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TepMuHBI U onIpeaeICHUS

Ocmpuie muenououvte neiikozsl (OMJI) — KIOHAJIBHBIC OMYXOJEBbIE 3a00JeBaHUS KPOBETBOPHOM
TKaHW, CBA3AaHHBIE C MYyTalMed B KIETKE-NPEAUIECTBEHHULIE TIE€MOII0A3a, CIIEICTBUEM KOTOPOM
cTaHOBUTCS On0K nudepeHnrupoBKr M OECKOHTpPOJIbHAS Tpoiudepanus He3peNblX MUETOHUIHBIX

KJeTok [ 1,2].

Ounenka 3 GeKTHBHOCTH TePANUN:

Honnon pemuccueii OMJI npuHSTO Ha3bIBaTh COCTOSHUE KPOBETBOPHOW TKAaHW, NMPU KOTOPOM B
MyHKTaTe KOCTHOTO Mo3ra oOHapyxuBaeTcs 5% U MeHee ONACTHBIX KJIETOK MPU HOPMaJbHOM
COOTHOIIICHUU BCEX POCTKOB KPOBETBOPEHUS, OTCYTCTBYIOT ONIACTHBIC KJIETKHU C MajoykamMu Ayspa u
AKCTpaMeayJJISIPHBIC OUard, Mpy KOJIMYECTBE HEUTPOPHUIIOB B TIEpudepuuecKoil KpOBU 31,0x10%/n, mpu
KOJIMYECTBE TPOMOOIIMTOB 3100x10°/n, IIPU OTCYTCTBUHU SKCTPaAMENYUISIPHBIX 04aroB JIEHKEMUYECKOTO
pocTa. YKazaHHbIE TOKA3aTEeIH JOJKHBI COXPAHITHCS B CTAOMILHOM COCTOSIHUM B T€UeHUE 1 Mecsia u
Oomnee. YcTaHaBIMBAeTCs TMPU OTCYTCTBUHM JaHHBIX o crtaryce MODB. OmnenuBaercs mociie Kypca

WHAYKIOWUH.

Ilonnaa pemuccusa (IIP) ¢ omcymcmeuem mMuHumanbHou ocmamoyunou oonesnvo (MOB) (MOb-
IIP) — noJiHasi peMHCCHSI C OTCYTCTBUEM B IIYHKTare KOCTHOTO MO3ra OOHAPYKEHHOIO B AedroTe
OMJI renernueckoro mapkepa (merogom IIIP) wim kiaerok ¢ adeppaHTHBIM

HUMMYHO(EHOTUIIOM (METOXOM NPOTOYHOMH HUTOMETPHUH).

Munumansnaa ocmamounas oonezus (MOB) — 310 HeOonbIIAS MOMYNALUS OMYXOJEBBIX KJIETOK,

KOTOpas HEC MOKCT OBITH Baq)HKCI/IpOBaHa C IIOMOIIBIO CBCTOBOI'O MHUKPOCKOIIA, HO 06Hapy}KI/IBaeTC}I

Gornee TOHKHMH METOJAMH MCCIIEIOBAHMSA, BBIABIAIONMMH 1 Ieiikemudeckyio kietky na 10%°
HCCIIEyEMBIX.
IIP ¢ nenonmvim 6occmanoenenuem — TIONHAS PEMHUCCUS TPU COXPAHSIOLICKHCS HEUTPOIECHUH

(<1x10%/1) mm TpomGormronennu (<100x10%/1).

Heynauu B JieueHum:

Pesucmenmnan ¢popma — OTCYTCTBHE TIOJHOM pPEMHUCCHHM (CMOTPH OIPEICICHHUE BBINIE) MOCHE

npoBeneHus omoka nHAyKIuu (AME/ADE/AIE).

[Tpu Gmacroze meHee 15% 1 OTCYTCTBUU OAHO3HAYHBIX MPU3HAKOB HAJIMYMS JEHKEMUYECKUX O1acTOB
(Hampumep, majgodyek Ayspa) HEOOXOIUMO MOATBepXkAcHUE pedpakTepHOCTH ¢ nomoulsio UDT nnu

I_II/ITOFGHGTI/I‘IGCKI/IX/ MOJICKYIIAPHBIX MApPKCPOB.

Peyuoue — 6onee 10% neiikeMu4ecKkux ONacTOB B KOCTHOM MO3Te€ WJIU JIF0O00E KCTpaMEedyJUIIpHOE
nopakeHMe HE MeHee 4YeM uepe3 | Mecsl] Iociie yCTAaHOBJIEHHS TIEPBOM TMONHON KIMHHUKO-
reMaroJIOTUYEeCKONM pPEMUCCHUU. YUHUTHIBAs BO3MOXKHOCTH JIOKHOW JMArHOCTUKH pelUanBa Ha
OCHOBAHHMH TIOBBILIECHUSI CONIEPKAHHUSI T€MaTOTOHOB, HEOOXOAMMO COOTHECEHHE OJacTo3a, «TUTpa»

BBISIBJICHHOT'O MOJICKYJISIDHOI'O MapKepa U I/IMMYHO(i)eHOTI/IHI/IpOBaHI/IH.



Monekynapnutit/ummynonocuueckuii peyuoue — Boisipienne MOb MeTo/10M MPOTOYHON LIMTOMETPUU
w/vnn TP B nmocnenoBarenbHOM JBYXKPAaTHOM MCCIEAOBAHUM C UHTEPBAJIOM HE MEHEe 2-X HeNElb,
Mpy  YCJIOBUM aHalu3a al0eppaHTHOTO HMMYHO(MEHOTHIA WM BBIMOIHEHUS MOJEKYISIPHOTO

HCCJIICOOBAHUA 1O HavYaja TCPaAIluu.

Heiponeiiko3 — mo0oe KoIM4ecTBO OIacTOB B IUTOIpernapare, HEOObSICHUMOE KOHTAMHHAIIMEH
JTUKBOpa MEepUpEeprUuecKoi KpOBbIO; W/UIU CHUMIITOMBI MOPAKEHUS UYEPEITHO-MO3TOBBIX HEPBOB WM
WHasg HEBPOJIOTMYECKasl CUMIITOMATHKa, CBSI3aHHAsI C XJOPOMHBIM pOCTOM. MHTpakpaHWaldbHbIE U

HHTPACTTMHAJIBHBIC STTUAYPAJIbHBIC “XJ'IOpOMBI” IpHu OTCYTCTBUU JICUKEMHYECKHMX KJIETOK B JUKBOPC HE

cuMTaroTcs Herpoaernko3oM. I'pananus craryca LIHC nopaxenus onpeaeisieTcs: IpoTOKOJIOM TEpaIuu.

Huoykyua pemuccum — NEpUOJl HAYAJIBHOIO JIEYEHUS, LIEJIbIO KOTOPOIO SBISIETCS MAaKCUMAaJbHO
OBICTPOE U CYILIECTBEHHOE COKpalleHHe OmyXojieBoi mMacchl u goctuxkenue [P, (00bryHo 1-2 Kypca).
NmenHo B 3TOT nepuoj Ha (JOHE TPUMEHEHUS IUTOCTATUYECKUX CPEACTB KOJTUUYECTBO JIEHKEMUUECKUX
KJIIETOK B KOCTHOM MoO3re yMmeHbmaercsa npumepHo B 100 pa3, T. e. B MoMeHT koHctaranuu [IP B

KOCTHOM MO3IC MOp(bOJ'IOl“PI‘-I@CKI/I OIIPCACIIACTCI MCHEC 5% OITYXOJICBBIX KJICTOK.

Konconuoayua pemuiccun — BropbiM 3Tanom Tepanuun OMJI sBnsieTcs 3aKperieHHe JOCTUTHYTOTO
IPOTUBOOITYX0sieBoro 3¢ dekra (00braHO 2-3 Kypca). B HacTosiee Bpemsi B OOJNBITUHCTBE CITy4acB
KOHCOJMJIALUs SIBJISIETCS. HanboJiee arpecCUBHBIM M BBICOKOAO3HBIM 3TanoM npu JiedeHun OMIL.
3agaueil 3TOro nepuoja SIBJISIETCs 0 BO3MOYKHOCTH €Ie OOJIbllIee YMEHBIIEHHE YUCiIa OCTAIOLINXCS

IOoCJIC HHAYKIIUH JICUKEMHYECKHUX KJIETOK.

Hoooepsicusarouyee neuenue — TPOIOINKEHUE IUTOCTATUIECKOTO BO3ICHCTBUS B MEHBIIHX J03aX, YeM
B TICPHOJ MHIYKIIMH/KOHCOIHIAINA PEMHUCCHH, HJIM HHOTO — TAPT€THOTO - BO3JICHCTBHS HA BO3MOXHO

OCTAIOILIHANCS OITyXOJIEBBIN KIIOH.

Ipogunaxmuka vnu, npu HEOOXOAUMOCTH, JleUeHUe HeUpOoaeluKeMuu — 3TOT ITAll PaclpeeseTcs
Ha BCE TIEPHUOIBI IPOTPAMMHOTO JICUCHHSI - HHIAYKITUIO PEMHUCCHH, KOHCOTUIAINIO B TOCPKUBAIOIICE

JICUCHUC.

Tpancnnanmayua kocmnozo mosea (TKM) — nox stumM TepMUHOM OOBEIMHEHBI TpaHCIJIAHTALIMS
IeMOINO3TUYECKUX CTBOJIOBBIX KIJIETOK KOCTHOTO Mo3ra mnepudepuyeckoil KpoBH U ITyHOBHHHOMN

(TU1aLieHTapHO ) KPOBH.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

OcTpblii MHeJOUAHBINA JIEHK03 — 3TO KJIOHAJIBHOE OIyXO0JIEBOE 3a00J€BaHUE KPOBETBOPHOU TKaHH,
CBSI3aHHOE C MYTAlUHMEW B KIETKE-IPEALIECTBEHHUIE T'€MOI033d, CIECACTBUEM KOTOPOW CTAHOBUTCS

6mox audGepeHITUPOBKH 1 OECKOHTPOIbHAS TPOIHQEpaIys HE3PEIbIX MUEITONIHBIX KIETOK [ 1]



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

OMUI sBisIeTCS CHEACTBUEM IOBPEKJICHUS - MYTALlMU - B TEHETUYECKOM MaTepHhasie KIOHOTE€HHOM
KPOBETBOPHOM KIIETKU. B pe3ynbrare 3Toro npoucxXoauT HapyLIEHUE KOHTPOJIA 3a KJIIETOUHBIM LIUKJIOM,
U3MEHEHHE TIpollecca TPAHCKPUIIIIMM U TMPOAYKIMU psia KIIOYEBbIX OenkoB. Bcemencteue
OECKOHTPOJIbHON mponudepanuu B OTCYTCTBUE JU(P(HEPEHUUPOBKU MPOUCXOAUT HAKOILJICHUE
MaTOJOTUYECKUX KJIETOK. ToT (hakT, 4To MmaroreHe3 OCTPBIX JIEWKO30B CBSI3aH C TE€HETUYECKUMHU
MOJIOMKaMH, TOBOJIbHO YacTO MOATBEPKIAETCS OOHAPYKEHHEM Pa3IMYHBIX XPOMOCOMHBIX abeppariuii
(TpaHcnOKanuMi, neneuuii, MHBEpCU U T. 1.). B OoNbLIMHCTBE cCilydaeB KOHKpETHas NpUYUHA
BO3HUKHOBEeHUs OMJI ocraercs Hem3BecTHOW. OJJHAKO CYIIECTBYET HECKOJBKO IPEAPACIIONAratolnuX
(GakTOpoB, KOTOpHIE 3HAYUTEIBHO YBEIMYMBAIOT PHUCK pa3BUTHS OSTOro 3aboneBaHus. YeTko
JI0Ka3aHHas B3aMMOCBS3b MEXIY MOHU3HUPYIOIIEH paauaiiueil mpu B3phIBE aTOMHONW OOMOBI, a Takke
XUMHO- U PaJAMOTEpanueld Mo IMOBOAY APYIMX OMYXOJEH C IMOBBIIIEHHBIM PUCKOM BO3HMKHOBEHMS
OCTpBIX JICHKO30B 3aCTaBUJIAa M3YUYUTh JPYTrMe BO3MOXKHBIC JIEHKEMOTreHHbIE (PaKTOpPbI (HU3KHE H03bI
paauanui, XMMUYECKHE BEIEeCTBA, KYypEeHHE, HJIEKTPOMArHUTHbIE BOJIHBI). JlOKa3aHO, 4TO MEXIy
KypEHUEM M PHUCKOM pa3BUTHUsS OCTPOrO JIEWKO3a CYIIECTBYET J030Bas 3aBUCHUMOCTb, KOTOpas
oco0eHHO oueBHAHA JUIs Jul crapiie 60 net. Psn uccnemosareneil mpeanonaraer, 4to okosno 20%
OMUJI sBasitoTCS CIIEACTBHEM KypeHHs. beH301 npu JIMTETbHOM BO3JAEHCTBUE HA OPraHU3M YeJIOBEKa
JaeT JerKkeMOoreHHbI 3¢ deKT, HO TpHU HEOONBIINX KOHIEHTPAIUSAX ITOTO BEIIECTBA, C KOTOPHIMU
yamle BCEro CTAJIKHUBAKOTCS JIIOAW HAa IPOU3BOACTBE, HE J0Ka3aHa B3aMMOCBA3b C IIOBBIIICHHBIM
puckom Bo3HUKHOBeHUs OMUJI. Ilpu n3ydeHun NOCTOSHHOTO BO3AEHCTBUS MaJbIX 103 paJHAIlMU ITOKa
HE TOJyYyeHO JI0Ka3aTelbCTB B MOJb3Y YBelIMueHUs dvactoTbl 3aboneBaemoctu OJI. Bmepsble
B3aUMOCBSI3b MEXIy mnpeamectByromeil XT, myueBbIM JiedeHHEeM KaKHX-JIHOO JIPYTHX OITyXOJIEBBIX
3a00JIeBaHUM U YBEMYEHHBIM pUCKOM pa3Butusi OMJI Obla oTMeueHa y NalueHTOB, U3JICUEHHBIX OT
mumpombl XomKkkuHa. J[OKa3aHO, YTO HE CTOJNBKO KyMYNIATHBHAs 103a, CKOJIBKO HMHTEHCUBHOCTD
JI030BOTO BO3JEHCTBHS O00YCIIOBIMBAET MOBBIIIEHHE YacTOThI 3aboneBaeMoctd OMIJL. Puck pa3Butus
BropuuHoro OMJI nanbosiee BBICOK B mepuos OT 2 A0 9 JIeT mocie 3aBeplleHus: MPeIIeCTBYOIEH
XT. B 85% cnydaeB BTOpUYHBIE JIEWKO3bI BO3HUKAIOT B CPOKM 110 10 jteT oT okoHuaHus jgedeHus [3,4].
Otuonorusi U crnenuduyeckue ¢GakKTopbl, MPUBOIANIME K PA3BUTUIO BTOPUYHBIX MHEIOUIHBIX
OIyXOJICH, IIOJIHOCTBIO HE U3y4YeHbl. B IaroreHe3 BOBJIIEYEHBI MHOIME T€HETUYECKHE IIyTH U
KoomneparuBHele MyTanuu. «Bropuunsie» OMJI, acconuupoBaHHbIE C IPUMEHEHUEM AIKUIUPYIOLINX
areHToB, 4YacTo JEOITHPYIOT ¢ Muenomucruiactuueckoro curapoma (MJC) ¢ moHOocomuein wuinu
YaCTUYHOU Jenenuend xpomocoM S5 u 7. 1ot Tun OMJI BO3HHMKAeT OTHOCUTEIBHO MO3/IHO, B CPEAHEM

yepes 5-7 JeT 1ocie JeUEeHNs IEPBUYHOM OITyXOJIH.

BeposTHOCTh pa3BUTHA JIEUKO30B YBEIMYMBACTCS MPH CIEAYIONINX TEHETHYECKH OOYCIOBIICHHBIX
3a0o0NeBaHMsAX: BpOXKICHHAas arammarioOynunemus, cunapoMm llIBaxmana-/laiimonna, arakcus-
TejeaHrnoskrasusi, cunjapom Jlyn-dpaymenu, neiipopudbpomaros, anemus [alimonaa — biekdana,

TsDKENas BpOXKACHHasA HeuTponeHnus, anemust ankonu, cuaapom Jlayna, cuaapom biyma.



1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Cunraercs, uto OMJI 3a6oneBaer B cpennem 3-5 yenoBek Ha 100 Thic. HaceneHus B roA. [Ipu stom
3a00J1€BaeMOCTh PE3KO BO3pacTaeT B Bo3pacTe crtapmie 60 et u coctasiser 12-13 gemoBek Ha 100
ThIC. y Jtofie B Bo3pacte ctapiie 80 jier. MeauaHna Bo3pacta 3TOro 3a00JieBaHUsl COCTaBIISIET 05 JIeT.
Onuaemuonoruss OMJII cpenu nerckoro HaceneHus B Poccuiickoit enepaium u3ydyeHa HEJI0CTaTOYHO.
Octppblil MUETTOMIHBIN Jeiiko3 BeTpedaeTcst B 20% - OT BCeX OCTPBIX JEHKO30B y JETEl, COCTABISET

6% ot Bcex omyxouert y nereir. HoBbeie ciryaan OMJI cocrasmstor 0,7 - 1,2/100.000 B rox [1,5].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSIHHA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

C92.0 OcTpblif MUETTOUTHBIN JIEUKO3

Uckitouenue: 000CcTpeHNE XPOHUUECKOTO MUEIOUIHOTO Jieiiko3a (C92.1)
C92.3 MuenouHas capkoMa (XJIopoMa, rpaHysIoLUTapHasl capkoma)
C92.5 OcTpblilf MUEITOMOHOIMTAPHBIN JIEHKO3

C92.6 Octpslii MuenonIHbIN Jieliko3 ¢ 11g23-anomanueii

C92.7 Npyroit MUEIIOUIHBIN JICHKO3

C92.8 Octpas MuenonaHas JIEUKEMHUS C MYJIBTHIIMHEWHOW UCIIIa3UEn
(C92.9 MuenouiHbIN 1€HK03 HEyTOYHEHHBIN

C93.0 OcTpblit MOHOLUTAPHBIN JIEHKO3

C94.0 Octpas spuTpeMus U SpUTPOIEHKO3

C94.2 OcTpslii MerakapruoOIacTHBIN JIEUKO3



1.5 Knaccudpukanust 3a001€BaHusI MM COCTOTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Ilepeyens BapuantoB OMJI m apyrux omyxoJieii ¢ muenouanoin auddgepenuuposkoii (BO3,
2016) [6,7]:

Knaccudpukamus BO3 (2016) nmonpasnenser Bce OMJI, oCHOBBIBasiCh Ha UX LUTOTCHETUYECKUX WU
MOJICKYJISIPHO-TEHETHYECKUX OCOOCHHOCTSAX, M WMEHHO OJTH OCOOCHHOCTH (POPMHUPYIOT KIMHHKO-

MATOJIOTUYECKUE TPYIIIIbI:

OMJI ¢ ycTOWYHMBO BBIABISIEMbIMU T€HETUYECKUMH AHOMATUSIMHA

OMJI ¢ t(8;21)(q22;q22); RUNXI-RUNXITI

OMJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;q22); CBFB-MYH11
OIUI ¢ t(15;17)(q22;q12); PML-RARA

OMUJI ¢ t(9;11)(p22;q23); MLLT3-MLL

OMUIJI ¢ t(6;9)(p23;934); DEK-NUP214

OMJI ¢ inv(3)(q21g26.2) or t(3;3)(q21;q26.2); RPNI-EVII
OMJI (merakapuo6nactubiii) ¢ t(1;22)(p13;q13); RBM15-MKLI
OMIJI ¢ BCR/ABLI*

OMJI ¢ TeHHBIMHU MYTaITUIMH*:

OMIJI ¢ myTupoBanHbIM reHoM NPM [*

OMUJI ¢ 6uamnensHo# myTanueit rena CEBPA™

OMUJI ¢ myTupoBaHHbIM TeHOM RUNXT*

OMIJI ¢ u3MEHEHUSIMU, CBI3aHHBIMHU C MUEJIOTUCIIIA3UEH

MuenonHble HEOIIA3UHU, CBI3AHHBIE ¢ peamecTByomen XT

OctppIit MUET00IACTHBIN JICHKO3 ¢ MUHUMAIBbHOUM nu(depeHInpOBKON
OcTpblii MUETOOTACTHBIN JIEUKO3 0€3 CO3peBaHus
OcTpblii MUEN00IACTHBIN JIEUKO3 ¢ CO3pEBAHUEM

OcTpblif MUETTOMOHOOIACTHBIN JIEHKO3



OcTpblii MOHOOTACTHBIN/MOHOIIMTAPHBIN JICUKO3

OcTpblil 5pUTPOMHUEITO3

Octpblil MerakapruoOJacTHBIN JIEHKO3

OcTpslit seiiko3 u3 6a3oduios

OcTpblil manMueno3 ¢ Muesnopudpo3oM (CHH.: OCTpbIil MueT0PHOPO3; OCTPHIN MUEIOCKIIEPO3)

MuenouHas capkKoMa (CMH.Z OKCTpaMCaAyJUIApHasA MUCIIONAHAA OIIYXOJb, I'PAHYJIIOOUTAPHAA CapKOMaA,

XJIOpOMa)

MuenoniHbIE OITYXOJIH, CBI3AHHBIC C CHHAPOMOM JlayHa

TpaH3uTOpHBINA aHOMAJILHBIN MUENON033 (cuH.: Tpan3uTopHoe MII3)
MuenoniHbIN JEUKO03, CBA3aHHBIN ¢ CUHIPOMOM JlayHa

QIYXOHB W3 TUIASMAUTOUTHBIX JTCHAPUTHBIX KJICTOK

OcTpble AEHKO3bI HEONPECTCHHON TMHUHN U NENCHITUPOBKH

OcTtpsiii Heau(hepeHIUPOBAHHBIN JIEUKO3

OcTpsiii neiiko3 cmemannoro ¢enorumna ¢ t(9;22)(q34;q11.2); BCR-ABLI

OcTpsiii neiiko3 cMmemannoro ¢penoruna c t(v;11q23.3); peappamwxupoBka rena KMT2A (panee — MLL)
OcTpsiii J€iiKo3 cMemanHoro ¢penorumna, B/muenonaasiii, NOS

OcTpsrit eiiko3 cmemnianHoro Genorumna, T/Muenonanabiii, NOS

OcTpslii n€iiko3 cMemanHoro ¢penoruna NOS*

OcTtphle NeiKo3bl HeonpeaeaeHHoi muanu auddepermuposku NOS*

** HOBBIE TPYIIIIBI, BBEJICHHBIE B Kiiaccupukanuio BO3 B 2016 1.

[Toarpynmma «OMJI ¢ yCTOWYHMBO BBISBISIEMBIMH XPOMOCOMHBIMH aHOMAJIMSIMI»  OOBCIHHSET

HEeCKoIbKo BapruanToB OMUJI:
«OMJI ¢ t(8;21)(q22;q22); RUNXI-RUNXIT1»

«OMIJI ¢ inv(16)(p13.1922) unu t(16;16)(p13.1;q22); CBFB-MYH11» (nipu BBISBICHUU YKa3aHHBIX
XPOMOCOMHBIX TIEPECTPOEK, HECMOTPS HAa YHMCIIO ONACTHBIX KJIETOK B IYHKTAaTe€ KOCTHOTO MO3Ta,

BCCIAa YCTAHABIMBAIOT JHUAIrHO3 OCTPOIr0 MUCIIOUJIHOTO neﬁKo3a).



«OIT ¢ t(15;17)(q22;q12); PML-RARA»; Tpancnokauuu RARA ¢ npyrumMu nmapTHEpaMu BBIIEISIOTCS
B oTaenbHbie hopmbl OMIIL, nanpumep, OMIJI ¢ t(11;17)(q23;q12); ZBTB16-RARA; OMJI ¢ t(11;17)
(q13; q12); NUMAI-RARA; OMIJI ¢ t(5;17)(q35;q12); NPM1-RARA; OMIJI ¢ STAT5SBRARA.

Panee Beigensiemast kareropust «OMIJI ¢ anomanusimu 11923 (MLL)» Obuia nepeBeieHa B KaTETOPUIO
«OMJI ¢ t(9;11)(p22;923); MLLT3-MLLy»; npyrue TpaHCIOKALMM, OTJIMYAIOIIUecs OT TeX, 4TO
BKiouatoT MLLT3, nomkHbl OBITH OTACNBHO YyKa3aHbl B aAuarHose, Hampumep OMIL c t(6;11)
(927;923); MLLT4-MLL; OMJI ¢ t(11;19)(q23;p13.3); MLLMLLTI; OMJI ¢ t(11;19)(q23;p13.1); MLL-
ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL

boin Beimenensr Tpu HOBBIX moarpymmbl: «OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214», «OMJI ¢ inv(3)
(q21926.2) or t(3;3)(q21; q26.2); RPNI-EVII» n «OMJI (merakapuobnactusiii) ¢ t(1;22)(p13;q13);
RBM15-MKL1», penxuit Bapuant OJI, Hanbosee 4acTo JuarHoCTUPYEeMbIid y ACTEH.

VY mammentoB OMJI ¢ HOpManbHBIM KapUOTHIIOM OBUIM BBIAENEHBI JABE HOBbIE Kareropuu: «OMIJI c
MYTHpOBaHHBIM reHoM NPM | (aykneodo3mun (saepHsbiii pocdonporenn B23, nymarpun))» u «OMIJI
¢ mytupoBaHHbIM TeHOM CEBPA (Oenok, ces3biBatonuii suxancep CCAAT anbda (CCAAT/enhancer
binding protein (C/EBP) alpha))». HakannmBaeTcst Bce 6oJbIlie 10Ka3aTeabCTB B MOIB3Y TOTO, YTO OTH
MYTalll{ OIPENEeNsIIOT HapyeHus AU(PPEpeHINPOBKH FeMOMOITUYECKUX KIETOK, U OTHOCSTCS K TaK

Ha3bIBACMBbIM MYTallUAM 2-ro KJjiacca.

Mytanmun B TeHe fms-cBs3aHHOUM Tupo3umHKMHA3bl 3 (fms-related tyrosine kinase, FLT3)
oOHapy»xuBaroT npu MHOrux Bapuantax OMJI, u ux oTHOCAT K MyTauusMm l-ro kiacca, T. €. K TeM,
KOTOpPbIE€ ONPENESIOT MPEUMYIIECTBO OIyXOJIEBBIX KIIETOK B MHpodudepanuyl W/Wid BbIKUBAaHUU.
OMUJI ¢ myTanussmu F'LT3 He BBIIETSIOTCS B OTACIBHYIO KaTETOPHIO, OJHAKO, HEOOXOIUMO OIPEAEIATh
O9TM MyTallMM, TaK KAaK OHU HMEIOT IPOTHOCTUYECKYI0 3HAUMMOCTb. PEKOMEHIyeTCs He TOJIBKO
onpenensate Hamuuue FLT3-ITD, HO m onpenensTh, Tak Ha3bIBAEMOE, AJUIEIBHOE COOTHOIICHHE,
KOTOPOE€ XapakTepu3yeT OO0bEeM OIyXOJd. AJIENIbHOE COOTHOLIEHHUE CUYHUTAETCS BBICOKUM MpHU
3HaYCHMsIX, paBHBIX W Oomee 0,5, m HU3KMM — mpu 3HadueHUsAX MeHee 0,5. IIporHoctuueckyro

SHAYUMOCTDb UMCIOT BBICOKHMEC 3HAYCHU .

Panee Boimensiemas moarpynmna «OMJI ¢ mynasTunuHenHo#N aucmiasuei» B kinaccudukanuu BO3
(2016) onpenensiercst kak «OMJI ¢ U3MEHEHUSIMU, CBSI3aHHBIMHU € Muenoauciuiazuein». OMJI moryT

OoTHOCUTBCA K Kareropun «OMJI ¢ u3aMeHeHusIMH, CBSI3aHHBIMU C MUEJIOAUCILIA3UE, €CIH:
1) * 20% G61aCTHBIX KJIETOK B KOCTHOM MO3T€ WU nepudepruydeckoil KpoBH

2) cymectByeT npeamecTByomas ucropust MJIC uim nHOro Muenonpoiaru@eparuBHOrO 3a00JI€BaHUs
(MII3);

3) CyIIEeCTBYIOT IIUTOT€HETHYECKIE aHOMAJINH, ACCOIIMMPOBAHHBIE C MUEIIOAUCIIIA3UEH:
@ - KOMIUIEKCHBIN KaprOTHII (3 XpOMOCOMHBIX aHOMAJIHNH U 0oJiee);

0 - HecOanmaHcpoBaHHbIE nepectpoiiku: -7 wiu del(7q); -5 wnu del(5q); 1(17q) wnm t(17p); -13 wnu
del(13q); del(11q); del(12p) or t(12p); del(9q); 1dic(X)(q13);



6 - cOamaHcupoBaHHbIE TepecTpoiku (TpaHcmokammu): t(11;16)(q23;p13.3); t(3;21)(q26.2;q22.1);
t(1;3)(p36.3; q21.1); t(2;11)(p21;923); t(5;12)(q33;p12); t(5;7)(q33;q11.2); (5;17)(q33;p13); (5;10)
(933;921); 1(3;5)(q25;934).

4) MyIbTUIMHEHAS JUCTIIA3HS;
5) OTCYTCTBYIOT «yCTOWYMBO BBISBIIIEMbIE XPOMOCOMHBIE aHOMAJIUNY,;
6) panee He npoBoauiach X T MO MOBOAY APYroro 3a00IeBaHHUA.

OMUJI, kak pyrue MUEIOHIHbIE OIYXOJIH, BOSHUKIINE BCIEACTBUE paHee npoBoanuMoil XT nmo noBoxy

npyrux 3aboneBanuii, B oTnenbHyo Gopmy OMII He BbIAETSIOTCS.

IIporHocrnyeckue (pakTopbl

v z[eTeﬁ O6YCHOBJIGHI>I OMOJIOTHYECKUMU XapaKTCPUCTUKAMU JIEUKEMHYECKOTO KJIOHA

DaKTOpLI NPOrHO3a, CBA3aHHbIE ¢ 3a00aeBanuem (OMJI)

DaKTOpHI, CBSI3aHHBIE C 3a00JIEBAHUEM U BIMSIONINE HA PE3YJIBTATHI TEPAUH, CIEAYeT aHATU3UPOBATh
Ha BCEX JTarax JeYeHHUs. DTO O0O0YCIOBIECHO TEM, UTO JICHKO3-aCCOIMUPOBAHHBIC (PAKTOPHI MPOTHO3a
MMO3BOJIAIOT ~ OIEHUTh OO0BEM OMYXOJEBOW MAacChl, YyBCTBHTEIBHOCTh OJACTHBIX KIETOK K

OUTOCTATUYCCKHUM IIpcriaparaM, CKOpOCTb SJIMMHUHAIIUN JIEMKEMHYECKUX KJIIeTOK U 00beM MOBb.

[Ipexxne Bcero, HEOOXOAMMO YYHUTHIBATH TaKWE BIIOJHE JIOCTYMHBIE KIMHUKO-T€MAaTOJIOTUYECKHE
mapaMeTpbl, acCOIMMPOBAaHHBIE C HeOmaronmpusTHeIM TedeHueM OMJI, kak JeHWKOIIMTO3 BBIIIE

100x10°/11, HeOCTHKEHHE TOTHOM PEMUCCHU TIOCIIE IIEPBOI0 MHAYKIIMOHHOIO Kypca.

OpauM U3 BaxXHEWIUX (AKTOPOB TMPOTHO3a, compsokeHHbIX ¢ OMIJI, sBhsercs KapuOTHI
JeNKeMHUYEeCKUX KJIeToK. MccnenoBanue kapuoTuna Heo0X0IMMO ITPOBOAUTH B 003aTEIbHOM MOPSJIKE
BCEM IanueHTaM ¢ nogo3peHueM Ha OMJI. JlaHHBIE HUTOT€HETUYECKOTO HUCCIIEIOBAHUS MMO3BOJISIOT
BepudunupoBarb OMJI B cnydasx, Korja OPUHIMIHAILHBIM SBISETCS HE KOJIMUYECTBO OJIACTHBIX
kJeTok (MeHsbine wim Oonbire 20%), a oOHapyeHHE XapaKTePHBIX XPOMOCOMHBIX abepparuii. Peub
ujeT, B yactHocTH, o0 Tak HazpiBaeMoM CBF (Core Binding Factor) OMJI, koTtopbiii oObeauHsIET
ciyyau ¢ TpaHciokauuen t(8;21) u unBepcueit inv(16), HE3aBUCUMO OT OTCYTCTBHSI WJIM HAJIUYUS

JIOTIOTHUTENIbHBIX XPOMOCOMHBIX a0eppalui.

I[lomumMoO  3TOrO, Ha  OCHOBAaHMM  HW3YYEHHs]  KapUOTHIA, MPEICTABISIETCS  BO3MOYKHBIM
crparuduimpoBars nanueHToB OMJI Ha 3 OCHOBHBIE TPYMIMbL: OIATONPHUATHOTO, MPOMEKYTOYHOTO U
HeOmaronpusTHOoro mporHo3a (cMm. Ilpuiaoxenme I'2). Ilompasnenenume manmentoB OMIJI Ha »3TH
IpyNIbl LEIeCO00pa3HO C TOUYKU 3pEHUS BIOOpa TaKTUKHU OCTPEMUCCUOHHOM Tepanuu: NPUMEHEHNE
uurapabuHa B Bbicokux no3ax (BJILl), ucronb3oBaHue TpaHCIIAHTALMU AJUIOTEHHBIX CTBOJIOBBIX
remonodTuueckux kietok (ammoTI'CK). B mocnemnee Bpemsi psii pOCCHICKHX U aMEPUKAHCKHUX
HKCIEPTOB TMAllMeHTaM C HEOJAroNpUATHBIMM AHOMAJIMUAMU KapuUOTUIIA BOOOIIE HE PEKOMEHIYIOT
CTAaHAAPTHYI0 XUMHOTEpANUIO BCIEJACTBUE €€ HHM3KOM HS(PQPEKTUBHOCTHU, a TMPEJIaraloT HHbIE

HHU3KOJ03HbIC U TAPTE€THBIC BO3JICUCTBUS C IEPBOTO Kypca UHAYKIUH [8&].



Cnenyer OTMETUTH, 4TO Yy MOJOBUHBI nanueHToB OMIJII ompexaenseTcs HOpMalbHbIA KapUOTHI
JIEUKEMUYECKUX KJIETOK. DTO MOXKET CIY’KUTh OCHOBaHHWEM B psane ciydaeB Jisi npoBenenus FISH-
WCCIICIOBAHUS WM MOJIEKYJISIPHO-TEHETUYECKUX UCCIEIOBAHUN C 1EJIbI0 TOUCKA OTAEIBHBIX
XUMEPHBIX TE€HOB WJM TIOJIOMOK KapuUOTHIIA, ACCOIMMPOBAHHBIX C OMNPEACICHHBIM KJIMHUKO-
remaronornueckum Qeroruniom OMJI u mporrozom: RUNXI-RUNXITI (4(8;21)), CBFB-MYHII
(inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214, monocomuu 5, 7, UHBEpCUHU 3

XPOMOCOMEI U psaa ApyTrux.

Bwmecte ¢ TEM, HCO6XOI[I/IMBIM ABJIICTCS W IIOHUCK Y IMAIIMCHTOB OMII ¢ HOPMAJIbHBIM KapHUOTHUIIOM
MYTaHI/Iﬁ OTACJIBbHBIX TCHOB C YCTAHOBJICHHBIM IIPOTHOCTHYCCKHM ITOTCHIMAJIOM. MOJIGKYJIS{pHO-

reHeTnueckas crparuduxanus naueHToB OMJI Ha rpynmsl pucka npenactasieHa B [lpuioxenun I'2.

DaKTOpPLI NPOrHO3a, CBA3AHHLIC ¢ HealeKBATHON XT

B P®, k coxanenuto, cymecTByeT Takod (pakTop HEOIarompUsATHOTO MPOTHO3a KaK HeaJeKBaTHOE
[IUTOCTATHYECKOE BO3JICHCTBHE B TMEPUON HHIYKIWU/KOHCOMUAAIMU (YMEHBIICHHE PAaCUETHBIX /103
HUTOCTATUUECKUX MPErnapaToB U 3HAYUTEIbHOE YHAJIMHEHHWE MHTEPBAJIOB MEXIY Kypcamu), WU
HeaJleKBaTHas mpeuiedeHHocTh. Eme B Hadane 1970-x rogoB, Ha MEpBBIX ATanax cTaHoBiaeHUs XT
OMJI aMepHKaHCKUMH HCCIIEAOBATENIMU OBIJIO JT0Ka3aHO, YTO 3((EKTUBHOCTh MpOrpamMmsbl ““5+27
CTaTUCTUYECKU 3HAYMMO XyXe, deM mnporpammel “7+3”. bomee 20 ner Hazang B Poccuiickux
HCCIIEZIOBAHUAX ObUIO POJEMOHCTPUPOBAHO, YTO YMEHBIIEHHUE /103 aHTPALNUKINHOBBIX aHTUOMOTUKOB
W 1uTapabMHa B KIJIACCUYECKOM mporpamme ““7+3” MPUBOAUT K CYIIECTBEHHOMY YXYIUICHUIO

ToKa3aTesiel oo1el u O6e3peuaNBHON BRDKMBaeMOCTH [3].

bes MonekynsapHO-TeHETHIECKUX MCCIIEIOBAaHHM, BHITIOJTHEHHBIX B Ie0I0TE 3a00JIeBaHMS, COBPEMEHHOE

neuenre OMJI HEBO3MOXKHO.



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

B OCHOBHOM KJIMHHYECKHE MPOSBICHUS CBA3aHbl C 3aMEIICHHMEM HOPMAJIbHOM I'€MOIOATHYECKOU
TKaHU OITyXOJIEBBIMU KJIETKaMHU (aHEMHs, TPOMOOLUTONEHUs, TPAHYIOLUTONEHUS), HHPUIbTpaLuei
UMH Pa3jMYHbIX OPraHOB M MPOAYKUMEH pa3Nu4HbIX UUTOKMHOB [9]. [lebror OMJI MoxeT ObITH
OCTPBIM CO 3HAYUTEIbHBIM IOBBIIIEHHUEM TEMIIEpPAaTyphbl Tela, PE3KOH Cab0CThIO, MHTOKCUKAIUEH,
KPOBOTOYMBOCTBIO, TSKENbIMU HMHMeKIMsMH. OIHAKO HEPEAKO IMAarHo3 YCTAaHABIMBAIOT CIIy4ailHO

pHu MPOoPUIAKTUIECKOM OCMOTPE WJIH B CIIydae TOCIUTAIM3AIUH TI0 IPYToi IPUUKHE.

[Ipu oObekTUBHOM 00CIEI0BAaHUM MOXKET HE HAOMIOAAThCsl HUKAKUX CUMITOMOB. HO 1OBOJIBHO yacTo
BBISIBIISICTCS YBEIMUCHUE Nepudepudeckux TMMQpaTHueCcKuX y3JI0B, ICUCHU, CEJIC3eHKH (4To Hanboee
XapaKTepHO IS MOHO- ¥ MHUEJIOMOHOOJIACTHOTO JIWKO3a), TUTIEPIUIa3usl IeceH (TpU MUEIOMOHO- H
MOHOOJIACTHBIX BapHaHTaX), UHPUIBTPALMSA KOXKHU (TP MHUEIOMOHO- M MOHOOJIACTHBIX BapUaHTaX),
TreMOPPAruyecKuil CUHAPOM paA3IUYHOW CTEHEHH TSIKECTH - OT METEXUAIbHBIX BBICHIMTAHUN [0
TSOKENIBIX ~ KPOBOTEUEHM, OONMM B KOCTSX, apTpalrud, HEBPOJOTHYECKas CHUMITOMAaTHKa
(MEHMHTeaJIbHbIE 3HAKU - TOJIOBHAsA 00JIb, PUTUIHOCTH 3aThUIOYHBIX MBI, cuMnToM KepHura, napes
JULEBOTO, IMIA30/IBUTaTEIbHOTO U JAPYTUX HEPBOB, Mape3bl HIKHUX KOHEYHOCTEH U T.A.). B ananuzax
KpPOBU MOTYT OBITh HecHenu(pUuyecKrue M3MEHEHUS: TPEXPOCTKOBAs IUTONCHHS, WU aHEMUS, WU
TOJBKO JICUKOTICHUS WJIM JIEHKOIIMTO3, WM TPOMOOLMTONIEHUS. biacTHbIe KIETKH MOTYT HeE
OIPEEINATHCS B aHaIU3€e nepudepuieckoil KpoBU U, HA0O0POT, cocTaBATh 90-95% Bcex JIEUKOIUTOB.
KonnuecTBO JIEHKOIMTOB Takke BapbupyeT oT Mmenee 1,0 1o 200-300x10%/m. Ilpumepro B 15%

cilydaeB B 1eGr0Te 3a00ICBaHIS OMPEeIseTCst teiikoruTos 6oxee 100x10%/m.

Huddepenumanbuas auarHoctuka OMJI mpocrta, MOCKONBKY, €Clu €CThb ero Mop(oIoruueckoe
MoJTBEpkIeHNE (OaCTHBIE KJIETKH B IMyHKTATE W/UIU B epuepruyeckoil KpoBH), TMarHO3 OUEBHJICH.
TpyaHOCTH BO3HUKAIOT Ha TMEPBBIX JTalmax - MPU aHAIM3€ Ma3KOB MEpHQPEpPUUECKON KPOBH, KOTIa
OJACTHBIX KJIETOK HET. YBEJIMYEHHME YUCIIa JIEHKOLMTOB CO CIBUTOM (DOPMYIIBI BIEBO MPHU Pa3IMYHBIX
MH(EKIMOHHBIX Tpoleccax, a TaKKe TPOMOOIUTONECHUS, AHEMHSI M TeMOPParu4eckKuii CHHIPOM MpHU
TSOKENIBIX MH(EKIUAX W CETCHUce MOTYT BbI3bIBaTh COMHEHHUs B auarHose OJI, HO B Takux ciydasx
HUKOTJIa HEe OOHApy>KMBAIOTCSl TUIIMYHBIE OjacTHhIe KieTku. Hepenko Tpebyercs auddepenumanbHas
JIUArHOCTHUKA ¢ MH(PEKIIMOHHBIM MOHOHYKJIE030M M HEKOTOPBIMH JPYTMMH BUPYCHBIMH WH(DEKIUAMU,
TeM Ooyiee 4YTO KIMHHYECKAash CHUMMTOMAaTHKa (MOBBIIMICHHE TEMIEparypbl Tena, Oomu B Topie,
yBEIMUCHHUE TUM(}ATUYECKUX Y3JI0B, MEUYCHM, CEJIe3CHKHM) MOXKET HarmoMmMuHarth TakoByio mpu OJL.
JuddepenuuanbHplii AUarHo3 JOHKEH MPOBOAMTHCS CO CIACAYIOIIMMM 3a00JIEBAaHUSIMU: JIpyTUE
OCTpbl€ JIEHKO3bl: OCTPBIA JIUMQOOIACTHBIN JIeHK03, OCTpbIA OUPEHOTUIIUYECKUH  JIeHKO3,
MHENOANCIUIACTUYECKUM CHUHIPOM, FOBEHUJIBHBIE MHUEIOMOHOLUMUTAPHBIN JIEMKO3, JIEMKEMHUOIHBIC
peakuuu, amjacTHYecKas aHeMHs; 3JI0KaYeCTBEHHbIE HOBOOOpA30BaHMS HEreMaToOTHYeCcKOn
npuponbl  (HeiipobiacToma, padromMuocapkoma), OCOOEHHO MpU HAJIUYUU SKCTPaMEdYJUIIPHBIX
MOpaXeHUH, ¢ ONIACTHBIM KPHU30M XPOHHUYECKOTO MHUEIONICHKo3a (TMPUCYTCTBUE (uinaaenbPuiicKon
XpPOMOCOMBI HE BCETZla TIOMOTAeT, TaK KaK 3TOT MapKep MOXKET OOHApYyXUBaThCS M TPHU BIEPBBIC

AUArHoCTUPOBAHHBIX OCTPBIX neﬁ1<03ax).



Oco0oro BHUMaHUA 3aCITy>)KHBAaIOT BHEKOCTHOMO3roBbIe TposBieHus OJI, ocobeHHO Helpoeiikemus,
KOTOpasi MOXKET ONpenesATbCsd U B MOMEHT auarHocTuku OJI. Bo3HHMKHOBEHHME HEUpPOIEHKEMHUHU
00yCIIOBJIIEHO METACTa3UPOBAHUEM JIEUKO3HBIX KJIETOK B MAyTUHHYIO U MSTKYIO MO3TOBBIE OOOJIOYKHU
TOJIOBHOTO M COMHHOTO Mo3ra. B psge ciyuyaeB HaOmromaercs Jielko3Has WHQPUIBTpAIUS
nepu@epruuecKkux HEPBOB C Pa3HOOOPA3HBIMU ABUTATEIbHBIMU U YYBCTBUTEIbHBIMU HapyLIEHUSIMH,
WM OOHApY)KHMBAEeTCS OYaroBo€ TMOpPaXEHWE BEIIeCTBa TOJIOBHOTO Mo3ra. Heiponelikemus
XapaKTEPU3yEeTCs MEHUHIE€AJbHbBIM W THUIEPTEH3UBHBIM CHUHAPOMOM: OTMEYAETCA MOCTOSHHAS
roJIoBHasi 00Jb, BOBMOXKHA PBOTA, BSAJIOCTh, BBISBISETCS OTEK JHUCKOB 3PUTEIBHBIX HEPBOB, MOXKET
ObITh HUCTArM, KOCOIJIa3ue, APyrue MPU3HAKU MOPAKEHHsI YEPEITHO-MO3TOBBIX HEPBOB, BBISBIISETCS
PUTHUIHOCTD 3aThUIOYHBIX MbIIL, cuMnToM Kepuura. [Ipu OMIJI HeliponelikeMusi TOBOJIBHO pelKa B
nebroTe OONEe3HM, TEM HE MEHee BCTpEYaeTcs MPU MHUEJIOMOHO- M MOHOOJACTHBIX BapUaHTaX,
0COOEHHO TIpH TexX (opmax JIeHKO30B, KOrja OOHAPYKUBAIOT MOJIOMKY 16 xpoMmocombl — inv(16) (y
30% Takux MalMeHTOB MpPH OTCYTCTBUHM MNPOQUIAKTUKH BO3HMKaeT Heiponeiikemus). [lpu OMJII k
AKCTpaMEAYIIIPHBIM OTHOCST MOPAKEHUSI KOXKH (JICHKEMUIBI - Yallle BCEro 3T0 0arpoBO-CHHIOIITHBIC
VIUIOTHEHMS, Y3€IKU B KOXKE), CETYaTKW, JI€CEH, SHUYeK, SUYHUKOB. ONUCaHbl MOpaXeHUs
TuM(paTUYECKUX y3JI0B, JIETKUX, KHILIEYHHKA, CEPICYHOW MBIIIIBI, MOYeTO4YHUKOB. [Ipm OMII
JKCTpaMenyJUIIPHbIE OPAKEHUSI MATKHX TKAHEH paHee Ha3bIBAIM “‘XJIOpOMOM ™~ . B HacTosiee Bpems
JUIsi 0003HAUCHUS TMOPAKECHUS] MATKUX TKAaHEH W OpPraHOB HMCIHONB3YIOT TEPMHH MHUEIOWIHAS WU

IpaHyJOLUTapHAs CapKOMa.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHUIO
METOA0B JMATHOCTHUKM

Mmnoeue pexomendosanHnvie Memoovbl OUACHOCMUKU 3A00/1e8aHUsL U CBA3AHHBLIX C HUM COCHMOSHUL
UMem 02PaHUYEeHHYIO OO0KA3AMeNbHYl0 0a3y 6 COOmEemcmeul ¢ WKALIAMU OYEHKU VPOBHSI
docmogepnocmu ooxkazamenvcme (V) u yposus ybeoumenvnocmu pexomenoayuti (YVP) no
npuyuHe OMCYmcmeus NOCEAUWEHHbIX UM KIUHUYecKux ucciedosanutl. Heesupas wma smo, oOHU
AGNAIOMCL HEOOXOOUMBIMU dTeMeHmamu 00C1e0068aHus nayueHma O YCMAHOBNeHUs: OUacHo3a U
8b100pa MAKMUKU JieueHus, maxK Kak oonee 3¢gexmusHvie u 0oKazanHvle Memoobl 68 HACMOosujee

8pemMsl He pa3pabomatul.

Kpumepuu ycmanoenenus ouacnosza/cocmoanusn: ouacnoz OMJl ycmanasnuearom Ha 0CHOBAHUU
0OHapydIceHUsl 8 NYHKmMame KOCMHO20 Mo32a ulu 6 nepughepuieckoti kpoeu ne menee 20% bracmuulix
KIemoK, Jaub0 He3a8UCUMO Om NPOYEHMHO20 CO0epicanus ONACMHbIX KIemoK HpU HATUYUU
namoerHomoHuunwvlx 0151 OMJI xpomocommuwix anomanui: 1(8,21) (q22; q22) AML/ETO, t(15;17) (q12;
ql1-12) PML/RAR-a, inv(16) unu t(16,16) (p12; q23) CBF/MYHI1, t(1,;22), nanouek Ayapa.

Ceoonas mabauya ucciedosanuil, HeodX0OUMbIX 01 OuacHocmuku u eepuguxayuu ouacnoza OMJI,
npedcmasnena 6 Illpunooicenuu A3.1. Ha ocnosamuu KIUHUYECKOU KAPMUHBI, A MAKMICe AHANU3A
pe3yIbmamos NepeducieHHblX UCCiIe008anUll, NAYUeHmMos Cmpamuuyupyrom Ha MOAeK)IAPHO-

2eHemuyeckue, a makice KiuHuyeckue epynnvl npoeHo3a (npunodxcerue 172).



2.1 /Kaa100bI 1 aHAMHE3

Knunuueckue nposenenus npu OMJI 00b1uno c653aHblL ¢ UBMEHEHUAMU 8 2eMO2PaAMMe — YUMONEeHUel:
Hetimponenus — bakmepuanvhvie uH@pexyuu, nposasianuuecs, KaKk npasuio, TUXopaokou,

Anemus — cnabocms, ymomasiemocms. Obwas crabocms npucymcmeyem ) 601bUUHCMEA NAYUEeHMOo8

U Modicem Hab00ambcsi 34 HECKOJIbKO mecAyees 00 ycmaHoe6J/1eHUA OMGZHOS’G,'

Tpomboyumonenus — 2cemoppacudeckuti CUHOpPOM 6 6uoe nemexui, KpOBOMOYUBOCMU OeCeH,

pPeyuOUBUPYIOUUX HOCOBBIX KPOBOMEUEeHUIl, MEHO- U MEMPOPPAUU.

B Hexomopuix cuyuasx mocym nabarodamscs occaneuu, B-cumnmomvl (nuxopaoxa, cHudicenue maccol

mena, 6blPadsiCeHHasl I’lOﬂ’Ullx[GOCWlb).

B p}u)e cyuaes 'y nayuerHmos 6 medeHue HeCKOJIbKUX meciayes 00 06pau;eHuﬂ Modicem Haobn00amobcs

HeEMOMUBUPOBAHHAA crabocmeo.

IIpu ocmpom MmuenomMoHobIACMHOM JleliKo3e U OCMPOM MOHOOIACMHOM JleliKo3e XapakmepHda

cunepniasusl Oecen u nayuermosl mMozynt nepeorHadidilbHo 06pau;ambc;z K Ccmomamoyocy.

o PexoMeHayercsi BceM ManyeHTaM NMPH MOAO03PEHUH U MPH ycTaHoBJIeHHOM OMJI: TmarenbHbIi
coop aHaMHe3a 3a00JI€eBaHMA C YTOYHEHHEM TEpaluu, KOTopas MpPOBOAWIACH B CBSI3U C ATHM
3a0oJeBaHMEM WM 10 TOBOJY JpYyrux 3a0oJjeBaHHUI paHee, CEMEWHOro aHaMHEe3a, a TakKke

noipoOHOE onucaHue xajao0 namueHTa it Bepudukanuu quarsosa [1,3,10].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

o Pexomenayercs BceM NMAalMEHTAM NPH MOA03PeHMH U npu ycrtanoBjiaeHHOoM OMJI npoBoauTh
(pusukanbHOe 00c/Ie10BaHNE, BKIYAIOLIEe H3MEPEHHEe POCTa U MACChl Tesla, TeMIeparypbl
TeJa; OLEHKY COCTOSIHMS KOKHBIX IOKPOBOB, KOCTHO-CYCTABHOW CHCTeMbl; BbISIBJICHHE
NPU3HAKOB reMopparu4eckoro CHHAPOMA; HAJIN4He renarocnjieHoMerajaium,
JuMdaaeHonaTuH; HaJIUM4YMe NPU3HAKOB AMCPYHKIUM CepaAuna, JIEerKux, IMe4eHH, OPraHoB

JHIAOKPHUHHOI, HEPBHOI CUCTEeMbI VIl Bepupukauuu nuaruosa [11].
YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: npu gusuxaronom obcredoeanuu y uacmu nayueHmos (6 OCHOBHOM, C OCHIPbIM
MUELOMOHOONACMHBIM ~ JIUKO30M,  OCMPbIM — MOHOONACMHBIM — JIeUKO30M, — ONACMHbIM — KPU30M
XPOHUYECKO20 — MUENONeKO3a)  BbIAGHAIOM  NPUSHAKU — «Npoaupepamuénozo»  cuHopoma  —
CHIleHOMe2aNus, Y8enudenue IUMpamuieckux Y3106, KOJiCHvle JleukeMuovl. Jletikemuovl 8biAGIAI0M 6
13% cnyuaes u umerom 6u0 Y3108 ¢ USMEHEHHbIM Yeemom Kodxcu Hao Humu [12]. Ilpu muenoudnot
capkome B8blAGIAOM IKCMPAMeOYLIApHble 0ONyXoiedble 00paz08anus paiuyHol noxkamusayuu [13]. B
OCMATLHOM NPOSGILEHUS. MALOCNEYUPDUYUHBbL U GKIIOUAIOM CUMAMOMbL, CSA3AHHble C aHemuell U

mpomboyumoneHuetl.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

o Pexomenayercs BceM NanUMeHTaM MNPH NOAo3peHuu, auarHoctuke OMJL, a Ttakxke B xoae
Tepanuu ¢ YacTOTON OT eKeJHEBHOI0 10 €KeMeCSIYHOI0, BHIMOJHEHUE O0IIETO (KIMHUYECKOTO)
aHanu3a KpoBH ¢ MU PepeHInpOBaHHBIM TMOACYETOM JICUKOIUTOB (JEHKOIMUTAPHHO (POpPMYIbI) U
WCCJICIOBAaHUEM YPOBHS TPOMOOIIMTOB B KPOBU /IJIAA OMNpeaesieHHs ajibHelilneil TaKTHUKH

Be/ICHHS NMalMeHTa U Bepuukauuu auarnosa [14].
YpoBenb yoenuTeabHOCTH pekoMeHaaunii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapuu: kax npasuno, 6 oebrome OMJI, svlagnsemcs HOpMOXPOMHAS, HOPMOYUMAPHAST AHEMUSL
paznuuHou cmenenu msaxcecmu. Konuuecmeo pemuxynoyumoe 6 npeoenax HOpMbL UNU CHUNCEHO.
IIpumepno y 75% nayuenmog umeemcs mpomooyumonerus. CpeOHuil ypoens 1eukoyumos Ha smane

yemanoenenus duazrosa oxkono 15x10°/1. 20% nayuenmos umerom netikoyumos bonee 100x10°/x.

Iloocuem netikoyumaproi opmyibl He0OXOOUMO BbINOIHAMb He HA A8MOMAMU4eckoM aHaIuzamope.

Pexomenoosano uccreoosame kax munumym 200 netikoyumos 8 maske nepughepuieckor Kposu.

o Pexomenayercsi BceM ManyeHTaM NPH NMOA03PeHUU M Npu ycrtaHoBiaenHom OMJI, a Takke B
X0Je Tepamuu ¢ 4acToToii oT 1-3 pa3 Hemea0 10 eKeMeCSYHOro, BHITIOJHUTH aHAJIU3 KPOBU
OMOXMMUUYECKUN OOlIeTepaneBTUYECKU (MCClIeIOBaHUE YpPOBHsS o0O0iiero Oeflka B KPOBH,
UCCJIeIOBAaHUE YpOBHA albOyMHHA B KPOBU U ONpEIeieHHe allbOyMUH/TIIO0YIMHOBOTO
COOTHOIIICHUS B KPOBH, MOYeBHMHA, KpeatuHuH, Ounupyoun, AJIT, ACT, JI[AI, marauii, HaTpui,
KaJIui, 00K Kanblui, TIII0K03a) Ui TMarHOCTUKU COMYTCTBYIOIIEH MaTosoruu (3a0ojaeBaHmil) u

ONpeIETICHNs TAKTUKH CONPOBOAUTENBHOM Tepanuu [14].
YpoBennb yoenureabHocTH pekomenaanuil C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

o PexoMeHayercsi BceM MalMeHTaM MPH MOAO3PeHMH U NpH ycraHoBjeHHOM OMJI, a Takike B
X0/le TepanuM ¢ 4acToToil or 1-2 pa3 B HeleJ10 0 eKeMeCAYHOI0 BBIIIOIHUTH KOAryJaorpaMMmy
(OpHeHTHPOBOUHOE HCCleoBaHUE CcHUCTeMbl Tremocrtaza) (AUTB, mnporpoMOuHOBOE Bpems,
MPOTPOMOMHOBOE BpeMsi) AJi TUarHOCTUKU COMYTCTBYIOLIEH MATOJOTUU U OCJIOXKHEHUH, a TakkKe

onpeaeJieHUs TAKTUKH COMPOBOAUTEIbHOM Tepanuu [3,14,15].
YpoBennb yoenureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e PexomeHayercss BceM MalMeHTAM NPH NMOJA03PeHUN W npu ycrtanoBjaenHomM OMJI, a Takike B
X0/le TepanuM BHITIOJHUTH OOIMNN (KIMHUYECKUI) aHAIN3 MOYU € YACTOTOH OT eKeHedebLHOro
A0 €KeMeCSIYHOrO0 ISl IMATHOCTUKH COMYTCTBYKINEH MATOJOTHM M ONpeNde/IeHUs] TAKTHKH
CONpPoBOAUTENLHOM Tepanuu [14,16].

YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e Pexomenayercsi BceM ManMeHTaM MPH NMOA03PeHUU M NpHU ycrtaHoBiaenHom OMJI, a Takke B
Xo/1e Tepanum ¢ yactorou 1 pa3 B 3-6 mecsineB onpenenenue antuten kinaccoB M, G (IgM, IgG)

BUpycy ummyHoaepuuura yenoseka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBu, u



NpU  HeOOXOAUMOCTH MOJIEKYJISIPHO-OMOJIOTHYECKOe HCCJIeJ0BAHHE KPOBM Ha BHPYC
ummyHonepunura vyesoseka BUU-1 (Human immunodeficiency virus HIV-1) nasi yrounenus
He00X0AUMOCTH OJHOBPEMEHHOI0 NPOBeIeHHUs MPOTHBOONMYX0JEBOH M AHTHUPETPOBHPYCHOM
Tepanum [3,14,17].

Yposenn yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

o Pexomenayercs BceM NMalHeHTAM NPHU NMOAO03PEHUM M npu ycrtaHoBjieHHOM OMJI, a Takike B
Xo/ie Tepanum ¢ yactoroii 1 pa3 B 3-6 mecsiueB onpezenenue antureHa (HbsAg) Bupyca remarura
B (Hepatitis B virus) B kpoBu, onpenenenue antuten k Bupycy remnaruta C (Hepatitis C virus) B
KPOBH, M, TP HEOOXOAMMOCTH, MOJIEKYISIPHO-OMOIOTMUECKOTO HMCCIEAOBAHMS KPOBH Ha BHUPYC
renaruta B (Hepatitis B virus) u Ha Bupyc renatuta C (Hepatitis C virus) ¢ UeIbl0 YTOUHEHUS
pUCKa  pEeaKTHBAllMM BHUPYCHOIO remaTura W, B cllydyae HEOOXOJUMOCTH, €€ MNPOPUIAKTUKU
[3,14,18,19]

YpoBeHnsb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

o Pexomenayercssi BceM NauMeHTaM MNpPH MOA03PeHHM W MNpPH YycTaHoBjieHHom OMUJI,
MOJIEKYJISIPHO-OMOJIOTHYECKOE HCCIIeZIOBaHME KPOBH Ha Ha BHpyc mnpoctoro repmeca (Herpes
simplex virus), Ha uuromeranosupyc (Cytomegalovirus), Ha Bupyc OmmrteiiHa-bappa (Epstein -
Barr virus) ¢ uenpl0 yTOYHEHHS pHUCKA Pa3BUTHUSL TEpPIETUYECKOM HHQPEKIMH U, B Cclydae

HE0OXoauMOoCTH, ee npodunaktuku [3,14,20].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

e PexomeHaywTcs BCeM MNAaNMEeHTAaM MNPU MNOJO3PeHMM M MpH ycTaHoBJaeHHoM OMJI
MUKpPOOHOJIOTHYECKOE  (KYJAbTYpaJIbHOE) HCCIEHOBAHME  OTIAEISEMOr0 W3 IMOJIOCTU  PTa;
HCCJIeIOBAaHNE MUKPOOHMOLIEHO3a KHUIIEYHUKA KYJIbTYpalbHBIMH METOAAMH; MUKPOOHOIOrHYECKOe
(KyZIbTypaJIbHOE) HCCeIoBaHUe KPOBU Ha CTEPUIBHOCTh; MUKPOOHOIOIHUECKOe (KYJIBTYpaJIbHOE)
UCCIIeZIOBaHME MOYM Ha OaKkTepualbHbIE NATOTEHbl € 1eJbI0 NPOBeAeHUs] NMpPelH3UOHHOI
AHTHOMOTHYECKON Tepanuu B Xolde JieYeHHsl NpPH HaIM4Yuu (eOpUIbHON JTHXOPAIAKH H

UH(PEKIUOHHBIX OCI0KHeHui [3,21,22].
YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB — 5)

o PexomeHnayercss BceM NMamueHTaM NPHU NMOA03PeHUN U npu ycrtanoBjiaenHomM OMJI, a Takike B
cjy4yae pa3BUTHs penuanBa u nocje Boinoganenus amwno-TIT'CK, onpenenenue 0CHOBHBIX TPyIII
kpoBu no cucreme ABO u omnpenenenune anturena D cucremsl Pesyc (pesyc-¢dakrop) ans
BO3MOXXHOCTH  BBINIOJIHEHHSI 3aMECTUTEJIbHOW T€MOKOMIIOHEHTHOM Tepalud NpU  HaJW4uu

MOoKa3aHuM 710, BO BpeMs Wiy 1ociie tepanuu [3,14,23].
Yposennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

o PexoMeHayercsi BceM MNalMeHTAM BbINOJHEHHE LHUTOJOTMYECKOr0 MCCJAEIOBAHUA Ma3ka
KOCTHOTO Mo3ra (muenorpamMmbl) mnpu mogo3pennu Ha OJI, a Takke DnanmeHTam c

Bepl/lq)I/I]_alOBaHHbIM OMJI B npomecce JCICHHUus, IMOCJa€ OKOHIaHUuA NporpaMmmbl HHAYKIINH,



KOHCOJINIALMHU, B X0/I¢ NIPOBeJAeHUs NoJlep:KuBaloeii tepanuu, nepea BbinojHenuem TT'CK,
1ocJie 3aBepUICHUs] BCell 3aIIaHMPOBAHHON NMPOrPpaMMBbI JICYeHHS, 4 TAK/Ke NPU BbISIBJICHUH
U3MEHEeHHUIl B 001IeM KJIMHUYECKOM aHAJIM3e KPOBHM BHE CBSI3U C NMPOBOAMMBIM JeUyeHUeM u/
wid nono3penur Ha peuuauB OMJL. Ilpum koHcTaranum peuMauBa (He3asucumo om
NPOYEHMHO20 — COOepHCaHUusi ONACMHBIX KIemoK 8 nepugepuueckou Kposu) BBHIIOIHUTH
LUATOJIOTUYECKOE U JONOJHUTEIBHO IUTOXMMHYECKOE HCCIECAO0BAHWE MUKpOIIpErapara KOCTHOTO
Mo3ra (MM OTIIEYaTKOB TpPEMaHOOMONTara KOCTHOTO MO3ra, MPH HEBO3MOXXHOCTH TONYYCHUS
acriipara) ¢ MOP(OJOTHUCCKUM W YUMOXUMUYECKUM UCCLe008AHUIMU ONLACMHBIX KIEmoK OJis

nOOMEEPHCOeHUs peyuousa u uoeHmupuxkayuu Kiemoynou ouggepenyuposxu [3,14,24,25].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10Ka3aTebCTB — 5)

KomMmeHTapuu: nonyuenue yumonocuueckoeo npenapama KOCMHO20 Mo32a nymem nyHKYuu s6semcst
0053amenbHOl PYMUHHOU OuacHocmuveckol npoyedypou. Ilpoyedypa Oondxcha nposooumuvcs noo

Hapxozom!!!!

Ma3sku xocmnoeo mozea ucciedyrom ¢ nomowvbto okpacku no Maro-1 pronsanvoy, Ilanneneetiimy unu
Paiimy-I'umse. Bvinonnenue mpenanbuoncuu He a811emcs 00a3amenvbHblM, 3a UCKII0YeHUeM CUmyayuil
C MaxK HAa3blBAeMbIM «CYXUM HPOKOIOM» UAU OYEHb CKYOHbIM NYHKIMAMOM KOCMHO20 MOo32d.

Pexomenoosarno uccneoosamo kax MUHUMYM 500 ﬂ@pOCOd@prCClZMMX KJ1emoK 6 Ma3Ke KOCMHO20 Mo32d.

Ina ycmanoesnenus ouaenosza OMJI 6 maske nepugepuueckoii Kpou uiu KOCMHO20 MO32a HEOOXOOUMO
nHanuyue 20% unu 6onee dracmuvix kiemok. Ipu OMJI ¢ t(15;17), t(8,;21), inv(16) or t(16,16) u npu
HEKOMOPbIX CYUAAX OCMPO20 IPUMPOMUEN03a 00/ OIACMHBIX K1emoK modcem ovimb menee 20%. B
coomeemcmeuu ¢ Hoeou kaaccuguxayueri BO3 2016 200a npoyewm OIACMHLIX  KIEMOK

NoOCYUMBLBAIOM BHE 3ABUCUMOCIIU O 00U KpAaCHO20 pocniKa.

Muenobnacmei, MmonoOraCcmbl U Me2akapuobIAcmvl GKIOUAIOM 8 0OWee YUCIO ONACMHbIX KiemoK. B
cayuasx OMJI ¢ monobnAcmHol, MOHOUUMAPHOU U MUETOMOHOUUMAPHOU OugghepeHyuposroll
npoMoOHOyuUmsbl (HO He amunuyeckue/3peivlie MOHOYUMbL) MAKIHCe CUUMAIOM  IKBUBALEHMAMU

ON1ACMHBIX KIIeMOK. 3pump06fzacmbl He 6Ko4aront 6 061/1488 YUC10 ONIACMHBIX KIIeMOK.

[nsa eepuchuxayuu OuaecHoza UCMUHHO20 SPUMPOOIACMHO20 JIeUKO3a Npu Noocyeme NYHKMama
KOCIMHO020 MO32a KIeMmKU 3PUMPOUOH020 psaoda O0oadckhbl cocmasiams >80% om 6cex Kiemok
KOCMHO020 MO032a, NPU 3MOM Npo3IpUmpoonacmsl 00dicHbl obime >30%, b6e3 yuema muenobracmos.
IIpospumpobracmel, 6 coomsemcmeuu ¢ Homenkaamypou BO3, - smo nespenvie s3pumpokapuoyumeol,
npu 3mMom, 8 COOMEEemMcmauy ¢ mepmunonro2uell Kiemoxk spumponoaza no U.A. Kaccupckomy u I A.
Anekceesy, — smo s3pumpodracmol u nponopmoodnacmol. llpu ucmunHnom 3pumpoosIacmHom JielKo3e

OUCMe2aKapoyumonod3 6CmMpeuaencs 4acmo, 8 mo 8pems Kak OUCZPanyioyumonod3 — peoko [26].

Buvinonnenue yumoxumuyuecko2o uccied08anus MUKpOnpenapama KoOCmHo20 Mo3ed Heodxooumo, oaxce
eciiu Onpeoensemcsi 8blCOKoe cooepicanue OIACMHbLX KIemoK 6 nepughepuyeckoti Kposu. Imo c8sa3aHo
Cc mem, Ymo 8 psaode CAyYae8 YUMoXuMUYecKue peakyuu Mocym 0asams paziuunvlie pe3yibmambsl 6
KJlemKax nepughepuyeckol Kpogu U KOCMHO20 MO32d, YUMo MOJXcem Nosiedsb 3a co00l YCMmAaHos1eHue

OUUOOYHO20 OUACHO3A. ,ZZMCZZHOS‘ OCHOe8bleaom HaA pesylbmanax MCCJleaOGCZHuﬂ, nojay4eHHo20 HaA



KJlemKax Kocmuoz2o mozea. Mcnonv3ytom peaxyuu Ha muenonepoxcuoasy (myeloperoxidase - MPO)
U  CYOaHoBblll  YepHbll, Hecneyuguueckyro  acmepaszy  (arvga-wapmuiayemamacmepasy,
nooasnsemyto uau Hem @mopuoom uampus) u PAS (Periodic Acid Schiff). Oo6uapyscenue
muenonepoxcuoazvl 6 3% u 6onee OIACMHLIX KIEMOK YKA3bleaem HA MUETOUOHYIO JIUHUIO
oughghepenyuposku. B mo sice epems ee omcymemaue ne uckaouaem MUeLoUOHYI0 HAnpasieHHoCb
KIemoK, NOMOMY 4MmoO 8 PAHHUX MUerobnacmax, a makxdce MOHOONACmax, me2axkapuooracmax u
spumpoonacmax MPO <3% unu ne onpedensemcs. Okpacka cyoanosvim dephvim aunanocuuna MPO,
HO saensemcs meHee cneyugpuunou. Hecneyuguueckas scmepaza umeem 6bicOKYIO OUup@y3uyro uiu
CPAHYIAPHYIO  YUMONLAZMAMUYECKYI0 AKMUBHOCMb (8 3A8UCUMOCMU OM  MEeMOOUKU NPOBedeHUs
peakyuu) 6 MOHOONACMAX U HNPOMOHOYUMAX, KOMOPAs OOJHCHA NOOABIAMbCA NOTHOCMbIO UNU
3HauumenvHo gmopudom nampus. PAS-peaxyus 6 muenoonacmax onpeoensemcs 6 ouggysnom suoe, 8
MOHOOACMAx u NPOMOHOYUMAX - 8 OUPDY3HO-2PAHYIAPHOM, 8 IPUMPOOIACMAX - 8 8Ude SPAHYIL Uil
onokos. Ha ocnosanuu moppoyumoxumuneckoeo ucciedosanusi OIACMHBIX KIEMOK Modicem Obimb
ouaenocmuposarno okono 90% cayuaes OMJI, npu omcymcmeuu axmusnocmu MPO u
Hecneyughuueckol dcmepasvl HeoOXOOUMO NpoBedeHUe UMMYHODEHOMUNULECKO20 UCCLe008AHUSL

MemoooM NPOMOYHOU YUMOGDNIOOPUMEMPULL.

e PexomeHnayercsi BceM mamueHTaM npu nepsuynou OuacHocmuxe OJI, a Takxke NpH
o0cjie0OBaHMH MO  TMOBOAY JIMATHOCTHPOBAHHOr0 pemuauBa OMJI,  BBIIOJIHUTH
UMMYHO(EHOTUITUPOBAHUE TE€MOIOATHUYECKUX KIIETOK-MPEAIIECTBEHHUI] B KOCTHOM MO3re 0.4

onpeoenenusi NPUHAONIEHCHOCU ONACMHBIX KIemoOK K mOoU UIU UHOU JUHUU KIemO4HOU
ougppepenyuposxu [3,6,14,27].

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

Kommenrtapuu: Humynogpenomunuposanue 6vinonnsemcs 6ce20d HA KlemKax KOCMHO20 MO032d,
oadxce ecau onpeoensemcs: 8blCOKoe cooepxcanue ONacmublX KIemoK 6 nepughepuuecKkol Kposu.
Onpedenenue npoyenma ONACMHBIX KIEMOK MemMOOOM NPOMOYHOU Yumogiyopumempuu npu
NepeUUHOU OUACHOCMUKE He A88emCcs 3aMeHOl MOPPON0cUYecKo20 Noocuema, maxk KaxK pe3yibmanmbl

9MuUx 08YX UCCIe008aAHULL MO2Ym He coenadamb [27].

i1 noomeepocoenuss MueiouoHol HANPAGIEeHHOCMU ONYXOJLe8blX KIemOoK HeoOX00UMO OYeHUmb
IKCHpeccuro Muenouonsvlx anmuzenos. MPO — nunetino-cneyuguueckuti mapkep mMueiouoHou JuHulL,
UZ0COMANbHBLL  hepmenm  epanynoyumos. K menee cneyuhuunvim muenouo-accoyuuposanbim
anmueenam omuocames CDI11b, CDI1lc, CDI13, CD15, CD16, CD33, CD64, CD65, CD66b, nuzoyum
u opyeue. [Huaenoz OMJI mooicem 6vime ycmanoesnen u 6 mom cayuae, eciu MPO He svisisnsemcs, a
onyxonesvle KlemKU 3Kcnpeccupyiom opyeue, MeHee cneyugpuunvie MUelouoHvle MapkKepvl, U

uckaouer aumeoonacmuuwiii eapuanm OJI.

Meswcoy mopghoyumoxumuueckou xknaccugpuxayuei PAB u ummyHogheHomunuveckumu npusHaKamu
Hem yemKou Koppenayuu. bonvuuncmeo muenououvix mapkepos moeym Ovlmb KaKk NO3UMUSBHLIMU,
mak u Hecamueuvimu npu pasnvix eapuanmax OMJI no ®AB, 3a ucknouenuem cneyuguueckux
anmueenoe CD4la u CD6I, xomopvie XxapakmepHvl MOAbKO Ol Me2aKapuoyumapHot/

mpomboyumaprou aunuu. Jasxce enuxogpopun A (CD235a), mapkep spumpoudnoi auHuu, mMoxicem



ObIMb He2aMUBHBIM NPU IPUMPOOIACMHOM JleliKo3e, eClu ONYyXojesvle KIemKU Npoucxooam uz oonee
PAHHUX npeouiecmeeHnuxos. Taxum obpazom, no OamHvimM ummyHogenomunuueckoeo (UDT)

uccnedosanus Henwvssa onpeoenimes FAB-eapuanm OMJL

bracmuvie kiemku cuumaromcsi nNO3UMUSHBIMU HO IKCHPECcCUuu MeMOPAHHO20 AHMUSeHd, eClu OH
onpeoensiemcs na 20% bracmuvix kiemok u bonee (nopoz2osoe 3navenue). /s yumoniazmamudecKux
mapkepos (makux, kax yumonnazmamuyeckuti CD3, MPO, nuzoyum, sidepnas TdIT u Opyeue)

ucnonvsyrom oonee Huzkuti nopoe — 10%.

B cyuae nojiydeHusl HeBO3IMOIMCHOCmU nojyvyeHus acnupama KOCniHOo20 Mo32d, 6blNOJIHAENICA

UMMYHO2UCMOXUMUYECKOE uccnedosamue mpenaHo6u0nmama KOCMmMHO20 Mo32a.

UDT gvinonusaiom ¢ nomowpbio Mynibmunapamempuieckol NpomoyHou yumoguroopumempuu (00b14HO
Kak MuHumym 3- unu 4-yeemnoii). B ciyuae amanuza mpenanoouonmama evinonnsiemcs e2o HUI'X
uccneoosarnue. Ocobenno UDPT uccnedosarnue HeobXooumo 01 ycmanoeienus ouacnoza OMII ¢
MUHUMATILHOU Oughghepenyuposroti, ocmpozo mezaxkapuoyumaprozo aeixosza u OJI ¢ neonpeodenennotl

ougpepenyuposkoii.

o PexoMeHnayercsi BceM mammeHTaMm npu nepguurot ouaznocmuke OJI a Takke nmpu 00cJie[0BAHUA
0 TMOBOAY AMATHOCTHPOBAHHOro peuuauBa OMJL, BBIIOIHUTE LUTOTEHETUYECKOE
ucclieZioBaHue (KapuoTHIT) aclupara KOCTHOIO MO3ra € WeJIbI0 BhISIBJACHUSA AHOMANUU KAPUOMUNA
u cmpamugukayuu NAYueHmos no 2pYNnam pucka, a makaice 0jisi onpedenenus maKmuku le4yeHus u

8bIAGIeHUS MAPKepa Ol MOHUMOPUH2A OUHAMUKU ONYX0N1e8020 KIoHa Ha ¢hone mepanuu [3,6,14].
YpoBenn yoenureabHOCcTH pekoMmeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KomMmenTapuu: cmanoapmuoe yumoeenemuueckoe UCCIe008aHUe  ABNAEMCS  HE0OX0OUMbIM
KOMNOHEHMOM OUASHOCMUYEeCKUX npoyedyp y nayueuma c nooosperuem Ha OJI. XpomocomHvie
AHOMANUU BbIABNAIOMCA NPUMEPHO Y nonosunvl nayuenmos OMJI. Cemv mpanciokayuti u uneepcul (u
ux eapuanmol) omuocamcs BO3 ¢ kamezoputo « OMJI ¢ ycmouuugo 8vis61aeMblMu XpoMOCOMHbIMU
anomanuamuy. bonee moeo, obnapyscenue nekomopwvix cenemuyeckux aHomanuu npu Hanuyuu 20% u
Oonee ONACMHBIX KIeMOK 8 KOCIMHOM MO32€e 5A811emcs 00CMAamounbiM OJisl YCMAHOGIeHUs OUACHO3A
«OMJI ¢ npusnaxkamu muenooucniazuuy. /s onpeoenenus Kapuomuna 00CMOBEPHLIM CHUMAEMCs
uccneoosanue kax munumym 20 memagpas. Anomanuu xapuomuna mo2ym YCMAHABIUBAMbCSA U HA
OCHOBAHUU UCCTIE008AHUS KIIeMOK nepugepuieckoli Kposu. Monumopune 8bl61eHHbIX NPU NEPEUUHOM
UCCNIe008AHUU  AHOMANUL KAPUOMUNG NO3B0JSiem OYeHUms HOIHOMY O00CMUSHYMOo20 ¢ dexma
mepanuu. Onpeodenenue mex Uiu UHbIX YUMOLEHEeMUUeCKUX AHOMAIUL Yoce HaA MOMeHm OUa2HOCMUKU
OMJI modcem onpedenums mepanesmuyecKyro makmuxy OJisi KOHKPEemHO20 nayueHma: Hanpumep,
8bIGIICHUE KOMNJIEKCHbIX USMEHEHUN Kapuomuna uiud MOHOCOMHO20 KapUOMuna ceudemeibCmeyent o
HeoOX00UMOCU NPUMEHEHUS OMIUYHO20 OM CMAHOAPMHO20 YUMOCMAMUYECKO20 6030elCmBUs U
0053ameNbH020 00CYHCOEHUSL BONPOCA O BO3MONCHOCMU NpedelbHO panHezo exkatodenus anno-11'CK 6
npoepammy aewenus OMJI, ennomv 0o nposedenus anno-TI'CK 6 annazuu nocie nepeoco

UHOYKYUOHHO20 KYpCa.



o Pexomenayercsi BceM mnammeHTaM npu nepsuyHou OuaeHocmuxe OJI, a Takke TpH
00cJIe10BaHMH 10 MOBOAY AHATHOCTHPOBAHHOrO peuuauBa OMJI, BBIIOIHUTE MOJIEKYISPHO-
TEHETUYECKOE HCCIIEIOBAHHE — MOJIEKYJISIPHO-TEHETHYECKOE HCCIEAOBAaHUE MYTAllMd B TE€HE
RUNXI-RUNXITI meronom IILP, MonekyasipHO-r€HETUYECKOE HMCCIIEIOBAHUE MYyTalUid B T'eHE
CBFB-MYHI11 wmetogom IIIIP # MoneKkyasipHO-TEHETHMUECKOE HCCIIEIOBAHUE MYyTallMii B TeHe
FLT3-TKI MmeTomoM CEKBEHUPOBAHUS & dacnupame KOCMHO20 Mo32d Ol Ccmpamu@urkayuu
NayueHmos no 2pynnam pucka u onpeoeieHus MakmuKu JeyeHus, a makdice ¢ Yenvio GblsGNeHUs]

mapxepa 01t MOHUMOPUHEA OUHAMUKU ONYX01e68020 KIoHA Ha ¢orne mepanuu [3,14,25].
YpoBenb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

Kommentapuu: mecmuposanue mymayuii NPM1, CEBPA u FLT3 senaemcs oicenamenbHuiMm,
NOCKOIbKY co8peMerHble nooxoowvl Kk nedenuro OMJI npeononazarom uanuyue ungopmayuu 06 3mux
Mymayusx, maxk Kak 3mo MOodjicem 61usms Ha onpeoeienue mepanesmuueckor maxkmuku. OMJI c
mymayuamu 6 2enax NPMI unu CEBPA onpedenenvt BO3 kax ycnosHvie xamez2opuu. IKcnpeccus
eenos ERG, MN1, EVII, BAALC, mymayuu cenose WT1, RUNXI, MLL, KITRAS, TP53, TET2, IDHIu
onpedenenue MODB uccneoyromea 6 pamxax KU. Monexkynapusiii ckpunune Ha YKA3aHHble MapKepol
CaMOCMOSIMENbHO20 3HAYEHUSI He UMeem, HO KAK 6CHOMO2AMENbHbIL Memoo Moxcem Oblmb
UCNONIL306AH NPU OMCYMCMEUU PEe3YIbMamos CManoapmuo20 YumoceHemuyecko20 ucciedosanus. B
co8peMeHHOU MoneKkyIsapHol ouacnocmuxe OMJI wupoko npumensemcsi u mMemoo CeK8eHUPOBAHUs
HOB020 NOKONEHUsl, CO30aHbl MAaK HA3vléaeMmvle OUASHOCMUYEcKUe NAHelU U3 HEeCKONbKUX O0ecsimKO8
2eHo08, sosieuennvix 8 namoeenez OMJI, komopwie nozeonsaom wemxo omuecmu ucciedyemwviti OMJI k

MO UlU UHOU KAme2opuu PUckKa.

e PexomeHnayerci BceM mNamMeHTaM npu nepsuunou Ouacnocmuke OJI, a Takke NpH
00cJIeJOBAHMHU 110 MOBOAY AUATHOCTHPOBAHHOIO peuuanBa OMJI, KOTOPHIM He BBINOJHEHO
LUTOTEHETUYECKOE HCCIeIOBaHUE (KapUOTUII) aclupara KOCTHOTO MO3ra (Mano mamepuadnd, He
ObLIO NONYUEHO MUMO308 UlU NonyueHo menee 20 Mumo308) unu noiyyeH HOPMAlbHbll Kapuomun,
HO Npu 23MOM GblAGIAIOMCA SApKUe KIUHUKO-TAO0pAMOPHble CUMNMOMbL, XAPAKMEPHBIX OJis
onpeodenennvlx eapuarnmos OMJI, BBIIOIHUTb MOJEKYISPHO-IIUTOTEHETUUYECKOE HCCIIEJOBAaHUE
(FISH-meTon) st AeTeKuuu peappaHKUPOBOK T€HOB B aclupare KOCTHOTO MO3ra ¢ yelblo

8bIAGIEHUS MapKepa OJisi MOHUMOPUHEA OUHAMUKU ONYX01e8020 KIoHa Ha (one mepanuu [3,14,25].
Yposenn yoenureabHoCcTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

Kommenmapuu: npu OMJI uccneoyromes RUNXI-RUNXITI, CBFB-MYHI11, PML/RARA, MLL u
EVII unu nomeps xpomocomotr 5q u 7. FISH 3auacmyio neobxooum ons uoenmugpuxayuu causnuil MLL
npu mpauciokayusax pecuona 11q23. Bozmooxcno maxowce nposeoenue FISH na mopghonoeuueckux u

cucmosiocudecKux npenapamax KOCnHoco mosed.

o Pexomenayercsi BceM mNaunMeHTaM, Y KOTOPbIX wuMeeTcl HHopMamusi 0 HAJTUYHU
MOJIEKYJISIPHOTO MapKepa WM H3BeCTeH a0eppaHTHBI MMMYHO(EHOTHN (8bliGleHHblE HA
momenm  ouacHocmuxku OMJI), MMMYHO(DECHOTUITHPOBAHKE OHOJIOTHYCCKOTO Marepuana IS
BBISIBJICHHST MapKepOB MHHHMMAJILHOW OCTaTOYHOW OOJIE3HW NpU TeMoOjacTo3ax (Ui TpyIIbl

IMPOMCEIKYTOYHOT'O nporHo3a) UIH MOJICKYJIAPHO-TCHETUHYICCKOC HCCJICI0BAHUC MHHHUMAJIbHOM



OCTATO4YHOI 00JIe3HM TPH JieilKko3aX MPU MOMOIIY MAIMUEHT - Clenu(PUUHBIX mpaimMepoB (st
rpynnsl 0JIaronpusiTHOr0 MPOTHO3a) 0/ KOHMPOIA 3a JleyeHuem U onpeoeieHus MmakmuKu

nocmunoykyuounou mepanuu [3,14,28,29].
YpoBennb yoenureabHOcTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMeHnTapuu: o011 noomeepoicoenuss noaHomsl OOCMUSHYMO20 OmMBemd HA mepanur U e2o
COXpaHeHue, 8 COOMEEemcmeul ¢ COBPEMEHHbIMU MEHCOVHAPOOHBIMU PEKOMEHOAYUAMU, He0OX00UMO
BLINONHAML 6 KOHMpOAbHble mouku oyeHky MOB memooom npomounoi yumognioopomempuu
(abepparmuwiii uMMmyHohenomun), a 0is epynnvl OA2ONPUAMHO20 NPOSHO3A — MOJILKO MOJLEKVIAPHOE
uccneoosanue MOB memooom I[P (xonuuecmeennas oyenxa sxcnpeccuu cenos RUNXI-RUNXITI,
CBFB-MYHI, NPM1) [29,30].

I1o pe3ynomamam uccredoganuti, npogooumwvix Poccutickoti epynnoi no mepanuu ocmpuix 1etiko308, -
npu oocmudxcenuu MOB-necamuenoll pemuccuu nocie 1-2o0 Kypca mepanuu y nayueHmos u3 epynnol
NPOMENCYMOUHO20 NPOSHO3Ad, NPU BbINOJHEHUU OdlbHeuuwe2o mujamenbHoco moHumopunea MOD,
B03MOJHCHO paccmomperue gonpoca o npoooadxcenuu X1 6e3 evinonnenus amno-TI'CK. V nayuenmos
u3 2pynnvl O1A2ONPUAMHO2O NPOSHO3A OUHAMUKA XUMEPHO20 MPAHCKPUNMA MAakKdce onpeoensen

yenecoobpaznocmu gvinonnenus nayuenmam aino-11'CK [31].

o PexoMeHayeTcsi BceM MalMEeHTAM BBINOJHUTH CHHUHHOMO3IOBYI) MYHKIMIO € OOIIMM
(KIIMHUYECKMM ) aHAJIU30M CIIMHHOMO3TOBOM KUKOCTH € 1eJIbI0 TUATHOCTHUKH HelpoJieiikeMUun

HeliponpopunakTuku [3,14,25].
YpoBeHb yoeaureabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5).

Kommenrapuu: npu OMJI ¢ yenom eéoeneuenue LIHC ecmpeuaemcs menee uem y 5% nayuenmos, npu
psaoe eapuanmos OMJI, ocobenno ¢ moHoyumapHou ougpepenyuposroii, 6eposSmMHOCHb BOBNICUEHUS 8

npouyecc 000104eK 20/106H020 MO32a BblULe.

Kenamenvrno nodoepoicusams 4ucio mpomoOOyumos 6 Kposu nepeo 6biNOIHeHUeM CHUHHOMO32080ll
nymryuu 30x10°/1 u sviwe. Ecnu yposers mpomboyumos e yoaemes nosvicums 00 30x10°/1 u eviwe,
npu OMCymcemeuy KauHu4eckux npuznaxos nopasxcenus LIHC, om nynKyuu MOACHO 8030€pACAmbCsi 00

nogvluleHUss mpomMoOoOyumos & cemozpamme eviuie 30x1 0°/n.

Ecau y nayuenma onpedensiemcs aetikoyumos eviwe 100x10°/1 6 kposu, mo nepeyio CHAHHOMO3IOBYIO

NYHKYUIO Clledyem omioxcums 00 pedyKyuu yucia aeiikoyumos menee 20x10°/x.

o Pexomenayercsi BceM nanueHtam BbiAessaTh nepsuunytro JIHK wim PHK w3 kneTtok kocTHOTrOo
MO3ra M COXpaHATh ee B OmoOaHke JuOO HampaBisATh MaTepual Ha XpaHEHUE B J1abopaTropuu
®enepansubix  LleHTPOB 01 goamodcHOCIU — NOCNEOYIOWe20  BbINOTHEHUs  MOJEK)IAPHbIX

uccneoosanuti [3,14,25].

YpoBenn yoenureabHOCcTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



KommenTapuu: coxpanenue nepsuunozo buonocuueckoeo mamepuana ocyujecmensemcs 6 guoe /JHK
w/unu PHK, 6vi0eneHHblXx U3 KOCMHOMO3208bIX KIEMOK UNU 3AMOPOICEHHbIX Kiemok. Mamepuan
Modrcem 8 nocaedyruem NOHadooumsvcsl OJisi NPOBEOEeHUs. MONEKYISAPHBIX UCCNe008AHUL, NO3BONAIOUIUX

onpeoenums epynnvl PUcKa, a MmakKice 8 pamKax KiuHudeckux uccieoosanuii (KH).



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

o Pexomenayercs Bcem nmamuedtam ¢ OMJI 10 Hayana cneuuduyeckoi Tepanvu, a TaKxKe B
Xo[e JIeYeHHs1 ¢ 4acToroii or 1 pa3 B HeAeqI0 10 eKeMeCAYHOro (€ y4eroM HaJIUYus
CONYTCTBYIOIIEH MATOJIOTMH M KJIMHHUYECKON CHUTyanMHu), a TaKKe NPH HEOOXOAUMOCTH B
JI000/i MOMEHT B TeUeHHE BCEro NMepHoa JIeYeHHMs, PErUcTpalus, pacliuppoBKa, ONUCAaHUE U
UHTEPIIPETALNs IJIEKTPOKApAUOrpapUUecKuX JaHHBIX IS 6blAGIEHUs U/UIU  MOHUMOPUH2A

HapyueHutli npo8oOUMOCMU UMNYIbCO8 8 cepoeuroti moiuye [3,14,32].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJbCTB — 5)

e Pexomenayercsa Bcem maumueHtam ¢ OMJI 1o Havyasa cnenupuvecKod Tepanuu, a TaKKe B
Xo/me JiedeHMsl ¢ 4acTtoro or 1 pa3 B Hemear0 [0 €XKeMEeCAYHOro (C y4eToM HAJIUYHUSA
CONMYTCTBYWINEH MNATOJOTUM M KJIMHUYECKOM CHTYyaluM), a TaK:Ke NPH He0OXOAUMOCTH B
JI000H MOMEHT B TedeHHe BCero mnepuoaa JiedyeHUs, BbINOJHEHUE IXOKapauorpadum s
OYEeHKU (DYHKYUOHAbHO2O COCMOAHUSL CEePOEYHOU MblUYbl, YUUMbIBAs KAPOUOMOKCUYHOCHIb

npenapamos [3,14,32].
YpoBenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o Pexomenayercs Bcem mamuedtam ¢ OMJI 10 Hayana cneuuduyeckoi Tepanvu, a TaKxKe B
Xo/1€e JieyeHHusl ¢ yacToToil ot 1 pa3a B 2-3 Hexesm 10 1 pa3a B 2-3 mecsina (¢ y4eTOM HAJIUYUA
CONMYTCTBYWIIEH MATOJOIMH W KJIMHUYECKOH CUTyalluM), a TaKkKe NPH HeoOXOAUMOCTH B
JII000 MOMEHT B TeueHHe BCero Nmepuoaa JiedeHHsl BBIMOIHEHHE KOMIBIOTEPHOU ToMOorpaduu
(KT) romoBHoro Mmo3ra 0e3 KOHTpacTa AJSl GblAGleHUs UW/UIU MOHUMOPUHSA UBMEHEHUU 6
cmpykmypax 201061020 mosea. Ilpu uanuuuu wueuponeuxemuu evinonnenue MPT 2onosnoco u
CHNUHHO20 M032a C 6HYMPUBEHHLIM KOHMPACMUPOBAHUEM, O] OYEHKU 8eUjecmed 20J108H020 M032d U

000/10YeK 20/108H020 U cnuHHo20 Mo3ea [1,3,4,8,33-35].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

e Pexomenayercs Bcem manueHtam ¢ OMJI 1o Havyaja cnenuuyeckoil Tepanuu, a TaKxkKe B
Xo0/1€e JieyeHHsl ¢ yacToToil ot 1 pa3a B 2-3 Hegesm 10 1 pa3a B 2-3 mecsina (¢ y4eTOM HAJIUYHUA
CONMYTCTBYWINEH MNATOJOTMM M KIMHUYECKOM CHTYalWM), a TaK:Ke NPH He00X0AUMMOCTH B
JI000 MOMEHT B TedeHHe BCero nmepuoaa JedeHus BbinojHeHue peHTreHorpadun n/mnu KT

OpraHoB FPYHHOﬁ KIICTKHU OJIA 6blA6/TEeHUA M3M€H€HMZZ JZ€20’{HOI;£ MKAHUu u opeanoe cpec)ocmesz
[3,14,33-35].

YpoBensb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

e Pexomenayercs Bcem manumeHtam ¢ OMJI Ha aw000oM 3Tame BeleHHsi ¢ TMOJAO3PEHHEM Ha
HAJIMYHE HJKCTPaMely/LISIPHBIX 04aroB BbinojJHenne KT #n/Miau MarHMTHO-pe30OHAHCHOM
Tomorpajpuu  (MPT) ¢ KOHTpPaAacTOM COOTBETCTBYIOLIEI0 PpPeruoHa /Jasi yTOYHEHHS
PacpoCTPAHEHHOCTH 3200/1eBaAHUA WJIN JUATHOCTHKHU IKCTPaMeay UISIPHOro peunausa [3,33—
35].



YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o Pexomenayercs Bcem mamuedtam ¢ OMJI 10 Hayana cneuuduyeckoi Tepanvu, a TaKxKe B
Xo0/1€e JieyeHHusl ¢ yacToToil ot 1 pa3a B 2-3 Hexesm 10 1 pa3a B 2-3 mecsina (¢ y4eTOM HAJIUYUA
CONMYTCTBYKOIEH MATOJOIMH W KJIMHUYECKOH CUTyalluM), a TaKKe NMPH HeoOXOAUMOCTH B
JI000ii MOMEHT B TeYeHHE BCEro Nnepuoaa JedyeHus, s ompeaeseHus 00beMa OIyX0JIeBOoi
Maccbl M JHATHOCTMKM M MOHUTOPHMHIA CONMYTCTBYKOWIEH MATOJOTHM  BBINOJHEHHE
yABTPa3BYKOBOTO uccienoBanue (Y3M) opraHoB OpIOIIHOW TMOJNOCTU ¢ onpeoeneHuem pasmepos
neyeHu, cene3eHKu U BHYMPUOPIOWHBIX TUMPAMUYECKUX V3108, A MAKHCE OYEHKA COCMOSHUSL
opeanog oOprowHou norocmu W BbiodHeHUE Y3U opraHoB mayoro tasa y JI€BOYEK U SIUYEK Y

ManpuuKoB [3,33].

Yposennb yoeaureabHOCcTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o PexkomeHnayercsi MmanMeHTaM C TMOMO3PEHUEM Ha dKcTpaMenyuisapHbie odarn OMJI BeImonHEHHE
OMONCUU BOBJICUCHHOTO OpraHa/TKaHU B O0bEME, HEOOXOJUMOM [IJISl BBIMOJIHEHHUS MaTOJIOTO-
AHATOMHYECKOTO HWCCIIEOBaHUM OHMOIICUITHOTO Marepuaia C IPUMEHCHHEM

UMMYHOTHCTOXMMHUYECKHX METOIOB U MOJIEKYJIIPHO-OMOIOrMUECKHUX HcciieaoBanuil [36].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

o PexoMeHnayercsi BceM TNalUMEHTaM, KOTOpbIE MOTEHIMAIBHO MOTYT paccMaTpuBaTbCs Kak
KaHAUJaThl Ha BbINONHEHHE TpaHciwuianTauuu amwio-TI'CK, nocne noctuwxenus 1-oi pemuccun
OMJI, a Takke mX CHOIMHTAM MOJICKYJISIPHO-TEHETHUECKOE HCCIICIOBAHNE THCTOCOBMECTUMOCTH
(HLA oro paspemieHus Nmpy MOMOINM CEKBEHUPOBAHMS) I MOAOOpa HEPOACTBEHHOIO JIOHOpA
KOCTHOIO MO3ra ¢ 1eJbl0 TOHWCKa TMOTEHIMAJIbHOIO JOHOpa C  KOHCYJbTallued B
TPAHCIUIAHTAITMOHHOM IIEHTPE C I1EJbI0 OMPEACIICHHS I1eJIeCOO0Pa3HOCTH W BO3MOXKHOCTH
BeinonHeHus amio-TI'CK [3,25].

Yposennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

o PeKOMeHHyeTCH npu HaJIU4YUH MOKa3aHUM U OonpCaACIICHUSA COHYTCTBYIOHIeﬁ IIaToOJIOI'uHn
KOHCYJIbTAllUHM Bpada-HEBPOJIOTa, Bpaqa—ochanbMonora, Bpada-OTOPHUHOJIAPHUHIOJIOTAa W JPYTUX

Bpauei-CrenuaIiucToB, BCEM JI€BOUYKaM crapuie 14 jeT- KOHCyabTallis Bpadya-aKyllepa-ruHeKosora

[3].

Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Ippexmusnocmv  XT OMJI 3a6ucum om 08yx KiuesblX ¢hakmopos — cneyuguunocmu
YUMOCMAmMuyYecko2o 8030eUcmeusi U a0eK8AmHOCMU CONPOBoOUmenvho2o Jeyerus. OCHOB8HbIMU
npunyunamu naedenus OJI saensemcs maxcumym d¢hgexmuenocmu (3a cuem cneyu@duuHocmu u
A0eK6AMHOCIIU ~ 8030€lCmBUsl)  NpU  MUHUMYME  MOKCUYHOCMU  (3a  cuem  2paMOmMHOU

CONPOBOOUMENLHOU MepanuiL).

Jleuenue OMJI y demetl 0CHOBAHO HA UHMEHCUBHOU NOJUXUMUOMEPANUU, KOMOPAs OO0NNHCHA Oblmb
O0ONoONHeHa  MpaHcnianmayueu  cemnosmuveckux cmenosolx  kaemok (ITCK) om HLA-
2EHOUOECHMUYHO20 POOCMBEHH020 UNU ANbIMEPHAMUBHO20 (HEPOOCMBEHHO20, 2anOU0eHMUYHO20)
O0OHOpA Y NAyueHmos 2Spynnvl B6blCOK020 pucka peyuousa. Heobxooumocmv mpancnianmayuu y
NAyUeHmo8 2pynnvl NPOMENCYMOUHO20 PUCKA NPOOOJIdCAem OUCKYMUPOBAMbC, OHA NOKA3AHA MObKO

npu Haauyuu HLA-eenoudenmuunoco cubnunea.

Ilepeo nauanom mepanuu nayuenmy xHcelamelbHO 00ecneyums YeHmMpaibHbulll 6eHO3HbIU 00CMYN HA

I’lpO@OJZJfCMme]ZbHOQ BpeEMA NOCMAHOBKOL UEHmMPpAJlbHO20 6€EHO3HOCO0 Kamemepda.

3.1 Tepanus BuepBbie BoigBJAeHHOT0 OMJI

° PCKOMeHI[yeTCﬂ BCEM IalMeHTaM C BIIEPBbLIC BbIABJICHHbBIM OMJI npun HaJIH4Y1U

BO3MOKHOCTH YYacTHe B KINHUYECKHX Ucc/ieaoBanusax [37].
Yposenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTtapuu: ¢ nacmosuwee epems eounozo cmanoapma mepanuu OMJI y oemeu ne pazpabomato.

o PexomeHayercss BceM NMalmueHTaM C BlepBble BbIABJIEHHbIM OMJI, KoTOpBIE HE MOTYT OBITH
BKJIIOYEHbI B KJIMHHUYECKUE WCCIEI0BAHUS, NpogedeHUue Kypca UHOYKYuu ¢ nociedyrouyell
KOHconuoayuelu u, Oas HNAYUEHMO8 BbICOKOU 2PYNNbl PUCKA, MPAHCNAAHMAYUU aANN02eHHbIX

eemonoamuyeckux cmeonogvix kiemok (amnoTl CK) (cm. npunoscenue A3.2) [1,2,38—40]
YpoBennb yoenureabHOcTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommeHTapuu: nauano mepanuu — 3mo Kypc UHOVKYUU peMUccuu, cocmoswell u3 0a308wulx
npenapamos, s¢pexmusnvix ¢ omuouwenuu OMJI (yumapabun™*, anmpayuxiunvl u 3mono3ud**).
Tocne docmudicenust pemuccuu U 60CCMAHOBNEHUsL 2eMON0I3a cliedyem Kopomkas (he bonee 3 Kypcos)

KOHCOMUOUPYIOWasi mepanus, OCHOBAHHAS. HA 6bICOKUX 003ax yumapabuna®* (2-3 o/m?/cymxu).

IIpu nanuyuu HLA-coemecmumozo poOcmeeHH020 OOHOPA 8Ce NAYUEHMbL 8bICOKOU 2PYNNbL QONNCHbL

ObIMb MPAHCNIAHMUPOBAHLL 8 NEPBOL PeMUCCUU NOoCae MPEX OI0KO8 KOHCOTUOUpYIowel mepanuu.



llayuenmol, omHocawuecs K epynne 8blCOKO20 pUcKa, O0NHCHbL NOJAYYUmMs mpancnianmayuio om HLA
COBMECMUMO20 POOCMBEHHO20 UNU HEePOOCMBEHHO20 O0OHOpPA, UNU OM AIbMEPHAMUBHO20 O00HOPA

(eannoudeHmuyrozo).

Tpancnaanmayusi npoeoOUMcs MOAbKO 6 CHeyUudalu3upoO8aHHbIX UYeHmpax, Kyoa uugopmayus o
nayueHmax OOJNMCHA HANpaenamscs 3aobnazospemenno. 3asaeky Ha nposedenue TICK 6
MPAHCNAAHMAYUOHHBII Yenmp cledyem nooagams Cpazy odice Nocie KoHcmamayuu y nayuenma

8b1COK020 pucka unu Haruyus HLA udenmuunoco poocmeenozo 0oHopa.
IIposedenue onumenvHoll noddepaicusaroweli mepanuu 8 Hacmosuee 8pems e pekomernoosaro [38].

e Bcem manmenraM, mnoay4yawmum Ttepanui mo OMJI, pexoMeHaAyeTCH BbINOJHECHUE
CIIMHHOMO3IOBOM MNYHKLIMM W MHTpPaTeKaJbHas Tepanus (BBeACHHE JIEKAPCTBEHHBIX

NMpenaparoB B CIUHHOMO3T0OBOM KaHaw) (cm. npunoxcernue A3.2) [1,2,38—40].
YpoBeHnsb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KomMmenTtapuu: npu unuyuanshom neiikoyumose 100x10°/1 u  6Gonee nrombanshas nymkyus
npoBOOUMCs He 8 nepeblii deHb UHOYKYUU, d MONbKO nocie pedykyuu etikoyumos 0o ypoeus 50x10°/1
— 60 uszbedcanue NOMYYEHUS JIONHCHO20 OUACHO3A HeUpOoNeliKo3d U3-3a KOHMAMUHAYUU JUKEOPA
oracmamu nepughepuieckori Kpou u u3-3a pUcka KpogomeyeHus 8 CNHUHHOMO3206801U KAHAL 8C1e0Cmeue
Koazynonamuu [1].

Humpamexanvnasa mepanus. Cocmoum u3 uHmMpameKaibHblX 86e0eHUll YUMAapabuHa 6 603paAcmuoll
003uposke (cm. maon. 2).

Ta6.2. Jlo3bl yumapabuna** 0nsa unmpameKaibHo20 66e0eHUs 8 3agucumocmu om gozpacma [41].

Bospact Hosza, mr
MeHbLue 1 roga 20
1-2roaa 26
2 -3 rona 34
Craple 3 netr 40

Lpoghunakmuueckaa mepanusa (6e3 unuyuanvnozo nopaxcenusa IJHC): unmpamexanvhvle 686e0eHUs.
yumapabuna™**: 5 esedenutl neped Ha4aNom Kaxcoo2o OI0Ka mepanuu u nocie OKOHYAHUs NOCI1e0He20

O/10KA U 60CCMAHOBIEHUSL 2eMON0I3a 61/1/[8 2 66e0eHs ¢ unmepeailom 6 1 mecAy.

Tepanus npu _unuyuanvuom nopaxcenuu I[HC: uumpamexaivhvle 66edeHus yumapaouna™**
nposooamcs 1 paz 6 medeno 00 mex nop, NOKa JNUKEOp He OyOem CAHUpOBaH, HO He MeHee 3 pas.
3amem ssedenus yumapabuna** 6 cnuHHO-M0320601 KAHA NPOOONAHCAIOMC O MAKOLL Jice cxeme, KaK
8 NPOPUIAKMUYECKOM JleUeHUl, Mo eCmb neped HAYAIOM KAXHCO020 OOKA XUMUOMepanuu u nocie
OKOHYAHUSI NOCNIe0He20 OoKA U B80CCMAHOBNIEHUS 2eMON033a ewé 2 68edenus ¢ uHmepsaiom 6 1

mecsy.



e IMamuentam crapme 3 Jjger ¢ OMJI ¢ ¢ inv(16) 6e3 mnepBuuHoro mnopaxkenuss IIHC
peKoMeHayeTcs Npopuiakruieckoe KpanuaabHoe o0nydenue COJ 12 I'p [42]

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: npoguraxmuueckoe kpanuanvnoe obnyueHue npoeooumcs Kaxk MUHUMYM udepe3 4
Hedenu nocie OKOHYAHUSL NocleoHe2o ONoKA Npu 60CCMAHOGNIEHUU 2eMOonodsd. /lea nocieoHux

86edenUs yumapabura™* 0ondicHvl ObimMb NPoBedeHbL 80 8peMsl 0ONYUeHUsL C UHMEPBATIOM 2 Hedel.

e Bcem mammentam ¢ OMJI crapme 3 jger ¢ mepBuuHbiM mopaxkenuem IIHC, koropsie He
JOCTHIJIM CaHAIIMM JIMKBOpPA MOCJe 3 MHTpAaTEKaIbHBIX BBEACHUN IUTapaOuHA™*, pekoMeHayeTcs

BbINIOJIHeHHE KPpaHuaJabHOM JiydeBoii Tepannu CO/l 18 I'p [38,43—46].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KomMMeHTapum: xpanuanvhoe obnyuenue npogoOUmMcsi Npu NOMOWU 2AMMA-HOMCA UNU JIUHENHO20
yekopumens. Ilpu smom 6 none 0OnyyeHus 00NHCeH NONACMb 8€Cb HEUPOKPAHUYM, GKIIOUAS BEPXHION0
yacmo wietino2o omoena nozeonounuxa 0o C2 @xarouumenvHo, pempobynbbapHoe npocmpanHcmeo u
8Cé ocHo8aHue uepena, o0coboe GHUMAaHUe cledyem YOerumv CpeoHeli MO32080l sAMKe, Yacmo
oKaszvlgarowelics nexcawjeli 2nyodce ooujeco yposHs; nonaoanue 8 001acmv 00yUeHUs. YenTtOCHbIX
Cycmasos e OONHCHO 6IuUAMb Ha Kongueypayuio noas. Edceonesnas pazosas doza cocmasnsiem 1,5
I'p, makum obpasom 6 meuenue nedenu nayuenm noayyaem 7,5 Ip. Obwas npodondxcumenbHoCmsb
oonyuenuss cocmagnsiem om 2 00 3 Heodenvb. CnunaivbHoe o00OnyUeHUue He NPOU3BOOUMCS HUKOMY.
Hayuenmam, komopoim naanupyemcs TI'CK, obnyuenue u 2 nocieOHux uHmpameKaibHblX 66e0eHuUs

yumapadbuna** npoeoosamcs nocie mpaHCniaHmayuu.

e Bcem mammentam ¢ OMJI nocie 3aBepuieHUus HHTEHCUBHON 4acTH TePANUM MO NMPOTOKOJIY
BFM (cm. npuiioxkenue A3.2), peKOMeHAYeTCsl PACCMOTPeTh BONPOC O MPOBEACHUU
NOJ/IeP>KUBaOIEll Tepanuu ¢ Y4Ye€TOM BO3MOXKHBIX TMOJb3bl M PHCKA IJf NalMeHTa
[1,2,33,46,48].

YpoBenb yoeauteabHocTH pekoMenaamnuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapuu: sman nooodepoicusaioweti mepanuu HAYUHAEMCS NOCILE 80CCMAHOBIEHUS 2eMON0I3A
nocie nocieone2o Kypca xumuomepanuu. Mepkanmonypun™* nasnauaemcs ¢ cmapmogotl 0ose 50 me/
M’ eHYympb excednesno, yumapabun** ¢ doze 25 me/m’ 2 pasza 6 Oenv nOOKOHCHO X 4 OHS KaAAHCO020

mecaya. [numenvnocmos noooepacusaroujer mepanuu — 12 mecayes [38,47].

Lennocmov noodepoicusaroweii mepanuu nocie 8blCOKOUHMEHCUBHOU ‘O10K060L " mepanuu, CO21ACHO
OAHHbIM NPOBEOCHHBIX UCCAe008aHuUll, comMHumenvhHa. bonee moco, ecmv OanHble O He2AMUBHOM

GIUSAHUU nOOOepIcusaloweli mepanuu Ha 0owyr evidcusaemocms [33,48]

3.2 Tepanus peunauBoB U peppakrepHbix popm OMJI



e Bcem mnmammenTam ¢ peuumauBamMu U pedpakrepHbiM TedeHnemM OMJI pexomenayercs
NpoBeeHHEe HWHTEHCMBHOW  BBICOKOAO3HOM  NMOJMXHMHMOTEPANMM €  MOCJCAYIOLIUM

BbinoHeHueM A0 TT'CK (em. npusioxenue A3.2) [48].
YpoBennb yoenureabHOcTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: ¢ mom ciyuae, eciu nocie Kypca uHOYKyuu y nayueHma 0OCmMueSHyma napyuaibHas
pemuccusi, OH OOAHCeH NPOOOANCAMb JleyeHue no npomokony. Pegppaxmepnvim aensemcs OMJI, npu
Komopom nocie 2 610k08 xumuomepanuu (6 oannom ciayuae nocie AIE u HAM) coxpausemcs
oracmuas uH@uILbMpayus 8 KOCMHoOM mo3zee bonee 5% unu dskcmpameodynispHoe nopasxcenue. B smom
cayuae u npu pazsumuu peyuousa nayueHm Oojicen ovims nepeeedén Ha mepanuio gayoapaburom**,

gvicokumu 0o3amu yumapadbuna** u anmpayuxiurnom [49].

s nposedenuss 2emompanc@y3uoHHOU mepanuu y NAYUeHmos nocie mepanuu ¢huyoapadounom

O0IHCHBL ObIMb UCNONB308AHL OONYHUEHHbIe NPEenapambol KPOosu.

Ilpu Oocmuoicenuu pemuccuu HeoOXOOUMO npogedeHue Kypca aHAI0SUYHOU mepanuu 0Oe3
AHMPAYUKIUHA U 0ajlee — nposederue aiio2enHol mpancnianmayuu om HLA- ecenoudenmuunoco unu
anvmepHamueno2o Oouopa. [lo Hauana xumuomepanuu pegpaxmepro2o unu peyuousrozo OMJI
Heobxooumo npogedenue HLA-munuposanus nayuenma, cubiuHeo8 u pooumeneil U HANPAGUMDb

OaHHble 8 mpaHCI/lJZaHmaL;MOHHbllZ uenmp.

B kauecmse mapeemnou mepanuu OMJI naubonee xopouwiue pe3yromamvl NOKA3AHbL NPU
ucnonvzosaHuu  npenapama  #Hcopagenuo**.  Hecenekmuemviii  uHeUOUMOp  MUPO3UH-KUHA3
#copaghenud™* in vitro evizvieaem yenemenue pocgopunuposanus ITD-Flt-3 peyenmopa, nossunocsy
coobuenue 06 ycnewnom npumenenuu Heopapenuba** 300 me/m’ exceonesno 6 meuenue 47 Oueli ¢
nocredyioweti noddeporcusaroueii mepanueii #copapenubom™** 170 me/m’ excednesno y nayuenma ¢

axcmpameoyiapuvim peyuousom OMJI nocne anno-TI'CK [50,51]

Cpeou uccnedo8anuil, NOCBAUEHHBIX VYEETUYEHUIO IPDEKMUBHOCMU PEMUCCUU NYMEM 88€0EeHUS HOBLLX
npenapamosg, HeCOMHEHHO BANCHLIM SGJIeMCs ONbLM UCCTe008aAMeNbCKOU epynnbl 2ocnumans St. Jude
(CILIA). B npomoronax smoii 2pynnwl 6 uHOyKyuu npumensiemcs #adpubun (9 me/m’ ¢ meuenue 5
oneti) ¢ yumapabunom™* (500 me/m’ 6 meuenue 5 Owmeil), nocie ueeo ewe 2 kypca #DAV
(Oaynopybuyun 30 me/m2 6 1-3 onu 72-uacosas unghysus, yumapadbun 250 me/m2 6 1-5 onu 120-
yacoeas un@ysus, smonosud 200me/m2 6 4 u 5 onu 48-uacoeasn ungysus), ymo nO36OIUNO NOTYHUUMD
pemuccuro y 90 — 100% nayuenmos, u xomsi OyeHKy 5mo20 HA NPOOOJINCUMENbHbLE De3)IbManibl

MOXMCHO Oydem 0amv CYWeCmBeHHO N03Jce, MU OaHHble AGIAIOMCA 8eCbMd O0OHAOENCUBAIOUWUMU
[52].

3.3 ConyTcTBYIOIIAA U CONPOBOAMTEIbHAS TepaNus

e Bcem mamumeHTam, mosy4awmuMm Tepanui no mosoaxy OMJI pexomeHayercsi mpoBeaeHHe

CONMYTCTBYIOIIE M CONPOBOAMTEJbHOM Tepanmuu B COOTBETCTBHH C MNPOPHIbLHBIMHU



pexoMenaanusiMu [1,53-56].
YpoBennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)
KommenTapun:

1. Pexomenoyemcsa uzonayus Oemeill 8 JIAMUHAPHbIE OOKCbl UMY HANAMbL C NPUHYOUMENbHOU
geHmunAyuel no0 NOBLIUEHHBIM OaBleHUeM ¢ YCmaHnoskot neperHochvix HEPA-guivmpos.
2. Ungyzuonnas mepanusi:
a. Ha nepeoti ¢paze unoykyuu unghyzus nposooumcs bes xanusn xnopuoa. /lexkcmposa 5% 3000
mn/m?/eymru + nampus xnopud 10% 30 ma/m? cymiu + nampus cudpoxapboprnam 7,5% 40 —
60 mn/vi?/cymiu. B 2mo 8pems HeobX00uMO 6HUMAMENbHO CLeOUmb 3a GANaHCOM OUYpesa, npu
3a0epoicke mouu oonee 200 ma/m2 6 meuenue 6 uacoe nokazamo eeedenue Gypocemuoa 6
paszosoti doze 0,5-1 me/xe.
b. Ungysuonnas mepanus na 6mopoli @aze UHOVKYUU U 6CeX NOCAeOVIOWUX KYPCAX
nonuxumuomepanuu: dexcmposa 5% 2000 ma/m’/cymru + nampus xnopud 10% 1 mi/ke/
cymku + kanusa xaopuo 7,5% - 1 — 2 ma/ke/cymru (unu no pesynemamam yposus K+ 6

CblBOPOMKE).

3. Kononuecmumynupyrowue ¢pakmopul. Ilnanosoe nasnauenue KOIOHUECMUMYIUPYIOWUX (DaKmMopos
He pekomeHnoyemcs. Ilpumenenue 00NHCHO 02PAHUYUBAMBCA BUMATTLHBIMU NOKA3AHUAMU, MO eCMb
npu cencuce y HAYUEHMOS, HAXOOAWUXCS 6 COCMOAHUU anla3uu  KpOoGemeopeHus, U
HEKOHMPOAUPYeMOU a0eK8amHou aHMUMUKPOOHOU mepanueti OaKmepuaibHol u/uiu epubKosol
ungexyuu.

4. Anmubaxkmepuanvuas mepanus. Ilpu 603HUKHOBeHUU NpusHAKO8 uHGekyuu  (ouacosvie
nopaciceHuss  Uau  JUXOpaoka — HEeACHOU — SMUON02UU)  HA3HAYAemcsi  SMAUpUYecKds
aHmubaxKmepuaibHas mepanus, mo ecmv 00 NOAYYeHUsl pe3yIbmamos O6aKmepuoio2uiecko2o
uccnedosanus. Jluxopaokoii cuumaemesn 0dun snuz00 axcunnsproi memnepamyper *38,0°C unu 3
snuzoda cyépebpunvroii auxopaoxku (37,5 - 38,0°C) 6 meuenue cymox unu odun 5nu300
memnepamypvr  37,5-37,9°C 6 meuenue waca u 6Gonee. Ilpu cybpeGpurumeme —
JrcaponoHudicarowue He npumensms!

5. llpogpunaxmuka nHeBMOYUCMHOU NHEBMOHUY. XOmSA NHEBMOYUCHASL NHEGMOHUS A6NAemcs
peoxum  ocnodxcHenuem  mepanuu  OMJI,  pexomendyemcs  npuem  HKO-mpumoxcasona
[Cynvgpamemoxcazon+Tpumemonpum] 3 OHA nodpsad 6 medemo 6 0o03e S5 me/ke/c no

MPUMEMONPUMY, MOJLKO NAYUEHMAM , NOay4uswum gayoapabun™* [57].

o« He pexomeHnayercsi BceM MAllMeHTAM, YYUTHIBasi BBICOKYI0 BePOSITHOCTH (popMHpPOBaHHS
PE3MCTEHTHOH MHKPOQUIOPBI, a TaKXKe 6bICOKYIO  dacmomy  UH@eKyull,  Bbl36AHHbIX
aHmMepobaxkmepusmu ¢ npooyKyuel bema-iaxmamas pacuupenrozo cnexkmpa (bJIPC), mpoBeneHue
nepBUYHOM  mpoduiIakTUKU — OakTepuanbHbix uHGpekumii npu OMJI  aHTHOMOTHYECKUMU

npenaparaMu (celekmuenas 0eKkoHmamurnayus kuweunuxa) [21,22].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)



o PexomeHayercss manmMeHTaM B XOJE NMPOBEICHUS MHTEHCUBHOM MHAYKUMOHHOW XT BbINOIHEHHE
MpOPUIAKTUKHA MHBA3UBHBIX MUKO30B IM03aKOHA30JIOM B MEAUIIMHCKUX OPTraHU3alMsIX, TJe 4acToTa

BO3HUKHOBEHUS MHBa3uBHOrO acnepruuiesa (MA) npessimaer 10% [21,22,59].
YpoBenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

o Pexomenayercs mauMeHTaM, y KOTOPBIX HA NPEALIECTBYIOIIHMX KYpCcaxX AMATHOCTHPOBAJICH
A, npoBoauTh BTOPHMYHYI0 NPOTHBOTPUOKOBYI0 NPOPHUIAKTHKY € HCHOJb30BAHMEM TOI0
JIEKAPCTBEHHOI0 Mpenapara, Npu HAa3HA4YeHUH KOTOPOro ObLJIO JOCTUTHYTO M3jedyeHue or UA
[21,22,60-62].

YpoBennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

e Pexomenayercssi B KauecTBE AaHTHMOMOTHKOB IEPBOTO dTana mnpu (GeOpuiabHOM HEUTPOIeHUH
WCITOJIb30BaTh nedomnepazoH-+cynpoakTam™®*, MUIepaLInH+Ta300aKTam, nedermmm**,

nedrazugum** [22].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: Moougukayuro anmumuxpodbnou mepanuu npoeoosim 6 cOOmeemcmeuu ¢ OaHHbIMU
nposedernnoco obcredosanusi (KT, muxpobuonocuueckue ucciedoganus u m. 0.). Hasnauenue
Kapbanewemog 6 Kavecmee aHMUOUOMUKO8 Nepeoco 3mana npu GedpuibHol HelumponeHuu
000CHOBAHO y NAYUEHMOB C CENMUUECKUM UOKOM, A MAKICe 8 KIUHUKAX, 20e 8 IMUOLOSUU UHDeKYyull,

npeobnaoarom sumepoobaxkmepuu ¢ npooykyueti bJIPC.

o PexoMeHayercsi Ipy HAJIMYMH T'YMOPAJbHOT0 MMMYHOAeUINTA U TAXKEIbIX HH(PEKIIHOHHBIX
OCJIOKHeHH# (cemcuc), B TOM YHCJIEe BHPYCHBIX (LUTOMEraJoOBHpPyCHasi) HH(peKUui
TpaHcQy3ud MNpPenaparoB BHYTPMBEHHOI0 HMMYHOIVIOOYJIMHA YeJIOBEKA HOPMAJbHOIO B
JA03MPOBKAX B COOTBETCTBUH C HHCTPYKIHUEH K MEeIUIIUHCKOMY IPUMEHEHH IO JIEKAPCTBEHHOI 0

npenapara [63].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

o Pexomenayercst Bcem nanuentaM muazme 18 jger ¢ OMJI npu cHUXEHUHM YPOBHS TPOMOOLIMTOB
mwke 10x10%/n1 160 mnpu  Golmee BBHICOKMX IIOKA3aTeIAX TPOMOOLMTOB TPU  HATHYMH

reMOpparundecKoro CHHAPOMa WM HHQPEKIMH TpaHcdy3ust TpoMOOKOHIICHTpara [53,64].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

Kommenrtapuu: Jlioboe npossienue cemoppazuieckoco cUuHOpoMa (nemexuanvhvle 6blCbINAaHUS,
0COOEHHO HA CIUUCMOL NONOCMU PMA, HA Juye U nepeoHell NOBepPXHOCMU cPYOHOU KIlemKU, itooble
KpogomeueHus,) u/unu nosviuieHue memnepamypuvl mena eviue 37,5° C oagice 6 omcymemeue 16H020
ouaza ungexyuu, mpebdyem 6vINOIHEeHUs MPAHCHY3UU MPOMOOKOHYEHMPAmMo8 0addce npu Koaudecmee
mpomboyumos & nepugpepuyecroti kposu 6onee 20 x 10°/1. Ananocuunsie nokazanus o1 mpancdysuu

mp0M6OKOHI/;€HmpClm06 npu Nno020MmMoeKe nayuernma neped 6blNOJIHEeHUEeM UHBA3UBHbIX npoue()yp



s nposedenus nepsoii Gazvl uHOYKYuU U OJisl BbINOJHEHUS UHBAZUBHBIX MAHUNYIAYUL (TIOMOANILHOU
NYHKYUU, Kamemepuzayuu YeHmpaibHOU 6eHbl) YPOBeHb MPOoMOOYUmMos8 O0JdiceH Oblmb He MeHee
30x10°/1. B nepuoo annasuu Kposemeopenus. nocie miobo2o Kypca NONUXUMUOMEPANUY, eciu Hem
Kposomeuenuil  u/uiu  uHmgexyuti ¢  HeOpurbHoU  IUXOPAOKOU -  MPOMOOYUMbL  OONHCHDL
noodeporcusamocs Ha yposue ne menee 15x10°/1. Ilpu npucoedunenuu ungexyuii ¢ pebpunshoil
MUXOPAoKou u npu npumeneHuu Amgpomepuyuna B mpomboyumsr 00134CHbL NOOOepIHCUBAMbC HA

yposue ne menee 20 x10°/x.

Bblpa.?fCEHHaﬂ Kposomoiueocmbsb CO CHIU3UCMbLX, KpoeoneueHue 6 )K.KT; Jlecounoe KpoeomeueHnue,
KpOBOU3lUuAHUEC 6 MO0O32 — NOKA3AHUA K mpchgbys’uu mp0M60L[Mm06 npu JII0OBbIX  NOKA3aMessnx

mpomooyumos
Tayuenmol, nonyuasuiue KiaopubuH, OOIHCHbL NEPETUBAMBCSL OONYUECHHBIMU NPENAPAMAMU KPOSU.

o Pexomenayercsi Bcem manuentam muagiie 18 ner ¢ OMJI npu cHmkennu remornoouna Huke 70 1/
1 u remarokpute mMeHee 0,3 Wiau pa3zBUTUM KIMHUYECKUX CUMIITOMOB aHEMHUYECKOIO CHHIpOMA

(COHIIMBOCTB, TaXUKAP/US, OABIIIKA) TPAHCPY3HS SPUTPOLIUTAPHOIN Macchl [53,64].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: nayuenmoi, nonyuaswiue KiaopuOuH, OONNCHbL NEPeIU8amuvcs 00IyYeHHbIMU

npenapamamu Kpogu.

e PexomeHnayercss T1NpM  HAJIMYMM  HAPyUIeHWH IUIa3MEHHOr0 remocrasa (rMmo- o

TUINIEPKOAryJIAALNS) BbINOJHEHUE TPAHCPY3UH KOMIIOHEHTOB KpPOBH [65].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommenTapuu: [lokazanus u obvem mpanc@y3uoHHOU NOOOEPHCKU onpeodensiemcs noKazamenimu

KOA2YN02PamMMbl U KIUHUYECKOU cumyayuel.
llayuenmot, nonyuasuiue K1a0pubUH, OONIHCHLL NEPENUBAMbCS OOTYYEHHBIMU NPENnapamamu Kposu.

Tpancgysuu ceexce3amopodtceHnoll Nniazmvl NPOBOOSAMC MOILKO HPU CEPbE3HbIX UMEHEHUSX 6
Koazynozcpamme: Quopurocen menee 1 2/n, npompombunoswiti unoexc menee 50%, AYTB 6onee 55

CEKVHO.

e PexomeHayercss mpM BO3HMKHOBEHMH OCTPOr0 HJIM XPOHHUYECKOro 00J1eBOro CHHAPOMA
YTOYHEHHMEe JTHOJOTUM 00/iM; TNPU BbHIABJIEHUM 04Yara BOCHAJEeHUS — TPoBeleHHe
HeO0XOAUMBIX MEPONPHUSATHH IO JIEYEHUI0 0YAra BOCHAJIEHHUS] COIVIACHO COOTBETCTBYHOIIMM
KJIMHUYECKHUM PEKOMEHIANUAM (BKJIKOYAsl, MIPU HEOOXOAMMOCTH, XMPYPru4ecKoe JiedyeHue);
NP HUCKJIIYCHUH HHPEKIHOHHO-BOCHAJUTENbHONW MNPUPOALI  00JIeBOr0  CHHAPOMA
peKoMeHyeTcsi MpoBedeHHe 00e300/1MBaKOIIeil Tepanuu  COMVIACHO  CYIIECTBYIOIIUM
NPOTOKO0JIaM 00e3001UBaHUA (CM. COOTBETCTBYIOIIHE  KJIMHUYECKHE PEeKOMEHJAALMHU 110
XPOHUYECKOH 00JIM, KINHUYECKHE PEKOMEHJALMM IO aAHEeCTe3HOJOruu), B TOM 4YHCJIe, IO

MNoKasanusiMm - C¢ IJPUMEHCHHUEM HAPKOTUYECCKHX H IICUXOTPOIMHBIX JEKAPCTBCHHDBIX



npemnaparoB, ¢ y4€ToM BO3MOYKHBIX HpOTI/lBOHOKaCiaHI/lﬁ, CBA3AHHBIX C HHTOHQHI/IGVI, NHBIMH

KJIMHUYECKUMU CUTyanusaMu [66].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)



4. MeaquuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE OKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

[Tongxon k peabunuranmuu uW AUCHAHCEpHOE HaOmoneHue mnanueHntoB ¢ OMIL. JlucnaHncepHoe
HAOJIFOICHUE BKJIIOYAET CHUCTEMAaTHYECKHe OCMOTPBI W IIeJICHANpaBlIeHHOE JabopaTopHOE U
WHCTPYMEHTaJbHOE OO0CieJoBaHNEe, HaNpaBICHHOE Ha OIEHKY CTaTryca pPEeMHCCUU OCHOBHOTO

3a00JIeBaHMS U BOSMOXHBIX OCJIO)KHEHHM, CBSI3aHHBIX C IEPEHECEHHOU MOMMXUMUOTEPAIUEH.
CneyuanvHolx memooog peaburumayuu npu OMJI ne cywecmesyem.

L PeKOMeHIlyeTCﬂ IMpOBCACHUC p€a6I/IJ'H/ITaI_II/II/I IIpHY BO3BHUKHOBCHHUHA OCJI0KHEHHUM MOCIIe 3aBCPIICHUA

nporpaMmbl Tepanuun OMJI B paMkax COOTBETCTBYIOIIMX HO30JOTHIA [67].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KomMmenTapuu: nocie oxonuanus neuenuss pekOMeHOYemcsi 6ecmu 300p08blil 00pasz HCU3HU,

UCKJIIOYUMb UHCOJIAYUUIO U gbu3u0mepane@mutlea<ue npoueéypbl.

IIpu nposedenuu nOIUXUMUOMEPANUU BOIMONCHA KAPOUO-, 2enamo-, Heupo-, Heppo- u opyeas

MOKCU4YHOCmb, nocieocmaeus KomopozZ MOcynt NPOAGJIANbLCA U nNocle ee OKOHYAHUA.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

llepsuunaa npogurakmuxa OMJI nesozmodicna 6 céA3u ¢ HU3KOU 0a3060U 3a001€6aeMoCmvio U

HEeYCMAHOB/IEHHbIMU NPUYUHAMU bonesHu.

Hpoqbwlakmuka peuuduea 3a00/1€6aHUsL OCHOBAHA HA NOAHOM 6bINOJHEHUU npomokoaa mepanuu

nepeou aunuu u evinoaneruu TI'CK u nposedenuu pe2ynapHoeo Ounamuiecko2o HabaooeHus

o PexoMeHayeTcsi B TEUCHHME NOIJCPKUBAIONICH TEpanmuy BBIMOJHEHHE OOIIEro (KIMHUYECKOTO)

aHanu3a kpoBu 1 pa3 B mecs. [1,3,4,8,25]
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

L PeKOMeH)IyETCH MOCJIC OKOHYAaHUA TCparnu Ha6J'IIOI[eHI/Ie BpauOM-IreMaTroJIOroM /M BpaduoM-
neauarpom 1O MCCTY KHUTCJILCTBA C BbIIIOJIHCHUCM HCO6XOI[I/IMOFO o0beMa O6CHCI[OB3HHﬁ CcO

CIEAYIOLIEN NEPUOANYHOCTHIO: [ 1]

1. [TarmmenTsl, monyunBmue TKM, HaOMIOMarOTCS COTIaCHO PEKOMEHIAIMSIM TPaHCIIaHTAIIHOHHOTO
LEHTpA.

2. [MTauuentsr 6e3 TKM:

3. o0muii (KIMHAYECKHI) aHAJIU3 KPOBU C TOACYETOM JIeHKomMTapHOH (opmynsl 1 pa3 B mecdil
nepseie 3 Mec., 3aTeM | pa3 B 6 Mec B TeueHuUe 5 JieT

4. MOJEKYISIPHO-OMOJIOTMYECKOE UCCIIEI0BaHNE KPOBU Ha BUPYC UMMYyHoJeduuuTa yenoseka BUY-1
(Human immunodeficiency virus HIV-1), onpenenenne anturena (HbsAg) Bupyca remarura B
(Hepatitis B virus) B kpoBu, omnpenenenue anturen k Bupycy rematuta C (Hepatitis C virus) B
KpOBU 4epe3 6 Mecs1eB M0C/ie OKOHYaHUSI XMMUOTEpauu

5. aHaM3 KpOBH OMOXMMHUUYECKUN OOIeTepaneBTUUECKUi ¢ omleHKou - anpoymuna, AJIT, ACT, JIAT,
Oounrpy6uHa (o0IIero u MpsMoOro), MOYEBUHBI M KpeaTUHUHA, ¢eppuTrHa 1 pa3 B o1 B T€UEHUE 5
JeT

6. OKI" u sxokapauorpadus 1 pa3 B roq B TeueHue S JeT

7. KT/MPT 30H 3kcTpaMeqy/UISIPHBIX 04aroB uepe3 6 Mec. OT OKOHYAHUST XUMHUOTEPAITiu

YpoBennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

IToxazanuga s MJIAHOBOM rOCIIUTAJIU3AINUN:

1. [lono3penue/ycranosnenue auarunosa OJI
2. Inarnoctuka peuuausa OMJI

3) IIpoBenenue ouepenHoro kypca XT B yCIOBUAX KPYIIIOCYTOUHOTO CTAallMOHApa
4) Tlposenenue 3amnanupoBanHoit TT'CK
5) BbINogHEHUE TIAHOBBIX XUPYPTUYECKUX BMEIIATENIbCTB,

6) BrinonHeHue IJIaHOBBIX SKCTPAKOPIIOPAJIBbHBIX MCTOAOB OYHUIICHHA KPOBU H 3aMECTUTEIIbHOMN

MMOYEYHOU TEpanun

7) IIpoBeneHne 3aMeCTUTENBHOW TEMOKOMIIOHEHTHOM TEPANUU

IHoka3zaHus QI IKCTPEHHOM rOCIIUTAIM3AIUN:

Heotmnoxusie coctosiaus y nanpenToB ¢ OMJI u npu nogo3penuu Ha OJI:

- neiikoruTo3 Gonee 100x10%/1

- (peOpuiIbHAs NMXOpaaKa U MHPEKIIMOHHBIE OCIOKHEHU Ha (hoHE HEUTpoIeHnu nocie kypca XT
- T€éMOpparuveCcKuil CHHAPOM

- TPOMOOTHYECKHE OCIOKHEHUS

- HEOOXOAMMOCTh MPOBEACHUS YKCTPEHHON 3aMECTUTEIbHON TeMOKOMITOHEHTHOM Tepanuu

- Jpyrue CHUCTEMHbIE HapylleHUs, OOYyCIIOBICHHbIE TEUYEHUEM OCHOBHOTO 3a00JIEBaHUS WJIU

PE3BUBIIMCCA BCICACTBUC IIPOBCACHHOI'O JICUCHMN A
IToxa3aHus K BbINKCKE MAIIUEHTA U3 craguoHapa:

1) BoccraHoBieHne MoKa3aTeneii mepudepudeckoii kpou (meiikoruts 6omee 1x10%/7, TPaHYJIOLUTHI
onee 0,5x10%/11, TpomGoumTs Gotee 50x10°/1, remorno6un — Gosee 80 /1) MOCIE OYEPEIHOTO Kypea
XT

2) Hopmotepmuss B TeueHue 3-5 CyTOK M OTCYTCTBUE HEKOHTPOJIMPYEMBIX HH(EKIIMOHHBIX

OCJIO)KHEHHUM B MTOCIIEKYPCOBOM MEPUOE
3) KynupoBanue reMopparu4eckux 0CJI0KHESHHUI

4) KynupoBanue TpoOMOOTUYECKHUX OCIOKHEHUI



5) KynupoBaHue cUCTEMHBIX HapylIeHUs, OOYCIOBICHHBIX TEUEHHEM OCHOBHOTO 3a00JIeBaHUS WU

PasBUBHINXCsI BCJICACTBHUC IMTPOBCACHHOI'O JICUCHUA.

3aKiIroueHre O IeIecCO00Pa3HOCTH TepeBoia 00MBHOTO B MPOMHIBHYI0 MEIUIIMHCKYIO OPTaHU3AIHIO
OCYIICCTBIIICTCS IOCJIC TPEABAPUTEILHON KOHCYJIBTAIIMM TI0 TPEIOCTABICHHBIM MEIUIMHCKUM
JOKYMEHTaM W/WJIH TPEABAPUTEIHLHOTO OCMOTpa OOJHLHOTO BpadyaMH CIEIUATHUCTaAMU MEAUITMHCKON

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSITHUSA)

«MounekyasipHash Tepanusi

IIpoepecc 6 usyuenuu monexyiaprnoeo namoeeneza OMJI npusen « paspabomke HOBbIX
«MONLEKVIIAAPHLIX» NPEnapamos, m. e. MOJEeKYll, MEXaHuM Oeticmsusi KOmopvlx C65A3aH C GIUAHUEM Hd
benku, QYHKYus KOMOpwvIX UBMEHAemcs 6 pe3yibmame Mymayuu Ui mpaHciokayuu (mapeemuoe
so30eticmsue). Hanpumep, eenemuueckue usmeHenuss NpUBOOSM K Mymayusim 8 2eHax, aKmueupyouux
Kackadvl mpaucoykyuu cuenana (nanpumep, FLT3, KIT, RAS), k cauaunuro 2enog unu mMymayusm,
NPUBOOAWUM K NOBBIULEHUIO UNU YSHEeMEeHUI0 MPAHCKPUNYUOHHOU axmuenocmu (Hanpumep, PML-
RARA, RUNXI-RUNXITI, CBFB-MYHI11, CEBPA) unu k napywenuto ()yHKUUU 2eHO8, B06/ICUECHHbIX 8
nepedavy cuenana (nHanpumep, NPMI, NUP9S, NUP). Xoms 015 HeKomopwiX Nnpenapamos,
OelicmeywWux Ha MOJEKYIAPHOM YPosHe, U Oblia npodemoHcmpuposara 3¢gpexkmusnocmo npu OMJI,
vorce na cmaouu KU 6vino nouwsamuno, 4mo OGONbUUHCIBO U3 HUX HEODOXOOUMO UCHONb308AMb 8
couemaHuu Cco CMAaHOAPMHLIMU YUMOCAMU4ecKuMy npenapamamu. B Hnacmoswee epems
npogooumcs 6onvuoe uyucno KH no usyuenuro sgpgpexmusnocmu npu OMJIl u 6e3onacnocmu

npenapamos u3 paziudHslx QapmayesmuyecKux epynn.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

NO

Kputepumn kauecrBsa

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCTB

YpoBeHb
ybeantenbHoCcTHn
pekoMeHaaummn

Y naumeHTa Cc nopospeHumeM Ha OMJ1 wam nNpu nNepBUMYHOM rNnpueme
naumeHta c¢ OMJ1 BbinonHeH c6op xanob6, aHaMHe3a M OLEHKa
06bEeKTUBHOIo craTtyca

5

C

Y nauymeHTa Cc nopgospeHuemM Ha OMJ1 wam npu nNnepBuMYHOM npueme
naumeHta ¢ OMJ1 BbinonHeH o06WwWnin (KIAWMHWYECKUN) aHanu3 KpoBu C
AnddepeHuUMpoBaHHbIM NOACHETOM NENKOUMUTOB (NTEMKOUNTapHIO DopMynbl) U
nccnenoBaHMEM YPOBHS TPOMBOLMTOB B KPOBU

Y naumeHTa C nopos3peHuneM Ha OMJ1 BbINONHEHO LUTOJSIOrUMYECKOro
nccneaoBaHMA Maska KOCTHOro Mosra (Muenorpammbl) U LUTOXMMUYECKOE
nccnenoBaHne MMKporipenaparta KOCTHOro Mo3ra

Y nauyumeHTa C nopo3peHmeM Ha OMJ1 BbINOMHEHO UWTOreHeTnyeckoe
nccneposaHune (KapMoTun) acnmpaTa KOCTHOro Mo3ra

Y naumeHTta c nopospeHuneMm Ha OMJ1 wnm npu nNepBUYHOM npueme
nauuveHTta c oMn BbINOJIHEH aHanus KpoBU 61MoXMMUYEeCKnin
obeTepaneBTNYECKNA (KpeaTUHUH, obwnii 6enok, obwmin bunnpybux, 1400)

Y nauueHTta c nopo3peHMeM Ha OMJI1 BbinosnHeH 06w (KANHUYECKNI)
aHann3 CNMMHHOMO3rOBOM XWAKOCTU

Y naumeHTa c nogo3peHuneM Ha OMJI BbiNosiHeHa peHTreHorpadus opraHoB
rpyaHon knetkn n/mnun KT opraHoB rpyAHON KNeTKM U/Mnun rosioBHOro Mo3ra

MauneHT ¢ Brepsble AMArHOCTUPOBaHHbIM OMJT Mpu HaAMuYMM BO3MOXHOCTM
BKJIIOYEH B K/IMHMYECKOE UCCnefoBaHne

Y nauneHTa Cc BNepBble ANArHOCTUPOBAHHbLIM omn, KOTOprﬁ He MoXeT 6bITb
BKJTlOUEH B KIIMHN4YeckKoe nccnenoBsaHune, nocne 3aBeplieHuns BCeX
ANarHOCTU4YeCKnxX MepOI'IpVIFITVIVI npoeeaeHa MHAYKUMNOHHaA Tepanuns

10.

Y naumeHTa c BepuduumMpoBaHHbiM OMJT, nonydatolero Tepanuio BHE paMok
K/IMHWYECKUX WUCCNeaoBaHuin 1M gocturwero NP nocne MHAYKUMOHHOrO 3Tana
Tepanuu, BbINOJIHEHA NpOrpaMMa KOHCONNAALUUN PeEMUCCUN

11.

Y naumeHTa ¢ BepuduumpoBaHHbiM OMJ1, nony4yatowero Tepanuio BHE paMoK
KJIMHUYECKMX uccnefoBaHui n gocturwero MNP nocne MHAYKUMOHHOrO 3Tana
Tepanuu, npoBeAeHa KOHCY/NbTauua B TPaHCM/JAaHTaUWMOHHOM LeHTpe AN
peleHns BOMpoca O BO3MOXHOCTM M LenecoobpasHOCTU BbIMOJHEHUS anfo-
TKM/anno-TrCK

12.

Y nauueHTa, nosy4yaroLlero Tepanuio no rnosoay sepuduumposaHHoro OMJ1 BHe
pPaMoOK KJIMHUYECKUX UCCeA0BaHMUM, Nocsie OKOHYaHns 1 n 2 KypcoB MHAYKLMU
pPEMUCCUN NPOBEAEHO LMUTOJIOFMHYECKOro uccrefoBaHUA Maska KOCTHOMO
Mo3ra (Muenorpammbl)

13.

Y nauueHTa, nosiyyatolero Tepanuio no nosoay sepuduumpoaHHoro OMJ1 BHe
pPaMoOK KJIMHUYECKUX UCCNeaoBaHWiA, NOCIe OKOHYaHUS KOHCOMAaLMmM peMUCCum
npoBeAeHO LMUTOJIOTMYECKOro MccneaoBaHUSA Maska KOCTHOro Mo3ra
(Mmenorpammel)

14.

Y nauueHTa, nosyyarowero Tepanuio nNo nosoay sepuduumposaHHoro OMJ1 BHe
paMOK K/IMHWYECKMX UWCCNefoBaHUN, MOCAe 3aBeplleHus BCel MporpaMmmbl
Tepanuu NpoBeAeHO LIMTOSIOrMYECKOro uccnefoBaHUA Ma3ka KOCTHOrO Mo3ra
(Mmenorpammbl)
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IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

LleseBasi ayTuTOPUS KINHUYECKUX PEKOMEH/TAIIMIA:

1. Bpauu-remarosnoru;

2. Bpauu-oHkosoruy;

3. Bpauu- neguarpsr;

4. Bpaun- aHEeCTE3UO0JIOTU-PEAHUMATONIOTH;

5. Bpauun-kinuHudeckue GpapMaKkoIorH.
Metonosiorus coopa 10Ka3areabCTB
MeTtozpbl, UCIIOJIb30BAHHbIE AJIs cOOpa / CENEKLNUU JOKA3aTeNbCTB!
[Touck myOnukanuii B crieliMaaIn3upOBaHHBIX EPUOANUECKUX MEYATHBIX U3TaHUSX;
ITouck B 1eKTPOHHBIX 0a3aX JaHHBIX.
ba3b1 naHHBIX, UCIIOIB30BAHHBIX ISl COOpa / CeNeKITNU JOKa3aTeIbCTB:

JlokazarenbHOW 0a30il IJii pEeKOMEHIAIMN SBISIIOTCS myOnukanuu, Bomeamue B KoxpallHOBCKYO
oubnmoreky, 6a3sl qanasix PUBMED u MEDLINE. I'myOuna moucka coctasisiia 30 ner.

MeTozbl, UCIIONIB30BaHHBIE /JIs aHAIN3a JOKa3aTeNIbCTB:

* O030pBI ONyOITMKOBAaHHBIX METa-aHAJIN30B;

* Cucremarnueckue 0030pbI ¢ TAOIMLIAMU JOKA3aTEIbCTB.
MeTob1, UCTIONIB30BAHHBIE /IJIS1 KAY€CTBA M CHJIBI I0KA3aTeIbCTB:
* KoHCEHCYC 2KCIepTOB;

® OHCHK& 3HAYUMOCTHU AOKA3aTCJIbCTB B COOTBECTCTBUU C peﬁTHHFOBOﬁ cXeMou JA0KAa3aTCJIbCTB (T3.6JI.
A2.1-A2.3).

Tadaunma A2.1. llIkana omeHkH YpoBHeil J0cTOBepHOCTH Aoka3zareabeTB (YI/I) anas meromoB

AMATHOCTUKHU (IMATHOCTUYECKUX BMEIIATEIbCTB)

yaa PacwudpoBka

1 CuctemaTtnyeckme 0630pbl MCCNeAoBaHWI C KOHTponeM pedepeHCHbIM MeToAOM WM  CUCTeMaTUyeckuin 063op
PaHAOMU3NPOBAHHbBIX KJIMHUYECKMX UCCIEeL0BaHNI C MPUMEHEHVEM MeTa-aHanm3a

2 OTaenbHble nccnepoBaHus C KOHTpONEM ped}epeHCHblM METOAOM UNUN OTAENbHbIE PaHAOMU3NPOBAHHbIE KIIMHUYECKNE
nccneaoBaHna M CcUCTteMaTnyeckue 0630pb| nccneposaHuii noboro An3anHa, 3a UCKIw4YeHuneMm paHAOMU3UPOBAHHDbIX
KINMNMHUYECKUX nccneaoBaHnn, C npumMeHeHnMeM MeTa-aHallim3a

3 WccnepoBaHus 6e3 MnocnefoBaTeNlbHOr0 KOHTPONs pedepeHCHbIM MeTOAOM WM UCCefoBaHus C pedepeHCHbIM
METOAOM, He SBNAWMMCS HE3aBUCUMMbIM OT WCCIEQYEMOro MeToda WM HepaHAOMWU3MPOBaHHbIE CpPaBHUTESNbHbIE
MccrnefoBaHUs, B TOM UYnUCie KOrOPTHbIE UCCNefoBaHMS

4 HecpaBHUTeNbHbIE NCCIEA0BaHUSA, ONUCAHUE KIMHUYECKOro criydas



5 MmMeeTca nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA N MHEHMe 3KCNepToB

Tadauma A2.2. lllkana omeHkM YpoBHe#l J0CTOBepHOCTH Aoka3zareabeTB (YI/I) anas meromos
NnpopUIAKTUKH, JIedeHUu st U peaduanuTAUMN (mpopmiakTHYECKUX, Jie4eOHbIX,

peadtMINTAIIMOHHBIX BMEIIATEIbCTB)

yaan PacwudpoBka

1 CucremaTtmnyeckuin 063op PKU c npumeHeHneM MeTa-aHanmsa

2 OtaenbHble PKU n cuctematnyeckmne o63o0pbl nccnenosaHuii nioboro amsanHa, 3a uckntoveHmeMm PKU, ¢ npumeHeHunem
MeTa-aHanmsa

3 HepaH4OMU3MPOBaHHbIE CPABHUTESIbHbBIE NCC/IEA0BAHUS, B T.4Y. KOFOPTHbIE NCC/IEL0BaHUS

4 HecpaBHUTENbHbIE WCCEA0BAHUS, OMWCAHME KIMHWYECKOrO C/lyyasi WMAW CEepUM ClydYaeB, MCCNEAOBaHUs <«Ciydan-
KOHTPOJIb»

5 VMiMmeeTcs nuwb 060CHOBaHWE MexaHu3Ma AEeNCTBUA BMellaTeNbCTBa (AOK/AMHUYECKUE WCCNEA0BaHUA) WM MHeHue
3KCrnepToB

Taomuma A2.3. llIkana ouenku ypoBHe#l yOemurteabHOCTH pexkoMeHaaumnii (YYP) aias meronos
NPOPUJIAKTHKH,  [AUATHOCTHMKH, JieYeHUss M  peadmwiuranuu  (MIpopHIaKTHYECKHUX,

ANATHOCTHYCCKHUX, neqeﬁHbe, peaﬁn.ﬂnTammHme BMeHIaTe.]ILCTB)

YYP PacwundpoBka

A CunbHas pekoMeHzauusa (Bce paccMaTpuBaeMble KpuTepun apheKTUBHOCTU (MCXOAbl) SABNSIOTCA BaXKHbIMU, BCE
NUCCNefoBaHUs MMEKT BbICOKOE WM  YAOBMETBOPUTENIbHOE METOAO0/IOMMYECKOe KAauyecTBO, WX BbIBOAbI MO
WHTEPECYIOLMNM UCXOAAM SABASIKOTCA COrNacoBaHHbIMU)

B YcnoBHasa pekoMmeHaaumsa (He BCce paccMaTpuBaeMble Kputepum 3MOEKTUBHOCTU (MCXOAbI) ABASIOTCA BaXXHbIMMU,
He BCe WCCNefoBaHUS WMMEKT BbICOKOE WAW YyAOBNETBOPUTENbHOE METOAO/I0MMYECKOe KayecTBO W/MauM ux
BbIBOAbI MO MHTEPECYOLNM UCXOAaM He SBASIOTCSA COrlaCoOBaHHbIMM)

(@ Cnabasi pekoMeHaaLms (OTCYTCTBME A0OKa3aTeNnbCTB Haznexallero kayectsa (Bce paccMaTpuBaeMble KpUTEPUM
3 deKTUBHOCTM (MUCXOAbl) SBAAIOTCS HEBaXKHbIMWU, BCE WCCNELOBaHUS WMET HM3KOoe MeTOoAosorMyeckoe
KauecTBO M UX BbIBOAbI MO MHTEPECYIOWMUM NCXOAAM HE SBSIOTCS COrlacOBaHHbIMMU)

HOpﬂ)]OK O00HOBJIEHHUS] KJIIMHUYECKHUX peKOMeHI[aIIHﬁ.

AKTyanu3anusi NPOBOAUTCS HE PEXE YEM OIMH pa3 B TPU rofa C YYETOM NOSIBUBILENWCS HOBOU
uHopMallMK O AMArHOCTUKE M TAaKTHKE BEJICHUS MalMeHTOB, crpagatouux OMIL. Pemenune 006
oOHOBieHNM TpuHUMaeT MunH3apaB Poccum Ha OCHOBE MPEMIOKEHUN, MPEACTABICHHBIX
MEAMLMHCKUMU NPO(ECCUOHAIBHBIMU  HEKOMMEpPYECKMMH  opraHuzauusmu. CdopMupoBaHHbIE
MPEMIOKEHUS TOJKHBI YUUTHIBATh PE3YNIbTAThl KOMIUIEKCHOM OLIEHKHM JIEKAPCTBEHHBIX MpPENaparosB,

MEIUIIMHCKAX U3JICTUI, a TAK)KE Pe3yNIbTaThl KIMHUYSCKOU arpoOariy.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

Hpunoxenue A3.1. [lmarHocTuYecKue TeCThl U UCCJICTOBAHMS, IPUMEHsAEMbIE
y NallMEeHTOB BIepBblie BbIABJICHHbIM OMJI

[MokazaTenb MccneposaHus HeobxoaMMocCTb nposeaeHus
nccnenoBaHms
Wccneposanus, KnnHuuyeckmnin aHanmns Kposu ¢ hopmyaomn [a
HeobxoauMmble ans
yCTaHOBMEHUS AnarHosa
AcnupaT KOCTHOro mMo3sra [a

TpenaHobuoncusa [Mo nokasaHusam
MMMyHOdeHOTUNMpoBaHme [a
LinToreHeTuka [a
FISH [To nokasaHusam
CkpuHUHr  RUNX1-RUNX1T1, CBFB-MYH1, PML/RARA wvnn Na
APYTUX reHoB
JliombanbHaa nyHKUUs [a

Heobxoaumble AHaMHe3 X13HU 1 3aboneBaHns [a

nccnenoBaHus no

Hayana neyeHus
CraTtyc naumeHTa (no wkanam ECOG/WHO) [a
Broxnmmnyeckoe nccnegosaHue, KoarynorpamMmma Oa
TecT Ha 6epeMeHHOCTb Oa
HLA-TunupoBaHue [Oa
'Iéacl:lrmposaHme KpOBM Ha Mapkepbl Bupycos renatutos B, C; [a
PeHTreHorpadus opraHoB rpyaHoON KneTku Oa
KT opraHoB rpyaHoM KjeTKku, roiloBHOro Mo3ra [a
3KI; 9XO-Kr Oa
BrobaHKunHr PexkomeHpaTenbHO
MyTaunu reHos NPM1, CEBPA, FLT3 PekomeHpaTenbHoO

MyTtaunu reHos WT1, RUNX1, MLL, KIT

B pamkax nccnenoBaHui

MccneposaHune
MPOrHOCTUYECKUX
MapKepoB

RAS, TP53, TET2, IDH1

B pamkax nccnefoBaHuii




Jkcnpeccusa reHoB ERG, MN1, EVI1, BAALC B pamkax nccnenoBaHui

OnpepeneHne MOb B pamkax nccnepoBaHum

I[Hpuioxkenune A3.2. Bapuantsl kypcoB xumuorepanuu npu OMJI

B Poccun TpamuuMoHHO TpUMEHSIOTCA NpoTokoibl Hemenko rpynmnsl BFM  (Berlin-Frankfurt-
Miinster). ITpotoxon 1998 roga uccnenosancsa B [epManuu B TeueHue 5 JET, B HACTOSIIIEE BPEMS ITO
UCCIICZIOBAaHUE 3aBEPILIEHO, €r0 UTOTU MOABENCHBI. Y 424 MallMeHTOB OLECHEHbl YPOBEHb JOCTHKCHHS
peMuccun, obias BepkuBaeMocTh (overall survival, OS), 6eccoObiThiiHas BEIKHUBaEMOCTh (event-free-
survival, EFS) u 6e3penuansHas BepkuBaeMocTh (relapse-free-survival, RFS). PesynbraTs! npuBeaeHsl

B Tabnuie 1. TepaneBruyeckas cxema npuBeeHa B pazaene « OnucaHue JeUSHHs.

Tabnuua 1. Pesynprarsl Tepanuu no nporokony AML-BFM-98

[JoctnxeHne BepostHoctb OB B BeposaTtHoctb BCB B BeposatHocTe BPB B TeuyeHue
pemuccumn, % TeueHue 4 net. % TeuyeHue 4 net, % 4 net, %
Bce nauneHTbl 90 67 55 61
CTaHaapTHbIN pUCK 91 78 65 71
Bbicokmin puck 87 55 40 46
BCB — OeccoObiTHitHas BbDKHBaeMoCTh, OB-o0miasi BbeDKMBaeMocTh, bPB-0e3pennnuBhas

BBIDKMBAEMOCTD.

UccnenoBanne AML-BFM-98, kortopoe ObuIO MpU3BaHO CpaBHUTH 3(PPEKTUBHOCTH paHHEU
IIECTUHEACIBHON  MOCTPEMUCCUOHHOM  Tepamuu  CTaHAAPTHBIMH  J03aMU  IUTapaOuHa™™*,
npeaHu3onoHa**, 6-tumoryanuna, nukiopochamuma** m mokcopybunmua** ¢ nByms “Omoxamu’
BBICOKOJIO3HOTO IUTapabuHa**, T1oka3ago, YTO TIPU OJAMHAKOBOM 3(P(HEKTUBHOCTH, YACTOTA
MH()EKIIMOHHBIX OCJIOXKHEHUN B TPyNIe JJIUTEIbHON Tepanuu Oblia BhIIe. B cBsi3u ¢ 3TUM rpymnmna
BFM otka3anace oT 6-HeleNbHOM KOHCOJNMAAIMHU, UCIOJIb30BaBIICHCs B TeueHue 20 JeT, B MOJb3y

KOPOTKOM BBICOKOZ03HOM Tepanuu [39].

B mnacrtosimee BpemMs B OOJBIIMHCTBE KIWHUK P® mpuUMEHSIOTCS MOAU(DHUITMPOBAHHBIC CXEMBI
nporokosia BFM 2004 roxa [39].

Onucanue JieyeHuUsl.

Tepanust mo MoauduuupoBaHHod Bepcuu mnpoTtokosia AML-BFM-98/2004 mnokazana npetsm c
nepBuyHbIM OMJI, KOTOpBIE HE MOTYT OBITh BKJIFOUEHBI B COBPEMEHHBIE KIIMHUYECKUE UCCIIeI0BAHUS.
[TatienTs co BropuuHbIM 1 OudenorunuueckuM OMIJI Takke MOTYT MOJIy4aTh 3TO JICYCHUE, OTHAKO

JJIs1 HUX MOXKET HOTpe6OBaTI>CSI HWHIUBHUAYAJIbHAsI KOPPCKIUA ITPOTOKOJIA.

MoanduunupoBannas Bepcus nporokosa AML-BFM-2004 (BeTBb BbICOKOI03HOM TePAINNN)



XUMHOTEpanus, COTIACHO ‘“OJOKOBOM” BETBU MPOTOKOIA COCTOMT M3 S5 HHUKIOB XUMHUOTEpANUU |
NOJJCPKUBAIOIIEH Tepanue 6-THOIyaHWHOM €KEJHEBHO M CTaHJApPTHBIMU J03aMH ILIMTO3UH-

apaOuHo3uja exeMecssyHo. (cxema 1)

Cxema 1. O0muii mian xumMmuoTepanuu comtacHo npotokony AML-BFM-2004 (BeTBb BBICOKOA03HOM

Tepanun) [68].

AML-BFM 2004

Induktion 1 Induktion 2 Konsolidierung ntensivierung
Al' ham! HAE R3
ADxE! IEI | 18Gy'
®) s
AIE? All Erhaltungstherapie 1 Jahr
) Cytarabin ith, 12
HAM \ H2CPA L | ham HAE yean
Gaadwisterspande Y,
baoku

Nupykuus pemuccun AlE:

Haumnaercs He3aBUCHMO OT HATMYHSI JICHKOTICHUH M TpoMOoIuToneHum! ! !

Hurapadbun** 100 Mr/Mz/cyTKI/I NOCTOSIHHOM MH(QY3Huel B TeueHue 1-x u 2-X CyTOK, 3aTeM
Iurapaéun** 100 mr/m? 30-MuHyTHO#H HHY3Heil Kaxbie 12 yacoB B aHU 3 - 8;

Wpapy6umun** 12 mr/m> 60-munyTtHOit nHdysueil kaxasie 24 waca B IHE 3, 5, 7, mepen

nuTapabuHOM™ *;
Ironmo3mn** 150 mr/m? 2-4acoBoii uH(y3uei nadysuei B guu 6 — 8, 3a 6 yacos 10 Ara-C;
HurapaduH** HHTpaTEeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHb | U 8.

HAM:

Ycnosue Havyana Gnoka: rpanyionutsl > 1000/Mki, nefikonutsl > 2000/Mki1, TpombotuTe > 100 000/

MKJI
Boicokue 703bI muTapadéuna** 3000 Mr/mM> 3-uacoBoii HHbY3Hel Kaxape 12 yacos B gHu 1 — 3;
MuTokcanTpon** 10 mr/m? 60-MuHyTHO#H HHbY3HCH B 11K 3 1 4;

[{urapaObua** mHTpaTEKaIbHO B BO3PACTHOM JIO3UPOBKE B JCHB 1.

Al:



Ycnosue Havana Gnoka: rpanyiouutsl > 1000/mki, nefikorutsl > 2000/Mx1, TpombotuTel > 100 000/

MKJI

Iurapa6un** 500 Mr/M> /cyTKH HempepbIBHOI HH]Y3HUel B TeueHne 4 THEI;
Hpapy6umun®* 7 mr/m> 60-MuHyTHO#N HH(Y3Hei B THI 3 1 5;

[urapaObua** uHTpaTEKaIbHO B BO3PACTHOM TO3UPOBKE B JHU 1, 6.

haM:

Ycnoue Havana Onoka: rpanyiaonutsl > 1000/Mki, nefikorutsl > 2000/Mxi1, TpombotuTsl > 100 000/

MKJI

Iurapaéun** 1000 mr/m? 60-MunyTHO#N HHbY3MEi Kaxbie 12 qacoB B xHu 1 — 3;
MuTokcaHTPon** 10 Mr/mM%/cyTkH 60-MUHYTHON HH(Y3HEi B THI 3 1 4;
[HutapaOun** UHTpaTeKalbHO B BO3PACTHON JO3UPOBKE B THU 1, 6.

HAE:

Ycnoue Havana Gnoka: rpanyionutsl > 1000/Mki, nefikorutsl > 2000/MKi1, TpombotuTel > 100 000/

MKIJI

BbIcoKHe 103bI UTAPAGHHA** 3 1/M” 3-4acoBoil uH(y3uen kaxasie 12 yacoB B aau 1 — 3;
Jrono3ua** 125 mr/m? 2-yacoBoii nHdy3ueit nudy3uei B guu 2 — 5;

[uTapaOuH** UHTpaTeKaJbHO B BO3PACTHON JO3UPOBKE B JIEHb 1.

Hoanep:kuBaromasi Tepanus:

B mporokonax rpynnsl BFM noanepxkuBatoiias tepanusi nurapadbuHom™** mo 40 MI/M? TOIKOXKHO |
pa3 B CyTKM IO 4 JHA KaXJOro MECsla IMPUMEHSETCS I0CJIE€ BOCCTAHOBJIEHUS IeMOI033a IOCIe

IOoCJICAHCTO KypcCa WHTCHCUBHOM XUMHUOTCPAIINH 10 UCTCUCHUA 18 MCECALICB OT Ha4aJia JICYCHUA.

OI[HaKO APYIUMH UCCIICA0OBATCIIbCKUMU I'PYIIIIaMHA ITOCJIC aHAJIOTUYHOM MHTEHCUBHOM XUMHUOTCPAITNN

HU3KO/I03HasI IOJIJIEPKUBAIOIIIAs Teparus He npumensieTcs [38].

IIpodpunakTuka 0C/H0KHEHUI, CBA3AHHBIX C JErOYHBIM M Lepe0pajibHbIM JIeHKOCTA30M NpPH
HHUIUAJBHOM rumnepieiikonuro3e. /[anHoe ocnokHeHHE Hambosee XapakTepHO AJis MAlMEHTOB C
BapranTaMi M4 n M5 1 HHHIMAIBHBIM JIeiikoruTo3oM Gomnee 50x10°/1 u ¢ Bapuantamu M1 u M2 ¢
WHUIIMAJIBHBIM JIEUKOIIUTO30M >100x109/n, XOTSI MOYKET Pa3BUTHCS M TIPH CYIIECTBEHHO 0OJiee HUZKUX
NOKa3areysiX JieWKouuTo3a. [lomymsimuro HauBBICIIErO pUCKA PA3BUTHSA CHHIpPOMA JIEMKOCTa3a
COCTaBJISIIOT JETH MJIQJIILIETO BO3pacTa ¢ MOHOIUTapHbIMU cyOBapuantamu OMJI, conpoBok1aeMbIMu
Koarynomatueidi. B 9Toil Tpymnme mnmanueHTOB Ha3Hau€HWE TOJHBIX 03 IUTO3WH-apaOWHO3UIA

COIIPSPKCHO € PC3KHMM BO3pPACTAHUC PHUCKA HeﬁKOCTaSa, BCJICACTBUC 3TOI'O TaKUM IIAIITMCHTOB IIOKAa3aHO



npoBeseHue Jelkonuradepesa (MO0 3aMEHHOTO NeEpeIvBaHMS Yy NAIlMEeHTOB A0 3-X JIETHEro

B03paCTa), /Ui MGHHKaMCHTOSHOﬁ MUTOPCAYKINHU.

[ocnemusisi MOXKET BKIIOYATh O-MepkantonypuH 40 wMr/M> B CyTKM B COYETAHHH C

I‘I/II[pOKCI/IMO‘—IeBI/IHoﬁ B 103€ 1500 Ml“/M2 B CyTKI/I WU Ha3Ha4YaTbCsa A0 CHUKCHUA JIGFIKOHPITOS& HHNXKE
50x10%/7.

Oneir HMUIL AI'OU cBunmerenscTBYyeT 00 3(¢(HEKTUBHOCTH HUTOPEAYKIIMK CHUKCHHBIMU J03aMHU
ATOMO3WAa H JayHOpyOunmHa (WM Jpyroro aHTpauukiuHa) Oe3 IMTO3WH-apaOMHO3HIA.
JaynopyOurmu** (22,5 mr/m>/cyTkn) u stomosmm** (50 Mr/M?/CyTKH) BBOIATCS MOCTOSHHOM
uH(Y3MeH 10 TeX MOp, MoKa YPOBEHb JEHKOIMTOB He nocturHeT 50x10°/m, Ho He Gonee 3-X CYTOK.
Jlanee mpoBOAMTCS WHAYKLUUSA IUTapaOMHOM™** ¢ no3amu aHTpauukiuHa U VP-16, u3 KOTOpBIX
BbIUTEHAa CyMMapHasi J103a 3THUX IpEenaparoB, MOJY4YEHHbIX Ha (a3e uuropenykuuud. Kpome toro, Ha
MPOTSHKEHUU LUTOPETYKTUBHOM (Pa3bl MpUMEHSETCS JeKCaMeTa30H™* BHYTPUBEHHO CTPYHHO B J103€
10 mr/m? /cyTku (pa3fgenuTh Ha 3 BBeIeHHs). B TedeHme Bcero Kypca MUTOPEAYKIIMH HE CIIEAyeT
IPOBOJUTH 3aMECTUTEIbHBIE TPAHC(HY3UH APUTPOLIUTOB, €CIH YPOBEHb I'E€MOITIOOMHA HE CHUKACTCS
Hmwke 70 /1 [40].

Bapuanmut Kypcoe undykyuu u Koncoauoayuu

Mporpamma nHAykumnun/ MpenapaThbl
KoHconMaaumm
ADE [69] LinTapabur** 100 mr/mM2, B/B 2 pa3a B cyTku B 1-10-i1 gHu, Bcero 20 no3 B 1 umkn, aanee B 1-8 AHK,
Bcero 16 o3
JayHopybuumH** 50 mr/mM2, gin 1, 3 5
Stono3ua 100 Mr/m2, gHu 1-5
AME [70] LinTapabur** 100 mMr/m2, B/B 2 pa3a B cyTkv B 1-10-11 aHu, Bcero 20 n03
MUTOKCAHTPOH** 12 Mr/mM2 B/B, AHN 1, 3, 5
Stono3na** 100 mr/m2 B/B, AHM 1-5
AIE [71] Untapabun** 100 Mr/m2 B/B 2 pa3a B CyTku B 1-2 aHu, BCero 4 no3bl, 120 mMr/m2 B/B 2 pasa B CyTKM B
3-8 gHu (Bcero 12 no3)
Wpapybuumn** 12 mr/m2 8/B, AHU 3-5
Stono3ma** 150 mr/m? B/B, AHU 6-8
HAM30 [72] Lintapabur** 3000 mr/m2 /B X 2 pa3a B CyTkM 1-3 aHu
MuTokcaHTpoH** 10 Mr/mM2 B/B 1 pa3 B AeHb B 4-5 i AHK
HiDAC [73] Lintapabur** 3000 mr/mM2 3-uacosas B/B UHDY3UA X 2 pas3a B AeHb, AHK 1-3
FLAI [73] ®nypapabur** 30 mr/mM2 /B 30-MUHYTHas MHMY3MSA 1-5 HK
LinTapabur** 2000 mr/m2 3-uacoBasi B/B UHdY3Ms 1 pa3 B AeHb Yepes
4 yaca nocfe BBeaeHus dnynapabuHa, B/ B 1-5 gHun
Mpapybuumn** 12 mr/mZ /B 10 MUHYTHas MHAY3Ma nNocie oKoHYaHus dnyaapabuHa** B 1,3,5 AHu
Kypca

IIporoxoa AML-BFM DS 2006

YV nereit ¢ OMJI, pasBuBmmmMcs Ha ¢GoHe cuHApoMa JlayHa, TOKCHUYHOCTh BBICOKHUX J103
AHTPALMKINHOB B COUYETAHUU C BBICOKUMHM JI03aMH IUTapaOuHA™* ropasao BhIIE, YEM Yy MAIIMEHTOB
6e3 cunapoma JlayHa; T03TOMY OHHU JOJIKHBI MTOTY4aTh JICYCHUE TI0 CTIEIIMAIbHOMY TpoTokony (AML-
BFM DS 2006) [74].

Cxema 2. O0mmii TuTad XUMHOTEpanuu coriacHo nporokoay AML-BFM DS 2006.



ML-DS 2006

haM HA

baoku

AlIE:

Iurapaéun** 100 Mr/M%/cyTKH MOCTOSHHOMN HHbY3Heil B TedeHne 1-X i 2-X CYTOK, 3aTeM
Iurapaéun** 100 mr/m?> 30-MuHyTHO#H HHY3Heil Kaxbie 12 yacoB B 1HU 3 - 8;

Npapyounmu** 8 MI/M? 60-munyTHOM wWHQY3UeH Kaxaeie 24 dWaca B 1nHU 3, 5, 7 mepen

nuTapaObuHOM ™ *;
Jrtono3ua** 150 mr/m> 2-qacoBoii nndy3ueit nHYy3Ueil B 1HE 6-8, 3a 6 4acOB 10 HUTApabHHA**;
Hurapabun™** HHTpAaTEKaIbHO B BO3PACTHOW JO3UPOBKE B JICHB 1.

Al:

Ycnosue Havama 61oka: rpanyaoruTel > 1000/mki, merikorutel > 2000/mki1, TpoMOGoruTel > 100 000/

MKJT

Iurapaéun** 500 Mr/M> /CyTKH HenpepbIBHOI HH]Y3HUel B TeueHHe 4 THEI;
Upapyouumu** 5 mr/m? 60-mMunyTHON HHbY3MeH B 1HE 3 1 5;

uTapadun™** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JieHS 0.

haM:

YcnoBue Havama 610ka: rpanyaoruThel > 1000/mkit, merikorutel > 2000/mkit, TpoMOGoruTel > 100 000/
MKJT

Iurapaéun** 1000 mr/m> 60-MunyTHOM HHY3Me Kaxbie 12 qacoB B aHH 1-3;
MuTokcaHTpoH** 7 Mr/M%/cyTku 60-MuHyTHOI nH(Y3HEH B 1HE 3 U 4;
uTapabun™** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JieHb (.

HA:

YcnoBue Havama 61oka: rpanyaonuthel > 1000/mki, nerikorutel > 2000/mki1, TpoMO6oruTel > 100 000/

MKJI
Bbicokue 103b1 nuTapaduna** 3 r/M? 3-4acoBoi nH(py3uei kaxapie 12 yacoB B quu 1-3;

HMurapadun™** UHTpAaTEKaIbHO B BO3PACTHON JO3UPOBKE B JIeHb (.



Hpuanoxenue A3.3. [lokazanus Kk ajno-TKM/amno-TI'CK B nepBoi moiHOM
pemuccun OMJI

Tabmuua 3.3.1. Cunarernyeckue noxkasanus K awno-TKM B nmepsoii mosHoi pemuccuu OMJI B
3aBHCHMMOCTH OT MOJIEKYJISIPHO-T€HETHYEeCKHMX, KJIMHMYecKuX xapaktepuctuk OMJI m pucka

TPAHCIJIAHTALMOHHOM JIeTAJIbHOCTH [75]

Fpynna OnpegeneHne rpynnbl Puck pa3BuTUS BanbHas oueHka NporHosa netanbHoCTH,
WHTErpMpoBaHHOIO pucKa pucka peunamnea B He CBfI3aHHOW C peuuavMBoM, KoOTopas
3aBUCUMOCTY oT nossonseTr cyuTtaTtb anno-TIrCK
BbINOSIHEHUS NpeAnoYTUTESNbHbIM BapuaHToOM
KOHCconMaaumm
XT  wam anno- wKana wKana PUCK CMEpTH, He
ayTo- TrCK, % EBMT HCT-CI CBSAA3aHHbIN c
TICK, % peumamsoM, %
BnaronpusaTHbIN e t(8:21) 1 n. <20 x 10% 35-40 15-20 <1 <1 10-15
n
e invl6; t(16;16) po 35
net
e MyTauums CEBPA  (2-
annenbHas)
e MyTaumsa NPM 6e3 FLT3-
ITD myTauni
e [P nocne 1-ro Kkypca
MHAYKLUK
e OtcytcTtBne MOB
MpoMeXyTOoUHbIN e t(8:21) mn. > 20 x 109/ 50-55 20-25 <2 <2 < 20-25
n
e HopManbHbI KapuoTun
(nnn noteps TONbKO X,
nnu TOJIbKO Y
XPOMOCOMbI) € 1. <100 X
109/n n npu
noctmxeHmn [P nocne
1-ro kypca
Mnoxon e HenocTkeue np 70-80 30-40 <3-4 <34 < 30
nocne 1l-ro Kypca Yy
naumeHToB K3 rpynn
6naronpusaTHoro "
NPOMEXYTOYHOr0 pucka
e HopManbHbI KapuoTun
M n. >100 x 109/n
e AHOManbHbIN KapuoTun,
HEeOTMeYeHHbIl B rpynne




NMPOMEXYTOUHOrO "
OYeHb Nnjoxoro
nporHosa

OueHb nnoxomn

MOHOCOMHbIV KapuoTun
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IIpuioxenue b. Ajaropurmsl geiicTBUI Bpadya

NpoaoREMTE
DA HOC THHBCKAR NOMCK

NeveHHe B PAMKAX NPOTOKGNA
KAMHAYBEKON WECNaROBAHWA

YYACTHE B KIMHIECKAX MOCNER0BaHHAX

Meagyrcuma pessaccrm
H
- )
Y k
MpoaoxeHie TEpani No NPGToKGY ;
KOHCONHOALMA PEMACCHIA Topam pogpacropi

Oa Hat nOa HaT
Mpynna BHCOKOND PHCKa OTeaT

TrcK MEOAGMHEHWE NEOTOKONA TrcK




Ipuwioxenue B. Unpopmanus 1 manmeHTa

OcCTpblif MHUETOUTHBIA JIEWKO3 — PEOKoe 3JI0KAaYeCTBEHHOE 3a0o0JjieBaHHE KpPOBETBOPHOW TKaHHU,
XapaKTepU3yIolasicd HEKOHTpoaupyeMoil mponudepamnueii, HapymeHueM auddepeHIupoBKU

1 HAKOIINICHHUEM B KOCTHOM MO3IC U nepmbepnqecmﬁ KPOBH HE3PCIIBIX TCMOIMOITHYCCKUX KIICTOK

[Ipu paszeutum OMJI mopakaroTcs Bce OpraHbl M CHCTEMbI, T.K. 3a00JieBaHWE HOCHUT
TeHEPAIM30BaHHBIA  (pAacpOCTPAHCHHBIN) XapakTep. B  KiIWHWYeCKOW KapTuHE 3a00JIeBaHUS
npeoOnanaloT  CHUHAPOMBI,  CBSI3aHHBIE C  MPOTPECCUPYIONIMM  HapacTaHHUEM  KOJIMYECTBa
3JI0KQUeCTBEHHBIX KJIETOK B KOCTHOM MO3T€, a TaKXe B TICUEHHU, CEJIE3CHKE, TaK e BO3MOXKHO

nopaxenue [{HC u apyrux opranos u cucteM. Hanbonee yacroe nposiBjieHue 3a0071€BaHUs:
1. JIuxopanka.

[ToBriienue Temmeparypsl Tena Beime 38,0C MokeT ObITh MEPBBIM M €AUHCTBEHHBIM IPOSIBICHUEM
3a00J1€BaHMsI, B CBSI3M C HAJIMYMEM OJACTHBIX (OIMYXOJIEBBIX) KJICTOK, BBIJICICHHEM HX IPOTYKTOB

KU3HCACATCIIbHOCTH, a TAK K€ B CBsA3H C Pa3BUTUCM I/IH(beKHI/IOHHOI“O nmponecca

2. UndexunonHblii mpolecc (aHruHa, CTOMATUT, MMHEBMOHMS M [p.) Pa3BUBACTCS B CBS3U C
BBITECHEHHEM OJIACTHBIMU KJIETKAMH KJIETOK HOPMAajJbHOTO KPOBETBOPEHUS — JICHKOIIMTOB/
HEUTPO(UIOB, 3aIMIIAIONIMX B 30POBOM COCTOSSHUM OPraHu3M peOeHKa OT OakTepualbHOW U
rpuOKOBOM HHPEKINUU

3. 'emopparuueckuii CHHAPOM (KPOBOTECUECHUS, TOSABICHUS CHUHSAKOB) B CJEICTBUM BBITECHEHHUS
0JaCTHBIMH KJIETKAMH U3 HOPMAaJIbHOTO KPOBETBOPEHUS TPOMOOLUTOB (KJIETOK OTBETCTBEHHBIX 3a
OCTaHOBKY KPOBOTEUECHUS)

4. Anemuueckuii cuHApOoM (OJIETHOCTh, BSUIOCTH, OBICTpAas YTOMIIIEMOCTb, CIIa0OCTH), TaK >Ke
pa3BUBAETCS M3 — 3a OTCYTCTBHS JPHUTPOIUTOB (CHUKCHHE TeMOITIOOWHA) B KOCTHOM MO3T€
nanuenta ¢ OMJL

5. bosib B KOCTAX U APYTMX MOPAKEHHBIX OpPraHax

6. YBennueHue pa3MepoB MEUEHU U CEJIe3EHKU, TTOSIBICHUE KENTYXH

7. Ilopaxkenue [THC MoxeT nMposIBIATHCS TOIOBHOM 00JIBIO, PBOTOM, CyIOpOraMu

I[J'IH YCTAHOBJICHUA AWArHo3a H€O6XOI[I/IMO BBIIIOJTHEHHE OOJIBIIIOTO KOJIHYECTBA I/ICCJ'ICI[OBaHI/Iﬁ KpOBH,
IMYHKOMHW KOCTHOTO MO3Tra H JIFOMOaTLHOM IMYHKOWHW, PCHTICHOBCKUX U TOMOFpa(i)I/ILICCKI/IX
HCCHCHOB&HHVI. I[J'IH MMPOBCACHUS XUMHUOTCpAIINU HCO6XOI[I/IMa ITOCTAHOBKA HCHTPAJIbHOI'O BCHO3HOTI'O

karerepa (LIBK), Bo n3bexxanne MHOTOUMCIEHHBIX YKOJIOB B Nepu(epruiecKue BEHbI.
Bce naBazuBHBIE Iponieaypsl (MyHKIMH, octaHoBka [{BK) BemonHstoTCs mox o01mieli anecte3uei.

Jledenne OCTpOro MUEIOHWIHOTO JICHKO3a COCTOMT B OCHOBHOM W3 JIBYX JTaloB: WHTEHCHBHas (asza
Tepanmuyd W TIPOBEJACHWE TPAHCIUIAHTAIIMHM TEMOIMO3THYCCKUX CTBOJOBBIX KIETOK. Bo Bpems
WHTECHCUBHON (Da3bl XUMHOTEPANUS TPOBOAUTCS C HEOOJBIIMMH WHTEPBAJIAMH, 9acTO HEOOXOIUMO
npeObIBaHUE MMAIIMEHTA B CTallMOHApe. XUMHUOTEpANusl MEePBON JUHUU COCTOUT M3 TPEX OCHOBHBIX
MpernapaToB: IIMTO3ap, BEME3Wa, MayHOPYOWIMH (MAapyOWIIMH WM MHUTPOKCAHTPOH).  3areM

IIPOBOJAUTCA HECKOJIBKO KypCOB BBICOKOJ03HOM XUMHOTCPAIIUU.



[To6ounbIe A (HEKTH XUMUOTEpaITIH:

AN L KWW N~

. Bemmanenue Bonoc

. TomrHoTa u pBOTa

. CHmxeHue / u3MeHeHHe armneTuTa
. JImxopanka

. Pa3BuTHE MH(EKIIMOHHBIX 04aroB

. lenpro Tepanuu SBISETCA M3JICUEHUE OOJE3HM, MPEAOTBPAIICHHE PEIUIMBOB U OCIOKHEHUU

CBSI3aHHBIX KaK C MPOSBICHUAMH OOJIE3HH TaK U C PAa3BUTHEM WHAYLUHUPOBAHHOW (BBI3BAHHON
XUMHUOTEpanueil) amnaazuu kpoBersopeHusi. CyMMapHas JUIMTENbHOCTh TEPAMU COCTABIISAET OKOJIO
6 mecsues, 6e3 mposenenus TI'CK. CokparieHue JIMTENTBHOCTH TEpanud MOXKET MPUBECTH K
YBEIIMYCHUIO pHUCKa penuauBa Oone3Hu. [Ipu Tepamuu B COOTBETCTBHM C COBPEMEHHBIMHU

IIPOTrpaMMaMHU JIEUEHHSI BEPOATHOCTh BBI3IOPOBIICHUS COCTaBIsIET 0K0JI0 70%.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusAX

IHpuioxkenue I'l. MosekyasipHo-reHeTu4ecKkas kiaaccupuxkamua OMJL

Tabmuua I'l.1. European Leukemia Net (ELN) monexynspHo-reHeTndeckas kinaccudukanus OMJI
(20171 [25].

KaTeropuu pucka MoneKkynsipHO-reHeTMYeCckre XapakTepUCTUKN

BnaronpusaTHbIR NPOrHO3 t(8;21)(g922;922.1); RUNX1-RUNX1T1

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

MyTaumm NPM1 6e3 FLT3-ITD wnu ¢ FLT3-ITD v HU3KOW annenbHOM Harpy3skomn*
BuannenbHasa myTtauusa CEBPA

MpOMEXyTOYHbIM MPOrHo3 MyTaumm NPM1 v FLT3-ITD c BbICOKOW anfenbHOM Harpyskom**

Ovknin Tun reHa NPM1 6e3 FLT3-ITD wnn ¢ FLT3-ITD € HW3KOM annenbHOW Harpyskon (npwu
OTCYTCTBUM LUTOFrEHETUYECKUX KPUTEpMEB HEHGNaronpusTHOrO NporHo3a)

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

LinToreHeTnyeckme aHoManumm, KOTOpPble HE OTHOCATCSA K KaTeropuu 61aronpusiTHOro nporHosa
nnu HebnaronpuMsaTHOro NPorHosa

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

NpOrHo3 t(v;11923.3); nepectponkn KMT2A

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

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

KoMnneKCcHbIW KapnoTun

MOHOCOMHBbIV KapuoTun

Ouknia Tun reHa NPM1 v FLT3-ITD C BbICOKOW annesibHON Harpy3kom**
MyTauum RUNX1 ***

MyTauum ASXL1***

MyTauun TP53

(*) Hu3kas annenbHas Harpyska (0,5)
(**) BeICOKas ayuienbHas Harpyska (>0,5)

(***) ecnm ykazaHHBIE MyTallud OOHAPYXWUBAIOT Yy TAIHUEHTOB ¢  OJIArompUsTHBIMHU

OUTOT€HETNYCCKUMHU aHOMAJIUAMU, TO UX O6Hapy)KeHI/Ie HC UMECT 3HAYUMOCTH.

Hpunoxenue I'2. MoJiekyJpHO-TeHETHYECKHE IPOTHOCTHYECKHE (PAKTOPbI
pucka npu OMJI

Tabmuua I'2.1. MoJiekyasipHO-TeHeTHYEeCKHe U KAMHN4Yeckne nmpusHaku OMJIL, pasgeiasiomme

MAlMEeHTOB HA OJIAarONpPHUATHYIO M HEOJIATONPUATHYIO POrHOCTHYECKHE Tpynnbl [25]

LinToreHetnyeckme mapkepeol MonekynspHble Mapkepsbl KnnHunyeckne dakTopsbl

BrnaronpusiTHble NporHocTuyeckne akTopbl:

t(15;17), (t(8;21)(g22;922); inv(16) MyTupoBaHHbIi  CEBPA  (6unannenbHas HeratuBHble Mapkepbl MOB
(p13.1922) nnn t(16;16)(p13.1;922) MyTaums),

MYyTUpOBaHHbIN NPM1 6e3 FLT3-ITD npwu
HOpMasibHOM KapuoTune

HebnaronpusaTHble NporHocTMyeckne MakTopsbl:



inv(3)(g21926.2) nnu t(3;3)(q21;926.2);
t(9;22

t(6;9)(p23;934);
t(v;11)(v;g23);
-5 nnn del(5q);
iy

I
abeppaunu (17p);
KOMMJIEKCHbIM KapuoTun, MOHOCOMHBbIN
KapuoTun

YBenuyeHa akcnpeccus Evil;
MLL-peapaH>XWUpOBKW;
FLT3-ITD-myTauus;
DNMT3A-MyTauus;

C-KIT-myTauumsa (ana t(8;21); inv(16))
BAALC-3Kkcnpeccusa

ERG-3kcnpeccus

MN1-3kcnpeccusa

WT1-nonumopdusm
BCR-ABL-NO3UTUBHOCTb

BTopuuHbin OMJT
rnepnelikountos (>100x10°/n
ansa nwoéoro

MO-BapuaHT no FAB)
Jkcnpeccus CD34 Ha 6nacTHbIX
KneTkax

DKCTpaMeaynnsapHble NopaxeHns
(ocobeHHO, KoXxa)

OTcyTCcTBME  pemMuccuu  nocne
nepBoro Kypca

MepcucteHumns mapkepos MOB




