0JIEBOI 1 aHTUPETPOBUPYCHON Tepanuu [1,7,20].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJbCTB — 5)

PekomeHayeTcs1 BceM TIallMeHTaM IIpU IIOJO3pPeHUM U IIpuU
ycraHoB/ieHHOM OMJI, a TakKe B XOJie Tepaliuu C 4acToToi 1 pas B



3—-6 MecslileB BbIMOMHATDH omnpeneneHue aHntureHa (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B KpoBM M aHTUreHa BuUpyca
rertatuta C (Hepatitis C virus) B KpoBu U, Ipu HEOOXOIMMOCTMH,
MOJIEKYJISIPHO-0MOIOTMYeCKOoe MCCaeloBaHe KpOBM Ha BUPYC
renatuta B (Hepatitis B virus) u rermatuta C (Hepatitis C virus) B
LeIIX YTOYHEHMSI PUCKa peaKTUBAlLMM BUPYCHOTO reraTtura u, B
crydyae Heo6X0oAMMOCTH, ee TipodunakTuku [1,7,21,22].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeIbCTB — 5)

PekoMeHayeTCsA BCeM Ilalii€eHTaM IIpyM TOHO3PEHUU U IIpU
ycraHoBjieHHOM OMJI BbITIONTHEHME MOJIEKY/ISIPHO-0M0IoryecKoe
MUCCIeqoBaHMe KpPOBM HA BUPYChI mpoctoro repmeca (Herpes
simplex virus), uutomeranosupyc (Cytomegalovirus), dmuiTeiiHa-
bappa (Epstein - Barr virus) B 1e/IsIX YTOUHEHUSI PUCKA Pa3BUTUS
repreTuyeckoit uH@ekuuM U, B CIyyae HeoOXOOMMOCTHU, ee
npogmiakTuku [1,23-26].

VpoBeHb YyOeguTeNbHOCTM pekomeHpaumuii - C (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTeJIbCTB — 4)

PekOMeHAYIOTCA BCeM TIaliyileHTaM [pu IIOOO3PEHUN U IIpU
YCTaHOBJIEHHOM OMJI BBITIOJTHATD MMKPOOMOIOTYecKoe
(RynbTypasbHOE) UCCIeoBaHue B LessIx IIpOBeIeHMs
Mpeln3MOHHO aHTUOMOTUYECKON Tepanuyu B XO#e JeueHUsl Mpu
BO3HMKOHOBeHUM (HeOPUIbHON JUXOpPagKuM U UHGPEKIMOHHBIX
ocnoxkHeHui [1,2,27,28].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5)

KoMMeHTapum: Moxem  nposooumscs  MUKpPOOUOI02UUECKOe
(kynemypanvHoe) uccinedosaHue (Qucbakmepuo3) ¢ npumeHeHueMm
asmomamu3upo8aHHo020 nocesa, MUKPOOUOJI02UUECKOe
(KynemypanvHoe) ucciedosavue omdensgemozo u3 nojaocmu pma,
MUKPOOUOUEHO03a KULEeYHUKA KYJIbMYPalbHbIMU Memodamu, Kposu Ha
CMepuibHOCMb, MOUU HA OAKMePUAIbHbIE NAMO2EHDL.

PekoMeHayeTCcs1 BCeM TIalleHTaM I[IpU TIOJO3PEeHUN U [pu
ycraHoB/ieHHOM OMJI, a Takke B Ciyuyae pasBUTUS peuuOuBa U
rocie BbinogHeHus1 auio-TI'CK orpeneneHne OCHOBHBIX T'PYIII
KpoBu 1o cucreme ABO, onpenenenue antureHa D cucrembl Pesyc
(pe3yc-dakTop) A/ BO3MOKHOCTM IIpOBeNeHMsI 3aMeCTUTeTbHOM



I'eMOKOMIIOHEHTHOJ Tepanuy I[pY HaIuUuuy IIOKas3aHuil 1O, BO
Bpems uiau nnocie repanuu [1,29].

VpoBeHb yOeauTeNbHOCTHM pekomeHaauuit - C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

PekoMeHayeTcCs1 BCeM MalMeHTaM IOJyYeHue LUTOJOTUYECKOTo
rperiapata KOCTHOTO MO3ra IyTeM IIYHKIUU U LUTOJIOTMYecKoe
MUCCIeqoBaHMe Mas3Ka KOCTHOrO Mo3ra (Muejorpamma) IIpu
nogo3speHuyn Ha OMJI, a Takke mamyeHTaM C Bepu@uiimpoBaHHbIM
OMJI B 1ipouecce JjieyeHMs, II0CJTe OKOHYAHUSI MPOTrpaMMbl
MHOYKUUYM, KOHCOMUOALUU, B XOIe MPOoBeJeHNs MOoAAepXKBalolen
Tepaniuu (1 pas B 3 Mecsua), nepen BoinnosHeHneM TI'CK, mocie
3aBeplleHMs] BCeil 3alJIaHMPOBAHHONM IIPOrpaMMbl JieyeHus, a
TaKKe IIPU BBISIBJIEHUM M3MEHEeHUl B reMorpaMme BHe CBSI3U C
IIPOBOAMMBIM JIEUEHUMEM W/UJIM TMOA03peHun Ha peumans OMJI
[L,7,17].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuit - C (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

PekomeHayeTcsl Mpy KOHCTAaTalMy penuavBa (He3asucumo om
NpoyeHmHo20 codepxcaHus OJIACMHBIX KJIEmoK 8 nepugepuueckoli
Kpos8u) TIONlydeHMe ILMTOJIOTMUYECKOro IiperiapaTa KOCTHOTO MO3ra
ITyTeM IDYHKINUU ¥ LIUTOJOTMUYECKOe MCC/IeoBaHe Ma3Ka KOCTHOTO
Mo3ra (MMejiorpamMma) M IMTOXMMMUUYECKOe  MCC/IeoBaHue
MMKpoOIIperiapaTa KOCTHOTO MO3ra, WM, IIpU HEBO3MOKHOCTU
TIOTyUYeHMsI acnupara, ITOJydeHMe TMCTOJIOTMYeCKOro IIperiapara
KOCTHOTO MO3Ta M IIUTOJIOTUYECKOE U MMMYHOLMTOXMMUYECKOe
MCCIeIOBaHMe OTIIEYaTKOB TPenaHOoOMOoIITaTa KOCTHOIO Mo3ra 015
noomeepxcdeHuss  peyuodusa U  udeHmupukayuu  KaemouHoll
duppepenyuposku [1,7,17].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM I0Ka3aTeJbCTB — 5)

KoMMmeHTapuii: nyHKUuoHHoe ucciedosaue (achupayus) KOCMHO20
Mo032a  A67agemcs.  0053amenvHoll  pyMuHHOU  duazHoCmuueckot
npoyedypoti. Ma3ku K0CmH020 M032a UCCIE0YHM ¢ NOMOUWbI0 OKPACKU
no Marw—-Ipionsansdy, IlanneHzetimy unu Patimy—Ium3e. BoinoiHeHue
mpenaHobuoncuu He s565emcsi 0013amesibHblM, 3d UCKII0UEeHUEeM
cumyayuii ¢ maxk Ha3b6l8AEMbIM «CyXUM NPOKOJOM» UIU OUEHb CKYOHBIM
NYHKMAamom KOCmH020 Mmo3za. PexkomendosaHo ucciedosams Kak
MuHumym 500 s0pocodeprcaujux Kaemok 8 Maske KOCMHO20 M0324.



Ina ycmanosnernus duazvo3da OMJI 8 ma3ske nepugepuueckoli Kposu
UIU KOCMHO020 M032a Heo6xodumo Haauuue 20 % O1ACMHbBIX KAeMOK U
bonee. Ilpu OMJI c t(15;17), t(8;21), inv(16) unu t(16;16) u npu
HEKOMOpbIX CYyudsx O0Cmpozo 3pumpomuenosa 0015 O6aAACMHbIX
KJ1emok moxcem Ovimv meHee 20 %. B coomeemcmeuu ¢ HOBOI
knaccugukayueti BO3 (2016) npouenm  OAACMHBIX  KJIEMOK
nodcuumol8am eHe 3ag8UCUMoOcmu om 001U KpacHoz20 poCMKa.

Muenobnacmsi, MOHOONAACMbBI U Me2aKapuobiacmsl BKAUAM 8
obuwiee uucno baacmusix Knemok. B cayuasx OMJI ¢ moHobGnacmHoti,
MOHOYUMApPHOU U MueloMOoHouumapHoli  dugpgepeHyuposkoli
NpoOMOHOUUM®sl (HO He amunuueckue/3pesble MOHOYUMbL) Maxie
cuumarm 3keusaneHmamu OJACMHBIX KAemoK. Dpumpobnacmsl He
8KJIIOUAOM 8 00ujee UUCa0 61aCmHbIX KIemok.

JIna eepugukayuu duazHo3a UCMUHHO20 3pumpobaacmHo20 Jeliko3a
npu nodcueme nyHkmama KOCMHO020 M032d KJAEMKU 3pumpoudHozo
psada dosxcHbl cocmasaamp >80 % om ecex KiemokK KOCMHO020 M032d,
npu 3amom npoapumpobaacmel 00nxcHbl Obimb >30 %, 6e3 yuema
muenobnacmos. B coomeemcmeuu ¢ HomeHkaamypoii BO3
npo3apumpobnacmsl — He3pesvle IPUMpOoKApUOUUmMsl, Npu 3Mom, 8
coomeemcmeuu ¢ mepmuHoo2uell Kaemox 3pumponossa ho H.A.
Kaccupckomy u TI.A. Anekceedy, — 2mo 3pumpobaacmel U
npoHopmoobnacmet. Ilpu UCMUHHOM 3puUmpobAACMHOM JleliKo3e
ducmez2akapoyumonos3 ecmpeuaemcst uacmo, 6 Mo 8peMs Kdak
duczpamynoyumonoa3 — peodko. Ilpu pazeedeHuu nyHkmama KOCmHO20
Mo032a nepuepuueckoli Kpovio U KoJiuuecmee Kiemok KpacHozo psoa
meHee 80 % ez20 oyeHKa mMoxcem npogodumscsi N0 mpenavobuonmamy
[30].

BbinonteHue yumoxumuueckozo aHanau3a KJaemoK KOCMH020 Mo32d
Heobxo0umo, daxce ecau onpedensiemcss B8bICOKOe COoOepHcaHue
O71aCMHbIX KTemoK 8 nepugepuueckoli Kposu. Dmo C853aHO C mem,
umo 6 psade cayuaes YUmMoXumuueckue peakyuu mozym 0asame
pasiuuHvle pe3yibmamsl 8 Kiemkax nepugepuueckoli Kposu U
KOCMHO020 MO032d, 4MO MOoxcem noeJjeub 3a coboli ycmaHoseHue
owubouHo20 OduazHo3a. [luazHo3 O0CHOBbIBAIOM HA pe3y/ibmamax
uccnedosaHus, NOJYYEHH020 HA KJemKax KOCMHO0z20 Mo32d.
Hcnonwv3ytom peakuuu Ha muenonepokcuda3sy (myeloperoxidase, MPO)
iU cyoaHoewlli uepHslil, Hecheyuguueckyw scmepasy (anva-
Hagpmunayemamacmepasy, nooasasemyw uiu Hem @mopudom
Hampus) u PAS (Periodic Acid Schiff — wugg-iiooHywo xucnomy).
O6Hapyxcerue MPO 6 3 % G1acmHbix K1emok u 6onee ykasvleaem Ha
MuenoudHyrw auHur OJuggepenuuposku. B mo e a8pems ee



omcymcmaue He UCKanuaem MueaoudHylo HanpasieHHoOCMy Kaemok,
nomomy umo 8 paHHux muenobaacmax, a makxice MOHOOIAcmax,
Mezakapuobnacmax u apumpobnacmax MPO <3 % uau He
onpedensemcs. Okpacka cy0aHo8bIM depHuiM aHanozuuHa MPO, Ho
saensemcs meHee cneyuguuroil. Hecneyuguueckas acmepasa umeem
8bICOKYIO  Ouppy3Hyr0 unu 2paHyaspHylo Yumonaaamamudeckyro
aKkmueHoCMo (8 3a8UCUMOCIU OM MemMOoOUKU NPo8edeHuUsl peakyuu) 8
MOHOOIGCMAX U NPOMOHOUUmMax, Komopasi 00JHHA N00asnsIMuvCs
NOJIHOCMBI UAU 3HA4umenvHo ¢mopudom Hampusi. PAS-peaxkyus 8
muenobnacmax onpedensiemcs 8 dug@ysHom eude, 8 MOHOOIACMAX U
npomoHouyumax — 8 ouggysHo-zpanyasipHom, 8 apumpobaacmax — 8
gude 2paHyn uau 650k08. Ha ocHosaHuu mopouumoxumuieckozo
uccnedo8aHust OJ1ACMHBIX KAemoK Moxcem Obimb uazHoCmupo8aHo
okono 90 % cnyuaes OMJI, npu omcymcmeuu akmusHocmu MPO u
Hecnheuuguueckoli acmepaswvl Heob6xodumo nposedeHue
UMMYHO(heHOMmuUnu4eckozo (UDT) uccnedo8aHus Memooom
NpPoOmMoUHOU Yumogayopumempuul.

PekomeHayeTcsl BCceM IMaliMeHTaM Npu NepeuuHoli duazHoCmuke
OJI, a Takke Tpu ob6caeA0BaHMM TI0 TTOBOAY AMAarHOCTMPOBAHHOTO
peLuuaMBa OMII BBITIOJTHSITh MMMYHO(EHOTUIIVPOBaHME
reMOIIO3TUYECKMX KJIeTOK-TIpellleCTBeHHUI] B KOCTHOM MO3Te
(UOT-uccienoBaHne) B KOCTHOM MO3Te 0711 onpedeyieHust
npuHaonexcHocmu OAACMHbIX KJAEMOK K mMoU uau UHOU JUHUU
kJ1emouHot dupgpeperyuposxu [1,2,4,7,8,31].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTeJbCTB — 5)

Kommenrapwuii: H®T-uccnedosarue 8bliNONHAEMCS 8ce20d Ha
KJIemKax KOCMH020 Mo032a, OJaxce ecau onpedensiemcss 8bulCOKoe
codepycaHue  O1Acmublx  K1emoK 8  hepugepuueckoli  Kposu.
Onpedenerue npoueHma OIACMHBIX KJIEMOK MemoooM NpPOMoUHOU
yumocgnyopumempuu npu nepeuuHoll OJuazHOCmMuke He S8J151emcs
3ameHoli Mopgonozuueckozo noocuema, maxk Kaxk pe3yismamaost I3mux
08yx uccnedosaHuti mozym He cognadams [31].

s noomeepioeHust MuUenouoHOll HANpaeJeHHOCMU ONyX0Je8blX
KJIemoK Heo0X00uMO OYeHUMmMb IKCNPECCuto MueaouoHslX aHMU2EHO8.
MPO - numeliHO-cneyuguueckuii mapkep MueaoudHol JuHUU,
JIU30COMAJIbHYIL (hepmenm epauyroyumos. K meHee cneuugpuutvim
MuenoudaccouuuposamHosiM aHmuzeHam omuocamcs CD11b, CDl1lIc,
CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nusouyum u Op.
Huazrno3 OMJI moxcem 6Gvimb ycmaHosJieH u 8 mom cayuae, eciu MPO



He 8bl18/11eMCs, a ONyxoJiesvle KJ1emKu IKcnpeccupyrom opyaue, meree
cneyuguuHsle MueaoudHvle mMapkepol, U UCKIOUEeH JUMDOOIACMHbIT
gapuaum QOJI.

Mexdy mopgoyumoxumuueckoli kaaccugukayueti dpaHITy3CKO-
aMepuKaHCKO-6puTaHCcKoit (FAB) u U®T-npusHakamu Hem uemkou
Koppenayuu. Bonvuiurcmeao muenoudHsix mapkepos mozym Obime Kax
NONIOMUMENbHBIMU, MAK U  OMPUUAmMenvHoMU Npu  PAa3HbIX
gapuanmax OMJI no FAB-knaccugukayuu, 3a UCKJAHUYEHUEM
cneuuguueckux anmuzeHos CD41a u CD61, komopsle xapakmepHsl
MOJILKO 0N Me2akapuoyumapHoti/mpomoéouumapHoii auHuu. axie
anuxkogopur A (CD235a), mapkep 3pumpoudHoli 1uHUU, MOXcem 0bimbp
ompuyamenvHuolM Npu 3pumpoobaacmHom Jietiko3e, eciu 0nyxosegvle
KJlemKu npoucxoosim u3 0Oojiee paHHux npedwecmeeHHukos. Takum
0b6pa3zom, no davHsiM HUDT-uccnedosaHust Heavb3st onpedenssms FAB-
gapuanm OM/JL

bnacmusle knemku cuumarmcsi NOJOHUMENbHbIMU NO 3IKCnpeccuu
MeMOpaHHO20 aHmuzeHa, eciu oH onpedensiemcs Ha 20 % O6aacmHbix
KJ1emokK u Ooniee (nopozosoe 3HaueHue). s yumonaasmamuueckux
Mmapkepoe (makux Kaxk yumonnasmamuueckuti CD3, MPO, ausoyum,
sdepuasa TdT u dp.) ucnonwv3yrom 6onee Huskuti nopoz — 10 %.

B amyuae HeBO3MOMCHOCMU noJiyueHust acnupama KOCmMH020 Mo032a
68blNO0OJIHAIEMCA UMMYHO2UCMoXumuueckoe uccnedosaxue
mpenaHo6uonmama KOCMHO020 mMo032d.

HmmyHonozuueckue  mapkepsl,  XapakmepHsle  ONSl  PA3HbBIX
Mmopgoyumoxumuueckux  eapuanmos OMJI, npedcmaeneHsl 8
ITpunoxenuu A3.4. HUDT-uccnedosarue B8bINOJHAIOM C NOMOUbIO
MyJlbmunapamempuueckotl npomouHolti uumocg.ayopumempuu
(00bIYHO KaAK MUHUMYM 3- unu 4-ueemuoti). B cnyuae amanusa
mpenaHoOUONMama BbINOJHAEMC €20 UMMYHO2UCMOXUMUYECKOe
uccnedosarue. OcobeHHo HDT-uccnedosanue Heo6Xo00umo Ons
ycmarosneHusi ouazno3a OMJI ¢ muHumanvHoll duggepeHuuposkoti,
ocmpozo mezakapuouyumapHozo Jetikoda u OJI ¢ HeonpedeneHHOU
dugppeperuuposkoti. OJI HesiCHOUI NUHEliHOCMU A68ASH0MCcsl pedKuMu
munamu Jetiko308 U 6KJwuawm cayuau, Komopwvle He umewm
NPU3HAKO8 NPUHAOJIEHHOCMU K KAKOU-1Uub0 KJAemouHol JuHuu
(ocmpulli  HeduppepeHyuposaHHwlili Neliko3) uau maxkue Cayuau,
OJ1aCMHble KJIemKU KOmoOpwvlX 3IKCNpeccupyrom mapkepst 0oJiee uem
00HOUl nuHuu Juggepenyuposxku. B knaccuguxkayuu Egponeiickolii
2pynnsl N0 UMMYHOJI02UYEeCKoMy onucaHuio netiko3oe (EGIL) OJICD
nodpasdensiom Ha ocmpslii OugeHomunuueckuti netiko3, K020a o0Ha



onyxosiesast NONYAAYuUsl IKChpeccupyem aHmuzeHvl HeCKOJIbKUX JIUHULE
Jugppeperuuposku, u ocmpelli OGUNUHElIHbIT J1€liKo3, npu KOMopom
cyuwiecmgyrom 2 u 6onee nonyasayuu OJACMHBIX KAeMOK pPa3Hou
JAuHetinocmu. B knaccugukayuu BO3 amu eapuanmol 06se0uHeHbsl 8
OJIC®. [Ins docmosepHolti duazrHocmuku OJICD 8 knaccupuxkayuu BO3
npedycmompensl ciedywoujue Kpumepuu, onucaHHole 8 IIpunoxceHuu
A3.5.

PekoMeHayeTcsl BceM IallMeHTaM npu nepseuyHoli duazHocmuke
OJI, a Takke Ipu 006C/IeAOBAaHUM TI0 TTOBOAY AMAarHOCTMPOBAHHOTO
peuyauBa OMJI BbINOIHUTH LUTOTEHETUYECKOE WCCIeg0BaHMe
(RapmMoTuUIl) acnupata KOCTHOTO MO3ra B 1Ie/IsIX BBISIBJIEHUS
aHOMaIuu Kapuomuna u cmpamu@ukauuu nayueHmos no zpynnam
pucka, a makxce 07151 onpedenieHuss MAKMUKU JieUeHUsl U Bbls18J1eHUs
Mapkepa 01 MOHUMOPUH2a OUHAMUKU ONYX0J1e8020 KJIOHA HA (hoHe
mepanuu [1,2,4,7,8].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

KoMmeHTapuii: cmandapmHoe yumozeHemuueckoe ucciedosaHue
267151emcsl He00X00UMbIM KOMNOHEHMOM duazHoCmu4eckux npoueoyp y
nayueima ¢ nodo3dpeHuem Ha OJI. XpomocomHble aHoMa uu
8bISI/IIMCSL NPpUMEPHO Y nososuHsl nayueHmos ¢ OMJL. Cemb
mpaucaokayuti u uHeepcuti (u ux eapuanmel) omHocsimcs BO3 g
kamezoputo «OMJI ¢ ycmoutiuueo 6bis18/19eMbIMU  XPOMOCOMHBIMU
avomanusmu». bonee mozo, o6HapyxceHue HeEKOMopwvIX 2eHeMuUUeCcKux
aHomanuti npu Hanuuuu 20 % 6aacmuuix Kiemox u 6osee 8 KOCMHOM
Mo32e 518711emcst 00CmamouHviM 0 ycmaHosaeHus duazHoza «OMJI ¢
npusHakamu muenoducnaasuu». /JIna onpedeneHuss Kapuomuna
docmogepHbvIM cuumaemcs uccnedosaque Kak MuHumym 20 memacgpas.
AHomanuu xkapuomuna mozym YCMAaHAaéaueamsCsi U HA OCHOBAHUU
uccnedogaHuss KJaemok nepucpepuueckoti  kposu. MoHumopuHz
8bl518JIEHHbIX NPU NEPBUUHOM UCCNe008aHUU AHOMAAULl Kapuomuna
no3e0/151em oyeHums NoJAHOMYy 00CmMuzHymoz20 3ggpekma mepanuu.
OnpedeneHue mex WiU UHBIX UUMO2EHEMUUECKUX AHOMANULL yHe Ha
MomeHm duazHocmuku OMJI moxcem onpedenums mepanesmuueckyo
makmuky O KOHKPemH020 nauueHma, Hanpumep 8bvlssjeHue
KOMNJIEKCHBIX U3MEHeHUll Kapuomuna unu MOHOCOMHO020 Kapuomuna
ceudemenvcmeyem 0 He0OXO0UMOCMU NPUMEHEHUS. OMIUYHO20 OM
CMaHdapmuo20 Yumocmamuueckozo 8030eticmaus u 00s13ameibH020
00CyxOeHUs1 80NPOCa 0 803MOXCHOCMU NPedeibHO PAHHE20 BKIIOUEHUS]
anno-TICK 8 npozpammy aeuerus OMJI, ennoms 0o nposedeHust
anno-TI'CK 6 anaa3uu nocie 1-20 uHdyKyuoHHo20 Kypca.



e PekOMeHAyeTCSA BCeM IallMeHTaM npu nepeuyHoll duazHocmuke
OJI, a Takke Mpu ob6cIeA0BaHMUM T10 MOBOAY AMArHOCTMPOBAHHOTO
peuyanBa  OMJI,  BBIIIOJIHUTb  MOJIEKYISIPHO-TeHEeTUYECKue
uccnenoBanusg myrtanuii B reHe RUNX1-RUNXI1T1 meromom IILP,
myTtauuii B reHe CBFB-MYH11 metomom IILIP u myTtauuit B reHe
FLT3-TKI meTogomM CeKBEHUPOBAHUS 8 dacnupame KOCmMHO020 M032a
015 cmpamugukayuu nauueHmos no 2pynnam pucka u onpeoeseHust
MAaKkmuku JieueHus, a makxe 8 UeJsiX 8blssseHus mapkepa O0Js
MOHUMOpUH2a OUHAMUKU ONyX0e8020 KJOHA Ha (poHe mepanuu
[1,7,8].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

KommeHTapwuii: MonekynsipHo-2eHemuueckue uccnedosaHust
mymauuti 8 2eHax NPM1, CEBPA memodom cekeeHuposarusi, CEBPA u
FLT3-TKI sensawomcs  wenamenbHviM, NOCKONbKY COBPEMEHHble
nooxodwt x neueHuro OMJI npednonazaiom Haauuue uHgpopmayuu oo
amux mymauyusix, maxk Kak 3mo Moxem eiusimes Ha onpedejieHue
mepanesmuueckoti makmuxu. OMJI ¢ mymayusamu 6 zenax NPM1 unu
CEBPA onpedenervt BO3 kax ycnogHole Kamezopuu. IKCnpeccusi 2eH08
ERG, MNI1, EVII, BAALC, mymayuu 2eHos WTI, RUNXI1, MLL,
KITRAS, TP53, TET2, IDHIu onpedenenue MOB uccnedyiomcs 8
pamkax KAuHuueckux uccnedoganuti. MonekynsapHoili CKPUHUHZ HA
YKA3aHHble MAPKepbl CamMoCmosimesbHo20 3HaAUeHUsl He umeem, HO KakK
8cnomozamenvHolli  memod Mmoxem Oblmb  UCNONBL30BAH  NpU
omcymcmeuu pe3yibmamos CMAaHoapmHoz20 YumozeHemuueckozo
uccnedosarus. B cospementoii monexkynspHoti duazHocmuxe OMJI
WUPOKO NPUMEHSIEMCS U Memood CEKBEHUPOBAHUSI HOB020 NOKOJIEHUS,
€030aHbl Mak Hasvléaemovle duazHOCMuuecKue naHeau U3 HecKOoNbKUX
decsaimkoe 2eH08, 608JeueHHbIX 6 namozeHe3 OMJI, Komopuvle
noseonsm uemko omuecmu uccaedyemoiti OMJI k moti unu uHoti
Kamezopuu pucka.

e PekoMeHAyeTCA BCeM MalieHTaM npu nepeuuHoll duazHocmuke
OMJI, a Takke Ipu 06caeq0BaHMM 10 TOBOY AMarHOCTMPOBAHHOTO
peuyauBa OMJI, KOTOpbIM He BBIIIOJJHEHO CMaHoapmHoe
yumozeHemuueckoe ucciedogaue (Maao mamepuana, He 0bL10
NOJIy4eHO MUMO0308 WU nojsyueHo meHee 20 Mumo308) wiu y Komopuix
NoJIlyueH HOPMAJIbHLIL KApUOmun, HO Npu 3Mom bl MmMcs spKue
KJIUHUKO-71a00pamopHaole CUMNMOMbL, XapakmepHsle ons
onpeoesieHHbIX 8a4puUaHmos OM/I, IIPOBECTU IaTOoJIOTO-
aHAaTOMMYECKOe MCCaeqoBaHue OMONCUITHOTO (OMepaliOHHOrO)
MaTepuasa TKaHei KOCTHOTO MO3ra C IpUMeHeHMeM MeTona



dnyopeciienTHO rubpuausauuu in situ (FISH) Ha omuHy mnapy
XpOMOCOM [IJII [eTeKUUM peapaHskKMpPOBOK TEeHOB B aclympare
KOCTHOTO MO3Ta 8 UesX 6bls16eHUsl MapKepa Onsl MOHUMOpPUH2a
OJUHAMUKU ONYX01€6020 KJI0HA Ha (poHe mepanuu [1,7,8].

VpoBeHb YyOeguTeNIbHOCTM pekoMmeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

KommenTapwuii: npu OMJI uccnedyiomcas RUNX1-RUNXIT1, CBFB-
MYHI11, PML/RARA, MLL u EVI1 unu nomeps xpomocom 5q u 7. FISH
3auacmyrw Heobxodum 0ns udeHmupuxauuu causuHuiti MLL npu
mpaucnokayusax pezuora 11q23. BoamoxcHo maxice nposedeHue FISH
Ha Mop@ono2uueckux u 2ucmoyioeudeckux npenapamax KocCmHozo
Mo3eza.

PekomeHayeTca BCeM IIallMeHTaM, Y KOTOPbIX MMeEeTCs
MHQoOpMaLMs O HAJIMYMM MOJIEKYISIPHOTO MapkKepa WM U3BeCTeH
abeppaHTHBII MMMYHOMEHOTUN  (Bblsi6/lEHHbIE HA  MOMEHM
duazvocmuxku  OMJI), WN®T-uccnemoBaHue  OMOJOTMUYECKOIO
MaTepuasa ISl BbisiBJieHMsT MapkepoB MOB mpu remob6iacTo3ax
(ojg Tpynnobl IIPOMEXKYTOYHOI'O IIPOrHO3a) WM MOJIEKY/ISIPHO-
reHeTuyeckoe ucciaenoBanne MODB 1ipu jeiikos3ax mpu IMOMOIIU
nalyeHT-creln@UUHBIX IIpaliMepoB (/151 IPYIINbI 6J1aroIPUSTHOTO
TIPOTHO3a) 07151 KOHMpOJsl 34 JieueHuemM U onpedeieHus maxkmuku
nocmuHoykyuoHHoti mepanuu [1,2,7,8,32].

VpoBeHb yOeauTeabHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJIbCTB — 5)

KommenTapuii: dis nodmeepxydeHuss NOAHOMbl  00CMUZHYMO20
omeema HAa mepanuw U €20 COXpaHeHue, 6 C00meemcmeuu ¢
COBPEMEHHBIMU  MEMOYHAPOOHBIMU peKoMeHdayusamu, Heo6Xo0umo
8bINOJIHSAMb 8 KOHMpOJbHble mouku oueHky MOB memodom
npomouHoll yumogayopomempuu (abeppaHmmolii uMmyHogpeHomun),
a onsa epynnsl 61a20NPUSMHO20 NPOZHO3A — MOJLKO MOJEKYISIPHOE
uccnedosavue MOB memodom IILIP (konuuecmeeHHAas OUEHKA
akcnpeccuu 2eHos RUNX1-RUNXIT1, CBFB-MYH1, NPM1) [32,33].

ITo pe3ynemamam ucciedo8aHuti, NPo8ooUMbIX POCCUTICKOLL 2pynnoti
no mepanuu OJI, npu docmuxceHuu MOB-HezamusHoll pemuccuu
nocie 1-20 Kypca mepanuu y nayueHmos u3 2pynnst NPpoMeicymouHozo
npoeHo3a  npu  6bINOJHEHUU  OdjbHeliuezo  MujamenbHO20
MoHumopuHea MOB  603MOXHO  paccmMompeHue 68onpoca 0
npodomnceHuu XT 6e3 nposederus anno-TICK. YV nauyueHmos us3



epynnel  01a20NpusimHo20  NPozHO3a  OUHAMUKA — XUMEPHO20
mpauckpunma makxce onpedeysiem yenecooo0pasHocms 6bvlNONHEHUS
nayueHmam ano-TI'CK [34].

PekoMeHayeTcsl BCceM IallieHTaM BBIMOJHUTDL CIIMHHOMO3TOBYIO
MYHKIIMIO C CepPOJIOTMYECKUMM MCCIeqoBaHMeM JIMKBOpa B LIeJsX
IMarHOCTUKY HeliposelikeMuy 1 HeliponpoduaakTuku [1,2,7,8,35].

VpoBeHb yOeauTeabHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTHU I0KAa3aTe/NAbCTB — 4)

KommenTapuii: npu OMJI 6 uenom 6oeJjieueHue UeHmpaabHoll
Hep8HOUl cucmemsl 6cmpeuaemcs MeHee uem y 5 % nayuenmos, npu
psde  eapuaHmos OM/JI, 0CO0EHHO  C  MOHOUUMAapHoti
JdugppeperuuposKoli, 8eposiIMHOCMb B808J1eUeHUsl 8 npouecc 0000ueK
20J108H020 M0324 8blllie.

JKenamenvHo  noddepyuseams  4uUCI0  mpomboyumos  nepeo
8bIN0JIHEHUEeM JIoMOanbHol nyHkyuu 30 ° 109/.71 u sviute. Ecnu yposens
mpomboyumos He yoaemcsi nosvicums 0o 30 ° 109 /71 U 8blule, npu
omcymcmeuu KAUHUYECKUX NPU3HAKO8 NOPAMEHUS UYEeHMpPAaabHoU
HepBHOLl cucmembl 0M NYHKYUU MOXCHO 8030epHamuCsi 00 N0BbIUIEHUS
mpombouyumos 8 zemozpamme euiuie 30 ° 109

/.

Ecnu y nauuenma onpedensiemcs netikoyumo3s eviuie 100 ° 109/J1,
nepsyr JoMOaNbHYI0 NYHKUUlo ciedyem omJoxcums 00 pedyKuyuu
uucna netikoyumos mexee 30-40 ~ 107 /n.

Hetiponetikemuto ~ duazHocmupyiom npu oOHapyxeHuu 8
CNUHHOMO0320801i Huoxkocmu, NOJIy4eHHOl npu nepeoti
duazHocmuueckoli  IomMOanbHOll  NnyHKYuu, Ji00020 KoOJIUUeCmea
OJ1CMHBIX KeMmOoK npu Jio6oM yumo3se uau uumo3sa 15/3 u 6onee (m.e.
bonee 5 knemok 8 1 MK).

PekomMeHAyeTCsI BCeM MallMeHTaM BbIAensaTh nepsuunyto JHK min
PHK 13 KJeTOK KOCTHOI'O MO3Tra M COXPaHSTh ee B 6M00OaHKe MO0
HaIlpaBJIsSITh MaTepuaa Ha XpaHeHMe B jabopaTopun denepaibHbIX
IIEHTPOB  O/11  B03MOXCHOCMU  NOCNedyuwez0  BblNOJHEHUS
MONIEKYNSAPHbBIX uccredosaHulti [1,2,7].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJbCTB — 5)



KommeHTapwmii: COXpaHeHue nepeuuHo20 OU0JI02UUECK020
Mmamepuana ocyuiecmansemcs 8 eude JTHK u/unu PHK, evideneHHbIX
U3 KOCMHOMO03208blX KJIeMOK UIU 3AMOPOHCEHHBIX KlemoK. Mamepuan
Moxem 8 nocnedyoulemM  NnoHadobumecs  Ons  Npo8edeHus
MOJIEKY/IAIPHBIX UCCIe008aHUTI, NO3B80AWUX onpedenums 2pynnol
pucka, a makie 8 pamkax KAUHUYeCKUx ucciedosaHutl.

2.4.AIHCTpyMEeHTa/IbHbIE AMarHOCTUYeCcKue
VCCIeOBaHUS

e Pekomenayerca Bcem nanueHtam ¢ OMJI 1mo Havana
crienipUUYeCcKOoil Tepanuy U B XO[e JIeUeHM s ¢ 4acToTo oT 1 pa3a B
Helen A0 eXeMeCSYHOTO (C y4yeTOM Haau4dusl COMYTCTBYIOIIEeN
MaTOJOTMM U KIMHUYECKON CUTyaluu), a TakKKe IIpu
HeoOXOomMMOCTM B J1I000/i MOMEHT B TeueHMe BCero Iepmuopa
Jle4eHust perucrpanus, paciuindpoBka, ornucaHue "
MHTepIipeTalusi  3jeKTpokapauorpaduyeckux  AaHHBIX  JJIS
BBISIBJIEHUS] U/WIM MOHUTOPUHIA HapylleHUl MOPOBOAMMOCTHU
VIMITYJIbCOB B CepIevyHoM mblite [1,7,36].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJbCTB — 5)

e PekoMeHAyeTCA BCeM Ial[ieHTaM, KOTOpble MOTEHIIMATbHO MOTYT
paccMaTpMBaTbLCS KaK KaHAMIAThlI Ha BbInoHeHue auio-TI'CK,
rocie poctkeHus 1-1 pemuccun OMJI, a Takke MX CUOIMHIam
onpeneneHue HLA-aHTUTreHOB B 1ieJsIX IOMCKa IMOTEHIMAIbHOTO
IOHOpa C KOHCYJIbTalyeil B TPAHCIUVIAHTALMOHHOM ILIeHTpe [JId
ompeneseHus 1e1eCO00pPasHOCTM ¥ BO3MOKHOCTM BbIIIOTHEHMUS
auo-TI'CK [1,2,7,8].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JOKA3aTeJlbCTB — 5).

e Pexomenpayercss Bcem TmanueHtam ¢ OMJ/I 1mo Hauana
crienuduUecKoit Tepanum U B XoJle JeueHus C 4acTOToi OT 1 pa3a B
HeJlel0 10 eXeMeCSYHOro (C y4eTOM HaJuuMus COITYyTCTBYIOLLEN
MaToJOTUM M KIAMHUYECKON  CuUTyalum), a TakKke Mpu
HEeoOXOOMMOCTM B JI000/i MOMEHT B TeueHMe BCero Iepuopa
JieueHust BBIIIOJTHEHME 9xoKapauorpapun JJIST OUEHKU
(PYHKUUOHAIBHO20 COCMOSIHUSA cepdeyHOll Mbluiybt [1,36].



VpoBeHb YyOegUTENIbHOCTM perkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

PekomeHnayetrcss Bcem mnauueHtam ¢ OMJI pgo Havana
crielinduUecKoii Tepaliu U B XOJle JieueHus C 4acToToi oT 1 pasa B
2-3 Hemenu 1o 1 pasa B 2-3 Mmecqua (C y4eTOM HaIUYUS
COITYTCTBYIOIIEI MAaTOJMOIUU U KIMHUYECKON CUTyalluu), a TaKKe
Mpy Heob6XoAMMOCTU B 1000/ MOMEHT B TeueHMe BCero mepuona
JleyeHMs]  BBIMIOJIHEHME  KOMIIbloTepHOit  Tomorpadum  (KT)
TOJIOBHOTO Mo3Ta 0e3 KOHTpacTa [Js  6bls6JeHUs  Uu/uiu
MOHUMOPUH2a USMEHEeHUll 8 CmpyKmypax 20J106H020 mo32a [1,2,8,37—
39].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

Pekomenayerca Bcem nanueHtam ¢ OMJI  mo Havana
crielindUecKoii Tepaninuy U B XOJle JieueHMs C 4acTOTOol OT 1 pasa B
2-3 Hemenu no 1 pasa B 2-3 mecdma (C y4yeTOM HaaUMuMs
COITYTCTBYIOILEI MAaTOJIOTUM U KIMHUYECKON CUTyalu), a TaKKe
IIpY HeoOXOAMMOCTHM B 10001 MOMEHT B TeueHMe BCero Iepuona
JeuyeHMs] BbINTOMHeHMe peHTreHorpadum wu/uau KT opraHos
TPYOHOM KJIETKU [JIS 6bl16/IeHUS U3MEHEHULl JIe20YHOU MKAHU U
opzaHos cpedocmenus [1,2,7,8,17,37-39].

VpoBeHb YyOegUTENbHOCTM perkoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

Pexkomenayercss BceM manueHtam ¢ OMJI Ha mg060M 3Tame
BeJleHMs C MOoAO3pPeHMeM Ha Halnuue SKCTpaMeny/ISIpHBIX O4aroB
BbIntoiHeHMe KT u/mamM MarHUTHO-pe30HAHCHON Tomorpaduu c
KOHTPAaCTUPOBaHMEM, BOBJIEUEHHBIX B OITYXOJIEBBII MpOIecC
PerMoHOB JJisl YTOUHEHUSI pacIIpOCTPaHEeHHOCTM 3a00eBaHMUsT MU
OIVArHOCTUKY 3KCTpaMeny/uisspHoro penuausa [1,2,8,37-39].

VpoBeHb yOeauTEeNbHOCTH pekomeHaauuit - C (YpoBeHb
OOCTOBEPHOCTHU AOKA3aTEIbCTB — 5)

PekomeHnayetrcss Bcem mnanueHtam ¢ OMJI pgo Havana
crienpuUYeCcKoil Tepanum U B Xo/e JIeUeHMs ¢ 4acToTol oT 1 pa3a B
2-3 Hemenu 1o 1 pasa B 2-3 Mecaua (C y4eTOM HaIUYUS
COMYTCTBYIOIIEN IaTOMOTUU UM KIMHUYECKON CUTyaluu), a Takxke
IIpY HeOOXOAMMOCTH B 1000/ MOMEHT B TeUeHMe BCEero mepuona
JeuyeHUsT JiS  OIlpeleseHMsT oObeMa OITyXOJeBOi  MaccChl,
OVArHOCTUKM UM  MOHUTOPMHIA CONMYTCTBYIOIIEN MaTOJIOTUM



BBITIOJIHEHME YIbTPAa3sBYKOBOro wuccienoBanue (Y3M) opraHos
OpIOIIHOJ TOJIOCTU C onpedesieHUeM pasmepos neueHu, ceie3eHKuU u
BHYMPUOPIOWHbIX — JUMGamuueckux Y3108, a Makie OyeHKa
COCMOSIHUSL 0p2aHO8 OPIOWIHOLL noJlocmu v BbiltonHeHe Y3 opraHoB
MaJIOTO Ta3a Y JKeHIIVMH U TMpenCcTaTeJIbHOM >Kejle3bl Y MYXKUYUH
[1,2,37].

VpoBeHb YyOegUTENIbHOCTM perkoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

e PekomeHzayeTcss OepeMeHHbIM >KEHIMHAM BBITIOMHSTD TOTHBIN
00beM MHCTPYMEHTaJbHBIX AMArHOCTUUYECKUX MCC/IeOBaHUII Mpu
OMJI, kaKk 1 y He 6epeMeHHbIX (CM. KIMHUYECKMEe PYKOBOJICTBA 1O
BeJleH!I0 bepeMeHHbIX MalueHToK) [1,40].

VpoBeHb yOeauTeabHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5)

KommenTapwuii: B JduaznHocmuueckux uensix npu 6epemMeHHOCMU
1enecoobpasHo NpuMeHeHue MAZHUMHO-Pe30HAHCHbIX  Memodos
uccnedosarus, a maxxwe Y3M, 8 mom uucne J1e204HOU MKAHU.
HexcenamenvHo 8bIN0OJIHEHUE CMAHOAPMHBIX PEHM2EHO0I02UUeCKUX
Memo0o8 006c1edo8aHusi npu 6epemMeHHOCMU 8 C8513U C 803MONCHOCMbIO
ompuyameibH020 8030elicmaust peHmzeH08cKux jiyueli Ha niod [41].

e PekomMmeHAayeTcss OepeMeHHBIM >keHIIMHaM B xome XT perynaspHo
BBITIOJIHATL Y/AbBTPA3BYKOBOE WCCIeNOBaHME MATKM M IUIoAA U
deTanbHyI0 KapauoTokorpaduio mioga [1,40].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJbCTB — 5)

2.5 uble TuarHocTuyecKkyue McCIeqoBaHUsI

e PekoMeHayeTCs  JKeHIIMHAM  PenNpoOLyKTUBHOIO  BO3pacTa
BBITIOJIHEHME TecTa Ha OepeMeHHOCTb B 1Ie/iIX BbISIBAEHUS
BO3MOXHOI  OepeMeHHOCTM U  TPUHSATUS  pellleHus O
HeoOXoAMMOCTM MoaudUKALUUM AUATHOCTMUYECKOTO aJrOpuUTMa U
Tepanuu [1,7,40].

VpoBeHb yOeauTenbHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTebCTB — 5)



e PekoMeHAYIOTCA TPV HaIMYMM T[OKAa3aHUIL U OIpeleeHUN
COMYTCTBYIOILIE/ TATOJIOTUM KOHCYAbTAllMM Bpauva-HEBpOJIOra,
Bpaya-HeBPOJIOra, Bpava-odTaabmMoIora, Bpayva-
OTOPMHOJIAPMHOJIOTA WM JPYyTUX Bpauei-crenuansucToB, BCeM
KeHILMHAM — KOHCY/IbTallMs Bpaua-akylepa-ruHekosnora [1].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)



3. Jleuenue

IIpu e8vibope makmuku u npogedeHUU mepanuu ciedyem yuumosl8ams,
umo y nayueHma mozym 0vims HeCMaHoapmHsle nposieyieHust 601e3Hu,
a makee couemaHue KOHKpemHoti 60se3HU ¢ Opy2umu namoao2usimu,
umo moxcem OuKkmosams Jjeudaulemy 8pauvy UMeHeHusl 8 aizopumme
86100pa ONMUMAILHOU MAaKMuKu QUAZHOCMUKU U JIe4EHUSL.

Appexmusrocmov XT OMJI 3asucum om 2 Kiiouesvlx (pakmopos —
cneyuguuHocmu Yumocmamuueckozo 8o3deticmaust u adek8amHocmu
conposodumesbHozo JieueHusl. KoneuHo, buosozuueckue ocobeHHocmu
JlelikeMuueckozo  KJAOHa  —  yumozeHemuueckue  AHOMAAUU,
MOJIEKYJISIPHblE  MapKepbvl, KUHemuueckue Cceolicmea Onyxoyesblx
KJIemoK, UX XUMUOUYBCMBUMENbHOCMb — onpedensiom 8 pamKax
cogpemenHoli XT npozHo3 3abosesaHus, HO MOJILKO Npu YCa08uu
COOMI00eHUsl O0CHO8HO20 hpuHyuna neueHuss OMJI - makcumym
a¢ppekxmusHocmu (3a cuem cneuuguuHocmu U adek8amHocmu
gosdelicmeus) npu MUHUMYME MOKCUUHOCMU (3a cuem 2pamoOmHOli
conposodumenvHoll mepanuu). 1on120CpouHbsle pe3yabmamol JieueHus
OMJI e3pocnvix 8 meueHue nocaedHux 20 Jnem, HecmMompsi Ha
CO8epUIEHCMBOBAHUE MEPANUU BbIXAXUBAHUSL U UCNO01b308aAHUSL psOa
HOBbIX Npenapamos, NPUHUUNUAIbHO He U3MEeHUIUcb. B cpedHem 5-
JIeMHsisl 00uias 8vlxU8aeMoCmy hayueHmos 8 8o3pacme do 60 sem, no
OaHHbIM ~ GOJIBLUUX  KOONEPAMuUBHbIX  UCCIe008amenbCKux —2pynn,
cocmasnsem 35-50 %, eapwvupys om 10 do 90 %, 6 3asucumocmu om
MOJIEKY/IIPHO-2eHemuueckux  ocobeHHocmeti  Jetikemuu.  [ons
JIEMAJIbHBIX UCX0008, CBSA3AHHLIX C JIEUEHUEeM, Y 3MUuX NauueHmos
cocmasnsgem 7—-18 %. B ieueHuu noxcuisix nayueHmos 00/120CPOUHble
pe3yibmamul He npemepneau Npakmuuecku HUKAKUX U3MeHeHUll 8
meueHue 3 nociedHux decamunemuti, U 5-J1emHss 8bIHUBAEMOCMb He
npesviwwaem 10-12 %. Hmenno OMJI saensemcs moii 00671acmbio
KJAUHUYeCKol  zemamonozuu, 8  KOMOpPoU  Npooosxarmcs
UHMEHCUBHble  KAK  KJAUHUYeckue, mak u  JabopamopHole
uccnedo8aHusl, HanpasjaeHHvle HA NOUCK NOJIOHCUMENbHbIX CO8U208 8
ycmosiswuxcst 00J120CpouHsLx pesyasmamax [1,2,7,8].

MexcdyHapooHble 3Kcnepmsl HACMOSIMENILHO CO8EMYIOm BKIUAMb
nayueHmos 8  KJAUHUYeCKUe  UCCnedosamuss U COXPAHAMb
Ouonozuueckue 006pasyvl 0N B03MOMCHOCMU UX CONOCMABNEHUS 8
oanvHeliuleM C  NOJIYYEHHbIMU  pe3yibmamamu  mepanuu U
ycmawossieHus: Koppeasyuu J1abopamopHsiX OAHHbIX € UCX000M



3abonesaHusi.  Hcnonv3o8aHue  NpuUHYuUNo8  «00KA3amenbHoU»
MeouyuHsl 8 makoil obracmu, Kak 2emamonio2us, s8Js1emcs
HeobX00uUMbIM, NOCKOMBKY, NOXANyl, HU 8 Kakoli dpyzoli obnacmu
MeOQUYUHCKUX 3HAHUL He npuxodumcsi NOCMOSIHHO CMAIKU8amaucsi ¢
Kpumuueckumu cumyauyusMu u NpuHsamuem Kpumuueckux peuleHull
[1,2,7,8].

B 2017 2. Ob1u onybnuxosaHsl Pekomendauuu esponeticKux
aKkcnepmos no duazHocmuxke u neyeHuro OMJI [7]. B meueHue decsmka
aem 6 CIIA paspabameiearomcs U NOCMOSHHO O0OHOBISIHOMCA
pekomeHdayuu mak Hasvieaemoli HayuoHansHoli o06uiecmeeHHOL
npomusopakoeoii cemu (NCCN) [8]. B nocnedHue 200vl Obln
0oCmuzHym 3HAauUMmMesbHblli NPo2Pecc 8 NOHUMAHUU MOJIEKYISAPHO-
2eHemuueckoll u 3snuzeHemuueckoli ocHoesl paseumusi OMJI, umo
no03801u10 onpedeaums HO8ble duazHoCmMuueckue U NpozHocmuueckue
mapkepsl 3abonesaHusi. B knaccugukayuu BO3 (2016) yumeHusl
eeHemuueckue u Moaexkyaspuele eapuaumot OMJI [4]. H30aHwsl
Esponeiickue pekomeHOauuu NO  ONMUMAIBHOU  UHmMezpayuu
annozenHoti TKM (anno-TKM) 6 npozpammuyro mepanuto OMJI [42].

Ilpu ecex OJI cyuwjecmeyem HeCKOJIbKO OCHOBHbIX 9manog mepanuu —
UHOYKUUS pemMuccuu, KoHcoaudayus, nodoepxcusarnoujas mepanus (Cm.
IIpunoxcerue A3.2) u npodunakmuka Hetiposetikemuu 0si HEKOMOPbIX
séapuanmos OJI [1,2]. Tlepuod HauansH020 JeueHusl, Yeap Komopozo
ABNAOMCA MAKCUMANIBHO Oblcmpoe U CyujecmseeHHoe COKpaujeHue
onyxosnegoti maccel u docmuxceHue IIP, Ha3vieaemcsi nepuooom
uHdyKyuu pemuccuu (00vtuHo 1-2 xypca). MimeHHO 8 2mom nepuoo Ha
(OHEe  npumeHeHUs  YuMoCmamuueckux Ccpeocme  KoJAuuecmeo
JietikeMuueckux Kiemok 8 KOCIMHOM MO032e YMEHbUlaemcst NpUMepHoO 8
100 pas3, m. e. 6 momeHm KoHcmamayuu IIP 6 KocmHOM Mo32e
Mopgonozuuecku onpedensemcss meHee 5 % 0nyxoneevlx KJaemok.
ITocne cmandapmmoii UHOYKUYUOHHOL mepanuu «7 + 3» unu mepanuu
AHAI02UUHOLI UHMeHCU8HOCMU OueHKa omeema 00bIUHO
ocywecmensiemcs Ha 21-28-1i deHv nocie Hauaia mepanuu Jaubo Ha
MOMEHM B80CCMAHOBEHUS nokazameneli nepugepuueckoli Kposu.
Bpemsi moxcem eapvuposams 6 3asucumocmu om npomokonos. Eciu
IIP nocne 2 Kypcoe uHOyKyuu He 00CmuzHyma, KOHCmamupyemcs
nepeuuHas pe3ucmeHmHoCms, U nayueHmam npoeoosm mepanuin no
npozpammam JeveHust pegppaxkmepHsix Gopm netikemuu. Cpasy e
Heobxodumo noduepkHyms, umo HedocmuxceHue IIP nocne 1-20
UHOYKYUOHHO20 Kypca 518151emcsi 00CMOBEPHbIM (haKkmopom Nnjioxozo
donieocpouHo20 npozroza OMJI, noamomy yxce cpasy nocie 1-20 Kypca
(npu ycnosuu adekeamHocmu 003 u onumenbHoCcCmu



Uumocmamuueckozo go3deiicmeusl) navueHmsl OO0/IHCHbI
paccmampusamescs 8 Kauecmee NOMeHYUAnbHblX KaHouoamos ons
gvinonHenus auno-TKM [1,2,42].

Bmopusim amanom mepanuu OJI 18755emcsi KOHCOAUOAUUA pemMuccuu
(3akpenjieHue 00CMUzHYmMO020 NPOMUBOONYX01e8020 3pgexma). B
Hacmosuee epemst 8 O0IbUWUHCIMBE CIyuaes KoHcoaudayus — Hauboee
azpeccusHulii u 8b1cok0003Hblll aman npu aeueruu OJI. 3adaueti 3mozo
nepuooa s1871emcsi N0 803MOMCHOCMU euje 0oJibulee yMeHblUleHUe YUCLA
ocmarwnwuxcs nocie UHOyKyuu Jetikemuuveckux kaemok. Ilocne
KOHconudauuu (00bIUHO 1-2  «kypca)  cnedyem nepuod
npomueopeuyudusHozo uiu noddepxycusaiouiezo JeuveHus. Ilpu
pasHslx eapuanmax OJI dnumenvHOCMb, UHMEHCUBHOCMb U COCMA8
nododepxcusaroujeli mepanuu pasiuuHsl, HO NPUHYUN ee 00UHAKO8 O7is
gcex eudos OJI — npodosxceHue Yumocmamuueckozo uiu mazemHozo
8030elicmaust Ha 803MOXCHO 0CMAWUTICS ONYX0J1e8blll KJOH.

IIpuHyunuaneHeIM 5MaAnoOM npu JedeHuu HeKOMopsvlX 6apuaHmMos
OMJI (npomuenoyumapHsix ¢ Jaetikoyumosom >10 ° 109/11,
MUENIOMOHO- U MOHoOnacmuslx, OMJI ¢ 3kcmpamedyanspHuIMU
nopaxceHusimu, OMJI ¢ uHuyuaisHsiM Jaetikoyumosom 30 ° 109 /U
bonee) sengemcsi npoduaakmuka uau, npu Heobxodumocmu,
JleueHue Heliponeilikemuu. Imom sman pacnpedensemcsi Ha 6Ce
nepuodsl  NPOZPAMMHO20  JIeUeHUsl —  UHOYKYUK  peMuccuu,
KoHconudauyuio u noddepxcusarujee nederue. O0bIiUHO NPOPUNAKMUKY
Heliponelikemuu (0CHOBHOII nepuod — 5 uHmMpamexkaabHvIX 88€0€HULL)
npoeoodsim 3a nepuod nepsvix 3 Kypcos jieueHus, a 3amem 8 meuerue 1
200a noddepxcugarouie2o JieueHuss  B8bINOJNHAWMCA NYHKYUuUu C
uacmomoti 1 pa3 6 3 mecaya. JluazHocmuueckyilo NyHKUuioo Uu
npoguaakmuky HetiponetikemMuu pekomeHdyemcs HauuHamos npu
mpomboyumax >30-40 ° 109 /7, Npu KynuposaHuu KoazyJlssyuoHHbIX
HapyuwieHuii. IIpogunakmuka Hetipoaelikemuu o06s3amebHa 0nsl 8cex
NAuueHmos ¢ IKCMpPAameoyIIPHbIMU NOPAXCEHUSIMU (KOXA, MblULbL,
AUYHUKU, KOCMU U 0p.).

ns muozux nayuenmos ¢ OMJI knioueesiM 3manom JieueHus
sensemca amnno-TICK. IIod smum mepmurom o6seduHeHa TICK
KOCMH020  Mo0324, nepugepuueckoti Kposu, NYNOBUHHOU
(n1aueHmapHoli) kposu. dmom 3man obnadaem Haubosee 8bICOKOT
a(ppekxmusHocmoio npu 8vinonHeHUU 8 nepuod 1-ii (pexce 2-ii) IIP
OMJL Pesynomamol anno-TI'CK gHe I1p KpatiHe
HeydosiemeopumenvHoul. Ipynna poccutickux 3Kchepmos noaazarm,
umo amnno-TI'CK nokasava ecem nauueHmam ¢ OMJI 6 1-ii IIP 6
go3pacme moJoxnce 60 sem, KOmopviM He 8bINOJHEHbl MOJEKYISIPHO-



2eHemuuecKkue uccnedosaHus, ecmecmeeHHo, C yuemom
MpPAHCNIAHMAUUOHHBIX ~ pUCKO8 U KomopOudHocmeti.  Ecnu
uumozeHemuueckue u MoJeKyIsipHble UCCNe008aAHUS ObLIU BbINOTIHEHD,
nokasamusi K evinonHeHuto amwio-TICK 6 1-ii ITIP OMJI
paccmampueainmcs 8 pamkax MeuoyHaApoOHblX Kpumepues (CM.
IMpunoxcenue A3.3). IIpedocmaenennas 6 IIpunoxcenuu I'4
UH(opmayus mMoxem Cayxums pyKogooCcmeom 8 NPUHIMuuU peuleHust
0 evinonHeHuu TI'CK y nayueuma ¢ OMJI e 1-ii IIP. Ecnu puck
pazeumus peuudusa npessiwiaem Ha XT uHmezpuposaHHvie pPuckKu
nocne anno-TICK, pewenue npuHumaemcs 6 nonv3y TI'CK [42].

ITpunyunst neueHuss OMJI u npomoxoJisl 0npeodensiomcs 803pacmom
nayuexHma.

3.1. JleueHMe MALMEHTOB C OCTPHIM MUETOUTHbIM
JIeiKo30M B Bo3pacTe 18-60 et

e PekoMmeHayeTcs MHOYKIMOHHYIO Tepanuto OMJI HaunmHath cpasy
1Mocjie TOTO, Kak OyayT 3aBeplleHbl BCe AMarHOCTUYEeCKue
MeponpuaTusi. HonyctTuMo OTIOXUTh Hadano XT mo momyyeHus
pe3yJbTaTOB BCeX JIabOpaTOPHBIX MCC/IeOBaHUIA, YTO IO3BOJIUT
6ojiee OeTaJbHO XapaKTepu3oBaThb 3abojeBaHMe U OIPeIeIUThb
TPaBUIbHYIO TAKTUKY Teparnuu [43,44].

VpoBeHb YOeOUTETbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTeabCTB — 3)

KoMMeHTapwuit: omcpouka Hauaia mepanuu Ha KOpomkuii nepuoo
(5-7 Ouetl) om Hauana dudazHocmuku 3a00se8aHusi He 8/uslem Ha
a¢pekmusHocms mepanuu, nokasamenau pamHeli JemaavHOCmMu, a
makce omaoaneHHvle pe3ynomameot mepanuu OMJI.

e He pexkomeHayercs mnauyeHtam ¢ OMJI HauMHaATL HeMe[lJjI€HHO
IpoBeJeHMe LUTOCTAaTUUYECKOM Teparuu, ecau Yy T[alyueHTa
UMEeTCS

* TspDKelasl 3acToiiHasl cepAedyHass HeOOCTaTOYHOCTb ((dpakuys
BbIOpoca MeHee 50 %), HecTabuiabHass CTeHOKapaus, Tpyobie
HapylieHus] pPUTMa U TPOBOAMMOCTM C HeCTaOUIbHOCTbHIO
reMOIMHAMMKM, OCTPbIii MHGAPKT MMoOKapaa (aHaMHe3 MeHee 1
MecCs1a);

® [I0YEYHasl  HeJOCTAaTOYHOCTb  (TI0KasaTejib  CbIBOPOTOYHOTO
KpeatuHuHa >0,2 mmonb/n (win >200 Mr/mMKi), 3a UCKIIOUYEHUEM



crydyaeB, OOYCIOB/IEHHBIX JielikeMuuyeckoii  MHOUAbTpalyei
[10YeK);

IIeYeHOUYHasd HeOCTaTOYHOCTh (32 MCKIIYEeHMeM (JIy4yaes,
0OYC/IOBJIEHHBIX  JIeMIKeMMUUYEeCKOoil  MH(WIbTpalMeil  opraHa),
OCTPBIN BUPYCHBIN rernaTuT B uiu C;

TsDKeNasi THEBMOHMS (IObIXaTe/bHAsA HEeOOCTAaTOYHOCTh — OZbIIIKA
>30 [ObIXaTeJbHbIX [OBVWKEHUII B MMUHYTY, apTepuaibHas
runokcemusi <80 MM pT. CT., IpU ITOM CJiefyeT MMeTb B BUIY, UTO,
ec/Iu B TeueHMe 2—3 mHelt He yIaeTcsl CTabMIN3MPOBaTh COCTOSTHME
nainyenTa, Kypc XT mo/mkeH ObITh HAyaT, ITIOCKOJIBKY HEPEeIKO
IVArHOCTUPYEeTCSI  MCXOOHOe IIOpa’keHue  JIerOYHOM  TKaHU
JeiikeMMUeCKMMHM KJIeTKamMu, U 6e3 crelnduyueckoii Tepanuu
IIAHCHI HA M3JIeueHle THEeBMOHUM Ype3BbIYaiiHO MaJibl);

cericuc (IpU HECTaGMJIbHOCTY TeMOIMHAMMKM); TOJbKO BBbICOKASI
nuxopagka 0e3 xapaKTepHbIX IIPM3HAKOB celicuca He MOKeT
CIY>KUTDh TIOBOAOM K OoTCpouke XT;

yrpoXawlilye >KU3HU KPOBOTEUEeHUS (PKeayO0YHO-KUILIEYHbIN
TPaKT, Tpody3HOe MaTOYHOE, KPOBOM3JIUSIHIE B TOJIOBHOV MO3T);
TSIKeJIble TICUXNYECKUe HapylIeHUs (6bpen, TSIKEJIbIN
JOempecCUBHbIA CUHAPOM M APyryue IPOSBI€HUS IPOAYKTUBHOMA
CUMIITOMAaTUKN);

dbu3nyeckass HeCOCTOSITE/IbHOCTb, TpeOyIoIasi MOCTOSHHOTO yX0/1a,
KaxeKcus (IMoKasaTesib o01ero 6enka <35 r/in);
IeKOMIIEHCMPOBAHHBII caxapHbIii OuabeT (YpOBE€Hb INIIOKO3bI
KpoBU >15 MMoIb/n);

HEKOHTPOJIMpyeMOe TedyeHMe COMYTCTBYIOIIEro OHKOJIOTMYEeCKOro
3aboneBanus [1].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5)

KoMMmeHTapwuii: eciu Ha MOMeHm NnocmynjeHus y hayueHma 0sL10
00HO U3 8blUEeYKA3aHHbIX COCMOSIMULL, HO €20 8 pe3yibmame
UHMEHCUBHO20 CUMNMOMAMUUYECK020 JjieueHus ydaemcs Kynuposambo
Wiu KOHmMpoOAuposames, mMo nayueHmy no ucmeuveHuu 3-7 OHell
Moxcem Obimb Hauama uumocmamuueckas XT. Eciu 6 xode
CUMNMOMAMU4EeCcKoz0  JleueHuss  conymcmaywouweli  namosaozuu
ommeuaemcs npoepeccuposavue OMJI 6 eude ysenuueHue uucia
JIetikoyumos, NpoueHmHo20 Co0epHcaHusi ONACMHbIX KJIemoK 8
nepugepuueckoii Kposu UAU  UCXOOHO YpOBeHb  JeliKouumos
cocmasasem 100 ° 109 /1 u bonee, uenecoobpasHo K mepanuu
oc0McHeHUli dobasums #eudpoxkcukapbamud™* e doze 100 mez/xke 8
deHb [45] u/unu netikoyumadepesnl u, 8 cayuae Heobxodumocmu, 0



npogunakmuxku mymop-au3uc-cuHopoma 8svINoJHUMb niaasmadgepes.
Ecnu  cocmositHue nayueHma — 8ciedcmeue  KpatiHe — msiicenvlx
OC/I0MCHeHULl, C8513aHHbIX C 3a00e8aHuem, uiu eciedcmaue msxicenoti
conymcmeywuleti namosioeuu He ydaemcsi cmabuau3uposamev 8
meueHue Makcumym 7 OHell, donyckaemcs paccmompems 80npoc 0
NAJMUAMUBHOM — YUumocmamuueckom  8o3deticmseuu  (Hanpumep,
uumapabuu ** 8 manvix 003ax).

PekoMmeHayeTca BCeM  [alMeHTaM, KOTOPBIM  BO3MOXHO
rpoBefieHMe MHTeHCUBHOM XT, BbIlOIHEHME 1-T0 Kypca MHOYKIUU
1o cxeme «7 + 3» (Ilpunoxenne A3.2) [46,47].

VpoBeHb YyOeAUTEIBHOCTM peKoMeHaauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTejlbCTB — 1).

KomMmeHTapwmii: 7-0HesHoe 88edeHue yumapabuua™* moxem 0bimo
8binosiHeHo 8 doze 100—200 Jvze/fvz2 aubo 2 pasa 8 cymku (no 100 me/
MZ) Kak Kopomkass uH@ysus, aubo 8 eude HenpepwiBHOII
8HympuseHHoli (8/8) urgysuu (200 m2/m~) 8 couemaHuu ¢ 3-0He8HbIM
geedeHUeM  aHMpAayukauHo8 8  eude  KOpomkoil  uHgysuu
(Oaynopybuuuna™* 6 do3e kKak MuHumym 60 MZ/MZ unu
udapybuyuHa™* e dose 12 MZ/MZ, uiu mMumoxkcaumpoua** @ doze 10
MZ/MZ). BblOOp KOHKpEemH020 aHMpAayukJAUH08020 AHMUOUOMUKA
(OayHopybuuuH **, udapyouyuH ** unu MUMOKCAHMPOH **)
CyujeCmeeHHo He @Juslem Ha KOHeuHvle pe3yavmamol [46].
Hokcopybuuun™* He npumeHsiemcss npu npogedeHuu Kypca «7 + 3» 8
undykyuu pemuccuu OMJL

He pekoMmeHayeTCs MICIIO/Ib30BaTh HMTapabuH** B BBICOKUX 033X
B MHOYKUVOHHBIX Kypcax rnpu OMJI [48,49].

VpoBeHb YOeOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM IOKa3aTebCTB — 1)

KoMMeHTapuii: ¢ yuemom omcymcmeuss OaHHuiX 0 NO8blleHUU
yacmoms! 00OCMUMCEHUS peMuccuu npu 0ocmoeepHo 0oJiee BbICOKOL
MOKCUYHOCMU  JleueHUs. SImoO B03MOMHO IMOJbKO 8 pPAaMKax
KJUHUYECKUX UCC/Ie008aHULIL

PexomeHayeTCcsT BCeM MaljieHTaM, KOTOPBIM BO3MOXXHO
npoBegeHnue HTeHcUBHOM XT, BoinmosiHeHne 1 mnm 2 kypcoB XT
VHAYKUUU PeMUCCUA (B 3aBUCUMOCTU OT TOTO, IOC/Ie KaKOro Kypca
— 1-ro win 2-ro — pocruraetrcs IIP) u 2-3 KypcoB KOHCOMUOALIUA
BBICOKMMM/CPeIHMMM  OO3aMM  LuUTapabuHa** B KauvecTBe
MOHOTEpanuMu WIM B COYETAaHMM C aAHTPALUKIMHOBBIMU



AHTUOMOTUKAMU M/Man #paynapadbuHom™* (cMm. ITpunoskeHne A3.2)
[49].

VpoBeHb YOeAUTENbHOCTM peKoMeHAauuii - A (YpoBeHb
OOCTOBEPHOCTHU AOKA3aTEeIbCTB — 1)

KoMMeHTapuii: 803MoxcHble 8apuaHmst 0o3uposok yumapabuHa™*
npu nposedeHuu Kypcos KoHconudayuu pemuccuu — 3; 1,5 u 1 z/M2 2
pasa 68 OeHb 8 1, 3, 5-li OHu ¢ oduHakoeoli 3pgpekmusHOCMbIO
(Oo3uposku 1,5 u 1 Z/MZ — BHe 3apezucmpupo8aHHslX nokasavuil). B
Hacmosiwee 8pemsi Cyulecmeyiom HeKomopbsle pas3Hozaacusi 8
pekomeHoayusix  003Uupo8oK  yumapadbuva**  esponelickumu U
amepukaHckumu ucciedosamensamu. Esponelickue uccredosamenu
npuuwiu K eJuHoMy MHEHUI O MOM, YMO ONMUMAILHOU 00301
uumapabuua** 8 xkypcax koHconudauuu sieasemcs 1-1,5 Z/MZ [7], a
amepuxaHckue ucciedosamenu 8 pekomeHoayusix NCCN ocmasasitom
dozy 1,5-3 Z/MZ [8]. Eciu Hem 603MOMHOCMU 8bINOJHUMD
8bICOKOO03HYI0  KOHcONudauuioo, Kaxk OONOJIHUMEbHbIL 8apuaHm
MOXMem paccmampusamucsl 8vliNoHeHUe eue 2 Kypcos «7 + 3» ¢
udapyouyuHoM™* uau MumokKCaHmpoHom™** 8 UHOYKYUOHHBbIX 003aX
(cm. TIpunoxcenue A3.2).

PekoMeHayeTcsl BceM IallieHTaM ¢ MUeJIoMOHOo6/1acTHbIM (M4) 1
MoHoOmacTHbeIM (M5) Bapmantamu OMIJI, ripu Bcex ¢popmax OMJI ¢
JIEIKOLIUTO30M B nebioTe 3aboneBaHus Bbilmie 30 ° 109/n /WU
HaJIMuMeM BSKCTpaMeny/UIIpHbIX o00pas3oBaHMit, a Takke IIpu
MMeJIOUIHOM capKOMe BBIMTOJHSITD MTPOGUIaKTUKY HeiipoieiikeMumn
— COMHHOMOS3IOBbIE ITYHKIMIA C MHTPATeKaJbHbIM BBeIAEeHUEM
CTaHJapTHOro Habopa TIIipernapaToB (#meToTpekcar™* 15 wmr,
uuTapabun** 30 mr, #gekcametasoH** 4 mr) [1,2].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

KommeHTapwuii: OcHo8HOUI aman npoguaakmuku — 5 J1omMOansHbIX
NyHKUuUti 8 nepuod uHAyKyuu/KoHcoaudayuu pemuccuu u odanee euie 3
NyHKUuu Kaxosle 3 mec. 8 Xxode noddepxcusaroujeti mepanuu — umozo
gce2o0 8 noMOANbHBLIX NYHKYULlL C UHMpAmMeKanibHuolM 68edeHuem 3
npenapamos. 3apybexcHsle ucciedosamenu He  peKoOMeHOym
8bINONIHAMb NPOPUAAKMUKY Helipoaelikemuu Yy nayueHmos 0e3
HeB8poJI02UuuecKoli cumMnmomamuxu, 00HaKO poccutickue
uccredosamenu — cuumailom — npounakmuxy — Helipoaelikemuu
obs3amenvHoiM ~ dmanom  jeueHuss OMJI 8  8bllUEONUCAHHBIX
cumyauusix.



hd PGKOMEHI[YGTCH BCeM ImanyeHTaM Inpu ONAarHOCTUKe

Helpo/ieiikeMU TMpoOBeNeHue Tepanuu HeupolenkemMmun —
BBITIOJIHEHME CIMHHOMOS3IOBBIX ITYHKIMII C WMHTpPaTeKaJIbHbIMU
BBeJIeHMEeM CTaHIapTHOro Habopa mpenapaTtoB (#MeToTpekcar™* 15
Mr, nuTapabmuu** 30 Mr, #mekcameTas’oH™™ 4 Mr) ¢ MHTeEpBaJOM
Kaxaple 3 nuda. [lowte HopManmsauuyu IIOKasaTelei JUMKBOpa
IO/DKHO OBITh COEJIAHO MMHMMYM 3 MOYHKIOMM C TaKUM Ke
MHTEPBAJIOM MeXIYy BBeOeHMSIMM, B [aJibHeuleM ITYHKIUN
BBITIOJIHAIOT  Mepend,  KaXAbIM  KypCcOM  3aIIaHMPOBAHHOTO
rnporokona [1,2].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

PekomeHayeTcss TIpM pa3BUTUM Y TMaliMeHTa Iociae 1-To
MHAYKIIMOHHOTO  Kypca  SKUM3HEYIPOXKAIOUIMX  OC/TOXXKHEHMUI,
MOTPEOOBABIINX PEAaHMMAIMOHHBIX MEPOIPUSITUIA (CenTudecKuit
IIOK, MHG(pApPKT MMOKapHa, MMOKAPAUT M Ip.), WIU TSIKEI0ro
MHBA3MBHOTO MMKO3a BpeMeHHO (0 peabuauTanuyu IalyeHTa)
3aMeHUTb Kypchl (1-2) MHTEHCUBHOM WHAYKUUU/KOHCOJMUOALNN
Kypcamm #umrapabuHom™** B MasbIx mo3ax (10 MZ/MZ 2 pa3sa 8 deHbv
NoOKOXHO (TI/K) 4 OHA KaxcOyio Hedenwo 8 meueHue 28 Owetl) 1ub0
couemauvuem mMmaivlx 003 uumapabuHa™* c¢ udapyouyuHom™* u
#deyumaobuHom (cMm. ITpunoskenne A3.2) [50,51].

VpoBeHb YOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTHU OKAa3aTe/lAbCTB — 3)

KoMmMeHTapwuii: nocie 8vinoiHeHuss 1-2 xypcos yumapabuHom™* @
Manvlx 003ax U KynupoeaHusi 8ceX OCJIOM¥HeHUll UenecoobpasHo
8epHYMbCsl K 8bICOKOOO3HOU KOoHconudauuu 6 obseme MUHUMYM 2
kypcos. Llumapabuu™* 8 manvix 003ax Moxcem oCmamscs OCHOBHOU
mepanueti 6 meueHue 3 Jiem mMOJbLKO Y NAYyueHmos ¢ 0CmpwviM
apumpomueno3om (sapuanm M6) u mezakapuobaacmHsimM (8apuaHm
M7).

Pexomenpyercss nauyeHtam ¢ OMJI B Bospacte 18-60 ier,
KOTOPBIM HEBO3MOXHO IMpoBelieHne MHTeHCUBHOI XT B CBSI3U C
Ha/JIMYMEM COITyTCTBYIOIIMX 3a0o0/ieBaHMii, B KadyecTBe Tepamnum
BbIOOpa IIpOBeleHMe Tepaluy BEeHETOKJIaKCOM B COUeTaHUU C
asaluTUIMHOM™*, IeUTadbMHOM NIn MaJIBIMU J03aMu
1uTapabuHa™* [52,53].

VpoBeHb YOeAUTEJIbHOCTM peKoMeHpanuii - A (YpOBeHb
JOCTOBEPHOCTHU OKAa3aTe/lAbCTB — 2)



KommeHTapwuii: mepanuio eeHemoknakcom 8 dosze 400-600 me
npoeoodsim 8 couemaHuu ¢ a3auumuouHom™* 75 MZ/MZ 8 meueHue 7
Oueti, deyumaburHom 20 Jvzz/M2 5 OHeil uau mansimu do3amu
#uumapabura** 20 Mz/MZ/cymKu 10 OHeti (cm. IIpunoxcerHue A3.2).
Heobxoduma Koppekuuss 003bl 8eHemoOKIaKca npu CcouemaHHom
npumeHeHuu npenapamos-uxzubumopos CYP3A (8 coomeemcmeuu c
uHcmpykyueti x npenapamy). B yensax npogunakmuku maccusHozo
UUMOaU3a ONyXoau npedycMompeHo CmyneHuamoe nosvluleHue 003bl
8EHEMOKJIAKCA 8 Hauaae ezo npuema ¢ NPuoCMaHosKkolli mepanuu 0o
paspeuwieHust CUMNMOMAMuKU Npu NOSIBJAEHUU KAUHUUYECKU 3HAUUMDBIX
J1a60pamopHbLx/KAUHUUECKUX NPU3HAKO8 CUHOPOMA JUIUCA ONYXOJIU.

Pexomenpayercss y mnanueHTtoB ¢ OMJI ¢ skcnpeccuein FLT-3
mobaBjieHMe K IporpamMmMe JiedeHus1 IperapatoB  FLT3-
MHTUOUTOPOB (MHTMOUTOPOB MPOTEMHKUHA3BI) — MUAOCTaypUHA
unu #copadenmba** [54,55].

VpoBeHb YOEOUTENBHOCTM peKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 2)

KommeHTapwuii: pexcum do3uposarust mudocmaypuHa: 50 me 2 pasa
8 OeHb 8HYmMpv 8-21-1i OHU Kypca 00HOBPEMEHHO C UHOYKUUOHHOT
mepanueti «7 + 3» u 4 KoHcoaudupyrowumu Kypcamu yumapaoduHom **
8 6bvlcoKUx do3ax ¢ nocnedyrwueil noddepxcusaiuieli mepanueil
Mmudocmaypurom 50 mz 2 pa3a 6 derv 8 meueHue 1 zooa.

Pexcum dosuposanus #copaperuba™™* y monodvix nauuermos: 400 me
2 pa3a 8 deHb 8Hympb 10—19-1i OHU Kax0020 UHOYKUUOHHO20 KypCa;
danee — 400 m2 2 pasa 8 deHb, HauUHasi ¢ 8-20 OHA Kaxw0020 Kypca
KoHconudauuu, danee — nodoepxcusaroujas mepanus #copagperubom **
400 mz 2 pa3a 8 deHb 8 meueHue 1 2oda.

Pexcum do3uposaus #copageruba™* y noxcunsix nauueHmos: 400 me
2 pa3a 8 deHb eHympb 1-7-Ui OHU Kaxd020 UHOYKUUOHHO20 KYypcCa;
danee — 400 me 2 pa3a 8 deHb 8Hympb 1-28-1i OHU dea 28-0HesHbIX
Kypca 00HO8PEMEHHO C 2 Kypcamu KOoHcoaudayuu cpeoHumu 0o3amu
uumapabuua™** (2 2/m~/cymku, 1-ii u 5-ii oHu 28-0He8HO20 Kypca),
danee — noddepxcusaroujas mepanus #copagerHubom 400 mz 2 pasa 8
deHb BHYyMPb 8 MeueHue 2004.

Pexomenpyercss mnanueHntam ¢ OMJI, pocturmmm IIP 1mocie
MHAYKUVOHHOM Tepariuyu, KOTOPbIe He SBJSIOTCS KaHAMOATaMM Ha
BbinosTHeHMe aino-TI'CK, nmpoBeneHue rnoaaep>kxmuBaliein Tepanumn
(cm. IMpunoxkenue A3.2) [56,57].



VpoBeHb YOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — 2)

KommeHTapwuii: noddepxcusarouas yumocmamuueckas,
2unomemuaupyrowds uau mapzemyasi mepanus (8 3asucumocmu om
mozo, no Kakoti npozpamme nayueHmy 0Ovlia npogedeHa UHOYKYUs U
KoHconudayus pemuccuu OMJI) 0onxicHA 8bINOSIHAMbBCS 8 MeUeHue KaK
MuHumym 1 200a om Hauana JaeueHus (4 Kypca UHOYKUuu/
KOHcoaudauuu u 6 Kypcos noddepyusarouieli mepanuu) uiu 8
meueHue 2 Jjem om Hauaaa mepanuu (4 Kypca uHdykyuu/
KoHconudauuu u 9-12 Kypcog noddepxcusarwuweii mepanuu) (cm.
IIpunoxceHue A3.2.).

He pexkomenayercss vy mauueHToB ¢ OMJI BblillOSIHEHUE
aytosmornynoii TT'CK (ayto-TI'CK)/aytonornunor TKM [1].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTelbCTB — 5)

KoMmmenTapwuii: psdom 3apybexcHsix ucciedosameneii aymo-TI'CK
paccmampueaemcst 8 Kauecmee onyuu NoCMuHIyKyuoHHoU mepanuu 'y
NauyueHmos 2pynnol NPOMeHYmouHo20 pucka 8 ciyuae 0oCMmuMceHus
MOB-HezamueHoli  pemuccuu OMJI [58,59]. Oduako poccutickoti
epynnoti akcnepmos evinosHeHue aymo-TICK He paccmampusaemcs 6
Kauecmee 8apuaHma NOCMPeMUCCUOHHO20 JIeYeHUsl NAayueHmos c
OMJI 6 csa3u ¢ mem, umo aymo-TICK moxcem cmams 3manom
mepanuu moJibKo npu ycao8uu abcontomHo adeK8amHo 8bIN0JIHEHHO20
UHOYKYUOHHO20 U KOHCONUOUpYOWe20 JiedeHuss U 0053ameibH020
otciexusarusi MOB. Ee MOXHO peKOMeHO08amb MOJIbKO 8 paMKax
KJIUHUYECKUX UccnedosaHuli.

PekomeHpayeTcst ralnyeHTaM, JOCTUTLIUM [P rocje
VIHAYKIVIOHHOTO JTana JIeueHus, KOHCY/IbTaL Vs B
TPAHCIUIQHTALMIOHHOM LIeHTpe B TeueHye 3 MecCslieB OT MOMEHTa
moctyokenusa [IP png  peleHuss BoIpoca O BO3MOXKHOCTU U
11es1eco00pa3HOCTM BhinoHeHUs ano-TKM/amno-TI'CK [1,2].

VpoBeHb yoOeauTenbHOCTM pekoMeHmanuii - C (YypoBeHBb
IOCTOBEPHOCTM I0Ka3aTeJbCTB — 5)

PexomeHnpayeTtcst BoiniosHeHue amno-TKM/amno-TI'CK B 1-in IIP
OMJI Kak 3Tama MOCTPEMUCCUOHHONM Tepanuyu MaluyeHTamM IPYIII
BBICOKOTO U IIPOMEXYTOYHOTO PUCKA C HOPMaJbHbIM KapMOTUIIOM
M  HeOJaronpusITHbIMM  MOJIEKYISIDHBIMM ~ MapKepamu  Jinbo
rnanyueHTaM, KOTOPbIM TIIpM  YCTAaHOBJIEHMM  [OuarHosa He



BBIIIOJIHEHbI LUTOTeHeTUYeCKue U MOJIeKY/ISIpPHO-TeHeTu4YeCcKue
MCC/IelOBaHMs, a Takke IallMeHTaM TIPYIbl O6JaronpusiTHOrO
pucka, y kotopbix IIP Oblna monyyeHa He mocwie 1-ro Kypca
UHAOYKUUU, (cm. Ipunoxcerue A3.3) [60].

VpoBeHb YOeAUTEJIbHOCTM peKoMeHaanuii - A (YpOBeHb
JOCTOBEPHOCTU JOKa3aTeJbCTB — 1)

KomMmmeHTapuii: y nayueHmos u3 2pynnol NPOMeHcymouHo20 puckd
0e3 eunepnetikoyumosa, komopwsim duazHo3 OMJI ycmaHoeieH He 80
gpems bepemMeHHOCMU, Y Komopblx nocne 1-20 kypca docmuzryma ITP
¢ MOBFB-ompuuyamensHoiM cmamycom, 8onpoc 006 anno-TICK
B03MOMXCHO OMJIOX UMb HA hocaedyroujue amansl. s nayueHmos u3
2pynnsl  8b1COK020 pucka, 6 mom uucne ¢ FLT3-ITD, anno-TI'CK
cnedyem paccmampueams Kak 00s13amevHolli 3man eueHus. IMeHHO
0711 3molti 2pynnel hayueHmos KpaiiHe 8aMcHO 6vinojiHeHue HLA-
munuposaHusi nayueHma 00 Hauana 1-20 UHOYKYUOHHO20 Kypcd, a
nocie docmuxcenuss 1-ti IIP — Hauano noucka nNOMeHYUaabHblX
doHopos. OOJHAKO 2my peKOMeHOayul 0z2paHu4usaem HecKoabKo
(pakmopos: eo3pacm, comamuueckuli cmamyc nayueHma, Haauuue
JOHOpa U Op2AHU3AYUOHHASL 803MOMCHOCMb BbINOJIHUMB NPOyedypy
anno-TI'CK. Ecnu puck pa3sumusi peyudusa npesviuuaem Ha XT
uHmezpuposavHsle  pucku nocie amnno-TI'CK, mo peweHue
npurumaemcs 6 nonv3y TI'CK.

HnmezpuposaHHble pucku, C883aHHble C MPAHCNAAHMAUUOHHOL
JlemanvHocmuoto, npusederst 8 Ilpunoxceruu I'4. /Ina okoHUamenbHO20
peuwieHuss 3mozo 8onpoca HeoOXo0UMO HANpAasums nauueHma Ha
KOHCYIbmauuio 8 mpaHCcnaaHmayuoHHbIl yeHmp.

He pexkomeHnpayeTcst BoiniosiHeHMe ano-TKM/amno-TI'CK B mepuof,
1-i1 ITP OMJI manueHTaM M3 TPYMIIbI O6JIAaTOMPUSITHOTO PUCKA (CM.
IIpunoxenue A3.3) [60].

VpoBeHb YOeOUTENBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 1)

KoMmmeHTapuii: 3a uckiawoueHuem ciayuaee OMJI ¢ t(8;21) u
netikoyumo3om 8viuie 20 ° 109 /21, nayueHmos cmapuie 35 nem, OMJI c
t(8;21) u c invi6 u mymauusimu KIT unu nepcucmeHuueii 8b1C0K020
yposHsi MOB, ons komopsix anno-TI'CK sensiemcs onmumanbHbim
gapuanmom. Anno-TICK pexomendyemcsi makxce nayueHmam ¢ OMJI
C HOPMAQJIbHBIM KAPUOMUNOM U ONA2ONPUSIMHBIM  MOJIEKYISAPHBIM
npogunem, Ho ¢ eunepaetikoyumosom >100 ° 109/11 u/unu Hanuuuem

Jetikemudos u npu duaznocmuxe OMJI Ha ¢oHe GepemeHHOCMUL.



e PexomeHayeTcst y  IalMEHTOB C BTOPUYHBIM OMJI
MIpUAEpPKUBATbCS aJrOpPUTMa BbIOOpa TeparieBTMUEeCKOi TaKTUKU
Kak IpU BIiepBble nuarHoctuposanHom OMIJI [61].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

KomMmeHTapuii: 8vi00p maxkmuku JjeueHuss emopuuHozo OMJI
dosieH npoeoodumsCsi C y4emom UumozeHemuuecko20 eapuavma
Jietiko3a, muna npedwecmeywuieili mepanuu, 8o3pacma u
comamuueckozo cmamyca nayueHmd U HAauuus OCH0#cHeHuli. B
cryuae docmynHocmu HLA-coemecmumozo 0OHOpa nayueHm OO0JixHeH
Obimb opueHmuposar Ha nposederue anno-TICK.

e PekoMeHAyeTcsA TIallMeHTaM M3 TpyMIbl HebJaronpusTHOTO
rnmporHo3da OMJI (110 IaHHBIM IIUTOT€HETUUYECKOTO MCC/IeI0BaHUs
mwiu ¢ OMJI, cBSI3aHHBIM C MueoaucIuiasuein — cMm. [punoxkeHus
', T2) B KkauectBe 1-r0 Kypca WaM, OCOOEHHO TIIpu
He3pPeKTUBHOCTM  CTaHZApTHOM  MHAYKIMOHHONW XT, BHe
3aBUCMMOCTM OT BO3pacTa BBINIOJHEeHME KOMOMHMPOBAHHO
HMU3KomosHoi XT ¢ MCIIONb30BaHMEM a3alUTUAMHOM™*, wMIn
#BEHETOKJAKCOM B  COUeTaHMM €  a3alUTUAMHOM™™  (cM.
[Tpunoxenne A3.2) [62-64].

VpoBeHb YOEOUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM JIOKa3aTelbCTB — 1)

KommeHTapwuii: npu docmuxceHuu IIP 6 cayuae docmynHocmu HLA-
Co08MeCmuM020 00HOpa nauueHm O0onxeH OblMmb OpPUEHMUPOBAH HA
nposederue anno-TICK 8 MakcumMaibHO KOpOmMKUEe CpPoKuU om
MOMEHMA 00CMUMCEHUS. PEMUCCUU.

3.2. JleueHMe NaIi€eHTOB C OCTPBIM MUEIOUIAHbIM
JIEVIKO30M CcTapuiei Bo3pacTHOI rpymnmnsl (>60 ier)

Boidensitom 3 ocHosHbix «mexHonozuu» jeuerus OMJI y nauuenmos
cmapwe 60 nem. Ilepewiii nodxod — unmeHcusHas XT, nodobHas
makosoti 'y Mon00blx, npedcmasnswuias coboii 8 00/blUHCMBE
cryuaes  couemaue — yumapabuHa** ¢ aHMpayukJAuHamu - u
HanpasneHHas Ha JdocmuxeHue IIP. Anno-TICK sensemcs
ONMUMANBbHOUL  NOCMPEMUCCUOHHOU onyueli 6 pamKkax 3smot
KOHUenyuu. Bmopoii nodxo0 - HuU3KOUHMeHCUBHAsI mepanus, 8
yacmHocmu npumeHeHue HU3K0003H020 yumapabuma**,



a¢ppexkmusHocms Komopozo, no KpatiHeli mepe, Yy nayueHmos 8
go3pacme 70 snem u cmapuie, MOMCHO NOBbICUMb C NOMOUWBLH)
NPOJIOH2UPOBAHHO20  UCNOb308aHUS 8 meueHue 28 OHeli, u
2UNOMEMUNIUPYIOWUX d2eHmMo8 (azayumuduH™*, deyumabuH), mom
yucne 8 couemaHuu C 8eHemokaakcom. Tpemuii 8vl60p —
cumnmomamuyeckas (conpogodumesivHasi) mepanusi, HanpasaeHHas
Ha YMeHblleHUe KAUHUYECKOU cumMnmomamuku u yayduleHue
kauecmea musHu [1,2,7,8]. OyeHka 603MOMCHOCMU NPOBEOEHUs M020
unu uHo2o sapuaruma mepanuu OMJI y nayuenma cmapuie 60 Jsiem
JO/I¥HA CMpoumsCs HA OCHOBAHUU Yyuema 803pacma nayueHma,
005eKMUBH020 onpeoesieHus msuxecmu COCMOsIHUS,
UUMO2eHemMu4ecKko20 U MOJIEKYIAPHO-2EHEMUUECKO20 8APUAHIMO8
3a60/1e8aHUSl U AHAU3A conymcmayrujeti namosaozuu.

PekomeHpayercsa mnainyeHToB ¢ OMJI B Bo3pacte 60-65 et
paccMaTpuBaTh B KauveCcTBe KaHAMIATOB HAa  BBINOJHEHME
CTAaHLAPTHBIX MPOrpaMM MHTEHCUBHOIO JiedeHus («7 + 3») (CM.
[Mpunoxenne A3.2) [1,2].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTebCTB — 5)

Kommenmapuii: 8b100p KOHKPEmMHO020 AHMpAaYuUKIUHA
(OayHopybuuuH **, udapyouyuH ** unu MUMOKCAHMPOH **)
CyuleCmeeHHO He eJusilem Ha KOHeuHvle pe3ynvmamol  [65].
CmandapmHoti cuumaemcsi 0o3a dayHopyouyura™* 60 me/m* [66].

PekomeHayercst s nainueHToB ¢ OMJI crapuie 65 et
MpoBeleHre  HU3KOMHTEHCUBHOW  Tepammu: Mdaivle  003bl
#uumapabuxa™** 10 MZ/MZ/CymKLl 28 OHeli ¢ unmepsaiom 28-30 OHeti
Aubo MoHomepanusi azayumuouHom™*, aubo KoOMOUHUPOBAHHASA
mepanus yumapabuHom™* 8 manvix 003ax 8 couemaHuu ¢
asayumuouHom ** u udapyouyurHom** (cm. Ilpmunokenue A3.2) unu
asayumuouom ** e couemaHuu ¢ 6eHemoxaAakcom [53,67].

VpoBeHb YOEAUTEIBHOCTM PpeKoMeHZamuii - B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — 3)

KommeHTapwuii: kaHoudamamu O HU3KOUHMEHCUBHOL mepanuu
make s6510Mcsl hayueHmsl 8 8o3pacme om 60 jem u cmapuie
NJI0XUM COMAmMu4eckum Cmamycom, Haauuuem KomopouoHocmeti unu
JducpyHkyueti opzaHos.

He pekomeHpayeTcsi MpoBeleHMe Kypca LiMTapabuHa™* @ masbix
nozax nayueHmam ¢ OMJI cmapwe 60 nem u3 2pynnol



Heb1a2onpusm1Ho20 NpozHo3a (KOMNJEKCHwlli Kapuomun, -7, inv3 u
m.o.; cm. npunoxcerus I'l, I'2) [68,69].

VpoBeHb YOeAUTENbHOCTM peKoMeHAauuii - A (YpoBeHb
OOCTOBEPHOCTHU JOKA3ATEIbCTB — 2)

KommeHTapwuii: dis amoli epynnel hayueHmos 8 Kauecmae
HU3K0003H020 uumocmamuueckozo 8030elicmaust Moxcem
paccmampusamsCsl 2UNOMemuaupyouids MoHomepanus 8 couemaduu
C 8eHemokaaxkcom [53] uau xe npumeHeHue KOMOUHUPOBAHHOL
mepanuu uumapabuHom** 8 manvlx 003ax 8 COoUeMAaHuu C
asayumuouHom ** u udapybuyurHom** (cm. Ilpunoxcerue A3.2).

Hsa mauyeHToB ¢ OMJI crapiie 60 j1eT MOXHO peKOMEeH0BaTh B
KayecTBe  TepanmuMyu  BblOOpa  IIpOBeJeHME  MOHOTepamnum
azauutuauHoM™* (cm. Ilpunoskenne A3.2) [70].

VpoBeHb YOeOUTENBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTM IOKa3aTebCTB — 2)

KommeHTapwuii: mepanus azayumuduHom** e dose 75 Me/M2 7 OHell
n/k ¢ unmepganom 21 oexe.

Insa nauyeHToB ¢ OMJI crapiiie 65 1eT MOXXHO peKOMEeHI0BaTh B
KayecTBe  TepamuMu  BbIOOpa  IIpOBeleHME  MOHOTepamnuu
nenutabuHom (cMm. Ilpmnoxkenne A3.2) [71].

VpoBeHb YOeAUTENBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 2)

KommenTapwuii: mepanus deyumaburom 8 dose 20 Jvze/Jvz2 5 Oneti 6/8
¢ uHmepganom 28 deHo.

st mammenToB ¢ OMJI crapie 60 JjieT MOXKHO peKOMEHI0BaTh
IIpoBeJleHMe  Tepanuy  BEHETOKJIAaKCOM B COYeTaHUU  C
a3alUUTUAMHOM™* MM pgenuTabMHOM, WIM HOUTapabuHOM™* B
MaJibIX fo3ax [52,53].

VpoBeHb YOeOUTENBHOCTM PpeKoMeHzanmuii - B (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 3)

KommeHTapuii: mepanus azayumuduHom** ¢ dose 75 Mz/M2 7 OHell
n/x, deyumaburom 20 MZ/MZ 5 oOmeii 8/8 unu manvimu do3amu
#uumapabuua** 20 MZ/MZ/CymKLl 10 Oueii n/x ¢ seHemoxakcom 400—
600 mz 0o paszsumusi HenepeHOCUMOCMU UIU NpPo2Peccupos8aHust
3abonesaus (cm. IpunosceHue A3.2).



3.3. Tepanusa peuuaInMBOB M PEe3UCTEHTHBIX (POpPM
OCTPOr0 MMEJIOUIHOrO JIeK0o3a

K coxcanenuio, y 6onvuwiuHcmea nauuermos (60-70 %), y Komopwix
docmuzvHyma IIP OMJI, 6 meueHue 3 Jsiem pa3eusaemcs peyuous
3abonesaHusi. B uenom npoeHo3 y nayueHmos npu passumuu
peyudusa HebnazonpusimeH u mepanesmuyeckux nooxodos KpatiHe
mano. onzocpouHas 6buueaemMocms 3asucum om 603MOXCHOCMU
docmudceHus noemopHoti pemuccuu u vitnonHeHuss TITCK 8 kauecmee
KoHconudayuu.  IlayueMmsl C  OueHb  PAHHUM  pPeyuou8oM
(O1UmMenbHOCMbI0 peMuccul MeHee nojy200a), HebJ1az0npusimHsLMU
YumozeHemuueckuMu aHOMaiusmMu U cmapulezo 603pacma umerwm
nnoxoti npozHo3 [1,7]. M3-3a Heb1az0npusimHoz0  NpPoOzZHO3a
nauueHmos 8 peuuduge Heo6x00UMO OYeHUBAMb, HACKOJILKO mepanust
Moxcem Oblmb BbINOJIHEHA Y KOHKpemHoz20 nauueHma. OueHKa
nepcnekmugsl 00120CPOUHOL BbIHUBAEMOCMU MOXem Oblmb COeNaHa
Ha 0CHoge npozHocmuueckozo uHdekca peyuouea [72] (IIpunoxceHue
I'5). IIpoeHocmuueckuli UHOEKC MOMXCHO  UCNOJb308AMb  Npu
onpedeneHuu JieueOHOUl Maxkmuku y KOHKpemHo20 nauyueHma: 1)
nposedeHue  mepanuu, HANpasieHHoOlU HA  «u3jeueHue» ¢
ucnonwv3dosarvuem TI'CK; 2) exkiwueHue 8 KJAuHuUueckoe ucciedosaue
no  NpuMeHeHUKl  HOBblX JIeKAPCMBEHHbIX  npenapamos; 3)
naaiuamueHas mepanusi.

B pexomendayusix NCCN, Komopsix npuoepxusainomcs u poccutickue
JKCnepmol, UChoab3yemcss 0osee Npocmoli npuHyun onpedeyeHus
npozvo3a OMJI nocne pa3sumus peuudusa: eciu peuuous paHHuli

(npodonxcumensHocms IIP  meHee 12 mecauesd) — NpozHO3
Heb1azonpusmmulii, no30Hull (npodonxcumensHocms IIP 12 mecsaues u
bonee) — npozHo3 0onee Onazonpusmuolli [8]. O6a nodxoda

(npozHocmuueckuti uHOekc u OeneHue peuuduso8 HA paHHue U
no3ouue) k kaaccuguxkayuu peuudusea OMJI ucnonv3yromcs 6
poccutickux uccnedosamenbCKux YeHmpax.

e PexomeHayeTcsi mnmanMeHTaM IIpUM  KOHCTATALMMU IE€PBUYHOM
pesuctreHTHOCTM OMIJI mpoBemeHMe Tepanuyu II0 MpoOrpaMmam
neueHusi peppakrepHbix hopm u pernuanBos OMJI [73].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
JOCTOBEPHOCTHU IOKAa3aTe/lAbCTB — 4)

KomMmeHTapwuii: mepanus uumapabuHom™* 8 ewicokux dosax (eciu
€20 He npumeHsau 6 I1-U JuHuu UuHOYKYuu) 6 couemaHuu ¢
AHMPAYUKIAUHAMU MOMCEM PACCMAMPUBAMbCS 8 Kauecmee UHOYKYUU



pemuccuu neped anno-TICK. /Ina ynyuwerusa pe3ynsmamos TICK y
nauyueimos ¢ pe@pakmepHoimu OMJI  ucnonwL3ylm pexcumMbl
KOHOUYUOHUPOBAHUSL — NOC1€008aMeIbHOE NPUMEHEHUE UHMEHCUBHOT
XT u uepe3 3 OHa — pexwum KOHOUYUOHUPOBAHUSI NOHUMCEHHOT
uHmexcusHocmu ¢ nocnedywuweti anno-TICK (mak Ha3vieaemoiii
npomokon FLAMSA-RIC) u e OdanvHeliuleM — npoguiakmuueckoe
UCNO1b308aHUe MPAHCHY3UTi OOHOPCKUX TUMGPOYUMO8 u/uiu mepanusi
asayumuouHom **

PekomeHpayeTcsl nmaiyeHTaM npu HepocTkeHuu IIP mocie 1-ro
MHAYKIMOHHOTO Kypca PYKOBOACTBOBATbCS B BbIOOpe 2-TO
MHAYKUVMOHHOTO KypCa KIMHMYECKOM cuTryauuein. Bo3mMOXHBI 3
BapuaHTa: 1) mDOBTOpeHMe Kypca, aHaJOTMYHOro 1l-my; 2)
M3MeHeHMe MHTEeHCUMBHOCTM XT-BO3[eiCTBUS — BBIIIOJHEHME
BbICOKOMO3HOro Kypca XT (FLAG, HAM wu gp.); 3) win
HM3KOMOo3HOro Kypca XT: a) #uurapabuHom™** B Majbix go3ax (10
MI/M~ 2 pa3a B JieHb 11/K 28 mHeit) B coueTaHMM C a3allUTUIMHOM ™™
Y UOApyoOMIIMHOM ™™ My 6e3 HuX, 6) #BeHEeTOK/IAKCOM B COUETaHUM
C as’auuTUAMHOM™* mnau peuutadbmHom (cm. ITpuiokeHne A3.2)
[1,7,8].

VpoBeHb YyOegUTENIbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJIbCTB — 5)

KommeHTapuii: nosmopeHue  uHdykyuomHozo  kypca  XT
uenecoobpasHo npu omcymcmeuu, 8 CpPasHeHUu C UCXOOHbIMU
nokasamensimu, Hapacmavus  4ucia  OAACMHbIX  KJ1emoxK 8
muenozpamme. B ciyuae npozpeccuposaHus 3a6onesanus (yseauueHue
npoueHma ONACMHBIX KJIEMOK, NOSIBJIEHUE PAHEEe HE BblsBIeMbIX
IKCMPAameoyISPHbIX 04aA208) 8 Kauecmeae 2-20 UHOYKUUOHHO20 Kypca
uenecoobpasHo evinonHeHue kypca XT yumapabuHom™* 8 8bICOKUX
003ax 8 couemaHuu ¢ HO8bIMU AHMPAUUKAUHOBIMU AHMUOUOMUKAMU
(cm. TIpunoxenue A3.2).

B psode cnyuaes xax 2-s1 auHusi mepanuu OMJI npu nepeuuHoli
pe3ucmeHmHocmu Mmoxem 0Oblmb UCNOIb308AHA HEUHMEHCUBHAS
mepanusa #uumapabuHom** 8 mansix dosax (10 MZ/MZ 2 pasa n/k)
aubo 8 kauecmge MoHomepanuu (28 Owuell) unu 8 couemaHuu c
MansiMu 003amMu AHMpAUUKIUHO8 (8 uacmuocmu, udapybuuura™*) c
2unomemunupyiouleti npedga3soii (Dec-Ida-Ara-c) aubo mepanus
#6EHEMOKIAKCOM 68  couemaHuu ¢  2unoOMemuaupyrowumu
npenapamamu (cm. IlpunoxceHue A3.2): 1) y mex nauyueHmos, y
KOMOpuvIX 8 C8513U C KOMOPOUOHOCMBI0 UMU 803PACMOM HEBO3MOMCHO

LUCNOMb308aMb B8bICOKOJ03HbILE N00X00; 2) Yy hayueHmos ¢ 0CMpbvim



2puUmpoOIACMHbLIM U Me2akapuoOIacmHuiM  Jeliko3amu  npu
HedocmuxceHuu IIP Ha cmaudapmHbulX Kypcax; 3) y nauueHmos us3s
2pynnol Heb1azonpusiMmHo20 MOJIEKYISPHO-2eHeMU1ecKo20 NPo2HO3d.

He pexomenpayetcst BoinonHeHue TI'CK nmauyeHTam, y KOTOPBIX He
IOCTUTHYTA PEMUCCUS TIOC/Ie HEeCKOJIbKUX JIMHUM MHOYKIMOHHOMN
Tepanuu [74].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTHU IOKA3aTe/NAbCTB — 4)

KOMMeHTaprI: amu nauyueHmeosl s6J1910Mmcs kaHoudamamu Ha
8KJIIOUeHUe 8 KAUHUYecKue ucciedosaHust no U3yueHUw HOBblX
JIEKAPCMBEHHbIX npenapamaos.

PekoMeHayeTCA Yy TMAlMEHTOB IIPM KOHCTATalMy IIO3QHEr0
peuyauBa OMJI (mpomoyskuTenbHOCTh 1-i1 TP Gomee 1 roma) B
BbIOOpE TeparneBTUYEeCKOM TaAKTUKU PYKOBOACTBOBATbCS
nHopmaiueii o paHee mpoBemeHHoi XT, Ha KoTopoit OblLia
nonyyena 1-g I1P [1,7,8].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJIbCTB — 5)

KoMMeHTapwuii: K1accuiueckum 86100pom 87151emcst nosmopeHue 1-ii
UHOYKUUOHHOU npozpammsl (cm. TIpunoxcenue A3.2). Taxie moxcem
ObImb  UCNONBL30BAHO COouemaHue yumapabuHa™* e cmaHdapmHbsix
do3ax (100 Mz/M2 2 pasa 8 deHw uau 200 MZ/MZ 8 0eHb Henpepvl8HO 8
1-7-1i OHU) u udapybuyuma™** (12 Mz/Jvz2 1 pa3 8 deHv 8 1-3-ii OHu).
HIancet docmuxcerus 2-ii IIP docmamouHo evicokue (~70 %).

PekoMeHayeTcs1 malmMeHTAM IIpU pa3BUTUM pPaHHEro pelyuauBa
OMJI (mpomomkuTenbHOCTh 1-71 [IP MmeHee 1 roma) B KauecTBe 2-i1
JUHUM Tepamnuy MUCII0Nb30BaTh LiMTapabuH** B cpemneir (1 I‘/Mz)
UM BbICOKOM (3 [‘/Mz) mo3e aubo codeTaHue LuUTapabuHa™* B
BBICOKMX 103aX C aHTpaluKIMHamu [73,75,76].

VpoBeHb YyOeAUTEIBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 1)

KoMmmenTapuii: 0718 nauueHmos ¢ oxudaemoti u30b6/mouHoli
moxcuuHocmoto XT 803MOXCHOU onyueti s6875emcsi UChoib308aHue
#uumapabuHa™** 8 dose 10 MZ/MZ 2 pasa 8 deHb n/K 8 meueHue 28
omelti (cm. IpunoxceHue A3.2).



e PekoMeHayeTCA MalMeHTaM IIpU [OOCTUKEHUU O4depemHOin
pemuccun OMJI B KauveCcTBe KOHCOMUAMPYIOIIEN  Teparnuu
BbINIO/IHeHMe ajto-TI'CK [77].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTHU I0KAa3aTe/lAbCTB — 4)

KoMmmeHnTapmuii: eciu evinonHeHue amwno-TICK  HE803MOXHO
(Hanpumep, u3-3a omcymcmausi nooxodauezo dovopa), aymo-TICK
Moxem paccmampueamscs 6 kauecmee 2-U JUHUU mepanuu, HO ee
a(ppexmusHocms uemko He onpedeieHa.

e PexomeHayeTcsi y TALUMEHTOB C TSKEJIbIM COMAaTUYECKUM
CTaTycoM, 0COOeHHO B Bo3pacTte crapiie 45-50 yeT, OauTeaTbHbIMMU
rnepuogamMu IUTOMEHUM HA MHAYKIMOHHBIX KypcCaxX, a TakKxke IIpu
HaJIN4YUn HeO/IaroNPUSITHBIX XPOMOCOMHBIX aHOMaJIN
IIpoBeJieHMe  MPOrpaMMbl  HM3KOOO3HOTO  BO3OEMCTBUS  C
TUIIOMETWIMPYIOIIMM MPaiiMMHIOM  (DeluTabuH/a3auuTUaNH**,
uaapyouuuH™*, uutapadbun™*) (cm. Ilpunoskenue A3.2) [78].

VpoBeHb YOegUTENBHOCTM peKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 2)

KoMmMeHTapuii: 8sinosHaiom 2 UHOYKUUOHHBIX Kypca U, ecau
nonyuena IIP, ewe 2 KoHconudupywwux. B  danvuetliwem
OCYWlecmeisiiom NOCMOSIHHYW — noddepxcusarnwylo  mepanuno 8
meueHue 3 iem aHan02uuHsIMu Kypcamu 6e3 udapyouyuHa**

e Pexromenayetcs y nauyeHToB ¢ OMJI ¢ myTtauusimu reHa FLT3 nnn
C BbBICOKOJ 3KcIlpeccueit HemyTupoBaHHoro FLT3 (CD135)
MICII0JIb30BaTh MHTMOUTOP MpOTeMHKMHA3EI #copadhenno6™* (800 mr/
CYTKM B 2 IpueMa) B KOMOMHAIIMM C LMTOCTATUIECKUM
BO3[EeiCTBMEM UM C TIOJHOCTbIO TPAHCPETUHOEBOM KUCIOTOMN
(#TpeTuHOMH 45 MI‘/MZ/CYTKI/I) B KayeCTBe IIOCTOSTHHOI'O
BO3[ENCTBUS 00 IIPOrPeCcCUPOBAHUS WM  HeENpueMJIeMoit
TOKCMYHOCTHU [55,79].

VpoBeHb YOeAUTENBHOCTM peKoMeHJauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTeJIbCTB — 2)

KoMmMmeHTapuii: 6 ciyuae passumusi OCIOXCHEHUU npenapamol
8PEMEHHO OMMeHAmMcs U uepe3 2—3 Hedenu npuem 80300H08/110M 8
CHUMCEHHOTU 003Up0oBKe C NOCIeOYIUUM NOCMENEHHbIM 8038PAlL{€HUEM
K JieuebHoli do3e.



e PekomeHpayeTcs y maineHToB ¢ OMJI ¢ MyTauusamMu reHa c-kit wimn
BBICOKO# 3KcIIpeccueii Ha OjacTHBIX KiaeTkax CD117 paccMmoTpeThb
BO3MOXXHOCTb HasHauYeHUs MHTMOMUTOPA IIPOTEMHKMHA3
nasatuHMb6a™* (140 Mr/cyTku rocrostHHo) [80].

VpoBeHb yOeOUTEIbHOCTM peKoMeHIanuii - B (ypoBeHb
JOCTOBEPHOCTH 0Ka3aTelabCTB — 3)

e PekomeHpyeTcs y nauyeHToB ¢ OMJI 13 rpyIibl 61aronpusiTHOTO
LIIMTOTEHeTNYEeCKOr0  MpPOrHo3a  pacCMOTPeTb  BO3MOKHOCTD
HasHaueHusl masaTuHub6a™* (140 mr/cyTkm 14 gHeit ¢ MoMeHTa
okoHuaHuA Kypca XT) [80].

VpoBeHb YOegUTENBLHOCTM peKoMeHZamuit - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJlbCTB — 3)

e PexoMeHAyIOTCS mnauueHTamM Ipu pasBuTum peuuansa OMIJI
nocsie auio-TI'CK nmpekpaieHne UMMYHOCYIIPECCUBHON Teparuu u
IpOBeJleHMe PEMHIOYKIMOHHOTO Kypca «7 + 3» C BBIIIOJTHEHUEM B
repuon, amjasMu Ha 7-ii JeHb T1ocae Kypca TpaHcdy3uit
numM@ouuTOB AOHOpa [81].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJbCTB — 5)

KomMmeHTapwmii: nayueHmam ¢ no3oHum peuudusom (bonee 1 200a
nocne anno-TI'CK) moxem Ovime 8vinonHeHa 2-a anno-TICK nocrne
docmudiceHust NOBMOPHOL pemuccuul.

3.4. BeneHue mauMeHTOB C 0COOBIMM CUTYaAIIUSIMMU

3.4.1. Ocmpeulii muenoudHblii 1etiko3 ¢ 2unepelikoyumo3om

e Pexomenpayercst nipu auarHoctuke OMJI ¢ rumnepneikoumMTO30M
Ha3HaueHue #ruapokcukapbamuma** B gose or 50 mo 100 mr/kr B
IeHb (He Oosiee 3 mHe) U IIPU CHUKEHUM JIEMKOLMTOB 10 50 x 109/
a1 HauuHaTh Kypc XT. EwM unciao J/1eiMKOUMTOB B KPOBU He
yMeHbIIIaeTCs B TeueHue 2 AHei, pekomeHayeTcs HauyaTbh XT Oe3
IoaJibHeIIero rmpuema #ruapoxkcukapbammma™* [45,82].

VpoBeHb yOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — 3)



KoMMmeHTapuii: zunepneiikouumo3om 00bIMHO CUUMAM YUCIO0
Jetikouumos >100 ~ 109 /I, U 3MO COCMOsIHUEe 3aKOHOMEPHO CB513AHO C
yeeiuueHuemM nokasamenis CMepmHocmu 8 UHOYKyuu  Uu3-3a
2eMOppazuyeckux  OCJI0MCHeHUll, CcuHOpomMa Ju3uca Onyxoau u
UHGEKYUOHHBIX OCI0MHCHEHUTl [1].

’

Echu Ha ¢one eunepnetikoyumosa (>100 109 /1) UMernmcs
ouesUOHble NPU3HAKU  <«IEUKOYUMAPHbIX Cmaszoe», Hapady ¢
HasHaueHuem #2udpokcuxapbamuda** uenecoobpasHo nposederue 2—
3 ceaHcos netikoyumacgepesa. Ilpu nosieieHUU NPU3HAKO8 MYMOp-
JU3UC-CUHOpOMA ~ Ha  (oHe  YUMOAUMUUEecKoz0  CUHOpOMA
peKoMeHAyemcsl 8bIn0JIHEHUE haa3madgpepe3a e HebobLoM 00Beme (1—
1,2 1) ¢ 3ameuleHuem anbOYMuHoOM™* u nnasmoli 8 uensix
npoguaakmuku J1e204H020 JUCMpecc-CUHOpoOMa U OCmMpoli NoUeuHou
HedocmamouHocmu. Ina mozo umobsl u3bexcams «008al1bHO20»
UUMONU3a 8 YKA3AHHOU cumyayuu, MOXHO CHau4aaa 68ecmu moJibKo
yumapabud** u 3amem 8vINOIHUMBL naasmagepe3, a esedeHue
dayHopyouyuHa™** omnoxums Ha 5-7-ii OHU Kypca, a 8 nepevie OHU
Kypca 6buinojiHame njaasmagepesnt uepes 2-3 u nocne 68edeHust
uumapabuHa™* unu npepviéas Ha 8pemsi NposedeHus: npouedypbl
NOCMOSIHHYI0 UH(DY3U0 yumapabuHa **

3.4.2. MuenoudHnas capkoma

PekomMeHayeTCs MaleHTaM C BepudULMPOBaAaHHOI MUeIOUIHOM
CapKOMOJ UCITO/Ib30BaTh Te JKe TepareBTUYeCKMe MOAXOAbI, UYTO U 'Y
nanueHToB ¢ OMJI [83].

VpoBeHb yOeauTeNbHOCTH pekomeHaauuit - C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEeIbCTB — 5)

KoMMeHTapuii: npu muenouoHoll capkome NnoKasaHo hposedeHue
npozpammesl Hetiponpogurakmuku. Muenououas capkoma (CUHOHUM:
IKCMPAMeOy/IApHas ~ MueaoudHas  onyxoib, 2paHyaouumapHas
capkoma, Xiopoma) — onyxoJib, COCMosAWasl U3 MuejloudHsIx KJaemok-
npeduiecmeeHHul, B803HUKAWAs 8 JH00M Mmecme, OMJIUYHOM OMm
KOCMHO020 M032a (Haubojiee 4acmo 8 Koxe, JuMpamuueckux y3Jiax,
HeNYOOUHO-KUWEUYHOM Mpakme, KOCMsX, MsieKUX MKAaHAX U SIUYKAX).
Muenoudnas capxoma moxem paseusamucsi de novo, npeduwiecmaeys
OM/JI, B803HUKAMb  NAPALIENIbHO  PA38UMuio OMJI  unu
npesenmuposams 8 Kauecmee OaacmHoti mparcpopmavuu M/IC,
MII3 uau MAC/MII3. [uazHo3 ycmaHasiuearwwm HA OCHOB8AHUU
ouoncuu onyxos1e8020 06pa3o8aHus U UCNOJIL30BAHUSI 8 danbHeliem
uumoxumuueckux  (omneuamku) U UMMYHO2UCMOXUMUYECKUX
(buonmam) memodos [1].



3.4.3. J/leuenue ocmpozo muenoudHo20 aeliko3a Ha ()oHe
OepemeHHOCIMU

Jleuenue OMJI Ha ¢pore OGepemeHHOCMU hpo8oOUMCS 8 CMAyUOHApe
MYJBOUCUUNIUHAPHOT KOMAHOOLI 8paueti, skarouaruieti 2emamosoza,
akywepa-2uHekosi02da, aHecmesuoa02da-peaHumamonoza u umewuwet
B03MOMCHOCMU O0KA3AHUSl aKyuwlepcKoli nomowju pooopaspeuleHus 8
3KCMpeHHbIX cumyayusix [84].

He pekomeHayeTcs MalyieHTKaM [JIUTebHAasI OTCPOUYKa (>7 oHEeN)
Hauvasia jedeHuss OMJI mpu yCTaHOBJIEHUM OMAarHo3a BO BpeMs
6epeMeHHOCT B CBSI3Y C BO3SMOKHBIM OTPUIIATE/IbHBIM BAUSHUEM
3aep>XXKKM B Havasie jieyeHuss Ha TeueHue OMJI co CHMKeHMeM
3hGeKTUBHOCTU Tepanuu JaHHOTO 3abomeBaHus [84].

VpoBeHb YOeOMTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — 3)

PekoMmeHnayeTcs naiuyeHTkaM npu guarHoctuke OMJI B TeueHue |
TpUMeCTpa 6epeMeHHOCTHU BBITIOJIHUTh MUCKYCCTBEHHOE
IpepbiBaHye OepeMeHHOCTM 110 MeIMIMHCKMM IIOKa3aHUsIM B
CBSI3U C TIOBBILIEHHBIM PUCKOM CMEPTM IJIOHA WU CIIOHTAHHbBIX
aboOpTOB y >KEHIIMH, IIOAy4yaloluMX XUMMOTepamnuio, B II€pBOM
TpeMeCTpe IO CPaBHEHMIO CO BTOPbIM UM TPETbUMM TpeMeCcTpaMu
[84].

VpoBeHb YOeOMTETbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTeabCTB — 3)

KoMMeHTapuit: eciu MeHWuHd U ee CceMbsl Hacmaueawnm Ha
NposoH2UPOBAHUU OepeMeHHOCMU, JiedeHue MoXem Oblmb HAYAmo U 6
I mpumempe 6epemeHHOCMU.

PekomMmeHpayeTcsl mauyeHTKaM Ipu amuarHoctuke OMJI Ha cpoke
b6epemenHocTu 13-34 Hemenu (mocie 3aBepiieHust I Tpumectpa
6epemenHocTM) mpoBemeHue XT 1o mporpamme «7 + 3» (cMm
[Mpunoxkenue A3.2) Ha QoHe OepeMeHHOCTM IIpU YCIOBUU
aJleKBaTHOI'O MOHUTOPMHTIA IIJIOLA U aKyIIEepCKOi oMoy [84].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTM A0Ka3aTeabCTB — 3)

PekomeHayeTcs mauMeHTKaM pu auardHoctuke OMJI nocie 36-1
HeJleJIV BBITIOIHUTD pofopa3spelleHue 1o Hauana XT [84,85].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 4)



KoMMeHTapuii: npu Haauuuu 2unepetikoyumosa podopaspeuieHue
8bINOSIHSIEMCS 8 X00€ YUmopedyKmugHoll mepanuu.

PekoMeHyeTcsl MallMeHTKaM B BbIOOpe JieKapCTBEHHbBIX BEIleCTB
BO BpeMsl 6epeMeHHOCTM, B TOM UNCIe LUTOCTATUUYECKUX U
AHTUOMOTUYECKUX IIperaparos, PYKOBOZCTBOBATbCS
COOTHOIIIEHMEM PUCKA-IIOAb3bI IJ151 MaTepy U nnona [84].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTeIbCTB — 5)

KommeHTapwmii: npomusoonyxoseswie npenapamoi
paccuumel8arkmcst 8 €oomeemcmeuu ¢ 8blOpaHHOLl npozpammoli
JleueHus (6e3 pedykyuu 003) Ha NOBEPXHOCMb mena nauyueHmku 00
OGepemMeHHOCMU C KOPPEeKMUpPOBKOLi N0 macce meJia 80 8pemsl JieueHusl.
IIpu  MuU3HeyzpoXaAWUX OCIOMCHEHUSX Y Mamepu B03MOMCHO
HasHaueHue  aHmMubuomukog 0e3  yuema UX  B03MOMCHOZ0
mepamozeHHo20  8o3delicmeuss Ha Nna00  (cyabhamemokcason/
mpumemonpum™** — npu NHeBMOUUCMHOL NHEBMOHUU, 2AHYUKI08UP **
— Npu yumomezanio8upycHot uHgexyuu u m. d.)

PekoMmeHayeTcs1 MaiyieHTKaM Ha ¢oHe OepeMeHHOCTU C yUYeTOM
BO3MOXXHOTO  TepaTOreHHOTO  BO3JeiCTBUSI ~ MeTOoTpeKkcaTa™*
BBITIOJIHEHNE WHTpPATeKaJbHbIX BBENEHUI TMPOTUBOOITYXOJIEBbIX
TpernapaToB B COOTBETCTBUM C MPUMEHSIEMOJi CXeMO¥t eueHus 6e3
MCIIOJIb30BaHUsI MeToTpeKcaTa™™ [86].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

PekomeHAyeTCA TJIaHMPOBAaTh CPOK POAOpa3pelieHus] C yIeToM
IHelt BBelleHMs MTPOTUBOOITYXOJIEBbIX MperapaToB — He paHee uem
yepe3 2-3 He#enu T10cie BBeNEeHUS IPOTMUBOOITYXOJIEBBIX
nmpenapaToB — B LleNSIX  yMeHbIIeHUS  BepPOSITHOCTU
Muesiocyrnpeccuu y miogaa [85].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

PekomeHpayeTcs 0epeMeHHbIM ranyeHTKam BBITIOJIHSITh
poJlopaspeliieHNe MeTOIOM KecapeBa ceueHus [85].

VpoBeHb yOeauTEeNbHOCTH pekomeHpauuit - C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)



KomMmeHTapwuii: 8si60p chocoba podopa3speuleHusi onpedensemcs
COCMosiHUeM  hioda, CcoMamuueckum cmamycom nayueHmku,
2eMamosio2utecKuUMuU noxKasamensMu u Cmpozo 8 coomeemcmeuu C
akywepckumu nokazavusimu. CamonpousgoibHvle podvl Mozym Oblimb
8bI0paHbl KAk cnocob podopaspewieHus Mmoabko Npu Haauuuu y
nauueHmku pemuccuu OMJI, ydosnemeopumenvHbix nokasameJeli
2eMO2PAMMbl, XOPOUWIEM COMAMuU4YeckoM cmamyce nayueHmku u
COCMOsIHUU NJ100a.

e He pexkomeHayercs TalMeHTKaM C YY€TOM BO3MOXHOCTU
pa3BUTUS TeMopparmyeckux ¥ UHQEKIMOHHBIX OCIOXKHEHU
BBITIOJTHSTH TIPU POJOpa3pellieHn| SMUAYPATbHYIO0 aHeCTe3uIo Mpu
TpoMmbo1uToneHun <100 x 109/11 [87].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5)

e PeromeHayeTCs npu IVIAaHOBOM npexaeBpeMeHHOM
pomopaspelieHMy Ha  Ccpoke 24-35 Hemenu  IPOBOIUTH
NMPOUIAKTUKY CUMHIPOMa OCTPOTrO PecnMpaToOpHOTO AucTpecca y
HOBOPOKIEHHOTrO — B/B BBeJeHMe #1eKkcameTa3oHa™™* 12 Mr B CyTKU
B TeueHue 2 nHeli nepen pogamu [88].

VpoBeHb yOeOUTEIbHOCTM peKoOMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3)

3.5. ConmpoBoauTebHasA Tepanmus

e PekomeHpayeTcsi BceM nanueHtaMm Ipu  nposemeHun XT
npoduaakTMKa U jJeyeHue TOUIHOTHI M PBOTHI B 3aBUCUMOCTU OT
SMETOTeHHOr0 IIOTeHIMasia IPOBOLMMOIO JIeUeHMsI COITIaCHO
CYILIEeCTBYIOIIMM NPOPUAbHBIM peKoMeHaauusIMm [89].

VpoBeHb YyOeOUTEIbHOCTM peKoMeHnanuii - B (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTelabCTB — 3)

e Pexomenpyercss nanuentam ¢ OMJI mocie rnpoBeneHMsT KypCOB
MHTEHCUBHOM IIOJIUXUMMOTEpAIIUM, Y KOTOPBIX OXUOAETCS
IVIATENIbHBIV IIepuol, HEMTPOIIEHUM U B CBSI3M C STUM BbICOKAS
BEPOSITHOCTh  TSDKENbIX MHQPEKIMOHHBIX  OCAOXKHeHMM, mjis
YMEeHbIIIeHUS IJIUTEIbHOCTU rnepuona HeNTPOIIeHU
UCII0/Ib30BaHMEe rperiapaToB IPAHYIOLUTAPHOTO
KOJIOHMeCcTUMYyupytoiero gakropa [90].



VpoBeHb YyOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — 4)

He pekoMeHayeTcA BCeM IallieHTaM C YYE€TOM BbICOKOIJA
BEpPOSITHOCTY (OpPMUPOBAHUSI PE3UCTEHTHOI MMKPOQUIOphI, a
TaKxKe 8b1COKO1 uacmomat uHgexyuii, 8bI36AHHbBIX
9HMepobakmepusmMu ¢ npodykyueti bema-iakmamas paculupeHHozo
cnekmpa, IpoBeJieHe TTepBUUYHON TPOOWIAKTUKM 6aKTepuaabHbIX
mHdekuuit npu  OMJI  aHTUOMOTMUECKMMM  IIpernapaTaMu
(cenekmueHas 0ekoHmamuHayust KuweuHuxa) [27,28].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

PekoMeHayeTcCs TalleHTaM B XO[e IIPOBeleHUsI MHTEHCUBHO
MHAYKLIMOHHOI XT BbiMo/MHEeHMEe TPOGWIAKTUKY MHBA3UBHBIX
MMKO30B [103aKOHA30JIOM B KIMHUKAX, B KOTOPbIX YacTOTa
BO3HMKHOBEHMSI MHBA3MBHOTO acriepruuiesa Ipesbimaer 10 %
[27,28].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

KoMmeHTapuii: nayueHmam, y KOMOpslXx HA Npeoulecmeyroujux
kypcax XT Obin OJuazHOCMUpoOBaAH UHBA3UBHbIL acnepauies,
npogooumcsi 8mopuuHasi Nnpomueozpudkosas npoguiakmuka u
UCNONB3ylom mom npenapam, npu HA3HAYEHUU KOmopozo Obl1o
docmuzHymo  usjieyeHue Om UHBA3UBHO20 dacnepauinesd. B
OoNbUIUHCMBE CIyUaes ¢ ImMoti ueiblo NPUMEHSIOM 80PUKOHA307 ™,

PekoMeHayeTcsT B KadyecTBe aHTMOMOTMKOB 1-ro 3Tama Impu
dbeOpMUIbHON  HENTPOIeHUM MCIIOAb30BaTh Iledomnepas’oH +
[cynbObakTaM]**, nunepauw/uiMH + [TazobakraMm], medenum™,
medrasugum** B pekume JO3MPOBAHMS B COOTBETCTBUU C
3aperucTpUPOBAHHBIMU MTOKa3aHUSIMMU [28].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

KommeHTapmit:  modugukauuro  aHmuMukpoOHOU — mepanuu
nposoodsam 8 coomeemcmeauu ¢ 0aHHbvIMU NPOBEOEHH020 00C1ed08aHUS
(KT, muxpobuonozuueckue uccnedogavus u m. 0.). Ha3znaueHue
kapbaneHemMo8 8 Kauecmee daHmubuomuxkos 1-20 smana npu
(pebpunbHoll HelimponeHuu 060CHOBAHO Y NAYUEHMO8 ¢ CeNMUUECKUM



WOKOM, a makxe 6 KIUHUKAax, 20e 6 3muojoz2uu UHpeKyul
npeobnadaiom 3Hmepobakmepuu ¢ npodykuyueti OGema-1aKkmamas
pacuiupeHHozo cnekmpa.

PekomeHayeTcs TPy HAIMUMY TYMOPaIbHOTO UMMYyHOAebUIINTa U
TSDKeIbIX MHQEKIMOHHBIX OCI0XHEHMI1 (Cerncuc), B TOM uucie
BUPYCHBIX  (LMTOMeErajoBupycHasi) MH@exkuuit, TpaHcysun
nperapaToB B/B MMMYHOITIOOY/IMHA HOPMAa/JIbHOTO 4eJI0BeYeCKOTO
[91,92].

VpoBeHb YyOegUTENIbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5)

PekomeHnpayetcs BBITIOJTHEHME TpaHchy3umn
TPOMOOKOHIIEHTPATOB IIPM KOJIMYECTBE TPOMOOIIUTOB B
nepudeprueckoii Kpou <20 x 109/11 [93].

VpoBeHb yoeauTenbHOCTM pekoMeHzmanuii - C (YypoBeHb

JOCTOBEPHOCTHU J0Ka3aTeJIbCTB — 4)

KoMmeHnTapuii: /1:000e hposiejieHue 2emMoppazuueckozo cuHopoma
(nemexuanvHbie BbICLINAHUS, O0COOEHHO HA CAU3UCMOLi 000/0UKe
nosiocmu pma, auye u nepedHeli noeepxHOCMuU 2pyOHOll KaemkKu,
JI00ble KpoB8omeueHusl) u/uiu nossviuleHue memnepamypsl meyid evillie
37,5 °C Oaxe 6 omcymcmeue $86H020 ouaza uMgexyuu mpebyom
8bINOJIHEHUST  MpaHchy3uu  mpomOOKOHUeHmpamos odaxce npu
Konuuecmee mpomboyumos 8 nepugpepuueckoii kposu >20 x 109 /7.
AHanozuuHsle nokasavus O0ns Mpaucysuu mpomOOKOHUEeHMpamos
npu nodzomoske nayueHma neped BbINOJIHEHUEM UHBA3UBHBIX

npoueoyp.

PekomeHayeTcsl mMalyMeHTaM TIpM  BbISBJIEHUM IIPU3HAKOB
aJIJIOCeHCUMOMIN3alMK Tepe/inBaTh KOHIIEHTPAThl TPOMOOIIMTOB I10
nom6opy. B 1ensx ImpeomoseHMs] a/UIOCEHCUOMIMU3ALMU MOXKHO
peKOMEeHIOBaTb W BBINOJIHEHME cepuu (He MeHee 4-5)
niasmadepeson (0,5 o6beMa UPKYAUPYIOIIEI IIa3Mbl 3a C€aHC C
3aMellleHreM  aabOyMMHOM™*) ¥  BBINIOJIHEHMEe TpaHCPy3uit
66nmpmnx (12—-16), uem cpenHme (6—8) m03bl TPOMOOKOHIIEHTPATOB
[94].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJbCTB — 5)

PexomeHnpayercss y nanyeHToB ¢ OMJI nmommepkuBaTh lieeBble
ToKasaTe/u reMorja00MHa TpaHChY3USIMIU IPUTPOILIUTCOAEPKALINX



cpen, Ha ypoBHe He H1ke 80 /a1 (remaTokpuUt He meHee 20 %) [95].

VpoBeHb yOeOUTEIbHOCTM peKoOMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTHU IOKA3aTe/lAbCTB — 2)

PekoMmeHayeTcsa Ipy HaJIMUMM  HApYLIeHUA [J1a3MEeHHOro
reMocrasa (TMIIO- U TUIIePKOAryJisiiiys) BbIIIOTHEHMe TpaHCy3um
IpernapaToB ¥ KOMIIOHEHTOB KPOBU (CBeXe3aMOpOXKeHHas Iia3Ma,
KpUoTpeunuTaT, aHTuTpomous III) [96].

VpoBeHb YyOegUTENIbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeJbCTB — 5)

KoMmeHTapuii: nokasavus u 00sem mpaHc@y3uoHHoli nodoepiKu
onpedensiomcsi nNoKaamensiMu Kodzyn0zpammsl U KJAUHUYECKOT
cumyayueti.

PekoMeHayeTCs IIpM BOSHUKHOBEHUM OCTPOTO WJIM XPOHUUECKOTO
60s1eBOr0 CMHApPOMA YTOUHEHMe 3TUOI0THM 60mu. [Ipy BbISIBIEHUMN
ouara BocrajeHus: — MpoBefeHe He0OXOOMMBbIX MepOIIPUSITHIL 110
JleYeHMI0 ouara BOCMaJeHUSs COTIACHO  COOTBETCTBYIOLIUM
KIMHUYECKUM peKOMeHZauusm (BKIouasi, IpyM HeoO6XOOVMOCTH,
Xupypruueckoe Jjedenme). Ilpu wuckiaoueHMr WMHPEKIMOHHO-
BOCIIQJIUTENIbHOI MPUPOAbI 00€BOT0 CUHIApPOMAa PEKOMEeHIYeTCs
TpoBeieHNe 06e360/MBaloIel Tepanuy COIIaCHO CYIEeCTBYIOIIMM
MIPOTOKOJIAaM 06e360/MBaHMs (CM. COOTBETCTBYIOIIME KIMHUYECKIE
pekoMeHZAUMM [0  XPOHMYECKO  6oam,  KIMHUUYECKUe
peKoMeHJalK 110 aHeCTe3MOMIOTHM), B TOM UMc/Ie TI0 ITOKa3aHUsIM
— ¢ T[pUMEHEeHMEeM  HapKOTMYECKUX U  IICUXOTPOITHBIX
JIeKapCTBEHHBIX IIperapaTos, C yu4eToM BO3MOYKHBIX
MPOTMUBOIIOKA3aHMIt, CBSI3aHHBIX C  I[UTOTIeHMEN, MHBIMU
KIVMHUYECKUMU CUTyauusimu [97].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTeJbCTB — 5)



4. PeaOuauranmus

CneyuansHoix memodos peadurumauuu npu OMJI He cywecmayem.

e PekomeHAayeTcs1 TIpOBefieHMe peabWwIMTalMM TAlMeHTaM IIpu
BO3HMKHOBEHUM OCJIOKHEHUI TMOC/Ie 3aBeplieHus] IPOrpamMmbl
Tepanuyu OMJI B paMKax COOTBETCTBYIOLIUX HO30/10TU1 [98].

VpoBeHb yOeauTeNbHOCTHM pekomeHpauuiti - C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KomMmeHTapwuii: npu npoeedeHuu NOAUXUMUOMEPANUU B03MOXCHA
kapouo-, z2enamo-, Helipo-, Heppo- u Opyzas MOKCUUHOCMb,
nociedcmausi Komopoti Mozym nposieiimuCs U nocie ee OKOHUAHUS.
Ilocne oKoHuaHmusi JleueHust 8ecmu 300p08blli  00pa3  HU3HU,
UCKJIIOUUMb UHCONAYUI0 U (hu3uomepanesmuueckue npouyedypeol.



5. IIpodpuaaxkruka

Cneunduueckoii npodmaakTuKM BO3HMKHOBeHMsT OMJI He
CYyIeCTBYeT.

e PekoMeHAyeTCs IalMeHTaM B paMKax [OUCIIaHCEePHOTO
HaOMOeHUsT  ToCJIe OKOHYaHMsl IMporpaMmbl Tepanuu OMJI
BBITIOJIHSITh MCC/IeNOBaHMe OOIIero aHaan3a KPOBU KayKIbIi MecCsI]
B TeueHMe IepBbIX 2 JeT U 3aTeM — 1 pa3 B 2—3 Mecs1ia JIo 5 jieT oT
Hayvajia JieYeHNs ; BBIIIOJHATh MYHKIUM KOCTHOTO MO3Ta B TeUeHMe
1-ro roma 1 pa3 B 3 mecsiia, gajgee — 1 pa3 B 6 MecslieB B TeUeHUe
2-r0 ropa, mauee — 1 pa3 B rof 10 5 jieT HaGMIOAeHUS 11 KOHTPOJIST
o dexTMBHOCTM JIedeHUSI UM  CBOEBPEMEHHOIO  BbISIBJIEHUS
peuugusa [1].

VpoBeHb YyOegUTENbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0KAa3aTelbCTB — 5)

KoMMeHTapuii: HeniaHo80e Ucciedo8aHue 2emMozpammbl NOKA3AHO
npu nw00blx U3MEHEHUSIX 8 COCMOsIHUU hauueHma. BhennaHosoe
uccnedosaHue KOCMHO20 M032d NOKA3AHO NPU 8bis8/IeHUU Jt00bIX
U3MeHeHULl zemozpammsl. BoavluuHcmeo peuudusos npoucxodsim 8
meueHue 1-3 nem nocie okoHuauHuss mepanuu. CmaHoapmu308aHHble
8PEMEHHbIE MOUKU B83IMusl KOCMHO20 Mo032a HeobXo0umsl hpu
MoHumopuHze MOB.

Oprauusanus oKkasaHusI
MeOULIMHCKOM ITOMOIIIA

MenuiiMHCKas ITOMOIIb, 32 MCKIIOUeHeM MeOUIIMHCKOV MOMOIII
B paMKax KJIMHMYECKOW ampobaiuyu, B COOTBETCTBUU C
QenepanbHbiM 3akoHOM oOT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «O6 ocHOBax OxXpaHbl 3M0POBbS TpaskaaH B Poccuiickoit
denepal» OPraHU3YyeTCsT ¥ OKa3bIBAETCSI:

1.B COOTBETCTBMM C IIOJIOKEHMEM OO0 OpraHmsanuy OKa3aHUS
MeOMIMHCKOM TIIOMOIIM II0 BUIAM MEIMIIMHCKOM IIOMOIIY,
KOTOpOe YTBEePXKAAeTCs YIIOTHOMOUYeHHbIM DefiepabHbIM OpraHOM
MCITOJTHUTEIbHO BJIaCTH;



2. B COOTBETCTBMM C IIOPSIIKOM OKa3aHMs MOMOIIM II0 MHpoduiio
«IeMaTo/IoTusI», 00s13aTe/IbHbIM [JII MCIIOJTHEHUS Ha TeppUTOPUM
Poccuiickoi ®@enepanyy BCeMy MeAULIMHCKMMY OPraHMU3alusIMu;

3. Ha OCHOBE HACTOSIIUX KIMHUYECKX PEKOMEHIalluii;

4. C y4eToOM CTaHAAPTOB MEeOULMHCKOI TIOMOIIM, YTBEPKIEHHbIX
VIIOJIHOMOYeHHbIM ~@DenmepajibHbIM OpPraHOM  MCIIOJIHUTEIbHOM
BJIACTMU.

[lepBuuHas crenuaaM3upoBaHHAs MeOUKO-CaHMUTApHas MOMOIIb
OKa3bIBAeTCSI  BpPauyOM-TeMAaTOJIOTOM ¥  MHBIMM  BpadyaMm-
CIIelMaJNCTaMM B IIeHTpe amOyJaTOpPHOM TIeMaTOJ0rMuYecKoii/
OHKOJIOTMYECKOI ITOMOIIM OO0 B IIEPBUYHOM I'eMaToIOrnuecKom/
OHKOJIOTMYECKOM KabuHeTe, II€PBMUYHOM TeMaTOJIOTMUeCKOM
OTHEJeHUM, IIOIUKIAMHUIECKOM OTOEJIEeHUM OHKOJIOTUYECKOTO
IMCIIaHcepa.

[Ipu BeIIBAeHUMM y nauyeHta OMJI mam momo3peHUM Ha Hero
Bpauu-TepareBThl, BpauM-TepaneBThl y4acTKOBble, Bpauu 0OIIeit
IPAaKTUKM (CeMelHble BpauM), BpauMU-CIELUAJINUCTbI, CpegHUue
MeOUIIMHCKME PaObOTHMUKM B YCTAaHOBJIEHHOM ITOpSIIKe HAIIPaBJISIIOT
rainyueHTa Ha KOHCYJIbTAIlMI0O B ILIEHTp amOyJIaTOPHOI
reMaToJIOTMUYECKO/OHKOIOTMUEeCKON MTOMOIIM JIMOO B MepPBUYHbIN
reMaToJIOTMYeCKUii KabuHeT, IIepBMUYHOE TIeMaToJIOTUUYeCKOe
OTHe/leHMe MEeOULMHCKOM OpraHmM3auum MOl OKa3aHusl eMy
TIEPBUYHOI CIIeMaaIUn3UPOBAHHON MeIUKO-CAaHUTAPHONM [TIOMOILN.

Bpau-remartosior amOy/JIaTOPHOIO WM CTAallMOHAPHOTO 3BeHa
reMaToJIOTNUYeCcKOoit IIOMOLLIN OpraHusyer BBITIOJTHEHME
IMarHOCTUYECKUX MiCccIeqoBaHMiA, HeoOXOIMMBbIX IS
YCTaHOBJIEHMSI IMArH03a, BKJIIOUasl paClIpOCTPAaHEHHOCTh M CTaIMIO
3a00j1eBaHMSI.

B c1yyae HEBO3MOXXHOCTM IIPOBeIeHUSI IMAaTHOCTUYECKUX
MCC/IeAOBaHMII IMAlMeHT HallpaBJjseTcsl JiedyallMM BpauoM B
MEeIUIIMHCKYI0 OpraHM3allMi0, OKa3bIBAIOIIYI0 MEeIUIIMHCKYIO
IIOMOIIIb ITalIMeHTaM C TeMaToJIOTUMYeCKMMM 3a00/IeBaHUSIMMU, IJIS
YCTAHOBJIEHMSI AMArHo3a U OKa3aHus CIeluaJIu3upPOBaHHONM, B TOM
Yycjie BBICOKOTEXHOJOTUYHOM, MeIUIIMHCKOM ITOMOIIIH.

ITpu BoeIsiBIeHU OMJI uan mogo3peHuyM Ha Hero B Xome OKa3aHUs
CKOpOIl MEeOMIIMHCKOM TIIOMOIIM IlallMeHTa I[IepeBOIsAT WU
HaAIlpaB/JSIOT B MeOUIMHCKME OpraHm3aluy, OKa3bIBalollue
MEIUILVHCKYI) IIOMOIb IalMeHTaM C TreMaToJOTrMYeCKUMU



38.60)'[6B8.HI/IHMI/I, JJIs1 ornpeneneHmnd TaKTUKU BedeHuss u"
HEO6XO,ZU/IMOCTI/I IMpMMEeHEHNA MOOIIOJIHUTEIbHO AOPYyIrmx MeTOJ0B
CIIeIMaJin3MpoBaHHOTIO ITPOTUBOOITYXOJIEBOI'O JIEUCHMSI.

CnenuanuMsupoBaHHasi, B TOM 4MCIe BbICOKOTEXHOJOTMYUHAS,
MeOUIIMHCKAsl MOMOIIb OKa3bIBAeTCs BpauaMMU-TremMaToJorTaMy B
MEeOUIIMHCKMX OpPraHM3aLMIX, OKa3bIBAIOIIMX MEeIUIIMHCKYIO
MoMoIb nauyedtam ¢ OMJI, MMemuX JUIeH3UI0, He0OXO0AVMYIO
MaTepuaJbHO-TEXHUYECKYIO 6a3sy, cepTUdULIMPOBAHHBIX
CIIEIIMAICTOB, B CTAllMOHAPHBIX YCJIOBUSIX M YCJIIOBUSIX THEBHOTO
CTalOHapa ¥ BKIIOYaeT NPOMPUIAKTUKY, AUATHOCTUKY, JIeUeHNe
reMaToJIOTMYeCKMX 3a00/eBaHMii, TPeOYIOINX WCIOIb30BaAHMS
CIIelIMaJbHbIX METONOB M CJIOKHBIX YHUKAJIbHBIX MEOUIIMHCKUX
TEeXHOJIOTH, a TAaK:Ke MeAUILIMHCKYIO peaduaInuTaIuIo.

B MepguumHCKOM oOpraHmM3aluy, OKa3bIBAWOIIEN MeOUIMHCKYIO
nomMompb nanumeHram ¢ OMJI, TakTMKa  MeOUIIMHCKOTO
006c/IeqoBaHMs U JIeYeHMSI  YCTaHaBJIMBAETCS BpayaMu-
reMaTojoraMu C IIpUBJIeYeHMEM IIPU HeOOXOOMMOCTU OPYTUX
Bpaueli-CrenuaaucToB, MpU HEeOoOXOOMMOCTM C IIpOBedeHNeM
KOHCUInyma. PelleHre KoHCcwInmyma Bpadeil  odopmiseTcs
IIPOTOKOJIOM, TTOAMMCHIBAETCS YUYaCTHUKAMM KOHCUJIMYMa Bpauei u
BHOCUTCS B MEAULIMHCKYIO JOKYMEHTALMIO MaljieHTa.

[TokazaHMsl K roCOUTaau3aluMy B KPYIVIOCYTOUYHbBI MM OHEBHOM
CTalyoHap MeOULVHCKOM OpraHMu3alumu, OKa3bIBaWILEN
CrleuaamM3poBaHHYI0, B TOM UMC/Ie BBICOKOTEXHOJIOTUUHYIO,
MEeIOUIIMHCKYIO IIOMOII[b 10 POUIIo «T'eMaTOJIOTUS»,
OIpefessiloTCS  BpayoOM-reMaToJOTOM/KOHCUMIMYMOM Bpauei C
IIpUBJIeYEHNEM npu HEeoOXOIMMOCTHU APYIUX Bpaueil-
CIIeLaINCTOB.

IlokazaHus OJ1s IMJIAHOBOM roCIIMTAaIM3al N :

rogo3peHue/ycranoBienme guardosa OJI;

IuarHoctuka penuausa OMJI;

rpoBefieHre ouepegHoro Kypca XT B yCI0BUSIX KPYIVIOCYTOYHOTO
MO0 THEBHOIO CTALMOHAPa;

rpoBeneHue 3arvianMpoBaHHom TI'CK;

BBITIOJIHEHME TVIAHOBBIX XUPYPIrUUYeCKUX BMEIIaTelbCTB;
BBIIIOJIHEHME MJIAHOBBIX 9KCTPAKOPIIOPATIbHBIX METOAOB OUMILEHMS
KPOBU M 3aMeCTUTEJIbHOI ITIOYeYHOM Tepalnu;

TIpoBeJieHe 3aMeCTUTE/IbHOM TeMOKOMIIOHEHTHO Tepalinu.

[Toka3zaHus OJis1 SKCTPEHHOM rOCIIUTAIN3alUN:



HEOTJIOKHbIE COCTOSSHUS Y TanyueHToB ¢ OMJI 1 npu momo3peHun
Ha OJI:

fefixomyTo3 >100 x 107/7;

dhebpubHas IMXOpaaka M MHQEKIMOHHbIe OCJIOKHEHUs Ha (oHe
HeiTporneHuu nocie kypca XT;

reMopparmyeckuii CMHAPOM;

TPOMOOTHUYECKIE OCTIOKHEHNS ;

HeoOXOIMMOCTb  TPOBeIeHMs]  SKCTPEHHO)  3aMeCTUTeIbHO
reMOKOMIIOHEHTHOM Tepannu;

IpyTye CHUCTeMHbIe HapylleHusl, O0O0yCIOBJIeHHbIe TeUeHUEM
OCHOBHOTO  3abojeBaHMSI WM  PE3BUBIIMECS  BUIENCTBUE
IIPOBEJIEHHOTO JIeYeHMSI.

IIokazaHMs K BBIIIMCKeE IMallMeHTa U3 cTanMoHapa:

BOCCTAHOBJIEHME TIOKa3aTesieii rnepudepnyeckoil KpoBu (ypoBeHb
JIGMKOLIUTOB >1 109/11, rpaHyaouuTOB >0,5 x 109/11, TPOMOOILIUTOB
>50 x 109/n, remorio6uHa >80 /1) rocie ouepegHoro Kypca XT;
HOpMOTEpMMST B  TeueHue 3-5 CyTKM U  OTCYTCTBUE
HEKOHTPOIMPYEMbBIX MHQEKUIMOHHBIX OCJIOKHEHUT B
MOCeKypCOBOM Mepuoe;

KyI/POBaHMe reMopparndeckux OCJIOKHEeHMIA;

KyIIMPOBaHMe TPOMOOTUYECKMX OCIIOKHEHMIA;

KyIIMPOBaHMe CUCTEMHbBIX HapylleHMs, 00yCTOBA€HHbIX TeUeHUeM
OCHOBHOTO  3abojieBaHMSI WM  PasBUBLIMXCSI  BCIEACTBUE
MIpOBeIeHHOTO JIeUeHMSI.

3aKkjaoueHre O 1IeJiecoo0pa3sHOCTM IlepeBoja ITallMeHTa B
NPOUAbHYI0 MEAUILIMHCKYIO OpraHu3aIiio OCYILeCTBISeTCs Iocye
TIpeaBapUTEeIbHOI KOHCY/IbTallUM I10 IIpeoCTaB/JIeHHbIM
MEeIUILIMHCKUM [TOKYMEHTaM W/Uau TIpeaBapUTeIbHOTO OCMOTpa
MalyeHTa BpauyaMy-cCIielaaucTaMy MeIUIIMHCKOI opraHu3aluu,
B KOTOPYIO INIAaHUPYETCs IepeBol.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

«MonexkynsipHasi» Tepanmsi

Ilpozpecc 6 usyueHuu MoJsekysipHo20 hamozeHesa OMJI npueen K
pa3pabomike HOBbIX <«MOJIEKYJISIPHbIX» Npenapamos, m. e. MOJeKYl,
MeXamu3m Oeticmausi KOmopwiX C8513aH C 8JUSHUEM Ha 0enKu, (GyHKUus
KOMOpblX U3MeHsilemcsi 8 pe3y/bmame Mmymayuu uiu mpadcaokayuu
(mapzemHoe 8o3deiicmeue). Hanpumep, 2eHemuueckue U3MeHeHUs
npueoodsam K Mymayusim 8 2eHax, akmusupyouux kackadsl mpaHcoykyuu
cueHana (Hanpumep, FLT3, KIT, RAS), K CIUSIHUK 2€HO8 UIU MYMAYUsMm,
npueooawuM K NOBbIWEHUI UIU Y2HemeHUlo MpaHCKPUNYuoHHol
akmueHocmu (Hanpumep, PML-RARA, RUNXI1-RUNXITI1, CBFB-
MYHI11, CEBPA) unu K HapyweHur @QyHKYUuU 2eH08, B08JIEUEHHbIX 6
nepedauy cuzHana (Hanpumep, NPM1, NUP98, NUP). Hecmompsi Ha mo
umo 01 HEKOMopslx npenapamos, 0elicmeyrujux Ha MOJIEKYNSIPHOM
ypo8He, u Ovlia npodemMoHcmpuposaHa 3pgexmusHocmes npu OMJI, yice
Ha cmaduu KJAUHU4eCcKux uccciedo8auii Ovllo NOHAMHO, UMO
OONBWUHCMBO U3 HUX HEoO0X00UMO UCNONb308aMb 8 COUemaHuu Co
CMaHoapmHsiMu NpoMuUBOONyxonesviMu hpenapamamu. B Hacmosuwee
gpems npogodumcsi 00/bliOe UYUCA0 KAUHUUEeCKUX UCCnedosaHuti no
usyueruto a¢ppexmusrocmu npu OMJI u 6e3onacHocmu npenapamos u3
pasiuuHslx (hapmayesmuyeckux pynn.



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Kputepun kayecrBa

OueHka
BbINOJIHEHUSA

Y nauyueHTa ¢ nogospeHnem Ha OMJ1 unm Npm NepBMYHOM nNpueme
naumeHTa ¢ OMJ1 BbINOSIHEHbI C60p Xanob, aHamMHe3a M OueHKa
06bEeKTMBHOro craTyca

DNa/Het

Y nauyueHTa ¢ nogo3peHnem Ha OMJ1 unm Npm NepBUYHOM Npueme
naumeHta ¢ OMJ1 BbINONHEH OOWMI KJIMHUYECKNIA aHaNN3KPOBMU
pa3BepHyTbI C MOACYETOM NenKouuTapHOW GOopMynbl U 4nucna
TpoMbouunTOB

Da/Het

Y naumeHTa c nogospeHmeM Ha OMJI nonyyeH UUTONOrMYECKUin
npenapat KOCTHOMO MoO3ra nyTeM MyHKUMW U  BbINOJSIHEHO
LMTONIOrMYECKOe  uCCneaoBaHME  Mas3Kka  KOCTHOro  Mosra
(Mnenorpamma), unm, NpuM HEBO3MOXHOCTW MOMyYEHUs acnupaTa,
NOSlyYeHU T[UCTONOTMYECKUIA npenapaT KOCTHOrFO Mo3ra U
BbIMOJIHEHO umMTonormyeckoe [ MMMYHOLIMTOXMMNYECKOE
nccrnepoBaHve OTrneyaTkoB TpenaHobuonTaTa KOCTHOro Mo3ra

Da/Het

y naumeHTa C noao3peHnem Ha OoMN BbIMNOJIHEHO
LUMTOreHeTn4eckoe nccnefoBaHue (kapuoTtun) acnupaTa
KOCTHOro Mo3ra

Na/Het

Y nauymeHTa ¢ nogospeHnem Ha OMJ1 unm Npm NepBMYHOM Npueme
naumeHTa ¢ OMJ1 BbINOMHEH aHanM3 KpPOBUM BMOXMMUYECKUNA
obuwleTepaneBTMyeckmin  (KpeaTuUHUH, o0b6wun 6enok, obwuni
6unnpybuH, naktataernaporeHasa)

HNa/Het

y naumeHTa c noao3peHnem Ha OMN BbIMOJIHEHO
CMUHHOMO3rOBYI0 MYHKUWIO C CEpPOSIOrMYeckuM uccnefoBaHueM
nnKBopa

Ha/Het

Y nauvmeHta ¢ OMJT po Havana cneunduyeckon Tepanuu
BbIMOJIHEHA peHTreHorpadusa opraHoB rpyAHON KNeTKu u/unm KT
OpraHoB rpyAHOM KNEeTKU U/UNKN FoSIOBHOro Mo3ra

Na/Het

Y nauweHTa C BMepBble AWArHOCTUpoBaHHbIM OMJ1 nocne
3aBepleHns BCeX AMAarHOCTUYECKUX MeponpuaTUi nposBeaeHa
MHAYKUMOHHasA Tepanus

Da/Het

Y nauuweHTa ¢ BepuduumposaHHbiM OMJI1, gocturwero NP nocne
MHOYKUMOHHOrO 3Tana Tepanuu, BbIMOJIHEHA  nporpamMMa
KOHCONMMAaunn pemmccnmn

DNa/Het

10

Y naumeHTa c BepudumumpoBaHHbiM OMJ1, gocturwero MNP nocne
MHOYKUMOHHOIrO 3Tana Tepanuu, npoBeAeHa KOHCyNnbTauus B
TPaAHCMNAAHTAUMOHHOM LEeHTpe B TeyeHne 3 MecsueB OT MOMeHTa
pnoctuxenna [P ans pelweHus Bompoca O BO3MOXHOCTM U
LenecoobpasHoCTU BbiNoaHeHUs anno-TKM/anno-TrCK

Na/Het

11

y nauueHTa, nosiyyatoLLero Tepanuio no nosoay
BepuduumpoBaHHoro OMJ1, nocne OKOHYaHWs KOHcoNuaauuu
peMmnccun NpoBeAeHO LMUTONIOrMYeckoe ucclefoBaHne acnuparta
KOCTHOro Mo3ra

Na/Het

12

y naumeHTa, nosyyaroLiero Tepanuio no nosoay
BepuduumpoBaHHoro OMJ1, nocne 3aBepLleHMs BCE NMporpaMmMmbl
Tepanuu NpoOBEeAEHO LMTONOMMYECKOe WCCnefoBaHve acnupara
KOCTHOrO Mo3ra

Na/Het

13

Y naumeHTa C KOHCTaTUPOBAHHbLIM PE3UCTEHTHbLIM TeyeHnem OMJ1
BbIMOJSIHEHA CMeHa TepanuuM Ha  nNporpaMMmy  JfeveHus
pe3nCcTeHTHbIX opm OMJ1

Na/Het

14

Y naumeHTa C KOHCTAaTUPOBAHHLIM peunanuBOoM MpoBeaeHa
Tepanusa nNo nporpaMmme nedeHus peumamea OMJ1 unm HasHadeHa
nannnaTnBHaa Tepanus

Na/Het
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IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBass ayauTOpusi KIMHUUYECKUX PEKOMEHIaluin:

* BpauyM-reMaToJIOTH;

* BpauM-OHKOJIOTH;

® Bpauu-TepareBThl;

® BpauM-aKyllepbl-TMHEKOJIOTH;

* BpaulM-aHeCTe3MOJ0TU-PeaHMMaTONOTH;
e KIMHMYeckue hpapMaKkoIOTH.

MeTomosiorusi coopa IOoOKasaTeJabCTB. MeTOmbl, MCIIOb30BaHHBIE
1711 cOopa/ceeKuy JOKa3aTeIbCTB:

® JTIOMCK HY6)'II/IK&LU/II71 B CIIeIMa/IM3MPOBAHHBIX IIePUOANYECKUX
ITe4aTHbIX U3 O0dHUIX;
® JIOMCK B 3JIEKTPOHHBIX 6asax JaHHDbIX.

ba3pl [JaHHBIX, MCIOOJIb30BAaHHBIX MJsA  COOpa/ceneKuuu
JOKa3aTejabCTB. JlokasaTenbHOV 0a3oii s  peKoMeHaaluii
SIBJITIOTCSL My6GiuKauuu, Boienine B KOKpeiiHOBCKYH OMOIMOTEKY,
6a3pl maHHbIX PubMed 1 MedLine. I'lmyObuHa momcka coctasisiia 30
JeT.

METOI[I»I, HUCITIO/Ib30BaHHBbIC IJ)IsI aHAaIN3a JOKa3aTe/IbCTB:

e 0030pbI OITyOJMKOBAHHBIX METa-aHAIN30B;
* cucTeMaTHyecKye 0030pbI C TaONMIIAMM JOKA3aTe/IbCTB.

MeToapbl, HUCII0/Ib30BaHHbIE AJIs1 KauecTBa nu CHUJIbI
AJOKa3aTe/IbCTB.

® KOHCEHCYC 3KCIIePTOB;
e OLlEHKa 3HAauUMMOCTM  JOKA3aTeJbCTB B  COOTBETCTBUU  C
PeTUHTOBOI CXeMO¥i 1oKa3aTeabCTB (Tabi. 2—4).

Tao6nauma 2. IlIkana oleHKY YPOBHEN TOCTOBEPHOCTM J0Ka3aTeabCTB
(YO) njst MeTomoB AUMArHOCTUKM (AMAarHOCTUYECKUX BMellaTe/IbCTB)



yaa PacwumndcdpoBka

1 CucrtemaTtnyeckme 0630pbl MCCNEAOBaAHUA C KOHTPONEM pedepeHCHbIM MEeTOAOM WU
cucteMaTuyeckuii  063op  paHAOMU3MPOBAHHbBIX — KIMHWUYECKMX  UCCNefoBaHWM  C
npMMeHeHWeM MeTaaHanmsa

2 OTaenbHble UCCNefoBaHUs C KOHTpPoSieM pedepeHCHbIM MEeTOAOM WM  OTAefbHble
paHAOMM3MPOBaHHbIE  KJIMHUYECKME WUCCNefoBaHus W cuctemMaTudeckme  0630pbl
nccneaoBaHuii noboro ausaliHa, 3a UCK/IUYEeHWEM paHAOMM3MPOBAHHbLIX KIAMHUYECKUX
nccnenoBaHuii, C NPpUMEHEHWEM MeTaaHanmsa

3 WccnepoBaHust 6e3  nocnefoBaTeslbHOrO  KOHTPons  pedepeHCHbIM  MeToAOM  Uau
uccnenoBaHuss ¢ pedepeHCHbIM  MEeTOAO0M, He  SBASWMMCA  He3aBUCUMMbIM - OT
nuccneayemMoro mMeTtofa WAM HepaHLOMW3WPOBaHHblE CPaBHWUTENbHbIE WCCNEeAOBaHWs, B
TOM YWCJIe KOFOPTHbIE UCCNeA0BaHMUs

4 HecpaBHuTeNbHbIE UCCNEeA0BaHUS, ONMCaHNE KJIMHUYECKOro cnyvas

5 NmeeTcs nuwb 060CHOBaHWE MexaHU3Ma AeUCTBUS UM MHEHWE SKCNepToB

Ta6numa 3. Illkana olleHKY YpOBHEN TOCTOBEPHOCTU A0Ka3aTeabCTB

(YOO) nns MeTomoB IPOMUIAKTUKM, JIeUeHUS M peaduauTaumn

(mpoduUIaKTUUECKUX, TeUeOHbIX, peadMIUTALIMIOHHBIX BMEIIATeIbCTB)

yan PacwuundpoBka

1 CuctemaTuyeckmii  0630p  paHAOMM3UPOBAHHbLIX  KJIMHWYECKUX  WUCCNeAoBaHui C
npMMeHeHWeM MeTaaHanmsa

2 OTaenbHble paHAOMU3UPOBAHHbIE KWMHUYECKWE WCCNefOoBaHMS W cucTeMaTuyeckue
0630pbl  MccnepoBaHMii  noboro  AmusaHa, 3a  UCKIKOYEHWEM PaHAOMU3MPOBAHHbIX
KJIMHUYECKMX UccnegoBaHuii, C NpUMeEHEHWEM MeTaaHanusa

3 HepaHAOMM3NPOBaAHHbIE CPaBHUTENbHblIE WCCNeAOBaHUA, B TOM 4WUCNE KOropTHble
nccneaoBaHus

4 HecpaBHuTeNbHbIE UCCNEeA0BaHUSA, ONMMCaHWE KIIMHUYECKOro Clyyas uian cepun ciyvaes,
nccnefoBaHns «CnyvYamn—-KoOHTPOb»

5 NmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNcTBUA BMewaTenbCcTBa (AOKAMHUYECKKE
nccnefoBaHns) UNM MHEHME 3KCNepToB

Taonmuuma 4. IlIkasa OIEeHKM YpOBHelN  yb6eauTeTbHOCTU
pekomeHpganuit (YYP) mjasi MeTomoB INpoGMIaKTUKM, AUArHOCTUKH,
JeueHMUsT U peabunutauuu (IpoPUIAKTUUECKUX, TUATHOCTUUECKUX,

JleueOHBIX, peadMINTAIMIOHHBIX BMEIIIATE/IbCTB)

YYP Pacwudposka

A CunbHas pekoMeHaauus (BCe paccMaTpuMBaeMble KpuTepum 3dpPeKTUBHOCTHU
(VICXO,Cl,bI) ABNAKOTCA BaXHbIMH, BCe ncenenoBaHumd NMEerT BbICOKOEe nnm
YLOBNETBOPUTENbHOE METOAOSIONMYECKOE KAyecTBO, MX BbIBOAbI MO UHTEPECYHOLLMM
ncxoaaM sIBASIKOTCS COr/lacoBaHHbIMMY)

B YcrnoBHas pekoMeHpauus (He BCe paccMaTpuBaeMble kpuTtepun 3bhEKTUBHOCTU
(ncxoapl) SBASKOTCS BaXHbIMW, He BCe WCCIEeA0BaHWUS WMEKT BbICOKOE Wn
YOOBNETBOPUTENBHOE  METOAO0NOMMYECKOe KayecTBo W/MAM  UX  BbIBOAblI MO
UHTEPECYLWNM NCX0AaM HE ABNAKTCA COFJ’laCOBaHHbIMVI)

C Cnabasi pekomeHaaums (OTCYTCTBME AOKa3aTeNbCTB HaAfexallero kadectsa (Bce
paccMaTpmBaeMble Kputepun 3 dekTUBHOCTU (MCXOAbl) SBASIIOTCS HEBaXHbIMU, BCE
UCCneaoBaHUs MMET HU3KOe MEeTOA0SI0OrMYecKoe KayecTBO M MX BbiBOAbl MO
MHTEpEeCYIOWMM UCX0A4aM He ABASIOTCA COrlacoBaHHbIMM)

ITopsmoK 0OHOBIEHMS KIVMHUYECKUX PeKOMEeHJaluii.




AKTyanusauusi IpoBOAUTCS He pexke yeM 1 pa3 B 3 roja C
y4eTOM ITOSIBMBIIIEICSI HOBO MHOpPMALIMK O IMAarHOCTUKE U TaKTUKe
BeJeHMs MalueHTOoB, cTpamarwmux OMJI, HO He yalle 4yeM pa3 B 6
MecsiieB. Pemenne 06 06HOB/IeHnM NpuHUMaeT MuH3apas Poccun Ha
OCHOBeE IpeajiosKeH, IpeaCcTaBIeHHbIX MeIUIIMHCKUMU
npodeccroHaIbHbIMU HEeKOMMepUYeCKUMM OpraHM3aLsIMN.
ChopmupoBaHHble TIPeAIOKEHUSI TO/KHbI YUUTHIBATh Pe3YIbTaThbl
KOMIIIEKCHOJ OIIeHKM JIeKapCTBEHHBIX IIpernapaToB, MeIUIMHCKUX
MU3MIeINIA, a TaKXKe pe3yabTaThl KIMHMYECKOV arpobaliuim.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

IIpunoxxkenue A3.1. IuarHocTuuecKmue TeCThbl U
UCC/Ie0BaHMsI, IIPYMEeHsIeMble Y IallyieHTOB
BIIepPBbI€ BbISIBJIECHHBIM OCTPBIM MUEJIOUIHbIM

JIeMKO30M

Tao6mmua 5. [InardHocTiueckye TeCThbl M MCCIef0BaHMs

Moka3sarenb NccnepoBaHusa Heo6xogumocTb
nposeaeHus
nccnepoBaHus

WccneposaHus, KnnHunyecknin aHanns Kposu ¢ bopMyJsion Oa

HeobxoauMmble AN

yCT@HOBJIEHUS

JuarHosa AcnupaT KOCTHOro mMo3ra Oa

TpenaHobuoncus Mo nokasaHuam
NDT-uccnenoBaHme Ha
LinToreHeTuka [a
FISH Mo nokasaHusam

CkpuHmHr RUNX1-RUNX1T1, CBFB-MYH1,
PML/RARA unn apyrux reHos

Mo nokasaHuaMm

NiombanbHas nyHKUMS Oa

HeobxoaunMmble AHaMHe3 XM3HN 1 3aboneBaHUs [a

nccnenoBaHms 0o

Hayana neyeHus
CraTyc naumeHTa (no wkanam ECOG/BO3) [a
WccneposaHme koMopbuaHocTen Oa
Bnoxnmunyeckoe nccnenosaHue, Oa
Koarysorpamma
TecT Ha 6epeMeHHOCTb Oa
HLA-TUNMpoBaHune [a
TecTupoBaHMe KPOBW Ha MapKepbl BUPYCOB Oa
renatutoB B, C; Bupyca mMMyHoaedwuumTa
yesioBeka
PeHTreHorpacdus opraHoB rpy4HoON KNeTku Oa
KT opraHoB TrpyaHOW K/eTKW, TONOBHOMO Oa
Mo3ra
dnekTpokapauorpadus, Oa
3X0-3NeKTpokapamorpadms
BrobaHKkuHr PekomeHgaTenbHoO
MyTauuun reHos NPM1, CEBPA, FLT3 PekomeHaaTenbHoO

MccneposaHune
MPOrHOCTUYECKUX

MyTtauunun reHos WT1, RUNX1, MLL, KIT

B pamkax nccnenoBaHui




MapkepoB

RAS, TP53, TET2, IDH1 B pamkax uccnenosaHui

Jkcnpececus reHoB ERG, MN1, EVI1, BAALC B pamkax uccneposaHuii

OnpeapeneHve MOBb B pamkax nccneposaHun

IIpunoxenue A3.2. BapmaHTBI KypCcOB
XMMMOTepanuu Ipy OCTPOM MMUEIOUIHOM JIeIKO3e

Tao6nuia 6. BapuaHThl KypCcOB MHIYKINMM Y KOHCOMUIAIINA

Mporpamma
nHaykumn/
KOHCONMaauum

Mpenapar

7+ 3(1)

LnTapabun** 100 Mr/M2 B/B 2 pas3a B CyTku B 1-7- gHn B KOMbUHaumm c
OAHUM 13 cneayrowmx JiMn:

e [layHopybuumH** 60 Mr/M2 B/B 1 pa3 B AeHb B 1-3-11 AHM wn
e MuTOKCaAHTpOH** 10 Mr/M2 B/B 1 pa3 B AeHb B 1-3-1 gHWN nnun

o NpapybuumnH** 12 Mr/M2 B/B 1 pa3 B AeHb B 1-3-11 AHM

7+ 3(2)

Lntapabun** 200 Mr/M2 B/B KPYrnoCyTO4YHO B 1-7-" AHM B KOMBWMHaUumM C
OAHUM U3 cneaytowmx JIM:

e [ayHopybuumH** 60 Mr/M2 B/B 1 pa3 B AeHb B 3-5-1 gHWN nnu
e MutoKCaHTpoH** 10 Mr/M2 B/B 1 pa3 B AeHb B 3-5-11 AHM uun

o NpapybuumH** 12 Mr/M2 B/B 1 pa3 B AeHb B 3-5-11 AHun

7 + 3 + VP-16

LUntapabun** 100 Mr/M2 BZB 2 pa3a B CyTku B 1-7-11 AHKU
JayHopybuumH** 45 I‘QF/M B/B 1 pa3 B AeHb B 1-3- AHU
tono3ng** 120 mr/mM< B/B 1 pa3 B AeHb B 17-21- AHKU

ADE [99]

#Uuntapabun** 100 MF/MZZB/B 2 pasa B cyTkn B 1-10 gHun
JayHopybuunn** 50 |\ir/M B/B 1 pa3 B AeHb B 1-3 AHM
Stono3mpg** 100 mr/mM“< B/B 1 pa3 B AeHb B 1-5 AHK

7+3+7

LUntapabun** 100 Mr/M2 BZ/B 2 pasa B AeHb B 1-7-11 AHK
JayHopybuunn** 45 NE/M B/B 1 pa3 B aeHb B 1-3-1 AHMK
#3Tono3ma** 75 mr/m< B/B 1 pa3 B AeHb B 1-7-1 AHU

ICE [100]

#WNpapybmumn** 12 Mr/ﬁllz B/B 1 pa3 B AeHb B 1, 3, 5-1 AHK
LUnTapabun** 100 Mr/M2 B/B 24-4acoBas UHpy3nsa B 1-7-1 AHU
#3T1ono3ma** 100 mr/m“ B/B 1 pa3 B AeHb B 1-3-1 AHM

IVA (1)

#Wpapybmumn** 12 ME/MZ B/B 1 pa3 B AeHb BO 2, 4, 6-1 AHKN
Stono3na** 100 mMr/m f/B 1 pa3 B AeHb B 3-7-1 AHU
Untapabun** 100 mr/m< B/B 24-4acoBast MHDY3MS B 1-7-1 oHK

IVA (2)

#WNpapybmunu** 12 ME/MZ B/B 1 pa3 B AeHb BO 2, 4-i AHKN
2tono3ng** 100 mr/mM“< BAB 1 pa3 B AeHb BO 2-6-1 AHU
#UntapaburH** 100 mr/m“ B/B 24-4yacoBasa UHdy3nsa B 1-6-n AHU

MAV [101]

#MuTtokcaHTpoH** 10 MriM2 B/B 1 pa3 B AeHb B 4-8-11 AHU
#UntapabuH** 100 Mg/M~ B/B 24-4yacoBasa nHdy3nsa B 1-8-n aHu
2tono3mg** 100 mr/mM“ B/B 1 pa3 B AeHb B 4-8-1 AHKU

FLAG-IDA [102]

#dunrpactum** 5 MKF/KFZB 1-7- gHKn

#dnypapabuH** 30 mr/m 230-MVIHYTHaﬂ MHDY3Ua BO 2-6-11 AHU
Uutapabun** 2000 mr/m“ B/B 4-4yacoBas WHQY3unsa 4epes 4 4 nocne
BBeaeHunsa #dnynapabuHak* Bo 2-6-1 gHK

#Wpapybuumn** 10 mr/m< B/B 1 pa3 B AeHb B 4-6-11 oHM

HidAC-3-7 [103]

#LUntapabunu** 3 r/M2 B/BZZ paszaBcytku B 1, 3,5, 7-1A oHM
OayHopybuumH** 45 IVE'/M B/B 1 pa3 B AeHb B 1-3-1 AHU
#3Tono3ma** 75 mr/m< B/B 1 pa3 B aeHb B 1-7-1 AHU

Untapabun**
BbICOKMX [103aX

B

LUnTtapabun** 1,5-3 r/M2 Kaxable 12 4 6 aHen




#UunTtapabun** B
cpefHux aosax

#Uutapabun** 1,0
5

1,5 I'/M% Kaxable 12 4 3 gHa nnin
#Untapabunu** 0,5-1,5 r/m

- 1-5(6) aHen

’

AzaumTuanH**

AzaumTuannH** 75 Mr/M2 7 nHen n/k 1 pa3 B AeHb, nHTepBan 21 aeHb

OeunTtabuH

#[eumntabuH 20 Mr/M2 B/B 1 pa3 B AeHb, 1-5 gHn nnm 1-10 aHun

Dec-Ida-Ara-C

#Oeuntabun 20 Mr/M2 BéB 1 pa3 B AeHb, 1-3 aHK

[51] #Wpapybmunu** 3 Mr/M2 B/B CTPynHO 1 pa3 B AeHb, 4-10 AHM
#Untapabunu** 30 mr/mM</cyT, 4-17 AHun

Maneble L03bl #Untapabun** 10 Mr/M2 n/K 2 pasa B CyTkn 28 aHen

#unTapabuHa**

[50]

BeHeToknakc C
as’auuTUANHOM**

AsauntuanH** 75 Mr/M2 7 oHen n/k 1 pa3 B AeHb, nHTepBan 21 aeHb
BeHeTtoknakc 100 mr B 1 geHb, 200 Mr Bo 2-11 geHb, 400 mMr 3-28 gHen

BeHeToknakc [¢
aAeunTtabuHom

Jeuntabun 20 Mr/M2 B/B 1 pa3 B aeHb, 1-5 gHK
BeHeTtoknakc 100 mr B 1-11 aeHb, 200 Mr Bo 2-11 AeHb, 400 mMr 3-28 aHen

BeHeToknakc C
ManbiMM  403aMu
#unTtapabuHa**

#LUntapabun** 20 Mr/M2 n/k 2 pasa B cyTku 10 gHel
BeHeToknakc 100 mr B 1-i1 aeHb, 200 Mr Bo 2-1 aeHb, 400 Mr 3 aeHb,
600 Mr 4-28 gHu

Ta6anua 7.

pedpakTepubix dopm u pernanuBoB OMJI, ucronb3yemMble pasHbIMU

BapuaHTbI

KypCOB  KOHCOJIMOAIINM,

NcaIeJ0BaTeJIbCKMMMU I'PYIIIIaMMU

Mporpamma
KOHcOonMaaumm
n peumamBa

Mpenapar

HD-ARA-C [104]

#Untapabun** 3 r/M2 2 pasaBgeHbB 1, 3, 5-1 aHM

MidAC [105]

LUntapabun** 1 r/M2 B/B 2 pasa B AeHb B 1-3-1 gHKn
#MuTokcaHTpoH** 10 Mr/mM~ B/B 1 pa3 B AeHb B 1-5-11 gHK

HAM (1) [106]

#Uuntapabun** 3 r/M2 3/52 pa3a B AeHb B 1-3-1 AHM
MuTokcaHTpoH** 10 mMr/mM“ B/B 1 pa3 B AeHb B 3-5-11 AHK

HAM (2) Uutapabun** 3 r/M2 B/B 3-4yacoBas WMHdY3na 1 pa3 B AeHb B 1-3-#
OHU
MuTOKCaHTpPOH** 12 Mr/M2 B/B 1 pa3 B AeHb BO 2 1 3-1 oHM

A-HAM [107] #Untapabun** 1 r/M2 B/B 1 pa3 B AeHb 12-yacoBasa MHPY3ua B 1-3-1

OHU
MUTOKCaHTPOH** 12 Mr/ivl2 B/B 1 pa3 B aeHb B 2-3
#TpeTnHonH** 45 mr/m“ B 3-5 gHun, 3atem 15 Mr/m

-4 AHn
B 6-28-1 oHKU

ID-Ara-C/DNR

#Untapabun** 3 r/M2 B/B 2 pa3a B AeHb 2-4acoBas MHY3Ma B 1-4-i

[108] OHn 5
JayHopybuumu** 45 mr/m< B/B 1 pa3 B AeHb B 3-5-1 gHun
HAD #Untapabunu** 3 r/M2 B/B 2 pa3a B AeHb 2-4yacoBas UHDY3nsa B 1-5-i
OHU
JayHopybuunn** 45 Mr/M2 B/B 1 pa3 B aeHb B 3-5-11 AHU
H-MAC [109] #Uuntapabun** 3 r/M2 B/B 2-4yacoBas MH(y3us 2 pasa B AeHb B 1-6-14
OHU
MuToKkCcaHTpoH** 10 Mr/M2 B/B 1 pa3 B AeHb B 4—6-11 AHU
I-MAC [110] #Uuntapabun** 1 r/M2 B/B 2-4yacoBas MH(y3us 2 pasa B AeHb B 1-6-14
OHU
MuTokcaHTpoH** 10 Mr/M2 B/B 1 pa3 B AeHb B 4—6-11 AHU
AzaunTnanH** AzauntnamH** 75 Mr/M2 7 nHen, nHtepean 21 aeHb
NeunTtabuH #Oeuntabun 20 Mr/M2 B/B 1 pa3 B AeHb B 1-5-i agHWM nnu 1-10-1 gHK

Dec-Ida-Ara-C
[51]

#[deuntabuH 20 Mr/M2 BéB 1 pa3 B geHb, 1-3 gHK
#WUpapybnumn** 3 Mr/M2 B/B CTPynHO 1 pa3 B AeHb, 4-10 AHK
#Untapaburu** 30 mr/mM</cyT, 4-17 AHun

Tepanmn




Maneble L03bl
#unTtapabunHa**

[50]

#Uuntapabun** 10 Mr/M2 n/K 2 pasa B AeHb 28 aHen

#BeHeToKNakc ¢
as’aunuTUaAnHOM* *
[53]

AzaumTnanH** 75 Mr/M2 7 oHen n/k 1 pa3 B AeHb, nHTepBan 21 aeHb
#BeHeToknakc 400 mr, 1-28 aHen

#BeHeToknakc ¢
aeunTtabuHom

[53]

Oeuntabun 20 Mr/M2 B/B 1 pa3 B aeHb, 1-5 AHK
#BeHeToknakc 400 mr, 1-28 aHen

#BeHeToKNakc ¢
MasbiMU 403aMu1
#unTtapabuHa**

#Untapabun** 20 Mr/M2 n/k 2 pasa B AeHb, 10 gHen
#BeHeToknakc 600 mr, 1-28 aHen

Ta6mua 8. BapuaHThl KypCcOB MOAAePKMBAIOIIETO JIeUeHMS

Mporpamma MpenapaTt

5+ 6-MN #ﬁ.lVITapaGVIH** 100 Mr/M2 B/B 2 pasa B AeHb B 1-5-11 gHM nnmn 50-100 mr/
M< n/K 2 pasa B A€Hb B 1—5-5 OHN
#MepkanTonypuH** 60 Mr/M< B CyTKM B 2 npuvema BHyTpb B 1-5-11 gHuK

5+ Ud (1) #UntapaburH** 100 Mr/M2 B/B 2 pa3a B AeHb B 1-5-i1 aHm muamn 100 Mr/M2
n/k 2 pasa B AeHb B 1-5-1 AHKN 2
#Unknodbochamma** 1000 mr/mM“< B 3-11 AeHb

5+ Ud (2) #Untapabur** 100 Mr/M2 B/B 2 pa3a B AeHb B 1-5-11 gHn nnm 50 Mr/M2 n/
K 2 pa3a B AeHb B 1-5-11 gHun >
#Unknodbochamma** 650 mr/mMm“ B 1- AeHb

6-MP + MTX #MepkanTtonypuH** 50 Mr/M2 B CYTKM B 2 rnpueMa BHYTPb MOCTOSIHHO B

[111] TedeHMe 2 neT C MoAudwuKaumeh p[03bl B 3aBUCUMOCTU OT FNyOUHbI
LUMTOMEHMYECKOro CMHAPOME
#MeToTpekcat** 10 Mr/Mm“< 1 pa3 B Hepento B/B B TeyeHue 2 feT C
MoauduKaumen p[o3bl B 3aBUCUMOCTM OT TAYOUHbI  LMTONEHMYECKOro
cnHapoma

AzaumTuanH** AzaumTuannH** 75 Mr/M2 7 nHen, nutepsan 21 aeHb

OeumnTtabuH [112]

#[euntabuH 20 Mr/M2 B/B 1 pa3 B AeHb, 1-5 gHn nnm 1-10 aHKn

Maneble [03bl
#umtapabuHa**
[50]

#UntapabunH** 10 Mr/M2 n/k 2 pasa B AeHb 21-28 aHen

#BeHeToKknakc ¢
as’aunuTUANHOM* *
[53]

AzaumnTuannH** 75 Mr/M2 7 pHen, n/k 1 pa3 B AeHb, MHTepBan 21 AeHb
#BeHeToknakc 400 mr 1-28 aHen

#BeHeTOKNakc ¢
aAeunTtabuHom

[53

OeunTtabuH 20 Mr/M2 B/B 1 pa3 B aeHb, 1-5 AHu
#BeHeToknakc 400 mr 1-28 gHen

BeHeToknakc C
ManbiMM  403aMu
#unTapabuHa**

#Uuntapabun** 20 Mr/M2 n/k 2 pasa B aeHb 10 aHen
#BeHeToknakc 600 mr 1-28 gHen

IIpunoxenne A3.3. [Iokazanus K auno-TKM/anno-

TI'CK B 1-11 n1O/JIHOM peMMUCCUU OCTPOro
MMEJOUITHOTrO JIeiKo3a

Taoanua 9. CuHrteTndyeckue nokasauus K awio-TKM B 1-i1 ITP
OMJTI B
KJIVTHUYEeCKUX

3aBUCMMOCTU oT MOJIEKY/IAIPDHO-TEHETUYECKHUX,

XapaKTepUCTUK OMJI 17 puCKa

TPaHCIIAHTALMOHHO JIETAJIbHOCTU [42]



Mpynna
WHTErpMpoBaHHOro
pucka

OnpepeneHue
rpynnbl pucka

Puck
pa3BuTtus
peumamBa B
3aBMCUMOCTH
oT
BbIMNOJIHEHUSA

BanbHafa oOLeHKa nporH¢
JIeTaJIbHOCTU, HE CBA3aHHO
peumanBeomM, KOTO[
no3BosisieT cuuTatb aJuJ
TrckK npeaAnoYTUTESbHI
BapuaHTOM KOHcoaMaauum

XT anno- wKana wKana puck
nnm TrCK, EBMT HCT- cMepTH,
ayTo- % CI CBSA3a@HHE
TICK, C
% peunans
%
BnaronpusTHbIN 35- 15- <1 <1 10-15
P t(8;21) ] 40 20

nerikouymntos <20

x 10%/n

invli6; t(16;16)

no 35 net

MyTaumsa CEBPA

(2-annenbHas)

mMyTaumst NPM 6e3

FLT3-ITD

MyTaunmn

MP nocne 1-ro

Kypca MHAYKUNKN

OTtcytctBne MOB

. _ - < -
MpoMeXXyTOUHbIN t(8:21) u n. > 20 gg %g <2 <2 <20-25

x 10%/n
HopManbHbI
Kapuotun  (Mnm
notepss  TOJbKO
X-, nnn  TONbKO
Y-XpOMOCOMbI) C
NenKoumMTo30M
<100 x 109/n 7]
npu AOCTUXEHUU
MP nocne 1-ro

Kypca




Mnoxoti

o HepocTtuxeHune
MP nocne 1-ro
Kypca y
nauueHToB n3
rpynn
6naronpusaTHoro
7
NPOMEXYTOYHOIO
pucka

e HopManbHbIf
KapuoTun "
nenkoumTos
>100 x 107/n

e AHOMasbHbIN
KapuoTun,
HEeOTMeYeHHbIN B
rpynne
NPOMEXYTOYHOro
W OYeHb MJOXOro

NporHosa

70-
80

30-
40

<30

QOueHb nnoxow

e MOHOCOMHbIN
KapnoTtun

e AHOManum 3926

o [Unepakcrpeccus

Evi-1

>90

40-
50

<40

IIpunoxxenne A3.4. UMMyHO/IOrMYeCKHe MapKephbl
pa3sHBIX BAPUMAHTOB OCTPOro MMUEJIOUIHOTIO JIeiKo3a

Ta6muma 10. VMmyHo/MIOrMYecKMe MapKepbl, XapaKTepHble ISl
pasHbIX MOpdoinTOXUMMUecKux BapuanToB OMJI [7]

CB)?/I[}lI‘IaHT DKCnpeccus aHTUreHoB kJactepoB AnddepeHUNPOBKUN
CD13 | CD14 | CD15 | CD33 | CD34 BEA- CD41a | CD61 CD235a
MO +/- - +/- +/- +/- - - -
M1 +/- - +/- +/- +/- - - -
M2 + +/- + -/+ + - - -
M3 + -/+ + —/+* —/+* - - -




M4 + +/- +/- + -/+ + - - -

M5 +/- +/- +/- + -/+ + - - -

M6 - - -/+ - - - - +/-

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

IIpunokenue A3.5. Kpurepum 1MarHoCTUKU OCTPOTO
JIeliKko3a cMelnIaHHOro (peHOTHUIIA TPU €AVHOI
OJIaCTHO¥ NMOMYJISIIUA

Tao6auma 11. Kputepun guarHoctuku OJICO nipu eauHoi 6/1aCTHOIM
ronyssiuyy [31]

MuwenovnaHas HanpaBNeHHOCTb
e MPO, nonoxuTtenbHbIA pe3ynbTaT nNpu MNpPOBEAEHUM LUTOXMMUYECKON peakumn wu/wmam

I'IpOTOHHOVI LI,VITO('bJ'IyopVIMETpVIVI n/vnm UMMYHOTI'MCTOXNMUNYECKOM nccneaoBaHnu,;

. 2 n 6onee MOHOUMTApHbIX aHTUreHa: Hecneumduyeckas 3cTepasa, BblsIBJIEHHAs Npu
NnpoBeAeHMN LNTOXMMUYECKON peakumun; n CD1llc, CD64, CD14, nu3ouuM, BbIIBNEHHble Npu
NPOTOYHOM LUMTODNYOPUMETPUN

T-kNneTo4yHas HanpaBleHHOCTb
e uMuTOMNMI@3MaTMYeckas akcripeccus CD3 (npy NpOTOYHOM UMTOMDNYOPUMETPUM AOSKHbI 6bITb

MCNONb30BaHbl @aHTUTENa K €-uenn aHtureHa CD3)
unm

e NOBepXHOCTHas skcnpeccuna CD3

B-kneToyHasi HanpaBIeHHOCTb
e Apkas akcnpeccus CD19 m Apkasa aKcrnpeccust XoTs 6bl OAHOrO M3 CNefylowmx MapKepos:

CD79a, uutonna3smaTtudeckunin CD22, CD10
nnun

e cnabasa akcnpeccmsa CD19 u apkasa akcnpeccusa 2 n 6onee ns cneayowmx mapkepos: CD79a,

untonnasmatuyecknin CD22, CD10

IIpunoxxenne A3.6. XapakTepucTUKa BTOPUYHBIX
OCTPBIX MUEIOUJHBIX JIEIIKO30B

Ta6mmma 12. Xapakrepuctuka BTopuuHbix OMJI, accoumupoBaHHbBIX
C IIpUMMEeHEeHMEeM MHTUOUTOPOB TOIOM30Mepassl 11 U anKuMIUpyommux
areHTos [1]

Knacc xummnonpenapara NHrnbutop Tonomsomepasbl 11 ANKMANpyoLwuni areHT "
Npoun3BOAHbIE
HUTPO30MOYEBMHBI
OcHOBHbIEe npenapaTbl 3Tono3ua, TeHMno3nga, LUnknodochamna, mendanaH,
MUTOKCAHTPOH, 3NUpy6uMUnH xnopambyumn, KapMyCTUWH,
JIOMYCTWH




XpOMOCOMHBbIE

PeapaHxupoBkn MLL-reHosB,

MoHocomus nnm

aAeneuns

a66epauun t(15;17)(PML-RARa), t(8;21) XpoMocoM 5 1 7
(AML1-ETO), inv(16) wamn
t(16;16)(CBFB-MYH11)

CpeagHee BpeMs Ao 2-3 5-7

passutusa OMJ1, roabl

KoMnnekcHble noJIOMKMU Pepko YacTo

KapuoTuna

MpepwecTByowmn MAC Penko YacTto

XapakTepHbIi BO3pacT Monogblie Moxwunble

nauueHToB




IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

Puc. 1. CrangapTHbI aITOPUTM BbIOOpa Tepanuu y naiyerTta ¢ OMJI
Monoxe 60 et

Bepeduumpo i Seammod OMN
NaLAEHT wonae 80 nat

I

TANMDOSaKME NALSEHTE W 8n0
pOHnx BEAToEE @ CBLTED (HEMAN0
NOWCES S0H0pa AnA anneTHCK)

!

HHOyRLM0HHAR TEpana
Kype T+
(Oay=oydaimn S0 wriu

MP nocne 1 Bypca

Broped T=3

R CONIMDYIOIIAS TEpankA [2cnm % SRacTHEN KReTo
NOBTODMMAR T=3 GaneLie HCBNA0ND, TO

Tepanen 2+@ Mutaau )

NP nocne 2 ypca

MpoToRGNE: ANA NesEdR

pepparTepeno OMN

2=3 kyped ¢ BOY

KMitHECK R WCCNB0BaHIE

ManeoynApHo-ra=aTHSCO HECHAS08aHME
BLiNoNHaHD 0 HEMANE NeesRA

T Har

EcTu no£a3aHdn £ anno-TEM
- e Tiolend NP Bocne 1 kyped
= TPFTINA NPOMENTOMHON pHcTa

= MDYNNA Exd0OKDND PHIKE

ANRo=THM MoweT SwiTe BanoiHi=a

Mogaegwabiiy s Tepdmham AT

Puc. 2. CraHgapTHbBIN aJIrOpUTM BbIOOpa Tepanuu y namyenTa ¢ OMJI
crapiue 60 et



@ searmod O8N,
RELwEHT CTEpLS B0 naT

NP ne<rse 2 eypea l
Da Har Oy $DDecta wl
BIEHTIAIHHE - ChE 4 Kypca,
KOMCONAZMEYIOWAR TRpanu SCIH HT TR RCCN
NOETEEEE P L MEL
ypLa s
NEOTPEMULS TRpAN
¥ nacgsenton H0-55 net - PHEDATTEDELI Dopa OMN
nfin
COAERMEINUSR W
POLSTBACULER TEDEMA




ITpunoskenue B. Undopmanmsa nia
IManyieHTOB

OcCTpblii  MMEJIOUIOHBIA  JIeMKO3  Ha3bIBAeTCS TakKXke OCTPbIM
MM€eJI06/IaCTHBIM JIEIKO30M U OCTPBIM HeNMMGOO6IaCTHBIM JIEIIKO30M.
OMJI pasBuBaeTcsi, Korma Bo3HMKaeT pAedekT ITHK B He3pesnbix
KJIeTKax KOCTHOro mo3ra. TouHas npumumHa OMJI HensBectHa. OMIJI
TIPOSIBJISIIOTCS B JIIOOOM BO3pacTe M SBJSIIOTCSI Haubojiee 4YacToil
dopmoii OJI y B3pociabix. OMJI BbI3bIBalOT HEKOHTPOAUPYEMbIi POCT
O/1aCTHBIX, T. €. He3pesbIX KJIeTOK KPOBM U KOCTHOTO MO3ra, KOTOpbie
He MOTYT HOpMajibHO (QYHKIIMOHMpPOBaTh. IlatieHTsl ¢ OMJI nMeloT
TIOHVMKEHHOE KOJIMYEeCTBO 3pesbiX 3[0POBBIX KJIETOK KpPOBU BCeEX
TUIIOB: SPUTPOLIUTOB, TPOMOOLIMTOB ¥ JIEMKOIMTOB. B 3aBucumMocCTH
OT TuIla KJIEeTOK, Ha KOTOopble 00Je3Hb IJIaBHBIM 00pasom
Bo3aeicTByetT, OMJI mensTcss Ha HECKOIBKO BUAOB. TOUHBIN IMarHo3
yCTaHaBIMBAIOT IIOC/TEe MCC/IeOBaHMs 00pa3lioB KPOBU M KOCTHOTO
Mo3ra. Bwibop neuenus mpm OMJI 3aBUCUT OT pPa3sHOBUIHOCTHU
6onmesHu U Apyrux (PakToOpoB, TaKUX KaK HaIuMuue U TUII
XpOMOCOMHBIX HapyumeHui. Cumnrombel OMJI Takke 3aBUCIAT OT
pPasHOBUIHOCTM  Ooje3HM. Y  IalUMEeHTOB C  ITOHVKEHHBIM
cogepskaHeM 3PUTPOLIUTOB MPOSIBISIOTCS KIacCUMYeCKue CUMIITOMBI
aHeMum: ObICTpast YTOMJISIEMOCTb, OMbIIIKA, O/eMHbIV LBET jauia. Y
MallJIeHTOB C HMU3KUM COAEepsKaHMEM TPOMOOIMTOB MOI'YT BO3HUKATh
IOIUTEIbHbIe KPOBOTEUEHMS ¥ 0OPa30BbIBATHCSI CUHSIKHA.

[TaumenTsr ¢ OMJI mouTn Bcerma nonaydarotr XT, KOTOpass HauMHAeTCs
Cpa3y IIoC/Jle YCTaHOBJeHUSI auarHosa. llejb Takoro JjedyeHus,
Ha3bIBa€MOTr0 MHIAYKIIMOHHOM Tepamnueit, HOOUTbCS PpPeMUCCUU U
BOCCTAaHOBUTb HOpMaJibHOe KpoBeTBOopeHue. Pemwuccus OJ1 -
HUBEIMPOBAHME T[ATOJOTMYECKMUX TMPOSIBJIEHUI IIpolecca TIof
BO3/IeVICTB/EM IPOTUBOJIEKO3HOM Tepanuu. XT oueHb MUHTEHCUBHA U
BJIMSIET HEe TOJbKO Ha 3JI0KaUeCTBEHHbIE, HO U Ha 3[I0POBbIE€ KJIETKU
KpOBM, B pe3y/ibTaTe Yero IalMeHThbl, MoayJyarlye UHIYKIVMOHHYIO
Teparmio, MOT'YT CTPaJaTh OT Pa3JIMUYHbBIX II0O0UYHBIX 3()(HEKTOB, TAKUX
Kak TOIIHOTa, CJ1aboCTb, TIOBbIIIEHHAs UYyBCTBUTEIbHOCTb K
MHPekuysaM. Y OOJbIIMHCTBA ITallMEHTOB B TeueHMe HEeCKOJbKUX
Helenb II0CJ€  MHAYKUMOHHOM  Tepanuu  BOCCTAHABIMBAETCS
HOpMaJIbHOE€ KPOBETBOpeHMe M KOHcTaTtupyetcss pemuccus OMJI. B
3TOT MOMEHT IIPUHMMAETCS pellleHre O IMIPUMEeHEHUU TOTO I MHOTO
MeTOa AAJIbHENIIero jedeHus. OTO MOKeT ObITh ImpomorskeHne XT B



IeJIX KOHCOMMIauuu (3aKpervieHus) peMMCCUM, HampaBjeHHOe Ha
60Jj1ee MOIHOE YHUUTOKEeHME JIEMIKO3HBIX KJIETOK, U IO e psk1Balolast
Tepanusl.

HOpyroin meton maedyeHust — TIipoBedeHue auio-TKM. B kauvectse
MCTOYHMKA reMOIIO3TUYECKMX CTBOJIOBBIX KJIETOK (He3peJible KIeTKU —
MpealeCTBeHHUIIbI KPOBETBOPEHMS, M3 KOTOPBIX BIIOC/IEICTBUU
pa3sBMUBAKOTCSI 3 TUIIA KJIETOK KPOBU: JIEMKOLIUTBI, 3PUTPOLIUTHL U
TPOMOOIIMTBI) B HAcCTOsSIIee BpeMsl MCHOJb3YIOT KOCTHBII MO3T,
ITyTIOBMHHYIO KPOBb WM IepudepnuecKyio KpoBb JoHOpa. Kakoit ObI
MCTOYHUMK He MCII0Jb30BAJICSI, CTBOJIOBble KJIE€TKM BBOOSTCSI B/B B
OpraHM3M IIallMeHTa II0Cje MpPOoBedeHMs] BbICOKOMO3HON XT wuau
JIyUeBOI Tepamnuy, NpU3BaHHON MOTHOCTbI0 YHUUTOXUTD JIEMIKO3HbIE
KJIeTKy naiyeHnTa. [IpegrpanciuianTaiioHHas XT YHUUTOXAET TaKxKe
MMMYHHYIO CUCTEMY MaljieHTa, KOTOPYI0 BBOAMMbIE KJIETKU LOHOpa
IOJIKHBI BOCCTAHOBUTbD.

AJlyToreHHasl TpaHCILIAHTalMsI TpeOyeT HaAMUMs POJACTBEHHOTO WU
HEpPOJICTBEHHOI0 [OHOpPa, T'MCTOCOBMECTMMOIO C TMAlMEeHTOM I10
cucteme HLA. B KauecTBe poACTBEHHOI'O JOHOPA OOBIYHO BBICTYIIAE€T
pomHoIi OpaT mwim cectpa. ECiv poacTBeHHBIN JOHOP He HaliieH, Bpad
MPOBOAUT MOMCK B 06a3ax MAHHBIX POCCUIMCKUX /MU 3apyOesKHbIX
perucTpoB AOHOpPOB. He3aBucumMo OT TOTrO, POACTBEHHbLIN WU
HEepOACTBEHHBIN JOHOP Hal[eH, Mpolieaypa TPaHCIUIAHTalMM OOHA U
Ta >Ke: IPOMU3BOAUTCS 3a00p reMOIIOITUUECKUX CTBOJIOBBIX KJIETOK
IIOHOPAa, KOTOpPbIe 3aTEM B/B BBOASTCS MAL[MEHTY.



IIpunoskenue I'.

IIpunokenmne I'l. Mos1eky/IsIpHO-
reHeTmuyeckas Kiaaccupukanms
OCTPBIX MUEIOVIHBIX JIEMKO30B

HaseaHue Ha pycckom: European Leukemia Net (ELN) monekynsipHO-
reHeTuyeckas kiaaccuduxaimst OMJI (2017)

OpuzunanvHoe Ha3eaHue: 2017 ELN risk stratification by genetics

Hcmounuxk (ouyuanvuelii catim pa3pabomuuxos, hnyoauxayusi ¢
sanudayueti): 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: 1IKaJia OLeHKU
HasHaueHnue: mMpOTHOCTUYECKASI OLleHKa COCTOSIHMS MaliieHTa

ColepiaHue u uHmepnpemayusi:

Kateropusa pucka MonekynsipHo-reHeTu4Yeckasli Xxapakrepucrmka

BnaronpuaTHbIn £(8;21)(g22;922.1); RUNX1-RUNX1T1

NporHo3 inv(16)(p13.1922) nnu £(16;16)(p13.1;922); CBFB-MYH11
MyTaumn NPM1 6e3 FLT3-ITD wnu ¢ FLT3-ITD n c HU3KOM annenbHom
Harpyskomn*

BuwannenbHaa mytaumsa CEBPA

MpoMeXyTOo4HbIN MyTaumm NPM1 v FLT3-ITD ¢ BbICOKOW ansesibHO Harpyskom**
NpOrHo3 Ovknin Tun reHa NPM1 6e3 FLT3-ITD wnun ¢ FLT3-ITD n C HU3KOM
annenbHOM  Harpysko  (Mpu  OTCYTCTBUM  LUTOreHeTUYecKux
KpuTepueB Heb1aronpusTHOro NporHo3a)

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

LuToreHeTnueckme aHomManuu, KOTOpble He OTHOCSTCS K KaTeropuu
6n1aronpuaTHOr0 NPoOrHo3a uanM HebnaronpmsaTHOro NPorHo3a

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

NporHo3 t(v;11923.3); nepectpoitkn KMT2A

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

inv(3)(gq21.3926.2) nnun t(3;3)(q21.3;926.2); GATA2,MECOM(EVI1)
-5 nnu del(5q); -7; -17/abn(17p)

KoMMnneKCHbIN KapnoTtun

MOHOCOMHbBIN KapuoTun

Onknii - Tun reHa NPM1 w FLT3-ITD c BbICOKOW annesbHOMN
Harpyskom**

MyTauum RUNX1 ***

MyTaumm ASXL1***

MyTauun TP53

IlosicHeHusa:
*Huskas amienbHast Harpyska (0,5).

**BpicoKas ajyieJibHasi Harpyska (>0,5).



WOECIM yKasaHHbIe MyTalMy  OOHApy)XKMBAlOT Yy IAllMeHTOB C
O/1arONMPUSITHBIMM  IIMTOre€HEeTUYeCKUMMU

O6HapY)KEHI/Ie He MMeeT 3HAUMMOCTMN.

dHOMAaJINAMU, TO nx

IIpunoxkenmne I'2. MosieKy/IsIpHO-
reHeTu4YecKyue IpPporHoCcTuuYecKmue
¢daxTOopsI IPpU OCTPOM MHUEJTOUTHOM
JIeMKOo3e

HaszeaHnue Ha pycckom: MoOnekynsIpHO-TeHEeTUYECKUE U KIMHUYEeCKue
npusHaku OMIJI, paspensiioiiye MNalMeHTOB Ha OJaroNpHUSTHYIO U
HeOIaronpusITHYIO OpuzuHanvHoe

IMPOTrHOCTHUYECKHUE I'PYIIIIbI

Ha3saHue: AML-related prognostic parameters

HcmouHuk  (oguyuansHolli catim paspabomuuxkos, nyoaukayusi ¢
ganudayueti): 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: 1IKaaa OLeHKU
HasnaueHnue: mpOTHOCTUYECKAS OlleHKA COCTOSIHMS MalijieHTa

Codepiarue u uHmepnpemayusi:

LiuToreHeTnyeckue
MapKepbl

MonekynspHble MapKepbl KnuHuueckune cdakrTopbl

bnaronpunsTHbie NporHocTn4yeckne ¢aKTOpbl

t(15;17), t(8;21) MyTMpOBaHHbIN CEBPA HeratmsHble Mapkepbl MOb
(g22;922); inv(16) (bnannenbHas Mytauus),

(p13.1922) nn MyTUpOBaHHbIn ~ NPM1  6e3

t(16;16)(p13.1;922) FLT3-ITD npu HOpMasbHOM

KapuoTune

Heb6naronpunsartHelie NporHocTtnyeckmne ¢gpakropbl

t(9;22),
t(6;9)(p23;934);
t(v;11)(v;923);
-; wnu del(5q);

I
abeppaunu (17p);
KOMMJ/IEKCHbIM
KapuoTun,
MOHOCOMHbIN
KapmoTun

DNMT3A-myTauus;
C-KIT-myTaumna (ans t(8;21);
inv(16))

BAALC-3kcnpeccus
ERG-3kcnpeccus
MN1-3kcnpeccus
WT1-nonumopdusm
BCR-ABL-N03UTUBHOCTb

inv(3)(gq21g26.2) YBenuyeHa akcnpeccus Evil; BTopuyHbin OMJ1
unun t(3;3) MLL-peapaH>XWUpOBKU; Crapwwii Bo3pact (40-60 net), ansa
(g21;926.2); FLT3-ITD-myTauus; inv(16) — ctapwe 35 net

MnepneikounTos (>100 ° 109/11 ans
mo6<y'o BapuaHTa, ansa t(8;21) - >20

" 107/n)

MO-BapunaHT no FAB

Jkcnpeccns CD34 Ha  6nacTHbIX
KeTkax

DKCTpameaynnsapHble nopaxeHus

(ocobeHHO, Koxa)
OTcyTcTBME peMuccun
Kypca

MepcucteHuna mapkepos MOB

nocne 1-ro




IIpunoxenue I'3. llIKasia oneHKu
ooiiero cocrossuauda nanyeura ECOG

HaseaHue Ha pycckom: 1lIkana oIleHKM OOIIero COCTOSIHMS TaleHTa
BocTouHOIt 00beIiHEHHO OHKOJIOTMUECKOi TPYTIIIb

OpuzunanvHoe Ha3zeaHue: The ECOG Scale of Performance Status

Hcmounuk (oguuuansuelli catim paspabomuuxos, nyoaukauus c
sanudayueti): 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: mKaaa OLeHKU
Ha3naueHue: KTMHMYECKas OLIeHKA 00IIero COCTOSIHMSA MmalyeHTa

Codepxcavue u uHmepnpemayusi:

Crartyc (6annbi) OnucaHue o6wero COCTossHMA NaLueHTa

0 MauneHT NONTHOCTbIO aKTUBEH, CNoco6eH BbINOJIHATb BCE, KaK U A0
3aboneBaHus
1 MauneHT Hecnoco6eH BbIMOJIHATb TAXEJIYI0, HO MOXKET BbIMOJIHATb

NIErKyo Wav cuaadyro paborty (HanpuMmep, JIErkyo AOMALIHIOW WU
KaHuensipckylo pa6ory)

2 MaumeHT nNneuntca aMbynaTtopHo, cnocobeH K caMoo6Cny)XuBaHuIo,
HO He MOXXET BbINOoJIHATbL pa6boTty. bonee 50 % BpeMeHu npoBOAUT
aKTUBHO — B BEPTUKaJ/IbHOM NOJIOXKEHUN

3 MauneHT cnocobeH NuvWb K OrpaHUYEeHHOMY CaMo006cny>xuBaHuUIO,
npoBoAMT B Kpecne wan nocrenn 6onee 50 % BpeMeHM
6oapcTBOBaHuA

4 UHBanupa, coBepweHHO He cnocobeH Kk camoob6cnyxmBaHuio,

NMPUKOBAH K Kpecny uaun nocrenmn

5 CmepTtb

IIpunoxenue I'4. ®akrTopsl pMUCKa,
acCOLMMPOBAHHBIE C
TPAHCIIAHTAIIMOHHOM
JIeTAJIbHOCTBIO

Haseanue Ha DPYCCKOM: CDﬂKTOpr pUcCKa, accoouMmMpoBaHHbIE C
TpaHCHHaHTaHMOHHOﬁ JIETAJIbHOCTDBIO

OpuzuHanvHoe Ha3zsaHue: Prognostic factors for allogeneic-HSCT-
related nonrelapse mortality



Hcmounuxk (ouyuanvuelli catim pa3pabomuuxos,

nyoaukayusi ¢

seanudayueti): 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: mKasa OleHKU

Hasnauenue: IIPOTHOCTMNMYECKAA OLI€HKa COCTOAHMSA IMallMeHTa

CodepicaHue u uHmepnpemauus:

MpeaTpaHCNNIaHTAUMOHHDIN
nokasartesb

MepuTpaHCN/IaHTAaLNOHHbIN
nokasartesb

MocTTpaHCNNaHTAUUOHHbIN
nokasaTtenb

e KOMOP6MAHOCTL

e LMTOMErasnoBUpPYCHbIN
cepocTaTtyc

e nonnMopdusmM reHoB
LMTOKMHOB

e HEpOACTBEHHbIN AOHOP

e HLA-HecoBMecTUMOCTb

e (DU3MKanbHbIN CTaTYyC

e pedpakTepHas nenkemms

e OMJ1, accoummpoBaHHbIi C

npegwecteytowen XT

BnaronpuaTtHbin dakTop: HemunenoabnatueHoe PaHHa4 MMMYHHas
o _ KOHAMUNOHMpPOBaHMe PEKOHCTUTYLMS
¢ POACTBEHHbIV HLA WCTOYHUK CTBOMIOBbLIX KNETOK
(KOCTHbIM MO3r nnm
COBMECTUMbI AOHOP nepudepunyeckas Kposb)
T-peneuns TpaHcnaaHTaTa
e 6onee  KOpPOTKMW  CpPOK
Mexay AanarHoctukon OJ1
n TrCK
e MpPUHAANEXHOCTb K 6enon
pace
HebnaronpusaTHbIA dakTop: MuenoabnaTuBHbIN pexum Taxenas ocTpas  peakuus
o KOHAMLNOHMPOBaHMS «TpaHcnnaHTaT npoTuBs
e CTapLlumit BO3pacT | AnpTepHaTUBHBbI UCTOYHUK | Xo3simHa» (III-IV)
TpaHcnnaHtata (MynoBMHHas Mepcuctupytowas
peumnueHTa KpOBb) XpoHU4yeckas peakums
«TpaHcnnaHTaT npoTus
X035MHa» 3KCTEHCMBHOM
e [10J1 AOHOPA W peuunnneHTa
A P peu dopMbI

ITpunoskenune I'5. IIporaocTmaeckmuii
MHAEKC OJISI MOJIOABIX MAaIlMIeHTOB C



penunauBOM OCTPOTrO MUEIOUIHOIO
JIeMKo3a

Haszeanue Ha pycckom: TIpOTHOCTMYECKUI MHOAEKC JISI MOJIOABIX
MaIMEHTOB C PeLMIMBOM OCTPOI'O MMUETOMUIHOTO JIefiKo3a

OpuzuHanvHoe Ha3saHue: European Prognostic Score for acute myeloid
leukaemia at first relapse.

HcmouHnuk (oguyuansHolli catim paspabomuukos, nyoaukayusi ¢
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: HOEKC

Hasuauenue: TIpOrHOCTUYECKUIT MHAEKC O/ MOJIOABIX MAllMEeHTOB C
peuauBOM OMIJI (15-60 JIeT, VCKJTIOYast OCTPBbIi
TIpOMMeIOIUTAPHBbIN Jieiiko3 t(15;17))

CodepicaHue uHmepnpemauus:
BbIunc/IsieTcst B COOTBETCTBUM CO CAeAYIOMMMU (PaKToOpamMm:

* IIPOAOJIKUTEBHOCTh pemMuccuy Jo peumauBa: 18 mecsieB — 0
6a10B, 7-17 Mecsg1eB — 3 6a1a, <6 Mecs1ieB — 5 6a/IOB;

e I[MTOT€HeTUYEeCKre aHOMaJIMMX Ha MOMEHT MHULMAIbHOTO
auar"osa: inv(16) wim t(16;16) — 0 6amios, t(8;21) — 3 6anna,
opyrue — 5 6aJoB;

e npenmectByiomas TI'CK: Het — 0 6a/m10B, ga — 2 6amia;

e BO3pacT Ha MOMEHT penuauBa: 35 et u menee — 0 6a/m10B, 36—45
neT — 1 6amn, crapiie 45 et — 2 6asia.

Puck CyMMapHbIi MWHAEKC, BeposaTHOCTb BbXXMBaeMocTu, %

6annbi

K 1-my rogy K 5 rogam

BnaronpusatHein (9 % 0-6 70 46
nauneHToB)
MpomexyTouHbin (25 % 7-9 49 18
nauneHToB)
HebnaronpuaTtHblii (66 % 10-14 16 4
naumMeHToB)




