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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 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIIBI 3a00/1€ BAHUI
VIV COCTOSTHUIN)

OCTphIit MMETOUAHBIA JIEMKO3 — 3TO KJIOHAJbHOE OITyXOJeBOe 3abojieBaHMe KPOBETBOPHOI
TKaHM, CBSI3aHHOE C MyTallMeil B KeTKe-IpelleCTBeHHUIle TeMOoI033a, ClIelCTBUeM KOTOPOii
CTAaHOBUTCS 670K A epeHITMPOBKY ¥ 6€CKOHTPOIbHAS TTpoudepanus He3peablx MUETOUTHBIX
KJIeTOK [1]

1.2 3Tnonorus 1 nmaToreHes 3a00/IeBAaHMS VWIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 MJIV COCTOSTHUIA)

OMUJI siBnisieTcs C/IeICTBMEM MOBPEKAEHMS - MyTallUM - B TeHEeTUUECKOM MaTepuaje KIOHOTeHHO
KpPOBETBOPHOJ KJIeTKu. B pesynbTaTe 3TOro NMpPOUCXOOUT HapyllleHue KOHTPOJS 3a KJIeTOYHbIM
LIMKJIOM, M3MEHEeHMe Tpoliecca TPAaHCKPUITIIY U TIPOAYKIIVY Psifia KITFoUeBbIX 6eK0B. Betencreue
6GeCKOHTPOJIbHOI mMponudepany B OTCYTCTBME OUMOEPEHIIMPOBKM TTPOUCXOIUT HAKOTUIEHUE
MMaTOJIOTMYECKMX KIeTOK. TOT (pakT, UTO IaToreHe3 OCTPBIX JIEKO30B CBSI3aH C reHEeTUUYECKUMU
MOJIOMKAaMM, IOBOJbHO 4YacCTO TIOATBEPXKIAETCST OOGHApY)KeHMEeM PpasIMYHbIX XPOMOCOMHBIX
abeppauuit (TpaHCIOKAIMiA, Jelelii, UHBePCUil U T. 1.). B GOJbIIMHCTBE C/lyuyaeB KOHKPETHas
npuuyMHa Bo3HMKHOBeHMssT OMJI ocrtaeTcsi HeusBecTHON. OmHAKO CyIIeCTBYeT HECKOJIbKO
MpeapacIioyaralomux (GakTopoB, KOTOPble 3HAUYUTETBHO YBEIMUMBAIOT PUCK Pas3BUTUS ITOTO
3a6omeBaHMs. YeTKO JOKa3aHHAsl B3aMMOCBSI3b MEXKIY MOHU3MPYIOIIEl pamuaineil mpu B3pbIBe
aTOMHOJT 60MOBI, a TAKKEe XMMMO- ¥ paauOoTepaIiesi 1o MoBOLY APYTUX OITyX0JIeii C TOBIIIEeHHbIM
PUCKOM BO3HMKHOBEHMSI OCTPBIX JIEMKO30B 3acTaBuja WM3Y4WUTb [JpyrMe BO3MOSKHbBIE
JieiikeMoreHHble (akToOphl (HM3KME [03bl pafualuiu, XUMHUYECKMe BelllecTBa, KypeHue,
3JIEKTPOMAarHuTHbIE BOJIHBI). [JOKa3aHO, YTO MeXAY KypeHMEeM M PUCKOM pasBUTUS OCTPOTO
JIejiko3a CyIeCcTBYeT J030Basi 3aBUCUMMOCTb, KOTOPasi 0COGEHHO OUeBMIHA /IJIs JIUII cTapiie 60 JieT.
Psan viccnenoBareneii mpefmnonaraet, 4To 0koso 20% OMII SBSIOTCS ClefcTBueM KypeHus. beH3on
P IJIUTEIbHOM BO3[EJCTBME Ha OpraHu3M YeJIoBeKa JaeT JIeiKeMOTeHHbI 3(PdeKT, HO mpu
HeOONBIIMX KOHIIEHTPAIMSIX 3TOTO BEIIeCTBA, C KOTOPBIMM Yallle BCErO CTAJKMBAIOTCS JIIOOM Ha
MIPOU3BOACTBE, He JOKa3aHa B3aMMOCBSI3b C MOBBIIIEHHBIM PUCKOM BO3HMKHOBeHUsT OMIJL. Ilpu
MU3y4eHU! MOCTOSHHOTO BO3AEMCTBMSI Ma/IbIX 03 pafgualuy IoKa He MOTyyeHO J0Ka3aTe/lbCTB B
MOMb3y YBEIMUYEHMSI YacTOThl 3aboneBaemoctu OJI. BmepBble B3aMMOCBSI3b  MEKIY
npenmiecTsyomeii XT, Jyd4eBbIM JIeUeHMEM KaKMUX-IMOO APYTUX OITYXOJEBbIX 3a00JIeBaHMil U
YBeJIMUEHHBIM PUCKOM pas3BuTus OMJI 6ply1a OTMeUeHa y MalMeHTOB, M3/I€YEHHBIX OT JMMGOMBI
XomkkuHa. JlokasaHO, YTO He CTOJbKO KyMYJSTUBHAs A03a, CKOJIbKO MHTEHCUBHOCTb J0O30BOTO
BO3EiCTBMSI OOYCJIOBIMBAET IIOBbIIIeHMe YacTOThl 3aboneBaemoct OMIJI. Puck pasBuTus
BTOpuuyHOro OMJI Hanbojiee BBICOK B MEPMOZ, OT 2 10 9 JIeT mociie 3aBeplieHus MpeAIlecTBYIONei
XT. B 85% ciryuaeB BTOpMYHBIE JIE/IKO3bI BO3HMKAIOT B CPOKM A0 10 JIeT OT OKOHUYAHUS JIeueHUs
[3,4]. 9THomnorus u crienudnyeckre hakTOPbl, MPUBOZSIIE K PA3BUTUIO BTOPUIHBIX MUETOUTHBIX
OITyXO0Jieli, TIOMHOCTbI0O He M3yueHbl. B IaToreHes BOBJieUeHbl MHOTMEe TeHeTUdecKue MyTU U
KooIepaTtuBHble  MyTauuu. «Bropuunbpie» OMJI, accouuMmpoBaHHbIE C TIIPUMEHEHUEM
ATKWIMPYIOIIMX areHTOB, YacTO MeGI0TUPYIOT ¢ MMeIoAMcIvIacTuyeckoro cuuapoma (MIC) c
MOHOCOMM eI MJIY YaCTUYUHOI Aenelyeit xpoMmocoM 5 u 7. Aot Tuit OMJI BO3HMKAeT OTHOCUTEIBHO
MMO3IHO, B CpeIHEM yepe3 5-7 JIeT Ioc/ie JIeueHMs ITIePBUYHOI OITyXOJIN.

BeposTHOCTb pa3BUTHSI JIEMIKO30B YBEIMUMBAETCS TIPU CIEAYIONUX TeHETUYECKM 00YCTOBIEHHBIX
3a00/eBaHMSIX: BPOXKIEHHAas] araMMariooynnHemusi, cuaapom IlIBaxmana-laiiMOHAa, aTaKCUs-
TeJeaHTMOdKTa3usI, cuHapom Jiyu-OpaymeHu, Helipobubpomaros, aHemwust [laliMoHma -
Bnekdana, TsoKenast BpokAeHHass HelTporieHus, aHeMusi PaHKOHM, CMHAPOM JlayHa, CMHAPOM
biyma.

1.3 Sumaemmuosiorusi 3a601eBaHMsI MJIN COCTOSTHMSI (TPYIITbI 3a00/IeBaHMI
WIN COCTOSIHUIN)



Cunraercst, uto OMJI 3a6oeBaeT B cpeqHeM 3-5 yesioBek Ha 100 ThIc. HacemeHus B rof. [Ipu aTom
3a00/1eBaeMOCTh PE3KO BO3pacTaeT B Bo3pacTe crapiue 60 jeT u cocraBiseT 12-13 uemoBek Ha 100
TBIC. y JIofeit B BospacTe crapiie 80 yier. MeanuaHa Bo3pacTa 9TOrO 3a00jeBaHMsI COCTAB/sIET 65
snet. dnupemuonorusi OMJI cpenut pmerckoro HaceneHusi B Poccuiickoint ®enepauum usydyeHa
HenocTaTOYHO. OCTPbIi MUETOUIHBIN Jeiiko3 BcTpevyaeTcsl B 20% - OT BCeX OCTPBIX JIEMKO30B Y
JleTeil, cocraBisgeT 6% OT Bcex omyxoneit y pereit. Hoseie cmyuyam OMII cocrasisior 0,7 -
1,2/100.000 B rof, [1,5].

1.4 Oco0eHHOCTU KOAMPOBaHMS 3a00/IeBaHMSI VI COCTOSTHUS (TPYIIIIBI
3a00J/IeBaHUI WJIM COCTOSTHUI) 1T0 MeKayHapOgHOM CTAaTUCTUIECKOM
KiIaccuduranuy 60JIe3Hel U mpooJieM, CBI3aHHBIX CO 3J0POBbeM

C92.0 OcTpblit MUeTOUIHBIN JIeIiK03

HckmoueHne: 060CTpeHMe XPOHUUECKOTO MUEIOUAHOTO Jieiiko3a (C92.1)
C92.3 MuenougHas capkoma (XJIopoma, TpaHyJIoOLUTapHasl CapKoMa)
C92.5 OcTpbIit MMETOMOHOIUTAPHBII eI K03

C92.6 OcTpelit MMenouIHbIN 1eiiko3 ¢ 11q23-anHomannei

C92.7 Ipyroii MyuenouIHbINi TeiiKo3

C92.8 OcTpas muenoumHas 1eiikeMusi ¢ MyJIbTWIMHENHON IUCIIa3uen
C92.9 MuenougHblIii 1€1iKO3 HEYyTOYHEHHBII

C93.0 OcTpplii MOHOLIMTAPHBI JIeHIKO3

C94.0 OcTpas spuTpeMus U 3pUTPOJIEITKO3

C94.2 OcTpslil Merakapuo06JIacTHbIN JIETKO3

1.5 Knaccndmkauys 3a001eBaHUS WIM COCTOSTHUS (TPYIIIBI 3a00/1€e BaHUI
VIV COCTOSTHUIN)

Ilepeuens BapuauToB OMJI u apyrux omyxosieit ¢ MmuenougHoi nuddepenumuposkoii (BO3,
2016) [6,7]:

Knaccudurkanust BO3 (2016) moppaspensier Bce OMJI, 0OCHOBBIBasSICh Ha UX LIUTOT€HETUUECKUX U
MOJIEKY/IIPHO-TEHETUUYECKMUX OCOOEHHOCTSIX, M MMEHHO 3TU 0COOeHHOCTU (HOPMUPYIOT KIMHUKO-
MaTOJIOTUYECKYE TPYIIITHI:

OMIJI ¢ yCTOMYMBO BBISBISIEMBIMYU reHETUYECKUMY aHOMATUIMU
OMII c t(8;21)(q22;q22); RUNXI-RUNXI1TI

OMJI ¢ inv(16)(p13.1q22) or t(16;16)(p13.1;q22); CBFB-MYH11
OIT c t(15;17)(q22;q12); PML-RARA

OMII c t(9;11)(p22;923); MLLT3-MLL

OMII ¢ t(6;9)(p23;q34); DEK-NUP214

OMII c inv(3)(q21q26.2) or £(3;3)(q21;q26.2); RPNI-EVII1

OMJI (merakapmo6bactHbiif) ¢ t(1;22)(p13;q13); RBM15-MKLI
OMIJI c BCR/ABLI*

OMIJI ¢ TeHHBIMY MYTaIUIMu™:

OMIJI ¢ myTMpoBaHHBIM reHOM NPM1*



OMJI ¢ 6uannenbHoi MyTanyeit reHa CEBPA*
OMIJI ¢ myTMpOBaHHBIM reHOM RUNXI*
OMIJI ¢ M3MeHeHUSIMU, CBI3aHHBIMU C MUEI0AUCILIa3yel

MuenounHble HeOIIa3UM, CBSI3aHHbIe € Ipemectsyomeli XT

OMJI, mo-npyromy He crienuduniypoBansbie (NOS)

OcTpslit MMeT06IaCTHBIN JIETKO3 C MUHUMATbHOM AuddepeHIIMPOBKOM
OcTpblit MIeI06/1aCTHBIN JIeitko3 6e3 co3peBaHmsI

OcTpblii MM€eI06JIaCTHbIN JIEIKO3 C CO3peBaHMEM

OcCTpbIit MMETOMOHOOJIACTHBI JIEIKO3

OcCTpbIit MOHOO/IACTHBII/MOHOLUTAPHBIN JIEI KO3

OCTpblil 5pUTPOMUEIO3

OcTpbIit Merakapmo6IacTHbIN JTeMK03

OcTpblii Jieiiko3 13 6a30huI0B

OcTpalit TaHMMEN03 ¢ MUeTobMUOPO30M (CHH.: OCTPBIN MUETOhUOPO3; OCTPbIIl MUETOCKIEPO3)

MuenounHasd capkoMa (CuH.: 3KCTpaMely/lIIpHas MMeNOMIHAas OIyXOjb; TpaHylIoLMUTapHas
capKoMa; XJIoOpoma)

MuenounHsblie OITYyXOJir, CBA3aHHbIE C CMHAPOMOM ﬂ&y&

TpaH3UTOPHBIV aHOMAJIbHBIV MUEJIOI033 (CUH.: TpaH3UuTOpHOe MII3)
MmuenonaHblii 1eiiko3, CBSI3aHHbI ¢ CMHAPOMOM JlayHa

QYXOHB Y3 IJIa3MallUTOUAHBIX NeHAPUTHBIX KJIETOK

OcTpble eiik03bI HeolpeaeaeHHO TUHuK auddepeHITpoBKU
Octpsriit HegUbepeHIMPOBAHHDIN eI K03
OcTpblii Jieiiko3 cMelnaHHoro geHorumna c t(9;22)(q34;q11.2); BCR-ABLI

OcTpblit JIeitko3 cMmenranHoro Genoruna ¢ t(v;11q23.3); peappamkupoBka rena KMT2A (paHee —
MLL)

OcCTpBbIit 1eIIKO3 cMeIIaHHOoTo ¢peHoTuIa, B/Mmuenoumaeiit, NOS
OcTpblii JIeliko3 cMemaHHoro peHorumna, T/muenougHbiii, NOS
OcTpblit J1eiiko3 cMemaHHOro deHormma NOS*

OcTpble J1eiiK03bl HeonpeneneHHo TnHun auddepeHupoBku NOS*
* HOBbIE TPYIIITBI, BBeeHHbIE B Kiaccudukaiio BO3 B 2016 T.

IMoarpymnmna «OMJI ¢ YCTOWUYMBO BBISIBIIEMBIMM XPOMOCOMHBIMM aHOMAaJIUSIMU» OObEIMHSIET
HeCKOIbKO BapuaHToB OMJI:

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

«OMJI ¢ inv(16)(p13.1922) unu t(16;16)(p13.1;q22); CBFB-MYH11» (Ipy BBISIBIEHUM YKa3aHHbIX
XPOMOCOMHBIX TePeCcTpoeK, HeCMOTPSI Ha UMCIO OIACTHBIX KJIETOK B ITYHKTaTe KOCTHOTO MO3Ta,
BCer[a yCTaHABIMBAIOT AMArHO3 OCTPOrO MUEIOMIHOIO JIeiiko3a).

«OIUT ¢ t(15;17)(q22;q12); PML-RARA»; TpaHcinokauuu RARA ¢ [OpyrMuMyu IapTHEpaMm
BBIZIENISIIOTCS B OoTHenbHbIe dhopmbl OMJI, Hanpumep, OMJI ¢ t(11;17)(q23;q12); ZBTB16-RARA;



OMJ ¢ t(11;17)(ql3; ql12); NUMAI-RARA; OMJI ¢ t(5;17)(q35;q12); NPMI-RARA; OMJI c
STAT5BRARA.

Panee Boimensiemass kateropusi «OMJI ¢ aHomaymmsimu 11923 (MLL)» Oblna TepeBefeHa B
kateropuio «OMIJI ¢ £(9;11)(p22;923); MLLT3-MLL»; gpyrue TpaHCIOKaLUK, OTAMYAIOIINECS OT TeX,
YyTO BKIIOUAOT MLLT3, 0O/KHBI ObITh OTOEIbHO yKa3aHbl B AuarHose, Hampumep OMII ¢ t(6;11)
(q27;q23); MLLT4-MLL; OMIJI ¢ 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

Bbiy BoIAeNeHbl TPY HOBBIX moarpymiibi: «OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214», «OMJI ¢ inv(3)
(q21926.2) or t(3;3)(q21; q26.2); RPNI-EVI1» n «OMJI (merakapuo6mactasiii) ¢ t(1;22)(p13;ql3);
RBM15-MKLI1», penkuii BapuanTt OJI, Hanbosiee 4acTo AMarHOCTUPYEMBIii Y IeTelt.

V nanyenToB OMJI ¢ HOpMaJIbHbIM KapMOTHUIIOM ObLIM BbIZieNeHbI IBe HOBble KaTeropuu: «OMJI ¢
MyTUpOBaHHbIM TeHOM NPMI (Hykneodo3mMuH (oepHbiii dbocdhomporenH B23, HyMaTpMH))» U
«OMJI ¢ wmytupoBaHHbIM reHOM CEBPA (6Genok, cBs3biBatonimii suxancep CCAAT ambda
(CCAAT/enhancer binding protein (C/EBP) alpha))». HakarummBaeTcst Bce 60sbliie JOKAa3aTeIbCTB B
TOJIb3y TOTO, YTO AT MYTalUM OMpPeNessioT HapymeHus: auddepeHITMPOBKY reMOIo3TUYeCKUX
KJIETOK, M OTHOCSITCS K TaK Ha3bIBA€MbIM MYyTAIMSIM 2-TO KJ1acca.

Myrtanuu B reHe fms-cBsi3aHHOV THMpO3uHKMHA3BI 3 (fms-related tyrosine kinase, FLT3)
00HAPYKMBAIOT IMPY MHOTUX BapuaHTax OMJI, ¥ X OTHOCSIT K MyTalusiM 1-To Kjacca, T. €. K TeM,
KOTOpbIE OIpeNesIioT MPeVMYIIEeCTBO OITyXOJIEBbIX KJAETOK B Mponudepauuy 1/ Win BbIKUBAHUNA.
OMJI ¢ myrauussmu FLT3 He BBIFENSIOTCS B OTHEIbHYI0 KaTeropuio, OJHAKO, HEeoOXOmMMO
OTpeNeisSiTh 3TU MyTalUN, TaK KaK OHM MMeIOT IMPOrHOCTMUYECKYI0 3HaUMMOCThb. PekoMeHIyeTcs He
TONMBKO onpenensatb Hamuuue FLT3-1TD, HO u omnpenensith, Tak Ha3blBaeMOe€, aJJIeIbHOE
COOTHOIIIEHME, KOTOPOe XapaKTepusyeT 00beM OIyXOIu. AJUIeIbHOEe COOTHOIIEHME CUMTAETCS
BBICOKMM IIpM 3HAUEHMSIX, paBHbBIX M 6Ooyee 0,5, M HU3KMM — IpU 3HaueHusIXx MeHee O0,5.
[TporHoCTNYECKYI0 3HAUMMOCTb MMEIOT BbICOKME 3HAUEeHMSI.

Panee Boimensiemas moarpyima «OMJI ¢ MyIbTUIMHENHOM Oucruiasueit» B Kiaccuukanuy BO3
(2016) onpepensiercst kKak «OMJI ¢ u3MeHeHMSIMU, CBSI3aHHBIMY ¢ Muenonuciiasueii». OMJI moryr
OTHOCUTBCS K KaTeropuu «OMJI ¢ M3sMeHeHUsIMMU, CBSI3aHHBIMY C MUeJIOAVCIIa3uein», eCn:

1) 3 20% 61aCTHBIX KJIETOK B KOCTHOM MO3T€ MM Tlepudepudeckoii KpoBu

2) CYLIECTBYET MpeAliecTByomas ucropus MIC uiau MHOTO MUEIONPOnnUbepaTUuBHOIO
3a6oneBanust (MII3);

3) CYLIeCTBYIOT UTOreHeTHYeCKye aHOMa/Iny, aCCOLMMPOBAHHbIE C MUEIOANCILIa3Melt:
a - KOMITJIEKCHBIV KapyOTHII (3 XpOMOCOMHBIX aHOMAaJIMH 1 6osiee);

6 - HecbaylaHCpoBaHHbIe mepectpoiiku: -7 uau del(7q); -5 win del(5q); i(17q) wmm t(17p); -13 uan
del(13q); del(11q); del(12p) or t(12p); del(9q); idic(X)(q13);

6 - cbaslaHCHpOBaHHbBIE MepecTporikyu (Tpanoiokanum): t(11;16)(q23;p13.3); t(3;21)(q26.2;922.1);
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;021); £(3;5)(a25;934).

4) MYJAbTUIVHEHAS IUCTIA3 S ;
5) OTCYTCTBYIOT «yCTOMUMBO BbISIBJISIEMbIE XPOMOCOMHbBIE aHOMAIUN»;
6) paHee He poBoamIach XT 10 IMTOBOAY APYrOro 3a001eBaHMsI.

OMJI, Kak Apyrue MueJOUAHbIe OMYyXOaM, BO3HUKIIME BCIeNCTBME paHee mpoBogumoii XT 1o
TTOBOAY APYIUX 3a00eBaHmii, B OTHeNbHYI0 hopmy OMJI He BBIIEISIOTCS.

IIporHoctuyeckue GhakToOPbI
V meTeit 06YCI0BIEHbI 6M10JIOTMYECKMMU XapaKTePUCTUKAMMY JIEIKEMIYECKOT0 KIIOHA

®akTOpPhI MPOTrHO3a, CBA3aHHbIE ¢ 3a6oseBanmem (OMIT)

(DaKTOpr, CBSI3aHHbIe C 3abojieBaHMEM U B/IMAOIIME Ha pe3yjJabTaTbl Tepanuu, CciaenyeT
AdHaJIM3MPOBATDL HA BCEX OTallaX JIeUeHMH. 3TO0 06YCIIOBJ'[eHO TeéM, UTO )IEVIKOS-RCCOL[I/IMDOBBHHBIE



(hakTOpBI IIPOrHO3a MMO3BOJISIOT OLIEHUTh 06HEM OIYXO0/IEBOM MacChl, YyBCTBUTEIBHOCTh 6IaCTHBIX
KJI€TOK K LMTOCTATMUYECKMM IIperapaTaM, CKOPOCTb SIMMMUHALMM JIEMKEMUUECKUX KIE€TOK U
o6bem MOB.

[Ipexxme Bcero, HEOOXOAVMO YUYMTBHIBATH TaKye BIIOTHE AOCTYITHbIE KIMHUKO-TeMaTOIOTMYecKue
rapaMeTpbl, acCOIMMPOBAHHbIE C HeOGMaronpusaTHbIM TedeHrneM OMJI, Kak JIEMKOLIMTO3 BBIIIE
100x10%/11, HemOCTI>KeHMe TIOMHO PeMMCCHY TIOC/Ie ePBOr0 MHAYKIMOHHOTO Kypea.

OmHMM M3 BakHemMX (aKTOPOB IIPOrHO3a, COMpsDKeHHBIX ¢ OMIJI, sgBiasgeTcs KapUOTUIT
JefiIkeMMYeCcKuX KJIeTOK. VccienoBaHye KapuMOTHUITA HEOOXOAVMO TMPOBOOUTb B 06S3aTENbHOM
OopsiIKe BCeM MalyeHTam ¢ nogo3pennem Ha OMIJL. JlaHHbIEe IUTOT€HETUUECKOTO MCCIeq0BaHMs
03BOJSIIOT Bepudunposatb OMJI B crydasix, KOTia MPUHIIUITMATBHBIM SIBJISETCS] He KOJIMYeCTBO
6/1aCTHBIX KJIETOK (MeHble win Gombine 20%), a oOHapykeHMe XapaKTePHbIX XPOMOCOMHBIX
abeppauuii. Peub nyet, B 4acTHOCTH, O Tak HazbiBaemom CBF (Core Binding Factor) OMJI, KOTOpbIii
obbenuHSIeT cydau ¢ TpaHoiokanueit t(8;21) u uHBepcueit inv(16), HE3aBUCUMO OT OTCYTCTBUSI
WV HAJIMYUS TOTIOJTHUTETbHBIX XPOMOCOMHBIX abeppariuii.

I[ToMmuMo 3TOro, Ha OCHOBaHMM U3YYEHMS KapUOTHUIIA, IIPENCTaB/ISIeTCS BO3MOXXHBIM
crpatudmuuposath nanueHToB OMJI Ha 3 OCHOBHbBIE IPYIIITBI: 6;IaTOTPUSITHOTO, TTPOMEKYTOYHOTO
u HebnaronmpusTHOTO TporHo3a (cm. [ipunoskenue I'2). Iogpasnenenue marnyentoB OMJI Ha 3Tu
TPYIIBI  11eJ1Iec000pa3HO C TOYKM 3peHUs BbIOOpPA TAKTUMKYU IMOCTPEMMUCCUOHHON Tepamnmun:
TpUMeHeHMe UTapabuHa B BbICOKMX Ao3ax (BLI), ucronb3oBaHye TpaHCIUIAHTAIMM aJIOTEHHbBIX
CTBOJIOBBIX remMonosTnueckux kiaetok (amioTTCK). B mowienHee BpeMsi psii, POCCUIACKUX U
aMepUKaHCKMX SKCIIePTOB Mal[ieHTaM C He6IaronpusiTHbIMM aHOMAa/IMSIMY KapyOoTKIIa BOOOIIe He
pPEKOMEeH[IyI0T CTaHJAapTHYI0 XMMMOTepamnuio BCIeACTBME ee HU3Koi 3addexkruBHOCTH, a
NpeJjiaraloT MHble HU3KOLO3HbIe U TapreTHbIe BO3/ENCTBYS C IIepBOro Kypca MHAYKIMH [8].

CnenyeT OTMETUTb, UTO Yy TMOJOBUHBI maiueHToB OMJI ompepensieTcss HOPMaabHbIN KapUOTUIT
JleiikeMYeCcKMX KIeTOK. DTO MOXKeT CIY>KUTh OCHOBaHMEM B psifie cyiydaeB it ipoBemeHnst FISH-
MCCeIOBaHUSI WIM MOJIEKY/ISIPHO-T€HeTUYeCKMUX MCCAelOBaHUIl C 11e/ibl0 TOMCKAa OTHeIbHbIX
XMMEpHBbIX T'€HOB WM IIOJIOMOK KapMOTUIIA, aCCOLMMPOBAHHBIX C OIpeleleHHbIM KIMHUKO-
rematosorndyeckuM ¢enorunom OMJI u mporHosom: RUNXI-RUNXITI (t(8;21)), CBFB-MYHI1
(inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214, moHocomMuu 5, 7, uHBepcun 3
XPOMOCOMBI U PSIfia OPYTUX.

Bmecre ¢ TeM, HEOGXOAMMbBIM SIBJISIETCST M MTOMCK Y MaiyeHToB OMJI ¢ HOpMa/IbHbIM KapuOTUIIOM
MyTaluii OTOeNbHBIX TeHOB C YCTAaHOBJIEHHBIM MPOTHOCTMYECKMM IOTeHIMaaoM. MoneKkynsipHo-
re”HeTuyeckas crpatudukanys nauyeHTos OMJI Ha TPyIIIbI pUcKa rpescTasieHa B IlpuioskeHun
r2.

B P®, K cokaleHIIO0, CYIIEeCTBYET TaKoii (hakKTOp HeBGJIaronpusITHOIO IMPOTHO3a KaK HeageKBaTHOe
LIMTOCTaTUUECKOE BO3[EVCTBME B IepUOf, MHIYKUMU/KOHCOMUOAUMM (YMEHbIIEHNEe PacuyeTHbBIX
103 IIMTOCTAaTUYECKMX MpernapaToB M 3HAUUTENbHOE YIJMHEHVE MHTEPBAJIOB MEXIY Kypcamm),
WIM HeajeKBaTHas IpedjedyeHHOCTb. Eme B Havajle 1970-x romoB, Ha IIepBbIX 3Tamax
cranoByeHuss XT OMJI aMepuKaHCKMMM MCCIeI0BaTeIIMM ObUIO AOKa3aHo, 4TO 3(PGeKTUBHOCTh
[POrpaMMbl “5+2” CTATUCTUYECKM 3HAYMMO XyKe, uyeM Iporpammsl “7+3”. Bonee 20 jer Hasan B
Poccuiickux ~ MCCIeNOBaHMUSIX  ObLIO  MPOJEMOHCTPMPOBAHO, UTO  yMEHbIIeHMe 03
AHTPALMKIMHOBBIX aHTUOMOTUKOB M LMTapabyHa B KJIACCUMUYECKO MporpaMme “7+3” IPUBOIUT K
CYIIECTBEHHOMY YXYILIEHWIO TTOKa3aTesneii o01ieit 1 6e3pelnuauBHON BbDKMBAEMOCTH [3].

bes MOJIEKYJIAPHO-TEHEeTUYEeCKUX I/ICC.TI@I[OBEIHI/IIZ, BBIIIOJTHEHHLIX B ,£[66IOT€‘ 3a60JIEBaHI/I$I,
COBpEeMEHHOe JieueHune OMJI HEBO3MO3KHO.

1.6 KnuHnueckasi KapTMHa 3a00/1eBaHUS VI COCTOSTHUSI (TPYIIIIbI
3a00J/IeBAaHUIT UJIV COCTOSIHUIT)

B ocHOBHOM KIMHMYECKME TIPOSIBIIEHNS CBSI3aHbI C 3aMelleHrieM HOPMabHO reMOITO3TUYeCKO
TKaHM  OMYXOJEeBbIMM  KJIeTKamMu  (aHeMusl, TPOMOOIMTONEHMs, TPaHYJIOLMUTOIIEHNS),
MHOUIbTpaIMEell MMM Pa3IMYHBIX OPraHOB ¥ MPOLYKIVEN DPasIMYHbIX IUTOKMHOB [9]. [leGioT
OMJI moskeT OBITb OCTPHIM CO 3HAUUTENbHBIM IIOBBIIIEHNEM TeMIlepaTypbl Tesa, pe3Koil



1aboCThI0, MHTOKCUKALVEN, KPOBOTOUMBOCTBIO, TSKeNbIMU WHGeKusaMu. OmHAKO Hepeako
IMarHO3 YCTAHABIMBAIOT CJIy4yaifHO TIpUM TPOQWIAKTMUYECKOM OCMOTpe WIM B CJIyyae
TOCTIUTAIN3AIMHA TI0 APYTOii TPUYMHE.

[Ipy 06BbEKTMBHOM OOCIETOBAHUYM MOKET He HAaOMI0HAThCs HUKAKMX CUMIITOMOB. HO mOBOIBHO
YaCTO BBISIBJISIETCS] YBeIMUeHNe nmeprudeprudeckux TMMpaTudeckmx y3/I0B, TeYeHN!, CeIe3eHKY (ITO
Hanbosiee XapakTepPHO JJIT MOHO- M MMETOMOHOOACTHOTO JIeiiKo3a), TUTepIuiasusi qeceH (Ipu
MMEIOMOHO- ¥ MOHOOJACTHBIX BapuaHTax), WHOWIbTpAIMS KOXM (P MMETOMOHO- U
MOHOO/IACTHBIX BapMaHTax), reMOPpParuyeckuii CUHAPOM pPa3JMYHON CTEMeHU TSKECTU - OT
TeTeXVaJbHBIX BBICHIMTAHUI IO TSDKENIbIX KPOBOTEUEeHMH, O60MM B KOCTSAX, apTparum,
HEBPOJIOTMYECKAsT CUMIITOMAaTMka (MEeHMHIrea/lbHble 3HaKu - TOJMOBHAs 060jb, PUTUIHOCTb
3aThIJIOYHBIX MbILIL, cMMIITOM KepHura, mapes auieBoro, rina3oaBUraTelIbHOr0 U IPYTUX HEPBOB,
rmapesbl HVDKHUX KOHEUHOCTell U T.J.). B aHamm3ax KpoBM MOTYT ObITh Hecmenubuyeckye
M3MEeHeHNS: TPeXPOCTKOBAas UUTOIEHNS, WIX aHeMUsI, WM TOJIbKO JIEVIKOIIeHWS] VIIN JIEIKOLUTO3,
VIV TPOMOOIUTOTIEHMSI. BilacTHbIE KJIETKM MOTYT He OINpeeNnsThCsl B aHaim3e rnepudepudecKkoii
KpPOBU U, HA060pOT, cocTaBiastTh 90-95% Bcex seikounTOB. KOMMYecTBO JEMKOIMTOB TaKKe
Bapbypyer ot MeHee 1,0 mo 200-300x10°/1. TlpumepHO B 15% ciyuaeB B He6GioTe 3a601eBaHNS
orpemnenseTcs JIeNKOUUTO3 6oiee 100x10%/x1.

Oudbdepennunanbaas guarHocTuka OMJI mpocTa, MOCKOIbKY, €I eCTbh ero Mopdonmornyeckoe
rnoaTBepkaeHMue (OJacTHbIE KIETKM B IYHKTaTe /WM B Iepudepuyueckoii KpOBM), AMArHO3
oueByeH. TPyOHOCTM BO3HMKAIOT HA TMEPBbIX 3TArax - MpM aHaIM3e Ma3KoB mepudepuyeckoit
KPOBM, KOTZIa BIACTHBIX KJIETOK HeT. YBeJInyeHue Ynciia JIeKOIUTOB CO CABUTOM (pOpMYJIbl BJIEBO
MpU  Pa3NMYHBIX WHGEKIIMOHHBIX TPOIeccax, a Takke TPOMOOUUTOIEeHNSI, aHeMUs WU
reMOpparnuyecKkuii CMHAPOM TMPU TSKEIbIX MHOEKIMSIX U CeICUCe MOTYT BbI3bIBATb COMHEHUS B
nuarHose OJI, HO B TaKMX CIydasiX HUKOTZA He OOHApYKMBAIOTCS TUIMYHbIE GJIaCTHbIE KIIETKMU.
Hepenko Tpebyercst auddepeHnyanbHas OUarHOCTMKA C MHOEKIMOHHBIM MOHOHYKJIEO30M U
HEKOTODPBIMM JIPYTUMM BUPYCHBIMM MHMEKUMSIMM, TeM Gojiee UTO KIMHMYECKass CUMMIITOMAaTuKa
(TIOBBINIEHVE TeMITepaTypbl Teja, 60aM B TOpje, yBeJMUeHue JUMQPaTUIECKUX y3JI0B, TEUeHN,
celie3eHKM) MOKeT HamoMuHaTh TakoByio mpu OJI. [IuddepeHIManbHbII OMarHO3 [TOJKEH
MPOBOAUTBCS CO  CIEAYIOMMMM  3a00jeBaHMSIMMU: [pPyrMe OCTpble  JIEKO3bI:  OCTPbIi
muMGbOOIACTHBIN  JIEIKO3, OCTPBIA  OM(MEHOTUITMIECKUIT JIEIIKO3, MMEJIOAVCIIACTNIECKNI
CMHIPOM, I0BeHWIbHbIE MUEIOMOHOLMTAPHBIN J€JiK03, IeliIKeMUOAHbIE peaKLy, alylacThyecKast
aHeMUsI; 3JI0KaueCTBEHHbIe HOBOOODPA30BaHMSI HEreMaToJIOTMUYeCKOi MPUPOAb! (HelipobiacToma,
pabgommocapkoMa), OCOOEHHO MpY HAIUUYMU ISKCTPAMETY/UIIPHbIX TOpPaskeHWil, ¢ OGIaCTHBIM
KPM30M XPOHMUECKOTO MMeJoseliko3a (MpucyTcTBue Guiagenb@uitckoii XpoOMOCOMbI He BCeTna
TIOMOTaeT, TaK KaK 3TOT MapKep MOXEeT OOHAapyKMBATbCS M IMPU BIIEPBbIE JUArHOCTUPOBAHHBIX
OCTPBIX JIENIKO3aX).

Ocoboro BHMMAHUSI  3aCYKMBAIOT BHEKOCTHOMO3rOBble TiposiBiieHusi OJI, ocobeHHO
HeliposelikeMusi, KOTOpasi MOXET OIpenensTbcsl U B MoMeHT auarHoctuku OJI. Bo3HMKHOBeHMe
HeliposeiikeMuy 06yCIOBJIEHO METAacTa3MpPOBAHMEM JIEHKO3HBIX KJIETOK B MAYTUHHYIO U MSTKYIO
MO3TOBble 000JIOYKM TOJIOBHOTO M CIMHHOTO MO3ra. B psime ciyyaeB HaGIofaeTcs Jieiiko3Hast
MHOUIbTpaUMs  nepudepudeckux HEPBOB C  Pa3HOOOpPAsHbIMM  [BUTATEIbHBIMU U
YYBCTBUTEJIbHBIMM HaApyIIEHMSIMU, WM OOHApYKMBAeTCsI OYaroBoe IIOpaskeHMe BellecTBa
TOJIOBHOTO Mo3ra. HeiiponeiikeMusi XapakTepu3yeTCsl MEHMHTeaJIbHbIM U TUIEePTEH3UBHBIM
CUHPOMOM: OTMEYaeTcsl MOCTOSTHHASI TOJIOBHAasi 60jib, BO3MOXXHA PBOTA, BSUIOCTH, BbISIBIISIETCS
OTeK [VICKOB 3PUTETbHBIX HEPBOB, MOXeT ObITb HMCTArMm, KOCOITa3ue, ApPyrue TMpU3HAKU
MOpakeHMs YepermHO-MO3IOBbIX HEPBOB, BbISBISIETCS PUTMIHOCTD 3aThIJIOUHBIX MBILIL, CUMIITOM
Kepraura. IIpu OMJI HeliposneiikeMusi MOBOJIbHO peaKka B OeOmTe OONe3HM, TeEM He MeHee
BCTpeYaeTcs MpU MUEIOMOHO- ¥ MOHOOGJIACTHBIX BapMaHTaX, 0COOEHHO TIPU TeX GopMax JIeifko30B,
KOrma OOHAapYKMBAIOT IIOJOMKY 16 Xpomocombl — inv(16) (y 30% Takux NaLUMEHTOB IIpU
OTCYTCTBMM TMPOGUIAKTUKM BO3HUKAeT Heliponeiikemus). [Ipu OMJI K 3KCTpamMemy/UISIpHbIM
OTHOCSIT TIOPAKEHUSI KOXM (JIeMIKeMUAbl - Yallle BCEro 39TO 6arpoBO-CHHIOIIHbIE YIUIOTHEHUS,
Y3€JIKM B KOXKE), CeTYATKMU, JeCeH, IMUeK, SMIHMKOB. OTMcaHbl MOpaskeHus TMMGbaTUUeCKIX y3JI0B,
JIETKUX, KUIIEYHMKA, CEePLEeYHOM MBbILILbl, MOYETOYHMKOB. I[Ipm OMJI sKcTpamenyaasipHbie
IopaykeHMsl MATKMX TKaHeil paHee Ha3bIBaIyM “XJI0pOMOJi”. B HacTosmlee BpeMs 11 0603HaUeHMS
MOpakeHMsI MATKUX TKaHel ¥ OpraHOB MCIOJIb3YIOT TEDMUH MUEIOUAHAS MM I'PaHy/IoLUTapHas
capKkoMma.



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



1.2 OTuonorus u naToreHes 3a00jeBaHMs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMIT MJIV COCTOSTHMIA)



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS WIN

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKOM Kiacuduranum
O0oJIe3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBHEM



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



1.6 KimHnyeckass KapTyHa 3a00/ieBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHUV VIV COCTOSIHUN)



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

Mmuozue pexomeHdosaHHbie Memodsl OUAZHOCMUKU 3A60N€6aHUS U C8A3AHHBIX C HUM COCMOSAHUILL
umeom o0zpaHuueHHyl 00Ka3amenvHyrww 0a3y 8 CO0meemcmeuu ¢ WKAAAMU OYEeHKU YPOBHS
docmosepHocmu dokazamenscme (YI) u ypoeHs yoedumensHocmu pekomeHdayuti (YYP) no npuuuHe
0Mcymcmeusi NOCBAUEHHbIX UM KAUHUUECKUx uccnedosanuti. Hesaupas Ha 3mo, OHU A8S10MCA
HeoOX00UMbIMU dNIeMeHMamu 00cnedo8anuss nayueHma O ycmaxoeseHus OudzHo3d u ewsloopa
MAKMUKU JeueHusl, max Kak 0ojiee sppexmusHsle u doKa3aHHvie Memodsl 8 Hacmosuee 8pems He
paspabomatoi.

Kpumepuu ycmanoenenus ouazno3a/cocmosHus: duazqo3 OMJI ycmanasaueaom Ha 0CHOBAHUU
06Hapyx#eHUs1 8 NyHKMame KOCMHO020 M032d Ulu 8 nepugepuueckoii kposu He meHee 20% O1ACMHbIX
K7emoK, Jaub0 He3asucumMo Om NPOYEeHMHO20 Codepxcanus 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, HeoOX00UMbIX 01 OUAZHOCMUKU U eepudukauuu duazHoza OMII,
npedcmasneda 6 Ilpunoxcenuu A3.1. Ha 0CHO8AHUU KAUHUUECKOU KAPMUHbL, d MAK¥e aHAIU3a
pe3ysbimamos nepeuucieHHslX UCCiedo8aHull, nayueHmos cmpamu@uyupyiom Ha MONEKYAAPHO-
2eHemuuecKue, a makxie KAuHuuecKue 2pynnsl npozHo3a (npusioxcetue I2).

2.1 JKano6s! 1 aHaMHe3

Knunuueckue nposienexus npu OMJI 06b14HO C8513AHbL C USMEHEHUSIMU 8 2eM02PAMME — YUMONeHueli:
HetimponeHus — 6akmepuansHsle UHQEKYUL, NPOSIBJISIIOWUECS, KAK NPABUO, TUXOPAJKOLL;

AHemus — cnabocmo, ymomasemocms. Obuwias crabocms npucymcmeyem y 6oasluHCmMea nayueHnos
U Moxcem Hab1o0amsCsl 3a HECKOIbKO Mecsayes 00 YCMaHoseHus OUuazHo3a;

TpomboyumoneHus — 2emoppdzuueckuii cuHopom 6 eude nemexuti, KpOBOMOUUBOCU OeceH,
peyuousuUpyOLUX HOCOB8bIX KPOBOMEUEeHULl, MEHO- U MEMPOPPAzULL.

B HEKOMOopslXx Ccryudsax mozym Habn00amucs occaneuu, B-cumnmombsi (ﬂuxopaaka, CHUMCeHUe mdaccol
meJia, 8bIpaAMCEHHAA I’IOI’}’UIUGOCmb).

B psde cnyuaes y nayueHmos 8 meueHue HecKoIbKux mecsayes 0o obpaujeHust Moxem Habaooamscs
HeMOMUBUPOBAHHAS CJIAGOCMb.

IIpu ocmpom MueioMOHOONACIHOM Jeliko3e U O0CMPOM MOHOONACMHOM Jieliko3e XapakmepHda
2unepniasus deceH U NAYUEHMbl MOZYM NEPEOHAUAILHO 00PaALUAMbCs K CIOMAMOoozy.

e PekomeHayeTcs1 BCeM IMalyeHTaM IIpU TMOAO3PEeHMM ¥ IIpU ycTaHOBJIeHHOM OMJI:
THIATeIbHbIN COOp aHaMHe3a 3a00/ieBaHMsI C YTOUHEHMEM Tepaliuy, KOTopasl IIpoBOIMIach B
CBSI3M C 3TMM 3a60JieBaHMEM MU TI0 TIOBOAY IPYTMX 3ab0eBaHMIi paHee, CEMeIfHOTO aHaMHe3a,
a Takke oA po6HOoe ormyicaHue kanob manyenTa ajst Bepudukanym guartsosa [1,3,10].

VpoBeHsb yoeauTeIbHOCTU pekoMeHaanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/NIbCTB — 5)

2.2 ®usukajabHOe 00cIemoBaHme

e PekomMeHIyeTCsI BceM MauyeHTaM IIpM IOAO3PEeHMM U MpU ycTaHoBIAeHHOM OMIJI
MpoBOaUTH (U3UKAIBHOE 00C/IefoBaHNe, BKIIOYaloliee M3MepeHye pocTa M Macchl Teia,
TeMIlepaTypsl Tejla; OLEHKY COCTOSIHUS KOXXHBIX ITIOKPOBOB, KOCTHO-CYCTaBHOM CUCTEMBI;
BbISIBJIEHVE TIPU3HAKOB reMopparnyeckoro CMHApOMa; HaJinyye renaTocryieHoMerajinu,
mumbaaeHOIaTUM; HAJIMYME MPU3HAKOB AUCHYHKIUM Cepalia, JIETKUX, IeYeH, OPTaHOB
3HJOKPUHHOJ, HEPBHOJ CUCTeMBbI JJis1 Bepudukanumu guarsosa [11].



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

KommeHTapum: npu QusuxansHom o00c1edo8aHuu y uacmu nayueHmos (8 OCHOBHOM, C OCMPbIM
MUENOMOHOOSIACMHBIM — NIEUIKO30M, OCMPbIM  MOHOOJIACMHBIM — N€UK030M, ONACMHbIM — KPU3OM
XPOHUYECK020  MUENONeliko3a) 6bleasiom NpusHaku  «nponugepamusHozo»  cuHopoma —
cnjeHomezanusl, yeeauueHue JUM@Pamuyueckux y3Jio08, KoxcHole Jielikemuosl. Jletikemudsl 8bl675110M 8
13% cnyuaes u umerom 8u0 Y3708 C U3MEHEHHBIM UBemom Koxcu Had Humu [12]. Ipu muenoudHoli
capkome 8bls18J1s110mM IKCMpamedyisipHble onyxosesvle 06pa3o8anus pasiuyHoll sokaruzayuu [13]. B
0CMAneHOM NPOSIBNEHUsT MAN0CNeyuuuHsl U 6KAUAI0M CUMNIMOMbL, CB53AHHble ¢ aHemuell U
mpomboyumoneHuetl.

2.3 JlabopaTOopHbIe AMarHOCTUYEeCKNe MCC/IeOBaHMSI

¢ PeromeHayeTcs1 BCeM MalieHTaM Npu nopo3peHun, nuarHoctuke OMJI, a Takke B xone
TepanmMu C YacTOTOM OT €eXKEeJHEeBHOro 10 eKeMeCAYHOIO, BBhIIIOJIHEHME OOIIero
(KIMHUYECKOr0) aHaiam3a KpoBuM ¢ auddepeHIMpOBaHHBIM IIOACYETOM JIEMKOLIMTOB
(mejikouMTapHiio (GOpMyIBI) ¥ MCCIEOOBAaHMEM YPOBHSI TPOMOOIIMTOB B KPOBM [JIs
omnpeseieHus JajIbHelIeil TaKTUKU BeJleHusI NanyueHTa u Bepudukanuy guarsosa [14].

VYpoBeHb yoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KommenTapumu: xak npasuno, 8 debiome OMJI, 8bia6/siemcssi HOPMOXPOMHAS, HOPMOYUMAPHAS
amemus pasiuuHoli cmeneHu msixcecmu. Konuuecmeo pemukynoyumos 6 npedenax HOpMbsl UIU
cHuxceHo. TIpumepHo y 75% nauuernmos umeemcsi mpomoboyumonerus. CpeoHuti yposeHs Jelikoyumos
Ha amane ycmawosneHus duazHo3a okono 15x10°/n. 20% nayuenmos umeiom neiikoyumo3 Gosee
100x10°/n.

ITodcuem netixoyumapHoti popmynsl HE0OX00UMO 8bINOJIHSIMb HE HA A8MOMAMUUECKOM aHanuzamope.
PexomerdosaHo uccinedosams kak muxHumym 200 netikoyumos 8 masxe nepugepuueckoli Kposu.

e PekomeHAyeTcs1 BceM ManyMeHTaM IpyM NOZO3peHuM U Opu ycrtaHoBjieHHoOoM OMJI, a
TaK)Ke B XOAe Tepanmmy € 4acToToi oT 1-3 pa3 Henemnio A0 eKeMeCSYHOrO, BBIIIOJHUTh
aHaM3 KPOBM GMOXMMMUYECKII 06IIeTepaneBTMIeCKMii (MCCaeoBaHye YPOBHSI 061ero 6eyka B
KPOBM, MCCIeJOBaHNe YPOBHS alibOyMMHA B KPOBU U OMpeeneHne ambOyMIH/TI00YIMHOBOTO
COOTHOIIIEHMSI B KPOBY, MOUEBMHA, KpeaTUHNH, 6unnpyouH, AJIT, ACT, JI/IT, maruuii, HaTpuii,
Kanuit, OOLIMIi KaJbLMif, IJIOKO3a) [JIS [OUMArHOCTUKM COITyTCTBYIONIEH ITaTOJIOTUU
(3aboneBaHMit) U OTIpeiesIeHUsT TAKTUKY COTIPOBOIUTENbHO Tepanuu [14].

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

e PekomeHayeTcs1 BceM ManyMeHTaM IpyM NOAO3peHuM U npu ycraHoBjieHHoM OMJI, a
TakXe B XOJie TepanuM C 4acToTol oT 1-2 pa3 B HeHeso J0 €KeMeCSYHOTO BBIIIOJTHUTh
KoaryjnorpaMmmy  (OpMEeHTMPOBOYHOE  MCUIefOoBaHMe  CUCTEMBbI  [eMOCTasa) (AUTB,
MPOTPOMOMHOBOE BpeMsi, MPOTPOMOMHOBOE BpeMs) [IJs1 OMarHOCTMKM COIYTCTBYIOMLIE
MaTOJIOTUM U OCIOKHEHMI, a TakKe ompeneneHusI TAKTUKY COIPOBOAMUTEIbHOI Tepanum
[3,14,15].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH OKA3aTENbCTB — 5)

e PekomeHayeTcs1 BceM NauyeHTaM IPpU IOAO3PEeHMM M NpU ycTaHoBiIeHHoMm OMJI, a
TaKKe B XOlie Tepamuy BBINOTHUTh OO (KIMHUYECKNI) aHaIu3 MOUM € YACTOTOM OT
eXeHeJeJIbHOI0 [0 eXeMEeCSIYHOIro AJisi AMAarHOCTMKM COITyTCTBYIOIEel IaToJOTuu U
orpepejieHNsA TAKTUKY CONPOBOAUTENbHOMN Tepanuu [14,16].

YpoBeHb YoeauUTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

e PekomeHIyeTcs1 BceM ManyMeHTaM Npy NOZO3peHuM U npu ycrtaHoBjieHHoM OMJI, a
TaK>Ke B XOjie Tepanuu C 4acToToii 1 pa3 B 3-6 MecsiiieB onpejeeHe aHTUTeN KIaccoB M,
G (IgM, IgG) k Bupycy mMmyHOomedunTa yegoBeka BUU-1 (Human immunodeficiency virus HIV
1) B KpoBU, ¥ TIPU HEOOGXOAMMOCTH MOJIEKY/ISIPHO-OMOIOTMYECKOe MCCIeS0BaHe KPOBU
Ha BuUpyc uMmMmyHoznedmuuTta yenoBeka BUU-1 (Human immunodeficiency virus HIV-1) nns
YTOYHEHMSI HEOOXOAVMMOCTYM OZHOBPEMEHHOTO IIPOBeNeHMS HPOTUBOOIYXOJIEBO U
aHTUPETPOBUPYCHOM Tepanuu [3,14,17].



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

e PekomeHAyeTcs1 BceM MamyMeHTaM NpyM NOZO3peHMM M NOpu ycTtaHoBjieHHoM OMJI, a
TaKKe B XOJie Tepamuu ¢ 4yacTtoroit 1 pas B 3-6 mecsiueB onpenenenne antureHa (HbsAg)
Bupyca renatuta B (Hepatitis B virus) B KpoBu, oIipefiesieHMe aHTUTeN K Bupycy renaturta C
(Hepatitis C virus) B KpoBWM, U, MpuU HEOOXOOUMOCTH, MOJIEKYISIPHO-OMOIOTNUECKOTO
UcCIefOBaHMS KPOBM Ha BUpYC renatuta B (Hepatitis B virus) u Ha Bupyc renatuta C (Hepatitis
C virus) c 1Lelbl0 yTOYHEHUS pUCKA  peaKTUBAIMM BUPYCHOTO TemaTuUTa U, B CJIydyae
HeOoOXOAMMOCTH, ee TPOoPMIaKTUKY [3,14,18,19]

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

e PekomeHayeTCs1 BCeM IalMieHTaM IPU NONO3peHMM ¥ IpU ycTaHOBIeHHOM OMJI,
MOJIEKY/ISIPHO-OMONIOTMYECKOe MCCIeoBaHe KPOBM Ha Ha BUpyc npoctoro repreca (Herpes
simplex virus), Ha iuTomeranosupyc (Cytomegalovirus), Ha Bupyc dmmTeiiHa-bappa (Epstein -
Barr virus) ¢ 1mesbl0 YTOUHEHMSI PUCKA PasBUTKSI TepIeTUYEeCcKOil MHGEKIUM U, B CIydae
HeobXomMOCTH, ee TpodmIakTuky [3,14,20].

VpoBeHb yoeauTeIbHOCTU pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTe/IbCTB — 5)

¢ PeKOMEHIYIOTCS BceM MamMeHTaM Ipu IOAO03PeHuM U Npu ycraHoBaeHHom OMJI
MUKpOOMOIOTMYecKoe (KyJIbTypaJbHOE) MUCCAeNOBaHME OTOEISIEMOr0 U3 TIOJIOCTU  PTa;
ucciieloBaHme MMKPOOMOIIEHO3a KUILIeYHYKA KY/IbTYpaIbHbIMU MeTOoHmaMu;
MUKpoOMoornyeckoe  (Ky/lIbTypajbHOE)  MCCIeJOBaHMe  KPOBM  Ha  CTEPWJIbHOCTb;
MUKpoGMosiornyeckoe (KyJlIbTypajabHOE) MCCIenoBaHMe MouM Ha GaKkTepuasibHbIe aTOTeHbI C
1e/IBI0 TPOBEAECHMS MPEeNM3MOHHOM aHTUOMOTUUYECKON Tepanuu B XOHe JIeUeHMUs] IIPu
Haanuuy GHeopUIbHOI TUXopagKu U MHMEKIMOHHBIX OCIOKHeHuii [3,21,22].

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

e PekomeHayeTcs1 BCeM MNalMeHTaM IIPM NOAO3PeHUM M npu ycraHoBieHHoM OMIJI, a
TaKKe B Ccllyuyae pa3BUTHUS penuauBa U mociae BbimonHeHusi awno-TT'CK, ompeneneHue
OCHOBHBIX Ipynn KpoBu 1o cucreme ABO n onpenenenue anturesHa D cucremsbl Pesyc (pesyc-
(akTop) 7151 BOSMOKHOCTY BBITIOJIHEHMSI 3aMeCTUTENbHOV reMOKOMIIOHEHTHOM Tepanuy mpu
Ha/IM4MM [IOKa3aHUI 10, BO BpeMs Uy 1ocje Tepanuu [3,14,23].

YpoBeHb YoeauTeIbHOCTY peKoMeHAauuii C (YypoOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ PerkoMeHAyeTCsI BCEM MaIlM€eHTAM BBINOJIHEHME LMTOJIOTMUYECKOTO MCCIeOOBaHUS Ma3Ka
KOCTHOTO Mo3ra (mMuesnorpaMmbl) mpu mnopospeHum Ha OJI, a Takke nauueHTamM C
BepudnnupoBanasim OMJI B mpouecce JjedeHUs, IIOCIE OKOHYAHMUS IIPOrPaMMbI
MHIOYKIMM, KOHCOMMAALUK, B XO4e IpoBeleHMs MOAJep KMUBalolleli Tepanuu, mepep,
BoinoHeHueM TI'CK, mociie 3aBepuieHns Bceii 3alyIaHMPOBAHHOV MPOTPaMMBbI JIeueHUs,
a TakKe MPU BBISIBJIEHUY M3MEHEHUI B 00IeM KIMHMYECKOM aHa/Iu3e KPOBU BHE CBSI3U
C IPOBOAMMBIM JIeUeHMeM W/uiau nopospeHun Ha peuuamuB OMIJIL. IIpu KoHcTaTauuu
peuuauBa (HE3as8UCUMO OM NPOUEHMHO020 COOepiaHusi ONACMHbBIX KIeMmoK 6 hepugepuueckoli
Kpo8u) BBITIOJIHUTDL IIUTOJOTMYECKOEe ¥ OOTIOJHUTENbHO IIUMTOXMMMUYECKOe MCCIeoBaHue
MMKpOIIpernaparta KOCTHOTO MO3Ta (M1 OTII€YATKOB TpeIaHo6MOoIITaTa KOCTHOTO MOS3ra, Ipu
HEBO3MOXHOCTM  TIOAy4eHMsT acrnupaTta) ¢  MOPGHOJOTMUECKUM U YUmMOXUMUUECKUM
uccnedosaHusMu 6J1aCmMHbIX K1emok 01 noomeepxcoeHus peyudusa u udeHmupurayuu KaemouHot
ducppepenyuposxu [3,14,24,25].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (YypoOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KoMMeHTapum: nosyueHue yumonozuueckozo npenapama KOCMHO20 MO032d Nymem NYHKYUU
a87semcs 06s3amesibHoLll pymuHHoti duazHocmuueckoti npoyedypoii. ITpouedypa dosxcHa nposooumocs
nod Hapkosom!!!!

Ma3sku KocmHoz20 mo32a ucciedyrm ¢ nomowpto okpacku no Maio-IpoHeansdy, IlanneHzetimy uu
Patimy-Tum3e. BbinonHeHue mpenaHouoncuu He seasiemcs o0083amesibHblM, 3d UCKIHUEHUEM
cumyayuii ¢ maxk HA3bl8AeMbIM «CYXUM NPOKOJIOM» UNU OUeHb CKYOHbIM NYHKMANoM KOCMHO020 M032d.
PexomerndosaHo uccnedosams kak munumym 500 s10pocodeprcaujux Kaemox 8 Maske KOCMHO20 Mo32d.

Jns ycmanosnerus duazHoza OMJI 6 maske nepugepureckoli Kpogu unu KOCMH020 M032a He06X00UMO
Hanuuue 20% unu 6onee 6nacmuwix kaemok. ITpu OMJI ¢ t(15;17), t(8;21), inv(16) or t(16;16) u npu



HeKOMOpbIX CIyudsx 0CMpozo 3pumpomuesio3a 0ons OlacmHslx Kiemox moxcem 6uvimo meHee 20%. B
coomgemcmeuu ¢ Hosoll knaccugukayueti BO3 2016 200a npouyeHm G6GAACMHBIX KAEMOK
nodcuumoleaom eHe 3agucumocmu om 00U KpacHozo pocmxa.

Muenobnacmst, MOHOONACMbL U Me2akapuobaacmsl 8Kaouaom 8 obujee uucio 61acmusiX Kiemox. B
cryuasx OMJI ¢ MOHOGNACMHOU, MOHOUUMAPHOU U MUenoMOoHOyumapHoti ougpepeHuuposxoli
NPOMOHOYUMsl (HO He amunuuecKkue/3pesble MOHOUUMBL) MAKHe Ccuumarnm 3KeusanieHmamu
621acmHbIX K1emoK. Opumpobaacmeol He 8KIIOUAM 8 06ujee UUCio 61acmHbIX K1emok.

Jns sepuguxayuu OuazHo3a UCMUHHO20 3pumpoOiacmuozo Jeliko3a npu nodcueme NyHKmama
KOCMHO020 M032d KJIeMmKU 3pumpouoHo20 psoa domxcHel cocmasnsims >80% om ecex Knemok KOCMHO20
Mo32a, npu 23mom npoapumpobnacmsl OdonxHel Obims >30%, 06e3 yuema muenobaacmos.
Ipoapumpobnacmel, 8 coomeemcmauu ¢ HomeHnkaamypoii BO3, - amo He3pesibie 3pumpoxkapuoyumal,
npu 3mom, 6 coomeemcmeuu ¢ mepmuHonozuetl kiemox apumponossa no M.A. Kaccupckomy u I'.A.
Aznekceesy, — amo apumpo0baacmsl u npoHopmoOaacmel. IIpu uCMuUHHOM 3pUMpoOOLACMHOM Jleliko3e
JucMmezakapoyumono33 ecmpeuaemcs 4acmo, 8 mo 8pemst Kak oucepaHyioyumonoa3 — pedxo [26].

BobinonxeHue yumoxumMuueckozo uccied08aHuss MuKponpenapama KocmHozo mMmo3za Heobxooumo, daxce
ec/iu onpedensiencs 8biCoKoe codepicarue OACMHbIX KJeMOoK 8 hepugepuueckoti Kposu. Imo c8s13aHO C
mem, umo 8 pade Ciayudes YUMOXUMUYECKUE peakuuu mozym 0asamsv pasiuuHsle pe3yabmamol 6
KJlemKax nepugepuueckoli Kposu U KOCMHO20 M032d, MO MOxem noeJjieus 3a co0oli ycmaHoseHue
owubouH020 OuaeHosd. /uazHo3 O0CHO8bIBAIOM HA pPe3yNbmamax ucciedo8aHus, NoJIydeHHo20 Ha
KJlemKax KoCmuozo mo3za. Micnonv3yrom peakyuu Ha muesionepokcudasy (myeloperoxidase - MPO) unu
cyoamosblii uepHolil, Hecneyuguueckylo acmepasy (anspa-Hagmunayemamacmepasy, nooassisiemyro
unu Hem ¢mopudom nampus) u PAS (Periodic Acid Schiff). O6napyxcenue muenonepoxcudasot 8 3% u
6oJiee 6JIACMHBIX KN€MOK YKA3bleaem HA MUEIOUOHYI0 JuHU Juggeperyuposku. B mo e epems ee
omcymcmeue He UCKAUAem MUesiouoHyw HAanpasaeHHOCMb KAemoK, nomomy umo 6 pPAHHUX
Muenobnacmax, a maxkxe MoHoonacmax, mezakapuobiacmax u apumpooénacmax MPO <3% unu He
onpedensemca. Okpacka cyoamossim uepHsim ananozuuHa MPO, HO aensemcs meHee cheyuguuHoli.
Hecneyuguueckas acmepasa umeem 6bICOKYI0 OUPDY3HYIO UMU 2pAHYAAPHYIO YUMONIA3MAMUUECKYIO
aKkmueHoCmy (8 3asUCUMOCMU 0M MemoouKu nposedeHus: peakyul) 8 MOHOOIACMax u NPOMOHOYUMAXx,
Komopas 00JI#HA NooasisimsvCcsi NOJIHOCMbI0 WU 3HAYUUMeNsHO mopudom Hampus. PAS-peakyus 6
Mmuenobnacmax onpedensiemcs 8 duggysHom sude, 8 MOHOOAACMAX U NPOMOHOYUMAX - 8 Oupdy3Ho-
2PAHYJIIPHOM, 8 Ipumpobaacmax - 8 8ude 2payn unu 6J10k08. Ha ocHo8axHuu Mop@oyumoxumuueckozo
uccnedosanus ONACMHbBIX KAeMOK Moxcemn 0bime duazHocmuposano okono 90% cnyuaes OMJI, npu
omcymcmeuu  akmueHocmu MPO u  Hecneyuguueckoli 3cmepassi HeoOXo0umo npoeedeHue
UMMYHO(DEHOMUNUYecKko20 ucciedo8aHust Memodom npomouHoli yumoagaoopumempuul.

e PekoMeHAyeTCs BCeM IalMeHTaM npu nepsuuHoll duazHocmuke OJ, a Takxke IIpU
o0cileoBaHMM IO IOBOAY [MarHOCTMPOBaHHOro penyamBa OMJI, BBIIOJHUTD
MMMYHO(DEHOTUITMPOBAHNE FeéMOTIOITUYECKMX KIETOK-TIPeIIIeCTBEHHNI] B KOCTHOM MO3re 0Jis
onpedeneHuss NpPUHAdIeXHOCMuU OIACMHbIX KJIemoK K 1Mol Wiu UHOU JIUHUU KAemOuHOU
ducppepenyuposxu [3,6,14,27].

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

KommenTapum: HmmyHopeHomunuposatue 8binoaHsemcs: 8cezdd HA KAeMKAX KOCMHO20 Mo32d,
Oaxce ecnu onpedensiemcs 8blcoKoe codepxcanue ONACMHBIX KJIEMOK 8 nepugepuueckoli Kposu.
Onpedenenue npoyeHma ONACMHBIX KAEMOK Memodom NpomouHol yumogdayopumempuu npu
nepeuyuHoll duazHocmuke He 516/1emcs 3ameHoll MopGonozuteckoeo nodcuema, maxk Kax pe3yJimamol
amux 08yx ucciedosaruti mozym He cognadame [27].

Znsa nodmeepxcoeHuss MuUenouOHOl HANPAeJeHHOCMU ONYX0Je8blx KJIeMOK Heo6X00UMO OueHums
IKcnpeccuio MuenoudHslx anmuzeHos. MPO — nuHeliHo-cneyuguueckuli Mapkep MueioudHol JUHUU,
JIU30COMANBHBIL  (pepmenm epaHynoyumos. K meHee cneuu@uuHsiM MuUenoud-accoyuupo8aHHbiM
anmuzeHam omHocsamcess CD11b, CD11c, CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nuzouyum u
dpyeue. Muazno3 OMJI moxcem 6Gbimb ycmaHosneH u 8 mom cayuae, eciu MPO He 8vissnsemcs, a
onyxonegvle KiemkKu sKcnpeccupylom opyzue, MeHee cheyuguutosle MueouoHsle Mapkepsl, U UCKTIOUEH
aumpobnacmaiii sapuanm OJL

Mescdy mopgoyumoxumuueckoti knaccupukauueti PAB u uMMyHOpeHOMuUNuUecKuUMU NPU3HaKamu
Hem uemkoli Koppensayuu. BonbwuHcmeo MueiouoHslx Mapkepog mozym 6bimb KAk nNO3UMu8HsIMU,
mak u HezamuHwolMUu npu pasHelx eapuarmax OMJI no @AB, 3a uckawueHueM cheuuguueckux



aHmuzeHos CD41a u CD61, Komopbvle XapakmepHsl MOJILKO 07 Me2akapuoyumapHoti/
mpomoboyumapHot nuHuu. [Jaxce enukogopun A (CD235a), mapkep 3pumpoudHoli JUHUU, MOoXcem
0blmb He2amueHsIM NpuU ApUMpoOIacmHoM setiko3e, eciu onyxosegvle Kaemku npoucxodsim us 6onee
paHHux npedulecmeeHHukos. Takum o00pazom, no OaHHsIM UMMYHOpeHomunuueckozo (HUDT)
uccnedosawus Heaw3sa onpedensms FAB-sapuanm OMJL

Bnacmusle Kaemxu cuumaromcs NO3UmuBHuIMU N0 IKCNPeccuu MemMOpaHHO020 AHMuU2eHd, eClu OH
onpedensiemcs Ha 20% OnacmusIX K1emok u 6osee (Nopozosoe 3HaueHue). s uumonaasmamuueckux
Mapkepos (makux, Kak yumonnazmamuueckuti CD3, MPO, nusouum, sioepnas TdT u Opyzue)
ucnonw3yrom 6oJiee HusKuti nopoz — 10%.

B ayuae noimyueHuss HeBO3MOMCHOCMU noJjiydeHus dacnupamd KOCMHO020 MO032d, 6blNOJIHAEmC A
UMMYHO2UCMOXumMuueckoe uccnedosauue mpenaH06uonmama KOCMHO20 mo32d.

HUDT 6pinonHsiom ¢ nOMOUbio MyJbmunapamempudeckoli npomouHoti yumognoopumempuu (06u14HO
Kak MuHumym 3- unu 4-ysemoti). B ciyuae auvanuza mpenaHobuonmama 8winonHsemcs ezo UI'X
uccnedosarue. OcobeHHo HDT uccnedosarue HeoOxo0umo O ycmawosneHus duaznoza OMIJI c
MUHUMAansHOU duggepeHyuposkoli, ocmpozo MezakapuoyumapHozo Jetiko3a u OJI ¢ HeonpedeneHHOl
JdugdepeHyuposKoli.

¢ PekomMeHAyeTCsI BCEM MamMEHTAM npu nepsuuHoii oJuazHocmuxke OJI a TakKe IIPU
o6culegoBaHMM IO IIOBOAY [AMAarHOCTMPOBAHHOro penmauBa OMJI, BBIIOTHUTD
LIMTOTeHeTHUUeCcKoe McciefoBaHme (KapMoTUIl) acimpaTa KOCTHOTO MO3Ta € 1e/IbI0 BbISIBJIEHUS
aHoMaiuu Kapuomuna u cmpamugukauyuu nayueHmos no 2pynnam pucka, a makxxice Oons
onpedesieHuUss MAKMUKU JieUeHUsl U 8bls8JIeHUSl MapKepa 0t MOHUMOPUH2a OUHAMUKU 0NYX0J1e8020
KN0HA Ha ¢oHe mepanuu [3,6,14].

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

KommeHTapum: cmaHoapmuoe yumozeHemuueckoe UCCIe008aHue s58Jiemcs  Heo0X00UMbIM
KOMNoHeHmMoM OduazHocmuueckux npoyedyp y nayueHma c¢ nodosperuem Ha OJI. XpomocomHvie
AHOMANUU BbISABASIOMCS NPUMEPHO Y No08UHbL nayueHmos OMJL. Cemb mpaHcaokayuii u uHeepcuii (u
ux eapuanmot) omHocamcss BO3 & kamezoputo «OMJI ¢ ycmoUiuugo 8uls18/151eMblMU XPOMOCOMHBIMU
avomanusmu». bonee mozo, oOHapyxceHue HEKOMOPbIX 2eHemMu4ecKux aHomanuti npu Hanuuuu 20% u
6osiee OIACMHBIX KTEMOK 8 KOCMHOM MO032€e s18J1slemcss 00CmamouHsiM 07151 YCMAaHosaeHus duazHo3a
«OMJI ¢ npusHakamu muenooucnaasuu». [Ins onpedeneHus Kapuomuna 00CMOBEPHbIM cUUmMaenmcs
uccnedosadue Kak MuHumym 20 memagas. AHomanuu Kapuomuna mMozym YCmaHasausamscs U Ha
OCHOB8AHUU UCCed08aHUs KNemoK nepugepuueckoii Kposu. MOHUMOPUHZ 8bISI8NIEHHBIX NPU NEPBUUHOM
uccnedo8aHuu aHOMAnuili Kapuomuna no3e0Jisiem OyeHUums NoAHOmMY O0CMUZHYmoz20 3pdexma
mepanuu. OnpedesieHue mex UaU UHbIX YUMO2eHemu4eckux aHoManuti yxe Ha MoMeHm OUazHOCMuKu
OMJT mosxem onpedenums mepanesmuieckylo Makmuky Onsl KOHKPemH020 nayueHma: Hanpumep,
8blsi8J1eHlUe KOMNAEKCHbIX U3MEHEeHUTl Kapuomuna uiu MOHOCOMHO020 Kapuomuna céudemenscmayem o
HeobxX00UMOCMU NPUMeHeHUs OMAUYHO20 O0Mm CMAaHAApmHO20 YUMOCMamuueckozo 6030elicmeust u
006513amenbH020 00CYHOeHUs 80NPOCA O BO3MONCHOCMU hpedesbHO paHHezo 8KatoueHus anno-TICK e
npozpammy JneveHuss OMJI, ennome 00 nposedeHuss aano-TICK e annasuu nocne nepsozo
UHOYKYUOHHO20 Kypcd.

¢ PekomMeHAyeTcsI BCeM mamnMeHTaM npu nepsuuHoli OduazvHocmuxe OJI, a TakxKe IIpHU
o6cIefoBaHMM 1O TIOBOAY /[AMArHOCTUMPOBAHHOTO penmauBa OMJI, BBIIOTHUTD
MOJIEKYJIIDHO-TEeHeTUUYeCKoe MCCAefoBaHNe — MOJeKYISPHO-TeHeTHYeckoe MCcIefoBaHue
myTtaiunii B reHe RUNX1-RUNX1T1 metomom IILIP, MoneKy/nsipHO-TeHeTUYeCckoe McciejoBaHue
mytanuii B reHe CBFB-MYH11 metomom IIIIP u mMoOnexkyasipHO-TeHeTUYeCKOe MCC/IefOBaHue
myTtanuii B reHe FLT3-TKI MeTOmOM CEeKBEHMPOBAHMUS 8 dcnupame KOCMHO020 MO032d Ons
cmpamuuxayuu nayueHmos no zpynnam pucka u onpedesieHuss makmuxu JiedeHusl, a makie c
yenvio 8blsiBIEHUSL MapKkepa Ol MOHUMOPUHed OUHAMUKU ONYyX0J1e8020 KJIOHA HA (oHe mepanuu
[3,14,25].

YpoBeHb YoeauTeIbHOCTY pekoMeHAauuii C (ypoOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

Kommenrapun: mecmuposanue mymayuti NPM1, CEBPA u FLT3 sensiemcsi #elamenvHbuiM,
NOCKOJILKY co8pemeHHble Nodxo0dsl K neueHuro OMJI npednonazaiom Hanuvyue uxgopmayuu 06 3mux
mymayusix, max Kak 3mo Moycem 6ausimb Ha onpedeneHue mepanesmuueckoti makmuku. OMJI c
mymayusmu 6 zeHax NPM1 unu CEBPA onpedenerst BO3 Kak ycno8Hble Kamezopuu. IKCNpeccust 2eH08
ERG, MNI1, EVI1, BAALC, mymayuu zevoe WTI, RUNXI, MLL, KITRAS, TP53, TET2, IDHIu



onpedenerue MOB uccnedytomca 6 pamkax KU. MonekynspHoili CKpUHUHZ HA YKA3AHHblE MApPKepbl
CamMocmosimesibHo20 3HAYEHUs He umeem, HO KAK 6CNOMO2amesibHblli Memod Moxcem Oblimb
UCNONBL308aH NPU 0MCYMCMEUU Pe3yibindmos cmaHdapmHozo YyumozeHemuueckozo ucciedogaus. B
co8peMeHHOLl MoeKysipHOll duazHocmuke OMJI wWupoKo npumeHsemcs. u mMemoo CeK8eHUpOo8aHusl
H08020 NOKOJNEHUs, CO30aHbl MAaK Hasvledaemvle JuazHOCMuUYecKue NAaHenu u3 HecKoNbKUX 0ecsimkos
2eH08, 8osJleveHHbIX 6 namozeHe3 OMJI, komopsle no3gonsitom uemko omuecmu ucciedyemuiti OMJT k
moti unu uHotl Kamezopuu pucka.

e PekoMeHAyeTCss BCeM IanMeHTaM npu nepsuuHoli duaeHocmuke OJI, a TaKkXKe IIpU
o06clegoBaHUM II0 TMOBOAY AMAarHOCTMPOBAaHHOTrO penuauBa OMJI, KOTOpbIM He
BBIIIOJIHEHO LIMTOTeHeTHUUYeCcKoe MCclefoBaHue (KapMOTUII) acmmpara KOCTHOrO Mo3sra (Majuo
mamepuana, He 0ObLI0 NONYUEHO MuUmo308 WIU noayueHo meHee 20 Mumo308) uiu NOJYYeH
HOPMANbHBLI KApuomun, Ho Npu 3MoM BbisI8JI0MCs ApKue KIUHUKO-1a00pamopHbsle CUMNMOMbL,
xapakmepHelx ~ 011 onpedeneHHwlx  eapuaHmos  OMJI,  BBITIOTHUTb  MOJEKYJSIPHO-
uuToreHetuueckoe uccienoBanve (FISH-meton) nJis meTekuuu peappaHKMPOBOK Te€HOB B
acmupare KOCTHOTO MO3Ta C Yeslblo 8blsi8eHUsl Mapkepa 0Jisl MOHUMOPUH2a OUHAMUKU 0NYX0J1e8020
KJI0Ha Ha ¢oHe mepanuu [3,14,25].

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

Kommenmapuu: npu OMJI uccnedyiomcs RUNXI1-RUNXITI, CBFB-MYH11, PML/RARA, MLL u EVI1
unu nomeps xpomocomst 5q u 7. FISH 3auacmyro Heo6xo0um 0715 udeHmugurayuu causHuti MLL npu
mpaucaokauusax pezuoHa 11q23. Bo3moxcHo makxce npogedenue FISH Ha mopgonozuueckux u
2UCMOoN02UYecKUX npenapamax KoCmHo20 mo3sead.

¢ PekomeHAayeTcsi BceM MalMieHTaM, y KOTOPBIX uMeeTcsl MHPOpMamus O HAIUYUU
MOJIEKY/ISIDHOTO MapKepa My U3BeCTeH aGeppaHTHBI MMMYHO(DEHOTHU (8bls18/1€HHblE HA
momenm duazHocmuku OMJI), MMMYHO(QEHOTUIIMPOBaHMe OMOIOrMYecKoro marepuana Ijis
BBISIBJIEHVSI MapKepOB MUHMMAaJIbHOI OCTaTOYHOI 60ie3HU Mpu reMo6i1acto3ax (Ijisi TPYIIITbI
MMPOMEKYTOYHOTO MIPOTHO3a) WU MOJIEKY/ISIDHO-TeHeT4YecKoe ucciegoBaHue
MMHMMAaJIbHO OCTATOYHO 00Ie3HM MIPH JIEMK03axX MPY MOMOIIY TAIVEHT - CrIeNUOUIHBIX
MpaiiMepoB (/IS TPYIIbI GJaroNpMSATHOIO IPOTHO3a) 0/ KOHMPOAS 34 JiedeHuem U
onpedeneHuss makmuku nocmuHOyKyuoHHoti mepanuu [3,14,28,29].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTENbCTB — 5)

KommeHTapum: 0dns nodmeepioeHuss NOJHOMsl 00CMUZHYMO20 omeema HA mepanuio U ez20
COXpaHeHue, 8 CO0MEEMCMBUU C COBPEMEHHBIMU MENOYHAPOOHBIMU PeKOMeHOauusamu, Heobxo00uMo
8bINOJIHAMb 8 KOHMPOJIbHble Mouku oueHKy MOB memooom npomouHoii uumogaropomempuu
(abepparmmolii uMMYHOGeHOMUN), a Ol 2pynnel 6J1a20NPUSMHO20 NPOZHO3A — MOJILKO MOJIEKYISAPHOE
uccnedosanue MOB memodom TP (konuuecmeeHHas oueHka sxkcnpeccuu 2eHo8 RUNX1-RUNXITI,
CBFB-MYH1, NPM1) [29,30].

Io pesynvmamam ucciedosauuti, nposodumsix Poccutickoli epynnoti no mepanuu oCmpslx n€tiko308, -
npu docmuxceHuu MOF-HezamugHoll pemuccuu nocne 1-20 Kypca mepanuu y nayueHmos u3 zpynnol
NPOMeXCymouHoz0 NpozHO3d, Npu 6bvlNoJHeHUU JdnbHeliuiezo muwamensHozo moHumopuxea MOB,
803MOMCHO paccmompeHue eonpoca o npodonxceHuu XT 6e3 svinonHeHus aino-TICK. V nayuenmos u3
epynnel  6J1a20npUsSIMHO20 NPO2HO3a OUHAMUKA XUMEPHO020 MPAHCKpunma makixie onpedessem
yenecoobpasHocme 8vinonHeHus nayuenmam aano-TICK [31].

¢ PekomeHAyeTCsI BCEM MalMeHTaM BBIMOJIHUTh CIMHHOMO3TOBYIO ITYHKIIMIO C OOIIUM
(KIMHMYECKMM)  aHaIM30M  CIOMHHOMO3TOBOM  J>KMAKOCTM C IIeJIbI0  OMarHOCTUKU
Heliponeiikemuu u HeliponpodmiakTukm [3,14,25].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii C (YypOBEHb JOCTOBEPHOCTH KOKA3aTENbCTB — 5).

Kommenrapumn: npu OMJI 8 yenom eosneuerue LJHC ecmpeuaemcs meHee uem y 5% nayuenmos, npu
psde sapuarmos OMJI, 0cobeHHO ¢ MOHOYUMapHoti duggepeHyuposKoli, 8eposiMHOCMb 808J1eUEHUS. 8
npoyecc 060J104€eK 207108H020 M032a 8blUle.

JKenamenvHo noddepxcusams Hucio mpomboyumos 8 Kposu neped 6vlnoaHeHUeM CNUHHOMO320801
nynxyuu 30x10°/n u eviwe. Ecnu yposens mpombGoyumos He ydaemcs nosvicums 0o 30x10°/n u evlue,
npu omcymcmeuu KAuHu4eckux npusHakos nopaxcerus LIHC, om nyHKyuu MOMCHO 8030epicamucsi 00
nosslueHUs mpom6oyumMos 6 zemozpamme sviiue 30x10°/n.



Eciu y nayuenma onpedensemcs nelikoyumo3 ewiwie 100x10°/n 6 Kposu, mo nepeyio
CIITHHOMO3TOBYIO NYHKYLUIO C/ledyem omaoxume 00 pedyKyuu uucaa neiikoyumos meree 20x10%/1.

e PexkomeHayeTcs BCeM IauyeHTaM BbiaensiTh nepsuuHyo [ITHK man PHK 3 ki1eTok KOCTHOTO
MO3Ta M COXPaHATh ee B OM0oOaHKe MO0 HAIPaB/ISITh MaTepuay Ha XpaHeHMe B J1abopaTopum
Qepepanbubix  LleHTPOB dnst  803MOMCHOCMU  NOCE0YIOWe20  BbINOJIHEHUS.  MONEKYJISIPHbIX
uccnedosanuti [3,14,25].

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

KommeHTapum: coxpaHeHue nepsutHozo 6Uon02u4eck020 mamepuaia ocywecmaasiemcs 8 gude JTHK
u/unu PHK, evi0eneHHbIX U3 KOCMHOMO3208blX KN€MOK WU 3aAMOPOXEHHbIX Kiemok. Mamepuan
Moxcem 8 nocaedyrouem noHadooumucs 0711 NpogedeHUs MOJIEKYAAPHBIX UCCAeD08AHULL, N0380NTIOUIUX
onpedenumas 2pynnsl pucka, a maxkxice 8 pamkax KauHuueckux ucciedosaruti (KH).

24 I/IHCTpYMeHTa.TII)HbIe JAMArHoCTn4YeCKmue mcaiaeaoBaHmsa

¢ PexkomeHayeTcs Bcem nanueHTam ¢ OMJI mo Havasa crenydnueckoii Tepanuy, a Takxke B
Xoge JedyeHusI C 4YacTOTOM OT 1 pa3 B He#eli0 IO eKeMeCSIYHOro (C y4yeToM Haaudus
COIIyTCTBYIOIIEJi MaTOIOTMM U KIMHUYECKOJ CUTyaluy), a TaKKe Py HeOOGX0OMMOCTH B
/1100071 MOMEHT B T€UeHMe BCETO Iepuoaa JIedeHus, PErucTpanys, pacuimbpoBKa, OncaHue
M MHTepIIpeTauusi 3MeKTpoKapanorpaGuieckux TaHHBIX IJISI bls6JIeHUs U/UIU MOHUMOpPUH2d
HapyweHuti npogoduMocmu UMnyJbco8 8 cepdeutoti moiwiye [3,14,32].

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

¢ PekomeHAayeTcst BceM mamuesnTaMm ¢ OMJI mo Hauana crienu@muyeckoii Tepannuu, a Takske B
Xoje JiedeHMsA C YacTOTOoM OT 1 pa3 B HeJenr A0 eXeMeCSIYHOro (C yueToM HaJauuus
COITYTCTBYIONIEI MAaTOJIOTUN U KIMHUYECKOI CUTyalun), a TaKKe Py Heo0X0OMMOCTH B
JII0007i MOMEHT B TeUeHMe BCEro Iepnoja jedeHus, BhIIOJTHeHe 3XoKapauorpadmum 1is
OUeHKU (YHKYUOHANBHO20 COCINOSIHUSL CepOeUHOLl  Mblilybl, yuumsleéas KapouomoKcuuHoOCms
npenapamos [3,14,32].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTHU JI0KA3aTe/IbCTB — 5)

¢ PekomeHAayeTcst BceM mamueHTaMm ¢ OMJI no Havana crienudmuIeckoii Tepannu, a Takske B
Xoje JiedeHusI ¢ 4acToToi ot 1 pasa B 2-3 Hemenm 10 1 pasa B 2-3 Mmecsana (C y4eTom
HaJIMuus COIYTCTBYIOIEM IAaTOJOTUM ¥ KIMHUYECKON CUTyaluu), a TakKke IIpu
HeoOXOOMMOCTH B JII000ii MOMEHT B TeueHMe BCero mepuoma JiedeHUs BBIIIOJHEeHMe
KoMmrbioTepHoii Tomorpaduu (KT) rosoBHOro mosra 6e3 KOHTpAcTa IJISL 8blsi6J1eHUS U/UU
MOHUMOPUH2A U3SMEHEHULl 8 CMmpyKmypax 20j106H020 Mo32d. Ilpu Hanuuuu Hetipoaetikemuu
evinoniHeHue MPT 207108H020 U CNUHHO20 MO032d C B8HYMPUBEHHbIM KOHMPACMUPOBAHUEM, ONs
OUeHKU 8eujecmeaa 207108H020 M032d U 060J104€eK 207108H020 U CNUHHO020 Mo32a [1,3,4,8,33-35].

VpoBeHsb yoenuTeIbHOCTU pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/NIbCTB — 5)

¢ PekomeHAayeTcst BceM nmamueHTaMm ¢ OMJI o Havaia crienudmuueckoii Tepannu, a TakKe B
XoJe JedeHMsI € 4acToToii or 1 pa3a B 2-3 Hegenu no 1 pasa B 2-3 mecsaua (C y4eToM
HaJIWuMsA COIYTCTBYIOIEN MAaTOJOTUM ¥ KIMHUYECKON CUTyaluu), a TakKke IIpu
HeoO0XOJMMOCTU B JII000I MOMEHT B TeYeHMe BCEero mnepuoja JeYeHMsl BBIOTHeHNe
pentreHorpadum u/vnu KT opraHoB TpyOHOJ KIETKU [JISI 8bls16JIeHUS. U3MEHEHULl J1e20uHOl
mKau u opzaxos cpedocmenus [3,14,33-35].

VpoBeHb yoeauTeIbHOCTH pekoMenaanyii C (YypoBeHb OCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

¢ PexomeHpayeTcss BceM nmanyeHtTaMm ¢ OMJI Ha 1060M 3Tane BemeHMs C MOLO3peHreM Ha
HajJu4yue 3KCTpaMeny/IsIpHbIX ouaroB BbinojsHeHVe KT m/miM MarHUTHO-Pe30HaHCHOM
Tomorpadun (MPT) ¢ KOHTPACTOM COOTBETCTBYIOIIETO perMoHa [Jjisi YTOYHEHUS
pPacIpoCTPaHEeHHOCTY 3a00eBaHMUs V/IM JMArHOCTUKM 3KCTPaMEeAy/UIIPHOTO pelyaynBa
[3,33-35].

VpoBeHb yoeauUTeNbHOCTY pekoMmeHaanmii C (YpOBeHb JOCTOBEPHOCTH JOKA3ATENbCTB — 5)



¢ PekomeHAayeTcs BceM namyeHTam ¢ OMJI go Hauasia crienudmUIecKoii Tepanuu, a Takske B
XoJe jedeHMsl € 4acToToi or 1 pa3a B 2-3 Hegenu 0o 1 pasa B 2-3 mecsaua (C y4eToM
Ha/JIMUUs COIYTCTBYIOMIEl IAaTOJOTMM U KJIMHUYECKON CUTyanuu), a Takxke IIpu
HeOoO0XO0JMMOCTH B JII060I1 MOMEHT B TEUEHME BCETO Meproa JIeueH s, s OolipeaeTeHus
o6beMa OIyXO0JIeBO/ MAacChl ¥ [AUArHOCTUKU ¥ MOHUTOPUHIA COMYTCTBYIOIIEN
TIATOJIOTUHU BBITIOJTHEHME YIbTPa3ByKOBOro ucciaenoBanye (Y3M) opraHoB GPIOLTHOI TOTOCTY ¢
onpedeneHueM pasmepos neueHu, cene3eHKU U 8HyMpubpowHbsIX AUMMAMuUUecKux y3Jio8, d makxice
OUEeHKAa COCMOSIHUSL 0p2aH08 OprwHOl nosocmu ¥ BbITToNHeHKe Y3V opraHoB Majioro Tasa y
JleBOYeK U siMueK y MaJbuMKoB [3,33].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH OKA3aTENbCTB — 5)

2.5 HbIe AMarHoCTU4ecKue 1ccjiaeJoBaHusa

¢ PekoMeHAyeTcs MallyieHTaM C IIOA03peHMeM Ha SKCcTpameny/uisipHble ouaru OMJI BoinosiHeHUE
6MOICUY BOBJIEUEHHOTO OPTaHa/TKaHu B 00bemMe, HEOOXOAVMOM [IsI BBIITOJMHEHUS ITaTOIOrO-
AQHaTOMMYECKOTO MCCIef,0BaHUIA 6MOTICUITHOTO MaTepuaia c NpUMeHeHVeM
MMMYHOTMICTOXMMMWYECKUX METOLOB Y MOJIEKY/ISIPHO-OMOIOTMYECKUX MCCIIeT0BaHMIi [36].

YpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

e PekomeHIyeTcsI BCeM TIal[ieHTaM, KOTOpble MOTeHI[MaJIbHO MOTYT pPacCMaTpMBATbCS Kak
KaHIMAAThI HA BBIMOJHEeHMe TpaHciuiaHTauum amno-TI'CK, mocine moctuskeHust 1-0ii pemuccnm
OMJI, a TakKe UX CUOIMHTaM MOJIEKY/ISIPHO-TeHEeTUYECKOe VCC/IeIOBaHMe IMCTOCOBMECTUMOCTI
(HLA oro paspelieHusl IIpy IIOMOIIY CEKBEHMPOBAHMSI) MIJIsT IT0A60pa HEPOICTBEHHOIO TOHOPA
KOCTHOTO MO3ra C 1IeJibl0 TOMCKa TIOTEeHIMaJbHOTO [OHOpa C KOHCyJAbTaliMell B
TPaHCIUIAHTALIMOHHOM II€HTpe C LIeJIbI0 OIpemesieHusl 11eJ1eCO00pasHOCTM M BO3MOXKHOCTU
BbInosiHeHus ayuto-TI'CK [3,25].

VpoBeHsb yoenuTersHOCTH pekoMeHanuii C (YypOBEHb JOCTOBEPHOCTHU JI0KA3aTe/IbCTB — 5)

e PekomMeHAyeTCsI TPV HaAMUMM I[IOKA3aHUI U oOmpefeeHuss COIYTCTBYIOLIEN IaTOJOrUn
KOHCY/IbTally Bpavya-HeBpPOJIora, Bpaya-opTajbMosI0ra, Bpaua-OTOPMHOIAPUHTOIOTa U APYTUX
Bpaueni-CrenajucToB, BCEM OeBOYKam crapiie 14 jer- KOHCyJIbTaluMs Bpava-akyliepa-
rMHeKosora [3].

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



2.1 J)Kanoo0b1 M aHaAaMHe3



2.2 ®dusuxKajJbHOe 00cjIegoBaHue



2.3 JlabopaTopHble AMarHoCTUuYecKue
UCCIeA0BaAHUSA



2.4 THCTpyMEHTa/IbHbIE JUAarHOCTUYEeCKue
VICCIeNOBaHUA



2.5 uble MarHoCcTUYeCcKye UccjaIegoBaHusI



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNVe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMUSA 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-
2eHOUJeHMUYHO20 POOCMBEHH020 UNU ANbIMEPHAMUBHO20 (HEPOOCMBEHH020, 2anloUeHMUYHO0Z0)
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
npodosumesnvHoe 8pems NOCMAHOBKOLL UeHMPAIbHO20 8EHO3H020 Kameimepad.

3.1 Tepanus BriepBblie BoisiBJieHHOro OMJI

e PekomeHayeTcs1 BceM MNalMeHTaM C BHepBble BbIsAiBJIeHHbIM OMJI npu Haauumum
BO3MOJKHOCTY y4yacTHe B KIIMHUYECKUX UccIesoBaHusx [37].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)
KommeHTapumn: 8 Hacmosiujee 8pemst eduHozo cmandapma mepanuu OMJI y demeti He pazpabomao.

¢ PekomMeHayeTCsI BceM MalMeHTaM C BIiepBbie BbISIBJIeHHbIM OMJI, KoTOpble HEe MOTYT
ObITh BKJIIOUEHBI B KIIMHUYECKIUE UCCIeOOBaHMs, 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, apgexkmusHsix 8 omHoueHuu OMJI (yumapabuH™*, aHMpayukauHsl U 3MON03Ud ™).
Tlocne docmuseHust peMuccuu U 80CCMAHOBTIEHUs] 2eM0N033a ciedyem Kopomkas (He 6osee 3 Kypcos)
KOHCONUOUPYIOWAas mepanusi, 0CHOBAHHAS HA BbICOKUX 003aX yumapabuna™* (2-3 /m?/cymku).

Ipu nanuuuu HLA-cosmecmumozo podcmeeHH020 JOHOPA 6Ce NAYUEHMbl 8bICOKOL 2pynnbl OOHCHbI
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).

TpaxcniaHmayust nposooumcst Monsko 8 Cheyualu3uposaHHsvix 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 udeHmuuHno20 poocmseHH020 JOHOpa.

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

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

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)



KoMMeHTapum: npu uHuyuansHom Jneiikoyumose 100x10°/n u Gonee niombansHas NyHKYus
npoeodumcs He 68 nepebiii denw UHOYKYUL, d MOJILKO NOCIe pedyKyuu neiikoyumos do yposHs 50x10°/n
— 80 Uu30exaHue nomyueHusl JI0#H020 OudzHO3a Heliposeliko3a u3-3a KOHMAMUHAYUU JIUKEOPA
O6nacmamu nepugepuueckoli Kposu U U3-3d PUCKA KpPOBOMeEUeHUs 8 CNUHHOMO032080li KAHA
eciiedcmaue koazysionamuu [1].

Humpamexansuas mepanus. Cocmoum u3 UHMpameKaibHuX 86edeHUll yumapaduHa 8 803pacmHoll
do3upogke (cm. maon. 2).

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

Bo3spact Ho3a, 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: unmpamexansHele 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 IManmentam crapme 3 jger ¢ OMJI ¢ ¢ inv(16) 6Ge3 mepBuuHOoro mopaskenus 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 uepe3 4
Hedesu nocjie OKOHUAHUS hociedHezo 6JI0KA Npu 80CCMAHOBJIEHUU 2eM0ono33d. [ea nocaeoHux
86edeHUs UumMapaduHa™* donxcHot 6biMb NPOBeOEHL 80 8PeMsl 00JIyUEHUS C UHMEPBAIOM 2 Hedell.

e Bcem manmentam ¢ OMJI crapme 3 jger ¢ nmepBuuHbsIM nopaxeHnuem IITHC, koTopsie He
JOCTUITIM CaHAIMM JIMKBOpPA TOCIe 3 WMHTPATeKaJdbHBIX BBeINeHMiII murTapabuHa™*,
PeKOMeHAyeTCsI BbINOJIHeHMe KpaHualabHOl 1ydeBoii 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, uACMO
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 nosayuaem 7,5 Ip. O6was npooonxumenbHOCmMo
obnyueHus: cocmasnsem om 2 0o 3 Hedenv. ChuHaivHoe 06JyueHue He NpPou3sooumcs: HUKOMY.
Iayuenmam, komopsim niaanupyemcsi TI'CK, obnyuerue u 2 nocieOHUX UHMPAMeKaabHblx 88€0eHUs
yumapabuHa** npoeodamcs nocie MpaHcnaaHmayuul.

e Bcem mnammeHtaM ¢ OMJI mocie 3aBeplieHMsST MHTEHCUBHOJN 4YacTM Tepanum II0O
nporokony BFM (cm. mnpunoskeHme A3.2), peKOMeHAyeTcs PpacCMOTpPeTh BOMIpPOC 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. Mepxanmonyput** nasnauaemcs 6 cmapmogoti dose 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].



LleHHocmb noddepxcugaruyell mepanuu NOCAe 8bICOKOUHMEHCUBHOU “6710K080T1” mepanull, CO2aacHO
OaHHbIM NpoBedeHHbIX UCCIe008aHuli, comMHumenvHa. bosiee mozo, ecmb OaHHble O HE2ZAMUBHOM
enusiHUU noddepxcugarouieli mepanuu Ha o0WYIo 8bLcU8aeMocmb [33,48]

3.2 Tepanus penuanuBoB U pedpakTepHbix dopm OMJI

¢ Bcem manueHTaM c penuguBaMu u pedpaktepHbiM TedeHuem OMJI peKoMeHAyeTCs
IpoBeieHNe WHTEHCUBHOJ BBICOKOJO3HOI MNOMUXUMMUOTEPANIUM C TOCTeIYIOIIMM
BoinonHeHueM anoTI'CK (cm. mpunoskeHue A3.2) [48].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KoMmMeHTapum: 8 mom ciyuae, eciu nocie Kypca uHOyKyuu y nayueHma 0ocmuzHyma napyudibHas
pemuccus, OH 00JHeH NPOJoJHAMy JleueHue no npomokxosny. Peppakmeproim sigasiemces OMJI, npu
Komopom nocie 2 0710K08 xumuomepanuu (8 danHom cayuae nocae AIE u HAM) coxpansemcs
6acmHasn uH@uUILMpayus 8 KOCMHOM Mo32e 6oJiee 5% unu IkcmpameoynapHoe nopayxceHue. B amom
cIyuae u npu passumuu peyudusa nayueHm donxeH 6oims nepesedén Ha mepanuio GpayoapadbuHom ™,
8bICOKUMU 003amu yumapadbura** u anmpayuraurom [49].

Jlna npoeedenus 2emMompancy3uoHHOl mepanuu y nAyueHmoe nocie mepanuu GayoapaduHom
Q0HCHBL ObIMB UCNOJIb308AHBI OOTYUEHHbIE NPENAPANBL KPOBU.

IIpu  docmudceHuu pemuccuu HeoOXo0uMo nposedeHue Kypca daHaniozuuHoli mepanuu 06e3
AHMpAayuKIUHa u danee — npogedeHue ainozeHHol mpancnaanmayuu om HLA- 2eHOudeHmuuHo20 uiu
anbmepHamueHozo 0oHopa. Jlo Hauana Xxumuomepanuu peppakmepHozo uiu peyudusHozo OMIT
HeoOxo0umo nposedenue HLA-munuposauus nayuewmada, cubnauHzoé u podumesieli u Hanpasume
OauHble 8 MPAHCNAAHMAUUOHHBILL UEHMP.

B xkauecmee mapzemuoti mepanuu OMJI Haubosee Xopouiue pe3ynbmamsl NOKA3AHbI NpuU
ucnonv308aHuu  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 uccnedosaHutl, noceAWEHHBIX YBeNUUEHUI0 IPGeKMUBHOCMU PEMUCCUL NYMEM 88e0eHUST HOBbLX
npenapamos, HeCOMHEHHO BANCHbIM S16/11emCsl ONblM UCCIed08amensckoli epynnet zocnumans St. Jude
(CIIIA). B npomokonax 3moii zpynnel 6 UHOYKYUU npumensiemcs #knadpubun (9 me/m> e meuenue 5
OHeii) ¢ yumapaburom™* (500 mz/m> 6 meuenue 5 Oneii), nocne uezo euje 2 kypca #DAV (dayHopybuyum
30 me/m2 6 1-3 OHu 72-uacosas umpy3us, yumapaburn 250 me/m2 8 1-5 oHu 120-uacosas uHgysus,
amono3ud 200mz/m2 6 4 u 5 oHu 48-uacosasn uHdy3us), umo no38oauUN0 NOIYUUMb pemuccuio y 90 —
100% nayuenmos, u xoms OyeHKY 3M020 HA NPOOONHUMETNbHblE Pe3yNbmamsl MOXHO 6ydem damv
cywecmeaeHHO no3ice, 3mu 0aHHble 18H0MCs 8ecbMmda 06Hadéxcusarowumu [52].

3.3 ConyTCTBYIOIIAS ¥ COIIPOBOAMUTE/IbHAS Teparus

e BceMm manyeHTaMm, MOJIy4YalIyM Tepanuio mo nosogy OMJI pekomeHayeTcsl IpoBedeHue
COIYTCTBYIOIIEIl ¥ CONPOBOAUTENBHOI Tepamuu B COOTBETCTBUM C NPOGMIBHBIMM
pekomeHpaanussvu [1,53-56].

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

1. Pexomendyemca usonayusi Oemeli 8 JaMUHApHble OOKCbl WU NAAAMbl € NPUHYOUMETbHOT
seHmusAYUeli N00 NoBvlUIEHHbIM 0aseHUeM C YCMaHo8Koli nepeHocHbix HEPA-guivmpos.
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 Oanancom oOuypesa, npu
3adepicke mouu 6onee 200 ma/m2 8 meueHue 6 HaACo8 NOKA3AHO 88edeHuUe Gypocemuda 8 paszoeoli
dose 0,5-1 mz/xe.



b. UngysuonHas mepanus Ha emopoli ¢aze uHOYKUUU U 6cex NOCAedyrwux 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. IlnaHosoe Ha3HaueHue KOJOHUECMUMYIUPYOWUX (Gakmopos
He pekomeHdyemcsi. IIpumeHeHue OONHHO 02PAHUHUBAMbC 8UMATbHBIMU NOKA3AHUSMU, MO eCmb
npu cencuce 'y NAayueHmos, HAX00AWUXCS 8 COCMOSHUU anadasuu Kpogemeopeuus, U
HEeKOHMpoaupyemoli adekeamHoli aHmMuMukpoOHoli mepanueii 6akmepualbHoll u/unu 2pubKosoli
UHpexyuu.

4. AnmubakmepuanvHas mepanusl. IIlpu 603HUKHO8EHUU NPU3HAKO8 UHpeKyUuU (0uazosvle NOpaxeHus
WU IUXOPAOKA HEesCHOU 3MmuonoeuU) HA3Hauaemcs: IMNUpUYecKas aHmubakmepuaibHas mepanusl,
mo ecmb 00 NOJyYyeHus pe3yibmamos 0akmepuosozuueckozo ucciedogarus. JIuxopaoxot
cuumaemcst 0duH 3nu300 axcunnspHoti memnepamypst 38,0°C unu 3 snuzoda cybpebpunsHoli
nuxopadku (37,5 - 38,0°C) 6 meuenue cymox unu oduH 3nu3zod memnepamypwl 37,5-37,9°C @
meueHue uaca u 6ozee. Ipu cyOhebpunumeme — #aponoHuUXarwue He npUMeHsImy!

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

¢ He pekomeHAayeTcCsl BCEM MALMIEHTaM, YUMTHIBAasi BBICOKYIO BePOSITHOCTH (hopmupoBaums
PE3UCTEHTHOV MUKPOQUIOPBI, a TakKe BblCOKYyI uacmomy uH@exyull, 6bl36aHHbIX
2HMepobakmepusmMu ¢ npodykyueti 6ema-iakmamas pacuiuperHozo cnekmpa (BJ/IPC), mpoBeneHmne
TepBUYHON MPOOUIAKTUKM OGaKkTepuanbHbIX MHOpeKnuit 1mpu OMJI aHTUOMOTUYECKUMU
TperiapaTamu (ceieKmueHas deKOHMamuHayus KuweuHuxa) [21,22].

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

¢ PekomeHAyeTcsl MalMeHTaM B XOle TIPOBeNeHMSI WMHTEHCUMBHON WMHAYKUMOHHON XT
BBIITIOJIHEHNE HpO(l)I/[IIaKTI/IKI/[ VMHBA3MBHBIX 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)

¢ PekomMeHAyeTcs1  TManMeHTaM, Yy KOTOPBIX Ha  IpeSIIeCTBYIOIIMX  Kypcax
JyarHoctupoBaiics VA, mpoBoguTh BTOPMYHYIO IIPOTUBOrPUGKOBYI0 IMPOMUIAKTUKY C
MCIIO/Ib30BAaHMEM TOIO JIEKapCTBEHHOrO IIperapara, IpyM Ha3HA4YeHUM KOTOPOro ObLIO
JocTUrHYTO u3neueHue ot UA [21,22,60-62].

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

¢ PekoMeHAyeTCs B KauecTBe aHTUOMOTMKOB MEPBOTO 3Tama Npu GpedbpuabHON HEeNTpOoIeHun
MCIIONb30BaTh  IedormepasoH+cyab0akTaM™™,  mumepanuuIMH+Tazobakram,  medenum**,
uedrasunum™* [22].

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

KommenTapum: Modupukayur aHmumukpobHoli mepanuu npoeodsm 8 coomeemcmeauul ¢ 0aHHbIMU
nposederHozo oo6cnedosanus (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 HaAWYUM TyMOPATbHOrO WMMMYHoOmebwMImMTa ¥  TSIKEJIBIX
VHGEeKIMOHHBIX OCIOKHEHU (CEICIC), B TOM YMCIe€ BUPYCHBIX (IIMTOMETaIOBUPYCHAS)
vHpeKnuii TpaHcPy3uM IMpenapaTroB BHYTPUBEHHOTO MMMYHOIVIOOYJIMHA YeOBeKa
HOPMAaJIBHOTO B /[JO3MPOBKaXx B COOTBETCTBMM C WHCTPYKUMENA K MeIULVTHCKOMY
IIpUMEHEeHMIO JIeKapCTBeHHOro npenapara [63].

VYpoBeHb yoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ PekomeHAyeTcs BceM IaiyeHTam Miaziie 18 sier ¢ OMJI pyu CHYSKEHMM YPOBHSI TPOMOOIIMTOB
Hwke 10x10%n mu6o mpu Gomee BBHICOKMX IIOKA3aTeNSIX TPOMOGOLMTOB MPY HAIMIUU
reMopparnyeckoro CMHApoMa ywin nHdekuu TpaHcdysus TpoM6oKoHIIeHTpaTa [53,64].



VpoBeHsb yoenuTeIsHOCTH pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KommenTapum: Jlioboe nposigieHue 2eMoppazuueckozo cuHopoma (nemexuaibHvle 6blCbINAHUS,
0C00eHHO Ha CU3UCMOLi nolocmu pma, Ha auye U nepeoHeli NoeepxHOCMU 2pYOHOL KiemKu, atobble
KposomeueHuUs) U/unu noeviieHue memnepamypst mea gviuie 37,5° C daxce 8 omcymcmeue $186H020
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 mpombOoyumos 0oJxeH Oblmb He MeHee
30x10°/n. B nepuod annasuu kposemeopeHusi nocie n06020 Kypca NOAUXUMUOMEPANUU, eciu Hem
KposomeueHUli u/unu uHgekyuti ¢ pebpunbHOLl 1UXOPAKOLi - mpom6oyUMsl 00NHHbI NOOJEPHUBANBCA
Ha yposHe He meHee 15x10°/n. Ilpu npucoedunenuu unpexyuii ¢ GebpunsHoii auUxopadkoii 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 reMOIVIo6MHA HIKe
70 r/n u rematokpute MeHee 0,3 MAM Pa3BUTUM KIMHUUECKUX CUMIITOMOB aHEMMUUECKOTO
CUHIpOMa (COHINBOCTD, TAXMKAPMSI, OABILIKA) TPaHCPY3MsT SpUTPOLUTAPHOI Macchl [53,64].

YpoBeHb YoeauTeIbHOCTU 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 yoeauTeIbHOCTU pekoMeHaanuii C (YypOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

Kommenrapumn: Ilokazanus u 06sem mpauc@y3uoHHoli noddepxcku onpedensiemcs nokasamensimu
KOAazyn102pammpl 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 menee 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/IMHUYECKMM PpPeKoOMeHAanmusaM (BKIuYass, NPy Heo6XOAMMOCTH,
XUPYPIUYECKOe JIeYeHne); P UCKIIoUeHn MHGPEKIMOHHO-BOCIAIMTE/IbHOI MTPUPOIbI
60/IeBOTO CMHAPOMA PEKOMEHyeTcsl MpoBeAeHre 06e300/1BaloIIeli Tepanumu COr/IacHO
CYIIEeCTBYIONIVIM IIPOTOKOJIaM 00e3601MBaHMsI (CM. COOTBETCTBYIOIIME KIAMHUYECKUE
peKoMeHJanuM IO XPOHMYECKO 060jaM, KIMHMYECKME PpeKOMeHJauuu II0
aHeCTe3MOoJIoruI), B TOM UMC/Ie, 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 peaouanTanus, MeguIMHCKUe
IMMOKa3aHus ¥ IMPOTUBOIOKA3AHMS K IPMMEHEeHUIO
MEeTOI0B peadovInTanumn

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.

Cneyuanstsix memodos peaburumayuu npu OMJT He cyuiecmayem.

e PekoMeHAyeTCs TIIpOBeJeHMe peabuInTaluy TPy BO3HMKHOBEHUM OCIOKHEHWUII I10C/Ie
3aBeplIeHMs porpaMMbl Tepany OMJI B paMKax COOTBETCTBYIOLIVX HO30J10THiA [67].

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

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

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



5. ITpodmnakTuKa U AUCIIaHCEPHOE HAO/II0deHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHUA K
IMIPUMEHEHNIO MEeTOLO0B MPOPMIAKTUKN

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

Ipodunaxmuka peyudusa 3ab6oneeaHusi 0CHOBAHA HA NOJHOM 6blNOJHEHUU NPOMOKoIA mepanuu
nepsoti iuHuu u 8vtnonHeHuu TI'CK u nposedeHuu pezynsapHozo OuHamu4eckozo HabodeHus

¢ PekoMeHAyeTCS B TeUeHNe O IePsKMBAIOIIEl Tepani BbIITOJIHEHYE 06Iero (KIMHUYECKOTO)
aHanm3a Kposu 1 pa3 B mecsl. [1,3,4,8,25]

VYpoBeHb yoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

¢ PekomMeHAyeTcs T[0C/e OKOHUAaHMUS Tepanuyu HaGMIOIeHe BpPauOM-IeMaTo/IoTOM W/WIn
BpauoOM-IIeIMaTPpOM II0 MeCTy SKUTEIbCTBA C BBIMOJHEHMEM HEOOXOAMMOro o0beMa
0b6cTenoBaHMIi CO CIEAYIONIEN TepPUOAVNIHOCTHIO: [1]

1. [TauMeHTHI, TOJIyYMBIINE TKM, HabJTI0TAI0TCS COIVIaCHO peKoOMeHalsIM
TPaHCIUIAaHTALlMOHHOTIO I1eHTpa.

2. IMauyenTs! 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 MCCIeloBaHNe 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 MecCsI1ieB [10c/ie OKOHYaHUSI XMMUOTeparnmnmn

5. aHa/IM3 KPOBY OMOXMMUYECKMIT 06IIeTeparneBTUYECKIIi C OLIeHKOI - anboymuua, AJIT, ACT, JI/IT,
6wIMpyOuHa (06IIero 1 MpsiMOro), MOUEBMHbBI U KpeaTuHMHA, heppuTuHa 1 pa3 B roJ B TEUEHMe
5 ner

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

7. KT/MPT 30H 3KCTpaMeay/IIPHBIX 0UaroB uepes3 6 Mec. OT OKOHYaHUS XMUMUOTepaInun

VpoBeHb yoeaUTeNbHOCTY pekoMeHaanmii C (YpOBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB — 5)

OpraHusanyus okasaHuUs MeOUIIMHCKOM ITOMOIIN

INokasanus AJisl IJIAHOBOJV TOCIIUTAIN3AIUN:

1. llomo3penune/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) BoInosHeHMe IJIAHOBBIX 3KCTPAKOPIIOPaTIbHBIX METOL0B OUMILEeHUS KPOBU U 3aMeCTUTEIbHOM
TIOYEYHOI Tepanumn

7) IlpoBefeHMe 3aMeCTUTETbHO TeMOKOMITOHEHTHO Tepaniumu
ITokazaHMs OJI1 SKCTPEHHOM TOCHIUTAIM3AIUN:
Heotnosxkuble coctosgHus y nanyeHToB ¢ OMJI u npu nomospennu Ha OJI:
- IeIKOLIUTO3 6ojiee 1OOX109/J1
- (he6GpuIIbHAS TMXOpaKa U MHMEKI[MOHHbIE OCI0OKHEeHMs Ha (hoHe HeifTporeHun rmocie kypca XT

- reMopparuveckuii CMUHIPOM



- TPOMOOTHYECKVIE OCTIOKHEHUS
- He06XOAVIMOCTD MTPOBENEHNST SKCTPEHHON 3aMeCTUTEbHOV TeMOKOMIIOHEHTHO Teparmn

- Apyrue CHUCTeMHblI€ HapylIIeHMs, O6YC.T[0B)'[E‘HHble TeUueHMEeM OCHOBHOIO 3abojieBaHus WU
pe3BuUBLIMECS BCIeACTBME ITPOBEJEHHOTIO JIeUeHUA

Iloxka3aHus K BBINMNCKE MalyieHTa U3 cTanMoHapa:

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

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

3) KynnupoBaHue reMopparmuyecknx OCI0XKHeHU
4) KyrmupoBaHye TPOMOOTUIECKMX OC/TOKHEHMIA

5) KyTIMpOBaHI/Ie CUCTEMHbBIX HapylIeHNs, O6YCJ'[OB]'[€‘HHI)IX TeueHreM OCHOBHOI'O 3a00/IeBaHMs U
Pa3BUBUINXCS BCJIeACTBME ITPOBEJEHHOTIO JIeUeHN .

3akiroueHre O 1e/eco00pa3HOCTM TepeBoia OOMbHOTO B MPOPWIBHYIO MEAUIIMHCKYIO
OpraHM3alMi0 OCYILIECTBISIETCS MOCAe IpeNBapUTeNbHO) KOHCYJIbTAlMM IO NPEeNOCTaBAeHHBIM
MEIUIVHCKMM  JOKYMEHTaM W/WIM TIpelIBapUTEIbHOTO OCMOTpa OOJIBHOTO  Bpadyamu
crienMaaMcTaMy MeJUIIMHCKOI OpraHu3alin, B KOTOPYIO IVIAHUPYETCS TIePeBO/I.



6. Opranmsauysi oKasaHuUs MeIUIIMHCKOM ITOMOII

«MonexynsapHas» Tepanms

IIpoepecc 6 usyueHuu MoJeKynapHoz0 namozeHe3a OMJI npueen K paspabomke HOBbIX
«MOJIEKYIAPHbIX» NPenapamos, m. e. MONeKys, 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,
npugooAWUM K NOBBIUEHUN UMU 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 CMAaHoapmHusIMu yumocmamuueckumu npenapamamu. B Hacmosujee epems
npogodumcs  6onvwoe uucno KW no usyueHuw 3apgexmuenocmu npu OMJI u 6e3onacHocmu
npenapamos u3 pasiuiHslx apmayesmuyeckux pynn.



7. JononmHuTenbHasaA vHGopmauus (B TOM 4ucie
¢dakTOpBHI, BAMSIONIIME HA UCXOJ, 3a00/1eBaHUS U
COCTOSIHUS)



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepun kauecrsa

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCcTs

YpoBeHb
y6eantenbHoctn
pekoMeHAaumnn

Y nauveHTa c noaospeHneM Ha OMJ1 uau Npu NEepBMYHOM NpueMe NauueHTa
OMJ1 BbinonHeH c6op kanob, aHaMHe3a 1 oLleHKa 06BEKTUBHOrO cTaTtyca

5

C

Y nauueHTa c nogospeHneM Ha OMJ1 nam npu NnepsMYHOM NpuMeMe naumeHTa c
OMJ1 BbiMONHEH OOWMIA (KAMHWYECKMIA) aHanu3 KposBu C AnddepeHLnpoBaHHbIM
NoACYeTOM  JIEMKOUWUTOB  (NleKounTapHino OpMynbl) W UCCNefOBaHWEM  YPOBHS
TPOMEOLMTOB B KPOBU

Y naumeHta <C nogo3peHmeM Ha OMJ1 BbLINOSHEHO UMUTOJIOrMYECKOro
unccneposaHun MasKka KOCTHOro Mo3ra (MVIeJ'IOFpaMMbI) n LUMTOXMMUYECKOE
nccnegoBaHne MmMKponpenapaTta KOCTHOro Mosra

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

Y nauueHTa c nogospeHnem Ha OMJ1 nav Npu NepBUYHOM NpueMe nauueHTa c
OMIJ1 BbLINOSIHEH aHann3 KpoBW BGUMOXMMUYECKUI obleTepaneBTUYecKUin (KpeaTUHUH,
obwumii 6enok, 0bwmit 6unupy6bun, J140)

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

Y naumeHTa c nopospeHunem Ha OMJI BLINOSIHEHa PeHTreHorpadus OpraHos rpyaHoi
KNeTkn u/unm KT opraHoB rpyAHON KIETKW W/ FOfI0BHOMO MO3ra

MauneHT c BNepBble AMAarHOCTUPOBAHHbIM oMn npu HaIn4ymMn BO3MOXXHOCTWU BK/IKOYEH 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 OMJI, Monydyawwero Tepanui BHE pPaMoK
KIMHUYECKUX WUCCeAoBaHuii u gocTuriwero MNP nocne MHAYKLUMOHHOrO 3Tamna Tepanwuu,
BbINOJIHEHA MPOrpaMMa KOHCONUAaLUuM 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 Tepanuio no nosoay sepudunumposanHoro OMJ1 BHe pamok
KIMHWYECKUX UCCNIeA0BaHWi, NOCNE OKOHYaHWUS 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 naumeHTa, nosyyarouero Tepanuio no nosoay sepucduumposaHHoro OMJ1 BHe pamok
KIMHWYECKUX UCCNIEA0BaHWI, NoCne 3aBepLueHusi BCeN NporpamMbl Tepanuu npoBeaeHo
LMTONOrMYECKOro UCCcnefoBaHms Maska KOCTHOro Mo3ra (MMenorpaMmbl)
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ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

LeneBas ayguTopus KIMHUIECKUX PEKOMEHTAITIUIA:

1. Bpaunu-remaTosoru;

2. Bpaun-oHKoOJIOI!;

3. Bpauu- neguatpsor;

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 JOKA3aTeNIbCTB:

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 OMYGIMKOBAHHBIX METa-aHalIN30B;

o CucreMaTuyecKkye 0030p5bI € Ta6IMIIAMM TOKA3aTEIbCTB.
MeTo[bl, ICIIOIb30BaHHbIE [IJI1 KAUeCTBA I CIUJIbI JOKA3aTEeIbCTB:
. KoHceHcyc sKkcnepTos;

. O1ieHKa 3HAUMMOCTH JI0Ka3aTe/lbCTB B COOTBETCTBUY C PEMITMHIOBOI CXeMOIi 10Ka3aTelbCTB
(Tabm. A2.1-A2.3).

Ta6auma A2.1. IlIkana oeHKMU YPOBHE JOCTOBEPHOCTY AoKa3aTenbeTB (V1) Ajis MeTomoB
JUArHOCTUKU (OMarHOCTMYECKNX BMelIaTe/IbCTB)

vaan PacwndpoBka

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
uccnenosaHua  um CVICTeMa:I'VI‘-leCKMe 0630pb| nccnenosaHumn noboro Av3anHa, 3a WCKI4YeHneM paHAOMU3UPOBAHHbIX
KJIMHNYECKNX nccnenoBaHnn, € NnpuMMeHeHMeEM 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 o6ocHOBaHME MexaHM3Ma AeNCTBUA UM MHEHME 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 ypoBHeill yGemutenbHOCTM peromeHpganuii (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 He peXe ueM OOMH Pa3 B TPU rofia C YYETOM IIOSIBUBIIENCS 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/I3,I[€.T[I/II7[, ad TaK>Ke pe3yJibTaTbl KJIMHMNYEeCKO aHp06aLU/II/I.




IIpninoxenmne A3. CripaBo4YHbIEe MaTepyuabl,
BKJ/IIOUasi COOTBETCTBYME ITIOKAa3aHMMI K
IMIPUMEHEeHUIO ¥ IMIPOTUBOIIOKAa3aHUi, CII0OCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperaparTos,
VHCTPYKIUM I10 IIPUMEHEHUIO JIeKapCTBEHHOT'O
npemnapara

HpI/IJ'[O)KeHI/Ie A3.1. ,I[I/IaI'HOCTI/I‘IECKI/Ie TeCTbI M UCCJIEJOBaHVs,
NIpUMMEHSAE€MbIC Y IIAIIVMCHTOB BII€EPBbIC BbISIBJICHHbIM OMJI

Mokasatenb Wccnenosaxusa HeobxoanmocTb npoeeaeHns
ncenenoBaHus
Wccneposanus, KnuHnyeckunii aHanus Kposu ¢ (opMysioi Aa
HeobxoauMble ans
yCTaHOBJ/IEHWS AnarHosa
Acnvpart KOCTHOro mMo3ra Aa
TpenaHobuoncusa Mo nokasaHuam
NMMyHOdeHoTMnuposaHune Ja
LinToreHeTnka [a
FISH Mo nokasaHnam

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

NioMbanbHas NyHKUMs Aa
Heobxoanmble AHaMHe3 Xu3Hu n 3abonesaHus Aa
uccnefoBaHUa A0 Hadvana
neyeHus
CraTyc naumeHTa (no wkanam ECOG/WHO) Aa
Broxumuyeckoe nccnenosaHmne, koarynorpaMmma Oa
TecT Ha 6epeMeHHOCTb Aa
HLA-TunupoBaHue [a
TecTupoBaHue KpoBM Ha Mapkepbl BUpycos renatutos B, C; BUY Aa
PeHTreHorpadua opraHoB rpyAHOM KneTkun Ja
KT opraHoB rpyAHoi KneTku, roloBHOro Mo3sra Aa
OKTI; 9XO-KIr Ja
BrobaHKUHI PekomeHpaTenbHO
MyTauun reHos NPM1, CEBPA, FLT3 PekomeHaaTesibHO
MyTauunmn reHos WT1, RUNX1, MLL, KIT B pamkax nccnepaoBaHuin
WccnenosaHue RAS, TP53, TET2, IDH1 B pamkax nccneposaHuin
NMPOrHOCTUYECKUX
MapkepoB
Okcnpeccus reHos ERG, MN1, EVI1, BAALC B pamkax nccneposaHui
OnpepeneHne MOB B pamkax uccnenoaHuit

IIpunokenme A3.2. BapuaHTbl KypcoB xumuoTtepanuu npu OMJI

B Poccumu TpaguuMOHHO TPUMEHSIIOTCSI MTPOTOKO/IbI HeMelkoit rpymnmbl BFM (Berlin-Frankfurt-
Miinster). ITpoTokon 1998 roma mcciemoBascst B ['epmaHuy B TeueHMe 5 JieT, B HACTOsSIIee BpeMst
9TO UCCIeA0BaHME 3aBeplIeHO, ero MUTOTU ToABelneHbl. Y 424 malyeHTOB OIleHeHbl YPOBEHb
IOCTVDKeHMsT peMuccuu, obmiass BbDKMBaeMocTb (overall survival, OS), 6eccoGbITHiTHAS
BBDKMBaeMOCTh (event-free-survival, EFS) u O6e3penuanBHas BbDKMBAeMOCTh (relapse-free-
survival, RFS). Pe3ynbraThl mpuBemeHbl B Tabmuie 1. TepameBTudyeckas cxeMa IIpMBeIeHa B
pasgene «OmMcaHye JIeUeHWS».



Ta6nuia 1. Pe3ynbraTel Tepanuu 1o npotokomy 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, UYTO TP OAMHAKOBON 3ddeKTMBHOCTH, dYacToTa
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 HE 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
MOAAEePKMUBAIOLIEl Tepanyeil 6-TMOTyaHMHOM €eXeJHEBHO M CTaHAAPTHbIMM [03aMU LIUTO3UH-
apabMHO3MIa exkeMecsIuHO. (cxeMa 1)

Cxema 1. OO6GmMii IUlaH XMMMOTEpAINMM COIACHO IpoTokoay AML-BFM-2004 (BeTBb
BBICOKOJIO3HOVI Tepanumn) [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
Lurapadéuu™* 100 Mr/M2 30-MMUHYTHOI MHPY3MeN Kaxapie 12 yacoB B qHu 3 - 8;

Upapy6uuyua** 12 mr/m> 60-MuHYTHO! MHQY3Meil 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;
MurorcaHTpoH™** 10 Mr/m? 60-MuHYTHON MHOY3Mei B HM 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

Lintapa6buna** 500 Mr/M2 /CyTKM HelpepbIBHOI MHDY3Mell 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:

YeinoBue Havasna 610ka: rpaHynonuThl > 1000/mMK1, geiikouTel > 2000/MKa, TpoMGouuThl > 100
000/MKJ1

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 HMU3KUX TIOKa3aTeNsIx JieiKoiurosa. I[IOMmy/asiuui0 HauBBICIIETO puCKa
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
IMAPOKCUMMOUYEBIMHOI B mo3e 1500 mr/m% B CYTKM M Ha3HAUYaTbhCS A0 CHYOKEHMS JIEMKOLIMTO3a HIKE
50x10%/n.



OmnsiT HMULIL ITOU cBUAeTenbCTBYET 00 9PGHEKTUBHOCTY IIUTOPEOYKIIMY CHUKEHHBIMM T03aMU
9TOMO3UAA ¥ HAYHOPYOMLMHA (MM [APYTOro 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 IIPOTSDKEHUY IUTOPEIYKTUBHONM (Da3sl MpUMeHSsIeTCs JeKcaMeTa30H ™ ** BHYTPMBEHHO CTPYIHO 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

LayHopy6uumnH** 50 mr/m2, g 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
MuUTOKCaHTpOH** 12 Mr/mM4 B/B, AHn 1, 3, 5
STtonosua** 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] LintapabuH** 3000 Mr/M2 B/B X 2 pa3sa B CyTKM 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] ®nyaapabun** 30 mMr/m2_8/B 30-MUHYTHAA MHPY3Ma 1-5 AHK

LinTapabur** 2000 Mr/m? 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-MUHYTHOI 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:

YcnoBue Havasna 610Ka: rpaHynoiuThl > 1000/MKI, geiikoiuTel > 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 MHOY3Mel B [HU 3 11 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 CBSA3a@HHbIN ¢
TICK, % peunansomM, %

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 myTauus NPM 6e3 FLT3-
ITD myTauui

e NP nocne 1-ro Kypca
MHAY KUK

e OtcyTtctBne MOB

MpoMeXyTOouHbI 50-55 20-25 <2 <2 < 20-25

e t(8;21) m n. > 20 x 10%/n
o HopmManbHblit KapuoTumn
(unn  notepa TOMbKO 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 HepoctmxeHne [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




IIpunoxenue b. Airopurmsl JeCTBUIL Bpaya
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IIpunoxenue B. UHdopmanus ajis mauyeHTa

OcCTpbIit MUETOUIHBIN JIEIKO3 — PeIKoe 3JI0KaYeCTBEHHOe 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, TOSIBJIEHUSI CUHSKOB) 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
okosio 6 MmecsieB, 6e3 mposemenuss TI'CK. CokpaleHue IJINTENIbHOCTM TEPAIMU MOKET
MIPUBECTM K YBEJMYEHMIO pUCKa penuauBa OonesHu. IIpM Tepanmuu B COOTBETCTBUU C
COBpeMeHHbIMM ITPOTrpaMMaMu JieueHsI BepOSITHOCTb BbI3[IOPOBJIEHMS COCTaBsIeT 0koo 70%.



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

BOIIPOCHUMKHA

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 nNporHosa

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***
MyTauun 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 IHaluMeHTOo

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
MyTauwus),
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;qg2
—5 nnm deI(Sq),

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

BTOpuYHbIin OMJT
MMnepneiikounTo3s
Anst no6oro
MO-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




