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CrMcoK coKpalleHUMn

amno-TI'CK - TpaHCIUIaHTaLMS a/VIOT€HHBIX TeMOTIO3TUYECKMUX CTBOTIOBBIX KIETOK
ano-TKM - TpaHCIuiaHTauMs aJyIoTeHHOTO KOCTHOTO MO3ra
AJIT - anaHMHaMMHOTpaHcdepasa

ACT - acrmapraTamMuHOTpaHchepasa

ayTo-TI'CK — TpaHCIIaHTalysI ayTOJIOTMYHBIX CTBOJIOBBIX T€MOIIOITUYECKUX KII€TOK
ayTo-TKM - TpaHCIIaHTalMs ayTOIOTMYHOTO KOCTHOTO MO3Ta
BJIPC — 6eTa-jakTaMa3sbl paclIMPeHHOr0 CIIeKTpa

BIIII — BbICOKME TO3bI IUTapabuHa

BUY - Bupyc uMmMmyHOmebUIMTa YeI0BeKa

BO3 - BcemupHas opranmsanusi 34paBoOXpaHeHMsT

IOHK - me30KcuprOOHYKIEMHOBAS KUCIOTa

JKKT - >kenyg0uHO-KUILEUHbI TPAKT

WA - vHBa3MBHbIN acIieprusies

VDT — uMMYHO(DEHOTUITNIECKOE VCCIIeIOBaAHME

KM — KOCTHBIN MO3T

KU - xnuHMYeckue uccaeqoBaHms

KT - kxommbioTepHast ToMmorpadust

JIIT — nakTatoeruaporeHasa

MIC - MmuenoaucIuiacCTudeckuii CMHIPOM

MJILI - maJjibie LO3bI ITapabnuHa

MOB — MUHUMAaJIbHAS OCTATOYHAsI O0IEe3Hb

MII — MmepKanToIypuH

MII3 - MmuenonponudepaTMBHOe 3a60IeBaHNe

MC - muenongHas capkoma

OJI - oCTpblii JIeliko3

OJIJT - ocTpslit TuMQO6IaCTHBIN JTeiiK03

OJIC® - oCTpblii JIETIKO3 CMeIIaHHOTO (eHOTHUIIa

OMUJI - oCcTpbIii MUEJTOUIHBIN JTeI1K03

OIJI — oCTpBIl IPOMMETOLUTAPHBIN JIEIKO3

[1P — nonHas pemmuccust

[P — nonvmepa3Has 1jerHas peaxkiys

PKU - paHIOMU3MPOBaHHOE KIMHNYECKOE UCCIeJOBaHME
PHK - pu6oHyK/IeMHOBAasK KICIOTa

PTIIX — peakuusi «TpaHCIUVIAHTAT IIPOTUB XO35IMHA»



TKM - TpaHCIIaHTaLys KOCTHOTO MO3Ta

Y] — ypOBeHb IOCTOBEPHOCTU 1OKA3aTeIbCTB

V3U - ynbTpa3BYKOBOE UCC/IeOBaHME

VVP - ypoBeHb YOEAUTETbHOCTY PeKOMEeH ANt

XT - xumuorepanmus

[IMB — uuToMeranoBupyc

LIHC - ueHTpasbHas HEpBHAs CUCTEMa

OKT - snexTpokapauorpadums

9x0-KT - axo-aneKkTpokapauorpadust

FAB knaccudumkaiims — GpaHily3cKo-aMepruKaHCKO-6puTaHcKast Kiaccubukarms
FISH - droopeciieHTHas in Situ ruOpuau3aus

NCCN - HaimoHasbHast 00IeCTBEHHAsI POTMBOPAKOBAst CEThb

** _ JKM3HEHHO HeOOXOAMMblIe 1 BasKHeiIIye JeKapCTBeHHbIe ITperapaThl

# — mperapaT, NPUMEHSIOIIMIICS He B COOTBETCTBMM C IIOKA3aHMAMMU K TPUMEHEHUIO U
MIPOTUBONOKA3AHMUSIMY, CIIOCO0AMM MPUMEHEHMS U H03aMy, COAepPsKalMMMUCI B MHCTPYKLIMUM II0
MIpUMEHEeHMIO JIeKapCTBEHHOTro Iperapata (obd-eii6mr)



TepMI/IHbI n oripeaec/JieHus

Ocmpeute muenoudmwle yeliko3sl (OMJI) — KIOHATbHbIE OITyXOJIeBble 3a00I€BaHMSI KPOBETBOPHOI
TKaHM, CBSI3aHHbIE C MyTalMieil B KiIeTKe-Npe[IlecTBeHHMIIe TeMOM033a, CIeICTBUEM KOTOPO¥i
CTAaHOBUTCS 670K A epeHIIMPOBKY ¥ 6eCKOHTPOIbHAS TTpoudepans He3peablx MUETOUTHBIX
KJIeTOK [1,2].

Ouenka 3¢hEeKTUBHOCTY TEPATIUN:

ITonnoii pemuccueii OMJI IpMHSITO Ha3bIBaTh COCTOSIHME KPOBETBOPHOWM TKaHU, IPU KOTOPOM B
MyHKTaTe KOCTHOTO MO3ra OOGHapyXuBaeTcsl 5% ¥ MeHee GJIACTHBIX KJIETOK TPV HOPMaJbHOM
COOTHOIIEHMM BCEX POCTKOB KPOBETBOPEHMSI, OTCYTCTBYIOT GJIaCTHbIE KJIETKM C TajoukaMu Ayspa
¥ SKCTpaMey/ISIpHbIE O4ary, IIpU KOMMYeCTBe HeiiTpoduIoB B mepudepmndeckoit kposu *1,0x10%/
7, IpM KonudecTBe TpomOormToB 3100x10%/1, mpM OTCYTCTBMM SKCTpaMeIy/UISPHBIX OYaroB
JIefiIKeMMYecKoro pocTa. YKa3aHHbIe MTOKa3aTey JOKHBI COXPAHSTHCS B CTAOMIIBHOM COCTOSTHUM
B TeueHme 1 Mecsiiia M Gosee. YCTaHaBIMBAeTCSI MPU OTCYTCTBMM HAHHBIX O craryce MOB.
OueHMBaeTcs Mocie Kypca MUHAYKIUA.

Honnasa pemuccusa (IIP) ¢ omcymcmeuem MUHUMAIbHOU ocmamouHoli 6oae3uvio (MOBE) (MOB-
IIP) - rionHast peMMCCHSI C OTCYTCTBMEM B ITYHKTaTe KOCTHOTO MO3Ta 0OHAPY;KeHHOTIO B IeGI0Te
OMJI reumeruuyeckoro mapkepa (meromom III[P) wmiaM KIeTOK ¢ abGeppaHTHBIM
UMMYHOG(EeHOTUIIOM (MEeTOAOM IPOTOYHOI IIUMTOMETPUNA).

Munumansuaa ocmamoutnas 6one3ns (MOB) — 9T0 HeGObINAS TOMYJISIINS OIYXOJEBbIX KIETOK,
KOTOpasi He MOXKeT ObITb 3a(pUKCUMpPOBAaHA C IIOMOIIBI0 CBETOBOIO MMKDPOCKOIA, HO
oGHapykyMBaeTcss 60jiee TOHKMMM METOHAMU VICCTeMOBAHUSI, BBISIBISIONMMK 1 JIe/iKeMUYEeCKYI0
KIeTky Ha 10%° mccnemyemsix.

IIP ¢ HenonHblM 80ccmaHoO6/IeHUeM — TIOHAs PEeMUCCHSI TIPU COXPaHSIOIIeiicss HelTponeHnn
(<1x10%/m) mm Tpom6onmTOoneHNu (<100x10%/1).

Heynauu B 1eyenun:

Pe3ucmenmnasn ¢popma - OTCYTCTBME IIOJNHOV peMMCCUU (CMOTPM OIIpe[eieHle BBIIIE) TI0CTe
rmpoBeneHus 6;o0ka MEOyKnuu (AME/ADE/AIE).

[lpu 6Gnactose MeHee 15% ¥ OTCYTCTBUM OFHO3HAUHBIX MPU3HAKOB HAIUUMS JIeKEMMUUECKUX
671aCTOB (HAIpUMeD, najouek Ayspa) He06X0aMMO TOATBEPKAeHEe pepakTePHOCTY C TOMOIIbIO
NOT mnn uuToreHeTMYeCKX/MOJIEKYISIPHBIX MapKepOB.

Peyudue - 6onee 10% neitkeMuueckux 6;1aCTOB B KOCTHOM MO3Te MM JTH060€ SKCTpaMeay/uIIpHoe
rmopakeHue He MeHee ueM uepe3 1 Mecs| MOCTe YCTaHOBJIEHMsI TIEPBOM IOTHOM KIMHUKO-
reMaToJIOTMUYECKO pemMuccuu. YUUThIBAsSE BO3MONKHOCTh JIOKHOI OMarHOCTUKM peluauMBa Ha
OCHOBAHMY TTOBBIIIEHNSI COIEPKAHNS TeMaTOTOHOB, HEOOXOIMMO COOTHECeHVe 61acTo3a, «TUTPa»
BBISIBIEHHOTO MOJIEKY/ISIPHOTO MapKepa ¥ MMMYHOGMEeHOTUIIMPOBAHNMS.

MonexynapHsiti/ummyHono2uueckuii peuudue - BbigaeHne MOB MeTOmZOM HPOTOYHOI
uutomerpuu u/wiu TP B mocinenoBaTeTbHOM JIBYXKPAaTHOM MCC/IEIOBAHMM C MHTEPBAJIOM He
MeHee 2-X HeJesb, NPU YCUIOBMM aHa/M3a abeppaHTHOrO MMMYHO(MEHOTUIIA WM BBITTOTHEHMS
MOJIEKYJIIPHOTO MCC/IeNOBaHMS 10 Hauaja Teparin.

Heliponeiiko3 — m1060e KOIMYECTBO OJIACTOB B I[UTOIperapaTe, HEOObSICHMMOe KOHTaMWHAIUeId
JUKBOpa Tepudepuyeckoil KpoBbIO; M/WIM CUMIITOMBI TIOPAYKEHUSI UePEITHO-MO3TOBbIX HEPBOB
WIX  MHas  HeBpOJOTMYecKass CUMIITOMATMKA, CBSI3aHHAasI C  XJIOPOMHBIM  POCTOM.

JlelikeM4YeCcKMxX KJIeTOK B JMKBOPE He CUUTAIOTCS HeliponeiikozoM. I'pamaumsi cratyca LIHC

MOpaskeHMsI OTIPEeISeTCs TPOTOKOIOM TePATINIA.

Hnoykyus peMmuccuy — mepuoj, HauyaabHOTO JIEUEHUS, 1IeJIbI0 KOTOPOTO SIBJISIETCSI MaKCUMAaTbHO
OBICTPOE UM CYIIECTBEHHOE COKpalleHMe OITyXOJeBOoi Macchl M mocTiokenue [P, (06bruHO 1-2
Kypca). iMeHHO B 3TOT mepuop Ha (GoHe MPUMEHEeHUS IIUTOCTATUUECKUX CPeNCTB KOIUUYECTBO
JielikeM4YeCcKMx KIeTOK B KOCTHOM MO3Te yMeHbllaeTcss npumepHo B 100 pas, T. e. B MOMEHT



KoHcTaTauuu IIP B KOCTHOM MO3re MOpCl)OJ'IOI‘I/I‘IECKI/I orpenenseTca MeHee 5% OITYXOJI€BbIX
KJIETOK.

KoHnconudauus pemyiccuy — BTOpPbIM 3TarioM Teparnyy OMJI SBisieTcs 3aKpervieHe JOCTUTHYTOTO
MIPOTUBOOITYX0J1eBOTO 3¢ dekTa (06bIYHO 2-3 Kypca). B HacTosIee BpeMs B OOIBIIMHCTBE CIyYaeB
KOHCOMUAAIMS SIBJISIETCSI Hanbosiee arpecCMBHBIM U BBICOKOIO3HBIM 3TarioM rpu jedeHun OMIL.
3apmaueit 3TOro TepuoAAa SIBJASIETCS IO BO3MOXKHOCTM eme Oosblliee yMeHbIIeHNe Yucia
OCTAIOIINXCS MTOC/Ie MHAYKLIMY JIeiIKeMUUeCKUX KIeTOK.

IToddepicusarouiee ieuerue — PONOIDKEHME IUTOCTATMYECKOTO BO3HEMCTBMSI B MEHbIINX [034aX,
yeM B IEePUOJI MHAYKIMM/KOHCOMUIALMM PEMICCUN, VI MHOTO — TAPreTHOTO - BO3IEMCTBUS Ha
BO3MOKHO OCTAIOIIMIACS OITYXOJIEBbIN KIIOH.

Ipodunakmuxka wnu, TPU HEOOXOOMMOCTU, JieueHue Heliponeiikemuu — 3STOT 3STall
pacripeessieTcsl Ha BCe IePMO/bl TPOTPaMMHOTO JIEUeHUST - MHIYKIIVIO PeMMCCUM, KOHCOMMAAINIO
U TIOJiie p>KUBaolee jedeHmue.

Tpaucnaanmauyus kocmtuozo mosza (TKM) — 1iof, STUM TePMMUHOM OO0beIMHEHbI TPaHCIIIAHTAI[sI
reMOITO3TMUYECKMX CTBOJIOBBIX KJIETOK KOCTHOTO MoO3ra Iepudepuyeckoii KpOBU U IYIIOBUMHHO
(nnaueHTapHO) KPOBU.



1. KpaTtkas nHGopmanusa rno 3a0o1eBaHnIo0 WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€BaHMIT MJIV COCTOSTHMIA)



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOTHUS
(rpymnbl 3a00/1eBaHMi MJIV COCTOSTHMIA)

OCTpbBIii MUeNOMIHBIN JeKo3 — 3TO KJIOHAJIbHOE OIyXojleBoe 3abosieBaHMe KPOBETBOPHOIA
TKaHM, CBSI3aHHOE C MyTalMell B K/eTKe-IIpeAllleCTBeHHMIIE I'eMOII033a, CIeCTBYeM KOTODOJ
CTaHOBUTCS 610K g depeHIMPOBKY 1 6eCKOHTPOIbHAS MTponudepalus He3pesblx MUETOUIHbBIX
KJIeTOK [1]



1.2 OTuonorus u naTtoreHes 3a0ojieBaHMs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHUIT MJIM COCTOSTHMIA)

OMUJI sgBrnisieTcs ceICTBMEM MMOBPEXAEHMS - MyTallUy - B TeHEeTUUeCKOM MaTepuaje KIOHOTeHHO
KpPOBETBOPHOI KJIeTKU. B pesynbTaTe 3TOro IMPOMCXOAUT HapylleHMe KOHTPOJIS 3a KJIETOUHbIM
LIMKJIOM, M3MeHeHMe Ipollecca TPaHCKPUIIIMM Y IIPOLYKLINM PSa KII0UeBbIX 6eJIKOB. BaiemcTBue
6GeCKOHTPOJNIbHOI mMponudepanu B OTCYTCTBUE MUMGEPEHIIMPOBKYU TTPOUCXOIUT HAKOTUIEHVE
MaToJIOTMYECKMX KIeTOK. TOT (akT, 4YTO maToreHe3 OCTPBIX JIETKO30B CBSI3aH C T€HETUYECKUMU
TOJIOMKAaMM, IOBOJbHO 4YacCTO TIOATBEPXKIAETCSI OOHApPY)KEHMEM pasIMYHBbIX XPOMOCOMHBIX
abeppauuit (TpaHCIOKAIMiA, Jeelyii, UHBePCUil U T. 1.). B GOJbIIMHCTBE CJlyyaeB KOHKPETHast
npuuymMHa Bo3HMKHOBeHMsT OMJI ocraeTcsi HeusBecTHON. OmHAKO CyIIECTBYeT HECKOJIbKO
rpepacrioysiaralomux (GakTopoB, KOTOpPble 3HAUYUTETBHO YBEIMUYMBAIOT PUCK Pa3BUTUSI ITOTO
3a6oseBaHms. YeTKO AoKa3aHHas B3aMMOCBSI3b MEXKAY MOHM3UPYIOLIEH pamualneil pyu B3pbiBe
aTOMHOJT 60MOBI, a TAKKEe XMMMO- ¥ paaMOTeparesi 1o MoBOLY APYTUX OITyX0JIeii C TTOBBIIIEHHBIM
PUCKOM BO3HMKHOBEHMSI OCTpBIX JIE/iKO30B 3acTaBwia M3yUUTb JpyrMe BO3MOSKHbIE
JeiikeMoreHHble (akTOphl (HM3KME [03bl pafgualuy, XUMHUYECKMe BelllecTBa, KypeHue,
3JIeKTPOMAarHuTHbIE BOJIHBI). J[oKa3aHO, YTO MEXAYy KypeHMeM M PUCKOM pasBUTUS OCTPOTo
JIeiiko3a CyIecTBYeT J030Basi 3aBUCUMMOCTb, KOTOPasi 0COG€HHO OYeBMIHA JIJIs JinI] cTapiie 60 JeT.
Psp uccnenmoBaTeneit nmpepmnosaraet, 4To okojao 20% OMJI SBasoTCs CyieAcTBMEeM KypeHusi. beH3om
MpY IJIUTETbHOM BO3JEJCTBME HAa OpraHM3M 4YejioBeKa HAeT JIefiIKeMOTeHHbI 3(QGdeKT, HO mpu
He6OJIbINMX KOHI[EHTPALMIX 3TOTO BEIeCTBa, C KOTOPbIMM Yallle BCEro CTAJIKMBAIOTCS JIIOOM Ha
MIPOM3BOACTBE, He JOKa3aHa B3aMMOCBSI3b C IOBBIIIEHHBIM PUCKOM BO3HMKHOBeHUs1 OMIJL. Tlpn
MU3y4eHUM MOCTOSHHOTO BO3AEMCTBMSI MJIbIX 03 pagualuy MoKa He MOTyYyeHO J0Ka3aTesbCTB B
MOMb3y YBEIMUYEHMSI YacTOThl 3aboneBaemoctu OJI. BmepBble B3aMMOCBSI3b  MEKIY
npenmecTsyomeii XT, Jy4eBbIM JIeUeHMEM KaKMUX-TMOO APYTUX OITYXOJEBbIX 3a00JIeBaHMII U
YBeJIMUEHHBIM pPYCKOM pas3BuTus OMJI 6p11a OTMeUeHa y MMallMeHTOB, M3JIEYEHHBIX OT JMMGOMBI
XomxkkiuHa. JlokazaHo, UTO He CTOJbKO KYMY/ISTMBHAs [103a, CKOJbKO MHTEHCUMBHOCTb IO30BOTO
BO3IEICTBUS OOYCJIOBIMBAET IIOBBIIIEHME YacTOThl 3aboneBaemoct OMIJI. Puck pasBuTUS
BTopuuyHOoro OMJI Haubosee BbICOK B MepUOZ, OT 2 10 9 JIeT mociie 3aBepIieHus MPeAIecTBYIOei
XT. B 85% ciyyaeB BTOpPUYHbIE JIEIIKO3bI BOSHUKAIOT B CPOKM A0 10 JIeT OT OKOHYAHMUS JIeUeHUSsT
[3,4]. 9Tuonorus u crienuduyeckre GakTopbl, MPUBOISILINE K PA3BUTUIO BTOPUUHBIX MUETOUIHBIX
OITyXO0Jieli, TIOMHOCTbI0O He M3yuyeHbl. B mMaToreHes BOBJieUeHbl MHOIME TeHeTUYecKue MyTU U
KoomepaTuBHble MyTauuu. «BropmuHbie» OMJI, accolMMpoBaHHble C TIpMMEHEHUeM
AIKWIMPYIOIIMX areHTOB, YacTo AeGI0THMPYIOT C MueaomucIviactuyeckoro cuuapoma (MIC) c
MOHOCOMMEN MJIY YaCTUYUHOI Aeneryeit xpomocoM 5 u 7. ITot Tmt OMJI BO3HMKAeT OTHOCUTEIBHO
MO3HO, B CPeIHEM Yepe3 5-7 JIeT Ioc/Ie JIeUeHNs TIePBUYHONM OITyXOJIN.

BeposTHOCTb pa3BUTHSI JIEMIKO30B YBEIMUMBAETCS TIPU CIEAYIOIMX TeHEeTUYeCKM 00YCIOBIEHHBIX
3a60/eBaHMSIX: BPOXKIEHHAs] araMmMmarnobynnHemusi, cuugpom IlIBaxmana-JaiiMOHZA, aTakcus-
TeJleaHTMOdKTasusl, cuHApom JIlyu-Opaymenu, HeilipobubpomaTros, aHemus [aiimMmoHma -—
bnekdana, Tsskemast BpoKIeHHas] HeiTporneHus, aHemus PaHKOHM, CMHApPOM JlayHa, CMHIPOM
biyma.



1.3 dnmmaeMuosiorusa 3a601eBaHUs UIU COCTOSIHUS
(rpymnmbl 3a00/1eBaHM MJIV COCTOSTHMIA)

Cunraetcst, uro OMJI 3a6oeBaeT B cpegHeM 3-5 ueoBek Ha 100 ThIC. HaceneHus B rof. [Ipu sTom
3a60/1eBaeMOCTh PE3KO BO3pacTaeT B Bo3pacTe crapiue 60 jieT u cocraBiseT 12-13 uemoBek Ha 100
TBIC. Y JIfofieil B Bo3pacte crapire 80 yier. MeayaHa Bo3pacTa 3TOro 3ab0ieBaHUS COCTABIsIET 65
Jet. druagemuonoruss OMJI cpenu petckoro HaceneHusi B Poccuiickoit @Pepepauiy m3ydeHa
HenoCcTaToOYHO. OCTPbIi MUETOMIHBIN J1eiiko3 BcTpevaeTcsl B 20% - OT BCeX OCTPBIX JIEMKO30B Y
JleTeil, cocraBisgeT 6% OT Bcex omyxonei y pereii. Hoseie cayuyam OMJI cocrasisior 0,7 -
1,2/100.000 B rog, [1,5].



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS VI

COCTOSTHMSA (IPyINIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAgHOM CTaTUYeCKON KiacuduKkanmumn
O0oJie3HeV U MPo0IeM, CBI3aHHBIX CO 3JOPOBHEM

C92.0 OcTpbIii MUENOUIHBI JIeIK03

VickmioueHne: 060CTpeHNe XPOHMYECKOTO MUETOMIHOTO jeiiko3a (C92.1)
C92.3 MuenonpHas capkoma (XJ10poma, TpaHy/lIoLUTapHasi capkoma)
C92.5 OCTp5Iit MMETOMOHOIIUTAPHBIN JIEM KO3

C92.6 OcTpbliit MUenouUIHbIN Jeliko3 ¢ 11q23-aHoManueit

C92.7 Ipyroii MyuenouIHbIN JIeIKO3

C92.8 OcTpas muenongHas jeiikeMusi ¢ MyJIbTUIMHENHONM AycIasuen
C92.9 MuenonaHblii 1€/iK03 HeyTOUHEHHBIN

C93.0 OcTpbIii MOHOLIMTAPHBIN JIENKO3

C94.0 OcTpast sapuTpeMust U SpUTPOIEITKO3

C94.2 OcTpblii MerakapmobIacTHbIN JTeK03



1.5 Knaccudukanys 3a6oneBaHNs UV COCTOSTHUS
(rpyuisl 3a00/1eBaHU WJI COCTOSIHUN)

ITepeuens BapmuanToB OMJI u apyrux omyxoseit ¢ muenougHoi guddepeHuposkoit (BO3,
2016) [6,7]:

Knaccuduranmst BO3 (2016) moppaspensier Bce OMJI, OCHOBBIBAsSICh Ha UX IIUTOT€HETUUECKUX U
MOJIEKYJITPHO-TEeHETUUECKMX OCOOEHHOCTSIX, M MMEHHO 3TU 0COOEHHOCTM (GOPMUPYIOT KIMHUKO-
MTaTOJIOTUYECKYE TPYIIITHI:

OMUJI ¢ yCTOMYMBO BBISBISIEMbBIMU reHETUYECKUMY aHOMATUIMU
OMJI c t(8;21)(q22;q22); RUNXI1-RUNXITI

OMIJI c inv(16)(p13.1q22) or t(16;16)(p13.1;q22); CBFB-MYH]11
OIT ¢ 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 c inv(3)(q21926.2) or t(3;3)(q21;q26.2); RPN1-EVI1

OMIJI (merakapmo6nacthblif) ¢ t(1;22)(p13;q13); RBM15-MKLI
OMJI c BCR/ABLI*

OMIJI ¢ TeHHBIMY MYTalUIMu™:

OMIJI ¢ myTMpOBaHHBIM reHOM NPM1*

OMIJI ¢ 6uastenbHoi MyTanyeii rena CEBPA™

OMIJI ¢ MyTMpOBaHHBIM reHOM RUNXI*

OMIJI ¢ M3MeHeHUSIMU, CBI3aHHBIMU C MUeTOAUCIIa3el

MueniouaHble HEOTIIA3UM, CBSI3aHHbIE C MpefuecTByomen XT

OMJI, mo-npyromy He crienudunypoBanubie (NOS)

OcTpblii MMeI06JIaCTHBIN JIEKO3 C MUHUMAIbHO AuddepeHIMPOBKOi

OcTpbIit MMeTO6IaCTHBIN JIeIK03 6e3 CO3peBaHMs

OcTpbIit MIeT06/1aCTHEIN JIeI KO3 C CO3peBaHMeM

OcTpblii MMETOMOHOOIACTHBI JIEHIKO3

OcTpbIit MOHOO/IACTHBI/MOHOIIMTAPHBIN JIEITKO3

OcCTpsIit 5pUTPOMIENIO3

OcTpalit MerakapmobIacTHBIN JTeK03

OcTpblii JIeiiko3 13 6a30(GuIoB

OcTpblii TaHMMEN03 ¢ MUeTObUOPO30M (CUH.: OCTPBI MUETOhUOPO3; OCTPbIl MUETOCKIEPO3)

MuenouHas capkoma (CuH.: 3KCTpaMeny/UISIpHAs MMeIOUIHAsl OITyXO/lb; TPaHY/IOLMUTapHasI
capKoMa; XJiopoma)

MuenouHble OIYXOIU, CBI3aHHbIE C CMUHAPOMOM [layHa

TpaH3UTOPHBIN aHOMAaJbHbII MUEOI033 (CUH.: TpaH3UTOpHOe MII3)

MwuenonaHbIli JIEMKO3, CBI3aHHbBIN ¢ CMHAPOMOM [layHa



OnyxoJib Y3 MAa3MalUTOUIHBIX JeHAPUTHBIX KIETOK

QOcTpble eiiKo3bl HeonpeaeaeHHO JUMHUK nuddepeHIMpoBKy
Ocrtpslit HepbdepeHITPOBAHHbIN JIEITKO3
OcTpblit J1eiiK03 cMelmaHHoTo GeHoTHumna ¢ 1(9;22)(q34;q11.2); BCR-ABL1

OcTpelit J1eitko3 cMmenraHHoro Genoturna ¢ t(v;11q23.3); peappamwkupoBka rena KMT2A (paHee —
MLL)

OcTpblii JIeliko3 cMellaHHOTO GeHoTura, B/muenoumHbiii, NOS
OcTpblit J1eiiko3 cMelmaHHOTo deHoTtuna, T/Muenouaublit, NOS
OcTpolit eiiko3 cMemaHHOTO deHoTmmna NOS*

OcTpble JIeiiko3bl HeopeneneHHo muHnu nuddepenunposku NOS*
* HOBbIE TPYIIITHI, BBeJeHHBIE B Kiaccudumraiio BO3 B 2016 T.

IMoarpynmna «OMJI ¢ YCTOWYMBO BBISIBJIIEMBIMM XPOMOCOMHBIMM AHOMAJIUSIMU» OObEIUHSIET
HeckoJIbKO BapuaHToB OMIJI:

«OMIJI ¢ t(8;21)(q22;q22); RUNXI-RUNXITI»

«OMJI ¢ inv(16)(p13.1922) unu t(16;16)(p13.1;q22); CBFB-MYH11» (Ip" BBISIBIEHUM YKa3aHHbIX
XPOMOCOMHBIX MEPECTPOEK, HECMOTPSI Ha YMCIO OJACTHBIX KJIETOK B ITyHKTAaTe KOCTHOTO MO3Ta,
BCerIa yCTaHaBJIMBAIOT IMATHO3 OCTPOTO MMUEIOUTHOTO JIeiK03a).

«OIUT ¢ t(15;17)(q22;q12); PML-RARA»; TpaHcinokaiuu RARA ¢ JpyrMvMu mapTHepamu
BBIZENSIIOTCS B oTHenbHble dopmbl OMJI, Hanpumep, OMJI ¢ t(11;17)(q23;q12); ZBTB16-RARA;
OMJT ¢ t(11;17)(ql3; ql2); NUMAI-RARA; OMJI ¢ t(5;17)(q35;q12); NPMI-RARA; OMJI ¢
STAT5BRARA.

Panee Bbimensiemass kateropusi «OMJI ¢ aHomammsimu 11923 (MLL)» Oblia IlepeBefieHa B
kareropuio «OMIJI ¢ £(9;11)(p22;923); MLLT3-MLL»; gpyruie TpaHCIOKaUWM, OTAMNYAIOIIECS OT TeX,
YyTO BK/IOUaloT MLLT3, MOMKHBI OBITH OTAEIbHO YKa3aHbl B AuarHose, Hampumep OMII ¢ t(6;11)
(q27;923); MLLT4-MLL; OMJI ¢ t(11;19)(q23;p13.3); MLLMLLT1; OMJI c t(11;19)(q23;p13.1); MLL-
ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL

Bouty BbIeNeHbl TPY HOBBIX MoArpynibl: «OMJI ¢ t(6;9)(p23;q34); DEK-NUP214», «OMJI ¢ inv(3)
(q21926.2) or t(3;3)(q21; q26.2); RPNI-EVI1» u «OMJI (merakapuo6mactasiii) ¢ t(1;22)(p13;q13);
RBM15-MKL1», penxuii BapuanT OJI, Haubosiee 4acTo AMarHOCTUPYEMblii Y JeTeli.

V nanyenToB OMJI ¢ HOpMaJIbHbIM KapMOTHUIIOM ObUIM BhIZENIEHbI IBe HOBbIe KaTeropuu: «OMJI ¢
MyTUPOBaHHBIM TeHoM NPMI (HykineodosmuH (smepHbiii dochornporenn B23, HyMaTpuH))» u
«OMJI ¢ wmyrupoBaHHbIM TeHOM CEBPA (6enok, cBsi3biBatomimii suxaHcep CCAAT anbda
(CCAAT/enhancer binding protein (C/EBP) alpha))». HakaruimBaeTcst Bce 6osbliie JOKa3aTeIbCTB B
MO/Ib3y TOTO, UTO 3TU MyTaLUM OIpeNeNsioT HapylleHUs auddepeHIPOBKY reMOI03TUUEeCKUX
KJIETOK, M OTHOCSITCSI K TaK Ha3bIBa€MbIM MYTalMsIM 2-TO KJacca.

Myrauuu B TeHe fms-cBsizaHHO! THposuHKMHA3bl 3 (fms-related tyrosine kinase, FLT3)
06HapYXMBAIOT IIPU MHOTMX BapuaHtax OMJI, 1 MX OTHOCSIT K MyTaluusiM 1-TO Kjacca, T. €. K TeM,
KOTOpbIe OIpenensIioT MPeyMYyIlecTBO OITyX0JIeBbIX KIeTOK B Mpoudepauny 1u/min BbIXUBaAHUNA.
OMJI ¢ myrauusmyu FLT3 He BBIOENSIIOTCS B OTHENbHYIO KaTeropuio, OJHAKO, HEO6XOOMMO
OIpeneisiTh TU MyTalMi, TaK KaK OHM MMEIOT IMPOTrHOCTUUYECKYI0 3HAaUMMOCThb. PeKOMeHayeTcs He
TOJMBKO omnpenensatb Hamnume FLT3-1TD, HO m omnpenensatb, TaKk Ha3blBaeMOe, aJUIeJIbHOE
COOTHOIIIEHME, KOTOPOe XapaKTepu3yeT 00beM OITyXOlu. AJUIeIbHOEe COOTHOIIEHVE CUUTAETCS
BBICOKMM IIpM 3HAUEHMSIX, paBHbBIX U Oosee 0,5, M HU3KMM - Tpu 3HaueHUsIX MeHee O0,5.
[IporHocTuyecKyo 3HaAUMMOCTb MMEIOT BbICOKME 3HAYEHUSI.

Panee Boimensiemas moarpyrmna «OMJI ¢ MynbTUIMHENHOV OucIuiasueit» B kinaccuburkanym BO3
(2016) onpenensetcs kKak «OMJI ¢ MU3MeHeHUSIMU, CBSI3aHHBIMMU C MyUenofucIiasueii». OMJI moryt
OTHOCUTBCS K KaTeropum «OMJI ¢ U3MEeHEeHUSIMM, CBSI3aHHBIMM C MUEJIOIVCIIIa3Uei», eCIIN:

1) ® 20% 6/1aCTHBIX KIETOK B KOCTHOM MO3Te UM repudepuuecKkoil KpoBu



2) cymecTByeT TmpepdmecTByomas wucropus MIAC wiu wHOro wmuenonponndepaTuBHOTO
3a6oneBanus (MII3);

3) CyIIeCTBYIOT IMTOTEHETUYECKIE aHOMAJINM, aCCOIIMMPOBAHHbBIE C MUEIOIMCIIa3M el :
a - KOMILJIEKCHbIN KapuoTHIl (3 XxpOMOCOMHbBIX aHOMaJInu 1 6osiee);

6 - HecOayaHCPOBaHHbIe TTepecTpoiiku: -7 wim del(7q); -5 win del(5q); i(17q) wm t(17p); -13 wim
del(13q); del(11q); del(12p) or t(12p); del(9q); idic(X)(q13);

6 - cbayaHCHMpOBaHHbBIE TIepecTpoiiky (TpaHcmokamum): t(11;16)(q23;p13.3); t(3;21)(q26.2;q22.1);
t(1;3)(p36.3; q21.1); t(2;11)(p21;923); t(5;12)(q33;p12); t(5;7)(q33;q11.2); t(5;17)(q33;p13); t(5;10)
(933;q21); 1(3;5)(025;034).

4) MyJIbTUIMHENHAs OUCIUIa3us;
5) OTCYTCTBYIOT «yCTOIUMBO BbISIB/ISIEMble XPOMOCOMHbBIE aHOMaJINN»;
6) paHee He npoBoAwIack XT 110 MOBOMY APYroro 3aboieBaHMs.

OMJI, kaKk Ipyrue MueIOUAHbIE OIyXOJM, BO3HMKIIME BCAeNCTBMe paHee mpoBomumoii XT 1o
TOBOJLY APYIUX 3a60eBaHMuii, B oTaenbHYI0 popmy OMJI He BbIIESIOTCS.

IIporHocTuyeckue GaxkTopbl

V mereit 06yC/IOBIeHbI OMOIOIMYECKUMM XapaKTePUCTUKAMM JIeJiIKeMUUYeCcKOoro KioHa

@akTophl, CBA3aHHbIe C 3a00/MeBaHMeM M BIMAIONIYE Ha pe3yIbTaThl Tepamuy, ClIegyeT
aHa/IM3MpPOBATh HA BCEX 3Talax JiedeHus. ITO OOYCIOBAEHO TeM, UTO JIeIK03-aCcCOLMMPOBAHHbIE
(hakTOpBI IPOrHO3a MMO3BOJISIOT OLIEHUTh 06HEM OIIYXO0/JEBOJM MAacChl, YyBCTBUTEIBHOCTh 6/IaCTHBIX
KJIeTOK K LMTOCTATMUYECKMM IIpelrapaTaM, CKOPOCTb SIMMMHALMM JIEMKEMUUECKMX KIE€TOK U
o6beMm MOB.

[Ipexxme Bcero, HEOOXOAVMO YUYUTBHIBATH TAaKMe BIIOTHE AOCTYITHbIE KIMHUKO-TeMaTOIOTMYeCcKue
rapaMeTpbl, acCOIMMUPOBAHHbIE C HeOGMaronpusaTHbIM TedeHrneM OMJI, Kak JIEMKOLIMTO3 BBIIIE
100x10%/1, HemOCTIKEH Ve TIOMHO} PeMUCCUY TIOC/Ie TIePBOTO MHAYKIMOHHOTO Kypca.

OmHuM W3 BakHemMX (HaKTOPOB IPOrHO3a, COMPSDKeHHbIX ¢ OMJI, SBSIeTCS KapMOTUII
JefikeMUYeCKMX KIeTOK. VccrenoBaHue KapyMOTUITA HEOOXOAMMO TPOBOAUTH B 00SI3aTEIbHOM
Mopsiike BCeM MalyeHTaM ¢ nogo3peHrem Ha OMJI. [JaHHbIe IIUTOreHeTUUECKOTO MCCIeSOBaHNs
03BOJISIIOT Bepudunposatb OMJI B cydasix, KOT/ia MPUHIIUITMAIBHBIM SIBJISETCS He KOJIMYeCTBO
6/1aCTHBIX KJIETOK (MeHble win Gombine 20%), a oOHapyKeHMe XapaKTePHbIX XPOMOCOMHBIX
abeppauuii. Peub nyet, B 4aCTHOCTHU, O Tak HazbiBaemoM CBF (Core Binding Factor) OMJI, KOTOpbIii
obbenuHSIeT cydau ¢ TpaHoiokanuei t(8;21) u uHBepcueit inv(16), HE3aBUCUMO OT OTCYTCTBUSI
WV HAJIMYUS TOTIOJIHUTETbHBIX XPOMOCOMHBIX abeppariuii.

I[ToMmuMo 3TOro, Ha OCHOBaHMM U3YYEeHMS KapUOTUIIA, IIPENCTaB/ISeTCS BO3MOXXHBIM
crpatuduuuposath nanueHToB OMJI Ha 3 OCHOBHbBIE IPYIIIbBI: 6;IaTOTPUSITHOTO, TTPOMEKYTOYHOTO
U HebnmaronmpusTHOTO TporHo3a (cm. [ipunoskenue I'2). Iogpasnenenue maryentToB OMJI Ha 3Tu
TPYIIBI  11€/1IeC000pa3HO C TOUKM 3peHUs BbIOOpPA TAKTUKYU MMOCTPEMMUCCUOHHON Tepamnmun:
TpUMeHeHMe UTapabyHa B BbICOKMX Ao03ax (BLI), ucronb3oBaHye TpaHCIUIAHTAIMM aJlJIOT€HHbIX
CTBOJIOBBIX reMonosTuueckux kieTtok (amioTTCK). B mowienmHee BpeMsl psii, POCCUIACKUX U
aMepUKaHCKMX HKCIIePTOB MallMeHTaM ¢ HeGIaronpusTHBIMY aHOMAaIMSIMU KapMOTHIIA BOOOIIE He
pPEKOMEeH[IyI0T CTaHJApTHYI0 XMMMOTeparnuio BCIeACTBUME ee HU3Koi 3dderkTuBHOCTH, a
MpeJiaraloT MHble HU3KOO3HbIe U TapreTHbIe BO3/AENCTBYS C IIepBOro Kypca MHAYKIMH [8].

CnenyeT OTMETUTb, YTO Yy TOJOBMHBI maiueHTOoB OMJI ompepensieTcss HOPMaabHbIN KapUOTUIT
JielikeM14YeCcKMX KJIeTOK. ITO MOKeT CIY>KUTb OCHOBaHMEM B psiie ciiyvaeB i posenennst FISH-
MUCC/IeIOBAaHUS WM MOJIEKYISIPHO-TeHeTUUEeCKUX MCCIeNOBaHMii C IIe/IbI0 TIOMCKA OTHeIbHbBIX
XMMEPHBIX TE€HOB MM ITIOJIOMOK KapMOTUIIA, aCCOIMMUPOBAHHBIX C OIpPeHeIeHHbIM KIMHUKO-
rematojornyeckuM ¢enorurom OMJI u mporHosom: RUNXI-RUNXITI (t(8;21)), CBFB-MYHI11
(inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214, moHOCOMMUM 5, 7, MUHBEpPCUU 3
XPOMOCOMBI U PsIia IPYTUX.



BmecTe ¢ TeM, H€O6XO,ZLI/IMbIM SBJIAETCA U IIOUCK Y ITallMeHTOB OMJI ¢ HOPMAa/JIbHBIM KapMOTUIIOM
MYTHLU/II'/'I OTOE/JbHBIX I'€HOB C YCTAHOBJ/IEHHbIM ITPOTHOCTUYECKMM IIOTE€HIMAa/IOM. MOJ'[EKYJ'[F[I)HO-
reHeTu4dyeckas CTpaTI/I(l)]/IKaLU/IH nanyueHnToB OMJI Ha T'PYIINbI pUCKA IIpeaCcTaB/ieHa B HpI/IJIO)KEHMM
I2.

dakTOpLI OPOTrHO3a, CBA3aHHLIE C HeaneKBaTHOM XT

B PO, K cokajieHNI0, CYIeCTByeT Takoii (hakTop He6IaronpusTHOrO IPOrHO3a Kak HeajeKBaTHOe
LUTOCTaTMYECKOe BO3[ENCTBME B Iepuoj MHAYKUMN/KOHCOMUAAUNM (YMEHbIIeHNEe DPaCYeTHBIX
03 LUTOCTAaTUUECKUX IMpenapaToB M 3HAUUTENbHOE yIAAVMHEHME MHTepPBAJIOB MEXIY KypcaMmu),
WIM HeafeKBaTHas ImpepnjedyeHHOCTb. Eme B Havame 1970-x romoB, Ha IEepBBIX 3Tamnax
cranoBierust XT OMJI amepuKaHCKMMM MCCIeI0BATENSIMY ObUIO TOKAa3aHO, YTO 3((PeKTUBHOCTD
[POrpaMMbl “5+2” CTATMCTUYECKM 3HAUMMO XyiKe, YeM IIporpaMmsel “7+3”. Bonee 20 ner Hasaz B
Poccuiickux  MCCIemOBaHMUSIX ~ OBUIO  MPOJEMOHCTPMPOBAHO, UTO  yMEHbIIEHME 103
aHTPALMKIMHOBBIX aHTMOMOTUKOB M LMTApabyHa B KJIACCMYECKOi rporpamMmme “7+3” IpUBOOUT K
CYIIeCTBEHHOMY YXYILIEHNIO TIoKa3aTeseii oo1ieit 1 6e3pelnIMBHON BDKMBaeMOCTH [3].

be3 MoOJeKyISIpHO-TEHETUUECKMUX MCC/IeMOBaHMIA, BBIIIOTHEHHBIX B [1ebloTe 3ab0yeBaHMS,
coBpemeHHoOe jieueHre OMJI HEBO3MOXHO.



1.6 KiimHnyeckass KapTyHa 3a00/IeBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHU VIV COCTOSIHUN)

B 0CHOBHOM KIMHMYECKME MPOSIBIEHNS CBSI3aHbI C 3aMelleHNeM HOPMaJbHOJ reMOIO3TUYEeCKOT
TKAHM  OMYXOJEBbIMM  KJIeTKaMu  (aHeMMsl, TPOMOOIMTOTEHMUS, TPAHYIOLMUTOIIEHMUSI),
MHOQUIbTPALMEl MMM PA3IMYHBIX OPraHOB U TMPOMYKIMEN DPa3IUYHBIX ITUTOKMHOB [9]. IebioT
OMJI MoskeT OBbITb OCTPHIM CO 3HAUUTEJbHBIM IIOBBIIIEHVEM TEMIIEpaTypbl Teja, Pe3KOil
1aboCThI0, MHTOKCUKALVIEN, KPOBOTOUMBOCTBIO, TSKENbIMU WHGeKIusIMu. OmHAKO Hepeako
OUArHo3 YCTaHABIMBAIOT CIYYaifHO TIpM NpOQUIAKTMUECKOM OCMOTpe WIM B ClIydyae
TrOCOUTAIN3ALMN [10 APYTOii IpUUMHE.

IIpu 0OBEKTMBHOM 00C/IeIOBaHMM MOKET He HAaOII0maThCsl HMKAKUMX CMMITOMOB. Ho mOBOIBHO
YaCTO BBISIBJISIETCS] YBEIMUEeHME mepudepuieckux JMMQpaTUIecKnx y3/I0B, TeUYeH!, CeJIe3€HKY (UTO
Haubosiee XapakKTePHO JJIT MOHO- M MMEIOMOHOOIACTHOrO JIeiiK0o3a), TUIepIuiasust qeceH (pu
MMEIOMOHO- ¥ MOHOOJIACTHBIX BapuaHTax), MHOWIbTpAIMS KOXM (P MMEIOMOHO- U
MOHOO/IACTHBIX BapMaHTax), reMOpparMyeckuii CUHAPOM pPa3JIMUYHOM CTEIeHU TSKECTU - OT
TeTeXUalbHbIX BBICHIMTAHUI [0 TSDKENIbIX KPOBOTEUEeHMH, O60nM B KOCTSIX, apTpaIruu,
HeBpOJIOTMUECKass CUMIITOMAaTHKa (MeHMHTeajJbHble 3HAKM - TOJOBHAsl 0OJb, PUTUIHOCTD
3aThIJIOYHBIX MBbIIII, CMMITOM KepHura, napes auiieBoro, rina3oABUraTeIbHOT0 U IPYTUX HEPBOB,
rmapesbl HIDKHMX KOHEUHOCTEeNl M T.O.). B aHanmmszaxX KpoBM MOTYT OBbITh Hecmenyuduueckue
M3MeHEeHMSI: TPeXPOCTKOBAsI LIMTOIIeHNSI, UM aHeMMSI, UJIM TOJIbKO JIEMIKOTIeHUS UJTU JIEJAKOIUTO3,
WM TPOMOOLMTOIIEeHNSI. BilacTHBIe KJIETKM MOTYT He OIpemessIThCsl B aHaiu3e mnepudepuyeckoit
KpOBM U, HAa060poT, cocTtaBasaTh 90-95% Bcex JeifkonMTOB. KOMM4ecTBO JIEMKOIUTOB TaKKe
BapbupyeT ot MeHee 1,0 mo 200-300x10%/1. IIpumMepHO B 15% ciydyaeB B me6ioTe 3a6omeBaHMS
oIpemenseTcs JIeMKOUUTo3 6oiee 100x10%/71.

IOuddepenunanbuas auarnoctuka OMJI mpocTa, MOCKOMIBKY, €CM eCTh ero MophoIornyeckoe
ToATBepkAeHNe (OacTHbIe KJIETKM B IyHKTaTe /WM B Tepudepuyeckoil KpoBH), AMArHO3
oueByzieH. TPyOHOCTM BO3HUKAIOT HA TMEPBbIX 3TANax - MpU aHaIM3e Ma3KoB Iepudepuyeckoit
KPOBM, KOTZIa BIACTHBIX KJIETOK HET. YBeJMUYeHMe YMCIa JIEKOIUTOB CO CABUTOM (POPMYJIbI BJIEBO
MpU  Pa3IMYHBIX WHQMEKIIMOHHBIX TPOIECcax, a TaKkkKe TPOMOOLUTONEeHNSI, aHeMus WU
reMopparuueckmii CMHIPOM TIPU TSHKeNbIX MHGEKIMSIX U CeIcuce MOTYT BbI3bIBATb COMHEHMUS B
nuarnose OJI, HO B TaKuX CIyYasx HMKOTZA He OOHapY)XMBAIOTCS TUIIMUYHbIE GIACTHBIE KIETKMU.
Hepenko TpebGyercst muddepeHnnanbHas AMATHOCTUKA € MHGEKUMOHHBIM MOHOHYKIE030M MU
HEKOTOPBIMM JIPYTMMM BUPYCHBIMM MHOPEKUMUSIMY, TeM Gojee UTO KIMHUYECKas CUMIITOMAaTHKA
(TIOBBILIIEHVIE TEMIIepaTyphl Tena, 601 B Topie, yBeludyeHue auMdaTuyeckux y3JioB, MEYeHM,
celle3eHKM) MOKeT HamoMuHaTh TakoByio mpu OJI. [uddepeHIMaNbHBII OMarHO3 [TOJKEH
TPOBOOUTHCST CO  CJIEAYIOMVMM  3a00NMeBaHMSIMMU: JIPYTME  OCTpble  JIeKO3bI:  OCTPBIi
auMQOOIACTHBIN  JIeiiK03, OCTpbIi OMMEHOTUNNUECKUIT JIeiK03, MMUEeIOAUCIIIACTUIECKUA
CUHZ,POM, I0BeHW/IbHble MMEJIOMOHOLMTAPHBI JIEMKO03, JIeIKeMUOLAHbIe Peakluy, ariacTuiecKast
aHeMMsI; 3JI0KaueCTBEHHble HOBOOOpPA30BaHMSI HEreMaTOoJ0rMueckoii Mprupoasbl (HelipobiacToma,
paboommocapkoMa), OCOOEHHO TMpY HAIUUYMU SKCTPAMEIY/UIIPHbIX TOpaskeHWil, ¢ 6GJIaCTHBIM
KPM30M XPOHMUECKOTO MMeJojieiiko3a (pucyTcTBue uiagenb@uiickoii XpoOMOCOMbI He BCerna
IOMOTaeT, Tak KaK 3TOT MapKep MOXeT OOHAapysKMBATbCSI M IPU BIIEPBbIE OMAarHOCTUPOBAHHBIX
OCTPBIX JIeJIKO3ax).

Ocoboro BHMMAaHMSI 3aCIYKMBAIOT BHEKOCTHOMO3roBble TiposiBiieHusi OJI, 0ocobeHHO
HeliponeikeMusi, KOTOpasi MOXXeT OmpenensiTbCsi U B MOMeHT AuarHoctTuku OJI. Bo3HuKHOBeHMe
HeliposeiikeMuy 06yCJIOBJIEHO MeTacTa3MpOBAaHMEM JIEMKO3HBIX KIETOK B MAYTUHHYIO M MSTKYIO
MO3TOBbIe OOOJIOUKM T'OJIOBHOI'O M CIIMHHOTO MO3ra. B psme ciydaeB HaGmOgaeTcs JeiiKo3Has
vHuabTpanusa  nepudepuyeckux  HEPBOB C  PasHOOOPA3HBIMM  JOBUTATEIbHBIMU U
YYBCTBUTENbHBIMM HapyIIEHMSIMM, WM OOHapyKMBAeTCsl OdvaroBoe IIOpaskeHMe BellecTBa
rOJOBHOTO Mo3ra. HeliponeiikeMusi XapaKTepu3yeTCsl MEHMHI€aJlbHbIM M TUIIEPTEH3MBHBIM
CMHIPOMOM: OTMEYaeTCsl TOCTOSIHHAsI TOJOBHAs 60b, BO3MOXKHA PBOTA, BSITIOCTH, BBISBIISIETCS
OTeK [AVICKOB 3PUTETbHBIX HEPBOB, MOXeT ObITb HMUCTArM, KOCOITa3ue, ApPyrue TMpU3HAKU
TOpakeH!s YepermHO-MO3TOBbIX HEPBOB, BbISIB/SIETCSI PUTMIHOCTD 3aThIJIOUHBIX MBILIL, CMMIITOM
Kepuwura. Ilpu OMJI HeiiponeiikeMust JOBOABHO peoka B [ebiTe 6oye3HM, TeM He MeHee
BCTpeYaeTcs Mpy MUEIOMOHO- ¥ MOHOGJIACTHBIX BapMaHTaX, 0COGEHHO TIPU TeX PopMax JIeifko30B,
KOorma OOHAapyKMBAIOT IOJIOMKY 16 xpomocoMbl — inv(16) (y 30% Takux NaIlMEHTOB IIpuU
OTCYTCTBUM TIPOGUIAKTUKY BO3HMKAeT Heltponeiikemust). I[Ipu OMJI K 3KCTpaMemy/UISIPHBIM



OTHOCSIT TIOPaKeHUST KOXKM (JIefiKeMMObl - yallle BCEro 3TO 6arpoBO-CHMHIOUIHbIE YIJIOTHEHMS,
Y3€eJIKM B KOXKe), CeTYATKU, IeCeH, IMUeK, SMUHUKOB. OMMCcaHbl TOpaxkeHMs TMMQPaTUIEeCKUX Y3JI0B,
JIETKUX, KUIIEYHMKA, CepLeuyHOl MBbIIbl, MOYETOYHMKOB. I[Ipm OMJI skcTpamenysisipHbie
MopakeHMsl MATKMX TKaHeil paHee Ha3bIBaIM “XJI0POMOI”. B HacTosee BpeMs Ij1s1 0603HaUeHMsI
MOPaKeHMSI MSITKMUX TKaHeli M OpraHoB MCIIOIb3YIOT TEPMUH MUEIOUAHAS UAM FPaHyJIOLUTapHas
capkomMa.



2. IuarHoCTUKA 3a00/1€eBaHUS UV COCTOSIHUS
T'PYIIIIbI 3200/IeBAHUI UJIM COCTOSTHMIT)
MeAUIIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
IMIPUMEHEHNIO METOd0B AMarHOCTUKU

Mmuozue pexkomeHdosaHHble Memodsl OUAZHOCMUKU 3A60N€6aHUS U C8A3AHMBIX C HUM COCMOSHUILL
umerom 0zpaHuueHHylo 00Ka3amenvbHylo 06d3y 8 CO0Mmeemcmeuu ¢ WKAAAMU OUEHKU YPOBHS
docmosepHocmu dokazamenscme (YI) u ypoeHs yoedumensHocmu pekomeHdayuti (YYP) no npuuuHe
0Mcymcmeusi NOCBAUEHHbIX UM KAUHUUECKUx uccnedosanuti. Hesaupas Ha 3mo, OHU A8S10MCA
HeoOX00UMbIMU dNIeMeHMamu  00Cn1edo8anuss nayueHma O ycmaxoeseHus OudzHo3d U ewslbopa
MAKMUKU JeueHus, max Kak 0ojiee spexmusHvie u doKazaHHvie Memoodsl 8 Hacmosuee 8pems He
paspabomatoi.

Kpumepuu ycmanoenenus ouazno3a/cocmosHus: duazqo3 OMJI ycmanasaueaom Ha 0CHOBAHUU
06Hapyx#eHUs1 8 NyHKMame KOCMHO20 M032d Uu 8 nepugepuueckoii kposu He meHee 20% O1ACMHbIX
K7emoK, Jaub0 He3asucumo Om NPOYEeHMHO20 Codepxcanuss OAACMHbIX KAemoK npu HAIuuuu
namozHoMoHuuHslx onss OMJI xpomocomHblx aHomanuii: t(8;21) (q22; q22) AML/ETO, t(15;17) (q12;
ql1-12) PML/RAR-a, inv(16) unu t(16;16) (p12; q23) CBF/MYH11, t(1;22), nanouek Ayapa.

CeodHas mabauya uccnedosarutl, HeoOXo0UMbIX 01 OUAZHOCMUKU U eepuukauyuu duazHoza OMII,
npeocmasnena 6 Ilpunoxcenuu A3.1. Ha 0CHO8GHUU KAUHUYECKOLU KAPMUMBL, a4 MAKHeE aHaIu3a
pe3ybmamos nepeuucieHHslX UCCIe008aHUL, NAYUEHMO08 CMPaAmu@uuupyiom Ha MOAEKYAAPHO-
2eHemuuecKue, a Makxie KAUHUuecKue 2pynnsl npozHo3a (npuioxcexue I'2).



2.1 J)Kano0b1 M1 aHaAaMHe3

Knunuueckue nposenerus npu OMJI 06614HO C8S3AHDI C USMEHEHUSIMU 8 2eM02paMMme — YUumoneHueli:
HetimponeHus — 6akmepuansHsle UHpeKyUU, Npossasowuecs, KaK Npasuio, 1uxopaoxoti;

AHemus — cnabocms, ymomasemocms. Obuias crabocms npucymcmeyem y 00nsWUHCMBA NAYUEHN08
U Moxcem Hadn0amocsl 3a HeCKONbKO Mecsiyes 0o ycmaHoe ieHus: duazHo3d;

Tpomboyumonenuss — 2emoppazuueckuti cundpom 6 eude nemexuti, Kpo8omouusocmu 0eceH,
peyuousuUpYIOWUX HOCOBbIX KPOBOMEUEHULL, MEHO- U MEMPOppazul.

B HEKOmMopeuolx ciyuasax mozym Habntdamscs occaneuu, B-cumnmomot (Jzuxopaaka, CHUJM(eHUe Mdaccobl
mena, 8blpaMdceHHAas HOH’ZJIUGOCmb).

B pﬂae aiyuaes y nayueHmos 8 meueHue HeCKOJIbKUX mecsaues do o6pau4€Hu,q Moxcem Habawdamocs
HemMomueuposaHHas cnabocme.

IIpu ocmpom MmuenomoHobaacmHom Jietikoze U 0CMpPoOM MOHOOACMHOM Jieliko3e XxapakmepHda
2unepniasus 0eceH U nayueHmosl Mo2ym nepeoHauaibHo 06pauiamoscs K Cmomamosnozy.

e PekoMeHAyeTCs BCeM MalyieHTaM IIpY MONO3peHMM M Npu ycraHoBiaeHHoM OMIJTL:
TIIATENbHBIN C60p aHaMHe3a 3a60leBaHMsI ¢ YTOYHEHMEM Teparyy, KOTopasi MPOBOAMIACH B
CBSI3U C 9TUM 3a60JIeBaHVEM WUJIU T10 TTOBOAY APYrux 3ab60eBaHuii paHee, CEMefHOrO aHaMHesa,
a TaxKe MOAPOOHOe OTycaHMe KaIob mauyeHTa 1yisi Bepudukanum quartsosa [1,3,10].

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)



2.2 dusuxKajJbHOe 00cjIegJoBaHue

e PekomMeHayeTCcs1 BCeM MNanMeHTaM IIPU MONO3PEHMM U NpPU YycTaHOBJIeHHOM OMIJI
MpOoBOAUTH (QU3UKAIBHOE 00C/IefoBaHNe, BKIIOYAoIIee M3MepeHye pocTa M Macchl Teia,
TeMIIepaTypPhl TeIa; OIEHKY COCTOSIHUSI KOXKHBIX IIOKPOBOB, KOCTHO-CYCTaBHOM CHUCTEMBbI;
BbISIBJIEHVE NIPU3HAKOB reMopparnyeckoro CMHApOMa; HaJinyye renaTocryieHoMerajinu,
mumdaaeHonaTUM; HaJIinuue MpU3HaKoB AUCHYHKINY cepalia, TerkKux, Ie4eH, OpraloB
3HIOKPUHHOI, HEPBHO cucTeMbl IJisi Bepudmkanuy quardosa [11].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)

KommeHTapum: npu usukansHom 00c1e008anuu y yacmu nayueHmos (8 OCHOBHOM, C OCMPbIM
MUEJIOMOHOONACMHBIM  JIELIKO30M, OCMPbIM  MOHOONACMHBIM  J1eLiK030M,  GJIACMHBIM — KPU3OM
XPOHUYECK020  MUENONeliko3a) 6blensiom  NpusHaku  «nponugepamugHozo»  cuHopoma —
cnjeHomezanusl, yeeauueHue JUM@amuyueckux y3Jio8, KoxcHole setikemuosl. Jletikemudsl 8bl67510M 6
13% cnyuaes u umerom 6u0d Y3708 C U3MEHEHHBIM UBemom Koxu Had Humu [12]. Ipu muenoudHoli
capkome 8bls18Jis1I0M IKCMpamedyisipHele onyxosesvle 06pa3osanus pasiuyHoll sokaruzayuu [13]. B
0CMAnbHOM NpPOSIGIEHUsT MANOCNeyu@uuHbl U BKAUAIOM CUMNMOMbL, C853AHHble C aHemuell U
mpomboyumoneHueti.



2.3 JIabopaTOopHbIe TMArHOCTUYECKHUE
UCCIeTOBaAHMS

¢ PekomeHayeTCs1 BceM IalieHTaM Ipu nopo3peHuun, auarHocTuke OMJI, a Takke B xopne
TepanmuMM C YacTOTOM OT €eXKEeJHEBHOr0 0 eKeMeCAYHOIO, BBbIMIOJIHEHME OOIIero
(KIMHMYECKOT0) aHaiam3a KpoBUM C auddepeHIMpOBAaHHBIM IOJACYETOM JIEMIKOLIMTOB
(nmeiikonMTapHitio (GopMyNnbl) M MCCIENOBaHMEM YPOBHSI TPOMOOIIMTOB B KPOBM [JIs
omnpeeieHus JAIbHeIIeil TAKTUKY BeIeHus MaliueHTa 1 Bepuduranmum guarsosa [14].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KommeHnTapum: kak npasuno, 8 debiome OMJI, 8bi28/5emcsi HOPMOXPOMHAS, HOPMOYUMAPHAs
aHemusi pasnuyHoli cmeneHu msxecmu. Konuuecmeo pemukynoyumos 8 npedenax Hopmbsl UIU
cHuiceHo. TIpumepHo y 75% nayuenmos umeemcsi mpomoboyumonerust. CpeoHutli yposeHs Jetikoyumos
Ha amane ycmawosneHus dudazHo3a okono 15x10°/n. 20% nayuenmos umeiom neiikoyumo3s Gosee
100x10°/n.

Iodcuem netikoyumapHoti popmynst He0OX00UMO BbINOJIHAMB He HA ABMOMAMUUECKOM AHAIU3AMODE.
Pexomerndosato uccnedosams kak muHumym 200 netikoyumos 8 maske nepugepuueckoli Kposu.

¢ PexomeHAyeTcsi BceM MIalyMeHTaM IIPU NMOAO3peHUM UM Hpu ycraHoBjieHHOM OMIJI, a
TaKke B XOJie Tepaluu ¢ 4YacTOoToi OoT 1-3 pas Hemen O0 eKeMeCSIYHOTrO, BBITIOJHUTH
aHa/IM3 KPOBU OGMOXUMMUECKMIT 0BIeTepaneBTUUeCKUil (MccieqoBaHKe YPOBHS 001ero 6eika B
KpPOBM, MCC/IeJOBaHMe YPOBHS aJibOyMiHa B KPOBM U OIpeaesieHne aabOyMyH/T/I06yIMHOBOTO
COOTHOIIIEHNMSI B KPOBM, MOUEBMHA, KpeaTuHMH, 6umpy6un, AJIT, ACT, JIIT, marauii, HaTpuii,
Ka/lnif, OOIIMI KajbliMif, IJIOKO3a) [ [AMArHOCTUMKM  COMYTCTBYIOIEH  IaTOJIOTUU
(3aboneBaHwmit) U OMpeesIeHs TAKTUKY COTTPOBOIUTENbHO Tepanum [14].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTENbCTB — 5)

e PekomeHayeTcs1 BceM MNamMeHTaM IIpM IMOJZO3PEeHUM M Npu ycTaHoBiIeHHoM OMJI, a
TakXe B XOJie Tepanuu C 4acTOoTol oT 1-2 pa3 B HeHes OO0 €KeMeCSYHOTO BBbINIOJTHUTh
KoaryjiorpamMmy  (OpMEHTUMPOBOYHOE  UCUIeLOBaHME  CUCTeMbl  [eMOCTasa) (AUYTB,
MPOTPOMOVHOBOE BpeMsl, MPOTPOMOMHOBOE BpeMs) [Js1 JUAarHOCTUKYU COIYTCTBYHOLIEH
MaToJIOTUM M OCJIOKHEHUH, a Takke ompeneaeHUs] TAKTUKU COIPOBOAUTENbHONM Teparuu
[3,14,15].

VpoBeHsb yoeauTeIbHOCTU pekoMeHanuii C (YypOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/NIbCTB — 5)

e PekomeHAyeTcsI BceM NauyeHTaM IIpM IOAO3PeHMM M NpM ycTaHoBjIeHHoM OMJI, a
TaKKe B XOJie Tepamuy BBIMOTHUTDh OOMMI (KIMHUYECKNI) aHaIM3 MOUM € YACTOTOM OT
e)XeHeJeTbHOTO J0 €eXeMeCSYHOro IJjis OMAarHOCTUKU CONYTCTBYIOLIEN IaToJOTUU U
onpeesieHNs TaKTUKI COIIPOBOAUTENIbHON Tepanuu [14,16].

VpoBeHb yoeaquTeIbHOCTY pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

¢ PexomeHAyeTcsi BceM MalyMeHTaM IIPU MOAO3pPeHUM UM Hpu ycraHoBjieHHOM OMIJIL, a
TaK>Xe B XOJie Tepanuu C 4acToToii 1 pa3 B 3-6 MecsiieB onpejejeHye aHTUTe KaaccoB M,
G (IgM, 1gG) k Bupycy ummyHonedunuta yenopeka BUY-1 (Human immunodeficiency virus HIV
1) B KpOBM, ¥ HPU HEOGXOAMMOCTM MOJIEKY/ISIPHO-0MOIOrMYeCcKoe MCCIef0BaHe KPOBU
Ha Bupyc ummMmyHozpednuurta yenoBeka BUU-1 (Human immunodeficiency virus HIV-1) pns
YTOYHEHMSI HEOOXOOVIMOCTM OJHOBPEMEHHOrO MPOBEJEHMSI IIPOTUBOOIYXOJIIEBO WU
aHTHPEeTPOBUPYCHOI Tepanuu [3,14,17].

VpoBeHb yoeaUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTENbCTB — 5)

¢ PekomMeHAyeTcsI BCeM MalMeHTaM IIPU MOAO3PEHMM M NpHU ycTaHoBjeHHOM OMIJI, a
TaKKe B XOJie Tepamuu ¢ 4acTtoTtoit 1 pas B 3-6 mecsueB onpenenenne antureHa (HbsAg)
Bupyca renatuta B (Hepatitis B virus) B KpoBu, ompeneneHne aHTUTeNA K Bupycy renaturta C
(Hepatitis C virus) B KpoBM, M, MpuU HEOOXOOMMOCTH, MOJIEKY/ISIPHO-OMOIOTMUECKOTO
uccaenoBaHMsl KpoBM Ha BUpYyc renaturta B (Hepatitis B virus) u Ha Bupyc renatuta C (Hepatitis
C virus) c 1elbl0 yTOUYHEHUS pUCKA  peaKkTUBAIMM BUPYCHOTO TermaTuUTa M, B CJIydae
Heob6XomMOCTH, ee TpoduIakTvku [3,14,18,19]



VpoBeHsb yoeauTeIsHOCTU pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/IbCTB — 5)

e PekomeHAyeTcs1 BCceM IIaljieHTaM IIPU NONO3peHMM ¥ IIpU ycTaHOBJIeHHOM OMJI,
MOJIEKY/ISIPHO-OMOJIOTMYECKOe MCCIeoBaHe KPOBM Ha Ha BUpyc npoctoro repreca (Herpes
simplex virus), Ha nTomeranoBupyc (Cytomegalovirus), Ha Bupyc dmmTeiiHa-Bappa (Epstein -
Barr virus) ¢ uenpi0 yTOYHEHMS] PUCKA Pa3BUTUSI TepIIeTUUECKON MHpEeKuuu u, B CIydyae
HeoOXOAMMOCTH, ee TPOPMIAKTUKY [3,14,20].

VpoBeHb yoeauTeIbHOCTU pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

¢ PekOMEHAYIOTCS BCeM MNAalMEeHTaM MpU IOJO3PEeHuM U Npu ycTaHoBiIeHHOoM OMJI
MMKpPOOMOIOrnyeckoe (KylIbTypaJbHOE) WCCIeLOBaHNMe OTHeNseMOro M3 TOJOCTH  pTa;
ucciegoBaHme MI/IKpO6I/IOL[6HO3a KUIIIeYHMKa KYJIbTYPa/IbHBIMU MeTOooaMU;
MMKpOGMoOnornueckoe  (KyJabTypaJibHOE)  MCCAeJOBaHME  KPOBM  Ha  CTEPWIbHOCTD;
MMKpPOGMOIornueckoe (KyJabTypalbHOE) MCCIeIOBaHME MOYM Ha GaKTepuaabHbie TATOTE€HbI C
LeIbI0 TIPOBEeNEeHVs MPEIM3MOHHON aHTUOMOTUYECKOI Tepanuu B XOHe JeUeHUS] MpPu
Hammuny GpeopuIbHOM INX0PagKy U MH(EKIVOHHBIX OCJIOKHeHwmi [3,21,22].

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

¢ PexomeHAyeTcsi BceM NalyueHTaM IIPU NMOAO3peHUM M Ipu ycraHoBjieHHOM OMJI, a
TaK)Xe B c/lyyae pasBUTHMS penyuauBa ¥ nocie BbinoiHeHus: anno-TI'CK, omnpepnenenue
OCHOBHBIX rpyni kKpoBu o cucreme ABO n onpenenenue anturesHa D cucremsbl Pesyc (pesyc-
(akTop) [ BO3MOXKHOCTM BBITIOTHEHMSI 3aMeCTUTEbHOI reMOKOMIIOHEeHTHO Tepanuu mnpu
HaJIM4YMM TIOKa3aHuii 4,0, BO BpeMsl Wiu Iociie Tepanuu [3,14,23].

VpoBeHsb yoeauTeIsHOCTU pekoMeHaanuii C (YypoOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

¢ PexomeHAyeTcs1 BCeM MaIlyieHTaM BbINOJHEHME LMTOIOTMUYECKOro MCCIeqoBaHMUsI Ma3Ka
KOCTHOTO Mo3ra (MuesnorpaMMbl) mpu mnopospeHum Ha OJI, a Takke nauueHTamM C
BepudbnuupoBanusim OMJI B mpoliecce JjiedeHMsI, IIOC/IE OKOHYAHMS IIPOrPaMMbI
VHAYKOUYM, KOHCOMMIALMK, B XOAe NpOBeIeHMs MOoAAepXuUBalolieil Tepanuu, mneper,
BoinoriHeHueM TI'CK, mociie 3aBepuieHns Bcei 3al/IaHVMPOBAHHOV IPOrpaMMBI JIeueHus,
a Tak)Ke MPYU BBISIBJIEHUN U3MEHEeHUI B 001eM KIMHUYECKOM aHa/IM3e KPOBU BHE CBSI3U
C TIIPOBOAMMBIM JIeUeHMeM W/uUiau mnopospeHun Ha peuuauB OMIJIL. IIpu KoHcTaTauuu
pennauBa (He3asUCUMO OM NPOYEHMH020 coOepucaHus GACMHbIX KAEMOK 8 nepugepuueckoli
Kpo6lu) BBITIOJIHUTD IUTOJOTMYECKOE U [OOTIOJHUTENbHO LUTOXMMMUYECKOe UCCIeoBaHue
MMKpOTIpernapaTa KOCTHOrO Mo3ra (VI OTIIeYaTKOB TpernaHoOGMOomnTaTa KOCTHOTO MO3Ta, Mpu
HEeBO3MOXKHOCTYM  TIONyYeHMs] achupaTta) ¢  Mopdonormueckum U YumoxumMudeckum
uccnedo8aHusiMu 61acmHoix KJiemok st noomeepicdeHus peyuousa u udeHmupuxayuu KaemouHoti
ducppepenyuposxu [3,14,24,25].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 5)

KoMMeHTapum: noiyueHue yumosiozuueckoz0 npenapama KOCMHO020 Mo32a NymeM NyHKYyuu
sa8151emcst 00513amesibHol pymuHHoU duazHocmuueckoti npoyedypoti. I[Ipoyedypa donxcHa npo8odumaucs
nod Hapxosom!!!!

Ma3sku KocmHoz0 mo32a ucciedyrm ¢ nomowpio okpacku no Maio-IpioHsansdy, IlanneHzetimy uiu
Paiimy-Tumse. BeinonHeHue mpenaHbuoncuu He sejsemcs 0053amesibHblM, 304 UCKAUeHUeM
cumyayuii ¢ maxk HA3vl8aAEMbIM «CYXUM NPOKOJIOM» UNU OUeHb CKYOHbIM NYHKMANmoM KOCMHO020 M032d.
PexomeHndosaHo ucciedosams kak munumym 500 s10pocodeprcaujux Kaemox 8 Maske KOCMHO20 Mo32d.

Zns ycmanosnerus duazHoza OMJI 8 maske nepugepueckoti Kposu unu KOCMH020 M032a He06X00UMO
Hanuuue 20% unu 6onee 6aacmHolx kaemok. Ipu OMJI ¢ t(15;17), t(8;21), inv(16) or t(16;16) u npu
HeKOMOpbIX Cyudsx 0Cmpozo 3pumpomuesios3a 0ons OacmHulx Kiemox moxem 6uvimy meHee 20%. B
coomeemcmeuu ¢ Hoeoli knaccupukauueti BO3 2016 200a npoueHm OJACMHbIX KAEMOK
nodcuumolearom éHe 3agucumocmu om 00Jiu KpacHo20 poCmKa.

MuenoGnacmot, MOHOONACMBL U Mezakapuobiacmol 8KaAOUAM 8 obujee uucio 6aacmHylx Kiemok. B
cryuasx OMJI ¢ MOHOONACMHOL, MOHOUUMApPHOU U MuenoMoHoyumapHoti dugdeperHuuposxoli
NPOMOHOYUMbL (HO He amunuueckue/3pesible MOHOYUMBL) MAaKxe cuumaiom 3KeusaieHmamu
Onacmuoix Kaemok. Spumpooaacmel He 8KIOUAM 6 00Ulee YUCTO OIACMHBIX KEMOK.



Jna eepuguxayuu O0udazHo3d UCMUHHOZ0 3pUmpobAacmHozo Jeliko3a npu noocueme NyHKMama
KOCMH020 M032d KJeMKU 3pUmpoudHozo psoa dosHsl cocmasasames >80% om ecex Kiemok KOCMHO20
Mo32a, npu 3mom npoapumpobnacmel OdonxHsel Obims >30%, 0e3 yuema muenobaacmos.
IIpoapumpobnacmel, 8 coomeemcmauu ¢ HomeHkaamypoti BO3, - amo He3pesibie 3pumpokapuoyumet,
npu 3mom, 8 coomeemcmaul ¢ mepmuHoaozueti Kaemoxk apumponoasa no M.A. Kaccupckomy u I.A.
Anekceegy, — amo apumpo0baacmst u npoHopmoOaacmel. ITpu ucCMuHHOM 3pUMpoONACHOM JieliKo3e
Jucmezaxkapoyumonoa3 ecmpeuaemcs Uacmo, 8 Mo 8pems Kak OuczpaHyioyumonoa3 — peoko [26].

BoinonHeHue yumoxumuueckozo Ucciedo8aHust MUKponpenapama KoCmHozo mo32a Heo6Xo0uMo, daxe
ecu onpedessiemcs 8bLCOK0e codepicaHnue OACMHbIX KJIemoK 8 hepugepureckoti Kpogu. Imo c6s3aHo ¢
mem, umo 8 pside Cryudes yumoxumuueckue peakyuu moezym 0agamoe pasiuyHsle pe3ynsmamol 8
KaemKkax nepugepuueckoli Kposu u KOCMHO20 M032d, YUMo MOxem noseneub 3da co0oli ycmaHos ieHue
owuboyHo20 duazHo3a. /JuazHo3 OCHO8bI8AIOM HA Pe3ynbmamax ucciedo8aHusl, Noy4eHHo20 Ha
KJIemKax KocmHozo mo3za. Ficnons3ytom peakyuu Ha muenonepoxcudasy (myeloperoxidase - MPO) unu
cydaHosblil uepHblil, Hecneyuguueckyrw acmepasy (ansgpa-Hagmunayemamacmepasy, nodasusemyio
unu Hem ¢mopudom Hampus) u PAS (Periodic Acid Schiff). O6HapyxceHue muenonepokcuoasst 8 3% u
6osiee G1aCMHbIX KNEMOK yKA3bleaem HA MUENOUOHYIO JIUHUW0 JugdepeHyuposku. B mo xe spems ee
omcymcmaue He UCKAKUdem MUeNIOUOHY HANPABNAeHHOCMb KJAemoK, nomomy umo 6 pPAaHHUX
Muenobnacmax, a maxkxe MoHoOnacmax, mezakapuobiacmax u spumpooénacmax MPO <3% unu He
onpedensiemcs. OKpacka cyoaHossim uepHsiM ananiozuuHa MPO, HO s8semcst MeHee cneyuguuHol.
Hecneyuguueckas acmepasa umeem 8blCOKYH OUDQY3HYIO UNU 2PAHYIIAPHYIO YUMONLA3MAMUUECKYH0
aKmueHOCMb (8 3asUCUMOCU 0m MemoduKuU NpogedeHUs: peakyuu) 8 MOHOOIACMAx U NPOMOHOYUMAX,
Komopasi 007#HA NooasisimsCsl NOJIHOCMbIO UL 3HauumensHo ¢mopudom Hampus. PAS-peaxyus 6
Mmuenobnacmax onpedensemcs 8 Ju@ysHom eude, 8 MOHOOIACMAX U NPOMOHOYUMAX - 8 Oudy3Ho-
2PAHYAPHOM, 8 IpUMpobIacmax - 8 8ude epayn unu 6;10kos. Ha ocHosanuu mopgoyumoxumuieckozo
uccnedosaHust 6aACMHbIX KJIemoK Moxcem Ovimb duazHocmuposaHo okono 90% cnyuaee OMJI, npu
omcymcmeuu akmueHocmu MPO u Hecheyuguueckoli 3cmepasst Heob6Xo0umo nposedeHue
UMMYHO(DEeHOMUNUYeckozo uccuedosaHust Memoodom npomouHoti yumoagaoopumempuul.

¢ PekomMeHAyeTCsI BCEM MaUMeHTaM npu nepeuyHoli duazHocmuke OJI, a Takxke IIPU
o6CciieoBaHMM IO IOBOAY [MarHOCTMPOBAaHHOro penuamBa OMJI, BBIIOJHUTD
MMMYHO(DEHOTUITMPOBAHNE TeMOTIO3TUYECKUX KIeTOK-TIPeIIIeCTBEHHUI B KOCTHOM MO3Te 015
onpedesieHUss NPUHAONEHCHOCMU OJIACMHbIX KJAeMOK K MOl uau UHOU JIUHUU  KJIemOUHOL
dupgpepenyuposxu [3,6,14,27].

VpoBeHb yoeauTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTU TOKa3aTe/IbCTB — 5)

KommenTapum: MumyHopeHomunuposanue 6vinonHsemcst 6ce20a Ha KaemKax KOCMHO20 Mo32d,
Oaxce ecnu onpedesisiemcs 6blCOKOe codepycanue ONACMHBIX KAemoK 6 nepugepuueckoii Kposu.
Onpedenenue npoyeHma OnACMHBIX KAEMOK MemodomM npomouHol yumoduyopumempuu npu
nepeuuHoli duazHoCMuKe He s675emcsi 3ameHoli Moponozureckozo nodcuema, maxk Kaxk pe3ynsmamel
amux 08yx uccnedogaruti mozym He coenadamo [27].

Jna nodmeepxioeHuss MuenouoHolli HanNpasieHHOCMuU ONyXoJieeblX KJIemoK HeoOX00UMO OUyeHUmbs
IKCnpeccuio MuenoudHslx anmuzeHos. MPO — nuHeliHo-cheyuguueckuli Mapkep MueioudHol JUHUU,
JIU30COMANbHbLil (hepmenm epamynoyumos. K meHee cheyuuuHsiM Muenoud-accoyuuposaHHsiM
aHmuzeHam omtocsamess CD11b, CD11c, CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nuzoyum u
dpyeue. quaeno3 OMJI moxcem OGbimb ycmaHosneH u 8 mom cayuae, eciu MPO He 8visgnsemcs, a
onyxoJiegvle KJ1emKu dKChpeccupyiom opyzue, MeHee cheyuduuHsle MUenaouoHsle Mapkepsl, U UCKIHUEH
aumepobnacmotii eapuarm OJL.

Mexdy mopdoyumoxumuueckoti knaccupuxkayueti PAF u umMmyHopeHomunuueckuMu npusHakamu
Hem uemkoli Koppensyuu. BonbuwuHcmeo MuenoudHslx mMapkepos mozym Oblme KAk NO3UMmMueHsIMU,
mak u HezamueHslMu npu pasueix eapuanmax OMJI no ®AB, 3a uckiioueHuem cneyuguueckux
aHmuzeHos CD41a u CD61, Komopbvle XapakmepHsl MOJILKO 01 Me2akapuoyumapHoti/
mpomboyumapHoti auxuu. Jaxce enuxogopun A (CD235a), mapkep 3pumpoudHoli JUHUU, MOxem
6blMmb HezamusHsIM NpU IpUMpoOAACMHOM Jieliko3e, eciu Onyxojessle Kiemku npoucxoosim u3 6onee
paHHux npeduiecmeeHHuxos. Takum 00pa3om, no OAHHbIM UMMYHOpeHomunuueckozo (UPT)
uccnedosawust Heaw3s onpedensims FAB-sapuanm OMJL

Bnacmuoie Kaemku cuumaiomcs No3umueHsIMU N0 IKCNpeccuu MemOpaHHo20 aHmuzeHd, ecaiu OH
onpedensemcs Ha 20% 6nacmHbix K1emok u 6osnee (nopozosoe 3Hauexue). s yumonaasmamuueckux



Mapkepos (makux, Kaxk yumonnazmamuueckuti CD3, MPO, nusouyum, sioepras TdT u Opyzue)
ucnosv3yrom 6onee Huskuii nopoe — 10%.

B aiyuae noJiydeHusi HeBO03MOMHOCMU noJiydeHus acnupama KOCMH020 Mm032d, 6blNOJIHSAemcs
UMMYHO2UCMoXumuuecxkoe uccnedosatue mpenaHo6uonmama KOCMHO020 mo032d.

HDT gpinonHsiiom ¢ nOMOujbio MyJimunapamempudeckoli npomouHoti yumognoopumempuu (06614HO
KaK MuHumym 3- unu 4-ygemuoti). B ciyuae amanusa mpenaHobuonmama esinonHsiemcs ezo UIX
uccnedosauue. OcobenHo HUDT uccnedosarue HeobXodumo oOns ycmaHosseHus duazioza OMII ¢
MUHUMansHoli dupgepenyuposoli, ocmpozo mezakapuoyumapHozo Jetikosa u OJI ¢ HeonpedeneHHOl
JdugpepeHyuposKoli.

¢ PekomeHAyeTcsI BCeM ManMeHTaM npu nepeuuHoii oJuazHocmuxke OJI a TakKe IIPU
o6ciefoBaHUM 1O TIOBOAY /[AMArHOCTMPOBAHHOTO penmauBa OMJI, BBIOTHUTD
LIMTOTeHeTHNYeCKoe Mccaef0BaHye (KapMOTUIT) aclypaTa KOCTHOIO MO3ra € Ie/1bI0 BbISIBIEeHMS
asomanuu Kapuomuna u cmpamugukayuu nayueHmos no 2pynnam pucka, a makxie Oons
onpedenieHuss MAKMuKu JedeHusl U 8vlsieeHust Mapkepa 0Jisi MOHUMOpUH2a OUHAMUKU ONYX01€8020
KJI0Ha Ha ¢oHe mepanuu [3,6,14].

VpoBeHb yoeaquTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/IbCTB — 5)

KommeHTapum: cmaHoapmuoe yumozeHemuueckoe UCCIe008aHUe 518Jiemcsi  Heo0xX00UMbIM
KOMNoHeHmMoM OduazHocmuueckux npoyedyp y nayueHma c nodosperuem Ha OJI. XpomocomHvie
AHOMATUU BbISBJISIIOMCS NPUMEPHO Y N0J108UHbL nayueHmos OMJI. Cemb mpaHciokauuti u uHeepcuti (u
ux eapuanmel) omHocamess BO3 e kamezoputo «OMJI ¢ ycmotiiuugo 8bus18/151eMblMU XPOMOCOMHBIMU
avomanusmu». bonee mozo, oOHapyxeHue HEKOMOPbIX 2eHemuuecKux aHomanuti npu Hanuuuu 20% u
6oJiee OnACMHbBIX KJIEMOK 8 KOCMHOM Mo032e 87semcss 00CmamouHsiM 0711 YCMAaHo8aeHus: ouazHo3a
«OMJI ¢ npusHakamu muenooucnaasuu». [[ns onpedeneHus Kapuomuna 00CMOBEPHbIM cuUumaenmcs
uccnedosadue Kak mMuHumym 20 memagas. AHomanuu Kapuomuna mMozym YCmaHasausamscs u Ha
OCHOBAHUU UCCed08aHUs KNemoK nepugepuueckoti Kposu. MOHUMOPUHZ 8bISI8NIEHHBIX NPU NEPBUUHOM
uccnedo8aHuu aHOMAull Kapuomuna no38ossem OueHUums hnoJaHomy 00CmuzHymozo 3ggexma
mepanuu. OnpedesieHue mex Uil UHbIX UUMO2EHEMUUECKUX AHOMANUL yxe Ha MOMeHM OUAzHOCMUKU
OMJI mosxem onpedenums mepanesmuieckyl) Makmuky Onsi KOHKPemH020 nayueHma: Hanpumep,
8blsi8/1eHUE KOMNJIEKCHBIX U3MEHeHULl Kapuomuna uiud MOHOCOMHO20 Kapuomuna cgudemesscmayem o
Heobx00uUMOCmMuU NpUMeHeHUs OMAUYHO20 Om CMAaHAApmMHO20 YUMOCmamuueckozo 603delicmeust u
00513amenbH020 00CYHOeHUs 80NPOCA O B03MOMCHOCMU hpedenbHO paHHezo 8katoueHus aino-TICK e
npozpammy JneveHuss OMJI, ennoms 0do nposedeHuss aano-TICK e annasuu nocne nepeozo
UHOYKYUOHHO20 Kypcd.

¢ PekomeHAayeTcsi BceM MalMeHTaM npu nepsuuHoli oJuaeHocmuke OJI, a Takke TIpU
o06cIefoBaHUM 1O TIOBOAY [AMArHOCTUMPOBAHHOTO penuauBa OMIJI, BBbIOTHUTH
MOJIEKY/ISIDHO-TeHeTUYECKOe WUCCIefOoBaHMe — MOJIEKY/ISIpHO-TeHeTHMYeckoe MccaefoBaHue
myTtaunii B reHe RUNX1-RUNX1T1 metomom IILIP, MoneKy/nsipHO-TeHeTUYeCKoe MCcieloBaHue
myTtaunuii B reHe CBFB-MYH11 metomom I[P u MomnekynsipHO-TeHeTMUYeCckoe MCCcaeJoBaHue
myTtanuii B reHe FLT3-TKI MeTOmOM CeKBEHMPOBAHMUSI 8 dcnupame KOCMHO020 MO032a Ons
cmpamuguxkayuu nayueHmos no 2pynnam pucka u onpedeneHuss makmuku JeueHusl, d maxkie c
Uesivto 8blsI8TIEHUS MapKepa 011 MOHUMOpUH2a OUHAMUKU ONYX0J1e8020 KJIOHA HA (hoHe mepanuu
[3,14,25].

VpoBeHb yoeauTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

Kommenrapun: mecmuposarue mymayuti NPM1, CEBPA u FLT3 sensiemcsi #elamenbHbuiM,
NOCKONbKY cos8peMeHHble n00x00bl K JieueHuto OMJI npednonaeaiom Hanuuue uHgopmayuu o6 3mux
Mymayusx, mak Kak 3mo Moxcem eausme Ha onpedesneHue mepanesmuueckoil maxmuxu. OMJI ¢
mymayusmu 6 2eHax NPM1 unu CEBPA onpedenerst BO3 Kak ycnoeHble Kamezopuu. IKCnpeccust 2eH08
ERG, MNI1, EVIl, BAALC, mymayuu zeHos WTI, RUNXI, MLL, KITRAS, TP53, TET2, IDHIu
onpedenerue MOB uccnedytomca 6 pamkax KU. MonekynspHuili CKpUHUHZ HA YKA3AHHbIE MAPKEpbl
CamocmosimenbH020 3HA4eHUs He umeem, HO KAK B8CNOMO2amesibHblli Memod moxem Oblimb
UCNONB308AH NPU 0OMCYMCMBUU pe3yibinamos cCmaHoapmHo20 yumozeHemu4ueckozo ucciedosaus. B
cospemeHHOLl moneKkyaspHoli duazHocmuke OMJI wupoko npumeHsiemcs u Memoo CeK8eHUpPOB8aHUs
HO8020 NOKOJIeHUS, C030aHbl MAakK Hasvléaemvle OUAzZHOCMUYECKUe NAHeaU U3 HEeCKONbKUX 0eCsimKos
2eH08, 808J1eUeHHbIX 8 namozeHe3 OMJI, Komopole N0380Js10M uemKo omuecmu uccaedyemoiti OMJI k
moti unu uHotl Kamezopuu pucka.



¢ PekomMeHAyeTcsI BCeM MalMieHTaM npu nepeuuHoli duazxHocmuke OJI, a Takxke IIPU
o0ciemoBaHMM II0 IIOBOAY IMAarHOCTMPOBAHHOro penuaumBa OMJI, KOTOpbIM He
BBINIOJIHEHO LVTOTeHeTUYeCKoe UCCIefoBaHue (KapMOTUII) acmupaTa KOCTHOTO MO3ra (Majo
mamepuana, He ObLI0 NOJYUEHO MUMO308 WIU NOAyueHO MeHee 20 MUMO0308) UIU NOJYYEH
HOPMAJIbHBLI KAPUOMuUn, HO NPU 3MOM BbIABAAIOMCS APKUE KAUHUKO-1A00PAmMOpHble CUMNIMOMb,
xapakmepHolx ~ Ons onpedeneHHvlx — 8apuaHmos  OMJI,  BBITIOTHUTH  MOJIEKY/ISIPHO-
uuToreHetuueckoe uccienoBanue (FISH-meron) nis geTekuuu peappaH>KMPOBOK Te€HOB B
acrypaTe KOCTHOTO MO3Ta C YeJbi0 8bIsI8I€HUSL MapKepa 0t MOHUMOPUH2a OUHAMUKU 0NYX071€8020
KJI0Ha Ha ¢oHe mepanuu [3,14,25].

VpoBeHb yoeaUTeTbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTEIbCTB — 5)

Kommenmapuu: npu OMJI uccnedyomcs RUNXI1-RUNXITI, CBFB-MYH11, PML/RARA, MLL u EVI1
unu nomeps xpomocomol 5q u 7. FISH 3auacmyio Heob6xo0um 011 udeHmuguxayuu causiHuii MLL npu
mpancnokayusx peeuoHa 11q23. BosmoxucHo maxyie nposedeHue FISH Ha mopgonozuueckux u
2UCMono2uuecKux npenapamax KoCmHo20 mo3sad.

¢ PekomeHAayeTcsi BceM MalMeHTaM, y KOTOPBIX MMeeTcsl MHPoOpMamus O HAIUIUN
MOJIEKY/ISIDHOTO MapKepa M U3BeCTeH aGeppaHTHBI MMMYHO(DEHOTHU (8bls18/1€HHbIE HA
MomeHm duazHocmuku OMJI), uMMyHO(QEHOTUNTMPOBaHUE OUMONOTUYECKOTO MaTepuaaa Majis
BBISIBJIEHVSI MapKepOB MUHMMAJIbHOI OCTaTOYHOI 60ie3HU MpU reMo61acto3ax (st TPYIIITbI
MIPOMEKYTOYHOTO MPOrHO3a) WIN MOJIEKYJ/ISIPHO-TeHeTUYecKoe ucciaegoBaHue
MMHUMAaJIbHOJ OCTATOYHOI 0G0/Ie3HM MPH JIeMK03aX MY TOMOIIM MAIVEHT - CIeU(MUIHBIX
MpaiiMepoB (OJIsE TPYNIbI GIaroNpPMSATHOIO IPOTHO3a) 0/ KOHMPOJS 3a JiedeHuem U
onpedeneHuss makmuku nocmuHoykyuoxHoti mepanuu [3,14,28,29].

VpoBeHb yoeauTeIbHOCTU pekoMeHzanuii C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KomMmeHTapum: 0ns nodmeepioeHus NOAHOMbl 00CMUZHYMO20 omeema HA mepanuw u €20
COXpaHeHue, 8 CO0Meemcmeull ¢ CO8PEMEHHBIMU MeHOYHaApPOOHbIMU peKoMeHIayusmu, Heobxoo0uMo
8bINOJIHAMb 8 KOHMPOJbHble mouku ouyeHky MOB memodom npomouHol yumogioopomempuu
(abeppanmmslii uMMYHOGeHOmUN), a o151 2pynnol 6J1a20NPUSLMHO20 NPOZHO3A — MOJILKO MOJIEKYNSPHOE
uccnedosarue MOB memodom IIIIP (konuuecmeeHHas oyeHKka dxkcnpeccuu eeHoé RUNXI-RUNXITI,
CBFB-MYHI, NPM1) [29,30].

Io pesynemamam uccnedosauuti, nposodumsix Poccutickoli epynnoti no mepanuu 0Cmpslx n1€tiko308, -
npu docmusxerHuu MOB-HezamugeHoll pemuccuu nhocie 1-20 Kypca mepanuu y nayueHimos u3 2pynnsl
NPOMENCYMOUH020 NPOZHO3d, NPU BbINOJHEHUU OJdlbHelilezo mujamensHozo moHumopuvea MOB,
803MOMCHO paccmompenue eonpoca o npodonxceHuu XT 6e3 svinonHenus anno-TI'CK. V nayueHmos u3
epynnel  671a20npUsiMHO20 NPO2ZHO3A OUHAMUKA XUMEPHO020 MPAHCKpunma makxie onpedessem
yenecoobpasHocms 8vinosiHeHus nayuenmam aano-TICK [31].

¢ PekomeHAayeTcsi BCEM MalMeHTaM BBINOJIHUTh CIMHHOMO3TOBYIO ITYHKIIMIO C OOIIUM
(KIMHMYECKMM)  aHaIM30M  CIMHHOMO3TOBOM  JKMAKOCTM C ILeJIbI0  [OMarHOCTUKU
Heliponeiikemuu u HeliponpodwmiakTuku [3,14,25].

VpoBeHb yoeauTeIbHOCTU pekomeHganmuii C (YpOBeHb JOCTOBEPHOCTH T0Ka3aTeIbCTB — 5).

KommenTapuun: npu OMJI 8 yenom eosneuerue L[JHC ecmpeuaemcs meHee uem y 5% nayueHmos, npu
pside sapuarmos OMJI, 0cobeHHO ¢ MOHOYUMapHol dugepeHyuposKoli, 6eposmHOCMb 8081eUeHUs 6
npouyecc 060J104eK 20108H020 M032a BbllE.

JKenamensHo noddepicueams uucio mpomoOoyumos 8 Kpoeu nepeod 8biNoNHeHUeM CNUHHOMO0320801
nynkyuu 30x10°/n u sviwie. Ecnu yposeHs mpom6oyumos He ydaemcs nogsicums 0o 30x10°/n u eviute,
npu 0mcymcmeuu KAuHuuecKux npusHaxkos nopaycerust IIHC, om nyHKYuu MOXHO 8030epxcamscst 00
noeviueHUst mpomooyumos 8 zemozpamme suiute 30x10°/n.

Ecnu 'y nayuenma onpedensiemcs  nelikoyumo3 eviwe 100x10°/n 6 Kkpoeu, mo nepeyro
CIIMHHOMO3TOBYIO NYHKYUI0 cledyem omoxums 00 pedyKyuu uucaa aetikoyumos metee 20x10%/n.

e PekomeHayeTcs BCceM IauyeHTaM BbigensaTh nepBuuHyo [ITHK mau PHK 13 ki1eTok KOCTHOTO
MO3Ta M COXPaHSATh ee B OM0oOaHKe MO0 HAIPaB/ISITh MaTepuay Ha XpaHeHMe B J1abopaTopum
QenmepanbHbIX LIeHTPOB 011  B803MOMCHOCMU  NOCNEOYIOUe20  BbINOJIHEHUS — MOJIEKYJIIPHBIX
uccnedosanuti [3,14,25].



VpoBeHsb yoenuTeIsHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKAa3aTe/IbCTB — 5)

KoMMeHTapum: coxpaHeHue nepsuuHozo 6u0J102u1eckoz0 mamepuana ocyujecmensiemcs e sude JJHK
u/unu PHK, 8bl0eeHHbIX U3 KOCIMHOMO3208bIX KN€MOK UIU 3AMOPOMEHHbIX KJemok. Mamepuan
Modxcem 8 nocnedyoujeM noHadooumscst 07151 NPOB8eOeHUs. MONEKYAAPHbBIX UCCNE008AHULL, NO3BONTIOUWUX
onpedenumas epynnsl puckad, a maxkxce 8 pamKax KauHuueckux ucciedosaruti (KH).



2.4 NucTpyMeHTa/IbHbIE JUAarHOCTU4YeCKue
HCCIeJOBaHUS

¢ PekomeHAayeTcst BceM mamyuenTaMm ¢ OMJI o Hauana crienudmUIeckoii Tepannu, a Takske B

Xofe JIeUeHUsI C YacTOTOi OoT 1 pas B HeHelIo [0 €KeMEeCIYHOro (C y4eToM HaIndus
CONYTCTBYIOIIEH MaTOIOTUU M KIMHUYECKOM CUTYaIluu), a TaKKe Py Heo0X0aAMMOCTH B
JII0007i MOMEHT B T€UeHMe BCero mepuoaa JeueHms, perucTpaiys, paciuudpoBKa, OnmucaHue
UM MHTepIIpeTalus 3JeKTPoKapauorpapuueckux MaHHBIX OJIS 8bISA8/EHUS U/UMU MOHUMOPUH2A
HapyuleHutl nposoduMocmu UMNYJ1bCco8 8 cepdeuHoli Molwiye [3,14,32].

VpoBeHsb yoeauTeIsHOCTH pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/IbCTB — 5)

¢ PekomeHpayeTcst BceM nmamueHTam ¢ OMJI o Hayana crienu@muueckoii Tepanuu, a Takke B

Xofe JedyeHMsl ¢ 4acTOTOV OT 1 pa3 B Heledi0 IO eKeMeCSYHOro (C y4eToM Haaudus
CONYTCTBYIONIE IaTOIOTUY U KIMHUYECKOI CUTYalun), a TaKKe Py He00XOIMMOCTH B
1100071 MOMEHT B TeueHNe BCero Iepuoja jedyeHus1, BhIIOTHeHNe 3xokapayorpadum 1is
OYeHKU (PYHKYUOHANBHO20 COCMOSIHUSL CepOeyHOoll  Mblybl, Yuumoslédas KapouomoKcUuHOCMb
npenapamos [3,14,32].

VpoBeHb yoeauTeIbHOCTY pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

¢ PexkomeHayeTcsi Bcem namueHTam ¢ OMJI mo Havaia crienmpuyecKoii Tepanum, a TakKe B

XoJe jedeHMsI € 4acToToii or 1 pa3a B 2-3 Hegenu 1o 1 pasa B 2-3 mecsaua (C yueToM
HaJIM4usi CONYTCTBYIOLIEl IaTOJIOTMM M KIMHMYECKOM CuUTyanum), a Takke IIpu
HeoO6XO0aMMOCTM B JI060ii MOMEHT B TeYeHMe BCero Iepuoja JedeHMs BbIOJTHEeHNe
KoMmrbioTepHoii Tomorpaduu (KT) rosoBHOro mosra 6e3 KOHTpAcTa IJISL 8bl6JeHUS U/UU
MOHUMOPUH2d U3MEHEHUll 8 CmpyKmypax 20708H020 Mo32d. Ilpu Hanuuuu Hetiponetikemuu
evinonHeHue MPT 207108H020 U CNUHHO20 MO032d C B8HYMPUBEHHbIM KOHMPACMUPOBAHUEM, OISl
OUeHKU 8eujecmaea 207108H020 M032d U 000J104eK 20J108H020 U CNUHHO20 Mo32a [1,3,4,8,33—-35].

VpoBeHb yoeauTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

¢ PekomeHayeTcs1 BceM mamuesnTaMm ¢ OMJI mo Hauaia crienudmuecKkoii Tepamnnuu, a Takske B

XoJe jedeHMsl ¢ 4acToToii ot 1 pa3a B 2-3 Hegenu 1o 1 pasa B 2-3 mecsaua (C yueToMm
Ha/IMUMUS COIYTCTBYIOMIEl MAaTOJOTMM M KIMHUYECKON CUTyaluu), a Takxke IIpu
HeoO0XO0aMMOCTM B JI060ii MOMEHT B TeYeHMe BCEero Iepuoja JedeHMs BbIOJIHEeHNe
pentreHorpadum u/vim KT opraHoB TPyOHOV KIETKU [JISI 8bls16JIeHUS. U3MEHEHULl J1e20UHOl
mKauu u op2axoe cpedocmenus [3,14,33-35].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

¢ PekomeHpayeTcsi BceM narpmeHTam ¢ OMJI Ha /il060M 3Tare BegeHMs C MOoJo3peHreM Ha

Ha/JIuuue 3KCTpaMeny/UIIPHbIX ouaroB BbinosHeHue KT 1/mayu MarHMTHO-pe30HaHCHOT
Ttomorpadum (MPT) ¢ KOHTPAacTOM COOTBETCTBYIOIIEr0 PErvoHa [Jjisi YTOYHEHUS
PacCIpoCTPAaHEHHOCTU 3a00MeBaHMs VIV JUArHOCTUKU IKCTPAMEOY/UISIPHOTO peluanBa
[3,33-35].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ PeromeHzayercs BceM nauueHTam ¢ OMJI go Hayana crienmdmUuecKoii Tepanuu, a Takske B

XoJe jedyeHMsI € 4acToToii or 1 pa3a B 2-3 Hegenu 1o 1 pasa B 2-3 mecsaua (C yueToM
HaJIU4uUs CONYTCTBYIOMIEl MaTOJOTMM M KIMHMYECKON CcuUTyauumu), a Takke Opu
Heo0XOIMMOCTH B JII060ii MOMEHT B TEUEHME BCETO IEPMOHA TeUEeHS, IJIs1 ONPENeIeHMS
o0beMa OIyXOJIeBO/ MAacChl ¥ [JUArHOCTMKU ¥ MOHUTOPUHIA COMYTCTBYIOIIEN
TAaTOJIOTUM BBHITIONTHEHME YIBTPa3BYKOBOro uccienoBane (Y3M) opraHoB GPIOINIHO MTOJOCTY €
onpedesieHueM pasmepos neueHu, cese3eHKU U 8HYMpubprOWHbIX JUMPamuueckux y3/i08, a maxxce
OUeHKa COCMOsIHUsL 0p2aHo8 OpiowHoli nosocmu v BbionHeHue Y3 opraHoB Majoro Tasa y
JleBOUeK U g14YeK y MaJIbYMKOB [3,33].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)



2.5 uble MarHoCcTUYeCcKye UccjaIegoBaHusI

e PekomeHayeTCs NalieHTaM C IOJ03peHreM Ha dKCTpamMmeny/uisipHblie ouarn OMJI BeinoiHeHNE

GMOIICUM BOBJIEUEHHOTO OpI‘aHa/TKaHI/I B 061>eme, HEO6XO,[[I/[MOM JJIs1 BBITIOJTHEHUSI ITaTOJIOTO-
dHAaTOMMYECKOTO uccIeaoBaHMt GMOIICUITHOTO MaTepuaia C IIpMMEHEHNEeM
MMMYHOTIMCTOXMMNYECKUX METOOOB U MOJIEKYJ'IH[)HO—6I/IOHOI‘I/[LIECKI/IX MUccIemoBaHMt [36]

VpoBeHb yoeauTeIbHOCT pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

° PeKOMeH,lIyeTCﬂ BCeM IMalMeHTaM, KOTOpbIe ITOTeHUMaJIbHO MOIYT pacCMaTPUBATbLCS KakK

KaHAMIAThl Ha BbINOIHEeHMe TpaHciuvianTanumu awio-TT'CK, mocie goctmskenus: 1-o0ii pemuccumn
OMJI, a TaKke UX CMOIMHTaM MOJIEKY/ISIPHO-TeHETUUECKOe MCCIeJOBaHMe IYICTOCOBMECTUMOCTH
(HLA oro paspellileHus mpu MOMOIIM CEKBEHMPOBaHMS) AJis 1T0A60pa HEPOACTBEHHOTO JOHOPa
KOCTHOTO MO3Ta C IIeJibl0 TIOMCKa [OTeHIMaJbHOTO [AOHOpa C KOHCy/JbTalueil B
TPAHCIUIAHTALIMOHHOM II€HTPe C LIEeJbI0 ONpemeseHus I1eJIeCO00pa3sHOCT M BO3MOXKHOCTU
BoIntonHeHnst ayuto-TI'CK [3,25].

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

° PeKOMeHJIyeTCH IIpn HaJINYUmn MoKa3aHui u orpenejleHusd COHYTCTBY}OH.leﬁ maToJI0InMmn

KOHCY/IbTallMM Bpaya-HeBPOJIOra, Bpaua-oQTaapMosiora, Bpaua-oTOPMHOMIaPUHTOIOTa U IPYTUX
Bpayveii-CrieuuaancToB, BCEM [eBOYKaM crapuie 14 jeT- KOHCY/IbTalLMs Bpada-akyllepa-
rMHeKosnora [3].

VpoBeHsb yoenuTersHOCTH pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JIOKAa3aTe/IbCTB — 5)



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMSA K IPMMEHEHNIO METOIOB
JIeUeHUS

AdppexmusHocme XT OMJI 3asucum om 08yXx KiwUeBvlx (hakmopos — cneyuguuHocmu
yumocmamuyeckoeo 803deticmeus U adek8AMHOCMU ConposodumensHozo JieueHus. OCHOBHbIMU
npunyunamu Jnevenus OJI sensemcs maxkcumym sgekmusHocmu (3a cuem cneyuguunocmu u
adekeamHocmu  6030elicmeus) Npu  MuHUMyMe  MOKCUYHOCMU  (3a  cuem  2pAMOMHOL
conpogodumensHoli mepanuu).

Jleuenue OMJI y demeli 0CHO8AHO HA UHMEHCUBHOU NoauxuMuomepanuu, Komopas OoxHaA 0blmb
JdonosHeHa — mpalcnaaHmayueli  ezemnoamuueckux — cmenoswvix  kaemox (TICK) om  HLA-
2eHOUJeHMUUHO20 POOCMBEHH020 UNU AbIMEPHAMUBHO20 (HEPOOCMBEHH020, 2anJIOUOeHMUYHO0Z0)
JOHOpa y nayueHmos 2pynnsl 6blCOK020 pucka peyudusd. Heobxodumocms mpaxcnaaumayuu y
nayueHmos zpynnsl NPOMeXCymouHoz20 pucka npodosaem OUCKymupo8amucsl; OHA NOKA3AHA MOJIbKO
npu Hanuuuu HLA-2eHoudeHmuuHozo cubnuHza.

ITeped Hauanom mepanuu NAYUeHMy xieaamepbHo 00ecneuums YeHmpaibHollli 8eHO3HbIL docmyn Ha
npodoscumesnvHoe 8pems NOCMAHOBKOLL UeHMPAIbHO20 8EHO3H020 Kameimepad.

3.1 Tepanus BriepBblie BoisiBJieHHOro OMJI

e PekomeHayeTcs1 BceM MNalMeHTaM C BHepBble BbIsABJIeHHbIM OMJI nmpu Haauuum
BO3MOJKHOCTY y4yacTHe B KIIMHUYECKUX UccIesoBaHusx [37].

VpoBeHsb yoeauTensHOCTH pekoMeHaanuii C (YPOBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5)
KommeHTapum: 8 Hacmosiujee 8pemst edurozo cmaxdapma mepanuu OMJT y demeli He pa3pabomaro.

¢ PekomMeHayeTCs1 BceM MalMeHTaM C BIiepBbie BbIsIBJIeHHbIM OMJI, KoTOpble HEe MOTYT
ObITh BK/IIOUEHbI B KIIMHUYECKIUE UCCAeOOBaHMsI, NpogedeHue Kypca UHOYKYuu ¢ nociedyroujel
KoHconudayueti u, 071 NAYUEHIMO08 BbICOKOL 2pynnul puckd, MpaHChIaHMayuu aaa02eHHbIX
2emonoamuueckux cmeooswix kiemok (annoTI'CK) (cm. npunoxenue A3.2) [1,2,38—-40]

VpoBeHsb yoenuTeIsHOCTH pekoMeHaanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 4)

KomMeHTapum: Hauano mepanuu — 3mo Kypc UHOYKYuu pemuccuu, cocmosuwjeli u3 06a308blx
npenapamos, apgexkmustsix 8 omHouieHuu OMJI (yumapabuH™*, aHMpayukIuHsl U 3MON03uUd ™).
Tlocne docmuseHust peMuccuu U 80CCMAHOBTIEHUs] 2eM0N033a ciedyem Kopomkas (He 6osee 3 Kypcos)
KOHCONUOUPYIOWAas mepanusi, 0CHOBAHHAS HA BbICOKUX 003aX yumapabuna™* (2-3 /m?/cymku).

Ipu Hanuuuu HLA-coemecmumozo podcmeeHH020 JOHOPA 6Ce NAYUEHMbl 8bICOKOU 2pynnbl QONHCHbL
Oblmb MPAHCNIIAHMUPOBAHBL 8 Nepsoli pemuccuu nocie mpéx 6J10K08 KOHCOIudupyroujeli mepanuu.
Iayuenmol, omHocawuecs: K 2pynne 8blCOK020 PUCKA, OONHCHbL NOJLyuums mpaxcnaanmayuro om HLA
COBMECMUMO020 POOCMBEHHO020 UNU HEePOOCMBEeHH020 OJOHOpd, WIU OMm a1binepHaAmMuU8H020 0OHOPa
(2annioudeHmMu4Ho020).

Tpaxcniaumayust npogooumcs. Monsko 8 CheyuaIu3uposaHHbvlx yeHmpax, Kyda uHpopmayus o
nayueHmax O00NX¥HA HANpABASIMbCs  3abnazospemenHo. 3aseky Ha nposedeHue TICK 6
MPAHCNIAHMAYUOHHBLII yeHmp cnedyem nodasame Cpaszy xe nocie KOHcmamayuu y nayueHma
8bICOK020 pucka unu Hanuuust HLA udeHmuuHoz0 poocmeeHH020 JOHOpa.

Iposedenue dnumensHoti noddepxcusaiowjeti mepanuu 8 Hacmosiujee 8pems He pekomMeHA08aHo [38].

e Bcem mnanmueHTaM, mnoiayyammum Tepanuio nmo OMJI, pekoMeHIyeTcs BBIIIOTHEeHUE
CIIMHHOMO3TrOBOV IYHKUUM M VHTpaTeKa/ibHas Tepamnusl (BBedeHUe JIeKapCTBeHHBIX
IIpernapaToB B CHMHHOMO3TIOBOM KaHal) (cm. npunoxcerue A3.2) [1,2,38-40].

YpoBeHb YoeauUTeIbHOCTY peKoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)



KoMMeHTapum: npu uHuyuansHom Jneiikoyumose 100x10°/n u Gonee niombansHas NyHKYus
nposodumcs He 8 nepewlii deHs UHOYKYUL, A MONLKO Nocie pedyKyuu aetikoyumos 9o yposHs 50x10°/n
— 80 u3bexaHue NOJYYeHUs JIO#HO20 OudeHO3d HelipoJieliko3a u3-3a KOHMAMUHAyuu Jukeopa
6nacmamu nepugepuueckoli Kposu U U3-3a pPucka KposomeueHuss 6 CNUHHOMO32080l KaHan
eciiedcmaue koazysionamuu [1].

Humpamexansnas mepanus. Cocmoum u3 UHMpamexaibHoix 88edeHuti yumapabuHa 6 803pacmHoll
do3upogke (cm. maon. 2).

Ta6.2. [To3sl yumapabuHa™* ons uHMpamexaibHoz0 88edeHUs 8 3asucumocmu om eo3pacma [41].

Bo3spact Ao3a, mr
MeHbwe 1 roga 20
1-2roga 26
2 -3ropa 34
Crapwe 3 net 40

Ipogunakmuueckas mepanus (6e3 uHuyuanvHozo nopaxcerus I[HC): uHmpamexanvHvle 868e0eHUs
yumapabuHa**: 5 esedeHuti neped Hauanom Kaxo002zo 6;10Ka mepanuu u nocjie OKOHUAHUS NOCTIe0He20
6710Ka U 80CCMAHOBJIEHUS 2eMON033d eulé 2 88edeHus ¢ uHmepsaniom 8 1 mecsy.

Tepanus npu _uHuyuansHom nopaxcenuu I[HC: unmpamexansHsle 66edeHus yumapabuxa™*
nposodsimcs 1 pas e Hedesio do mex nop, Noka JUKeop He 6ydem caHuposaH, Ho He MeHee 3 pa3. 3amem
egedeHUss yumapabuHa™* 6 CnuUHHO-M032080li KAHAN NPOOOJIHAMCA N0 MAkoli e cXeme, KAK 6
npogunakmuueckom JeueHuu, mo ecms neped HAUAIOM Kaxcdozo O10KA Xumuomepanuu u nocie
OKOHUAHUSL NOCIe0He20 OJI0KA U B0OCCMAHOBIEHUS 26M0ON033a ewjé 2 866edeHUS C UHMeP8aiom 8 1 mecay.

e IMaumentam crapme 3 jger ¢ OMJI ¢ ¢ inv(16) 6Ge3 mepBuuHOoro mopaskenuss I[HC
perkoMeHayeTcs TpodmiIakTUYecKoe KpauuaabHoe oomyuenue COJI, 12 I'p [42]

VpoBeHb yoeaUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTENbCTB — 5)

KomMmMmeHTapum: npouiakmuueckoe KpaHudaapHoe obayueHue nposooumcs Kaxk MUHUMyM uepes 4
Hedesu nocjie OKOHUAHUS hociedHezo 6JI0KA Npu 80CCMAHOBJIEHUU 2eM0ono33d. [ea nocaeoHux
8eedeHUs uumapaduHa™* donxcHot 6biMb NPoBeOeHbI 80 8PeMsl 00JIyUeHUS. C UHMEPBAIOM 2 Hedell.

e Bcem manmentam ¢ OMJI crapme 3 jger ¢ nmepBuuHbsIM nopaxeHnuem IITHC, koTopbie He
JOCTUITIM CaHAIMM JIMKBOpPA TOCIe 3 WMHTPATeKaJdbHBIX BBeINeHMiII murTapabuHa™*,
PeKOMeHAyeTCsI BbINIOJIHeHMe KpaHua/labHOl TydeBoii Tepanuy COJI 18 I'p [38,43-46].

VpoBeHb yoeaquTeIbHOCTH pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

KomMmeHTapum: xpauuaivHoe o6yueHue npogooumcs. npu NOMOWU 2aMMa-HOMA UIU JIUHElH020
yckopumens. Ilpu amom 8 nose 00yueHus: QoaHeH NONACMb 8eCh HELPOKPAHUYM, BKIIIOUAS. 6EPXHION
uacmp wetiHozo omadena no38oHouHuKa 0o C2 KaUUMENbHO, pempobyisbapHoe NpocmpaHcmeo u 6cé
OCHOB8aHUe uepend, ocoboe 6HUMaHue cnedyem Yyoenums CcpeoHell MO032080l SIMKe, uaACMO
oKasvleaioujelica nexcaujeli enyoxce o0wezo yposHs; nonadamue 8 o6ndacme 00JyUeHUs UentoCIMHbIX
cycmasos He 00HHO 81USLMb HA KOHPuUzypayuio noas. Excednesnas pasosas doza cocmasnsiem 1,5 Ip,
maxkum o6pasom 8 meueHue Hedeau nayueHm noayuaem 7,5 Ip. O6was npooonxumenbHOCmMo
obnyueHus: cocmasnsem om 2 0o 3 Hedenv. ChuHaivHoe 06JyueHue He NpPou3sooumcs: HUKOMY.
Iayuenmam, komopsim niaanupyemcsi TI'CK, obnyueHue u 2 nocieOHUX UHMPAMeKaabHblx 88€0eHUs
yumapabuHa** npoeodamcs nocie MpaHcnaaHmayuul.

e Bcem mnammeHTaM ¢ OMJI mocie 3aBepiieHMsST MHTEHCUBHOJNM 4YacTM Tepanum IIO
nporokony BFM (cm. mnpunoskeHue A3.2), peKOMEHAyeTcs PpacCMOTpPeTh BOIpPOC O
poBeeHNN IOAAepPKUBalolleli Tepanuy € YIeTOM BO3MOXXKHBIX MOJB3bI U PUCKaA IJIS
nanueHra [1,2,33,46,48].

VpoBeHb yoeauTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

KommeHnTapum: sman noddepxicusaroujeli mepanuu Ha4uHaemcst nocjie 80CCMAHOBJIEHUs. 2eM0N033d
nocne nocnedHezo Kypca xumuomepanuu. MepxanmonypuH** nasnauaemcs 6 cmapmogoti 0ose 50 me/
M? eHympb excedHesHo, yumapabur** e doze 25 mz/m> 2 pasza 6 deHv NOOKOHKHO X 4 OHS KaxA020
mecaya. InumensHocms noddeprcusarowieti mepanuu — 12 mecsyes [38,47].



IleHHocmb noddepxcusaryell mepanuu NOCAe 8bICOKOUHMEHCUBHOL “6710K08011” mepanul, CO2aAaCHO
OaHHbIM NpoBedeHHbIX UCCIe008aHuli, comMHumenvHa. bosiee mozo, ecmb OaHHble O HE2ZAMUBHOM
enussHUU noddepxcusarouieli mepanuu Ha 00WYI0 8bLU8aAEMOCMb [33,48]

3.2 Tepanus penuanuBoB U pedpakTepHbIx popm OMJI

¢ Bcem manueHTaM c penuguBaMu U pedpaxtepHbiM TedeHuem OMJI pekoMeHAyeTcs
IpoBeieHNe WHTEHCUBHOJ BBICOKOJO3HOI MNOMUXUMMUOTEPANIUM C TOCTeIYIOIIMM
BoinonHeHueM annoTI'CK (cm. mpunokeHue A3.2) [48].

VYpoBeHb YoeauUTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH A0Ka3aTeIbCTB — 5)

KommeHTapum: ¢ mom ciyuae, eciu nocie Kypca UHOyKyuu y nayueHma oocmuzHyma napyuaibHas
pemuccusi, oH doJxeH npodoJxams eueHue no npomokony. Peqppakmepnoim sensemcs OMJI, npu
Komopom nocie 2 0710K08 xumuomepanuu (8 danHom cayuae nocie AIE u HAM) coxpansemcs
6acmHasn uH@uUILMpayus 8 KOCMHOM Mo32e 6oJiee 5% unu IkcmpameoynapHoe nopayxceHue. B amom
cyuae u npu passumuu peyudusa nayueHm donxceH 6bims nepesedén Ha mepanuio GayoapadbuHom ™,
8bICOKUMU 003amu yumapadbura** u anmpayuraurom [49].

Jlna npoeedenus 2emompancy3uoHHoll mepanuu y nAauueHmoe nocie mepanuu GayoapaduHom
Q0HCHBL ObIMB UCNOJIb308AHBI OOTYUEHHbIE NPENAPAMbL KPOBU.

IIpu  docmudceHuu pemuccuu HeoOXo0uMo nposedeHue Kypca daHaniozuuHoli mepanuu 06e3
AHMpAyuKIUHAa u danee — npogedeHue ainozeHHol mpancnaaHmayuu om HLA- 2eHoudeHmuuHo20 uiu
anbmepHamueHozo 0oHopa. Jlo Hauana Xxumuomepanuu peppakmepHozo uiu peyudusHozo OMIT
HeoOxo0umo nposedenue HLA-munuposauus nayuewma, cubnauHzoé u podumesieli u Hanpasume
OaHHble 8 MPAHCNAAHMAUUOHHDBILL UEHMP.

B xkauecmee mapzemuoti mepanuu OMJI Haubosee Xopouiue pe3ynbmamsl NOKA3AHbI NpuU
ucnosv308aHuu  npenapama  #copagenu6**  HeceneKmu@Hslll — UHUOUMOP — MUPO3UH-KUHA3
#copagenu6™* in vitro evizvieaem yeHemenue gocopunuposanus ITD-Flt-3 peyenmopa; noseunocs
coobueHue 06 ycnewHomM npumeHeHuu #copagenuba™* 300 mz/m? excedneeHo 6 meuenue 47 Omeli ¢
nocnedyroweti noddepxcusaioujeii mepanueti #copagpenubom™** 170 me/m> exedHesHo y nayueHma c
akcmpamedynnapHeim peyudusom OMJI nocne anno-TICK [50,51]

Cpedu uccnedogaHutl, noceAWEHHBIX yBeNUUEHUI0 IPGeKMUBHOCMU PEMUCCUL NYMEM 88e0eHUSsT HOBbLX
npenapamos, HeCOMHEHHO 8AXCHbIM SI6/I1eMCsl ONbIM UCCied08amensckoli epynnet zocnumans St. Jude
(CIIIA). B npomokonax 3moii zpynnel 6 UHOYKYUU npumensiemcs #knadpubun (9 me/m> e meuenue 5
OHeii) ¢ yumapaburom™* (500 me/m> 6 meuenue 5 Oneii), nocne uezo euje 2 kypca #DAV (dayHopybuyum
30 me/m2 6 1-3 OHu 72-uacosas unpy3us, yumapabur 250 me/m2 8 1-5 oHu 120-uacosas uHgysus,
amono3ud 200mz/m2 6 4 u 5 oHu 48-uacosasn uHdy3us), umo no38oaua0 NOIYUUMs pemuccuio y 90 —
100% nayuenmos, u xoms OyeHKY 3M020 HA NPOOONHUMETNbHblE Pe3ybmamsl MOXHO 6ydem damv
cywecmeaeHHO no3ice, 3mu 0aHHble 18H0MCs 8ecbMmda 06Hadéxcusarowumu [52].

3.3 ConyTCTBYIOIIAS ¥ COIIPOBOAMUTE/IbHAS Teparus

e BceMm manyeHTaMm, MOIy4YawIIyM Tepanuio mo nosogy OMJI pekomeHayeTcsl IpoBedeHue
COIYTCTBYIOIIEIl ¥ CONPOBOSUTENBHOI Tepamuu B COOTBETCTBUM € NPOGWIBHBIMM
pekomeHpaanussvu [1,53-56].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)
KommeHTapumn:

1. Pexomendyemca usonayusi Oemeli 8 JaMUHApHble OOKCbl WU NAAAMbl € NPUHYOUMETbHOT
seHmuAAYUeli N00 NoBvlUIEHHbIM 0dseHUeM C YCMaHo8Koli nepeHocHvix HEPA-@uivmpos.
2. UngysuoHHas mepanusi:

a. Ha nepsoli ¢aze unoykyuu uHgysus nposodumcs 6e3 kaaus xaopuda. Jekcmposa 5% 3000 mn/
M?/cymku + nampus xnopud 10% 30 ma/m? cymku + nampus zudpokap6opram 7,5% 40 — 60 mn/
Mm%/cymku. B 3mo epems Heob6X00UMO 6HUMAmMenvHo cnedums 3a Ganancom oOuypesa, npu
3adepicke mouu 6osee 200 ma/m2 8 meueHue 6 Hacoe NOKA3AHO 88edeHuUe ypocemuda 8 paszoeoti
dose 0,5-1 mz/xe.



b. UngysuonHas mepanus Ha emopoli ¢aze uHOYKUUU U 6cex NoCaedyruwux Kypcax
nonuxumuomepanuu: dexcmposa 5% 2000 ma/m?/cymxu + Hampus xnopud 10% 1 mn/ke/cymku +
kanus xaopud 7,5% - 1 - 2 ma/ke/cymku (unu no pesyavmamam yposHs K+ 8 cbi80pomke).

3. KonoHuecmumynupyroujue ¢akmopel. InaHosoe Ha3HaueHue KOJOHUECMUMYIUPYOWUX (Gakmopos
He pekomeHdyemcsi. IIpumeHeHue OONHHO 02PAHUHUBAMbC 8UMATbHBIMU NOKA3AHUSIMU, MO eCmb
npu cencuce 'y NAayueHmos, HAXO0AWUXCS 8 COCMOSHUU anadasuu Kpogemeopeuus, U
HEeKOHMpoaupyemoli adekeamHoli aHmMuMukpoOHoli mepanueii 6akmepualbHoll u/unu 2pubKosoli
UHpexyuu.

4. AnmubakmepuanvHas mepanusl. IIpu 603HUKHO8EHUU NPU3HAKO8 UHpeKyUuU (0uazosvle nopaxeHus
WU IUXOPAOKA HECHOU 3muonoeul) Ha3Hauaemcs: IMNUpUYecKas aHmubakmepuaibHas mepanus,
mo ecmb 00 NOJyYyeHus pe3yibmamos 0akmepuosozuueckozo ucciedogarus. JIuxopaoxot
cuumaemcst 0duH 3nu300 axcunnspHoti memnepamypst 38,0°C unu 3 snuzoda cybpebpunvHoli
nuxopadku (37,5 - 38,0°C) 6 meuenue cymox unu oduH 3nu3zod memnepamypwl 37,5-37,9°C @
meueHue uaca u 6ozee. Ipu cyOhebpunumeme — #aponoHUMarwue He NPUMeHsIMy!

5. pogunakmuxka nHeeMOYUCMHOL NHEBMOHUU. XOms NHEBMOYUCMHASL NHEBMOHUS 518711emcs
pedkum  ocnoxcHeHuem — mepanuu  OMJI,  pexomeHndyemcs — npuem  #KO-mMpUMOKCA3071d
[Cynspamemoxrcazon+Tpumemonpum] 3 OHst nodpsid 8 Hedesio 8 003e 5 M2/Ke/C N0 mMpuMemonpumy,
MOJIbKO NayueHmam , NOAyHuswum guydapaduu™* [57].

¢ He pekomeHAayeTcCsl BCEM HMALMIEHTaM, YUMTHIBasi BBICOKYIO BePOSITHOCTH (hopmupoBaums
PE3UCTEHTHOV MUKPOQUIOPBI, a TakKe BblCOKYyI uacmomy uH@exyull, 6bl36aHHbIX
2HMepobakmepusmMu ¢ npodykyueti 6ema-iakmamas pacuiuperHozo cnekmpa (BJ/IPC), mpoBeneHmne
MepBUYHON MPOOUIAKTUKM OGaKkTepuaabHbIX MHOpeKnui 1npu OMJI aHTUOMOTUYECKUMU
TperiapaTamu (celeKmueHas deKOHMamuHayus KuweuHuxa) [21,22].

VpoBeHb yoeauTeIbHOCTH pekoMmeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

¢ PekomeHAyeTcsl ManMeHTaM B XOJe TIPOBeNeHMSI WMHTEHCUBHON WMHAYKUMOHHOM XT
BBIIIOJITHEHNEe HpO(l)I/[IIaKTI/IKI/[ MHBA3MBHBIX MMKO30B II03aKOHAa30/JIOM B MeOMIIMHCKUX
OopraHmM3auusix, e 4acToTa BO3HMKHOBEHMSI MHBa3MBHOrO acneprusiesa (MA) npesbimaeT 10%
[21,22,59].

VpoBeHb yoeauTeIbHOCTU pekoMeHanuii C (YypoOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 4)

¢ PekomMeHAayeTcs1  ManyMeHTaM, Y KOTOPBIX Ha  IpeSIeCTBYIOIIMX  Kypcax
JyarHoctupoBaiics VA, mpoBoguTh BTOPMYHYIO IIPOTUBOrPUOGKOBYI0 IMPOMUIAKTUKY C
MCIIO/Ib30BAaHMEM TOIO JIEKapCTBEHHOrO IIperapara, IpyM Ha3HA4YeHUM KOTOPOro ObLIO
JocTUrHYTO u3neueHue ot NA [21,22,60-62].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb OCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

¢ PekoMeHAyeTCs B KauecTBe aHTMOMOTMKOB IEPBOTO 3Tama Npu (GpedbpuabHON HEeNTpOoIeHun
MCIIONIb30BaTh  IedornepasoH+cyab0akTaM™™,  mumepanuuiMH+TazobakTam,  medenum**,
uedrasunum™* [22].

VpoBeHb yoeauTeIbHOCTU pekoMeHanuii C (YypOBeHb JOCTOBEPHOCTHU JIOKa3aTe/IbCTB — 5)

KommenTapum: Modupukayur aHmumukpobHoli mepanuu npoeodsm 8 coomeemcmeauul ¢ 0aHHbIMU
nposederHozo oo6cnedosanuss (KT, muxpobuonozuueckue ucciedosavuss u m. 0.). HasuaueHue
KapbaneHemMos8 8 Kauecmee aHMUOUOMUKO8 Nep8ozo 3mana npu (GeOpunsHoll HelimponeHuu
000CHOBAHO y NAUUEHMO08 C CENMUUECKUM WOKOM, d MAaKH#e 8 KAUHUKAX, 20e 8 IMUON02UU UHGEKYUT,
npeobnadaiom snmepobakmepuu ¢ npodykyueti BJIPC.

¢ PekomeHayeTcsi NpM HaAIWYUM TyMOPAIbHOrO WMMMYHoOmedbwMImTa ¥  TSKEIbIX
VHGEeKIMOHHBIX OCIOKHEHU (CEICIC), B TOM YMCIe€ BUPYCHBIX (IIMTOMETaIOBUPYCHAS)
vHpeKnuii TpaHcPy3uM IpenapaTroB BHYTPUBEHHOTO MMMYHOIVIOOYJIMHA YeOBeKa
HOPMAaJIBHOTO B /[JO3MPOBKaXx B COOTBETCTBMM C WHCTPYKUMENA K MeIULVTHCKOMY
IIpUMEHEeHMIO JIeKapCTBEHHOro npenapara [63].

VYpoBeHb YoeauTeIbHOCTY peKoMeHAanuii C (YypOBeHb JOCTOBEPHOCTH AOKa3aTEeIbCTB — 5)

¢ PekomeHAyeTcs BceM IaiyeHTam Miaziie 18 sier ¢ OMJI pyu CHYSKEHMM YPOBHSI TPOMOOIIMTOB
Hwke 10x10%n mubo mnpu Gomee BBHICOKMX IIOKA3aTeNSIX TPOMOOLMTOB MpPY HAIMIUU
reMopparnyeckoro CMHApoMa ywin nHdekuu TpaHcdysus TpoM6oKoHIIeHTpaTa [53,64].



VpoBeHb yoenuTeIsHOCTU pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JIOKa3aTe/IbCTB — 5)

KommenTapum: Jlioboe nposigieHue 2eMoppazuueckozo cuHopoma (nemexuaibHvle 6blCbINAHUS,
0C00eHHO Ha CU3UCMOL nolocmu pma, Ha auye U nepeoHeli noeepxHOCMU 2pyOHOU KiemkKu, atobble
KposomeueHuUs) U/unu noeviieHue memnepamypst meaa gviuie 37,5° C daxce 8 omcymcmeue 518H020
ouaza uHgexkyuu, mpebyem 8bINONAHeHUs MpaHcGy3uu mpomO6OKOHYeHMpamos oaxce npu Konudecmae
mpomboyumos é nepugepuueckoii kposu Gonee 20 x 10°/1. Ananozuunsie nokasanus s mpaHcgysuu
mpomMOOKOHUeHMpamos npu nodzomoske nayueHma nepeo 8bINoJHeHUeM UHBA3UBHBIX NPOYedYp.

Zna nposederus nepsoti asst UHOYKYUU U O 8bINOJIHEHUSI UHBA3UBHBIX MAHUNYASAYUL (MTIOMOANbHOTI
NYHKYUU, Kamemepusayuu yeHmpanvHoli 8eHbl) yposeHb mpomOoyumos 0oJieH Oblmb He MeHee
30x10°/n. B nepuod annasuu kposemeopeHusi nocie n06020 Kypca NOAUXUMUOMEPANUU, eciu Hem
KposomeueHUli u/unu uHgexyuti ¢ pebpunbHOLl 1UX0PAdKoli - mpom60oyUmsl 00NXHbI N00JEPHUBANBCA
Ha yposHe He meHee 15x10°/n. Ilpu npucoedunenuu unpexyuii ¢ GebpunsHoii aUXopadkoli u npu
npumeHeHuu AmpomepuuyurHa B mpomboyumsr 0onxcHol noddepxcusamoscs Ha yposHe He meHee 20
x10°/n.

BovipaxceHHas Kposomouusocms co causucmolx, Kposomeuerue 6 JKKT, JsiecouHoe KposomeueHue,
KPOBOU3NUAHUE 8 MO032 — NOKA3AHUS K MPamcysuu mpomoOoyumos npu Jio0blx NOKA3amensx
mpom6oyumos

ITayuenmot, nonyuasuiue K1aopubuH, 00NxCHbI NEPeU8AMbCs 00yUeHHbIMU NPenapamamu Kposu.

¢ PekomeHayeTcs1 BceM TaiyeHTamM mtanme 18 setr ¢ OMJI npu CHUKEHUYM reMOoIIo6MHa HVKe
70 r/n u rematokpute MeHee 0,3 MAM Pa3BUTUM KIMHUUECKUX CUMIITOMOB aHEMMUUECKOTO
CUHIpOMa (COHINBOCTD, TAXMKAPMSI, OABILIKA) TPaHCPY3MsT SpUTPOLUTAPHOI Macchl [53,64].

VYpoBeHb yoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KomMmeHTapuu: nayueHmesl, noayuasuwiue KaaopubuH, OONHHbl Nepenusamscsi 006ayUeHHbIMU
npenapamamu Kposu.

e PekomeHAyeTcs1 IIPpM HaAWYMM HapylleHMI IIJIa3MEHHOro remocrasa (TMIO- WU
TUIIePKOoAaryssinysi) BbIIIOIHeHe TpaHCcPy3um KOMIIOHEHTOB KPOBM [65].

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

Kommenrapumn: Ilokazanus u 06sem mpauc@y3uoHHoli noddepxcku onpedensiemcs nokasamensimu
KOAazyn02pammpl U KAUHUUeCKol cumyayueti.

ITayuenmot, nosyuasiuue KaadpuOuH, A0S HbI NePeNUBamscs 00TYUeHHbIMU NPENAPAMamil Kposl.

TpaHchysuu ceexce3amopoxeHHOl Nnaamsl NPoBoOsMcs MONbKO NPU Cepve3HblX UMEHEHUsX 8
Koazynozpamme: QubpuHozeH meHee 1 2/, npompomOuHosslii uHdekc meHee 50%, AUTB Gonee 55
CeKyHO.

¢ PekomMeHAyeTCS P BO3HUMKHOBEHMM OCTPOrO WJIM XPOHUYECKOro 60JIeBOro CMHApoMa
YTOYHEHMEe ISTHOJIOrMM OO0/IM; MPU BBISBJIEHUM O4Yara BOCHAJIEHUS - IIPpOBedeHue
HEOOXOOMMBIX  MEpPONPUATHMII IO JIEYEHMI0 ouara BOCIAJ€HMUS  COIVIACHO
COOTBETCTBYIOIIMM K/IMHUUYECKMM PpPeKoOMeHAanusaM (BKIUYass, MpU HeoO6XOAMMOCTH,
XUPYPIUYECKOe JIeYeHne); P UCKIIoUeHn MHGPEKIMOHHO-BOCIAIMTE/IbHOI MTPUPOIbI
60/IeBOTO CMHAPOMA PEKOMEHyeTcsl MpoBeAeHre 06e300/1BaloIIeli Tepanumu COr/IacHO
CYIIEeCTBYIONIVIM IIPOTOKOJIaM 00e360aMBaHusI (CM. COOTBETCTBYIOIIME KIAMHUYECKUE
peKoMeHJanuM IO XPOHMYECKO 060jaM, KIMHMYECKME PpeKOMeHJauuu II0
aHeCcTe3MoJIoruI), B TOM UMCIe, M0 MOKa3aHMIM - C IIPMMEHEHMEeM HapKOTHMUYEeCKUX U
MCUXOTPOIHBIX JIeKapCTBEeHHBIX mpernaparos, c yueTom BO3MOJKHBIX
MMPOTHBOIIOKA3aHMii, CBI3AHHBIX C IUTOMEHMEN, MHBIMU KIMHUYECKUMMU CUTYaALSIMU
[66].

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH OKa3aTe/IbCTB — 5)



4. MeaunHcKas peaouanTanms, MegUIMHCKUe
IMOKa3aHUs U IIPOTUBOIIOKA3aHUS K IIPUMEHEHUIO
METOI0B peaoVInTanumn

IMogxonm K peabwIMTaluMyM ¥ OUCIIAHCEpPHOe HabmomeHue mauyeHToB ¢ OMJI. [IucrmaHcepHOe
HaOMIOmeHMe BKIIOUAET CUCTEMaTUMUYECKMe OCMOTPBI M IleJieHalpaBjeHHOe J1abopaTopHOoe U
MHCTPYMEHTaJIbHOE 00CIefoBaHNe, HalpaBjIeHHOe Ha OIIeHKY CTaTyca PeMMUCCUM OCHOBHOIO
3a00/1eBaHMsI 1 BO3MOKHBIX OCJIOKHEHMI, CBSI3aHHBIX C ITIepeHeCeHHOl MTOIMXMMUOTEpaTIei.

Cneyuanstolx memodos peabunumayuu npu OMJI He cyuiecmeyem.

¢ PekoMeHAyeTCs TIIPOBeJeHMe peabuInTaluy TPy BO3HMUKHOBEHUM OCIOKHEHWUII I10C/Ie
3aBeplIeHMs porpaMMbl Tepany OMJI B paMKax COOTBETCTBYIOLIVX HO30J10THiA [67].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKa3aTe/IbCTB — 5)

KoMmeHTapum: nocne 0oKOHuaHusi JeyeHus pekomeHdyemcs eecmu 300poeblli 00pas MHuU3Hu,
UCKIUUMb UHCOMAYUIO U (pu3uomepanesmuteckue npoyedypo.

IIpu nposedeHuu NOAUXUMUOMEPANUU B03MOXCHA Kapouo-, zenamo-, Helipo-, Heppo- u Opyzasn
IMOKCUUHOCIMB, NOCEOCMBUS KOMOPOLi MOZYm NPOSIJIAMbC U NOCIe ee OKOHUAHUS.



5. ITpodmunakTuKa U AUCIIaHCEPHOE HAO/II0AeHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHMUA K
IMIPUMEHEHNIO MEeTOLO0B MPOPMIAKTUKN

Iepsuunas npogunakmuka OMJI HE803MOXCHA 6 C853U C HuU3Koli 06a3080ii 3a607e6aemMocmvio U
HeycmaHo8JIeHHbIMU NPUUUHAMU (GONe3HU.

Ipodunaxmuka peyudusa 3ab60ne8aHus 0CHOBAHA HA NOJHOM 6blNOJHEHUU NPOMOKoIA mepanuu
nepsoti iuHuu u 8vtnonHeHuu TI'CK u nposedeHuu pezynsapHozo OuHamu4eckozo HabodeHus

¢ PekoMeHAyeTCs B TeUeHVe O IePsKMBAIOLIEl Tepanni BIIIOJIHEHYE 06Iero (KIMHUYECKOTO)
aHanm3a Kposu 1 pa3 B mecsl. [1,3,4,8,25]

VYpoBeHb yoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

PekoMeHAyeTcs T[I0C/Ie OKOHUAaHMUS Tepanuyu HaOMIOIeHKe BpauoOM-IeMaToJIoTOM W/WMn
BpauoOM-IIeIMaTPpOM II0 MeCTy SKUTEIbCTBA C BBIMOJHEHMEM HEOOXOAMMOro o0beMa
0b6cTenoBaHMIi CO CIEAYIONIEN TepPUOAVNIHOCTHIO: [1]

1. [TauyeHTHI, TOJTyYMBIINE TKM, Ha6IIONAIOTCS COTJIaCHO peKoOMeHIalsIM
TPaHCIUIAaHTALlMOHHOTIO I1eHTpa.

2. ITauyenTs! 6e3 TKM:

3. 00mMil (KMMHNYECKNUI) aHaaM3 KPOBM C ITOACUETOM JIEMKOIMTAapHO Gopmynbl 1 pas B Mecsiy
IepBbIe 3 MeC., 3aTeM 1 pas B 6 MecC B TeueHue 5 jieT

4. MOJIEKY/ISIPHO-OMOIOTMYeCKOe UCCIeloBaHNe KPOBM HAa BUPYC MMMYHOmedUIMTa ueroBeka
BMY-1 (Human immunodeficiency virus HIV-1), onpenenenne anturena (HbsAg) Bupyca
reraTtuta B (Hepatitis B virus) B KpoBHu, ofipenesnieHne aHTUTeN K Bupycy rematurta C (Hepatitis C
virus) B KpoBU uepes 6 MecsI1eB [10cjie OKOHYaHUSI XMMUOTepanmumn

5. aHa/IM3 KPOBY OMOXMMUYECKMIT 06IIeTeparneBTUYECKIIi C OLIeHKOI - anboymuua, AJIT, ACT, JI/IT,
6wMpyOuHa (06IIero 1 MpsiMOro), MOUEBMHbBI U KpeaTHMHA, GeppuTuHa 1 pa3 B roJi B TEUEHMe
5 ner

6. OKT u sxokapauorpadus 1 pas B rof B TeueHue 5 jieT

7. KT/MPT 30H 3KCTpaMeay/ISIPHBIX OUaroB yepes3 6 MecC. OT OKOHYaHUS XMMUOTepaInmun

VpoBeHb yoeaUTeNbHOCTY pekoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 5)

OpraHusanyus okasaHuUs MeOUIIMHCKOM ITOMOIIM

INokasanus AJisl IJIAHOBOJV TOCIIUTAIN3AIUN:

1. Tllomo3penune/ycranosynenue guarsosa OJI
2. InarHoctuka peungusa OMJI

3) Ilposenmenue ouepenHoro Kypca XT B yCI0BUSX KPYIVIOCYTOYHOTO CTalOHapa
4) TlpoBepenue 3artanupoBanHoii TTCK
5) BsinonHeHMe MIAHOBBIX XMPYPTUYECKUX BMEIIaTeNbCTB,

6) BbInosHeHMe IJIAaHOBBIX 3KCTPAKOPIIOPaTbHLIX METOL0B OUMILEeHMS KPOBU U 3aMeCTUTeNbHOM
TIOYEYHOI Tepanumn

7) IlpoBefeHMe 3aMeCTUTETbHO TeMOKOMITOHEHTHO Tepaniumu

ITokazaHMs OJI1 SKCTPEHHOM TOCHIUTAIM3AIUN:

Heotnoxuble coctossHMs y nanyeHToB ¢ OMJI u ipu nopo3pennu Ha OJI:

- JIeIKOLIUTO3 6ojiee 1OOX109/J1

- (he6GpuIIbHAS TMXOpaKa U MHMEKI[MOHHbIE OCI0OKHEeHMs Ha (hoHe HeifTporeHun rmocie kypca XT

- reMopparuveckuii CUHIPOM



- TPOMOOTHYECKYIE OCTIOKHEHUST
- He06XOAVIMOCTH MTPOBENEHNST SKCTPEHHON 3aMeCTUTENbHOV TeMOKOMIIOHEHTHO Teparnun

- Apyrue CHUCTeMHbI€ HapylIIeHMs, O6YC.T[0B)'[E‘HHble TeUueHMEeM OCHOBHOIO 3abojieBaHus WU
pe3BUBLINMECS BCIeACTBME ITPOBEEHHOTIO JIeUeHUA

Iloxka3aHus K BBINMNCKE MalyieHTa U3 cTanMoHapa:

1) BoccTaHOBIeHMe TIOKasaTeneii Tepudepuueckoil KpoBu (IeiikonuTsl Oomee 1x10%/m,
rpaHynonuThl 60mee 0,5x10%/1, TpomboLuThI Goee 50x10%/1, reMorno6uH — 6omee 80 /) TOCHTE
ouepenHoro kypca XT

2) Hopmorepmusi B TeueHMe 3-5 CYTOK M OTCYTCTBME HEKOHTPOIMPYEMbIX WHQEKI[MOHHBIX
OCJIO’KHEHUIT B TTOC/IEKYPCOBOM Ieproe

3) KynupoBaHue reMopparmuecknx OCI0XKHEeHU
4) KyrupoBaHye TPOMOOTUIECKMX OC/TOKHEHMIA

5) KyTIMpOBaHI/Ie CUCTEMHbBIX HapylIeHNs, O6YCJ'[OB]'[€‘HHI)IX TeueHreM OCHOBHOI'O 3a00/IeBaHMs U
Pa3BUBUINXCA BCJIeACTBME ITPOBEIEHHOTIO JIeUeHN .

3akiroueHre O 1e/eco00pa3HOCTM TepeBoia OOMbHOTO B MPOPWIBHYIO MEAUIIMHCKYIO
OpraHM3alMI0 OCYLIECTBISIETCS MOCAe IpeNBapUTeNbHO) KOHCYJIbTAlMM IO NPEeLOCTaBAeHHBIM
MEIUIVHCKMM  JOKYMEHTaM W/WIM  TIpelBapUTEIbHOTO OCMOTpa OOJIBHOTO  Bpadyamu
crienMaaMcTaMy MeJUIIMHCKOI OpraHu3alin, B KOTOPYIO IVIAHUPYETCS TIePeBO/I.



6. Opranmsauysi oKasaHus MeIUIIMHCKOM IMTOMOII

«MonexynsapHas» Tepanms

IIpoepecc 6 usyueHuu MoJeKyIapHoz0 nhamozeHe3a OMJI npueen K paspabomke HOBbIX
«MOJIEKYIAPHbIX» NPenapamos, m. e. MONeKyJs, MexaHusm Oelicmeus KOMmopuix c8513aH C GIUSHUEM HA
Oenku, (GyHKYUS KOMOPbIX U3MeHsemcsl 8 pe3yavmame Mymayuu uiu mpaiciokayuu (mapzemuoe
8o3deticmeue). Hanpumep, zeHemuyeckue usmeHeHus npugodsim K Mymayusim @ 2eHax, akmueupyowjux
Kackadel mpavcoykyuu cueHana (Hanpumep, FLT3, KIT, RAS), K CIUSAHUKN 2€H08 WIu MYymauusim,
NpusooAWUM K NOBBIUEHUN UU Y2HeMeHUl0 MpaHcKpUnyuoHHoli akmueHocmu (Hanpumep, PML-
RARA, RUNX1-RUNXITI, CBFB-MYHI11, CEBPA) unu K HapyweHuw QyHKYuu 2eH08, 808J1eUEHHbIX 8
nepedauy cueHana (Hanpumep, NPMI, NUP98, NUP). Xoms 0na HeKOMopslX npenapamos,
delicmeyuWUX Ha MOJEKYIAPHOM YPO8He, U 6blid npodeMoHCmpuposaHa aggexmusrnocmes npu OMI,
ywe Ha cmaduu KM 6bl10 nOHAMHO, umo OONbWUHCMBO U3 HUX HE0OX0O0UMO UCN01b308amb 6
couemaHuu co CMAaHoapmHsIMu yumocmamuueckumu npenapamamu. B Hacmosujee epems
npogodumcs  6onvwoe uucno KHU no usyueHuw 3apgexmuenocmu npu OMJI u 6e3onacHocmu
npenapamos u3 pasiuiHslx apmayesmuueckux pynn.



7. JononHuTeIbHast MHGopMauys (B TOM YMCIe
¢dakTOpBHI, BANSIONIIME HA MCXOJ, 3a00/IeBaHUS U
COCTOSIHUSI)



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepun kauecrsa

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCcTs

YpoBeHb
y6eautenbHoctn
pekoMeHAaumnn

Y nauueHTa c noao3peHneM Ha OMJ1 uau Npu NEepBMYHOM NpueMe NauuneHTa
OMJ1 BbinonHeH c6op xanob, aHaMHe3a 1 oLleHKa 06BEKTUBHOrO cTaTtyca

5

(o

Y nauueHTa c nogospeHneM Ha OMJ1 nam npu NnepsMYHOM NpuMeMe naumeHTa c
OMJ1 BbiMONHEH OOWMIA (KAMHWYECKMIA) aHanu3 KposBu C AnddepeHLnpoBaHHbIM
NoACYeTOM  JIEMKOUWUTOB  (NeikounTapHino OpMynbl) U UCCNEfOBaHWEM  YPOBHS
TPOM6OLNTOB B KPOBMU

Y naumeHta <C nogo3peHMeM Ha OMJ1 BbLINOSHEHO UMTOJIOrMYECKOro
nccneposaHun MasKa KOCTHOro Mo3ra (MVIeJ'IOFpaMMbI) n LUMTOXMMUYECKOoe
nccnegoBaHne MmMKponpenapaTta KOCTHOro Mosra

y nauyueHTa C noAo3peHuemM Ha OMIJ1 BbINOAHEHO unToreHeTu4yeckoe uccnegoBsaHune
(kapuoTun) acnuparta KOCTHOro Mo3ra

Y nauueHTa c nogospeHvmem Ha OMJ1 nav Npu NepBUYHOM NpueMe NauueHTa c
OMIJ1 BbLINOSIHEH aHann3 KpoBW BGUMOXMMUYECKUI oblieTepaneBTUYECcKUin (KpeaTUHUH,
obwmit 6enok, o0bwmit bunupy6bun, J140)

Y naumeHTa Cc nopo3peHneM Ha OMJ1 BbinonHeH 06wWMiA (KAWMHWYECKUIA) aHanu3
CMUHHOMO3rOBOI XUAKOCTH

Y naumeHTa c nopospeHnem Ha OMJI BLINOSIHEHa PeHTreHorpadus OpraHos rpyaHoi
KNeTkn u/unm KT opraHoB rpyAHON KIETKW W/Wu FOSI0BHOMO MO3ra

MauneHT c BNepBble AMAarHOCTUPOBAHHbIM oMn npu HaIU4yMn BO3MOXXHOCTWU BK/KOYEH B
KnnHn4eckoe nccnegosaHune

Y nauueHTa c Brepsble ANarHOCTMPOBaHHbLIM OMJT, KOTOPbIA He MOXET 6biTb BK/IOUEH B
KIMHWYECKOE MCCNefoBaHWe, Noc/e 3aBepLIeHNst BCeX AMArHOCTUYECKUX MeponpusTuii
npoBeAeHa MHAYKUMOHHAs Tepanus

10.

Y nauveHTa c BepuduuMpoBaHHbiM OMJ1, nonyvawlwero Tepanuioo BHE PpaMoK
KMHUYECKUX WUCCeAoBaHuii u gocTurisero MNP nocne MHAYKLUMOHHOrO 3Tamna Tepanwuu,
BbINONIHEHa NporpamMMa KOHCONMAaLMM peMmuccum

11.

Y nauveHTa c BepuduuMpoBaHHbIM OMJI, nonydaillero Tepanuio BHE paMoK
K/IMHUYECKUX WUCCNeaoBaHuii n gocturitero MNP nocne MHAYKLUMOHHOrO 3Tamna Tepanwuu,
npoBeAeHa KOHCyNbTaluMs B TPaHCMIaHTaLMOHHOM LEHTpe ANsi pelleHus Bornpoca o
BO3MOXHOCTU U LienecoobpasHoCTu BbINoHeHUs anno-TKM/anno-TICK

12.

Y nauueHTa, nosyyalowero Tepanvio no nosoay sepudunumposanHoro OMJ1 BHe pamok
KIMHWYECKUX UCCNeA0BaHWi, NOCNe OKOHYaHWS 1 WM 2 KypcoB MHAYKUMM peMuccum
NpOBEAEHO LIUTO/IOMMYECKOro NCCNEA0BAHUSA Maska KOCTHOMO Mo3ra (MUenorpamMmb)

13.

Y naumeHTa, nonyvaloLero Tepanuio no noeoay eBepuduumpoBaHHoro OMJT BHe paMok
KINUHNYECKUX MCCHeﬂOBaHMVI, nocne OKOHYaHuUA KOoHconupauuu peMmccunm npoBendeHo
LUMTOJIOrM4YEeCKOoro nccnepoBaHmMa Maska KOCTHOro Mosra (MMeJ‘IOI’paMMbI)

14.

Y nauumeHTa, nosyyarouero Tepanuio no nosoay sepuduumposaHHoro OMJ1 BHe pamok
KIMHWYECKUX UCCNIEA0BaHWI, MoCne 3aBepLueHusi BCe NporpamMbl Tepanuu npoBeaeHo
LMTONOrMYECcKOro UccnefoBaHms Maska KOCTHOro Mo3ra (MMenorpaMmb)
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ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

LeneBas ayguTopus KIMHUIECKUX PEKOMEH/TAITIMIA:

1. Bpaunu-remaTosoru;

2. Bpaun-oHKoOJIOI!;

3. Bpauu- neguatpsr;

4. Bpauu- aHeCTe3UONI0TM-pPeaHMaTOoNIOT
5. Bpaun-knmHNYecKrne GapMaKoIoTn.

MeTomonorus c6opa JoKa3aTeIbCTB

MeTo[bl, MCIIOIb30BaHHbIe IJ1s1 C60pa / CeleKLNM JOKA3aTeIbCTB:

[Touck my6aMKaIMii B CIIEIMATN3MPOBAHHbIX TIEPMOAMYECKMX ITeUAaTHBIX U3TaHNIX;
IToMCK B 3JIEKTPOHHBIX 6a3ax JaHHbIX.

Ba3bl JaHHBIX, MCIIOIb30BAHHBIX IJISI COOPA / CeIeKINM JOKAa3aTeNbCTB:

Ioka3aTenbHOI 6a30¥ OIS peKOMEHIAIMIA SIBJISIIOTCST ITyoaMKaiuy, Bomenmne B KoxpaitHOBCKYIO
6ubnmnoreky, 6a3bl gaHnHbix PUBMED 1 MEDLINE. I'my6iHa moycka cocraisiia 30 Jyier.

MeTo[bl, CIIO/Ib30BaHHbIe [IJI aHA/IN3a JOKA3aTeIbCTB:

» 0630pbI OIy6IMKOBAHHBIX METa-aHa/IN30B;

» CucreMaTnyeckye 0030pbI C TaOIMIAMM TOKA3aTEIbCTB.
MeTo[bl, ICIIOIb30BaHHbIE [IJI1 KAUeCTBA I CIUJIbI JOKA3aTEeIbCTB:
¢ KoHCeHCyC 5KCIIepTOoB;

e OlleHKa 3HAUMMOCTY [OKA3aTelIbCTB B COOTBETCTBUM C PENTMHIOBON CXeMOJi J0Ka3aTelbCTB
(Tabm. A2.1-A2.3).

Ta6auia A2.1. llIkajia oeHKM YPOBHE JOCTOBEePHOCTH AoKa3aTeabcTB (Y /I) o1 MeTogoB
JUarHOCTUKU (AMarHoCTUYeCKUX BMellaTe/IbCTB)

vaa PacwuudpoBka

1 CuctemaTnyeckme 0630pbl  MCCNeAOBaHWA € KOHTPOJeM pedepeHCHbIM MeToAOM WM  cucTemaTudeckuin  o63op
PaHAOMMU3NPOBAHHBIX KIMHUYECKUX UCCNEf0BaHUI C MPUMEHEHNEM MeTa-aHanu3a

2 OTaenbHble UCCNefoBaHUSA C  KOHTpPONeM pedepeHCHbIM METOAOM WAW  OTAE/IbHble PaHAOMU3NPOBaHHbIE KAWHMYECKne
uccnenoBaHua Mo cuctemaTtmyeckue 0630pb| nccnenosaHumn noboro Av3anHa, 3a WCKI4YeHneM paHAOMU3UPOBAHHbIX
KIIMHNYECKnx VICC}'Ie,ClOBaHl/IVI, C NpMMEHeHeEM MeTa-aHanmsa

3 WccnenoBaHns 6e3 nocnenoBaTesibHOrO KOHTPO/s pedepeHCHbIM MEeTOAOM WM UCCNeAoBaHusi C pedepeHCHbIM METOAOM, He
ABMSAOWMMCA HE3ABUCUMBIM OT UCCNIEAYEMOro METOAA WU HEPaHAOMU3UPOBaHHbIE CPAaBHUTENbHbIE UCCIIEA0BaHNS, B TOM Yncie
KOrOpTHble NCCNeaoBaHus

4 HeCpaBHMTeJ’IbeIe nccnenoBaHua, onmcaHue KnmMHUYeCcKoro cniy4das

5 MmeeTtca nuwb o6ocHOBaHWE MexaHM3Ma AeNCTBUSA UM MHEHNE 3KCNepToB

Ta6aua A2.2. IlIkana oleHKY YPOBHE JOCTOBEepHOCTH AoKasaTenbcTB (V1) A MeTomoB
npodWIAKTUKK, JIEUEeHUS u peaGuIMTALIAN (MpodMIaKTUUECKUX, JIEUeOHBIX,
peaGuINTAIMOHHBIX BMEIIaTeIbCTB)

yan Pacwudposka

1 CucremaTtunyeckuii 063op PKU ¢ npyMeHeHneM MeTa-aHanunsa

2 OTtpenbHble PKU u cuctemaTnyeckme o630pbl McCcneaoBaHuii nboro AusaiiHa, 3a uckitoveHvem PKW, ¢ npumeHeHnem meTa-
aHanusa

3 HepaHﬂOMMBMpOBaHHbIe CpaBHUTENbHbIE NCCNEA0BaAHUA, B T.4. KOFOPTHbIE NCCNenoBaHUA

4 HecpaBHUTENbHbIE NCCNEAOBAHUS, ONUCAHUE KIMHUYECKOro CyYas v Cepun Cnyyvaes, UCCNeAoBaHNS «Cryyaii-KOHTPOb»

5 NmeeTcs nuwb 060CHOBaHME MexaHW3Ma AeNCTBUS BMeLLaTeNbCTBa (AOKIMHUYECKME UCCNEA0BaHUS) N MHEHWE DKCNepToB

Ta6auma A2.3. Illlkasa oueHKM ypoBHeili yGemutenbHOCTM perkomeHpganuii (YYP) nis
MEeTOAO0B MPOPMIAKTUKY, JUATHOCTUKY, JIEUeHUSI U peadmwmmranuu (MpoduIaKTUIeCKX,



ANATHOCTUYECKUX, JIE‘IEGHI)IX, peaGI/IJII/ITaIH/IOHH]:IX BMEI.[IaTEJIbC'I‘B)

YYP Pacwudposka

A CunbHasi pekoMeHzauus (Bce paccMaTpvBaeMble KpuTepuu 3(DMDEKTUBHOCTM (MCXOAbl) SBASIKOTCA BaXHbIMU, BCe
nccneaoBaHUsa UMEKT BbICOKOE MKW YAOBNETBOPUTE/IbHOE METOA0/1I0MMYECKOE Ka4vyeCTBO, NX BblBOAbI MO MHTEPECYHOLWNM
ncxonam sABnAOTCA COI’J'IaCOBaHHbIMI/I)

B YcnoBHas pekoMeHaauus (He Bce paccMaTpuBaeMble KpUTepun 3hheKTUBHOCTU (MCXOAbI) SABNSIOTCS BaXKHbIMU, He BCe
MCCNeAOBaHUSI UMEIT BbICOKOE WAW YAOBMETBOPUTENIbHOE METOAOMIONMYECKOe KayecTBO W/WAM UX BbIBOALI MO
WHTEpEeCYLWNM NCXo4aM He ABNATCA COI'ﬂaCOBaHHbIMVI)

C Cnabas pekoMmeHaauusa (OTCyTL‘I'BVIe AoKa3aTtenbCTB Haanexauwero KkKayecrtsa (BCe paccMaTpuBaeMble Kputepuun
3de)eKTMBHOCTI/I (I/ICXO,ClbI) ABNAKTCA HEBAXHbIMU, BCE NCCNeAOBaHMA UMEKOT HU3KOE METOAOJIOrMYECKOE KavyeCTBO U UX
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIIOTCS COracoBaHHbIMM)

IMopsioK 0OHOBIEHNS KIMHUYECKMX PEKOMEeHIAIMIi.

AKTyanusanysi MpOBOOMUTCS HEe peXe ueM OOMH Pa3 B TPU rofia C YYETOM ITOSIBUBIIENCS HOBO
uHboOpMalMM O OMAarHOCTMKE M TAKTUKe BedeHMs IMaleHToB, cTpagammuix OMJI. Pemennue o6

OGHOBJIEHMYM TIpUHUMaeT MwuH3apaB Poccuy Ha OCHOBE TIPEAJIOKEHMIA, TPenCcTaBIeHHBIX

MeIUIVHCKUMY TTpodeccroHaTbHBIMY HEeKOMMepuecKumMu opranusanusmu. ChopmMmupoBaHHbIE

npenjokeHnmsa OO/DKHBI  YUMTBIBATH  PE3YIbTAThl KOMIIJIEKCHOM  OLIeHKU JIEKAPCTBEHHBIX

IIpernapaTtoB, MEAUILIMHCKUX I/IB,I[EJ'[VIV[, ad TaK>Ke pe3yJ/ibTaTbl KJIMHNYECKO anp06au1/11/1.




IIpninosxkenmne A3. CripaBo4YHbIe MaTepyuabl,
BKJ/IIOUasi COOTBETCTBYME ITIOKAa3aHMMI K
IMIPUMEHEeHUIO U IMIPOTUBOIIOKAa3aHui, CIIOCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperapaTos,
VHCTPYKIUM 110 IIPUMEHEHUIO JIeKapCTBEHHOI'O
npemnapara

IIpunokenue A3.1. luarHocTuuecKyue TeCTbl U UCCIeI0BaHUSI,
IIpMMeHsieMble Yy IallMMeHTOB BIiepBble BbIsiBJIeHHbIM OMJI

MokaszaTens WccnenoBanus Heob6xoanmocTb npoBeAeHus
nccneaoBaHna
WccneposaHus, KnvHuyeckuii aHanus Kposm ¢ hopMynon Ja
HeobxoauMble ans
yCTaHOBJ/IEHWS AnarHosa
AcnupaT KOCTHOro Mo3ra Ja
TpenaHobuoncusa Mo nokasaHuam
NMMyHodeHoTUnMpoBaHue JiE]
LinToreHeTnka [a
FISH Mo nokasaHnam

CKpuHUHT RUNX1-RUNX1T1, CBFB-MYH1, PML/RARA wnu ppyrux Aa
reHoB

NioMbanbHas NyHKUMs Aa
Heobxoanmble AHaMHe3 Xu3Hu n 3abonesaHus [a
uccnefoBaHUa A0 Hadvana
neyeHus
CraTyc naumeHTa (no wkanam ECOG/WHO) Aa
BuoxmMuyeckoe nccnefoBaHme, koarynorpamMma Oa
TecT Ha 6epeMeHHOCTb Aa
HLA-TunnpoBaHue [a
TecTnpoBaHWe KpoBM Ha MapKkepbl BUpycoB renatutos B, C; BUY fa
PeHTreHorpadus opraHoB rpyiHol KNeTku JiE]
KT opraHoB rpyAHoi KneTku, roloBHOro Mo3sra Aa
SKTI; 2XO-KIr Ja
BuobaHkuHr PekomeHaaTenbHO
MyTtauun reHos NPM1, CEBPA, FLT3 PekomeHaaTenbHO
MyTtauun reHos WT1, RUNX1, MLL, KIT B pamkax uccnenosaHui
WccneposaHue RAS, TP53, TET2, IDH1 B pamkax nccneposaHuin
NMPOrHOCTUYECKUX
MapKkepoB
Skcnpeccus reHos ERG, MN1, EVI1, BAALC B pamkax uccnenoaHui
OnpepeneHne MOB B pamkax uccnenoaHuit

IIpunokenne A3.2. BapuaHTbl KypcoB xumuoTtepanuu npu OMJI

B Poccuy TpaaMIIMOHHO TIPUMEHSIOTCS MPOTOKOJIbI HeMelkoi rpymmnbl BFM (Berlin-Frankfurt-
Miinster). I[TpoTrokosn 1998 roma uccnenoBasics B 'epmaHnuy B TeueHue 5 JieT, B HaCTosIIee BpeMmsi
9TO UCCIeA0BaHME 3aBeplIeHO, ero MUTOTU ToABeldeHbl. Y 424 malyeHTOB OIleHeHbl YPOBEHb
IOCTVDKeHMsT peMuccuu, obmiass BbDKMBaeMocTb (overall survival, OS), 6eccoObITHiTHAS
BbDKMBaeMoCTh (event-free-survival, EFS) u OGe3peumanuBHas BbDKMBaeMoCTh (relapse-free-
survival, RFS). Pe3ynbraThl mpuBemeHbl B Tabmuie 1. TepameBTudyeckas cxeMa IIpMBeIeHa B
pasgene «OmmcaHye JIeUeHWS».



Ta6nuia 1. Pe3ynbraTsl Tepanuu 1o nmpotokomy AML-BFM-98

Doeesn et A mer. e P | RS her, 550 ® | RepogprocTe BFB 8 Tedenne 4
Bce nauuneHTbl 90 67 55 61
CTaHAapTHbIN pUck 91 78 65 71
Bbicokuii puck 87 55 40 46
BCB - O6eccobbiTuiiHas BbDKMBaeMOCTb, OB-00miass BbDKMBAeMOCTb, BPB-6e3penyauBHas

BbDKMBA€MOCTbD.

VccnemoBanne AML-BFM-98, koTopoe O6bUIO MPU3BAHO CPaBHUTH 3G(PEKTUBHOCTb paHHEN
IIeCTUHEIEIbHOM ITOCTPEMMUCCMOHHON Tepanuy CTaHOAPTHBIMM  J03aMM  HuTapabuHa™*,
NpesHu3oI0Ha™*, 6-TuoryanmHa, uukinodbochammuga™* u gokcopybuumnHa** ¢ gsyms “6moxamu”
BBICOKO/IO3HOTO IMTapabuHa™* TmoKasajo, YTO NP OAMHAKOBON 3ddeKTMBHOCTM, YacToTa
MHQPEKIVOHHBIX OCTOKHEHU B IPYIINe JINTEIbHON Tepanuy 6bia BbIlie. B CBSI3U C 3TUM rpyTmima
BFM orka3zanach OT 6-HeJleJIbHOV KOHCOMMUAALMM, UCIIONb30BaBielics B TeueHne 20 jeT, B TOb3Y
KOPOTKOJ BBICOKOL03HOI Tepanuu [39].

B nacrosiuiee BpeMs B GONbLUIMHCTBEe KIMHMK P® mnpumeHsoTcss Monu(UUIMpPOBaHHbBIE CXeMBbI
nporokosia BFM 2004 roza [39].

OmnmcaHye JIe4eHus.

Tepanusa 1o momudbulIMpoBaHHO! Bepcuu mpoTokona AML-BFM-98/2004 mokasaHa [OeTsSIM C
nepBuuHbiM  OMJI, KOTOpble HEe MOTYT ObITh BKJIIOUEHbBI B COBPEMEHHbIE KIMHUYECKUE
ucciaenoBaHus. [TareHThl CO BTOPMYHBIM U 6udeHoTuIMueckum OMJI Takske MOTYT ITOJTy4aTh 3TO
JleyeHue, OIHAKO JIJIST HUX MOXeT OTPe6oBaThCsl MTHAMBYILYaTbHASI KOPPEKIIVS IPOTOKOIA.

MopudunupoBaHHas Bepcusi nporokoia AML-BFM-2004 (BeTBb BBICOKOJIO3HO Te€parmm)

Xumuorepanusi, COIJIacHO “6I0KOBOJ” BETBYU IPOTOKO/IA COCTOUT U3 5 LUKJIOB XMMMUOTEpaIunu 1
MOAAePKMUBAIOLIel Tepanyeil 6-TMOTyaHMHOM €eXeJHEBHO U CTaHAAPTHBIMM [03aMU LIUTO3UH-
apabMHO3MIa exkeMecsIuHO. (cxeMa 1)

Cxema 1. OO6GmMii IUlaH XMMMOTEpAINMM COIACHO IpoTokoay AML-BFM-2004 (BeTBb
BBICOKOJIO3HOVI Tepanumu) [68].

AML-BFM 2004
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Nupykuus pemuccun AIE:

HaumHaeTcst He3aBUCUMMO OT HAIMUMSI JIEMKOTIEHUM 1 TpoMboLToneHum!!!
Lurapabua** 100 Mr/M2/CyTKM IIOCTOSIHHOI MHMY3Meil B TedeHne 1-X 1 2-X CYTOK, 3aTeM
Lurapadbuu™* 100 Mr/M2 30-MMUHYTHOI MHPY3MeH Kaxapie 12 yacoB B qHu 3 - 8;

Upapy6uuyua** 12 mr/m> 60-MuHYTHO/ uMHQY3Meil Kaxgsle 24 uyaca B gHM 3, 5, 7, mepen,
nuTapabmHoM™**;

dromosun** 150 mr/m? 2-4acoBoii uHbysmen nHdysueit B 1HU 6 — 8, 3a 6 yacos A0 Ara-C;
LurapabuH** MHTpAaTEeKAJIbHO B BO3PACTHOI T03MPOBKE B fIeHb 1 1 8.

HAM:



YcnoBue Havasna 6moka: rpaHynonutsl > 1000/mMKi, geikonutel > 2000/mMka, Tpom6ounTs > 100
000/mx1

Bbicokue 036l nuTapabuna** 3000 MI/M2 3-4acoBoii nHy3Mer Kakable 12 yacoB B nHU 1 - 3;
MurokcaHTpoH** 10 Mr/m? 60-MuHYTHOI MHOY3Mei B THM 3 1 4;

Lntapabuu™* MHTpaTeKaJbHO B BO3PACTHO MO3MPOBKE B IEHD 1.

Al

VoioBue Havana 61oka: rpaHynouuTsel > 1000/MKi, geiikonuthl > 2000/MKI, TpoM6oiuThl > 100
000/mMKkn

Lintapa6éuna** 500 Mr/M2 /CyTKM HeIpepbIBHOI MHDY3Meli B TeueHre 4 THeiT;
Upapyouuma™* 7 mr/m2 60-MMHYTHO MHOY3Mei B AHMU 3 1 5;

Liutapabuu™* MHTpaTeKaJIbHO B BO3PACTHO MO3MPOBKE B AHM 1, 6.

haM:

YenoBue Havasna 610ka: rpaHynonuThl > 1000/mMK1, geiikoiuthl > 2000/MKa, TpoMGouuThl > 100
000/MKI1

Lnrapa6ua®* 1000 Mr/m? 60-MMHYTHOI MHMY3Meit Kaxable 12 4acoB B guu 1 - 3;
MuTOoKRCaHTPOH** 10 MI/M%/cyTKM 60-MUHYTHOI MHbY3Meil B JHU 3 11 4;
LnTapabuu** MHTpaTeKaabHO B BO3PACTHOI JO3MPOBKE B IHMU 1, 6.

HAE:

YeinoBue Havasna 610Kka: rpaHynonuThl > 1000/MK1, geiikoiuTel > 2000/MKa, TpoMGouuThl > 100
000/MK1

BbICOKMe J03bI IIMTapadbuHa™™ 3 /Mm% 3-4acoBoii uHQy3uei kaxapie 12 yacos B nuu 1 — 3;
ATomo3ua** 125 mMr/m? 2-uacoBoii MHdYy3Meit uHdY3Meit B HM 2 — 5;

Lintapabuu™* MHTpaTeKaJbHO B BO3PACTHOI JO3MPOBKE B [eHb 1.

Ioaaep;kuBaloIIas Tepanus:

B nporokonax rpyrnmsl BEM nomepkuBaolas Tepanus IuTapaéuHoM™* 1mo 40 Mr/m2 MogKoxHO 1
pas B CYTKM IO 4 OHS KaXIOTO Mecsla IMPUMEHSETCs MOCle BOCCTAaHOBIEHMS reMOIo33a IMociie
MOCIeJHET0 Kypca MHTEHCUBHO XMMMUOTepanuu 10 UCTeueHns 18 MecsieB OT Havasla JIeueHusl.

OnHako [ApPYyrMMM MUCCUIeNOBATENIbCKMMM TPYIIaMM  IOCAe aHAJIOTMYHON  MHTEHCUBHON
XMMMOTepanuy HU3KOA03Has Mo epKuBalollas Tepanys He npuMeHsiercs [38].

IIpodmnakTHKa OCTOKHEHMI, CBI3aHHBIX C JIETOUHBIM U IiepeopaabHbIM JIEIKOCTa30M IIPU
VHUIMAIBHOM TuUIepieiikonuTo3e. J[[aHHOe OCIOKHEHMe Haubojee XapaKTepHO [Jist
MaleHToB C BapuaHTamu M4 u M5 ¥ MHUIMAIBHBIM JIEMKOLMTO30M OGojiee 50x10°/n u ¢
BapuaHtamy M1 u1 M2 ¢ MHMIMAIBHBIM JefikonyuTo30M >100x10%/71, XOTSI MOKeT pa3BUThCS U IIPU
CYIIeCTBEHHO 0osiee HMU3KMUX TIOKa3aTeNsIx JieiKoiurosa. I[IOMy/asiuui0 HauBBICIIETO pyCKa
pPasBUTHUS CUHIpPOMA JIefKOCTa3a COCTABJSIOT OEeTM MJaJlIero BO3pacTa C MOHOLMUTAPHBIMU
cy6Bapmantamyu  OMJI, CcOMpOBOXIAEMbBIMM KoOary/jaomaTiueil. B 3Toil rpyrmie IanyeHTOB
Ha3HaueHMe IIOJHBIX J03 LUTO3MH-apabMHO3MUOA COIPSDKEHO C PEe3KMM BO3pacTaHMe pUcKa
JIeifkocTasa, BCIeICTBYME STOTO TAaKMM IallMeHTOB IT0OKa3aHO MpoBemeHye jeiikonuTtadepesa (6o
3aMEeHHOrO0 TepenMBaHMsl Y MAlMeHTOB N0 3-X JIeTHEr0 BO3pacTa), W/Wiu MeOuKaMeHTO3HO
LUTOPEIyKIINA.

[locneqHsIt MOXeT BKIIOYATh 6-MepKanmTomypuH 40 Mr/M°> B CyTKM B COYETaHUM C
IYMAPOKCMMOUYEBIHOI B mo3e 1500 mr/m% B CYTKM M Ha3HAUYaTbhCS A0 CHYOKEHUS JIEMKOLIMTO3a HIKE
50x10%/n.



OmnsiT HMULIL ITOU cBUAeTenbCTBYET 00 9PGHEKTUBHOCTY IIUTOPEOYKIIMY CHUKEHHBIMM T03aMU
9TOMO3UAA ¥ HAYHOPYOMIMHA (MM [APYrOro aHTpalMKIMHA) 0e3 LUTO3MH-apaObMHO3UIA.
TayHopy6uumHE** (22,5 mr/m%/cytku) u aromosun** (50 mr/m%/CyTKy) BBOISATCSI MOCTOSTHHOJ
nHbY3Meit 10 Tex Mop, IOKa YPOBEHb JIeHKOLMTOB He AocTurHeT 50x10%/1, Ho He 6oree 3-X CYTOK.
Hanee TPOBOAUTCS MHAYKLMS LUTapabMHOM™* ¢ mosamu aHTpalukivHa M VP-16, U3 KOTOPbIX
BBIUTEHA CyMMapHasl jo3a 3TUX IperapaToB, MMOJIyUueHHbIX Ha (a3e muTopeaykiuu. Kpome Toro,
Ha TIPOTSDKEHUM IUTOPEIYKTUBHONM (ha3sl MpUMeHSsIeTCs JeKcaMeTa30H** BHYTPMBEHHO CTPYITHO B
nose 10 Mr/M2 /CYTKM (pasfmenuTb Ha 3 BBeneHMs). B TeueHme Bcero Kypca UUTOPEAyKLMU He
CJIeryeT MPOBOAUTD 3aMEeCTUTEIbHbIE TPAaHCHY3UM IPUTPOIUTOB, €CIM YPOBEHb TeMOTJIOOMHA He
cHwKkaetcs Huke 70 1/ [40].

Bapuanmst Kypcoe uHdyKuuu u KoHcoaudauuu

Mporpamma nHayKummn/ Mpenapatbl

KOHconuaauuu

ADE [69] LnTtapabux** 100 Mr/mM2, B/B 2 pasa B cyTku B 1-10-ii AHuM, Bcero 20 ao3 B 1 umkn, ganee B 1-8 AWM, BCero
16 nos

LayHopy6uumnn** 50 mr/m2, aun 1, 3 n 5
Stono3ung 100 MI'/MZ, AHK 1-5

AME [70] Lintapabun** 100 mr/mM2, B/B 2 pa3a B CyTku B 1-10-i1 aHK, BCero 20 103
MUTOKCaHTpOH** 12 Mr/mM4 B/B, AHK 1, 3, 5
3Ttonosua** 100 mr/mM2 B/B, AHK 1-5

AIE [71] LnTapabun** 100 mMr/m2 B/ 2 pa3a B cyTku B 1-2 aHu, Bcero 4 no3bl, 120 mMr/M2 B/B 2 pa3a B CyTku B 3-8
AHW (Bcero 12 nos)

Upapybuumnn** 12 Mr/m2 B/B, AHU 3-5

ST1ono3ua** 150 mr/mM2 B/B, AHU 6-8

HAM30 [72] Lintapabux** 3000 Mr/M2 B/B X 2 pa3sa B CyTKu 1-3 AHW

MuToKCaHTpoH** 10 Mr/mM2 B/B 1 pa3 B AeHb B 4-5 i AHK
HiDAC [73] Liutapabux** 3000 Mr/m? 3-yacosas B/B UHdY3UsA X 2 pasa B AeHb, AHU 1-3
FLAI [73] ®nyaapabur** 30 mMr/m2_8/B 30-MUHYTHAA MHPY3Ma 1-5 aHK

LinTapabur** 2000 Mr/m2 3-yacoBas B/B UHMY3Ms 1 pa3 B AeHb Yepes
4 yaca nocne BBefeHus dnyasapabuna, B/ B 1-5 aHun
Mpapy6uumn** 12 Mr/m? B/ 10 MUHYTHas MHdY3Ms Nocne okoHYaHua dnyaapabuHa** s 1,3,5 aHn Kypca

IIporokon AML-BFM DS 2006

V mereit ¢ OMJI, pasBuBImIMMCS Ha GoHe cuHApPOMa JlayHa, TOKCMYHOCTH BBICOKMX [103
QHTPALVKIVMHOB B COYETAaHUM C BBICOKMMMU [03aMM IMTapabuHa** ropasmo Bblllle, YyeM Y
nanMeHToB 6e3 cuHApoma [layHa; MO3TOMY OHM JOJ/DKHBI ITOyYaTh jedeHye IO CIeluaabHOMy
nporoxony (AML-BFM DS 2006) [74].

CxeMma 2. O6Imuit IIaH XMMUOTEPATIY COTIACHO MTPOTOKoy AML-BFM DS 2006.

ML-DS 2006
| AE | | A |‘haM||HA|

Brnoku

AIE:

Iurapa6ua** 100 Mr/M2%/CyTKM TOCTOSIHHO MHMY3Mei B TedeHue 1-X 1 2-X CYTOK, 3aTeM
Iurapabua®* 100 Mr/m? 30-MUHYTHO! MHbY3Melt Kaxkable 12 4acoB B AHM 3 - 8;

Upapyounuu** 8 Mr/M> 60-muHyTHOM MHOY3Melt Kaxable 24 yaca B OHM 3, 5, 7 mepen
uuTapabuHoOM™**;

dTomosup** 150 Mr/m> 2-yacoBoii uHbY3Mei uHbY3Meli B HU 6-8, 33 6 YACOB IO LUTApabUHA™**;
Lurapabuu™* MHTpaTeKaJbHO B BO3PACTHOI TO3MPOBKE B IeHb 1.
Al:

VYonoBue Havana 6imoka: rpaHynouuTsel > 1000/MKi, geiikonuthl > 2000/MKiI, TpoM6oiuTsl > 100
000/mx1

Lnrapabua** 500 Mr/M2 /CyTKM HeIpepbIBHOI MHQY3Meil B TeueHne 4 mHeii;
Wpapy6umus®* 5 mr/m? 60-MUHYTHOI MHOY3Meit B 1HN 3 1 5;

IInTapabuH™** MHTpaTEeKAIbHO B BO3PACTHOI TO3MPOBKE B eHb 0.



haM:

YcinoBue Havasna 610Ka: rpaHynouThl > 1000/MK1, geiikoiuThl > 2000/MKa, TpoMGouuThl > 100
000/MK1

Iurapa6ua** 1000 Mr/m? 60-MuHYTHOI MHQY3Melt Kaxable 12 4acos B gHu 1-3;
MMTOKCAHTPOH** 7 MI/M%/cyTKM 60-MUHYTHOI MHOY3Meil B [HU 3 1 4;
Lnrapabuu™* MHTpaTeKaJIbHO B BO3PACTHO J03MPOBKeE B feHb 0.

HA:

VYenoBue Havana 6moka: rpaHynouuTel > 1000/MKi, nefikonutbl > 2000/MKiI, TpoM6oiuTsl > 100
000/MKJ

BbICOKMe 40351 IMTapadbuHa™™ 3 /M2 3-uacoBoii nHby3men kaxkaplie 12 yacoB B nHMU 1-3;

LuTrapadbuu™* MHTpaTeKaJIbHO B BO3PACTHO M0O3MPOBKE B AeHb 0.

IIpunoxxenue A3.3. [lokazanus K aio-TKM/anno-TI'CK B mepBoii MO/JIHOM
pemuccun OMJI

Ta6auna 3.3.1. CuHTeTHMUecKue nmokasaHus K auro-TKM B nmepBoit momHoi pemuccru OMJT
B 3aBUCHMOCTM OT MOJIEKY/JISIDHO-TEHeTMYEeCKNX, KIMHUYEeCKUX xapakrepuctuk OMJI u
PMICKa TPAaHCIVIAHTAUVIOHHOI JIeTAIbHOCTH [75]

pynna WHTerprpoBaHHOro OnpegeneHve rpynmbl pucka Puck passutus banbHas oLeHKa MporHosa neTanbHOCTU, He
pucka peunamsa B | CBS3aHHOW c peunansomM, KoTopas
3aBUCMMOCTH oT nossonaer cyuTaTtb anno-TrcK
BbINO/IHEHUSA npeanoYTUTENbHbIM BapuaHTOM
KOHCONMaaunm

XT mnn anno- wkana wKana PUCK CMepTH, He
ayTo- TrCcK, % EBMT HCT-CI CBSA3aHHbIN ¢
TrCK, % peunansoM, %

BrnaronpusiTHbIN 35-40 15-20 <1 <1 10-15

o t(8;21) m n. <20 x 10%/n

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

e MyTauus CEBPA (2-
annenbHas)

e mMmyTauus NPM 6e3 FLT3-
ITD myTauui

e NP nocne 1-ro Kypca
MHAY KUK

e OtcyTtctBne MOB

MpOMEeXyTOUHbIV 50-55 20-25 <2 <2 < 20-25

o t(8;21) m n. > 20 x 10%/n
o HopmManbHblit KapuoTumn
(v notepsa TOMbBKO X,
VAN TONbKO Y XpOMOCOMBI)
c n. 100 x 10%n v npu
noctumxeHun MNP nocne 1-

ro Kypca

Mnoxoin 70-80 30-40 <3-4 <34 < 30
e HepoctmxeHue [P nocne

1-ro Kkypca y nauueHToB
13 rpynn 6naronpusTHOro
1 NPOMEXYTOYHOrO pUcka

e HopManbHbIi KapuoTun w
n. >100 x 10%/n

e AHOManbHbIi  KapuoTun,
HEOTMeYeHHbIit B rpynne
NMPOMEXYTOYHOI0 U OYeHb

MJ0X0ro nporHo3sa

OueHb nnoxow MOHOCOMHBI KapuoTun > 90 40-50 <5 <5 < 40
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IIpunoxenue B. UHdopmanus ajis mauyeHTa

OcCTpbIit MUEIOUIHBIN JIEIKO3 — peaKoe 3JI0KaYeCcTBeHHOe 3ab0/ieBaHMe KPOBETBOPHONM TKaHMU,
XapaKTepuU3yIoIasicsl HeKOHTPOIMpyemoil mnponudbepanueil, HapyuieHueMm nnuddepeHInpoBKu
¥ HaKOIUIeHMeM B KOCTHOM MO3Te U repudeprueckoit KpOBYU He3PeJIbIX TeMOMOITUYECKUX KIIETOK

Ipu passutuyu OMJI 1OpaskalOTCs BCe OpraHbl M CHUCTEMBI, T.K. 3a00jeBaHue HOCUT
reHepaaM30BaHHBIN (PACIIpPOCTPAHEHHbBI) XapakTep. B KIMHMUYECKOV KapTuHe 3a001eBaHMs
npeobiaialoT  CMHAPOMBI, CBSI3aHHbIe C TMPOTPEeCcCHMPYIONIMM HapacTaHWeM KOJIMYecTBa
3JI0KQUECTBEHHBIX KJIETOK B KOCTHOM MO3re, a Takoke B IeUeHy, celie3eHKe, TaK ke BO3MOKHO
nopaskeHue ITHC u gpyrux opraHoB u cucreM. Hanbosee yactoe rposiBieHne 3a6071eBaHys:

1. JInxopanxka.

IMoBeilIeHNe TemIiepaTypbl Tena Bbime 38,0C MOXeT ObITb IIEpPBBIM ¥ €IVHCTBEHHbIM
MpOSIBJIeHMEeM 3a00JIeBaHMsI, B CBSI3M C HAJIMUMEM OJIACTHBIX (OITyXOJIEBBIX) KIETOK, BbIAEIEHNEM
UX TIPOAYKTOB KMU3HEesITeIbHOCTH, a TaK 5Ke B CBSI3U C pa3BUTMeEM MHMEKIMOHHOTO ITpoiiecca

2. IHpeKIMOHHBII Ipollecc (aHIMHA, CTOMAaTUT, IMTHEBMOHMSI M Op.) pPasBUBAaeTCs B CBSI3U C
BBITECHEHMEM OJIACTHBIMU KJIETKaMU KJIETOK HOPMAaJbHOTO KPOBETBOPEHMSI — JIEHKOLUTOB/
HeTPOoGdUIOB, 3aIIUIIAIIINX B 3Jl0POBOM COCTOSIHMYM OpraHM3M peOeHKa OT 6aKTepuasbHOIi 1
IrpUOKOBOI MHPEKLIY

3. 'emopparmnuecknii CMHAPOM (KPOBOTEUYEHMSI, TTOSIBJIEHUSI CUHSIKOB) B CJIEICTBUM BbITECHEHUS
6JIaCTHBIMY KJIETKaMM 13 HOPMaJIbHOTO KPOBETBOPEHMST TPOMOGOIIUTOB (KJIETOK OTBETCTBEHHBIX
3a OCTAaHOBKY KPOBOTEUEHMSI)

4. AueMuueckmii cuHApoM (6JeTHOCTD, BSUIOCTb, OBICTpasl YTOMJISIEMOCTb, C1abOCTb), TaK Ke
pa3BMBAETCS U3 — 3a OTCYTCTBUSI SPUTPOLIMTOB (CHVSKEHME reMOro6rHa) B KOCTHOM MO3re
nanueHTa ¢ OMJIL.

5. BoJib B KOCTSIX M IPYTUX ITOPaskeHHbIX OpraHax

6. YBenuueHye pa3MepoB IeUeHU U Celle3€HKH, MOSIBJIEHUE SKeITyX!

7. llopaskenue ITHC MoOsKeT MPOSIBISITbCS TOJIOBHOI 60JIbIO, PBOTOI, CyIOPOraMm

ST yCTAaHOBJIEHMSI MArHo3a HEOOXOAMMO BBITIOTHEHVE GOJbIIOrO KOJMYEeCTBA MCCIeJOBaHUI
KPOBM, ITyHKUIMY KOCTHOTO MO3Ta ¥ JIIOMOAIbHONM IMyHKUNY, PEHTTeHOBCKUX U TOMOTpaduiecKkmx
uccaenoBaHuit. sl TIpOBeleHUST XUMMOTEpANMM HeoOXOoAyuMa ITOCTAHOBKA ILIEHTPAJTbHOTO
BeHo3HOTO KaTeTepa (IIBK), Bo n36ekaHre MHOTOUMCIEHHBIX YKOIOB B Tiepudepuyeckme BeHbI.

Bce nHBa3MBHbBIE TTPOLIEAYPHI (MTYHKIINM, TocTaHOBKA LIBK) BBITTOMHSIOTCS 10/, 001I[eli aHeCTe3ueil.

JleyeHre OCTPOrO MUEIOUHOTO JIeifk03a COCTOUT B OCHOBHOM M3 JIBYX 3TAIlOB: MHTeHCUBHAas (asa
Tepanuyu ¥ TIPOBEJEHME TPAHCIUIAHTALMM TeMOITO3TUMYECKUX CTBOJIOBBIX KJIETOK. Bo Bpems
MHTEHCUBHOM (a3bl XMMMUOTeparnusl TPOBOOUTCS C HeGOMbIIVMMM MHTEpPBajJaMM, YacTo
Heob6XomyMo TpebbIBaHMe MalyieHTa B cTauyuoHape. XMMUOTepanus epBoil JIMHUMU COCTOUT U3
Tpex OCHOBHBIX IpenapaToB: IMTO3ap, Benesuz, HOAYHOPYOMUMH (MOAPYOUIIVH WK
MUTPOKCAHTPOH). 3aTeM ITPOBOJUTCSI HECKOIBKO KYPCOB BBICOKOZ03HOI XMMMOTEPATINNA.

[To6ounbIe 3¢ HEKTHI XUMUOTEPATIAN:

1. BoinmageHue Bonoc

2. TomrHOTa 1 pBOTA

3. CHIbKeHMe / U3MeHeHMe anIeTuTa

4. JIuxopagka

5. PasBuTye MHMEKIMOHHBIX 0UYaroB

6. Llenpio Tepanuy SBJSIETCS MU3jieueHue 00je3HM, MpeaoTBpalleHNe PelyAaNBOB 1 OCIOKHEHMUI
CBSI3aHHBIX KaK C TPOSIBJIEHMSIMM OOJIE3HM TaK U C Pa3BUTMEM MHAYIMPOBAHHON (BbI3BAHHOI
XUMMOTepanueii) amiasmu KpoBeTBopeHusi. CymMapHasi AJIMTENbHOCTb Tepanuu COCTaBJIsSIeT
okoio 6 MmecseB, 6e3 mposemenuss TI'CK. CokpalleHue IJIUTENIbHOCTM TEPAIMU MOXKET
MIPUBECTM K YBEJMYEHMIO pUCKa penuauBa OonesHu. IIpM Tepanmuu B COOTBETCTBUU C
COBpeMeHHbIMM ITPOTrpaMMaMu JieueHsI BepOSITHOCTb BbI3[IOPOBJIEHMS COCTaBsIeT 0koo 70%.



ITpunoskenne I'l1 -I'N. llIkansl oueHKH,

BOIIPOCHUKU

N Apyrme Ou€HOYHbIC MHCTPYMEHTBI COCTOSSHUS

ManyeHTa, MIpuBeIeHHbIEe B KJIMH
peKoOMeHIaLMIX

NYEeCKUX

IIpunosxenue I'l. MonekynsipHO-reHeTHM4YecKas Kiaaccudpukanys OMJI

Tabmuia I'l.1. European Leukemia Net (ELN) MoseKkyIsspHO-TeHeTHuecKast Kinaccuduraims OMJT

(2017r.) [25].

KaTeropuv pucka MonekynsipHO-reHeTU4Yeckne xapakTepucTuku

BnaronpusATHbIN NPOrHo3 t(8;21)(q22;922.1); RUNX1-RUNX1T1
inv(16)(p13.1g22) or t(16,;16)(p13.1;q22); CBFB-MYH11
MyTauunn NPM1 6e3 FLT3-ITD wnn c FLT3-ITD 1 HU3KOI annenbHomn

BunannenbHas mytaums CEBPA

Harpyskon*

MpOMEeXyTOUHbI NPOrHo3 MyTauuun NPM1 v FLT3-ITD c BbICOKOW annenbHou Harpyskomn**

UWNTOrEHETUYECKUX KPUTEPUEB He6J'IaI'OI'IpI/IRTHOI'O nporHoaa)
t(9;11)(p21.3;q23.3); MLLT3-KMT2Ad

HebnaronpusaTHOro NporHosa

Ouvkuin Tun reHa NPM1 6e3 FLT3-ITD wunu ¢ FLT3-ITD C HU3KOW annenbHOi Harpyskow (npu oTcyTCTBUMU

LinToreHeTnyeckune aHoMannn, KOTOopble HE OTHOCATCA K KaTeropuu 6}'Ial'0rlpl/15|THOI'O MporHosa unmn

He6naronpusTHbli
npor{os

t(6;9)(p23;934.1); DEK-NUP214

t(v;11923.3); nepecTtpolikn KMTZA

t(9; 22)(q34 1;q11.2); BCR-ABL1

|nv(3)(q21 3q26 2) unm t(3 3)(q21 3;q26.2); GATA2,MECOM(EVI1)
-5 or del(5q); -7; -17/abn(17p)

KomnnekcHblv Kapwomn

MOHOCOMHBbIM KapuoTun

MyTaunn RUNX1***
MyTauun ASXL1***
MyTtauun TP53

Ounkunit Tun reHa NPM1 n FLT3-ITD c BbICOKOW annesnbHON Harpyskom**

(*) Hu3Kas ayenpHas Harpyska (0,5)

(**) BbICOKAS ajuteibHast Harpyska (>0,5)

€C/iM  yYKa3aHHbIe MyTalln 06Hapy>KI/IBa}OT Y IHaluMeHTO

OUTOTeHeTUYEeCKMMM aHOMa/INAMMU, TO UX O6Hapy>KeHI/Ie He MMeeT 3Haun

B C 6HaFOl’[pI/IHTHbIMI/I

MOCTH.

IIpunoskenue I'2. MoieKy/IsIpHO-reHeTUYeCKye IIPOrHOCTUuYecKue

daxTopsl pucka mpu OMJI

Taomuma T2.1. MoekyJasipHO-TeHeTUUYecKue Wu

KIIMHN4YEeCKue

npusHaku OMJI,

paspgendamonie nmanueéHToB Ha Gnaronpml'rﬂym u HeﬁJIaI'OHpI/IHTHYIO IIPOTHOCTUYECKUE

rpymmsi [25]

LinToreHeTn4yeckne mapkepbl MonekynspHble Mapkepbl

KnuHuueckue daktopbl

E}'IaI'OI'IpVIﬂTHbIe NMporHocTuyeckmne CbaKTOpr:

t(15;17), (%(8;21)(g22;922);
wnm t(16;16)(p13.1;922)

inv(16)(p13.1922) MyTupoBaHHbIN CEBPA
MyTauus),
MYTUpOBaHHbIn NPM1 6e3 FLT3-ITD npwu

HOpMasibHOM KapuoTune

(6uannensHas

HeraTuBHble Mmapkepbl MOB

HebnaronpusTHble nporHocTuyeckme hakTopbi:

YBenuueHa akcnpeccus Evil;
MLL-peapaHX1UpoBKH;
FLT3-ITD-MmyTauus;
DNMT3A-myTauus;

C-KIT-myTauusa (ans t(8;21); inv(16))
BAALC-3kcnpeccust

ERG-3kcnpeccus

MN1-3Kcnpeccus

WT1-nonumopdusm
BCR-ABL-N0o31TUBHOCTb

inv(3)(q21926.2) unn t(3;3)(q21;926.2);
t(9;22),

t(6: 9) p23; q34),

t(v;11)(v;q2
-5 nnm deI(Sq),

a6eppauwu (17p); .
KOMMIEKCHbINA KapyuoT1M, MOHOCOMHbIV KapuoTun

BTOpuYHbIin OMJT
MMnepneiikounTo3s
Anst no6oro
MO0-BapuaHT no FAB)
Skcnpeccna CD34 Ha 6nacTHbiX
KneTkax

(>100x10%/n

3KCTpaMe,lJ,yJ'I]'I§IprIe nopaxeHus
(ocobeHHO, KoXa)
OTcyTcTBME pemuccumn nocne

nepBoOro kKypca
MepcucreHumns mapkepos MOB




