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Cnncok cokpameHmui
auto-TI'CK - TpaHcITaHTanys aJuIOr€HHBIX TEMOMO3THYECKUX CTBOJIOBBIX KIETOK
ao-TKM - TpaHcmiaHTanus alior€HHOT0 KOCTHOTO MO3ra
AJIT — ananmHamMuHOTpaHCchepaza
ACT - acnmapraraMUHOTpaHcdepasza
ayto-TI'CK — TpaHCmIaHTanus ayTOJIOTHYHBIX CTBOJIOBBIX T€MOTIOITHYECKHUX KIIETOK
ayTo-TKM - TpaHCIuIaHTalMs ayTOJIOTMYHOTO KOCTHOTO MO3Ta
BJIPC — 6era-nakTaMasbl paCIIMPEHHOTO CIIEKTpa
BJILI — BbIcOKHE 103bI IUTapaOuHa
BUY — Bupyc nmmyHoaedunTa 4eaoBeka
BO3 — BcemupHas opranu3zanus 3paBOOXpaHEHUs
JTHK — ne3oxkcuprOOHyKICHHOBAS KUCIIOTA
KKT — xenyouHO-KUIIEYHBIA TPAKT
HNA — unBa3uBHBIN acnieprusuie3
NPT — uMMyHO(DEHOTUTTHYECKOE UCCIIC0BAHUE
KM — xocTHbIN MO3T
KU — knmnHMueckue uccaeaoBaHus
KT — xommbroTepHas ToMmorpadus
JIAI" — nakTaTaeruaporeHasa
M/C — MuenouCIUIaCTUYECKUIM CUHIPOM
M/ILI — manble 10361 ITuTapabuHa
MOB — muHrManpHas octaTouHas 00JIe3Hb
MII — mepkanTonypuH
MII3 — muenonponudepaTuBHOE 3a00JIEBaHUE
MC — muenoungHas capkoma
OJI — ocTpslii JIEHKO3
OJIJI — octperit MG oOIACTHBINA JTIEHKO3
OJIC® — ocTpslit Neiiko3 cMelanHoro (heHoTUIa
OMUJI — ocTpblit MUETONIHBIH JIEHK03
OI1JI — ocTpblil NPOMHUEIOLUTAPHBINA JIEHKO3
[TP — nonHast pemuccus
[P — nonumepa3Has 1enHas peakius
PKMW — pannoMu3npoBaHHOE KIMHUYECKOE HUCCIIEIOBAHNUE
PHK — pubonykiernHoBasi KUCIOTa

PTIIX — peakuus «TpaHCIUIAHTAT IPOTUB XO35IMHA
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TKM — TpancmianTanus KOCTHOrO MO3ra

Y/ — ypoBeHBb JOCTOBEPHOCTH JOKA3aTENbCTB

V3U — ynbpTpa3ByKOBOE UCCIICIOBAHNE

YVYP — ypoBeHb yOAUTETbHOCTA PEKOMEHIAITNI

XT — xumuorepanus

LIMB — nuromeranosupyc

HHC — nenrpanbHast HepBHas CCTEMaA

OKT — snexTpokapauorpadus

9x0-KI" — 3xo-anexkrpokapauorpadus

FAB xnaccudukanus — ¢ppaHily3cko-aMepuKaHCKO-OpUTaHCKask KIacCHu(pUKaIus
FISH — ¢roopeciienTras in Situ rubpuanzanus

NCCN — HarmonanbeHas 001ecTBeHHasi TPOTUBOPAKOBAS CETh

** _ )KU3HEHHO HEOOXOIMMbIC U BaXXHEHININE JICKAPCTBEHHBIC MTPETapaThl

# — mpemapat, IPUMEHSIOIINICS He B COOTBETCTBUU C MMOKA3aHUSAMHU K IPUMEHEHHIO U
MPOTUBOMOKA3aHUSIMH, CIIOCOOaMH MPUMEHEHUS U J03aMH, COACPKAUMUCI B HHCTPYKIIUU 1O

MIPUMEHEHHUIO JICKApCTBEHHOTO Tipenapara (o¢d-eitomn)



TepMuHBI M onIpeaeIeHUA
Ocmpoie muenouonvte neiiko3vt (OMJI) — KIOHAIBHBIC OITyXOJIEBBIE 3a00JEBaHUS
KPOBETBOPHOW TKaHU, CBS3aHHBIE C MyTalled B KJIETKe-MPEANIECTBEHHUIIE TeMOI033a,
CJIEJICTBHEM KOTOPOW CTaHOBHUTCS 010K Tu(PEpEeHIIMPOBKH U OCCKOHTPOIbHAS Mponudeparus

HE3PEeJIbIX MUEJIONIHBIX KIIeTOoK [1,2].

Ounenka 3¢ eKTUBHOCTH Tepanum:

Ilonnon pemuccuenn OMJl npuHATO Ha3bIBaTh COCTOSTHUE KPOBETBOPHOW TKaHH, MpPU
KOTOPOM B IyHKTaTe€ KOCTHOIO MoO3ra oOHapykuBaeTcs 5% U MeHee ONAacTHBIX KIIETOK IMpHU
HOPMaJbHOM COOTHOIIIEHHU BCEX POCTKOB KPOBETBOPEHMSI, OTCYTCTBYIOT OJACTHBIE KIIETKH C
najoykamMu Ayspa M IKCTpaMedyJUISIpHbIE OdYard, MpH KOJUYeCTBE HEHTpoduioB B
nepudepudeckoit kposu >1,0x 109/, mpu komudecTBe TpoMOOITUTOB >100% 109/171, TPU OTCYTCTBUM
SKCTpaMEyJUISIPHBIX 0YaroB JIGMKEMUYECKOTO pocTa. YKa3aHHbIE II0Ka3aTeld JIOJKHbI
COXPAHATbCA B CTAaOMJILHOM COCTOSIHUU B TeueHue 1 Mmecsia u Oosee. YcTaHaBIMBaeTCs Mpu
OTCYTCTBMHM JlaHHbIX 0 ctaTyce MObB. OuennBaercs mociie Kypca MHAYKLIMH.

Hlonnaa pemuccua (IIP) ¢ omcymcmeuem MUHUMAIbHOU OCMAMOYHOU 001E3HbIO
(MOb) (MOB-IIP) — nonHas peMuccHUs C OTCYTCTBUEM B IIyHKTaT€ KOCTHOTO MoO3ra
oOHapyxeHHoro B nebtote OMIJI renernueckoro mapkepa (meronom I[IIP) wim knerok c
abeppaHTHBIM UMMYHO()EHOTUIIOM (METOOM MTPOTOYHOM LIUTOMETPHUN).

Munumansnaa ocmamounasn 6one3ns (MOB) — 3710 HEGOBIIAST TOMYJISAIUS OMYXO0JEBbIX
KJIETOK, KOTOpasi HE MOXeT ObITh 3aUKCHpOBaHA C MOMOIIBIO CBETOBOIO MHKPOCKOIA, HO
oOHapyxuBaeTcsi 00j1ee TOHKUMU METOJIaMU MCCIIE0BAHNS, BbIBIISIIOIIMMU | JIEHKEMUYECKYIO
KJIeTKy Ha 104-6 UCClIEyeMBIX.

IIP ¢ mnenonnvim 6o0ccmawnogienuem — TIOJMHAsT PEMHCCHUSI IIPU  COXpaHSIOLIEHCsS

Heritporienuu (<1x109/1) unu TpombonuTonennu (<100x109/7).

Heynauu B neyenum:

Pezucmenmnan ¢popma — OTCyTCTBUE NMOJTHONH peMUCCUU (CMOTPH ONpPEJIEIIEHUE BBIIIIE)
nociie nposeeHus ooka uaaykiuun (AME/ADE/AIE).
[Ipu Onacroze meHee 15% UM OTCYTCTBUM OJHO3HAYHBIX NPU3HAKOB HAJTUYUS JEUKEMHUECKUX
OmactoB (HampuMmep, NalodeKk Aydpa) HEOOXOAWMO TOATBEPKICHUE pPePPaKTEPHOCTH C
nomotibio DT mimm HUTOreHeTHIECKIX/MOJIEKYJISIPHBIX MapKEPOB.

Peuyuoue — OGonee 10% neiikeMuueckux OJACTOB B KOCTHOM MO3re WIHM JIFOOOE
JKCTpaMelyJUISIpHOE NOpaKEHHE HE MeHee 4eM uepe3 | Mecdll Mociie yCTaHOBJIEHHUS NEepBOM

ITOJTHOM KIIMHUKO-T€MaTOJIOTHYECKOM PEMUCCHUHA. VYaurteiBas BO3MOKHOCTD JIOKHOM JNAardHoCTUKHU
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pelyauBa Ha OCHOBAaHUU IOBBIIICHUS COJEPYKAHUS T'€MaTOTOHOB, HEOOXOIMMO COOTHECEHHE
671acT03a, KTUTPa» BBIABJICHHOTO MOJIEKYJIIPHOTO MapKepa 1 UMMYHO(MEHOTHITUPOBAHUSI.
Monexynapuwtit/ummynonocuueckuii peyuoue — Boisisnieane MOb mMeTo10M TpOTOYHOM
nutoMetpuu u/win I[P B mocienoBaresbHOM JIByXKPaTHOM HMCCIEIOBAaHUM C WHTEPBAIOM He
MeHee 2-X Henelb, [PU YCJIOBUU aHalln3a abeppaHTHOIO0 MMMYHO(EHOTHUIIA WJIM BBINOJHEHUS
MOJIEKYJISIPHOTO MCCIIEA0BAaHNUs [0 Havajla Tepanuu.
Heiponeiniko3 — mo0oe KOIWYECTBO OJacToB B IUTOIpenapare, HEoObsICHHUMOE

KOHTaMHHaIlHuen JIMKBOpa Hequ)equeCKOﬁ KPOBBIO, W/WJIH CUMITOMBI MOopaKCHUsA 4YCPCIIHO-

MO3I'OBbIX HCPBOB MJIM MHAA HEBPOJIOTUYCCKAA CUMIITOMATHKA, CBA3aHHAsA C XJIOPOMHBIM POCTOM.

MOPaKEHUSI ONIPEAEIIAETCS IPOTOKOJIOM TEPAIHH.

Huoykyua pemuccun — TMEPUOJ HAUYAIbHOIO JIEYEHMs], IIEJIbI0 KOTOPOTO SIBIISETCS
MaKCHUMaJbHO OBICTpOE M CYIECTBEHHOE COKpAIlleHHE OIMyX0JeBoi macchl u nocTikenue 1P,
(0o6b1unO 1-2 Kypca). IMeHHO B 3TOT nepuo Ha (OHE NPUMEHEHHUS IIUTOCTAaTHYECKUX CPEJICTB
KOJINYECTBO JICMKEMHYECKUX KJIETOK B KOCTHOM MO3T€ YMeHbIaeTcsa npumepHo B 100 pas, T. €. B
MoMeHT KoHcratanuu IIP B kocTHOM Mo3re Mopdosorndyecku omnpenensierca menee 5%
OITYXOJIEBBIX KJIETOK.

Konconuoayua pemuccun — BTOpbIM 3TanoMm Tepanuun OMII sBisercs 3akperuieHue
JOCTUTHYTOTO TPOTHBOOIyXo0JieBoro 3¢ dekra (o0baHO 2-3 Kypca). B Hacrosimee Bpems B
OOJBIIMHCTBE CIy4yaeB KOHCONMJAIUS SBISIETCS HAMOOJee arpeCCHBHBIM M BBICOKOJIO3HBIM
stanom npu JedeHnu OMJL. 3agadeii 3Toro mepuoaa sIBISETCS O BO3MOXKHOCTH €Iie 0oJIbIee
YMEHBUIEHUE YK CIIa OCTAIOIINXCS MOCIE UHAYKIUHU JTEHKEMUYECKUX KIIETOK.

Iloooepircusarouwee neuenue — TPOAOIIKEHHE LHUTOCTATUYECKOrO BO3JCHUCTBUSA B
MEHBIIIHX J103aX, YEM B MEPUO]I UHIAYKIIMH/KOHCOIUIAIUN PEMUCCUU, UITU UHOTO — TAPreTHOTO -
BO3/ICHCTBUS Ha BO3MOYKHO OCTAIOIIMICS OITyXOJIEBBIN KJIOH.

Ilpogunakmuxa vy, npu HEOOXOAUMOCTH, JiedeHue HelponeiKeMuu — STOT dTall
pacnpenensercss Ha BCE MEPUOJAbl IMPOTPAMMHOTO JIEYEHHUS - HWHIYKIHUI PEMHUCCHUH,
KOHCOJIMIALIMIO U TTOJIEPKUBAIOLIEE JIEUECHUE.

Tpancnnanmayus kocmuozo mozea (TKM) — moxg 3TuM TepMHUHOM OOBEIUHEHBI
TpaHCIIJIAaHTAIIUSI TEMOTIOATHYECKHUX CTBOJIOBBIX KIIETOK KOCTHOTO MO3Ta nepudeprudeckoil KpoBU

Y MyNOBUHHOM (IIALIEHTAPHOI ) KPOBH.



1. Kpatkast ungopmanus mo 3a00,1eBAHNI0 WIN COCTOSTHUIO (TpyIime

3a200J1eBAHUI UJIM COCTOSTHHH)

OcTpplii  MUEJOMIHBIH JIeliK03 — OTO KJIOHAJIBHOE OIyXOJeBOe 3a00JIeBaHUE

KPOBETBOPHOM TKaHHU, CBSI3aHHOE C MyTallMed B KJIETKE-NPEALIECTBEHHUIIE TI'€MOII033a,
CIIEICTBUEM KOTOPOW CTaHOBUTCS OJOK AUQPPEepeHIUpPOBKU U OECKOHTPOJIbHAS Hponudepanus

HE3PEJIbIX MUCIIOMTHBIX KIIETOK [1]

OMIJI sBasercs CJICACTBUCM IOBPCKIACHUA - MYyTallUU - B I'CHCTUYCCKOM MaTCpuUalIC

KJIOHOT€HHOW KPOBETBOPHOM KIIETKH. B pe3ynbTaTe 3TOr0 MpOMCXOAUT HApyLIEHUE KOHTPOJIA 32
KJICTOYHBIM LIMKJIOM, U3MEHEHHE Ipoliecca TPAHCKPUIILIUY U MPOAYKLUH PAAA KIIIOUEBBIX OEIKOB.
BcenencrBue 06ecKOHTpONBHOU Mponudepaniu B OTCYTCTBHE AU((HEPEHIUPOBKH MPOUCXOIUT
HAKOIJICHUE MATOJIOIMYECKHX KJIETOK. TOT (hakT, 4TO MaToreHe3 OCTPhIX JEWKO30B CBSA3aH C
TeHETUYECKUMH TOJIOMKaMH, JOBOJIBHO YacTO MOJTBEPXKAAaeTcsi OOHApy>KEHHUEM DPa3ITUUYHBIX
XPOMOCOMHBIX abeppaliuii (TpaHcIOKalui, Neaeluii, “tHBepcui U T. 1.). B 6onbLIMHCTBE ciyyaes
KOHKpeTHasi npuunmHa BO3HMKHOBeHMsT OMIJI ocraercs HeusBecTHOM. OAHAaKO CyIIECTBYET
HECKOJIBKO Mpeipacoiaraloux GakropoB, KOTOPbIE 3HAUUTENBHO YBETUUYNBAIOT PUCK PA3BUTHS
sTOrO 3abo0sieBaHus. YETKO JOKa3aHHAs B3aMMOCBSI3b MEXAYy HMOHU3UPYIOIIEH paauanued mpu
B3pBIBE aTOMHON OOMOBI, a TaK)K€ XUMHO- U PaJUOTEpanueil Mo MOBOAY APYTHX OMyXOJeH ¢
MOBBILLIEHHBIM PUCKOM BO3HUKHOBEHHUS OCTPBIX JIEHKO30B 3aCTaBUJIa U3YUUTh APYTHE BO3MOXKHbBIE
JIedKeMoreHHble (akTopbl (HM3KME 03Bl paJMallud, XHMHUYECKHE BEIECTBA, KypeHHeE,
9JIEKTPOMAarHUTHbIE BOJIHBI). Jl0Ka3aHO, YTO MEXIy KypeHHMEM M PUCKOM pa3BUTHUSl OCTPOTO
JeiKo3a CyLIeCTBYET JI030Basi 3aBUCUMOCTb, KOTOpasi 0COOEHHO OYeBHAHA Ui JUL cTapiie 60
net. Psn uccnenosareneil npeanosnaraet, 4to okoio 20% OMIJI sBastoTcs ClIeICTBUEM KypEHUS.
ben3ou npu M TETEHOM BO3/ICHCTBUE HA OPraHU3M YeJIOBEKa JaeT JICMKeMOTeHHbBIN d(PdekT, HO
IpU HEOOJIBIIMX KOHLEHTPAIMAX 3TOTO BEIIECTBA, C KOTOPHIMU YaIlle BCETO CTAIKHBAIOTCS JIIOIU
Ha IIPOU3BOJICTBE, HE JI0Ka3aHa B3aMOCBSI3b C MOBBIIIEHHBIM pUCKOM Bo3HUKHOBeHUs: OMIJL. I1pu
N3Y4YEHUH TIOCTOSTHHOT'O BO3JIEHCTBUS MajbIX J03 paAUallly MO0Ka HE TOIYYEHO JTOKa3aTeNIbCTB B
MOJIb3y YBEIMYEHHUs 4acToThl 3aboneBaemoctd OJI. BrmepBble B3auMOCBSI3b  MEXKIY
npenmectytouied XT, JydeBbIM JIedeHHEM KakUX-TH00 APYTUX OIMyXOJEBBIX 3a00J€BaHUN U
yBEIMYEHHBIM pUCKOM pa3Butusi OMJI Obita 0OTMEUeHa y AaIMEeHTOB, U3JIC€YCHHBIX OT JINM(POMBI

XOJKKHHA. I[OKaBaHO, 4YTO HE CTOJIbKO KYMYJISITUBHAA 103a, CKOJIbKO HHTCHCHUBHOCTb JO30BOI'O
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BO3JICUCTBUSI OOYCIIOBIIMBAET MOBBIIICHHE 4acTOThl 3a0osieBaecmMoct OMIJIL. Puck paszButus
BropuuHoro OMJI Hanbosee BHICOK B TepHOA OT 2 /10 9 JieT rmocie 3aBeplieHHs peAIIecTBY e
XT. B 85% ciyyaeB BTOpHYHBIE JICHKO3bI BOSHUKAIOT B CPOKH 0 10 JIeT OT OKOHYAHUSI JICUCHUS
[3,4]. DOrmomormst um cnenuduueckne (aKTOpbl, NPUBOAALNIME K Pa3BUTUIO BTOPHYHBIX
MUEJIOUIHBIX OITYXO0JIeH, MOJTHOCThIO HE U3YUEHBI. B marorenes BoBieYeHbl MHOI'ME T€HETHUECKHE
IIyTH U KOOIlepaTuBHblE MyTauuu. «Btopuunsie»y OMJI, acconunpoBaHHBIE C TPUMEHEHUEM
ATKWJIHPYIOIIUX areHTOB, YacTo ACOIOTUPYIOT ¢ MuUenoauciuiactuueckoro cuuapoma (MJIC) ¢
MOHOCOMMEW WM YacCTUYHOM neneumed xpomocom 5 u 7. Otror tun OMIJI Bo3HHKaer
OTHOCHTEJIBHO NIO3JHO, B CPEAHEM Yepe3 5-7 JeT MOociIe JIEYEHHS IEPBUYHON OITyXOJIH.
BeposiTHOCTE  pa3BUTHs JIEWKO30B YBEINYMBACTCA IPHU CIEAYIOIUX TI'E€HETHYECKU
00yCIIOBJIEHHBIX 3a00JI€BaHUSAX: BpPOXKJIEHHAs araMmaryiooynuHemus, cuniapom llIBaxmana-
JlaiiMOHJ1a, aTakcusA-TeIeaHrnosKTasus, cunapom Jlyu-dpaymenu, Helipopudpomaros, aHeMUs
Haiimonnia — briexgana, Tspkenas BposkJeHHast HeUTporeHus, anemust @ankonu, curapom /layHa,

cunspom biyma.

COCTOSIHMIA)

Cuuraercs, uto OMJI 3a6oneBaet B cpeanem 3-5 uenoBek Ha 100 ThIC. HACENEHUS B TOJI.
[Tpu >TOM 3a00JI€BAEMOCTH PE3KO BO3pacTaeT B Bo3pacte crapmie 60 jeT u cocrabiser 12-13
yenoBek Ha 100 Teic. y mrozeii B Bo3pacte ctapiie 80 net. Meanana Bo3pacta 3Toro 3a00jieBaHus
cocrapisieT 65 net. Onuaemuonoruss OMJI cpenu nerckoro Hacenenus B Poccuiickont deneparun
n3ydeHa HepocTaTo4Ho. OCTpelii MUENOUAHBIN Jieliko3 BcTpeuaercad B 20% - OT BCEX OCTpPBIX
JIEKO30B y JeTel, cocTaBisieT 6% oT Bcex omyxosneit y neteit. HoBwie cmyyan OMJI cocTassitor

0,7 - 1,2/100.000 B rox [1,5].

C92.0 OcTpslif MUETTOUIHBIN JIEHKO3

Hckmrouenue: 060CTpeHNE XPOHMUECKOTO MUETONIHOTO Jelko3a (C92.1)
(C92.3 MuenouHas capkoma (XJI0poMa, rpaHyJIOLUTapHas CapKkoMa)
C92.5 Octpplii MUEITOMOHOLUTAPHBIH JIEHKO3

C92.6 Octpsiit MueTOUIHBIN Jeiiko3 ¢ 11023-anomanueit

C92.7 dpyroit MUEIOUTHBIN JIEUKO3

C92.8 Octpas MuenouiHas JIEHKeMUs ¢ MyJIbTUIIMHEHHON qUCTIIa3uei
C92.9 MuenouiHbIi 1€i1K03 HEYTOUHEHHBIH

C93.0 OcTpblit MOHOIIUTAPHBIN JIEHKO3



C94.0 Octpas s3puTpeMHus U SPUTPOJICHKO3

C94.2 Octpslit MerakapruoO1acTHBIN JIEHKO3

Ilepeyenn BapuanToB OMJI u Apyrux onmyxoJei ¢ mueaouaHoii 1upgepennuposkoii (BO3,
2016) [6,7]:

Knaccupukarmus BO3  (2016) monpasmensier Bce OMJI, oOCHOBBIBasCh Ha UX
IIUTOI€HETHUECKUX U MOJEKYISIPHO-TeHETUYECKUX OCOOCHHOCTSAX, U UMEHHO 3TH OCOOEHHOCTHU

(hOpPMHUPYIOT KIIMHUKO-TIATOJIOTUIECKHUE TPYTITIBL;

OMUJI ¢ 1(8;21)(922;0922); RUNX1-RUNX1T1
OMUJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11
OI ¢ t(15;17)(922;q12); PML-RARA
OMJI ¢ t(9;11)(p22;923); MLLT3-MLL
OMUI ¢ 1(6;9)(p23;934); DEK-NUP214
OMIJI ¢ inv(3)(q21926.2) or t(3;3)(g21;926.2); RPN1-EVI1
OMIJI (merakapuobnacthsiii) ¢ t(1;22)(p13;913); RBM15-MKL1
OMJI ¢ BCR/ABL1*
OMJI ¢ reHHBIMH MY TAIHSIMHA*:
OMUJI ¢ mytupoBanusiM reHoM NPM1*
OMIJI ¢ 6nannensHoi MyTauueit rena CEBPA*
OMUJI ¢ mytupoBanHbsiM reHoM RUNX1*
OMUJI ¢ u3MeHEeHUSIMH, CBI3aHHBIMHU C MUENOAUCIIA3NEN
MuenouaHeie HeOIIa31uU, CBSI3aHHEIE ¢ npemecTtpyromeit XT
OMUIL no-npyromy se cneunduumuposantsie (NOS)
OcTpblif MUETTOOACTHBIN JIEHKO3 ¢ MUHUMAIBHOUN TU(depeHITUPOBKON
OcTpslif MHENO00JIACTHBIH JIeliKo3 6e3 co3peBaHus
OcTtpbIil MUENO0IACTHBIN JIEHKO3 C CO3pEBaHUEM
OcTpblif MHETTOMOHOOIACTHBIN JIEHKO3
OcTpbiit MOHOOJIACTHBII/MOHOLUTAPHBIN JIEHKO3
OcTpblil 3pUTPOMUETIO3
Octpslii MerakapruoOIacTHBIN JICHKO3
OcTtpslii neiiko3 u3 6a30puIoB
Octpriii manmueno3 ¢ Muenopudpo3oM (CHH.: OCTphId MHETO(PUOPO3; OCTPHIHA

MHEJIOCKIIEPO3)
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Muenounsas capkoma (cum.: 3KCTpaMeIyJUIIpHAs MHUEIOWIHAS OIyXOJb;, TPaHyJIOIMTapHAas

capkKoma; XJiopoma)

MuenonaHeie OIMyXo0Ju, CBA3aHHbIE C CHHAPOMOM JlayHa

TpaH3uTOPHBIN aHOMANBHBIN MHENON033 (cuH.: TpaHzutopuoe MII3)

MuenouaHbli JIEUKO3, CBI3aHHBIN ¢ CUHIpOMOM JlayHa

Octpsiit Heu b hepeHITMPOBaHHBIH JeiK03

Ocrpelii seliko3 cmenianHoro gpenoruna c 1(9;22)(q34;q11.2); BCR-ABL1

Ocrtpelii seiiko3 cmemanHoro ¢enoruna ¢ t(v;11023.3); peappaHXupoBKa reHa
KMT2A (panee — MLL)

OcTpelii neiiko3 cmemanHoro genoruna, B/muenonansiii, NOS

OcTperii neiiko3 cmemanHoro geroruna, 1/muenouusiii, NOS

Ocrpslii neiiko3 cmemanHoro penoruma NOS*

OcTpele neitko3sl HeonpeaenenHoi nuuuu auddepenimposkun NOS*

* HOBBIEC TPYMIIBI, BBEACHHBIC B Kitaccudukaio BO3 B 2016 r.

[oarpynna «OMJI ¢ ycTOMYMBO BBISBISIEMBIMH XPOMOCOMHBIMU aQHOMAJIHSMMU

o0beHsAET HECKOIbKO BapuanToB OMUJI:

«OMJI ¢ 1(8;21)(922;922); RUNX1-RUNX1T1»

«OMIJI ¢ inv(16)(p13.1g22) wm t(16;16)(p13.1;q22); CBFB-MYH11» (mipu BBIsIBICHUA
YKa3aHHBIX XPOMOCOMHBIX II€PECTPOEK, HECMOTpsS Ha YHCIO OJIACTHBIX KIETOK B ITyHKTaTe
KOCTHOTO MO3Ta, BCET/a yCTaHABJIMBAIOT AUArHO3 OCTPOTO MHUEJIOUIHOTO JICHKO03a).

«OII ¢ t(15;17)(q22;q12); PML-RARAY; Tpancnokanuu RARA ¢ npyrumu naptHepaMu
BhEIIEISIOTCS B oTHenbHBIe (hopMbel OMIJL, nanpumep, OMJI ¢ t(11;17)(q23;q12); ZBTB16-RARA;
OMII ¢ t(11;17)(q13; q12); NUMAL-RARA; OMIJI ¢ t(5;17)(q35;q12); NPM1-RARA; OMIJI ¢
STATS5BRARA.

Panee Boigensiemas kareropust «OMJI ¢ anomanusimu 11923 (MLL)» Opina nepeBeneHa B
kateroputo «OMJI ¢ 1(9;11)(p22;923); MLLT3-MLL»; npyrue TpaHCIOKAIMH, OTINYAIOIINECS OT
Tex, 4To BkimouyatoT MLLT3, momkHbI OBITH OTAENBHO YKa3aHbl B AuarHose, Hanpumep OMII ¢
t(6;11)(q27;923); MLLT4-MLL; OMJI c¢ t(11;19)(q23;p13.3); MLLMLLT1; OMJI ¢
t(11;19)(923;p13.1); MLL-ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL

boumn BeIgenens! Tpu HOBBIX monrpymmsl: «OMIL ¢ t(6;9)(p23;q34); DEK-NUP214»,
«OMIJI ¢ inv(3)(q21g26.2) or t(3;3)(q21; q26.2); RPN1-EVI1» u «OMJI (merakaprnoOiaacTHBIN) ¢
t(1,22)(p13;q13); RBM15-MKL1», penxuii Bapuant OJI, Hanboee 4acTo AMArHOCTHPYEMBIH y

JETEN.
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VY nanuentoB OMJI ¢ HOpMaTbHBIM KapUOTUIIOM OBLITH BBIJICJICHBI IBE HOBBIEC KaTETOPUH:
«OMIJI ¢ wmytupoBanHbiM reHoM NPM1 (mykneodo3mun (snepubiii ¢ocdonporenn B23,
HymatpuH))» U «OMJI ¢ myrtupoBanHbiM reHoM CEBPA (Genok, cBs3pIBaroluii SHXaHCEP
CCAAT amsdpa (CCAAT/enhancer binding protein (C/EBP) alpha))». HakannmBaercs Bce
Ooyiblie  JOKA3aTeNbCTB B TMOJB3Y TOTO, YTO OTH MYTAallMd ONPEACISIOT HapyIICHUS
G depeHIIUPOBKY TeMOTIOITHIECKUX KIETOK, U OTHOCSTCS K TaK Ha3bIBA€MBIM MYTAllUSIM 2-TO
KJiacca.

Myrtanuu B rere fms-cBsi3annoi TuposuHkuHasel 3 (fms-related tyrosine kinase, FLT3)
oOHapyKUBAIOT MPU MHOTHUX BapuaHTax OMJI, 1 uxX OTHOCST K MyTarusM 1-To Kiracca, T. €. K TeM,
KOTOpBIE OMPEACISAIOT MPEUMYIIECTBO OIMYXOJEBBIX KIETOK B MPOIUQepaliy U/uid BbDKUBAaHUH.
OMJI ¢ myrammsmu FLT3 He BbIensioTcs B OTIENBHYIO KaTErOPHUIO, OJHAKO, HEOOXOIMMO
OTIpEeAETATh 9TU MYTaIlH, TaK KaK OHU MMEIOT MPOTHOCTUYECKYIO 3HAUUMOCTh. PekoMeHayeTcs
He Tosibko ompenernsath Hanwmuue FLT3-1TD, HO m ompenensTh, Tak Ha3bIBaeMOE, aICIbHOE
COOTHOIIEHHE, KOTOPOE XapaKTepUu3yeT 00beM OIMyXOjaHu. AJIEIbHOE COOTHOIICHHUE CUUTACTCS
BBICOKMM TIpU 3HAYCHUSAX, PaBHBIX W Oonee 0,5, U HU3KUM — Tpu 3HadeHUsx MmeHee 0,5.
[IporHoctuyeckyro 3HaUMMOCTh UMEIOT BHICOKHE 3HAUCHHUS.

Panee Boigensemas mnoarpynmna «OMIJI ¢ MynbTUIMHEHHOM HOucCIUIa3uei» B
kinaccuukanuu BO3 (2016) ompenensiercss kak «OMJI ¢ u3MEHEHUsSMHU, CBS3aHHBIMH C
muenoauciaszuein». OMJI moryT oTHOcuThes K kKateropuu «OMJI ¢ u3MeHeHHUSIMH, CBSI3aHHBIMU
C MHUEJIOAUCILIA3HCHY, SCIIH:

1) > 20% OMacCTHBIX KJIETOK B KOCTHOM MO3T€ WJIH MepuepruIecKOil KpoBU

2) CYILIECTBYET MpeALIeCTBYIOIAs UCTOPUS MIC W HUHOTO

mMuenonpoiudepatuBHoro 3adoneBanus (MII3);

3) CYILECTBYIOT UTOTEHETHYECKHE aHOMaJluH, aCCOLMHUPOBAHHbIE c

MHUEJIOAUCIIIa3UEH:

a - KOMIUIEKCHBIA KapHOTHII (3 XpOMOCOMHBIX aHOMAJINH U OoJ1ee);

6 - HecOaancpoBaHHbIe niepectpoiiku: -7 wiau del(7q); -5 wim del(5q); 1(17q) win
t(17p); -13 wmm del(13q); del(11q); del(12p) or t(12p); del(9q); idic(X)(g13);

6 - cOamaHcupoBaHHBbIC TepecTpoiiku (Tpanciokanuu): t(11;16)(g23;pl3.3);
t(3;21)(926.2;922.1); t(1;3)(p36.3; g21.1); t(2;11)(p21;923); t(5;12)(q33;pl2);
t(5;7)(933;911.2); 1(5;17)(g33;p13); t(5;10)(q33;921); 1(3;5)(q25;934).

4) MYJIbTHIIMHENHAS AUCILIA3US;
5) OTCYTCTBYIOT «yCTOWUYHMBO BBISIBIIIEMbIE XPOMOCOMHbBIE aHOMAIIUN;
6) panee He ipoBoauiIack X T Mo MoBOy Apyroro 3a00jieBaHMUS.
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OMUJI, kak apyrvue MUEIOUJHbIE OITyXOJI1, BOZHUKIIKE BCIEACTBUE paHee mpoBoaumMont X T
0 MOBOAY APYTUX 3aboseBanuii, B oTnenbHYI0 hopmy OMIJI HE BRIIEIAIOTCS.

IIpornocTuyeckue pakropbl

V nereii 00yca0BIeHbI OMOJOTHYECKUMH XapaKTEePUCTHKAMHU JIEHKEMUYECKOT0 KIIOHA
dakTopbl NPOrHo3a, cBsi3aHHbIe ¢ 3a001eBanueM (OMI)

@dakTopsbl, CBsI3aHHbIE C 3a00JI€BAaHUEM U BIMSIOIIME HA PE3yJIbTaThl TE€PANUH, CIEAyeT
aHAJM3UPOBATh HA BCEX dTamax JeueHus. DTO 00YCIOBICHO TeM, YTO JIEHKO3-aCCOIMMPOBAHHEIC
(akTOpsl MPOrHO3a IO3BOJIAIOT OLEHUTh OOBEM OIMYXOJEBOH MAacChl, YYBCTBUTEIBHOCTh
OJIaCTHBIX KJIETOK K IUTOCTaTUYECKHM IIperapaTaM, CKOPOCTb AIMMMHALUU JEUKEMHUYECKUX
KJeTok 1 06seMm MOB.

[Ipexxne Bcero, HEOOXOOUMO YYWUTHIBATH TaKHE BIIOJIHE JOCTYNHbIE KIMHHUKO-
reMaToJIOrMYecKUe MapaMeTphl, aCCOLMUPOBaHHbIE ¢ HeOmaronpuaTHeiM TedeHneM OMIJI, kak
nevikoruTo3 Beiie 100x 109/, HeTOCTHIKEHNE TTOTHON PEMHICCHU TTOCIIE TEPBOT0 WHAYKITHOHHOTO
Kypca.

OxHuM 13 BakHEHIINX (aKTOPOB MPOTHO3a, conpspkeHHBIX ¢ OMIJI, aBnsieTcs kapuoTun
JeWKeMU4ecKUX KieTok. VMccnenoBanue KapuoTHIa HEOOXOAMMO HMPOBOJIUTH B 00A3aTEIbHOM
MOPsAKE BCEM MalMeHTaMm ¢ nojgo3peHueM Ha OMJI. JlaHHbIe IUTOT€HETUUECKOT0 UCCIEAOBaHUS
1103BOJIAIOT BepuduumpoBats OMII B ciryuasix, Korja IpUHIUIHATIbHBIM SIBJIIETCS HE KOJIUYECTBO
OnacTHBIX KJIETOK (MeHblue uiau Oombine 20%), a oOHapy>KeHHE XapaKTEPHBIX XPOMOCOMHBIX
abeppauuii. Peur uner, B yactHoctd, 0 Tak HasbiBaeMoM CBF (Core Binding Factor) OMJI,
KOTOpBII 00beauHsIeT cayyan ¢ TpaHcinokanuei t(8;21) u unsepcueit inv(16), He3aBUCHMO OT
OTCYTCTBHS WJIM HAIUYUS JONOJHUTEIBHBIX XPOMOCOMHBIX abeppariuii.

[lomumo 3TOro, Ha OCHOBAaHHMM H3Y4YEHMsI KapHUOTHIIA, IPEACTABISAETCS BO3MOYKHBIM
crpatu¢unupoBarb nauveHtoB OMJI Ha 3 OCHOBHBIE TIpyHNIBL:  OJarompuUsTHOTO,
MPOMEXKYTOYHOTO W HeOmaromnpustHoro mporno3a (cm. Ilpunoxenue 1'2). Ilompaszmgenenue
naueHToB OMJI Ha »Tu rpynmsl LenecooOpa3HO C TOYKM 3PEHUs BBIOOpa TaKTHUKU
[IOCTPEMUCCUOHHOM ~ Tepamuu: MpUMEHeHue nurapabuHa B Bblcokux jpo3ax (BJL),
WCIIOJIb30BAHUE  TPAHCIUIAHTALMM  QJUIOTEHHBIX  CTBOJIOBBIX  I'€MOIIOATHYECKUX  KJIETOK
(amnoTI'CK). B nmocnennee BpeMs psJl pOCCUMCKUX U aMEPUKAHCKUX HKCIEPTOB MALUEHTaM C
HEONAronmpusATHBIMA AQHOMAIMSAMH KapHOTHIIA BOOOIIE HE PEKOMEHIYIOT CTaHAAPTHYIO
XMUMHUOTEPAINHNIO BCIIEACTBUE €€ HU3KOH 3((EeKTUBHOCTH, a MPEAJaraloT WHble HU3KOJO3HbIE U
TapreTHbHIC BO3/ICHCTBUS C TIEPBOrO Kypca HHAyKIuH [8].

Cnenyer oTMeTHTh, YTO Yy MOJOBHMHBI mamueHToB OMJI ompepensercs HOpMaiabHBII
KApUOTHUIl JIEHKEMHUYECKUX KIETOK. DTO MOXKET CIYXUThb OCHOBAaHUEM B psiie CIy4aeB JUIs

nposeneuusi FISH-uccnenoBanusi wiiM MOJIEKYJISIPHO-TEHETUYECKUX HCCIECIOBAHUN C IIEJIbIO
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[IOMCKA OTJAENbHBIX XHMEPHBIX TI€HOB MWJIM IIOJOMOK KapHOTHIA, ACCOLUUPOBAHHBIX C
OTIpeJIeNIeHHBIM ~ KIIMHUKO-TeMaToornyeckum  ¢enorunom OMII u npornHo3om: RUNX1-
RUNX1T1 (t(8;21)), CBFB-MYH11 (inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-
NUP214, monocomuu 5, 7, ”HBEpCUHU 3 XpOMOCOMBI U PsiJia IPYTHUX.

Bwmecre ¢ Tem, He0OX0oaAMMBIM siBIsieTCsl M Houck y mauueHtoB OMIJI ¢ HOpManbHBIM
KapUOTHUIIOM MYTalMil OTAEIbHBIX I'€HOB C YCTaHOBJIEHHBIM IPOIHOCTUYECKUM MOTEHIIMAJIOM.
MonekynsipHo-reHeTnueckas crparuduxanus naueHToB OMJI Ha rpynmsl pucka mpecTaBieHa
B [Ipunoxenun I'2.

PDaxkTOophI IPOrHO3a, CBA3AHHbIE ¢ HeadekBaTHOH XT

B P®, x coxaneHuio, CylecTBYeT Takoil (akTop HEOJIArompUsTHOrO IMPOrHo3a Kak
HeaJIeKBaTHOE IUTOCTATHYECKOE BO3/ICHCTBHE B MIEPHO MHIYKIIMH/KOHCOTHIAINH (YMEHBILICHHE
pacyeTHBIX 103 LUTOCTATUYECKUX MpEenapaToB M 3HAYMTEIbHOE YAJIMHEHUE UHTEPBAJIOB MEKIY
KypcaMu), WM HeaJeKBaTHas MpeaaeueHHocTh. Enje B Hayane 1970-x rofoB, Ha NEpBBIX ATamnax
cranoBieHuss X T OMJI amepuKaHCKUMH HCCIIEA0BATEISIMU OBLIO JJOKa3aHO, YTO A (PEKTUBHOCTH
MIPOrpaMMsl ““5+2” cTaTUCTUUYECKU 3HAYMMO XYXe, yeM nporpammsl “7+3”. bonee 20 ner Ha3an B
Poccuiickux  uccrnepoBaHusX  ObUIO  NMPOJEMOHCTPHUPOBAHO, YTO  YMEHBIIEHUE 103
AHTPAMKIMHOBBIX aHTHOMOTHKOB U IIUTapaOMHA B KJIIACCUYECKON IporpamMme “7+3” mpuBOAUT K
CYIIIECTBEHHOMY yXY/IIICHHUIO TIOKa3aTeeil o0Imeil u 6e3peruanBHOM BeKHBaeMocTH [3].

bes MOJICKYJIAPHO-TCHECTUYCCKUX HCCHCHOB&HHﬁ, BBITNIOJTHCHHBIX B I[e6IOTC 3360J’IeBaHI/IH,

coBpemeHHoe euerHrne OMJI HeBO3MOXKHO.

B OCHOBHOM KIMHHYECKHE IIPOSBIICHUS CBSA3aHbl C 3aMELIEHUEM HOPMAaJIbHOU
TFeMOIMO3TUYECKOM  TKaHM  OMYXOJIEBBIMM  KIETKaMd  (aHeMus,  TpPOMOOIMTOIEHUS,
I'PaHyJIOLUUTONEHNS), UHPUIBTPAUEH HMU pa3lIUYHbIX OPraHOB W MPOAYKLUHMEH pazIMuHBIX
mutokuHoB [9]. [JleOror OMJI MokeT OBITh OCTPBIM CO 3HAYUTEIBHBIM IOBBIIICHUEM
TEeMIIepaTypbl Tena, pPe3KOW caab0CThiO, MHTOKCHKAIMEH, KPOBOTOUYMBOCTBIO, TSXKEIBIMU
nHpekusamu. OTHAKO HEPEIKO JMArHo3 YCTAaHABIMBAIOT CIYyYailHO MpH MPOQHIAKTHYECKOM
OCMOTpE WM B CIIydae rOCIUTAIN3AUH 110 IPYroi MpUYUHE.

[Ipu 0OBEKTUBHOM OOCIEIOBAaHMHM MOXET HE HAONIONAThCcsd HHUKAKMX cuMOTOMOB. Ho
JIOBOJIBHO YacTO BBISABIIAETCS yBEIMYEHUE Nepupepuyeckux IMM(aTHYeCKuX Y3JI0B, MEUYECHH,
cele3eHKH (YTo Hambojee XapakTepHO Ui MOHO- W MHEIOMOHOOJIACTHOTO JeiKo3a),
TUINepIuia3us AeceH (Ipy MUEIOMOHO- U MOHOOJIACTHBIX BapuaHTaX), MHPHIbTPALHs KOXKH (TIPH
MHEIIOMOHO- X MOHOOJIACTHBIX BapUaHTax), TeMOPPAruv4ecKuii CUHAPOM PpaA3IMYHOU CTENEHH

TSKECTH - OT TIETEXHAJbHBIX BEICHIIIaHUH J0 TSXKEJIbIX KpOBOTequHﬁ, 0oy B KOCTAX, apTpaJiruu,
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HEBpOJIOTUYECKasi CUMIOTOMAaTHKa (MEHUHI€aJbHble 3HAKM - TOJOBHAasg OO0Jb, PUTHIHOCTD
3aTBUIOYHBIX MBI, cUMITOM KepHura, mapes IuieBoro, ria30ABUraTeIbHOTO U IPYTUX HEPBOB,
nape3bl HWKHUX KOHEYHOCTeW M T.A.). B aHanmmzax KpoBHM MOryT ObITh Hecnenupuieckue
M3MEHEHMS: TPEXPOCTKOBAs IIUTONEHUS, MITH AaHEMHUSL, WM TOJIBKO JICHKOMEHUS MU JICHKOLIUTO3,
WM TpoMOonuTONEeH . biacTHble KIETKH MOTYT HE OIPEAEsAThCS B aHau3e nepudepuyecKoi
KPOBHU U, Ha000pOT, cocTaBiaTh 90-95% Bcex neiikonuToB. KommdecTBO JEHKOIMTOB Takke
Bapeupyet oT Meree 1,0 mo 200-300x109/71. [Tpumepro B 15% ciydaeB B nebrote 3a0oieBaHus
onpexaensieTcs nerkoruTo3 6omee 100x109/m1.

Huddepennmanpaas muarHoctuka OMJI  mpocra, TOCKOJIBKY, €CIH €CTh  €ro
Mopdonorudeckoe moATBepxkAcHUE (OIacTHBIE KISTKHM B MyHKTaTe W/WIKM B nepudepudeckon
KpPOBH), IMarHo3 O4eBUJEH. TpyIHOCTH BO3HUKAIOT Ha NEPBBIX 3Talax - MPH aHAJIM3€ Ma3KoB
nepudepruyeckoil KpoBU, KOTJIa ONACTHBIX KJIETOK HET. YBEIHYEHUE 4YHcia JICHKOIUTOB CO
ciBuroM (opMynel  BIEBO TpU  pa3NMYHBIX HMH(EKIMOHHBIX IpoIeccax, a TaKke
TPOMOOLIUTONICHHSI, AaHEMHSI U TEMOPPArnyecKuil CUHIAPOM TMPHU THKENbIX UHPEKLIUIX U CeTcuce
MOTYT BBI3bIBaTh COMHEHUs B tuarno3e OJI, HO B TakHX CiIydasx HUKOT/JA HE OOHApYKUBAIOTCS
TUNIMYHBIE OnacTHeIe KieTku. Hepeako tpeOyercs muddepeHnuanbHas JIUarHOCTHKA C
MH(PEKITMOHHBIM MOHOHYKJIE030M U HEKOTOPBIMH JIPYTMMH BUPYCHBIMHU HH(EKIUIMH, TeM Ooliee
YTO KJIMHUYECKasi CUMIITOMAaTHKa (TIOBBIIIEHUE TEMIIEPATyphl Teja, 00U B ropje, yBeIudeHue
auM@aTHUecKuX y3J70B, IIE€UEHH, CEJIE3eHKH) MOXKET HalmoMuHaTh TakoByro mnpu OJL
JuddepeHunanbHplii JUarHo3 J0JKEH MPOBOJUTHCS CO CIEAYIOUIMMH 3a001€BaHUSIMU: IpyTrHe
OCTpbI€ JIEHKO3bL: OCTPbI JIMM(POOTACTHBINA JEHKO3, OCTphId OM(EHOTUIMHUECKUI JEeHKO3,
MHEJIOIUCIUIACTHYECKUN CUHAPOM, FOBEHUJIbHBIE MUEJIOMOHOIIMTAPHBIN JIEUKO3, JISHKEMHOIHbIE
pEaKlnu, arulacTHYecKash aHeMHUs; 3JI0KaueCTBEHHbIE HOBOOOpPA30BaHMs HEreMaTOJIOrMYecKOn
npupoibl (HelpobaacToma, pabromMuocapkoma), 0COOEHHO MPH HAJTUYUHU IKCTPaMETyJIISIPHBIX
MOpaXeHU#, ¢  OJacTHBIM  KpU30M  XPOHHUYECKOTr0  MHeJojelko3a  (IpHUCyTCTBUE
¢bunanenb@uiickoil XpOMOCOMBI HE BCerja IIOMOraeT, TaK KaK »3TOT MapKep MOXKeT
0OHapyKUBATHCS U MPHU BIEPBBIC IUArHOCTUPOBAHHBIX OCTPHIX JICHKO3aX).

Ocoboro BHUMaHHUSI 3aCIIy’KHBAlOT BHEKOCTHOMO3ToBbIe mposiBieHust OJI, ocobGeHHO
HeHpoJeKeMus, KOTOpasi MOKET ONpPeeNnaTbcs 1 B MOMEHT auarHoctuku OJI. Bo3HukHOBeHue
HelposekeMu 00yCIOBIEHO METACTa3UPOBAHUEM JIEUKO3HBIX KJIETOK B MAYTUHHYIO U MSTKYIO
MO3rOBbI€ 000JIOUKH TOJOBHOTO M CIIMHHOTO Mo3ra. B psje cinyuyaeB HaOmomaeTcs jJeko3Has
uHOWIbTpaus  THepupepudeckux HEPBOB C  PAa3HOOOPAa3HBIMHM  JBUTATEIBHBIMH U
YYBCTBUTEIbHBIMU HApYyIICHUSMHU, WIHM OOHAPYXUBAETCS OYaroBO€ IMOpakeHHE BeIlecTBa
rojoBHoro mosra. Helponelikemusi XapakTepu3yeTcs MEHUHIEAlIbHbIM U THIEPTEH3UBHBIM

CUHAPOMOM: OTMCYACTCA IMOCTOAHHAA I'OJIOBHAA 6OJ'IB, BO3MOJXHa pBOTaA, BAJIOCTH, BBIABIISICTCA
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OTEK [MCKOB 3pUTEIbHBIX HEPBOB, MOKET OBITb HHUCTAarM, KOCOIVIa3ue, ApPYrue NpU3HAKU
MOPaXEHUS YEPETHO-MO3TOBbIX HEPBOB, BBIABIIECTCS PUTUIHOCTD 3aTHUIOUYHBIX MBIIIILL, CHUMITOM
Kepnura. [Ipu OMJI Heliponeiikemusi JOBOJBHO penka B jaeOrwoTe OOJe3HH, TEM HE MEHee
BCTPEYAETCs] MPU MHEIOMOHO- M MOHOOJACTHBIX BapuUaHTax, OCOOCHHO Mpu Tex (opmax
JeMK030B, Korja oOHapyXHUBalOT MOJOMKY 16 xpomocomsl — inv(16) (y 30% Takux nanueHToB
IIPU OTCYTCTBUU NMPO(PUIAKTUKH BO3HUKAET Heilponeiikemus). [Ipy OMII k skcTpameyuisipHbIM
OTHOCSIT MOPaKEHUsI KOXKM (JEHKEMUABl - Yallle BCEro 3TO 0arpoBO-CHHIOUIHBIE YIJIOTHEHUS,
y3€JIKH B KOXE), CEeTYaTKH, JIECeH, NYeK, SMYHUKOB. ONucaHbl MOpPaKeHUs JTUMQPaTHYECKUX
y3J10B, JIETKUX, KMUILIEYHUKA, CEPACUHOMN MBIIIIBI, MOUeTOUHUKOB. [Ipn OMJI axcTpamenynnspHbie
MOpaKEHUS MATKUX TKaHE! paHee Ha3bIBAIM “XJI0poMoii”. B HacTosiee Bpems 11 0003HaueHUs

MOpaXCHUA MATKUX TKaHeH U OpraHoB UCITIOJIB3YIOT TCPMHUH MUCIIOWIHAA UJIU I'PAHYJIOLUTApHAA

CapKomMma.
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2. IlnarHocTuka 3a00J1eBaAaHNS UM COCTOSIHUA (TPyNNbI 32001eBAHUN WU
COCTOSIHHMIT), MEMIMHCKHE MOKA3AHUS M NPOTUBONOKA3aAHUA K IPUMEHEHHIO

METOJ0B THMATHOCTHKH

MHnoeue pexomernoo8aHHble MemOObl OUACHOCMUKU 3A001e8aHUS U CBA3AHHBIX C HUM
COCMOANHULL UMEIOM 02PAHUYEHHYIO 00KA3amenvbHylo 0Aa3y 6 cOOMBEemMCcmeuU ¢ WKAIAMU OYeHKU
yposHsi 0ocmoseprocmu 0okasamenveme (YAA) u yposus ybeoumenvHocmu pekomenoayuil
(VVP) no npuuune omcymcmeus nocesiueHuvix um KiuHuveckux uccieoosanuti. Heszupas na
9MO, OHU AGNAIOMC HEOOXOOUMBIMU IIEMEHMAMU 00CNe008aHUsL NAYUeHma 01 YCMaHo8IeHUs
0uacHo3a u 8blOOPA MAKMUKU Jledenus, maxK Kak oonee sggekmugnsie u 00Ka3aHHvle Memoovl 8
Hacmosiujee 8pems e papabomanoi.

Kpumepuu ycmanoenenusn ouaznoza/cocmoanus: ouacnos OMJI ycmanasnusaiom na
OCHOBAHUU OOHAPYIHCEHUsL 8 NYHKMAMe KOCIMHO20 M032d UL 8 nepughepuyecKoll Kpogu He MeHee
20% 6racmubix Kiemox, b0 He3a8UCUMO O NPOYEHMHO20 COOEPHCAHUSL ONACTNHBIX KIeMOK Npu
Haauyuu namoenomonuunslx o1 OMJI xpomocomnvix anomanuii: t(8,21) (q22; q22) AML/ETO,
t(15;17) (912; g11-12) PML/RAR-a, inv(16) umu t(16,16) (p12; q23) CBF/MYHII, t(1;22),
nanouex Ayapa.

Ceoonas mabnuya uccnedosanuil, HeoOXOOUMbIX Ol OUACHOCMUKU U epudurkayuu
ouaenosza OMJI, npeocmasnena 6 Ilpunoscenuu A3.1. Ha ocnosanuu knunuyeckou kapmutoul, a
MaKdice aHanu3a pe3yrbmamos NepeducieHHbX UCCIe008aHUL, NAYUEHMO8 CIMpPamuuyupyom

HA MONEKYNIAPHO-2eHemudecKue, a makdce KiuHu4ecKue epynnvl npocrHosa (npuiodicerue 172).

2.1 Kano0p1 M aHaMHe3

Knunuueckue nposenenus npu OMJI 06bluHO c8A3aHbI ¢ USMEHEHUAMU 8 2eMozcpamme —
yumonenueli.

Heitimponenus — 6akmepuanbHvle uHgeKyuu, nposaeiauuecs, Kak npasuio, Uxopaokou,

Anemus — cnabocms, ymomasiemocmo. Qbwas ciabocms npucymcemaeyem y 001bUUHCMEa
NayueHmos u Modxcem Habao0amspcsl 3a HECKOIbKO Mecsayed 00 YCMAaHOB8NeHUs OUACHO3A;

Tpomboyumonenus — 2emoppazudeckuil CUHOpPOM 8 8ude nemexuil, KpOo8OMoO4UBOCMuU
0eceH, peyuousUpyrOUUX HOCOBbIX KPDOBOMEUEH U, MEHO- U MEMpOoppacul.

B nexomopuvix cnyuasx mozym nabmrooamscs occaneuu, B-cummmomul (nuxopaoka,
CHUDICEHUE MACCbl Meld, 8bIPAICEHHAS NOMIUBOCY).

B psaoe cnyuaes y nayuenmog 6 meuenue HECKOIbKUX MecAyes 00 0Opaujenusi Moxtcem

HAab100amsbCsi HeMOMUBUPOBAHHAS CIADOCMb.
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Ilpu ocmpom muenomonobracmMHOM Jleliko3e U OCMPOM MOHOOIACMHOM JeliKo3e
XapakxmepHa 2unepniazus O0ecen U NAYUeHMbl MO2Ym NepeOHAUAIbHO 00pawamvcsi K

cmomamonoczy.

e PexoMeHnayercsi BceM MalMeHTaM TpU TOAO3PEHUU W TpH YycTaHoBieHHoM OMIJI:
TIIATENLHBIA cOOp aHaMHEe3a 3a00JIeBaHUs C YTOUHEHHEM TEePaIny, KOTOpasi IPOBOIUIIACH
B CBSI3U C 3TUM 3a00JIeBaHHEM WIIU TI0 MOBOAY JAPYTUX 3a00JeBaHHUI paHee, CEeMEHHOro
aHaMHe3a, a TaKXkKe MOAPOOHOE OMUCAHKE KAIOO MAIMEeHTa Il BEpU(PUKAIIUN THATHO3a
[1,3,10].
YpoBenb  yoeauTeqabHOCTH pexkoMmengamuii C  (YypoBeHb  JI0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

2.2 Pu3zukaaLHoe 00caeT0BaHue

e Pexomenayercsi BceM TNalMeHTaM IPU MOJIO3PEHUM W Tpu ycraHoBieHHOM OMJI
IPOBOJUTH (PU3UKAIBHOE 00CIIEOBaHKE, BKIIOYAIOIIEE N3MEPEHUE POCTa M MacChl Tena,
TEMIIEPATyPhI TEJa; OIEHKY COCTOSHHS KOKHBIX TTIOKPOBOB, KOCTHO-CYCTaBHOM CHCTEMBI;
BBISIBJICHHE TPU3HAKOB TEMOPPArHYECKOro CHHAPOMA; HAIMYWE TeNaTOCITICHOMETalluHy,
nuMdaneHonaTuu; HaJM4ue MPU3HAKOB AUCHYHKIUU CepAIa, JETKUX, ICUCHH, OPraHOB
9HIOKPUHHOM, HEPBHOW CHUCTEMBI JIJIsl BepUHUKaIuu quardosa [11].

YpoBenb  yOeauteabHocTH — pekoMenaauuid C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB — D)

KomMmenTapum: npu @usukaibHom o6ciedosanuy y yacmu nayuenmos (8 0CHOBHOM, C
OCMpPbIM  MUETIOMOHOOIACMHBIM — IeUKO30M,  OCHPbIM — MOHOOIACMHBIM  JIeUKO30M,
OnacmubiM ~ KpU3oM — XPOHUYECKO20  MUeNoNeuKko3a) — 6blasisalom  NPU3HAKU
«nponUpepamusHo2o» CUHOPOMA — CHICHOMEe2AaNUs, Y8eaudeHue TUMPamuieckux y3ios,
KOJCHble Jletikemuobl. Jlelikemuowl eviasisiom 6 13% cayuaeé u umerom 6ud y3i06 C
uUsMeHeHHbIM Yeemom Koocu Hao wumu [12]. Ilpu muenoudnoii capxome 6viseisom
IKCMpamedyisipHble  Onyxoesvle 00pazosanusi paziuynou aokamuzayuu [13]. B
OCMAILHOM NPOSIBNIEHUS. MALOCNeYUPUUHbL U BKTIOUAIOM  CUMAIMOMbL, C8A3AHHbIE C

anemueti U mpomooyumoneHuell.

2.3 JlaGopaTopHble JMATHOCTHYECKHE UCCICAOBAHUS

e PexoMenayercsi BceM MmanueHTaM npu nojo3penuu, auarnocruke OMIJL, a Takxe B xo1e
TEpalMl C YacTOTOM OT €XEIHEBHOIo J0 €XKEMECSAYHOro, BBIMNOJIHEHHE OOIIero

(KIIMHUYECKOr0) aHaju3a KpoBH C JU(GEpEeHIUPOBAHHBIM MOJICUETOM JICHKOIUTOB
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(eiikonTapHiio (GOpPMYIIBI) M HCCICIOBAHHEM YPOBHS TPOMOOLIMTOB B KPOBH IS
OTIpeJIeNICHUS TAJIbHEHINEH TAKTUKY BEJICHUS TAlIMEHTa U BepuduKanuu auaruosa [14].
YpoBenb  yOenurTeqabHOCcTH  pekoMeHgauuii C  (ypoBeHb  J1O0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommentapuu: xax npasuno, 6 OJebrome OMJI, evisgngemcs HOPMOXPOMHASA,
HOpMOYUMAapHas aHemusi paziuduol cmenenu msdicecmu. Konuuecmeo pemuxynoyumos 6
npeodenax HOpMuvl uau crhudxicerno. Ilpumepno y 75% nayuenmog umeemcs mpomooyumoneHus.
Cpeonuii ypogenv nelkoyumos Ha smane yYCmanogieHus ouacno3a oxono 15x109/n. 20%
nayuenmos umerom aetikoyumos oonee 100x10/x.

Iloocuem nevikoyumapuoi hopmynvl He0OX0OUMO BbINOIHAMb He HA A8MOMAMU4ecKom
ananuzamope. Pexomenoosano uccnedosamv kax munumym 200 1nelikoyumos 6 maske

nepugepuyeckoii Kposu.

e PexoMenayercsi BceM nanueHTam Ipy N0I03pEHUH U ITpU yctaHoBiIeHHOM OMUJI, a Takxke
B XOJl¢ TEpallMU C 4acTOTOW OT 1-3 pa3 He#enmro N0 €KEMECSYHOIO, BBIIIOJHUTDL aHAJIN3
KpPOBU OMOXMMHYECKHI OOLIeTepaneBTUUeCKi (MccieIoBaHne ypOBHS 00IIero Oenka B
KpOBH,  HUCCIEIOBaHME  YpOBHA  anbOyMMHa B KPOBM M OIpeJelieHHe
aIbOYMUH/TI00YIMHOBOTO COOTHOILEHHSI B KPOBH, MOYEBHHA, KPEaTMHUH, OMJINPYOUH,
AJIT, ACT, JIAI', maruuii, HaTpuid, KaJIuid, OOIIMI KaJbIlUH, TIIFOKO3a) 7151 TUAarHOCTUKH
CONYTCTBYIOILICH MATOJIOTUH (3a00JIEBAaHUIA) M OTIPE/IEIICHHS TAKTHKHA COITPOBOIUTENBEHON
tepanuu [14].

YpoBenb  yOeanureqabHOCcTH  pexoMeHganuii C  (ypoBeHb  JOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

e PexomMenayercsi BceM nanueHTam IIpy NOJ03PEHUH U ITpU ycTaHoBIeHHOM OMJI, a Taxxke
B XOJE Tepanuu C 4YacTOTOM OT 1-2 pa3 B HEAENI0 A0 €KEMECSYHOI'O BBINOJIHUTH
KoaryjiorpaMmy (OpMEHTHPOBOYHOE HCCIEJOBaHUE cHcTeMbl remocraza) (AYTB,
MIPOTPOMOMHOBOE BpeMsl, IPOTPOMOMHOBOE BpeMsi) JUIsl IUAarHOCTUKU COITYTCTBYIOIIEH
IIATOJIOTUU U OCJIOKHEHUH, a TaKKe ONPEIEIICHUs] TAKTUKU COIPOBOJUTEIILHON TEepanuu
[3,14,15].

YpoBenb  yoeauTeqabHOocTH  pekomengamuii  C  (YypoBeHb  JOCTOBEPHOCTH

J10Ka3aTeJIbCTB — 5)

. PCKOMeHIlyeTCﬂ BCEM MalUCHTaM IIPpU IMOJO3PCHUUN U IIPU YCTAHOBJIICHHOM OM.H, a TaKXKC

B XOJE€ TEpalmuu BBINOIHUTH OOMMHA (KIMHUYECKHI) aHaiu3 MOYM C 4YacTOTOM OT
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©KCHEETBHOTO JI0 €XKEMECSYHOrO JUIl JUArHOCTUKU COIYTCTBYIOIIEH NaTOJOTHU WU
OIpeIeIeHUs] TAKTHKH CONPOBOAMUTENBHOM Tepanuu [14,16].
YpoBenb  yOenurTeqabHOCcTH  pekoMeHgauuii C  (ypoBeHb  J1O0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

e PexoMenayercsi BceM nanueHTam npu M0103peHUH U IIpH yctaHoBieHHOM OMUJI, a Taxxe
B XOJIE Tepaluu Cc 4yacToToi 1 pa3 B 3-6 MecsueB onpeneseHne aHTuren kiaccos M, G
(IgM, 1gG) k Bupycy ummyHonedumura uenopeka BUY-1 (Human immunodeficiency
virus HIV 1) B KkpoBH, M TmpH HEOOXOAUMOCTH MOJIEKYJISIPHO-OMOIOTHUECKOe
UCCIICIOBaHNEe KPOBM Ha BHpPYC uMMyHoaeduimra yenoBeka BHMY-1 (Human
immunodeficiency virus HIV-1) mis yTouHeHHS HEOOXOAUMOCTH OTHOBPEMEHHOTO
IPOBEJICHUS IPOTHBOOITYXOJIEBOW M aHTUPETPOBUPYCHO# Teparuu [3,14,17].

YpoBenb  yOeaureqabHocTH  pexoMeHganmii C  (YpoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)

e Pexomenayercsi BceM NaueHTaM Iy MOI03PEHUH U IpH ycTtaHoBiIeHHOM OMJI, a Taroke
B XOJI¢ Tepanuu ¢ 4actoToi 1 pa3 B 3-6 mecsies onpenencane anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B KpoBH, olpejielieHHe aHTUTEN K BUpycy rematuta C
(Hepatitis C virus) B KpoBH, M, IPH HEOOXOJUMOCTH, MOJEKYJISIPHO-OMOIOTHYECKOTO
HCCIieIoBaHus KpOBH Ha Bupyc rematuta B (Hepatitis B virus) u ma Bupyc rematura C
(Hepatitis C virus) c 1enp0 YTOUHEHHSI PUCKA PEaKTHBAIMH BUPYCHOTO TENaTHUTA H, B
ciydae HeoOX0aMMOCTH, ee podmnaktuku [3,14,18,19]

YpoBenb  yOeaureqabHOcTH  pexoMeHgammii C  (YpoBeHb  J10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

e Pexomenayercss BceM NamMeHTaM IpH TOJO3PEHUH M TpU ycraHOBIeHHOM OMUII,
MOJICKYJIIPHO-OMOJIOTHYECKOEe HCCIICOBAaHUE KPOBM HA HA BUPYC MPOCTOTO reprieca
(Herpes simplex virus), na nurtomeranoupyc (Cytomegalovirus), Ha BUpycC DmmTeiiHa-
bappa (Epstein - Barr virus) ¢ meiapi0 yTOYHEHHS PHCKA Pa3BUTHS TePIETHUECKON
MH(EKLINH H, B CIy4ae He0OX0MMOCTH, ee podunakTuku [3,14,20].

YpoBenb  yoeauteabHocTH  pekoMengammii C  (YpoBeHb  JO0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e PexoMenaywTcss BceM IanueHTaM I[pU MOJO3PEHMM M IpU ycraHoBieHHoM OMJI
MHKpOOHoIorndeckoe (KyJlIbTypalbHOE) HCCIeIOBaHHE OTAEISIEeMOro M3 MOJOCTH pTa;
UCCIIEJIOBAHUE  MHUKpPOOMOIIEHO3a  KHUIIEYHUKA  KyJIbTYpPaJbHbBIMM  METOAAMHY;

MUKpoOHoJornyeckoe (KyJnbTypajdbHOE) UCCIEJOBAaHHE KpPOBH HA CTEPHIIBHOCTH;
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MHUKpPOOHOJIOTHYECKOe (KyJIbTYypadbHOE) HCCIEJOBAaHWE MOYM Ha OaKTepualbHBIC
MATOT€Hbl C IENIbI0 MPOBEJICHHUS MNPEIU3MOHHOW aHTUOMOTHYECKOH Tepamuu B XOje
JIeYCHUS IPU HATMYUH (PeOPUITbHON JTMXOPAIKH M HHPEKIIMOHHBIX OCIOKHeHuH [3,21,22].
YpoBenb  yOeauTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexoMenayercsi BceM nmaiueHTam mpu MoI03peHUH U IpH yctaHoBieHHOM OMUJI, a Takke
B CJIy4ae pa3BHUTHS PEIMIMBA U TIocie BeimoyHeHus ayuto-TT'CK, onpeneneHne 0OCHOBHBIX
rpynn kposH 1o cucteme ABO u onpenenenue antureHa D cuctemsl Pesyc (pesyc-hakrop)
JUISS BO3MOJKHOCTH BBITIOJIHCHUSI 3aMECTUTEIIBHOH T'e€MOKOMIIOHCHTHON TEPaluH IPH
HAJIMYHMU [I0Ka3aHUi 10, BO BpeMs WM mocie Tepanuu [3,14,23].

YpoBenb  yOenureqabHOcTH  pexoMeHgauuii C  (ypoBeHb  J1O0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e PexomMenayercsi BceM MalMieHTaM BBIIIOJHEHHUE ITUTOJIOTUYECKOTO MCCIIEOBAHUS Ma3Ka
KOCTHOTO Mo3ra (Mmuenorpammsel) mpu nopospeHun Ha OJI, a Takke namueHTam c
BepudunmpoBanaeiM  OMJI B mporecce Jie4eHus, IMOCIE OKOHYAHHUS MPOTPAMMBI
UHAYKIHUH, KOHCOJHMJALMU, B XOJ€ MPOBEACHUS MOIIACPKHUBAIOUICH Tepanuu, Hepes
BoinonHeHueM TI'CK, nocne 3aBepiieHust Bcell 3ariIaHupOBaHHOM TPOrpaMMBbl JI€UEHUs, a
TaK)Ke MPU BBIIBJICHUM U3MEHEHHUH B OOIEM KIMHUYECKOM aHallu3e€ KPOBU BHE CBS3M C
MPOBOJIMMBIM JIeUeHUEM W/wiMu mono3peHun Ha peuumauB OMIL. [lpu koHcTaTanuu
peuyauBa (HE3aBHUCHMMO OT TPOLEHTHOIO CcoJepXaHus OJacTHBIX KJIETOK B
nepudepuyeckol  KpOBM)  BBINOJHUTH  LUTOJIOTMYECKOE M JIOMOJHUTEIHHO
MUTOXUMHAYECKOE HCCIIeIOBaHUE MHUKpOIpenapara KOCTHOTO Mo3ra (WM OTIIEYaTKOB
TpernaHoOMonTara KOCTHOTO MO3ra, NpPU HEBO3MOXKHOCTHU IIOJyYEHMs acmupara) ¢
MOP(OJIOTHYECKUM W HUTOXMMHYECKHM WCCICIOBAaHUSIMUA ONAaCTHBIX KJIETOK JUIS
MOJATBEPXKIAEHUS  peluauBa U WAGHTH(QHUKAUMKM  KIETOYHOH  auddepeHuupoBku
[3,14,24,25].

YpoBenb  yoeauTeqabHocTH — pekomengamuii  C  (YypoBeHb  JOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: nonyuenue yumonocuueckoeo npenapama KOCMHO20 MoO32a Nymem
NYHKYUU A811emcsi 005A3amenvHou pYMUHHOU OuacHocmuyeckou npoyedypou. Ilpoyedypa
001CHA NPOBOOUMbBCSL N00 Hapkozom!!!!

Masku kocmHo2o Mmo32a uccredyiom ¢ nomowpio oxpacku no Maro-I pronsanvoy,
Ilanneneevimy unu Paiimy-I'um3ze. Boinonrnenue mpenanouoncuu He s6s1emcs 00513amenbHbiM, 3d

UCKTITIO4YeHUuem cumyab;uﬁ C maxKk HAasbvledemvbiM «CYXUM nNPOKOIOMY» UIU OUYEHb cxydnbm
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NYHKMamom  KOCmHo20 Mmo3ea. Pexomenoosano uccredosamv  kax — munumym 500
A0POCOOEPHCAUUX KNeMOK 8 Ma3Ke KOCIMHO20 MO32d.

Jnsa yemanoenenus ouaenosa OMJI 6 mazke nepugepuueckoii Kposu unu KOCMHO20 M0o32d
Heobxooumo uanudue 20% unu 6onee bnacmuvix kiemox. Ipu OMII c t(15,17), t(8,;21), inv(16)
or t(16,16) u npu HeKOMOPLLX CAYUAAX OCMPO2O IPUMPOMUENL03A Q0I5 ONACMHBIX KIEMOK MONCEM
ovimb menee 20%. B coomeemcmeuu c nosou knaccugpuxkayuen BO3 2016 2oda npoyenm
OACMHBIX KIIeMOK NOOCYUMBIBAIOM 8HE 3ABUCUMOCIU OM 00U KPACHO20 POCHIKA.

Muenobnacmol, MOHOOIACTbI U ME2AKAPUOOAACIbL BKTIOYUAIOM 8 00Ujee YUCTO ONACMHBLX
kiemox. B cayuasx OMJI ¢ MmoHOOIACMHOU, MOHOYUMAPHOU U MUETOMOHOYUMAPHOU
oughghepenyuposroli npomorHoyumul (HO He amunudecKue/3peivle MOHOYUMbL) MAKHCe CUUMAIOM
IKBUBANEHMAMU DIACMHBIX KIEeMOK. Dpumpooiacmel He 8KIIOYAIOM 8 odujee Yucio O1acmHvlx
K1emox.

Jna eepughuxayuu ouacnoza UCMUHHO2O 3PUMPOOIACMHO2O Jletiko3a npu noocuyeme
NYHKMAama KOCMHO20 M032a KIemKU 3pUmpouUoHo20 psaoa 001xcHvl cocmasnsams >80% om ecex
KIEeMOK KOCMHO20 Mo32d, NpU 3MOoM Npodpumpoonacmsl 00axcHvl Obimv >30%, 6e3 yuema
muenobaacmos. I[Ipoapumpobracmoi, 8 coomeemcmeuu ¢ Homenkiamypou BO3, - smo nespenvie
SPUMPOKAPUOYUMbBL, NPU SMOM, 8 COOMEEMCMEUU C MEPMUHONO02UEU KIeMOK 3PUmponos3a no
U .A. Kaccupckomy u I'.A. Anexceesy, — smo spumpobracmul u nponopmooaacmsl. Ilpu ucmunnom
IPUMPOOIACMHOM JIelIKO3e OUCMe2aKapoyumonod3 GCMpedaemcs 4acmo, 6 mo 6pems Kak
OUCCPAHYIOYUMON0I3 — peoko [26].

Buvinonnenue yumoxumuueckoco uUccie008aHus MUKPONPENapama KOCMHO20 MO032a
HeobXoo0uMo, oadice eciu ONnpeoensemcs 6blcokoe cooepixcanue ONaACMHbIX KIemoK 8
nepugepuyeckoii Kpogu. Imo ce13aH0 ¢ mem, Ymo 8 psade Clyuaes YumoxumMuieckue peaxyuu
Mo2ym 0asambv pasziuunsle pe3yibmamsl 8 KIemKax nepugepuieckol Kposu u KOCmHo20 Mo32d,
umo Modicem nosieysb 3a coooll YCManosieHue ouubouHo20 ouazno3a. J{uazno3 ocHo8bl8aom Ha
Ppe3yIbmamax ucciei008aHus, NOAY4eHHo20 Ha KIemKax KoOCmHo2o mozea. HMcnonv3yrom peakyuu
na muenonepoxcudazy (myeloperoxidase - MPO) unu cyoarnogwiii uepHblil, Hecheyupuueckyro
acmepasy (arvgha-nagpmuiayemamacmepasy, nooasisiemyro uiu Hem pmopudom Hampus) u PAS
(Periodic Acid Schiff). O6napysicenue mueronepoxcudasvr 6 3% u bonee 6racmuvix Kiemok
VKA3bl6dem HaA MUeNOUOHYIO TUuHUI0 ouggepenyuposku. B mo dce epems ee omcymcmeue He
UcKIouaem MueiouoHy0 HAnpagieHHOCMy KIemoK, NOMOMY Ymo 8 PAHHUX Muerodiacmax, a
makaice MoHobaacmax, mecakapuoonacmax u spumpoonacmax MPO <3% unu He onpedensiemcsi.
Oxkpacka cyoanosvim uepuvim ananrocuyna MPO, no sensemcs menee cneyuguuHoll.
Hecneyughuueckas ~ scmepaza  umeem — 8bICOKVIO — Ou@@y3uylo  uau  epamyiapHyIo

uumonaasmamudecKyro aKkmueHocmbs (8 3A6UCUMOCIU O MeMOOUKU npoee()euuﬂ peam;uu) 6
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MOHOOIACMAX U NPOMOHOYUMAX, KOMOPAsL O0NNCHA NOOABIAMbCI NOTHOCIBIO WU 3HAYUMENbHO
¢@mopuoom uampus. PAS-peaxyus 6 muenobnacmax onpeodensemcs 8 oughgpyznom euoe, 6
MOHOOIACMAX U NPOMOHOYUMAX - 8 OUPDY3HO-2PAHVIAPHOM, 8 IPUMPOOIACMAX - 8 BUOE SPAHYT
unu oroxos. Ha ocnosanuu mopgoyumoxumuueckoco ucciedo8anusi O1ACmMHbIX KIEenoK MOXNCEN
ovimob Juaznocmuposano oxono 90% cayuaes OMJI, npu omcymcemeuu akmusnocmu MPO u
Hecneyuguueckol 3cmepaszvl He0OX00UMO NPoGedeHUe UMMYHODEHOMUNUYECKO20 UCCTe008aAHUS

MeMoOOM NPOMOYHOU YUMOPDIIOOPUMEMPULL.

e PexoMenayercsi BceM manueHTaM mnpu mnepBudHoOM nuarHoctuke OJI, a takke mpu
o0cneoBaHUM 1O TIOBOJAY JHMAarHOCTHpOoBaHHOro penuanBa OMJII, BBINOIHUTH
UMMYHO(EHOTUITUPOBAHNE TEMOMOITUYECKHUX KIIETOK-TIPEIIIIECTBEHHUI] B KOCTHOM MO3Te
JUTsI OTIpeIeNICHUsI PUHAICKHOCTH OJIACTHBIX KJIETOK K TOW MJIM MHOW JIMHUM KJIETOYHOMN
muddepennuposku [3,6,14,27].

YpoBenb  yOenureqabHOCcTH  pekoMeHganuii C  (ypoBeHb  J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommentapuu: Ammynopenomunuposanue 8bInoIHAEMCcA 6ce20d HA KIEMKAX KOCMHO20
Mo32a, 0adxce eciu Onpeodensiemcsi 8bLCOKoe COOepiHCcanue OIACMHBIX KIemOoK 8 nepughepuyeckotl
Kkposu. Onpedenenue npoyeHma OIACMHBIX KIeMOK Memo0OM NPOMOYHOU YUmopayopumempuu
npu nepeudHoOl OUASHOCMUKE He ABNIAeMmcs 3aMEeHOl Mopdonocuyeckoeo noocuemad, maxk Kax
pe3yibmamsl 3mMux 08yX UCCIe008aHull Mo2ym He coenaoams [27].

Il noomeepoicoeruss MueiouoHou HANPAIeHHOCMU ONYXOAe8blX KIEemOK Heo0X00uMOo
OYEHUMb IKCNPeccuro MuenouoHvlx ammueenos. MPO — nunelino-cneyuguyeckuii mapkep
MUENOUOHOU TUHUU, TUZ0COMATbHBIU (hepmenm epanyroyumos. K menee cneyuguunvim muenouo-
accoyuupogantvim anmueenam omuocames CDI11b, CDI1c, CD13, CDI15, CD16, CD33, CD64,
CD65, CD66b, nuzoyum u opyeue. /fuaecnoz OMJI moscem 6vims ycmanosnen u 6 mom ciyuae,
ecnu MPO He gvlasnsiemcs, a onyxojiegvle KlemKU IKCNpeccupyom opyaue, MmeHee cneyuguumvie
MuenouoHvle maprepul, U uckitoder aumpooracmuwiti sapuanm OJI.

Medicoy mopgoyumoxumuueckoui knaccuguxayueti. PAb u ummyHoghenomunuyeckumu
NpU3HAKamu Hem 4emkou Koppenayuu. bonvuuncmeo muenrouonvix mapkepos moeym 6vims Kax
NO3UMUBHbIMU, MAK U He2amusHuiMu npu pasusix sapuanmax OMJI no @AB, 3a ucknroueHuem
cneyugpuueckux anmueenoe CD4la u CDG6I, komopwie xapaxmephvi moabko OJis
MezakapuoyumapHou/mpomooyumaprou aunuu. Jaxce eauxopopun A (CD235a), mapxep
IPUMPOUOHOU  TUHUU, MOdCem OblMb He2AMUBHLIM NpU 3PUMPOOIACMHOM JelKo3e, eclu

onyxonesvie KIemKU NPOUCX00am u3 Oojee paHHux npeouiecmeenHukos. Taxum obpazom, no
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oanHbim ummyHopenomunuveckoco (UDT) uccredosanusn Henvzs onpedensms FAB-sapuanm
OMIL

bnacmusie knemku cuumaromcsi no3UMUSHbIMU NO IKCHPECCUU MEMOPAHHO20 AHMUSEHd,
ecnu oH onpedensemcsi Ha 20% oOnacmHblx Kiemoxk u 6onee (nopozogoe 3uauenue). Jna
YUMOoniazmamudeckux mapxepos (maxux, xkax yumoniaasmamudeckuti CD3, MPO, nusoyum,
sa0eprnas TdT u dpyeue) ucnonwvzyiom b6onee nuskuii nopoe — 10%.

B cnyuae nonyuenus nesozmodcnocmu nomyyeHus acnupama KOCmHo20 Mo32a, GblNONHAEMCsl
UMMYHOSUCIOXUMUYECKOE UCCTe008aHIUe MPEenaHoOUuoOnmama KOCmHo20 Mo32d.

UDT svinonnsiom c nomowbo Myibmunapamempuyeckoi npomoyHol yumogoopumempuu
(0bvluno Kak munumym 3- unu 4-ysemuotl). B ciyuae ananuza mpenanobuonmama 8binoIHAEmMCs
e2o UT'X uccneoosanue. Ocodenno UDT uccredosanue HeodX00UMO 0151 YCMAHOBIeHUs. OUACHO3A
OMIJI ¢ munumanvHou oughghepenyuposkou, ocmpozo mezaxkapuoyumapHrozo netikosa u OJI c

HeonpeoeneHHou OuhghepeHyuposkoll.

e PexoMeHnayercss BceM IManMeHTaM MpU MHepBUYHOM juarHoctuke OJI a Ttakxke mnpu
oOciieToBaHWKM TO0 TIOBOJY JAHArHOCTUpPOBaHHOTO peruauBa OMIJII, BBIIOTHHUTH
IIUTOTCHETHYECKOE HCCIeAOBaHUE (KApHOTHIT) aclupara KOCTHOTO MO3ra C IICNIbIO
BBISIBJICHUSI aHOMAQJIMU KapHOTHUIIA M CTpaTHU(HUKAIMK MAIMEHTOB IO TPyIIaM pHUCKa, a
TaK)Ke JIJIsl ONPEJICICHUS] TaKTHKW JICUCHUS W BBIABICHUS MapKepa il MOHUTOPUHTA
JTMHAMUKH OITyXOJIEBOT0 KJIOHA Ha (oHe Tepanuu [3,6,14].

YpoBenb  yOeauteabHocTH  pekoMeHaauuidi C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmeHnTapuu:  cmandapmuoe  yumoecenemuueckoe — UCCIEO08AHUE  ABNEMCSL
HeoOX00UMbIM KOMNOHEHMOM OUASHOCMUYECKUX Npoyedyp y nayuenma c nooozperuem na OJI.
Xpomocommuvie anomanuu uvlasnaomcs npumeprHo y nonosunvl nayuenmos OMJIL.  Cemwv
mpanciokayul u uneepcuil (u ux sapuanmet) omuocames BO3 ¢ kamezopuio « OMJI ¢ yemotiuugo
BBIABIACMBIMU  XPOMOCOMHBIMU — aHOManusmuy. bonee moeo, obOHapyscenue HeKOMOPbIX
eeHemuyeckux anomanuil npu uHamuvuu 20% u 6onee OIACMHBLIX KIEMOK 8 KOCMHOM MO32e
A671emcst 00CMAMOYHbIM OJ1s YcmanosieHus ouacnosza « OMJI ¢ npusnakamu Mueiooucniazuu».
s onpedenenus xapuomuna O0OCMOBEPHbIM CYUMAEMCs Ucciedosanue Kak MuHumym 20
Memagaz. AHoManuu KApuoOmuna Mo2ym YCMAaHA8IUBAMbC U HA OCHOBAHUU UCCLE008AHUSL
K1emok nepughepuueckou kposu. Mouumopune 6visAGIEeHHbIX NPU NEePEUYHOM UCCIEeO08AHUU
AHOMANUL KAPUOMUNA NO360JI5lem  OYeHUMsb NOJIHOMY O0CMUSHYmMo20 3¢pgexma mepanuu.
Onpedenenue mex uiu UHbLIX YUMO2EHEMUUeCKUX AHOMARUU yaice Ha Momenm ouacnocmuxu OMJT

moacem 07’lp€0€]lbll’l’lb mepanesmu4ecKyro maxKmuky ons KOHKpeENHO20 nayuenma. Hanpumep,
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6blAGNIeHUe  KOMNJIEKCHbIX — UBMEHeHUll  Kapuomuna  uiu  MOHOCOMHO20 — Kapuomuna
ceudemenvcmeyem O  HeOOXO0OUMOCMU  NPUMEHEHUs  OMAUYHO20 Om  CMAHOAPMHO20
YUMoCmamu4ecko20 6030eUcmeus u 0053amenbHo20 00CYIHCOeHUs 80NPOCAd O B03MOICHOCHU
npeoenvHo pannezo exniouenus anno-11' CK 6 npoepammy nevenus OMJI, énioms 0o npogedenus

anno-TI'CK 6 annasuu nocie nep8oeo uHOYKYuOHHO20 Kypcd.

e Pexomenayercst BceM nanueHTaMm npu nepBuuHoil nuarHoctuke OJI, a Taxke npu
o0cneoBaHUM 1O TIOBOJAY JWAarHOCTHpoBaHHOro penuaunBa OMJI, BBINOIHUTH
MOJIEKYJISIPHO-T€HETUYECKOE UCCIIEIOBAHNE — MOJIEKYJISIPHO-TEHETUYECKOE UCCIIEI0BAHNE
mytauuii B reHe RUNXI-RUNXITI wmeromom IIIP, MonekynasipHO-TEHETUYECKOE
uccinenoBanue Mytanuid B reie CBFB-MYHI1 wmeromom IIIP u monekynspHOo-
reHernyeckoe uccinenoBanue myranuii B rene FLT3-TKI meronom cekBeHUpOBaHUS B
acmupare KOCTHOTO Mo3ra Ui CTpaTu(UKalMM TAlMEeHTOB MO TpyMmaM pucka U
OTPEJICTICHUS] TAKTUKH JICUEHUSI, a TAKXKE C IIEJIbIO BBISIBIICHUS MapKepa i MOHUTOPUHTa
JMHAMHUKH OITyXO0JICBOr0 KiIoHa Ha ¢oHe Tepanuu [3,14,25].

YpoBenb  yOeaureabHocTH  pekoMenaanuii. C  (YpoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommentapuu: mecmuposanue mymayuii NPM1, CEBPA u FLT3 saseraemcs
JHcenamenbHbuIM, NOCKOIbKY co8pemeHuble nooxoosl K aedenuto OMJI npeononazarom nanuyue
ungopmayuu 06 SMUX Mymayusx, mMaxK KAk dMO MOJCem 6AUAMb HA onpeoeneHue
mepanesmuuecxo makmuku. OMJI ¢ mymayusmu 6 cenax NPM1 unu CEBPA onpedenenvi BO3
Kak ycnoeuvle kamezopuu. Ixcnpeccusi cenoé ERG, MN1, EVII, BAALC, mymayuu cenos WTI,
RUNXI, MLL, KITRAS, TP53, TET2, IDHIu onpeoenenue MOB uccrnedyiomes 6 pamkax KHU.
Monexynapuvlil CKpUHUHE HA YKA3AHHblE MAPKEPbl CAMOCIOAMENbHO20 3HAYEHUs. He UMeem, HO
KaK 8CHOMO2AMENbHbIL Memo0 MOdcem Oblmb UCNONb308AH NPU OMCYMCMEUU pPe3yIbmamos
CMAHOAPMHO20 — YUMO2EHEeMU4ecko20  ucciedoeanus. B cospemennoti  monexynsaprou
ouazcnocmuxe OMJI wupoko npumensemcss u Memoo CEKEEHUPOBAHUS HOB020 HNOKOJIEHUs,
CO30aHbl MaK Haszvigaemvle OUACHOCMUYECKUe NAHeNU U3 HEeCKOAbKUX O0ecimKO8 2eHO8,
so61eueHnblx 8 namozenes OMJI, komopvie nossonsitom yemko omuecmu uccieoyemoliti OMJI

Mo UIU UHOU Kame2opuu pucka.

e PexoMenayercsi BceM mnauueHTaMm npu nepBuuHoil auarnoctuke OJI, a taxke npu
oOcieloBaHMM 10 TIOBOAY JHAarHOCTHpoBaHHOro peuuansa OMIJI, KoTopsIM He
BBIIIOJIHEHO LIUTOT€HETHYECKOE HCCIENOBaHUE (KApUOTHII) acnupara KOCTHOIO MO3ra
(Mano marepuana, He ObUIO MOJYYEHO MUTO30B WIJIM MOJy4YeHO MeHee 20 MHUTO30B) WU

MOJIYUCH HOpMEUIBHBIfI KapuoTull, HO IIpU O3TOM BBIABIAIOTCA SAPKUC KIIMHUKO-
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nabopaToOpHbIE CHMIITOMBI, XapaKTEPHBIX JUIsl OmpeaeieHHbIX BapuanTtoB OMJI,

BBINOJIHUTB MOJIEKYJISIpHO-LIUTOreHeTHUeckoe uccienopanue (FISH-meron) ans nerekuun

peappaHkHpPOBOK T€HOB B acIMpaTre KOCTHOTO MO3Ta C IENbI0 BBISBICHUS MapKepa Uis

MOHUTOPWHTA TUHAMHUKH OITyXOJICBOTO KJIOHA Ha (oHe Tepanui [3,14,25].

YpoBenb  yOenurTeqabHocTH — pekoMeHganmuii C  (ypoBeHb  J0CTOBEPHOCTH
J10KA3aTeJILCTB — 5)

Kommenmapuu: npu OMJI uccneoyromess RUNXI-RUNX1T1, CBFB-MYH11,
PML/RARA, MLL u EVII unu nomeps xpomocomer 5q u 7. FISH 3auacmyro neobxooum Ons
uoenmuguxayuu cauanu MLL npu mpancroxkayusx peecuona 11g23. Bozmoowcno maxowce

nposeoenue FISH na mopghonocuueckux u eucmonocuueckux npenapamax KOCmHo2o mo3ed.

e PexoMeHnayercsi BceM TMalMeHTaM, y KOTOPBIX HMeETCS HWHQOpMAIUs O HATUYUU
MOJIEKYJIIPHOTO MapKepa WM U3BECTeH abeppaHTHBII HMMYHO(QEHOTHUII (BBISIBICHHBIE HA
MoMeHT auarHoctTukun OMIJI), numMMyHO(EHOTUIIHPOBAaHHE OWMOJIIOTHYECKOTO MaTepHasa
JUIS BBISBJICHUSI MAPKEPOB MUHUMAJIBHOM OCTaTOYHOM 0OJIE3HU MpH remMobsiacTo3ax (s
TPYNIB IPOMEXKYTOYHOTO TMPOTHO33) MM MOJIEKYJIIPHO-TEHETHYECKOE MCCIIEIOBAHUE
MUHUMAJIbHON OCTaTOYHOM 00JIE3HU MPH JIeMKO03aX MPHU MOMOIIY MAUEHT - CHEU(PUIHBIX
mpaiiMepoB (Il TPYMIBl OIArONpHUSTHOTO TPOTHO3a) JJIsi KOHTPOJSI 32 JICUYCHHEM H
OIIpe/ICIICHUS TAKTUKU TOCTHHIYKIIMOHHOU Tepanuu [3,14,28,29].

YpoBenb  yOeaureqabHOcTH  pexoMeHaamuii. C  (YpoBeHb  J0OCTOBEPHOCTH
JA0KA3aTeJbCTB — D)

KommenTapuu: 011 noomeepaicoerus noiHomsl 00CMUSHYmo20 omeema Ha mepanuio u
€20 coxpameHue, 8 COOMEEMCMEUU C COBPEMEHHBIMU MEHCOYHAPOOHLIMU PEKOMEHOAUUAMU,
HeoOX00UMO BbINOIHAMb 6 KOHMpPOJAbHble mouku oyeHky MOB memodom npomounou
yumodharoopomempuu  (Abeppanmuvlil. UMMYHOGDEHOmuUn), a O0as 2cpynnvl 0O1A2ONPUSMHO2O
NPOCHO3A — MOAbKO MoeKyaApHoe ucciedosanue MOB memoodom I1L]P (konuuecmeennas oyenka
akenpeccuu eenoe RUNX1-RUNX1TL, CBFB-MYH1, NPM1) [29,30].

1lo pe3ynemamam uccredosanuii, npogooumwvix Poccuiickoii epynnoi no mepanuu ocmpulx
netiko308, - npu Odocmudicenuu MOB-necamueénoii pemuccuu nocne 1-2o Kypca mepanuu y
nayuewmos U3 2pynnvl NPOMENCYMOYHO020 HNPOSHO3d, NPU  BbINOJHEHUU OalbHelule2o
mugamenvrHo2o monumopunzca MOD, éo3moorcno paccmompenue éonpoca o npodoaxcenuu XT b6e3
svinoanenuss amno-TI'CK. 'V nayuenmoe u3z epynnol 61a2o0npusimmoco npocHO3ad OUHAMUKA
XUMEPHO20 MPAHCKPUNMA MaKdice onpeoensem yenecooopasHocms 6blNOJHEHUs NAYUEHMAM

anno-TI'CK [31].
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* PexoMeHnayercsi BceM MallieHTaM BBINOJIHUTH CIIMHHOMO3TOBYIO MYHKIHMIO C OOIIMM
(KTMHUYECKMM) aHAlIM30M CIIMHHOMO3TOBOM KHUJIKOCTH C IENbI0 JHArHOCTHKHU
HelposielikemMun U Heiporpodunaktuku [3,14,25].

YpoBenb  yOeaureqabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

Kommenrapuun: npu OMJI ¢ yenom eoénevenue L{HC secmpeuaemcs menee uvem y 5%
nayuenmos, npu psioe eapuanmos OMJI, ocobenno ¢ monoyumaphou ougpgepenyuposxoi,
8EPOSIMHOCMb B0BIEUEHUSL 8 NPOYECC 000JI0UEK 20108HO20 MO32A BblUUE.

JKenamenvno noodepoicueams yucio mpomoOOYUMos 8 Kposu neped BblNOJHeHUeM
cnunnomo3z2oeoul nyuxkyuu 30x109/1 u eviwe. Eciu yposernv mpomboyumos He yoaemcs nogvicums
00 30x109/1 u eviwe, npu omcymcmeuy KiuHu4eckux npusnaxoe nopasxcerus L{HC, om nynkyuu
MOIACHO 8030epaHcamvCsi 00 NOSblULEHUS MPOMOOYUmMos 8 cemocpamme gviute 30x109/.

Ecnu y nayuenma onpeodensemcs neuxoyumos eviute 100x109/n 6 Kposu, mo nepgyro

CIIMHHOMOS3I'OBYIO nYHKUUIO czzedyem OMJIOJACUMDb 00 pe()ym;uu qyucia JZ€12K014MWZO6 MeEHee

20x109/n.

e Pexomenayercss BceM mnamnveHtam BbiAeNATh nepBuuHyro JIHK wmnu PHK u3 knetox
KOCTHOTO MO3Ta U COXpaHATh ee B OMoOaHKe MO0 HAaNmpaBisATh MaTepual Ha XpaHEHUE B
naboparopun PenepanbHbIX LIEHTPOB Ui BO3MOXKHOCTH MOCIEAYIOLIETO BBIMOIHEHUS
MOJICKYJISIPHBIX HccienoBanui [3,14,25].

YpoBenb  yOeauteabHocTH  pexkoMeHaauuidi C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommentapuu: coxpanenue nepsuuno2o 610102U4ecKk020 Mamepuania oCywecmensemcs
6 euoe JIHK u/unu PHK, 8bi0eneHHbIX U3 KOCMHOMO3208bIX KIEMOK UL 3AMOPONCEHHBIX KIIeMOK.
Mamepuan moxcem 6 nocnedyiowem noHa0ooumsvcs Onsi NPOBEeOeHUsT MONEKVIAPHBIX
UCCcIe008anull, NO3BONAIUWUX ONPedeums 2PYNnvl PUCKA, a4 MAKdiCe 8 PAMKAX KIUHUYEeCKUX

uccneoosanuii (KH1).

2.4 NHcTpyMeHTANIbHBIE JUATHOCTHYECKHE HCCIeJOBAHUS

e Pexomenayercs: Bcem nanuentam ¢ OMJI 1o Havana crenuuyeckol Tepamnuu, a TaKxKe
B XOJI€ JICUEHHs C YacTOTOH OT 1 pa3 B HEHENI0 O €XKEMECSYHOro (C yu4eToM Hallndus
COIYTCTBYIOILIEH MAaTOJIOTUU U KIMHUYECKON CUTYallUH), a TaKXKe P HE0OXOJMMOCTH B
Ar000i1 MOMEHT B TEueHHE BCEero IMepuoja JEUeHMs, perucrpanus, pacmudpoBka,
OTMCaHWE U MHTEPIPETALHUS HIEKTPOKAPIUOTpahUIECKUX TAHHBIX JUTS BBISIBJICHUS W/WIH

MOHHUTOPHHTA HAPYIIEHUI MPOBOAMMOCTH UMITYJIBCOB B cepaeuHoi mbiie [3,14,32].
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YpoBenb  yOeauteabHocTH  pekomenaauuidi C  (YpoBeHb  /I0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

e Pexomenayercs: Bcem nanuentam ¢ OMJI 1o Havana crenuuyeckon Tepamnuu, a TaKxKe
B XOJI€ JICYEHHUs C YaCTOTOM OT | pa3 B HENENI0 0 €KEMECAYHOro (C y4eTOM HaU4us
COIYTCTBYIOILIEH NMAaTOJIOTMH U KIMHUYECKON CUTYyalluH), a TAKXKe IMPU HE0OXOIUMOCTH B
110001 MOMEHT B TE€UEHHUE BCEro MepHo/ia JICUeHHUs], BBIOJHEHUE dXOKapIuorpaduu s
OLICHKH (bYHKIIMOHAITEHOTO COCTOSIHUSI CepaeUHOI MBIILIIBI, YUUTHIBAsS
KapIMOTOKCHYHOCTH mpenapatos [3,14,32].

YpoBenbr  yOenurenbHocTH  pexkoMeHaanuii C  (YpoBeHb  /10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e Pexomennyercs Bcem manueHTam ¢ OMJI 1o Havana crieuUUecKon Tepanuu, a TaKKe
B XOJIe JieueHus ¢ yactoroit ot 1 pa3a B 2-3 Henenu 10 1 pasa B 2-3 mecsna (¢ yueTom
HaJIMYMsl COIMYTCTBYIOIIEW TMATOJOTHM M KIMHUYECKOW CHUTyallud), a TakkKe MpHu
HEOOXOAUMOCTH B JIOOOH MOMEHT B TEUEHHE BCEro Mepuoja JICUCHUS BBIMOIHEHHE
xkommbroTepHoit ToMorpaduu (KT) ronoBHoro Mosra 6e3 KOHTpacTa Jisl BhISBICHUS U/HITH
MOHUTOPUHIa U3MEHEHUI B CTPYKTypax roJ0BHOro Mo3ra. [Ipu Hanmnuum HeiponeiikeMun
BoinosiHeHUE MPT rojioBHOro v CIMHHOTO MO3ra C BHYTPUBEHHBIM KOHTPAaCTUPOBAHHUEM,
JUIA OIICHKH BEIIEeCTBAa T'OJOBHOIO MO3ra M 00OJIOYEK TOJOBHOIO M CIHMHHOIO MO3Tra
[1,3,4,8,33-35].

YpoBenb  yOeauteabHocTH  pekoMeHaauuidi C  (YpoBeHb  /10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

e Pexomenayercs: Bcem nanuentam ¢ OMJI 1o Havana crenuuyeckol Tepamnuu, a TaKxKe
B XOJI€ JIEYeHHUs C 4acToToil oT 1 pasa B 2-3 Henmenu 10 1 pasa B 2-3 mecsna (¢ yueTom
HaJIW4yus COIMYTCTBYIOIIEH NATOJIOTUM W KIMHUYECKOM CHUTyalllH), a TaKke IpH
HEOOXOMMOCTH B JIIOOOH MOMEHT B TEUYEHHE BCEro IMepHoja JICUCHHs BBITOJIHEHHE
pentrenorpagpuu u/umu KT opraHoB rpyJHOW KIETKH Ui BBISBICHHUS H3MEHEHUI
JICTOYHOW TKaHH U OpraHoB cpenoctenus [3,14,33-35].

YpoBenb  yoOeautenbHocTH  pekomenganuii  C  (YpoBeHb  /10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e Pexomennyercsa Bcem nanuenraM ¢ OMJI Ha mr000M 3Tane BeneHUs ¢ MOAO3PEHUEM Ha
HaJIM4Me 3KCTpaMenyJUIIpHbIX ouyaroB BelmosiHeHHe KT u/Mim MarHUTHO-pe30HaHCHOU

tomorpadpuu (MPT) ¢ KOHTpACTOM COOTBETCTBYIOIICTO pErHOHA JIJISi YTOYHCHUS
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pacnpocTpaHEeHHOCTH 3a00JIeBaHMsI WM JAUATHOCTUKH IKCTPaMEYJUISPHOTO PEelHIuBa
[3,33-35].
YpoBenb  yOenurTeqabHocTH  pekoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

e Pexomenayercs: Bcem nanuentam ¢ OMJI 1o Havana crenuuyeckol Tepamnum, a TaKxKe
B XOJIe JIeueHus ¢ 4acTtoToil ot 1 pasza B 2-3 Henenu a0 1 pasa B 2-3 mecsna (¢ yuetom
HaJIW4yus COIYTCTBYIOIIEH NATOJIOTUM W KIMHUYECKOM CHUTyallH), a TaKkKe IpH
HEOOXOIMMOCTH B JIF000 MOMEHT B TE€UEHHE BCETrO MEpHOAa JICUSHHUs, A ONpeleeHus
o0BbeMa OITyX0JIEBOM MacChl U TMarHOCTUKUA U MOHUTOPUHIA CONYTCTBYIOLIEH MaTONIOrUH
BBINOJIHEHUE YJbTpa3BykoBoro uccienoBanue (Y3UW) opraHoB OpromHoil mojioctu ¢
OTIpeieIeHueM Pa3MepOB TIEUEHH, CeNIE3€HKH U BHYTPHOPIOIIHBIX TUM(AaTHUECKUX Y3JI0B,
a TaKKe OLIEHKAa COCTOSHUS OpraHOB OpIOLIHON MOJOCTH W BbINOJAHeHUEe Y3U opraHoB
MaJIoro Tasa y JIeBOYEK U sIMYeK y MaibunukoB [3,33].

YpoBenb  yOeauteabHocTH — pekoMenaauuid C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

2.5 NHple fMarHocTHYeCKne Nccae0BaHus

e PexoMenayercsi namueHTaM C IOJO3PEHMEM Ha JKcTpamenyJuisipHble odarn OMJI
BBITIOJTHEHUE OMOIICHMM BOBJICUEHHOTO OpraHa/TKaHM B OO0BEME, HEOOXOIUMOM IS
BBITIOJTHEHUSI TATOJIOT0-aHATOMUYECKOTO WCCIEAOBAHUA OHUONCHITHOTO MaTepuana C
MPUMEHEHUEM HMMYHOTUCTOXMMHUYECKUX METOJ0B U MOJIEKYJISIPHO-OMOIOTUYECKUX
uccnenoBanuii [36].

YpoBenb  yOenurTeqabHocTH  pekoMeHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

. PCKOMeH)IyeTCﬂ BCEM IMaIUCHTAM, KOTOPBIC IOTCHOHWAJIBHO MOT'YT pacCMaTpUBAaTbCA KaK
KaHIMJAThl Ha BbIMONHeHUe TpaHcmanTauuu amwio-TT'CK, mocne noctwxkenust 1-oif
pemuccun OMJL, a Taxke MX CHOJIMHIaM MOJEKYJSPHO-T€HETUYECKOE HCCIIEI0BaHHUE
rucrocomectumoct (HLA oro paspemieHuss mpu INOMOILIM CEKBEHUPOBAHUSA) Ul
o100pa HEPOJACTBEHHOI'O JOHOPA KOCTHOIO MO3ra € LENIbI0 MOMCKAa NMOTEHIUAIBHOIO
JIOHOpa C KOHCYyJIbTallied B TPAHCIUIAHTALMOHHOM IIEHTpPE C ILEJbl0 ONpeAeiIeHus
11e7IeCO00Pa3HOCTH U BO3MOXKHOCTH BhinosHeHus amio-TT'CK [3,25].

YpoBenb  yoeautenbHocTH  pekomengamuii  C  (YpoBeHb  [1OCTOBEPHOCTH

J0KA3aTeJIbCTB — 5)
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e PexoMeHayercsl npy HAIMYMK MOKA3aHUA W OMPENECIEHUS COMYTCTBYIOIIEH MATOIOTHHU
KOHCYJBTAIliU Bpada-HEBPOJIOra, Bpadya-oPTalIbMOJIOTra, Bpaya-OTOPHUHOIAPHHTOJIOTA U
JpyTUX Bpauel-CHelHaTucTOB, BCEM JE€BOYKaM cTapiie 14 jier- KOHCylbTalus Bpaya-
aKyriepa-ruHekosnora [3].

YpoBenb  ybenurTeqabHocTH  pekoMeHgauuii C  (ypoBeHb  J1O0CTOBEPHOCTH

J10KA3aTeJILCTB — 5)
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3. JleueHue, BKJIIOYASE MeTMKAMEHTO3HYI0 U HEMeIMKAMEHTO3HYI0 Tepanuu,
AMeTOoTepanuio, 00e300JJuBaHue, MeTUIIMHCKUE MTOKA3AHUA U

NMPOTUBOIIOKA3AHUA K NPUMCHCHUIO ME€TO/10B JICHCHUSA

Ippexmusnocmo XT OMJII 3asucum om 08yx Kirouesvlx (hakxmopos — cneyu@uuHocmu
YUMOCMAamu4ecKo20 6030€lcmsus U a0ek8amHOCmuU CONPO8OOUMeNbH020 aeyeHus. OCHOGHbIMU
npunyunamu nevenusi OJI saeisemcs makcumym sgpgexmusnocmu (3a cuem chneyu@duuHocmu u
aoekgamHoCcmu  8030elicmeust) npu  MUHUMYMe MOKCUYHOCMU  (3a  cuem  2paMOMHOU
CONPOBOOUMENLHOU MePanuu).

Jleuenue OMJI y Oemeili OCHO8AHO HA UHMEHCUBHOU NOAUXUMUOMEPANUU, KOMOPAsL
00J121CHA OLIMb OONONHEHA MPAHCHIanmayuelt ecemnodmuyeckux cmenoswvix kiemox (IT1T'CK) om
HLA-zenoudenmuunoco ~ poocmeennozo  uau  aibmMepHaAMuUHO20 (HepoOcmeenHo2o,
2anI0UOeHMUYHO20) OOHOPA Y NAYUEHMO8 ePYNNbL 8bLCOKO20 pucka peyuousa. Heobxooumocmo
mMpavcniaumayuy y — NAYUeHmo8  2PYnnvl  APOMENCYMOUHO20  PUCKA — NPOOOANCAem
OUCKYMUPOBAMbCSL, OHA NOKA3AHA MOAbKO npu Haruuuu HLA-eenoudenmuuno2o cubnunea.

Ilepeo nauanom mepanuu nayueHmy HceiameibHo 00ecneyuny YeHMpaibHblll 6eHO3HbIL

()OCI’I’lyl’l Ha I’lpO()OJZJfCumeJleOQ epems NnOCMAaHoBKOl UEHMPAIbHO20 6EHO3HO20 Kamemepda.

3.1 Tepanus BnepBbie BbigBJeHHOro OMJI

e PexoMeHnayercsi BceM TalMeHTaM C BIEpBbIe BbIABICHHBIM OMJI mpu Haimmuuun
BO3MOKHOCTH y4acTHE B KIMHUYECKHUX HUCClenoBanusx [37].
YpoBenb  yoeauTeqabHOCTH  pexkomengamuii C  (YpoBeHb  /I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
KommMmenTapuu: ¢ nacmosiwee epemsa eounozo cmanoapma mepanuu OMJI y oemeii He

paspabomato.

o PexoMenayercsi BceM NanueHTaM C BIepBble BbISIBIEHHBIM OMJI, koTOpBIE HE MOTYT
ObITh BKJIIOYEHBl B KIMHUYECKHE MCCIEAOBaHUsA, IPOBEIEHUE Kypca HUHAYKIHU C
MOCJIEAYIOIEH KOHCONMMAAUUE U, I IIalMEHTOB BBICOKOW TpYINIBl  pPHUCKA,
TpaHCIUIAaHTALIMM AJUIOT€HHBIX I'€MOIO3THYECKUX CTBOJOBBIX KieTok (amioTT'CK) (cm.
npunoxenne A3.2) [1,2,38-40]

YpoBenb yOeauteqabHocTH  pexkomeHgauuii C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

KomMmeHnTapuu: nauano mepanuu — 5mo KypC UHOVKYUU PEMUCCUU, COCMOAUel U3
bazosvix npenapamos, 3¢hghexkmusnvix ¢ omuowenuu OMJI (yumapabun™*, anmpayuxiunvl u

amono3uo™*). Ilocie docmudsicenus pemuccuu U 60CCMAHOBIEHUSI 2eMON033d Clledyem KOPOmKas
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(He bonee 3 Kypcos) KOHCOIUOUpYIowas mepanus, OCHOBAHHAS HA 8bLCOKUX 003aX yumapadbuna™*
(2-3 2/m2/cymku).

Ilpu nanuuuu HLA-cosmecmumozo poocmeennoco O0onopa 6ce nayueHml GblCOKOU
2pynnvl  Q0IJCHBL OblMb  MPAHCHIAHMUPOBAHLI 68 NEPBOl PeMUCCUU Rnocie MmMpéx O10Ko8
KOoHconuoupyroweti mepanuu. Ilayuenmol, omHocsawuecs K 2pynne 6blCOKO20 PUCKA, OO0INCHBL
noayyums mpancnianmayuro om HLA coemecmumoco poocmeennoco uiu HepoOCmMEeHHO20
00HOpA, UIU OM ANbMEPHAMUBHO20 OOHOPA (2ANJIOUOEHMUUHO20).

Tpancnaianmayuss. npoeoOUMCsi MONLKO 6 CHEYUATUSUPOBAHHBIX YEeHmMpax, Kyod
ungopmayus 0 nayueHmax OOIHCHA HANPABIAMbC 3A01a208PeMeHHO. 3as16KY HA NposedeHue
TT'CK 6 mpancniaumayuoHHblll yenmp ciedyem nooagams cpasy dce nocie KOHCmamayuu y
nayuenma 6vlcoxoco pucka unu Hanuyus HLA uoenmuunoco poocmeennozo oonopa.

Ilposedenue Onumenvhol noOOOepICUBarOWell mepanuu 6 Hacmosujee 6pems He

pexomernoosaro [38].

e Bcem mnamumenrtam, nosmywarommMm Tepanuio no OMJI, pexoMeHayercsi BBIIOJHEHUE
CIIMHHOMO3TOBOM MYHKIIMM WM WHTpaTeKalbHas Tepamnus (BBEJACHUE JEKapCTBEHHBIX
IpenapaToB B CIMHHOMO3r0BOM KaHan) (cM. npuioxenue A3.2) [1,2,38-40].

YpoBenb  yOeaureabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: npu unuyuanvrom aeixkoyumose 100x109/1 u 60nee niombanvHas nyHkyus
npoBOOUMCsL He 8 Nepablll OeHb UHOYKYUU, d MOAbKO NOCAe PpeOyKyuu JeUKoyumos 00 YPOoeHs
50x109/n — 60 usbescanue NOLYYeHUs NOHCHO20 OUACHO3A HEUPOJIelKO3d U3-3d KOHMAMUHAYUU
JUK8Opa Oracmamu nepughepuyeckou Kpoeu u u3-3a pucka Kpo8omeuyeHusi 8 CNUHHOMO32080U
Kauan ecneocmsue koazyronamuu [1].

Humpamexanvnaa mepanua. Cocmoum u3 UHmMpameKanibHblX 66e0eHUll yumapaobuna 6
803pacmHoll 003uposke (cm. maoi. 2).

Ta6.2. Jlozvl yumapabuna™** 0nss unmpameKkaibHo20 86e0eHUst 8 3A8UCUMOCU O 803PACMA
[41].

Bospacm [lo3a, me
Menvwe 1 200a 20
1-2200a 26
2 — 3 200a 34
Cmapwe 3 nem 40
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. UHMPAMEKANbHbLE
88e0eHUs YumapabuHa™>: 5 esedenuti neped HA4AIOM Kaxcoo2o ONIOKA mepanuu u nocie
OKOHYAHUS NOCNIeOHe20 DNIOKA U 60CCMAHOBNEHUSL 2eMON033a ewé 2 86e0eHUs ¢ UHMEPBALoM 6 1

mecsy.

Tepanus  npu  unuyuanrbHom  nopasicenuu I[HC. unmpamexanvhvie  66e0eHus]

yumapabuna™* nposooamcs 1 paz 6 nedeno 00 mex nop, HOKAa TUKEOP He OyOem CaHUupoBaH, HO
He MeHee 3 pasz. 3amem 88edeHusi yumapaouna™* ¢ CNUHHO-MO0320801U KAHAL NPOOOIHCAIOMCS NO
Makotl xce cxeme, KaK 8 NPOQPUIAKMULECKOM JeYeHUU, MO eCb neped HauydioM Kaxcoo2o O1oKa
Xumuomepanuu u nocje OKOHYAHUs NOCIeOHe20 OJI0KA U 80CCMAHOBIEHU 2eMonod3a ewé 2

66eoenus ¢ uHmepeailom 6 1 MecAy.

e [Mammentam crapmie 3 ser ¢ OMJI ¢ ¢ inv(16) Ge3 mepBuuHOoro mopaxenus L[[HC
pexomMeHnayercst mpoduIakTuaeckoe kpanuaiabHoe oomyuerre COJI 12 I'p [42]
YpoBenb  yOeaureabHocTH  pekoMeHaanmuii C  (YypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB — D)

KommenTapun: npogunrakmuueckoe kpanuanvhoe ooayuerue nposooumcs Kak MUHUMYM
yepes 4 Hedenu nocie OKOHHAHUL NOCIeOHe20 OJIOKA Npu 60CCMAHOGICHUU 2eMonodsa. Jlea
nocneOHux 66edeHuss yumapabuna** oondxcuvl Oblmb NpogedeHsvl 60 6pems O00NYYeHUs C

unmepsanom 2 Heoeuu.

e Bcem manmentam ¢ OMIJI crapue 3 ner ¢ nepBuunsiM nopaxenueMm LIHC, xoropsie He
JOCTUTIIM CaHAIlMU JIMKBOpPA TIOCHIe 3 WHTPATCKaIbHBIX BBEIEHUN IMTapabuna™*,
peKoMeH/IyeTcsl BBIMOIHEHHE KpaHuanbHoi iydeBoit Teparuu COJL 18 I'p [38,43-46].
YpoBenb  yOenurTeqabHocTH  pekoMeHaanuii C  (YypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapuu: xpanuanvhoe obnyuenue nposoOUmcs npu NOMOWU 2AMMA-HONMCA UTU
JuHelino2o yckopumens. Ilpu smom 6 none oO1yueHus 00xHCeH Nonacms 6ecb HeupOKpaHuyMm,
BKNIIOYASL  BEPXHIOID YACMb  WieliHo20 omoena no3eoHounuxka oo C2  eKI0OYUmMENbHO,
pempobyIbbapHoe NPOCMPAHCMB0 U 8CE OCHOBAHUE Yepend, 0coboe GHUMAaHUe clledyem yOeaums
cpeoHell M0320801 AMKe, 4aCmo OKA3bl8AowWelcs iedxcaujeli 21yooce 00we2o yposHs, nonadanue
8 obnacmv 00NyYeHUs UYeNOCMHBIX CYCMAB08 He OO0JNCHO GIUAMb HA KOHUISYpayuro noJis.
Edceonesnasn pazosaa 0oza cocmasnsiem 1,5 I'p, makum obpazom 6 meuenue Hedeau nayueHm
noayuaem 7,5 I'p. Obwas npooondxcumenvHocmes obayuenuss cocmasisem om 2 00 3 HeOeib.

Cnunanvroe obnyuenue He npoussooumcs nuxomy. Ilayuenmam, komopwvim naanupyemes TI'CK,
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oonyuenue u 2 NOCAICOHUX UHMPAMEKAIbHLIX B88e0eHUsl yumapabuna** nposoosamcs nocie

mpancnjianmayuu.

e Bcem nmanmentam ¢ OMJI mocne 3aBepiieHus ”HTEHCUBHOM YacTH T€PANTUU IO MPOTOKOITY
BFM (cm. mpunoxxenue A3.2), peKOMEHIyeTcs pacCMOTPETh BONPOC O MPOBEACHUU
MO/ICP)KUBAIOIICH TEpanmuu C Y4€TOM BO3MOXKHBIX TOJIB3bI W PHCKA JJIsl TAI[MEHTa
[1,2,33,46,48].

VYpoBenb  yOenureabHocTH  pekoMeHaanmuii C  (YypoBeHb  /10CTOBEPHOCTH
J10KA3aTeJILCTB — 5)

Kommentapuu: sman noooeporcusaioweti mepanuu HayuHaemcs nocje 60CCMaHO81eHUS
2emMonod3a nocie nocieoHe2o0 Kypca xumuomepanuu. Mepkanmonypun™* wuasnauaemcs 8
cmapmogotl 003e 50 me/m2 enympo exceonesno, yumapabun** ¢ 0oze 25 me/m2 2 paza 6 oenv
NOOKOMCHO X 4 OHsl Kadicoo2o mecsaya. /[numenbHocms noooepaicusaioweti mepanuu — 12 mecsyes
[38,47].

Llennocms  nooddepoicusaroweli. mepanuu  Nocie  8blICOKOUHMEHCUBHOU  ‘010K0801 "
mepanuu, Co21acHO OAHHbIM NPOBEOEHHBIX UCCIe008aHUU, comMHumenvHa. bBonee mozo, ecmo

OaHHble 0 He2AMUBHOM SIUSHUU NOOOepICcUsaloujeli mepanuu Ha oowyio svidcueaemocms [33,48]

e Bcem manuentam C peumauBamMu U pedpakrepHbiM TeueHueM OMJI pexomenayercs
MPOBEACHUE HWHTCHCUBHOW BBICOKOJIO3HOM MOJMXUMHOTEPANIMH C  MOCIEIyIOIUM
BeimotHeHueM auto TI'CK (cm. mpunoskenne A3.2) [48].

YpoBenb  yOeaureabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: 6 mom ciyyae, eciu nocie Kypca uHOyKyuu y nayueHma OoCmMuecHyma
NApYUAIbHASL PEMUCCUsL, OH O00IHCEeH NPOOOIHCAMb NledeHue no npomoxoiny. Pegpaxkmepnvim
saensemesi OMJI, npu komopom nocne 2 610k08 xumuomepanuu (6 oannom ciayuae nocie AIE u
HAM) coxpansemcsa oOnacmuas uHuibmpayus 6 KOCMHOM Mo3ee Oonee 5% unu
IKCmpamedyLispHoe nopaicenue. B smom ciyyae u npu pazsumuu peyuousa nayueHm OO0JIHCeH
Obimb  nepesedén Ha mepanuio  hayoapabunom™>, evicokumu oozamu yumapabuna** u
anmpayukiurom [49].

Jna npogedenus ecemompanc@y3uOHHOU mepanuu y NAYUeHmos8 nocie mepanuu
@nyoapadburom 00axcHbl ObIMb UCNOTL308AHBL OOIYYEHHbIE NPEnapamvl KPosu.

Ilpu oocmuoicenuu pemuccuu HeobXo00UMO Nposedenue Kypca analoeuyHol mepanuu oe3

AHMPAYUKIUHA U 0ajlee — nposederue arno2eHHou mpancnianmayuu om HLA- cenoudoenmuunozo

34



U arbmepHamuerHo2o 0oHopa. Jlo Hayana xumuomepanuu pe@pakmepHozo uiu peyuousHo2o
OMIJI neobxooumo nposedenue HLA-munuposanus nayuenma, cubIuHe08 u pooumenei u
Hanpasumv OanHble 8 MPAHCNIAHMAYUOHHBII YEHMP.

B kauecmee mapeemnou mepanuu OMJI naubonee xopowue pe3yibmamovl NOKA3aHbL NPU
ucnonvzosanuu npenapama #copagenu6™*. Hecenekmusnvili unecubOUMoOp mMupo3uH-KUHA3
#copagenu6™* in Vitro ewvizvieaem yenemenue ¢ocopunuposanus |TD-FIt-3 peyenmopa,
nos8UNOCH coodwenue 06 ycnewHom npumenenuu #Hcopagenuba™* 300 me/m2 exceonesno 8
meuenue 47 Oueil ¢ nociredyoweu noooepacusaroweti mepanueii #copagenubom** 170 me/m?2
edHCeOHesHo Yy nayuenma ¢ sxempameodyiapioim peyuousom OMJI nocre anno-TI'CK [50,51]

Cpeou uccnedosanuil, NOCEAIUWEHHBIX VEEIUUECHUIO IPOHEKMUBHOCU PEMUCCUU NYMEM
86e0eHUsl HOBbIX NPEenapamos, HECOMHEHHO BANCHbIM ABJIAEMCs ONbIM UCCTe008AMeNbCKOlL
epynnot 2ocnumans St. Jude (CILIA). B npomoxonax smotu epynnel 6 UHOYKYuu NPUMEHAENCs
#rnaopubun (9 me/m2 6 meyenue 5 onetl) c yumapaburnom™* (500 me/m2 6 meuenue 5 oueti), nocie
yeeo ewe 2 kypca #DAV (oaynopyouyun 30 me/m2 6 1-3 onu 72-uacosas ungysus, yumapabun
250 me/m2 6 1-5 onu 120-yacosasn ungysus, smono3ud 200me/m2 ¢ 4 u 5 onu 48-uacoesas
unghy3zus), umo nozeoauno nonyyumse pemuccuio y 90 — 100% nayuenmos, u xoms oyeuky smoeo
Ha npoooadcumenshvle pe3yibmamsl MOJCHO Oyoem 0amb CYyuWeCmeeHHO no3ice, Imu OaHHble

a6sI0mest 6ecbma 00Haoéxcusarowumu [52].

3.3 ConyTcTBYIOIIAS M CONMPOBOIUTENLHAS TePANHA

e BceM nanmenTtam, nonydaronmM Tepanuio no nosoxy OMJI pekoMenayeTcst TpOBEACHUE
COMYTCTBYIOIIEH M COMPOBOAUTENBHONH TEpamuu B COOTBETCTBHU C NPOQUIBHBIMU
pexomenmanusamu [1,53-56].

YpoBenb  yOeaureqabHOCcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)
Kommentapuu:
1. Pexomenoyemcsa uzonayusi demeu 8 JAMUHAPHbIE OOKCbL UIU NALAMbL C NPUHYOUMENbHOU
geHmMUIAYUEl OO NOBLIUEHHBIM 0AsleHUeM ¢ YCManosKol nepeHocHvlx HEPA-@uiempos.
2. Unghyzuonnas mepanusi:
a. Ha nepsoii ¢haze unoyxyuu unghyzus npogooumcs 6e3 xanrus xnopuoa. /{excmposa
5% 3000 ma/m2/cymku + nampus xaopuo 10% 30 ma/m2 cymxu + nampus
euopokapoopuam 7,5% 40 — 60 ma/m2/cymku. B smo epems Heobxooumo
BHUMAMENbHO Clle0umsb 3a OANAHCOM ouypesa, npu 3adepoicke mouu doaee 200
Ma/m2 6 meuenue 6 4aco8 NOKA3AHO 88edeHue hypocemuoa 6 pazosoti dosze 0,5-1

Me/Ke.
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b. Ungysuonnas mepanus na émopoii ¢pase unoyKyuu u 6cex nOCIeOVIOWUX KypCax
noauxumuomepanuu. dexcmposa 5% 2000 ma/m2/cymru + nampus xaopuo 10% 1
ma/xe/cymku + xanusa xaopuo 1,5% - 1 — 2 mn/ke/cymku (unu no pezyromamam
yposusi K+ 6 coigopomice).

3. Kononuecmumynupyowue Gakmopwvi. Ilianogoe HazHaueHue KOJOHUECTNUMYIUPVIOUWUX
Gakmopoe ne pexomenoyemcs. IIpumenenue OONNCHO —OSPAHUYUBAMBCA — GUMATLHBIMU
NOKA3AHUAMY, MO eCMmb NpU Cencuce y NAyueHmos, HAXOO0AWUXCA 8 COCMOAHUU anaAaA3UU
KPOBEmMBOPeHUs, U HEKOHMPOIUPYEMOU A0EeKEAMHOU AHMUMUKPOOHOU mepanueli OaKmepuaibHol
u/unu 2pudKo8oll UH@eKyuU.

4. Ammubaxmepuanvuas mepanus. IIpu B03HUKHOBEHUU NPUSHAKOS UHDeKyuu (04acogvle
nopasiceHusi  UAU  JUXOPAOKA  HEACHOU  IMUONOUY)  HAZHAYAEMCSA  IMAUPUYECKAs
AHMUOAKMePUATbHASL MEPAnUsl, Mo ecmb 00 NOJYYeHUsl Pe3Vibmamos OAKMepuoioeULecKko2o
uccreoosanust. Jluxopaokou cuumaemcsi 00uH nu300 axcuiaprou memnepamypsvt >38,00C wnu
3 snuzoda cyogebpunvrol auxopaoku (37,5 - 38,00C) 6 meuenue cymox unu 0OuH 3nu300
memnepamypot  37,5-37,90C 6 meuenue uaca u 6oree. Ilpu cyogedopurumeme —
JACapoOnoHUdICarouue He NPUMeHsIMs !

5. Ilpoghunaxmuka nHesMOYUCMHOU NHEGMOHUU. XOMA NHEBMOYUCTHAS NHEBMOHUS ABIAEMCs
peokum  ocnodcrenuem  mepanuu  OMJI,  pexomendoyemcsi npuem  #xo-mpumoxcazona
[Cynvpamemorcazon+Tpumemonpum] 3 OHa nodpsd 6 Hedeno 6 003e 5 me/xke/c no

MpumMemonpumy, moabko NayueHmam , Roayuuswum Gayoapabun™* [57].

e He pexomMenayercsi BceM manueHTaM, yUUTHIBasi BRICOKYIO BEPOSTHOCTh (JOPMHUPOBAHUS
PE3UCTEHTHOW MHUKPO(DIOpHl, a TakKe BBICOKYI0 4YacTOTy HWH(MEKLMiA, BBI3BAHHBIX
SHTEPOOAKTEPHSIMA C TMPOAyKUMeH Oera-nmakrama3 pacummpeHHoro crnekrpa (BJIPC),
MPOBEACHUE TICPBUYHOM MPOPUIAKTUKH OakTepralbHbIX HHOMeknuid npu OMII
AQHTUOMOTUYECKHMHU TIperapaTaMu (CeJIeKTHBHAsS JICKOHTaMHHAIHS KulleuHuka) [21,22].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

e PexoMeHayercss MalMeHTaM B XOJ€ MPOBEIACHUS WHTEHCUBHOM WHAYKIMOHHOW XT
BBITIOJTHEHUE MPO(HUIAKTUKA WHBA3MBHBIX MHKO30B I03aKOHA30JI0M B MEIUIIMHCKUX
OpraHM3alusax, TIJe YacToTa BO3HHUKHOBEHHUs HWHBa3MBHoro acrnepruiuiesa (HMA)
npesbrimaet 10% [21,22,59].

YpoBenb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJIbCTB — 4)
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e Pexomenayercss nammeHTaM, |y  KOTOPbIX Ha  MNPEIIICCTBYIOIMX  Kypcax
auarHoctupoBaiicsi A, mpoBOIUTh BTOPHUYHYIO MPOTHBOTPUOKOBYIO MPOMUIAKTUKY C
HCIOJIb30BAHUEM TOTO JICKAPCTBEHHOTO Iperapara, MpH Ha3HAUYECHHH KOTOPOro ObLIO
JOCTUTHYTO mM3nedenue ot A [21,22,60-62].

YpoBenb  yOenuTeabHocTH — pekoMenaanmuii C  (YypoBeHb  10CTOBEPHOCTH

J10KA3aTeJILCTB — 5)

e Pexomennyercss B KauecTBE AaHTHOMOTHKOB TMEpBOTO OdTama mpu  GeOpuibHON
HEUTpOIIEHNH UCIIONIb30BaTh Ledonepa3zon+cynpbakTaM™*, nunepayuIMH+Ta300aKTaMm,
nedenum**, neprazugum** [22].

YpoBenb  yoOeauteqabHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KA3aTeJILCTB — 5)

KommenTapuu: Moougukayuio anmumuxpobHot mepanuu npo8oosim 6 COOmMeemcmeuu
¢ OauHbIMu nposedennoz2o obdcredosanus (KT, muxpobuonocuueckue ucciedo8anus u m. 0.).
Hasnauenue xapbanenemos 6 kawecmee aHmMuOUOMUKO8 NEPBO2O 3Mana npu @eopuibHol
HelimponeHuu 000CHOB8AHO V NAYUEHINO8 C CEeNMUYeCKUM WOKOM, a MAakKxice 8 KIUHUKAX, 20e 8

amuonocuu ungexyuil, npeodbadarom sumepooaxkmepuu ¢ npooykyueti bJIPC.

e Pexomenayercss TpM HAIMYUM TYMOPAJIBHOTO HMMYHOIE(DUIIMTa U  TSDKENbIX
MH(EKIUOHHBIX OCJIOKHEHHI (CETICHC), B TOM YHCJIC€ BUPYCHBIX (IIMTOMETaJIOBUPYCHAs)
uHpeKMil TpaHcy3uu MpemnaparoB BHYTPHUBEHHOI'O HWMMYHOIJIOOYJIMHA YeJIOBEKa
HOPMAJIBHOTO B JO3MPOBKAaX B COOTBETCTBHM C MHCTPYKIUEH K MEIUIUHCKOMY
MPUMEHEHHIO JIEKapCTBEHHOT0 npenapara [63].

YpoBenb  yOenutenbHocTH  pexkoMenaanuii C  (YypoBeHb  10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

e Pexomenayercsi Bcem mnamueHTtam wmiagme 18 ser ¢ OMJI mpu CHUXKEHHHM YPOBHS
tpomOouuToB Hibke 10x109/m mubo mpu OoJiee BHICOKUX MOKA3aTeNsAX TPOMOOLUTOB MPU
HAIWYAH TEMOPPArn4eckoro CHHApOMa Wi HH(peKunu Tpancdys3usi TPOMOOKOHIIEHTpaTa
[53,64].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommentapuu: Jlioboe nposseienue cemoppazuieckoco cuHopoma (nemexudanvhvie
BbICLINAHUS, OCOOEHHO HA CIUZUCTOU NOJIOCIU PMA, HA Juye U nepeoHell NOBEPXHOCU ePYOHOU
KIemKu, 1i00ble KpogomeyeHus) u/uiu nosviuieHue memnepamypol meia eviute 37,50 C oadice 8

omcymcmeue — A6HO20  oyaza  UHGeKyuu, mpebyem  GbINOJIHEHUs.  MpaHchy3uu
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MPOMOOKOHYEHMPAMOo8 0adice npu Koauyecmee mpomooyumos 6 nepugepuieckol Kposu oonee
20 x 109/1. Ananozuunvie noxazanus 01 Mmpauc@y3uu mpomOOKOHYEHMPamos npu N0020MosKe
nayueHma nepeo 8bINOJIHeHUeM UHBAZUBHBLX NPOYeOYP.

s nposedenust nepsoil ¢hazvl uHOYKYuU U 015l BbINOIHEHUS UHBASUBHBIX MAHUNYISAYULL
(MFoMOANbHOU NYHKYUU, Kamemepuzayuu YeHmpaibHoU 6eHbl) YPOBEeHb MPOMOOYUMOE 00IHCEH
ovimb  He menee 30x109/n. B nepuod annazuu xpoeemeopenus nocie a06020 Kypca
NOAUXUMUOMEPANUU, eCiU Hem KpOBOomedeHUll u/unu uHgekyuti ¢ eopuibHol auxopaokou -
MpomooOyumsl 00IIHCHLL NOOOEPIHCUBAMBCA HA YposHe He menee 15x109/1. Ilpu npucoeounenuu
unghexyull ¢ pebpurbHoOl AUXOPAOKOU U npu npumenenuu Amgomepuyuna B mpomboyumol
0012ICHBL NOO0EPAHCUBAMbCAL HA YposHe He menee 20 x109/x.

Buipasicennas  kposomouusocme co cauzucmolx, kposomeuenue 6 IKKT, nezounoe
KposomeueHue, KpoSoUusausHue 8 M032 — NHOKA3AHUsL K MPAHCOY3uU mpomooyumos npu aoouix
noKa3amensix mpomooyumos

Iayuenmoi, nonyuaswiue  KiaOpubuH,  OOJNCHLI  NEPEIUBAMbCA  0OJYUEHHbIMU

npenapamamu Kpogu.

e Pexomenayercsi BceM namuentaM mutaame 18 mer ¢ OMJI npu cHUXEHUU reMOoTIIOOnHA
Hwke 70 r/m m rematokpute MeHee 0,3 WM Pa3BUTUM KIMHUYECKUX CHMIITOMOB
QHEMUYECKOTO  CHUHApOMa  (COHJIMBOCTb,  TaxXWKapaus, OJBIIIKA)  TpaHcy3us
3pUTpOIUTapHOI Macchl [53,64].

YpoBenb  yOeauteabHocTH  pekoMeHaauuidi C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)
Kommenrapuu: nayuenmvl, nonyuaswiue Kuaopubun, OOJHCHbL  NEPeIUBaAMbCs

001yUeHHbIMU NPENnapamamul Kposu.

e PexoMeHayeTcsi TpH HAIMYUU HAPYNICHWH IUTA3MEHHOTO TeMocrasa (THUIo- |

THIIEPKOATYJISIIIKS) BBITOJHEHUE TPAaHC(Y3UH KOMIIOHEHTOB KpoBH [65].

YpoBenb  yoeauTeqabHOCTH pekoMenaaumii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrtapuu: [loxaszanus u ob6vem mpaumc@y3uoHHOU NOOOEPAHCKU ONpeoensemcs
HOKA3amMensiMu Koaz2yloepammol U KIUHUYECKOU Cumyayuell.

Iayuenmoi, nonyuaswiue  KiaOpubuH,  OOAHNCHLI  NEPENUBAMbCA  0OJYUEHHbIMU
npenapamamu Kpogu.

Tpancyzuu  ceexce3amoporiceHHOU Naa3Mbl  NPOBOOAMCA  MOIbKO NPU  CePbEe3HbIX
U3MeHeHUsX 8 Koazynocpamme. pubpunozen menee 1 2/1, npompomounossiii unoexc meree 50%,

AYTB 6onee 55 cexyHo.
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Pexomenayercsi Ipy BOZHUKHOBEHHHM OCTPOrO MJIM XPOHUYECKOTO OOJIEBOTrO CHHAPOMA
YTOYHEHHE OTHOJOTMH OOJHM; TPHU BBISIBICHUH oOYyara BOCHAJEHUS — MPOBEICHHE
HEOOXOMUMBIX ~ MEPOINPHUATHH MO  JICUCHUIO  Oyara  BOCHAJCHHS  COTJIACHO
COOTBETCTBYIOIIUM KIMHHYECKUM pEKOMEHAANUSIM (BKJIIOYas, MpU HEOOXOIAMMOCTH,
XUPYPrudecKoe JICYEHHE); MPH HCKIIIOUEHUU UH(EKINOHHO-BOCHAIUTEIBHON HPUPOIBI
00JIeBOr0 CHHIpPOMA pPeKOMeHyeTcsl TPOoBeACHNEe 00e300IMBAIOIIEH Tepanuu COracHO
CYIIECTBYIOIIMM TPOTOKOJIaM 00e3001MBaHus (CM. COOTBETCTBYIOIIHUE KIMHUYECKUE
PEKOMEHJAIMU 10  XPOHHYECKOH  OonmM, KIMHUYECKHE  PEKOMEHJAIMH  T10
aHeCTCSI/IOHOFI/II/I), B TOM YHCIC, IO ITOKa3aHUAM - C IMPHUMCHCHUCM HAPKOTUYCCKHUX U
NICUXOTPOMHBIX JIEKAPCTBEHHBIX MPENapaToB, ¢ YYETOM BO3MOXKHBIX MPOTUBOINOKA3aHUM,
CBSI3aHHBIX C I[UTOTNICHUEH, MHBIMU KIIMHUYECKUMHU CUTyanusMu [66].

YpoBens  yo0eauTeqabHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)
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4. MeauuuHCKasi peaduIuTAlUsI, MeTUIIMHCKHE MOKA3aHUS U

MNPOTUBONOKA3aHUA K IPUMECHCHUI0O METOA0B peaﬁnJmTaunn

IMogxox x peaOunuTanuu U aucrnaHcepHoe HabmoaeHue nanueHtoB ¢ OMIJL. JlucnancepHoe
HaOJIIO/IEHUE BKIIIOYAET CUCTEMATUYECKUE OCMOTpPBI U IIEJICHAIIPABICHHOE Ja0OpaTOpHOE U
UHCTPYMEHTaJIbHOE 00Cie/l0BaHNe, HAlpaBJIeHHOE Ha OIIEHKY CTaTyca PeMHCCHU OCHOBHOTO
3a00JIeBaHUs U BO3MOKHBIX OCJIOKHEHUH, CBA3AHHBIX C IEPEHECEHHON MOJUXUMHOTEPAIIUEH.

Cneyuanvnvix memooog peadbunumayuu npu OMJI ne cywecmeyem.

e PexoMeHnayercsi mpoBefcHHE peaOWIUTAIIMKA TPU BO3HUKHOBEHUHW OCIIOKHEHUH TOCIe
3aBepiieHus nporpamMmbl Tepaniur OMJI B paMkax COOTBETCTBYIOIIUX HO30J0THi [67].
YpoBenb  y0eauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  /I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KomMeHTapum: nocre oxkowuanus JjeyeHus peKxoMeHOYyemcs eecmu 300posblil oopas
JHCUBHU, UCKTTIOYUMb UHCOTAYUIO U (hu3uomepanesmuieckue npoyeoypul.
Ilpu nposedenuu noauxumuomepanuy 603MONCHA Kapouo-, 2enamo-, Heupo-, Heghpo- u

0py261}1 MOKCUYHOCM b, nocieocmeust KOWIOPOIZ Mo2ym npoA6JIANbCA U nocjlie ee OKOHYAHUA.

5. IIpodpunakTuka u JUCIAaHCEPHOE HADJIIOIeHN e, MeAULIUHCKUE TOKA3aHUS U

IMPOTUBOINMOKA3aHUA K IPUMEHCHUIO METO/I0B HpO(l)I/I.JIaKTI/IKI/I

Ilepeuunas npogurakmuxa OMJl Hego3zmodcHa 6 c6A3Uu ¢ HU3KOU  0A30801U
3a601e6aeMOCMbIO U HEYCMAHOBNIEHHLIMU NPUYUHAMU OONE3HU.

IIpogpunaxmuxa peyuousa 3a601e6anusi OCHOBAHA HA NOJHOM GbINOJHEHUU NPOMOKONA
mepanuu nepeou nunuu u evinoanenuu TI'CK u nposedenuu pecynapHoeo OUHAMUYECKO20

HabnooeHus

e PexomeHnayercs B TeucHHE TOMICPIKUBAIONICH TEpamMy BBIMOJHEHHE OOIIEro
(KIMHUYECKOT0) aHamu3a KpoBu 1 pas B mecsir. [1,3,4,8,25]
YpoBeHb  yoeauTedbHOcTH  pexkoMengaumii C  (YpoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexoMenayercsi mocie OKOHYaHHS Tepamuyl HaONIOJCHUE BPauOM-T€MaTOJIOTOM W/UIU
BpauOM-TIEIUATPOM IO MECTY JKUTEJIbCTBA C BBIIIOJIHEHHEM HEOO0XOAMMOro obObema
00ce10BaHmiA CO CemyomIel epruoanIHOCThIO: [1]

1. Tlauments, mnonyuuBmue TKM, HabmomawTcss COMIACHO  PEKOMEHAAIUSM

TPAHCINIAHTAIIUOHHOT'O LICHTPA.

40



2. Tlamuents! 0e3 TKM:
1) oOumii (KTMHUYECKHUiT) aHAIHU3 KPOBH C TOACYETOM JICHKOIUTAPHOH (HOpMyIIbl 1
pa3 B Mecs1] nepBble 3 Mec., 3areM | pa3 B 6 Mec B T€UEHUE 5 JIeT
2) MOJIEKYJISIPHO-OMOJIOrHYECKOe MCCIIeJOBAaHHE KPOBH Ha BUPYC MMMYHOJEPHIIUTA
gyeiqoeka BHMY-1 (Human immunodeficiency virus HIV-1), onpenencHue
anturena (HbsAg) Bupyca renatuta B (Hepatitis B virus) B kpoBH, onpeneneHue
anturen Kk Bupycy renatura C (Hepatitis C virus) B KpoBH uepe3 6 MeCsIeB 1mociie
OKOHYAHUS XUMUOTEepaTuu
3) aHaiIM3 KpOBU OMOXMMHYECKHI OOIIETepareBTHYSCKUN C OICHKOH - anbOyMuHa,
AJIT, ACT, JIAI', OunupyOuna (001Iero u npsiMoro), MOYeBUHbI U KpEaTHHHHA,
depputuHa 1 pa3 B roja B Te4eHHE 5 JIET
4) DOKI u sxokapauorpadus 1 pa3 B roja B TEYCHHE 5 JIET
5) KT/MPT 30H 3KcTpaMeAyJUIIPHBIX OYaroB dYepe3 6 Mec. OT OKOHYAHHS
XUMHOTEparuu
YpoBenb  yOenutenbHocTH  pexkoMenaaumii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)
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6. Opranuszanus oKkazaHusi MeIMIUHCKONH MOMOLIHU

IMoxazanus 115 NJIAHOBOM roOCIUTAJIN3AIUN:

1) Tlonmospenue/ycranosnenue nuarsosa OJI

2) JuarHoctuka peruausa OMII

3) IlpoBenenue ouepenHoro Kkypca XT B yCIOBHSIX KPYIJIOCYTOYHOI'O CTallMOHapa

4) Ilposenenue 3amnanupoBanHoil TT'CK

5) BrInonHeHHE NMIIAHOBBIX XUPYPrUUYECKUX BMEIIATENbCTB,

6) BpinmonHeHHe IUIAHOBBIX 3KCTPAKOPIOPATIbHBIX METOJOB OYMILEHUS KPOBU U

3aMECTUTENILHON IIOYEYHOH Tepanuu

7) [IpoBeneHmne 3aMeCTUTEIHLHON TEMOKOMIIOHEHTHOM Tepanuu

IMoxa3aHust VISl SKCTPEHHOM rOCIUTATU3ALMN:

Heotnoxusie cocrosinus y naruentoB ¢ OMJI u npu nogo3penun Ha OJI:

- neitkonuto3 6onee 100x109/1

- (peOpunbHas muxopanka U MH()EKINOHHBIE OCTIOXHEHUs Ha (OHE HEHTPOIIEHUH IOCIe
kypca XT

- IeMOpparu4ecKuii CUHIPOM

- TPOMOOTHYECKHE OCIIOKHEHUS

- HEOoOXOJUMOCTh MPOBEJECHUS DSKCTPEHHOW 3aMECTUTEIHbHON T'e€MOKOMIOHEHTHOMN
Tepanuu

- Ipyrue CUCTEMHBIE HapyIIeHUs, 00yCIIOBICHHBIE TEYEHHEM OCHOBHOTO 3200JIEBaHUS TN
PE3BUBLIMECS BCIIEACTBUE POBEJCHHOTO JICUEHUS

Iloxa3anus K BbINMCKE NAIMEHTA U3 CTALMOHAPA:

1) BoccranoBnenue nokasareneid nepudepudeckoir kpoBu (erkouutsl 6omee 1x109/7,
rpanyiouuTsl 6onee 0,5x109/11, Tpombo1UTHI 6071ee 50x109/71, remornodun — 6onee 80 r/i) mocie
ouepeanoro kypca XT

2) Hopmotepmus B TeueHue 3-5 CyTOK U OTCYTCTBHE HEKOHTPOJIUPYEMbIX MH(DEKIIMOHHBIX
OCJIO’)KHEHUH B IIOCJIEKYPCOBOM MEPHUO/IE

3) KynupoBaHne reMopparuueckux OCJI0KHEHHUH

4) KynupoBanue TpoOMOOTHYECKUX OCTIOKHEHUIN

5) KynupoBaHue CHCTEMHBIX HapylIeHHs, OOYCIIOBJIEHHBIX TEYEHHUEM OCHOBHOTO
3a00JI€BaHNs WM PA3BUBIIUXCS BCIEJICTBHUE TPOBEIECHHOTO JICYCHUSI.

3aKiI04eHue O 1es1eco00pasHOCTH MepeBoAa OOJBHOrO B MPOQMIBHYIO MEAULUHCKYIO
OpraHM3aIMI0 OCYLIECTBIISIETCS MOCIE MPEABAPUTEIBLHON KOHCYJbTAlMM MO MPEJOCTaBICHHBIM
MEIUIMHCKMM JOKyMEHTaM W/MJIM  TpPeIBapUTEIbHOIO OCMOTpa OOJIBHOTO  BpadyaMu

CHeIUaIuCTaMU MEAUIIMHCKON OpraHu3allii, B KOTOPYIO IJIaHUPYETCS MEePEBO/I.
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7. lonotHuTe IbHAsE MHPOpMANUs (B TOM YHcjie GaKTOPbl, BJAUSIONINE HA

HUCXO0/1 3200/1eBAHUA UJIH COCTOSTHMSA)

«MounekyasipHasi» Tepanus

[Iporpecc B m3ydenun MousekymsipHoro naroreHeza OMJI mpuBen k pa3paboTKe HOBBIX
«MOJIEKYJISIPHBIX)» MPENapaToB, T. €. MOJIEKYJ, MEXaHU3M JIEHCTBUS KOTOPBIX CBA3AH C BIHUSHUEM
Ha 0enKku, QYHKIUS KOTOPBIX U3MEHSETCS B pe3yIbTaTe MyTalllK WU TPAHCIOKAINH (TapreTHOe
BozneiicTBue). Hampumep, reHeTMdyeckue UW3MEHEHHUs MPUBOISAT K MyTalusM B TeHax,
AKTUBUPYIOIINX KacKabl TpaHcayKiuu curnana (Hanpumep, FLT3, KIT, RAS), k cnmusiHuio TeHOB
WM MYTAaIusIM, TIPUBOISIIIMM K TIOBBIIICHUIO WJIM YTHETCHUIO TPAHCKPHUITIIMOHHON aKTUBHOCTH
(mampumep, PML-RARA, RUNXI1-RUNX1T1, CBFB-MYH11l, CEBPA) unu kx HapylleHUIO
(yHKIMY TeHOB, BOBJICYCHHBIX B iepenavy curaaia (Hanpumep, NPM1, NUP98, NUP). Xots nst
HEKOTOPBIX  MpEmapaToB, JEHCTBYIOIIMX HA  MOJEKYJISpHOM  YpoBHe, U  Oblia
npoaeMoHcTpupoBana ddpdexkruBHocTs pu OMJI, yxxke Ha ctraguun KW Obi10 MOHATHO, YTO
OOJNBIIMHCTBO U3 HHUX HEOOXOJMMO HCIIONB30BaTh B COUYETAHMM CO CTaHJAPTHBIMH
IIUTOCTaTUYECKUMHU Tpenapatamu. B Hacrosmiee BpeMsi mpoBoautcst Oonbmioe yuciao KU mo
uzyueHuto dddextuBHocty npu OMJI u 0OGe3omacHOCTH MpenapaTroB M3  Pa3IUUHBIX

(bapMarieBTHYECKHUX TPYIII.
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Kpurepuu oneHKkH KayecTBa MeIMIUHCKOH IMOMOLIHU

Yposennb Yposennb
JAOCTOBEPHO | yOenTeJbHO
Ne |[KpuTepun kavyecTsa CTH CTH
A0Ka3aTe/Ib [peKOMeHAanHy|
CTB i
Y mamuenta ¢ noao3peHueM Ha OMJI wuinu npu nepBUYHOM
1. |mpueme nmamuenta ¢ OMJI BoimonHeH cOop kanod, aHaMHe3a U 5 C
OllIeHKa 0OBEKTUBHOIO CTaTyca
VY mnanuenta ¢ nogo3penneM Ha OMJI wnm mpu nepBUYHOM
npueme manueHta ¢ OMJI BwimonHeH 0OmUN (KIMHUYECKUN )
2. |aHanm3 KpoBH ¢ MU GEpEeHITNPOBAHHBIM IT0ICYIETOM JICHKOIIUTOB 5 C
(mefikorutapHiio  (GOpMyNBI) W HCCIEJOBAHMEM  YPOBHS
TPOMOOLIUTOB B KPOBU
Y nanuenta ¢ nogo3peHueM Ha OMIJlL  BBINOJIHEHO|
3 LUATOJIOTUYECKOTO HMCCIIEIOBAaHUS Ma3Ka KOCTHOIO MO3ra . c
' (MuenorpamMmsi) u LUTOXUMHUYECKOE HCCIIEIOBAHUE
MUKpOIIpenapara KOCTHOIO MO3ra
Y mamuenta ¢ mnomo3peHueM Ha OMIJI  BBIMOJTHEHO,
4. |qUTOTEHETHYeCKOe  HUCClenoBaHWEe  (KapHOTHUI)  acmupara 5 C
KOCTHOTI'O MO3Ta
Y mnanuenta ¢ nogo3peHueM Ha OMJI mnm mpu nepBUYHOM
. npuemMe nauueHta ¢ OMJI  BbINONHEH aHalIU3 KpPOBHU . c
" [onoxumuaeckuit oOrierepaneBTHUECKUI (KpeaTuHUH, OOIHiA
oenok, oomuii oumupyouH, JIJII)
6 Y manmerTta ¢ momo3peHueM Ha OMJl BbeITIONHEH OOIIHIA . c
' (KTMHUYECKUI) aHATTU3 CIMHHOMO3TOBOU KHUIKOCTH
Y naumeHta ¢ noao3peHueM Ha OMJI  BbInonHEH3
7. |pertrenorpadus opraHoB rpyaHoi kinetku w/mim KT opranos ) C
rpyAHON KJIETKH W/UIIK TOJIOBHOTO MO3Ta
8 [TatiieHT ¢ BOepBble quarHocTupoBaHHbIM OMJI npu HanM4Ium . c

BO3MOXHOCTHU BKJIFOUYCH B KIIMHUYCCKOC NCCICA0OBAHUC
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YV nanuenTa ¢ BuepBble qJuarHoctupoBaHHbiM OMUJIL, KoTOpbIi He
MOXXET OBITh BKJIIOYEH B KIMHUYECKOE HCCIEOBAaHUE, TOCIIE
3aBEPILIECHHS BCEX JMAarHOCTMYECKUX MEpPONPUITHI MpPOBE/ICHA

HHAYKOWUOHHAA TCpaIrus

10.

Y manuenTa ¢ sepuduirposanusiM OMJI, nomydarormiero
TEpaIuIo0 BHE paMOK KIIMHUYECKUX UCCIEOBAaHUN U
nocrurmero [P nociae MHAYKIMOHHOIO 3Tala Tepanuy,

BBITIOJITHCHA ITpOorpaMmMa KOHCOJIMAAlluu pEMUCCUN

11.

Y mnanuenta ¢ BepuduuupoBanubiM OMIJI, momyuaroiero
TEparnuio BHE paMOK KJIMHUYECKUX UCCIIEJOBAaHUN U IOCTUTTLIETO
[IP nocne WHAYKUMOHHOTO JTana TepanuH, M[pOBEACHA
KOHCYJIbTAllUSl B TPAHCIUIAHTAI[AOHHOM LEHTPE JUIsl pelIeHUs
BOIPOCAa O BO3MOXKHOCTH M IENIECOOOPA3HOCTH BBITOTHEHHS

aiuto-TKM/ammo-TI'CK

12.

Y  nanpeHTa,  NOJYYaroUIero  TEpalui 10  IMOBOLY|
BepuduiuposanHoro OMJI  BHe pamMOK  KIMHHUYECKHX
HMCCIEA0BAHUM, IOCIE OKOHYaHWA | M 2 KypcOB HMHIYKIHH
PEMUCCUU NIPOBEACHO LUTOJIOIMYECKOr0 HCCICAOBAHUSA MAa3Kal

KOCTHOT'O MO3ra (MUEJIOrpaMMbl)

13.

Y  nmanMeHTta, IOJIYYalOLIEro  TEpalui 1O  IOBOAY|
BepuduiupoBanHoro OMJI  BHe pamMOK  KIMHUYECKHX
MCCJICIOBAHUM, TIOCJIE OKOHYAHMS KOHCOJUIAIIMU PEMHUCCUU
MPOBEJICHO IUTOJOTUYECKOTO HCCIEOBAaHUS Ma3Ka KOCTHOTO

MO3ra (MHEIOTpaMMBbl)

14.

Y  nanueHTta, NOJIyYaroUlero  TEpanvi 1O  MOBOLY|
BepudumupoBannoro OMJI  BHe paMOK  KIMHHYECKHX
MCCJEeI0BAHMM, MOCJE 3aBEPIICHUs] BCEHM MpOrpamMMmbl Tepanuu
[IPOBEJIEHO LIUTOJIOTMYECKOTO MCCIEI0BAaHUSI Ma3Ka KOCTHOTO

Mo3ra (MUEJIOTpaMMBbI)
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Ipuioxenue A2. MetonoJiorusi pa3padoTKu KIMHUYECKUX PEeKOMeHIaluii

Heaepas ayiMTOPUA KIMHHYECKHX PEKOMEHIalMii:

o M DN e

Bpaun-remaronoru;

Bpauu-onkonory;

Bpauwn- neauatpsi;

Bpauu- anecte3nonoru-peaHnMaTosNOTH;

Bpaun-knnHuyeckue GpapMakoiIory.

MeTtoaoJiorusi coopa 10Ka3aTeabCTB

MeTo/1p1, UCTIONB30BAaHHBIE I COOpa / CeNEKIIUU T0KA3aTeIbCTB!

[Touck myOnukamuii B CrieUMagIn3upPOBAHHBIX IEPUOANIECKUX MMEUATHBIX H3aHUAX;
Ilouck B 3J1eKTPOHHBIX 0a3axX JaHHBIX.

Ba3wl qaHHBIX, NCMIOJIE30BAHHBIX I COOpa / CENECKIUH JI0KA3aTeIbCTB:

JlokazaTenpHOl 0a30il I pEeKOMEHJAIU SIBISIFOTCS MyONUKAllMW, BOIIEAIIUE B
KoxpaiinoBckyto 6ubnuorexy, 6a3pl nanubix PUBMED u MEDLINE. I'ny6nna noucka
coctabisia 30 Jner.

MeTob1, UCIIOJIB30BAaHHBIC JIS aHAJIN3a JI0KA3aTCIbCTB:

. O0630psI ONyOJIMKOBAHHBIX METa-aHAJIN30B;

. Cucremarrueckue 0030pbI ¢ TAOIUIIAMH JTOKA3aTEIbCTB.

MeTob1, MCITOJB30BaHHbBIE IJIS KaUeCTBa U CHJIBI IOKA3aTEIbCTB:

. Koncencyc skcnepTos;

. OneHKka 3HAYMMOCTH JI0KA3aTeIbCTB B COOTBETCTBUU C PEUTHHIOBOM CXEMOU

nokasarenbeTs (Tadn. A2.1-A2.3).

Tabauna A2.1. Illkana ouneHKH YpoOBHeH I0CTOBepHOCTH Aoka3aTeabeTB (YI) nas

METOJA0B THATHOCTUKH (IIl/laFHOCT]/I‘leCKI/IX BMelHaTe.]II)CTB)

YA Pacmugposka
1 Cucremarnueckue 0030pbl UCCIEAOBAHUMN C KOHTPOJIEM peQepeHCHBIM METOJIOM HIIH
CUCTEMAaTHYECKUI 0030p PaHIOMU3UPOBAHHBIX KIMHUYECKUX UCCIIEIOBAHUN C
MPUMEHEHUEM MeTa-aHalun3a
2 OTnenbHbIe UCCTIEIOBAHUS C KOHTPOJIEM peepeHCHBIM METOIOM MIIM OTJEIbHbIC

PaHAOMU3HUPOBAHHBIC KIIMHUYCCKUC UCCIICIOBAHUA U CUCTEMATHUYCCKUC 0630pBI
HCCIIeIOBaHUM I000r0 nmaﬁHa, 34 UCKIIFOUCHUCM PAHAOMU3ZUPOBAHHBIX

KIMHUYCCKHUX I/ICCJ'IG,I[OBELHI/If/'I, C IPUMCHCHHUEM METa-aHaJIn3a
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3 HccnenoBanus 6e3 mocie10BaTeIbHOTO KOHTPOJIS peepeHCHBIM METOAOM TN
HUCCIICO0BAHUA C pe(pepeHCHBIM MCTOAJOM, HC ABJIAOIIHUMCA HE3aBUCHUMBIM OT
MCCIIeyeMOT0 METO/Ia HITH HEPAaHJOMU3HPOBAHHBIC CPABHUTEILHBIC UCCIICIOBAHMUS, B

TOM YHUCJIC KOTOPTHBIC UCCICAOBAHUA

4 HeCpaBHI/ITCHBHBIe HCCIICO0BAaHN, OIIMCAHNUEC KIIMHUYCCKOI' O Cliydas

S) Nmeercs numib 000CHOBaHME MEXaHU3Ma JEHCTBUS WM MHEHHE SKCIIEPTOB

Tabmuma A2.2. Illkana omeHKH YpoOBHel aocToBepHOCTH aoka3zateabcTB (YI) nas
MeTO0B NPOPUIAKTHUKH, JIeYeHHSs U peadmwiauranuv (MpoPuiIaKTHYeCKUX, JIedeOHBIX,

peadWINTAIIMOHHBIX BMEIIATE/IHLCTB)

Y Pacumdposka

1 | Cucremaruueckuii 0630p PKU ¢ npumenennem mera-aHanusa

2 Otnenpabie PKU u cuctemaTuyeckue 0030pbl UCCIIEA0BaHUH JIFOOOTO TM3aiiHa, 3a

uckimoueHnneM PKU, ¢ npuMmenennem merta-aHanusa

3 HepaHI[OMI/I?»I/IpOBaHHBIC CPaBHUTCIIbHBIC UCCIICAOBAHHS, B T.4. KOTOPTHBIC

HnCCiaca0oBaHusg

4 HCCpaBHI/ITeHLHHC HCCIICAO0BAHUS, OITMCAHUEC KIIMHUYCCKOT'O ClIydas UJiu CCpUun

CIIy4aeB, UCCIIEIOBAHUS «CIy4Yail-KOHTPOJIb)

5 Hmeercst aump 000CHOBaHHE MEXaHU3Ma e CTBUS BMEIIaTEILCTBA (,Z[OKJ'II/IHI/I‘IGCKI/IG

I/ICCJ'ICIIOBaHI/IH) HJIM MHCHUEC SKCIICPTOB

Tadomuma A2.3. llIkana oueHkH ypoBHeil y0enuteilbHOcTH pexkomenaamuii (YYP) mas
MeTO/I0B NPOPUIAKTUKH, THATHOCTUKH, Je4YeHUs1 U peaduantanuu (Mpo@uIaKTHYeCKHX,
AHATHOCTUYECKUX, JeuyeOHbIX, PeaduJIuTAMOHHBIX BMEIIATEIbCTB)

YYP Pacuugposka

A CunpHas pekoMeHaanus (Bce paccMaTpuBaeMble KpuTepun 3¢ (HEeKTHBHOCTH
(MCXOMpI) ABISIOTCS BAXKHBIMH, BCE UCCIIEIOBAHUS UMEIOT BBICOKOE WIIN
YI0BJIETBOPUTEIILHOE METO/I0JIOTMUECKOE Kau€CTBO, MX BBIBOJIBI 110

HHTCPCCYHOIIUM UCXOHAaM SBJIAIOTCA COT HaCOBaHHBIMI/I)

B VYcnoBHasa pekoMeHaus (He Bce paccMaTpuBaeMble KpuTepun 3¢ (HEeKTHBHOCTH
(MCXO0mbI) ABISAIOTCS BAXKHBIMH, HE BCE UCCIIE0BAHMSI UMEIOT BBICOKOE HIIH
yIOBJIETBOPUTEITHLHOE METOIOJIOTHYECKOE Ka9eCTBO /MM MX BBIBOJIBI IO

HHTCPCCYIOIIUM UCXOAaM HE SABJISIFOTCA COFJ'IaCOBaHHLIMI/I)
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C Cnabas pexomeHAaIus (OTCYTCTBHUE TOKA3aTENIbCTB HA/JICKAIIETO KauyecTBa
(Bce paccmarpuBaeMble KpUTEPHH 3(P(HEKTUBHOCTH (MCXO/IBI) SIBISIOTCS
HEBAKHBIMU, BCE MCCIIEIOBAHUS UMEIOT HU3KOE METOI0JIOTHYECKOE KaYeCTBO U

HX BBIBOJBI I10 UHTCPCCYIOIIUM UCXOJaM HEC ABJIAIOTCA COFHaCOBaHHBIMI/I)

[opsiiok 00HOBIEHNS KINMHUYECKUX PEKOMEH/aluii.

AKTyanu3aius NpOBOJUTCS HE PEXKe YEM OJUH pa3 B TPU roja C y4eTOM MOSIBUBLICHCS
HOBOW HH(pOpMAMM O IUATHOCTHUKE M TaKTUKE BEIEHUs NalMeHToB, crpamaromux OMJL
Pemenne 00 o6HOBNeHMM mpuHMMaeT MuHn3apaB Poccum Ha OCHOBE MpEUIOKEHHH,
MPEJICTABICHHBIX MEIUIIMHCKUMH MPO(EeCCHOHANBHBIME HEKOMMEPYECKUMH OpraHU3aIUsIMU.
CdopMupoBaHHbIE TPEIIOKEHUS JIODKHBI YUYUTHIBATh PE3YyJIbTaThl KOMILJIEKCHOW OIICHKH
JIEKAPCTBEHHBIX IIPENaparoB, MEAULUMHCKAX HW3IECIUN, a TaKXKe pe3yJibTarbl KIMHUYECKOU

ampoOaruu.
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Ipunoxenue A3. CipaBouHbIe MATEPUAJIBI

IMpuiaoxenne A3.1. [luarnocTuyeckue TeCThbl U UCCIEI0BAHNS, IPUMEHsIEeMbIe Y

NMalUEeHTOB BlepBble BbIsABJIeHHBIM OMJI

ITokazarens HUccaenoBanus Heob0xomnuMocTs
MIPOBEICHUS
WCCIIEIOBAHUS
UccnenoBanus, | Knuandeckuii anaaus KpoBu ¢ Hopmysioi Ha
HEOOXOMMbIE
Acmnupar KOCTHOTO MO3ra Ha
JUIs
YCTaHOBJIECHNS TpenanoOuomncust 1o nokxa3zanusm
AuarHosa NmmyHodeHoTunpoBanue Ha
IuToreneTuka Ha
FISH [To nokazanusim

Ckpunuar RUNX1-RUNX1T1, CBFB-MYHL, Jla
PML/RARA wiu [pyrux reHOB

JlrombanbHas MyHKIUS Ha
HeoOxoaumble | AHaMHE3 KU3HHU U 3a00JICBaHMS Ha
UCCIIEIOBaHMS
Cratyc nmanuenTa (o mkaiam ECOG/WHO) Jla
JI0 HaJana
JICUCHHS Bbuoxumudeckoe uccieaoBaHue, Ha
KoaryJjorpamma
Tect Ha 6GepeMeHHOCTh Ha
HLA-TtunupoBanue Ha
TecTupoBaHue KPOBU Ha MapKephbl BUPYCOB Ha

renatutos B, C; BUY

Pentrenorpadusi opraHoB rpyIHO#M KIETKA Ha

KT opranoB rpyaHoi KJI€TKH, roJoBHOro mo3ra | Jla

DKT; DXO-KT Jla
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buobGankuur PexomennarensrHoO

Mytanuu resoB NPM1, CEBPA, FLT3 PexomMmenaTeabHO
Mytanuu reso WT1, RUNX1, MLL, KIT B pamkax uccienoBanui
Uccnenosanue | RAS, TP53, TET2, IDH1 B pamkax uccnenoBanuit

MIPOTHOCTUIECK N
Okcnpeccus renoB ERG, MN1, EVI1, BAALC B pamkax uccnenoBaHuit

UX MapKepoB

Onpenenenne MOb B pamkax uccienoBanui

IIpnioxenune A3.2. Bapuantsl KypcoB xumuorepanuu npu OMJI

B Poccun TpaauMIIMOHHO NPUMEHSIOTCA NMPOTOKOJBl Hemeukoi rpynmnsl BFM (Berlin-
Frankfurt-Miinster). TIpotokoa 1998 roma uccnemoBaics B I'epMaHuu B TeueHHWe 5 JieT, B
HACTOAILEE BPEMs ITO MCCIEIOBAHME 3aBEPILIECHO, €r0 UTOTU MOABEACHBL. Y 424 nanueHToB
OIICHEHBI YPOBEHb JOCTHXKEHUS peMuccuu, oOmias BbDKHBaeMocTh (overall survival, OS),
OeccoObiTHitHas BbDKMBaeMocTh (event-free-survival, EFS) u Ge3pennanBHas BbDKHMBaeMOCTb
(relapse-free-survival, RFS). Pesynbrarel npusencHsl B tabnune 1. TepaneBTudeckas cxema
IpUBeAcHA B pazzaene «OnucaHue Je4eHus».

Ta6muna 1. Pesynbrats! Tepanuu mno nporokoiay AML-BFM-98.

OCTHIKEHHUE E€pPOSATHOCTH B epPOSATHOCTH B
Bepomuces, 08 » BT BB pocrs 5
pemuccuu, % teueHue 4 net. % % > rtedenue 4 net, %
Bce manmenTs! 90 67 55 61
Cranzapmusi o1 78 65 7
Bricokuii puck 87 55 40 46

BCB — 6eccoOriTuiiHas BekMBaeMoOCTh, OB-o01as BekxuBaeMocTh, bPB-06e3peruanBHas

BBDKHBAEMOCTb.
UccnenoBanne AML-BFM-98, koTtopoe Obuto mpu3BaHO CpaBHUTH 3(P(GEKTUBHOCTh paHHEH

UIECTUHEENIbHON IMOCTPEMUCCUOHHOM Tepanmuu CTaHAApTHBIMU J03aMH  LUTapabuHa™*,
MPEeIHU30JI0HA**, 6-THOTryaHuHAa, HUKI0o(pochamMuIa™™ u nokcopyoumHa™* ¢ neyms “Gioxamu’
BBICOKOJIO3HOTO IUTapabuHa™*, mokazano, 4To MpH OAUHAKOBOW AS()PEKTUBHOCTH, YacTOTa

I/IH(1)CKI_II/IOHHBIX OCJIOKHEHUM B rpyniie JTUTEIbHOMN Teparnun ObL1a BRILIE. B CBA3M ¢ 2 TUM rpyiiia
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BFM otka3aiiack 0T 6-HeIeIbHOM KOHCOIUIAIMU, UCIIOJIb30BaBIIEKCs B TeueHue 20 JIeT, B M0JIb3y
KOPOTKOM BBICOKOJI03HO# Tepanuu [39].
B nactosmee BpeMs B OONBIIMHCTBE KIMHUK P® mpumeHstorcs MOAM(GUIIMPOBAHHBIE CXEMBbI

npotokoia BFM 2004 rona [39].

Onucanmue Jie4eHus.

Tepanus o moauduIumpoBanHol Bepcuu poTtokona AML-BFM-98/2004 moka3ana netsaMm ¢
nepBuuHbiIM OMJI, koTOopble He MOTryT OBITh BKJIOYEHBI B COBpPEMEHHBbIE KIMHUYECKHE
uccnenoBanus. [lanueHTs co BTOpUYHBIM 1 OudenoTunnyeckuM OMJI Takke MOTyT MoJydaTh
3TO JICYCHHUE, OTHAKO [T HUX MOXET MOTPeOOBaThCS MHANBHIyaIbHAsT KOPPEKIUS IPOTOKOJIA.
MoaudpuuupoBannas Bepcusi nporoxkoia AML-BFM-2004 (BeTBb BbICOKO/103HOM Tepanum)
XUMHOTEpanus, COTIacHO “OJ0KOBOI’” BETBU MPOTOKOJIA COCTOUT U3 5 LUKIIOB XMMUOTEPAINU U
MOJICPXKUBAIOIIEH Tepanmueil 6-THOTYyaHMHOM €XKETHEBHO M CTaHJAPTHBIMHU J103aMHU ITUTO3HMH-
apabuHo3M1a exemMecsiuHo. (cxema 1)

Cxema 1. OOmmii mjaH XUMHOTEpauHM corjacHo mpoTokonry AML-BFM-2004 (BeTBb

BBICOKO/I03HOM Tepanun) [68].

AML-BFM 2004

nduktion 1 Indukion2  Konsolidierung htensivierung
Al hamM? HAE
ADxE! IEI
& s
AIE1 Alf Erhaltungstherapie 1 Jahr
. Cytarabin ith. 2
(R | | HAm | 2:CDA haM HAE =
Al M 7 b Ao onn
Goschwiserspender
baoxn

Nuayknusa pemuccun AIE:

Haunnaercs He3aBUCHMO OT HAJTUYUS JICHKOTIEHUU U TpoMOomuToneHuu! ! !

Hurapadun** 100 mr/m2/cyTku noctostHHON nHGY3uell B TeueHue 1-x u 2-X CyToK, 3aTeM
Hurapadun** 100 mr/m2 30-MunyTHOI MHOY3HEH Kaxaple 12 yacoB B 1Hu 3 - 8;
HNpapyonuun** 12 mr/m2 60-munyTHON uHOY3Mel kaxzaple 24 yvaca B AHU 3, 5, 7, mepen
nurapabuHOM™ *;

Jrono3ua** 150 mr/m2 2-yacoBoii nn¢y3ueit nndysueit B 11u 6 — 8, 3a 6 yacos 110 Ara-C;
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Hurapadun** nHTpaTeKaJbHO B BO3PACTHON T03UPOBKE B JIEHb 1 U 8.

HAM:

VYcnorue Havana 6moka: rpanyaouTsl > 1000/Mki1, neikonuTsl > 2000/mMki1, TpomOoruTe > 100
000/mxn

Boicokue 10361 murapaduna** 3000 mr/m2 3-dacoBoii nH(pY3uen kaxpie 12 qacoB B qau 1 —
3;

MuTtokcantpon** 10 mr/m2 60-MuHyTHOM MH}Y3HEH B 1HU 3 U 4;

urapaOun** MHTpaTEeKaIbHO B BO3PACTHOM JJO3UPOBKE B JIEHD 1.

Al:

Ycnopue Havana Onoka: rpanynonutsl > 1000/mkm, neiikorutst > 2000/mMk1, TpomOoruTsl > 100
000/mxn

Hurapadéun** 500 mr/m2 /cyTku HenpepbIBHOW HH(]Y3HUEH B TeUeHHE 4 JTHEH;

Npapyonuun** 7 mr/m2 60-munyTHON nH)Y3Uel B 1au 3 U 5;

[urapaOun** MHTpaTEeKaIbHO B BO3PACTHOM JJO3UPOBKE B THH 1, 6.

haM:

VYcnorue Havana 6moka: rpanyiaouuTs! > 1000/Mki, nerkorutsl > 2000/mMki, TpomOomuTsl > 100
000/mxn

Hurapadoun** 1000 mr/mM2 60-MuHyTHOM HHOY3MEH Kaxkapie 12 yacoB B 1HU 1 — 3;
Mutokcantpon** 10 mr/m2/cytku 60-MuHyTHOUM MH(Y3UeH B 1HU 3 U 4;

[utapabua™** nHTpaTeKaILHO B BO3PACTHOM T03UPOBKE B AHU 1, 6.

HAE:

Ycnorue Havana Onoka: rpanyinonuTsl > 1000/mkn, nefikorutsl > 2000/mMk1, TpomboruTst > 100
000/MKn

Bbicokue 10361 nuTapaduna** 3 r/m2 3-uacoBoit nH¢y3uel kaxapie 12 yacos B 1HU 1 — 3;
rono3ua** 125 mr/m2 2-yacoBoit nHpy3ueit nndysuei B 1au 2 — 5;

[utapabua** uHTpaTeKaIHLHO B BO3PACTHOM JI03UPOBKE B JIeHD 1.

Momnep:xkuBaromas repanus:
B nporoxonax rpynmnst BFM noanepskuatomiast Tepanust mutapadbunom™* mo 40 Mr/m2 mokoxxHo
1 pa3 B cyTku 10 4 JHS KOKIOTO MECsIa MPUMEHSETCs TIOCIIe BOCCTAaHOBJIEHUS TEMOII033a M0Cye

MOCJICOHEIO KypcCa WHTCHCUBHOM XUMUOTCpanrn 40 UCTCUCHUA 18 MCCAICB OT Ha4dajia JICYCHHA.
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OpHako JpyrUMH HCCIEAOBATEIbCKUMHM TPYNIaMU I[OCJIE AHAJIOTMYHOM HHTEHCHBHOMN
XMUMHUOTEpANuy HU3KOI03Hasl MOIICP KUBAtoIIasl Tepamnus He nmpuMensietrcs [38].
IpoduaakTrka 0Cc/10:KHEHNI, CBI3AHHBIX € JIETOYHBIM U Llepe0paibHbIM JIEHKOCTA30M NMPHU
HHUIMATBHOM runepJieiikonurose. J[aHHOE OCIIOKHEHNE HanboJjIee XapakTepHO IS MallueHTOB
¢ BapuantamMu M4 u M5 u nHunManbHbIM Jeiikouutozom 6omnee 50x109/1 u ¢ Bapuantamu M1 u
M2 ¢ uHunManbHBIM JeiikoruTo30M >100x109/11, XOTSI MOKET Pa3BUTHCA M MPH CYIIECTBEHHO
0osiee HU3KUX MOKa3aTeNsIX JerHkonuTo3a. [lonyasinnio HauBbICILIEro PUCKA Pa3BUTUS CUHIpOMA
JeiKocTaza COCTaBISIOT AETH MIIAJIIIETO BO3pacTa ¢ MOHOIUTapHbIMH cyOBapumanTamu OMII,
COTPOBOXAAEMBIMU KoOaryjomaruel. B 3Toil rpymme MmanueHToB Ha3HAYEHWE TMOJHBIX 03
LUTO3UH-apaOMHO3H 12 COMPSIKEHO C Pe3KUM BO3pacTaHHe pUCKa JIEHKOCTa3a, BCIEACTBUE 3TOTO
TaKUM TAIMEHTOB IMOKa3aHO MPOBEJCHUE JeiikonuTadepesa (MO0 3aMEHHOTO TEpPEeTUBAHUS Y
MAIMEHTOB JI0 3-X JIETHEr0 BO3pacTa), /MM MEAUKAMEHTO3HON IIUTOPEAYKIIUH.

IMocnemusiss MoxeT BKmMouYaTh 6O-mepkantonmypuH 40 Mr/mM2 B CyTKM B COYETaHUH C
TUAPOKCUMOYEBUHOM B J103¢ 1500 MI/M2 B CyTKH M Ha3HAYATHCSI IO CHUIKEHUS JICHKOITUTO3a HIKE
50x109/11.

Onerr HMUIL AT'OU cBunerenscTByeT 00 3 (HEKTUBHOCTH ITUTOPEIYKITMYA CHUKECHHBIMH JI03aMHU
ATOMO3MJA W JayHOPYOWIMHA (WM APYroro aHTpalWKIWHA) 0e3 IMTO3WH-apabuHO3WMA.
Haynopyounma** (22,5 mr/m2/cytku) u srono3un** (50 mr/m2/CyTku) BBOASTCS MOCTOSTHHOM
uHQy3Hei 10 TeX Mop, HOKa ypOBEHb JEUKOIUTOB He AocTurHeT 50x109/11, HO He 6oee 3-X CYTOK.
Jlanee mpoBOAUTCS MHAYKIMS NUTapaOuHOM™* ¢ mo3amu aHTpanukianHa U VP-16, u3 KOTophIx
BBIUTEHA CyMMapHas 1032 3THX MpernapaToB, MOJIYYCHHBIX Ha (a3e nuTopeaykuuu. Kpome Toro,
Ha TPOTSHKEHUH ITUTOPETYKTUBHON (ha3bl MPUMEHSIETCS IeKCaMeTa30H** BHYTPUBEHHO CTPYHHO
B no3e 10 mr/m2 /cyTku (pa3aenuTh Ha 3 BBeneHUs). B TeueHue Bcero Kypca HUTOPEIYKIIMH HE
CJIeyeT MIPOBOAUTH 3aMECTUTENbHBIE TPAaHC(Y3UH SPUTPOLIUTOB, ECIIM YPOBEHb TE€MOTJIO0NHA HE

cHikaetcs Hike 70 /i [40].

Bapuaumbt Kypcoe undykuuu u KOHCOJIM@(H{MM

IIporpamma IIpenaparst

WHITyKITAN/

KOHCOJIMJAlliN

ADE [69] [Turapabun** 100 mr/m2, B/B 2 pa3a B cyTku B 1-10-if qau, Bcero 20 103 B 1

UK, gajgee B 1-8 mam, Bcero 16 mo3
Haynopyouuuna®* 50 mr/m2, nau 1,3 u 5

Oromno3uy 100 mr/m2, nau 1-5
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AME [70]

[{urapabun** 100 mr/m2, B/B 2 pa3a B cytku B 1-10-if qam, Bcero 20 no3
MutokcanTpoH** 12 mMr/m2 B/B, 1uu 1, 3, 5

Oromo3un®* 100 mr/m2 B/B, nau 1-5

AIE [71] [Murapabun** 100 mr/m2 B/B 2 pa3za B cyTku B 1-2 nuu, Bcero 4 no3el, 120
Mr/M2 B/B 2 pa3a B CyTKH B 3-8 quu (Bcero 12 103)
Wnapyounuua®* 12 mr/m2 B/B, 18U 3-5
Otono3ua** 150 mr/m2 B/B, 1HU 6-8
HAMS30 [72] [{urapabun** 3000 mr/m2 B/B X 2 pa3a B cyTku 1-3 1HU
MuTtokcantpon™* 10 mr/m2 B/B 1 pa3 B aeHb B 4-5 it nHu
HIDAC [73] [Murapadun** 3000 mr/m2 3-yacoBas B/B uHQY3Hs X 2 pa3a B ieHb, THH 1-3
FLAI [73] ®nynapabun** 30 mr/m2 B/B 30-munyTHas uHpy3us 1-5 nau

[Murapadbua** 2000 mr/m2 3-4acoBas B/B uH(y3ust 1 pa3 B IcHb uepe3
4 yaca nocne BBeneHus ¢iaynapaduna, B/ B 1-5 nau
WNnapyouuua™* 12 mr/m2 B/B 10 MunyTHast HHQY3H TOCTIE OKOHYAHHS

bnynapabuna** B 1,3,5 nuu kypca

IIporoxoa AML-BFM DS 2006

VY nereit ¢ OMJI, pa3zBuBmmMcs Ha (oHe cuHApoma JlayHa, TOKCMYHOCTb BBICOKHX /103

AHTPAOUKIIMHOB B COYCTAHUM C BBICOKMMHU O03aMU III/ITapa6I/IHa** ropa3ao BbIIIC, YCEM Yy

NanucHTOB 0e3 CUHApOMa I[ayHa; MMO3TOMY OHH JOJIKHBI ITOJTYYaThb JICUCHUC IO CIICHHUAIbHOMY

npotoxony (AML-BFM DS 2006) [74].

Cxema 2. O0mmii TuTaH XUMHOTEPAUK coriacHo npotokory AML-BFM DS 2006.

ML-DS 2006

AIE

Al haM HA

Biaoku

AlE:
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Hurapadéun** 100 Mr/mM2/CyTKu moCcTOSSHHON MH(Y3HEH B TeUeHHUe 1-X U 2-X CyTOK, 3aTeM
Hurapadun** 100 mr/m2 30-MunyTHON MHOY3HeH Kaxasle 12 yacoB B 1Hu 3 - 8;
Npapyonuun** 8 mr/m2 60-mMuHyTHOW wmH(Y3Wel kaxaple 24 dwaca B auum 3, 5, 7 mepen
nuTapaduHOM™ *;

Irono3ua** 150 mr/m2 2-qacoBoit nHDy3ueh nHdpy3uei B THA 6-8, 32 6 4acoB 10 UTapabuHa**;
Hurapadun** HHTpaTeKaJIbHO B BO3PACTHOM JO3UPOBKE B JCHH 1.

Al:

VYcnorue Havana 6moka: rpanyiaouuTs! > 1000/Mki, nerikorutsl > 2000/mMki, TpomOoruTsl > 100
000/MK

Hurapadun** 500 Mr/m2 /cyTku HempepbIBHOM HH(pY3Uel B TeueHue 4 aHew;

Npapyonuun** 5 mr/m2 60-munyTHON nH)Yy3uei B 1au 3 u 5;

uTapadbuH** HHTpAaTEKaIbHO B BO3PACTHOU JI03UPOBKE B JIeHb (.

haM:

Ycnopue Havana Onoka: rpanynonutsl > 1000/mk, neiikorutst > 2000/mMk1, TpomboruTst > 100
000/MK

Hurapadéun** 1000 mr/m2 60-MunyTHOM HHGY3UEH Kakapie 12 yacoB B 1HU 1-3;
MuTokcanTpoH** 7 mr/m2/cytku 60-MuHyTHON MH(DY3Uel B 1Hu 3 1 4;

uTapadbuH** HHTpAaTEKaIbHO B BO3PACTHOW JI03UPOBKE B JIeHb 0.

HA:

Ycnorue Havana 6moka: rpanyiaornuTsl > 1000/mkd, nerikomuTst > 2000/mMk, TpomOoruTe > 100
000/mK1

Boicokue 10361 muTapaduHa** 3 r/m2 3-yacoBoil nH(py3uen kaxapie 12 yacoB B 1aU 1-3;

Hurapadun** HHTpaTeKaJIbHO B BO3PACTHOM JO3UPOBKE B ACHH 0.

Ipuao:xenue A3.3. lokazanus k amno-TKM/anno-TI'CK B nepBoii nosHoii
pemuccun OMJI
Ta6muna 3.3.1. CunaTeTndeckue nokazanus K auto-TKM B nepBoit nonHoit pemuccun OMJI B
3aBHCUMOCTH OT MOJIEKYJIIPHO-TEHETUYECKUX, KITUHUYECKuX xapakTepuctuk OMIJI u pucka

TPaHCIUIAHTAIMOHHOM JieTaabHOCTH [75]

['pynma Omnpenenenne rpymnmnsl | Puck pazsurus banbHas oneHka nporuosa
UHTETPUPOB | PUCKA penuauBa B JIETaJIbHOCTH, HE CBSI3aHHOU C
aHHOTO 3aBUCHMOCTH OT pennIMBOM, KOTOpas

pucKa BBIIIOJTHEHUS I103BOJIAECT CYUTATH AJLIO-
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TI'CK npeanoutuTeabHbIM

BapHaHTOM KOHCOJIHM Al

XT nmn
ayTo-

TI'CK, %

ajo-
TI'CK,
%

aIKajia

EBMT

IIKajga
HCT-
Cl

pHUCK
CMEpPTH, HE
CBSI3aHHBIM C
pELUIUBOM,

%

biaronpust

HBIN

+1(8;21) m ;1. <20 x 109/n

+inv16; t(16;16) mo 35
Jer

- myTanus CEBPA (2-
ajyienbHast)

- myTanusi NPM 6e3
FLT3-ITD myramuit

«I1P nmocne 1-ro kypca
WHYKIAH

« OrcyrctBue MOb

35-40

15-20

<1

10-15

[TpomexyTo

YHBIA

1(8;21)m . >20x
109/n

« HopmanbHbIi
KapuoTun (Wi noreps
TOJIBKO X, MJIH TOJBKO
Y XpOMOCOMBI) C 1.
<100 x 109/ 1 mpu
noctrxenuu 1P mocne

1-ro xypca

50-55

20-25

< 20-25

[Tnoxon

« Henoctmxkenmne 11P
nocine 1-ro kypeca y
MMaIMEHTOB U3 IPYIIII
OJIarONMPUSTHOTO U
IIPOMEKYTOIHOI'O

pHuCcKa

70-80

30-40

<30
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« HopmanbeHbIi
kapuotun u Jj1. >100 x
109/n1

+ AHOMaJTbHBIN
KapUOTHII,
HEOTMEUYCHHBIHN B
rpyimme
MIPOMEKYTOYHOTO 1

OYCHB I1JIOXOI'0

POrHO3a
OueHb MOHOCOMHBIH >90 40-50 <5 <5 <40
ILUIOXOM KapHOTHII
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Hpuaoxkenue b. Aiiropurmsl AeiicTBHA Bpaya

MpogomKuTL
[WarHoCTUYECKUA NoMcK

[Ouarvo3 OMJ1 sepuchuposaH

JleveHue B pamkax npoToxkona

KNUHWUYECKOTO UCCNE0BaHNA YyacTve B KNMHWYECKUX UCCNEeN0BaHUAX

MHayKUMA pemuccumn

Pemuccva pocTurHyTa

A4 A4
MpofoNXKeHKe Tepanuu No NPOTOKONY
KoHCOnuaauma pemMmccum Tepanin peppaKTepHLi topu

Her Oa Het

Ipynna BbLICOKOro pucka Otser

TrCK MponomkeHwe npoTokona TrCcK

66



IIpusoxkenue B. Undopmanus s maumeHra

OcTpblit MUETOUAHBIN JeMK03 — peikoe 3JI0KaueCTBEHHOE 3a00JIeBaHIEe KPOBETBOPHOM TKaHH,
XapaKkTepHU3yoIIascs HEKOHTPOIUPYyEeMO poiudepalnel, HapyuieHueM auddepeHInpoBKU

Y HaKOIJIEHUEM B KOCTHOM MO3Te U nepudepruueckoil KpOBH HE3PEIbIX T€MOMOATHUECKUX
KIIETOK

[Ipu paszeutun OMJI mopaxaroTcs Bce oOpraHbl M CHCTEMBI, T.K. 3a00JieBaHUE HOCHUT
TCHePATM30BAHHBIN (pacIpOCTpaHEHHBINM) XapakTep. B KIMHWYECKOH KapTWHE 3a00JICBaHWS
npeoOsiajaloT CUHIPOMBI, CBSI3aHHBIE C TPOTPECCHPYIONIMM HAapacTaHHEM KOJIMYECTBa
3JIOKAYECTBEHHBIX KJIETOK B KOCTHOM MO3r€, a TaKK€ B IIEUYCHHU, CEJIC3CHKE, TaK K€ BO3MOXKHO

nopakenne [THC u apyrux opranos u cucreM. Hanbosnee yactoe mposiBiieHre 3a00JI€BaHUS:

1) Jluxopanaxa.

[NoBbimenue Temmnepatypsl Tena Boime 38,0C MoKeT ObITh MEPBBIM U €INHCTBEHHBIM
MPOSIBJICHUEM 3a00JIEBaHMs, B CBS3U C HAJIMYHEM OJACTHBIX (OITyXOJIEBBIX) KIIETOK,
BBIJICJICHUEM HX IMPOAYKTOB >KU3HEJESTENbHOCTH, & TaK e B CBSA3U C pa3BUTHEM
MH(EKIIMOHHOTO TIpoIiecca

2) HudexmoHHbIH Mpoliecc (aHTMHA, CTOMATUT, THEBMOHUS U JIp.) Pa3BUBACTCS B CBSI3U
C BBITECHCHHEM OJIACTHBIMH KJIETKAMH KJIETOK HOPMAaJIbHOTO KpPOBETBOPCHUS —
JeUKOIUTOB/HENTPO(PUIIOB, 3aIUINAIOLINX B 3J0POBOM COCTOSIHUU OpPraHU3M peOeHKa
oT OakTepuanbHOU U TPUOKOBON MH(DEKINH

3) I'emopparmueckuii CUHIPOM (KPOBOTEUCHHMS, MOSBICHUS CHHAKOB) B CJICICTBUU
BBITECHEHHS OJIACTHBIMH KJIETKAMU W3 HOPMAaJbHOTO KPOBETBOPEHHUS TPOMOOIIMTOB
(KJIeTOK OTBETCTBEHHBIX 32 OCTAHOBKY KPOBOTEUEHHS)

4) Anemuueckuii cuHAPOM (OJEIHOCTB, BSUIOCTH, OBICTpas yTOMIIIEMOCTb, CI1a0OCTh),
TaK K€ Pa3BUBACTCS U3 — 3a OTCYTCTBHUS DPUTPOLUTOB (CHIKEHUE TeMOTJIO0MHA) B
KOCTHOM Mo3re nanuenTta ¢ OMJIL.

5) Boub B KOCTSAX U IPYyTUX MOPAKEHHBIX OpraHax

6) VYBenuueHUe pa3MEpOB MEUYCHH U CEIC3EHKH, MOSBICHUE KEATYXU

7) Topaxenne [THC MOXeT IPOSBIATHCSA TOJOBHON 0O0JIBIO, PBOTOM, CYI0pOTraMu

JInst yCTaHOBJIGHHS JUArHO3a HEOOXOJAMMO BBIMOJHEHUE OOJIBIIOTO KOJIMYECTBA MCCIICIOBAHUMN
KpPOBH, ITYHKIIMA KOCTHOT'O MO3Ta M TIOMOAJIbHOU MyHKIIUU, PEHTT€HOBCKUX U TOMOTPaUIEeCKUX
uccaenoBanuii. JIyisi TpoBeNeHHMsT XMUMHOTEpAruu HeoOXOoJMMa TIOCTAaHOBKA IIEHTPAIBLHOTO

BeHo3Horo katerepa (LIBK), Bo n30exxaHne MHOTOUMCIIEHHBIX YKOJIOB B NepU(epruecKre BEHBI.
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Bce wunBaszuBHBIE mnporeaypsl (myHkuuu, mnoctaHoBka I[IBK) BemosHstoTcs moa oOmiei
AHECTE3UEH.
JleyeHne OCTpOro MHUEIOUIHOTO JIEMKO3a COCTOMT B OCHOBHOM H3 JIBYX ITAlOB: HHTCHCHBHAs
(haza Tepanuu U MpoBeICHNE TPAHCIIAHTAIIMHA TeMOTIOITUYECKUX CTBOJIOBBIX KJIETOK. Bo Bpems
WHTCHCUBHOW (a3bl XMMHOTEpAmus TMPOBOJUTCS C HEOOJbIIMMU HWHTEPBAJIAMH, YacTO
Heo0XoauMO MpeObIBaHUE MAllMeHTa B CTallMOHape. XUMHOTEpAIvs MepBON JTUHUH COCTOUT U3
TpEX OCHOBHBIX TPEMapaToB: IMUTO3ap, BENE3U[, AAyHOPYOHIIMH (MOApyOMIIMH WU
MHUTPOKCAHTPOH). 3aTeM MPOBOAMUTCS HECKOIBKO KYPCOB BBICOKOIO3HOM XUMHOTEPATHH.
[ToGounble 3¢ (HeKTh XUMHUOTEPAITHN:

1. Brimagenwue Boioc

2. TomHoTa M pBOTA

3. CHmxeHue / U3MEHEHUE allIETUTA

4. Jluxopanaka

5. Pa3ButHe MHPEKIIMOHHBIX 0YaroB

6. Llenpro Tepamuu sBISETCS W3NEUYCHHE OONE3HU, MPENOTBPALICHHE PEIUIAUBOB H

OCJIO)KHEHUHN CBSI3aHHBIX KaK C TMPOSIBICHUAMU OOJIE3HH TaK W C Pa3BUTHEM

WHIyIUPOBaHHOW  (BBI3BAaHHOM  XMMHOTEpanueill) aruiasud  KPOBETBOPEHUSI.

CymMmapHasi JUIMTEbHOCTh TE€pPAaK COCTaBJseT OKOJo 6 MecsieB, 0e3 MpoBeIeHUs

TI'CK. CokpalnieHue IIuTeNbHOCTH TEPAUU MOXKET MPUBECTH K YBEIMUYECHHUIO pUCKA

penuauBa 6omne3nu. [Ipy Tepanuu B COOTBETCTBUU C COBPEMEHHBIMHU MPOTPaMMaMH

JIEYEHUs BEPOSATHOCTD BBI3IOPOBIIEHUS cOCTaBIsAET 0KOJI0 70%.
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Ipunoxenue I'l. MosiekyasipHo-reHeTH4YecKad Kiaaccupuranusa OMJI

Ta6muma I'1.1. European Leukemia Net (ELN) mosekynsspHO-TeHeTHYECKast KiacCH(pUKaIius
OMJI (2017r.) [25].

Kareropun pucka MoneKyJIapHO-TEHETUYECKUE XapaKTEPUCTUKHI
BrnaronpustHbIi t(8;21)(022;922.1); RUNX1-RUNX1T1
MIPOTHO3 inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11

Mytauuu NPM1 6e3 FLT3-ITD unu ¢ FLT3-ITD u auskoit
aJUIeTIbHOM HArpy3Kou™

buannensnas myrtanus CEBPA

[TpomexxyTouHbBIN Mytarmuu NPM1 u FLT3-1TD ¢ BbicOKO# alinenbHOM Harpy3Kom **
IIPOTHO3 Huxwuii Tun rera NPM1 6e3 FLT3-1TD umu ¢ FLT3-ITD ¢ nuzkoit
aJJIeTIbHON HAarpy3Ko# (IIpH OTCYTCTBUU LIUTOTCHETUYECKUX
KpUTEPHEB HEOIAronpusATHOIO POTrHO3a)

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

[{uToreneTnyeckrue aHOMaJINM, KOTOPbIe HE OTHOCSATCS K KaTErOpUu
OJ1aronpHUsATHOrO MPOTHO3a WM HEOIAronpusTHOTO MPOTHO3a
Heb6naronpusitHbii t(6;9)(p23;934.1); DEK-NUP214

MIPOTHO3 t(v;11923.3); nepecrpoitku KMT2A

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

inv(3)(921.3926.2) uu t(3;3)(q21.3;026.2); GATA2, MECOM(EVI1)
-5 or del(5q); -7; -17/abn(17p)

KomrmuiekcHsbil KaproTuI

MOHOCOMHBIN KapUOTHII

Hukuii i rera NPM1 u FLT3-1TD ¢ BeIcOKO# ayutenbHOM
Harpy3kon™**

Mytarmuu RUNX1***

MyTtarun ASXL1***

Myraruu TP53

(*) Huskas auenbHas Harpyska (0,5)
(**) BIcOKas ayutesibHas Harpyska (>0,5)
(***) ecnmm yKazaHHBIE MyTalldd OOHAPY)KMBAIOT Yy TMMAIIMEHTOB C OJIATOMPHATHBIMH

IUTOI'CHCTUYCCKUMHU aHOMAJIUIMU, TO UX 06Hapy)KeHI/I€ HEC UMCCT 3HAYMMOCTH.
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IIpunoxkenue I'2. MoJiekyasipHO-TeHeTHYECKHE MPOTHOCTHYECKUE (PAaKTOPbI

pucka npu OMJI

Tabmuma 1'2.1. MonekynaspHO-TeHEeTHYECKHe M KIMHU4Yeckue npuzHaku OMJI, pasnmensomue

MAIMEHTOB HA OJarONpUSATHYIO U HEOIArompHUATHYIO TPOTHOCTHYECKHE rpyniibl [25]

]_[I/ITOFGHGTI/I‘ICCKI/IC

MapKepbl

MonekyasipHblE MapKepbl

Kimandaeckue GpakTopsl

braronpusiTHeIE MPOTHOCTHYECKHE (DAaKTOPBI:

t(v;11)(v;923);

-5 wiu del(5q);

-7

adeppanuu (17p);
KOMIIJIEKCHBI KapUOTHIL,

MOHOCOMHBIN KapUOTHIT

t(15;17), MyTtupoBanHbii CEBPA (6uamnensHas
(t(8;21)(922;922); MYyTAIIHs), HeratuBHBIE  MapKepbl
inv(16)(p13.1922) ninmytupoBanHbsii NPM1 6e3 FLT3-1TD npu (MOb
t(16;16)(p13.1;022) HOPMAaJIbHOM KapuOTHUIIE
HeGuaronpusiTHple TpOrHOCTUYECKHE (PAKTOPBI:

Bropuunsiii OMIJI
) ) ['unepaeikonuTo3
inv(3)(g21926.2) | Y BenmuaeHa skcerpeccus Evil;
(3:3)(q21:q26.2) MLL (>100x109/;1 myst MFOGOTO

; ;026.2); -peapaH)XKUPOBKU;
dend peap P MO-BapuanTt o FAB)

t1(9;22), FLT3-ITD-myranus;

Okcnpeccust CD34  Ha
t(6;9)(p23;934); DNMT3A-myTanus;

C-KIT-myrarus (ms t(8;21); inv(16))
BAALC-akcmpeccust

ERG-skcnpeccust

MN1-3kcmpeccust
WT1-nonumopduzm

BCR-ABL-1o3uTHBHOCTE

OJIaCTHBIX KJIETKAX

DKcTpaMeay IsipHbIe
nopaxeHus: (0coOeHHO,
KOXKa)

OtcyTcTBHE  peMHcCUU

10CJIe TIEPBOI0 Kypca
[lepcuctenuus MapkepoB

MODb
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