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Cnmcok cokpaueHni

auo-TT'CK — TpaHCIUTaHTAIMs AJIJIOT€HHBIX TEMOTIOATUYECKUX CTBOJIOBBIX KIIETOK
ao-TKM — TpaHcIuiaHTanus ajjlor€HHOro KOCTHOTO MO3ra
AJIT — anannHamMuHOTpaHChepas3a

ACT — acnmapraTamuHOTpaHcdepasa

ayto-TI'CK — TpaHcIutanTanus ayToJ0THYHBIX CTBOJIOBBIX T€MOMO3THYECKUX KIIETOK
ayto-TKM — TpaHcmiaHTanus ayToJ0rMH4HOro KOCTHOTO MO3ra
BJIPC — Gera-nakTamasbl pacIIupPeHHOTO CIIEKTPa

BJIII — BbICOKHE 103BI IUTapaOMHA

BUY — Bupyc uMMyHOACPHUITUTA YSIIOBEKA

BO3 — Bcemupnas opranuzaius 34paBoOXpaHEHUs

JIHK — ne30kcuprOOHYKIEHHOBAsI KUCIOTA

KKT — xeny104HO-KHUIICYHBIA TPAKT

WA — uHBa3uBHBIN acnepruiuies

NPT — ummyHOPEHOTHUITHYECKOE MCCIICIOBAHNE

KM — kocTHbIi MO3T

KU — knuHMYecKue uccienoBanus

KT — xomnbroTepHast Tomorpadust

JIAI' — nakTaTnernaporeHasa

M/IC — muenoaucniacTU4eCKUi CUHAPOM

MJILI — masbie 1036l IUTapabuHa

MOBb — muHMManeHas ocTaToyHasi 60J1e3Hb

MII — mepkanTonypus

MII3 — muenonponudepaTuBHOe 3a00I€BaHKE

MC — MuenouaHas capkoma

OJI — ocTpslit IEHKO3

OJIJI — ocTpeiif iuMdoOIacTHBIN TeHK03

OJIC® — ocTpblit JIeiiK03 CMEIIaHHOTO (heHOTUIA

OMUJI — ocTpblii MUEIOUIHBIN JIEHKO3

OI1JI — ocTpblil TPOMHUEIOLUTAPHBIN JEUKO3
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[TIP — nosnHas pemuccus

[1LIP — nonumepasHas uenHas peakuus

PKH — paH10MU3MpOBaHHOE KIMHUYECKOE UCCIIEI0BAHKE

PHK — pubonykienHoBasi KHciaoTa

PTIIX — peakuus "TpaHcmiiaHTaT MPOTUB X035UHA"

TKM — TpaHCIuranTanusi KOCTHOTO MO3Ta

Y/ — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

YVYP — ypoBeHb yOSIUTEILHOCTH PEKOMEHIAITNI

XT — xumuorepanus

IMB — nuromeranoBupyc

IHHC — uenTpanpHas HepBHAs CUCTEMa

OKT — anexrpokapauorpadus

Ox0-KI" — saxo0-anexrpokapauorpadus

FAB xnaccugukanus — ¢ppaHiry3cko-aMepuKaHCKO-OpUTaHCKas KilacCupUKaus

FISH — ¢uroopecnienTHast in situ ruOpyr3aIus

NCCN — HannonanbsHast 001iecTBeHHast IPOTHBOPAKOBAS CETh

** — )U3HEHHO HEO0OXO0MMBbIC U BOKHEUIITHE JICKaPCTBEHHBIE MPETapaThl

# — mpemapaT, NMPUMEHSIOUIUICS HE B COOTBETCTBHM C IOKAa3aHUSMU K IPHUMEHEHUIO U
MIPOTUBOINIOKA3aHUSAMH, CIIOCOOAMH MPUMEHEHUS M J03aMH, COJIEpXKAIIMMUCA B MHCTPYKLUHUHU IO
MIPUMEHEHHUIO JICKapCTBEHHOTO Tipenapata (o¢d-1eitdmn)

TepMuHBI U onIpeesIeHUs

Octpeie muenoumnbie Jeiko3sl (OMJI) — KiIOHambHBIE OMYyXOJIEBBIE 3a00JICBaHUS
KpOBETBOPHOM TKaHH, CBSI3aHHBIE C MyTaIlMeil B KJIETKe-TIPEIIECTBEHHUIIE TeMOII033a, CIEACTBUEM
KOTOPOM CTaHOBUTCA OJIOK 1udPepeHInpoBKH W OECKOHTPOJIbHAS Mposindepanusi HE3PeIbIX
MHUEIOMIHBIX KIIeTOoK [1, 2].

Ornenka 3pGeKTUBHOCTH TEPAITUH:

[Tonnoi pemuccueir OMJI npuHSITO Ha3bIBaTh COCTOSIHUE KPOBETBOPHOM TKAHH, ITPU KOTOPOM
B IYHKTAaTe€ KOCTHOTO Mo3ra oOHapyxuBaercs 5% u MeHee OJacTHBIX KIETOK MPU HOPMAIbHOM
COOTHOIIIEHUH BCEX POCTKOB KPOBETBOPEHHS, OTCYTCTBYIOT OJIACTHBIE KJIETKH C MajloukamMu Ayaspa
¥ JKCTpaMeyIUISpHbIE 0Yaru, MpH KOJMYecTBEe HelTpoduiaos B mepudepuueckoil kposu 1,0 X
10%n, npu komrgectBe TpomOGormToB 2100 X 10%1, M OTCYTCTBHMH SKCTpaMemyILISPHBIX OYaroB
JEHKEeMUYEeCKOro pocTa. YKa3zaHHbIE MOKA3aTeIH JIOJDKHBI COXPAHITHCS B CTAOUIILHOM COCTOSIHUU B
TeyeHne | Mecsua u Oonee. YcTaHaBiIMBAaeTcs HpPU OTCYTCTBHM JAaHHbIX o craryce MOB.
OneHuBaeTcs mMocie Kypca HHAYKINH.

[Tonnas pemuccus (IIP) ¢ orcyrctBueM MuHuManbHO# octatounoit 6onesnu (MOB) (MOB-
[1P) — monHas pemuccus ¢ OTCYTCTBUEM B IYHKTaT€ KOCTHOTO MO3ra OOHApy>KEHHOTO B Ae0roTe
OMIJI renernueckoro mapkepa (merogom I1I[P) unu knetok ¢ aGeppaHTHBIM UMMYHO(GEHOTUIIOM
(MEeTO/IOM MPOTOYHOM IIUTOMETPHH ).

MunumanbHast octatrouynas Oone3nb (MOB) — 3To HeOomnbIas MOMYJSAIUS OMYyXOJIEBBIX
KIIETOK, KOTOpasi He MOKeT ObITh 3adUKCHpPOBaHA C TOMOIIBIO CBETOBOTO MHUKPOCKOTMA, HO
oOHapyXuBaeTcss 0ojieeé TOHKMMU METOJaMHU HCCIETOBAHUS, BBISBISIONIUMHU | JEHKEeMUUYECKYIO
kietky Ha 10*® uccnenyempix.

I1P ¢ HemoMHBIM BOCCTAaHOBIIEHUEM — TOJIHAS PEMHCCUS MPH COXPaHSIOUIEHCS HEUTpOoTIeHUN
(< 1 x 10%n) unu TpomGormToneruu (< 100 x 10%/m).

Heynauu B sieuenun:
PesucrentHas opma — OTCYTCTBUE HOJHOM peMHUCCHU (CMOTPHU OINpENiesIeHUE BBIIIE) MOoce
npoBeaenus 6ioka uaaykiuu (AME/ADE/AIE).
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[Tpu Gmacro3e meree 15% U OTCYTCTBUU OJHO3HAYHBIX MPU3HAKOB HATWYHS JTCHKEMUICCKIX
61acToB (Hampumep, najaoyek Ayspa) HEOOXOIUMO MOATBEPKICHHE PeHPAKTEPHOCTH C MOMOUIBIO
NOT wmu UTOreHeTUYECKUX/MOJICKYISIPHBIX MapKEPOB.

Peummue — Oonee 10% nelikemMudecknx OJIacTOB B KOCTHOM MO3re€ WM JH000€
AKCTpaMENyJUISIPHOE IOPAKEHUE HE MeHee 4yeM depe3 | Mecsiy Hocie yCTaHOBJIEHMsI IEpBOM
MOJIHOM KJIMHUKO-TEMATOJIOTUYECKOW PEMUCCHH. YUHUTHIBAs BO3MOYKHOCTH JIOKHOW JAUArHOCTUKH
peuyarBa Ha OCHOBaHMM HOBBILICHUS COJAEP)KAaHUS TI'€MATOTOHOB, HEOOXOAMMO COOTHECEHHE
6macro3a, "TUTpa" BRIABICHHOTO MOJICKYJISIPHOTO MapKepa U MMMYHO(EHOTUITHPOBAHUSI.

MoJIeKyIISIpHBIH/IMMYHOJIOTHYECKUH penuanB — BbisiBJIcHHe MOB MeTomom mnpoTo4yHOMU
murtomerpun w/umu [IIP B mocimenoBarenbHOM IBYXKPAaTHOM HCCICIOBAHUU C WHTEPBAJIOM HE
MeHee 2-X HeAeNb, IPU YCIOBUU aHaiu3a abeppaHTHOTO UMMYHO(MEHOTHUIA WM BBINOJIHEHUS
MOJIEKYJISIPHOTO MCCIIEZIOBaHMsI 1O Hayalla Tepariuy.

Heiiponeiiko3 — mo6oe KoaudyecTBO OJacTOB B IUTOMpenapare, HEOOBICHUMOE
KOHTaMHHAITUEH JHUKBOpa MepudepudecKkoil KpOBBIO; H/WUIM CHMIITOMBI TIOPAXEHHUS YEpPEIHO-
MO3TOBBIX HEPBOB WJIM MHAs HEBPOJIOTHYECKAsh CUMITOMATHKA, CBS3aHHAS C XJIOPOMHBIM POCTOM.
WHTpakpaHuanbHble W HMHTpPacHUHAJIbHBIE SOUAYypalibHble "XJIOPOMBI" TMpPH  OTCYTCTBUHU
JIEUKEMHYECKHUX KIETOK B JIMKBOPE HE CUMTAIOTCS Hewnposeiiko3om. ['pamanus cratyca [HHC
MOPAXKEHUS OIMPeIeNsieTCs MPOTOKOJIOM TepauH.

NHnykuust peMuccuu — TEpHOJ HA4daJdbHOTO JICYCHHS, IEIbI0 KOTOPOTO  SIBJSIETCS
MaKCUMaJbHO OBICTPOE M CYIIECTBEHHOE COKpAIICHHE OITyXOJeBOW Macchl W mocTwxkeHue [P
(0OpruHO 1-2 kypca). IMeHHO B 3TOT mepuona Ha (OHE MPUMEHEHUS IIUTOCTATHYECKUX CPEICTB
KOJIMYECTBO JIEMKEMUUYECKUX KIIETOK B KOCTHOM MO3re ymeHblmaeTcss npumepHo B 100 pas, T.e. B
MoMeHT KoHctarauuu [IP B koctHOoM wMo3re Mopdosoruuecku omnpenensercas menee 5%
OIIyXOJIEBBIX KJIETOK.

Konconmupamusa pemuccun — BTOpbIM 3TanoM Tepanuu OMJI  sBisiercst 3akpernsieHue
JOCTUTHYTOTO TMPOTUBOOMYXoJieBoro 3¢ddekra (o0bryHO 2-3 Kkypca). B Hacrosiiee Bpems B
OOJIBIIMHCTBE CIy4aeB KOHCOJIMJAIIMS SBJsETCS] Hanbojiee arpeCCUBHBIM U BBICOKOJIO3HBIM 3TalioM
npu sedenun OMJL. 3apmageit 3Toro mnepuoma SBISIETCS 1O BO3MOXKHOCTH emie OoJbliee
YMEHBIIEHNE YUCIIA OCTAIOIIUXCS NOCII€ NHIYKIUN JEHKEMUYECKUX KIETOK.

[lopnepxuBaromiee jJe4eHUE — MPOJOJDKEHUE LUTOCTATUYECKOIO BO3JECHCTBUS B MEHBIIHNX
7103aX, 4YeM B MEPHO] MHAYKIIUU/KOHCOIUIAIMYA PEMUCCUH, MIIM HHOTO — TapreTHOTO — BO3ACHCTBHUS
Ha BO3MO’KHO OCTAOIIMNICS OIyXOJIEBbIN KIIOH.

[Ipodunaktuka wuiIM, OpU HEOOXOJAWMOCTH, JIEYEHHE HEWpoJeHKeMUn — OJTOT ITal
pacnpenensercs Ha BCe IEPUO/Ibl TPOrPaMMHOTO JIEUEHUS] — HHIYKIUIO PEMUCCUU, KOHCOIUIALINIO
U MOJJIEPKUBAIOILIEE JICYUCHHE.

Tpancrmanranus koctHoro wmo3ra (TKM) — mox 3TuM  TEPMHHOM  OObETUHEHBI
TPaHCIUIAHTAIUS TEMOIMOITUYECKUX CTBOJIOBBIX KJIETOK KOCTHOTO MO3ra nepudepuieckoil KpoBH U
MYTIOBUHHOM (IIJIalleHTapHON ) KPOBHU.

1. Kparkas wunHpopmanusi mo 3a00/1eBAHHMK0 WJIM COCTOSAHHIO (rpymie
3200J1eBaHUI MJIA COCTOSHUM)

1.1. Onpenenenue 3a00/1eBaHUS WJIM COCTOSIHUSA (FPyNNbI 3200J1eBAHNI WJIM COCTOSIHMIA)

OcCTpblii MUETOHMHBIN JIEHKO3 — 3TO KJIOHAIBHOE OIyXO0JIeBOE 3a00JIeBaHHE KPOBETBOPHOM
TKaHU, CBSA3aHHOE C MyTalMed B KIICTKE-NPEIIICCTBEHHHIIC T'eMOI033a, CJICICTBHEM KOTOPOM
CTaHOBUTCS ONOK auddepeHINPOBKH U OECKOHTPOJIbHAS TPOJM(pepaIusi HE3pEIbIX MUCITOHTHBIX
Kietok [1].
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1.2. DTHoNorus U MaroreHe3 3a00/1eBaHusl UJIU COCTOSIHUS (TPYNIbI 3a00JIeBaHUI HJIH
COCTOSIHM i)

OMIJI sBnsieTcss CHEACTBHEM TOBPEXKJEHUS — MYTallMM — B TEHETHYECKOM MaTepualie
KJIOHOT€HHOW KpPOBETBOPHOW KIIETKM. B pe3ynbrate 3TOro IpOMCXOAWT HapyLIEHUE KOHTPOJIS 32
KJIETOYHBIM IIMKJIOM, U3MEHEHUE MPOoLiecca TPAHCKPUIIIIUUA U MPOAYKIIUU Psijia KIIOYEBBIX OEIIKOB.
BenencrBue OeckOHTpobHOW mposdepannud B OTCYTCTBUE IUGGEPEHIIMPOBKUA TPOUCXOIUT
HAKOIUICHHE TAaTOJOTMYECKUX KIeTOK. TOT (hakT, 4To MmaroreHe3 OCTPHIX JICHKO30B CBS3aH C
F€HETUYECKUMH TOJIOMKaMHU, JIOBOJIbBHO 4YacTO TMOJTBEPXKAAeTCS OOHApPYKEHUEM pa3IMYHBIX
XPOMOCOMHBIX abeppauuil (TpaHciokauui, Aenenuil, uHBepcud u T.1.). B GonblInHCTBE ciiydaes
KOHKpeTHasi mnpuyuHa BO3HUKHOBeHHS OMJI ocraercs HemsBecTHOW. OHAKO CYIIECTBYET
HECKOJIBKO TpeIpacnoJiaraiomux (HakTopoB, KOTOPbIC 3HAYUTEIHHO YBEIMYUBAIOT PUCK PA3BUTHUS
sTOoTrO 3aboJyieBaHMs. YeTKo JO0Ka3aHHAs B3aUMOCBSI3b MEXy HOHU3HMPYIONICH paauaruei mnpu
B3pBIBE ATOMHOW OOMOBI, a TaKke XUMHO- W PaJuOTEpamnuell Mo MOBOJY APYTHX OIMyXOJeH ¢
MOBBIIICHHBIM PUCKOM BO3HUKHOBEHHS OCTPBIX JIEHKO30B 3aCTaBWJIA U3YYHTHh JAPYTU€ BO3MOXKHBIC
neikeMoreHHble  (GakTopel (HU3KHWE JO3bI  paJuallid, XUMHYECKHE BEIIECTBA, KypEHHE,
AJIEKTPOMArHUTHBIE BOJHBI). Jl0OKa3aHO, YTO MEXIy KYpEeHHEM U PHUCKOM pa3BUTUS OCTPOTO
JIeKO3a CYIIEeCTBYET JI030Basi 3aBUCUMOCTh, KOTOpasi 0COOEHHO OYeBUAHA IS JIHUI] cTapiie 60 JeT.
Psn uccnenomateneit mpemmnosiaraet, uro okoyio 20% OMJI aBIAIOTCS CHENCTBHEM KypEHUS.
benzon mpu umMTENTEHOM BO3CHCTBHE HAa OPraHU3M YeNIOBEKa JAeT JeHKeMOTreHHBIH A (deKT, HO
MpU HEOOJIBIITUX KOHIIEHTPAIMAX ITOTO BEIIECTBA, C KOTOPHIMH Yallleé BCETO CTATKUBAIOTCS JIFOIH
Ha MPOU3BOJCTBE, HE JJOKAa3aHa B3aUMOCBS3b C MOBBIIMIEHHBIM PUCKOM BO3HUKHOBeHHs1 OMJL. Tlpu
M3y4YEHUW TIOCTOSTHHOTO BO3JICUCTBHS MAJIbIX 703 pajdallid MOKa HE MOJIYYEHO JT0Ka3aTebCTB B
MOJb3y  yBENIMYEHHUsT YacToThl  3abojeBaemoctd OJI.  BrmepBeie  B3aUMOCBSI3b  MEXKITY
npeamecTByomeid XT, JTydeBBIM JICUEHHEM KaKUX-TMOO IPYTMX OIYXOJIEBBIX 3a00JIeBaHUM M
yBEJIMYEHHBIM pUCcKOM pa3zButusi OMJI Oblia oTMeueHa y MalMeHTOB, U3JIEYEHHBIX OT JTUMQOMBI
XomkkrHA. [loka3aHo, YTO HE CTOJBKO KyMYJIATHUBHAs J103d, CKOJIBKO MHTEHCHBHOCTH J030BOTO
BO3JICUCTBUSI OOYCIIOBIIMBACT TMOBBIIMICHHE 4YacTOThl 3abosieBaemMoct OMJL. Puck pazBurus
BropuyHoro OMJI HanGoJiee BHICOK B MEpHOa OT 2 710 9 JIeT mocie 3aBepiIeHHs PEAIIeCTBYOIICH
XT. B 85% cnydaeB BTOpUUHBIE JICHKO3bI BOSHUKAIOT B CpOKHU 10 10 jeT OT OkoHYaHus jeueHus [ 3,
4]. Dtuonorusa u crnenudpuyeckue (GpakTopbl, MPUBOIAIINE K Pa3BUTHIO BTOPUYHBIX MHEIOMIHBIX
OIyXOJIEH, MOJIHOCTBIO HE HU3y4eHbl. B maToreHe3 BOBJIEYEHbI MHOIME T€HETUYECKHUE IyTH HU
KoonepatuBHble  MyTauuu. "Bropuunsie”" < OMJI, accomuupoBaHHbIE C  IPUMEHEHUEM
AIKWIMPYIOIUX areHTOB, 4acTo JeOTHUpYIOT ¢ Muenoauciuiactudeckoro cunapoma (MJC) c
MOHOCOMMEN MJIM YaCTUYHOM aenernuend xpomocoM S v 7. D1oT Tt OMJI BO3HUKAET OTHOCUTEIBHO
MIO3/IHO, B CpEeJIHEM uepe3 S-7 JeT Noce JIeUEHUs IEPBUYHOM OIyXOJIH.

BeposatHOCTh  pa3BuTusi JIEHKO30B  YBEJIMYMBACTCS IPU  CIEAYIOIIUX T[E€HETUYECKU
00yCIOBJICHHBIX 3a00JI€BaHUSX: BpOXKACHHAs aramMmarioOynuHemusi, cunapom llIBaxmana-
JlaiiMmoH1a, aTakcHs-TeNIeaHrnodKTa3us, cuHiapoM Jlyu-Opaymenu, nHelipoduOpomaro3, aHemus
Haiimona-brnekdana, Tspkenas BpokaeHHas HedTponeHus, aHemuss PankoHu, cuHapom JlayHa,
cuHnapoM biyma.

1.3. DOnuaemuosorus 3a0ojieBaHus WM COCTOSIHMSA (rpynmbl 3a00/1eBAaHMI  MJIM
COCTOSTHMA)

Cuuraercs, yto OMJI 3aboneBaer B cpeaueM 3-5 yenoBek Ha 100 Teic. HaceneHus B rof. [lpu
3TOM 3a00JI€BaEMOCTh PE3KO BO3pacTaeT B Bo3pacte crapiue 60 et u cocraniser 12-13 yenoBek Ha
100 ThIc. y mrozeit B Bo3pacte crapuie 80 jer. MenuaHa Bo3pacta 3TOro 3a00JeBaHUs COCTABISET
65 ner. Dmuaemuonorus OMIJI cpenn nerckoro HaceneHus: B Poccuiickoin @enepanuu u3ydeHa
HegocTaTouHOo. OCTpblii MUETOUIHBIN J€iiKo3 BcTpeuaeTcss B 20% OT BCEX OCTPBIX JIEWKO30B Y
nereit, coctaBisier 6% oT Bcex omyxousieit y aereit. Hoseie ciywan OMJI cocrasmsiror 0,7-1,2 /
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100000 & rox [1, 5].

1.4. OcoGenHocTH KOAMPOBaHUS 3a00J1eBaHMs WJIM COCTOSIHUSI (rpynnbl 3a0o/1eBaHUM
WJIN COCTOSIHUI) 0 MesKIyHapOIHO# CTATHCTHYeCKOH Kiaaccudukanuu 0osiesHeil n npodJiaem,
CBSI3aHHBIX CO 310POBbEM

C92.0 OcTphlit MUEIOUTHBIN JIEHKO3

Hcknrouenne: 060CcTpeHrE XPOHUIECKOTO MUEIOUIHOTO Jeiko3a (C92.1)
(C92.3 MuenouHas capkoMa (XJ10poMa, TpaHyJIoLUTapHasi capkoMa)
C92.5 Octpplif MUETOMOHOLUTAPHBIH JIEHKO3

(C92.6 Octpslit MuenouIHbIN Jelko3 ¢ 11q23-anomanueit

C92.7 Opyroit MUEIOUIHBIN JIEHKO3

(C92.8 Octpas muenonaHas JeikeMus ¢ MyJIbTUINHEHHON qucIiazuen
C92.9 MuenouiHbIH J€iiK03 HEYTOUHEHHBIH

(C93.0 Octpslif MOHOLIUTAPHBIH JIEWKO3

C94.0 Octpas 3puTpeMus U IPUTPOIICUKO3

C94.2 Octpslif Merakapro0JIacTHBIN JeMK03

1.5. Knaccupuxauus 3a0osieBaHMsl MJIHM COCTOSIHMSA (Tpynnbl 3a0oJieBaHMil HWJIM
COCTOSTHM )

[lepeuens BapuantoB OMJI u apyrux omyxoseit ¢ muenougaHoi auddepenunposkoit (BO3,
2016) [6, 7]:

Knaccudukanmus BO3  (2016) moapasagenser Bce OMJL, OCHOBBIBasiCh Ha HX
LUTOI€HETUYECKUX U MOJIEKYJISIPHO-TEHETUYECKUX OCOOEHHOCTAX, U MMEHHO 3TH OCOOEHHOCTHU
(GopMUPYIOT KIMHUKO-TIATOJIOTNYECKUE TPYIIIIbI:

OMUI ¢ ycTOMYMBO BBISBISIEMBIMU T€HETUHUECKUMHU aHOMAJIHSIMHU

OMJT ¢ t(8;21)(922;022); RUNX1-RUNX1T1

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

OIlI ¢ t(15;17)(g22;912); PML-RARA

OMJI ¢ t(9;11)(p22;923); MLLT3-MLL

OMJI ¢ 1(6;9)(p23;934); DEK-NUP214

OMJI ¢ inv(3)(q21g26.2) or t(3;3)(g21;926.2); RPN1-EVI1

OMUJI (merakapuo6mnactasiid) ¢ t(1;22)(p13;q13); RBM15-MKL1

OMIJI ¢ BCR/ABLI1 <*>

OMJI ¢ reHHBIMH MyTallUSIMU <*>:

OMJI ¢ myrupoBaHHbIM reHOM NPM1 <*>

OMJI ¢ 6uamnensHoi myTanueii rena CEBPA <*>

OMJI ¢ myrupoBanHbIM reHOM RUNX1 <*>

OMUJI ¢ u3MeHeHusAMH, CBA3aHHBIMU C MUEJIOJUCILIA3UEN

Muenounasle HEOIIa3UK, CBsI3aHHbIe ¢ npeamecTByromed XT

OMJI, no-npyromy He cneunduiupoBanubie (NOS)

OcTpplit MEenoOIaCTHBIHN JIEHKO3 ¢ MUHUMAIBEHOU JU(depeHIInpPOBKOMA

Octpslit MHENOOIACTHBIH Neiiko3 6e3 co3peBaHus

Octpblit MHENOOIACTHBIH JIEHKO3 ¢ CO3peBaHUEM

OcTpblif MHETOMOHOOIACTHBIH JIEHK03

Octpblit MOHOOIACTHBIN/MOHOLIUTAPHBIN JTEHKO3

OcTpblil 5pUTPOMUEINO3

Octpblif MerakaproOJIacTHBIN JTEHKO3

Ocrtpsiit neiiko3 u3 6a30¢puIoB

OcTperiit manMueno3 ¢ MuenoGpuopo3oM (CHH.: OCTpbIA MUENO(HUOPO3; OCTPBIN MUETOCKIEPO3)
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Muenounanas capkoma (CHH.: 3KCTpaMeAyJUIIpHAsi MUEIOUHAS OIYXOJib; TPaHyJIOLUTapHAs
capkoMa; XJIopoMa)

MuenouHsle OIyXoJid, CBA3aHHbIE ¢ cUHApoMoM JlayHa

TpaH3uTOpHBIN aHOMaIbHBIN MUENIONO033 (CUH.: TpaH3uTopHoe MII3)

MuenonaHbli JIEUKO3, CBA3aHHBIN C CUHApOMOM JlayHa

OnyxoJib U3 MIa3MalUTOUIHBIX JEHAPUTHBIX KIETOK

OcTpble 1eHK03bI HEONPEIEIEHHOM JIMHUY IU(PepeHIIUPOBKH

Ocrtpsiii HenmnphepeHTMPOBAHHBIN JIEHKO3

Ocrtpplii neliko3 cmemanHoro ¢pexoruna c t(9;22)(q34;q11.2); BCR-ABL1

Octpelil neiiko3 cmemanHoro ¢enoruna c t(v;11q23.3); peappamxupoBka reHa KMT2A
(panee — MLL)

OcTpplil neliko3 cmemanHoro ¢exnorumna, B/mMuenonausiit, NOS

OcrTpplil neliko3 cmemanHoro ¢peHoruna, T/muenonausiii, NOS

Ocrtpplil neiiko3 cmemannoro ¢peHoruna NOS <*>

OcTtpslie neiko3bl HeonpeaeneHHoi uann quddepennnpoBkun NOS <*>

<*> HOBBIE TPYIIIbI, BBEACHHbIE B Kiaccudukauio BO3 B 2016 1.

[Moarpynma "OMJI ¢ ycTOWYMBO BBISIBISIEMBIMH XPOMOCOMHBIMH aHOMATUSIMHU" OOBEAUHSIET
HECKOJIbKO BapraHToB OMJI:

"OMIJI ¢ t(8;21)(q22;q922); RUNX1-RUNX1T1"

"OMJI ¢ inv(16)(p13.1922) wmu t(16;16)(p13.1;q22); CBFB-MYHI11" (mpu BbIsIBICHUU
YKa3aHHBIX XPOMOCOMHBIX IIEPECTPOEK, HECMOTpPS Ha YHUCIO OJACTHBIX KJIETOK B ITyHKTaTe
KOCTHOT'O MO3Ta, BCerJja YCTaHaBIMBAIOT JUArH03 OCTPOTO MUEJIOUTHOTO JIEHKO03a).

"OILI c t(15;17)(q22;q12); PML-RARA"; tpancnokaruu RARA ¢ apyrumu maptHepamu
BBIZIEISIIOTCS B oTAenbHBIe (hopmbr OMJI, nampumep, OMJI ¢ t(11;17)(q23;q12); ZBTB16-RARA;
OMIJI c t(11;17)(q13;q12); NUMAI1-RARA; OMJI c t(5;17)(q35;q12); NPM1-RARA; OMIJI ¢
STAT5BRARA.

Panee Beinensemas kareropus "OMJI ¢ anomamusimu 11g23 (MLL)" Oblna mepeBeneHa B
kareroputo "OMIJI ¢ t(9;11)(p22;923); MLLT3-MLL"; apyrue TpaHCIOKaIMH, OTIUYAOIIUECT OT
TeX, 4To BKiIo4aroT MLLT3, nomkHBl OBITH OTACIBHO yKa3aHbl B auartose, Hanpumep OMII ¢
t(6;11)(927;923); MLLT4-MLL; OMJ ¢ t(11;19)(q23;p13.3); MLLMLLTI1; OMJ ¢
t(11;19)(923;p13.1); MLL-ELL; OMJI ¢ t(10;11)(p12;q23); MLLT10-MLL.

beutn Beiienensr Tpu HOBBIX noAarpynmsl: "OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214", "OMJI ¢
inv(3)(q21926.2) or t(3;3)(g21;926.2); RPN1-EVI1" u "OMJI (merakapuoOiacTHbI) ¢
t(1;22)(p13;q13); RBM15-MKL1", penkuii Bapuant OJI, Hauboyiee 94acTO AUATHOCTHUPYEMBIH Y
JeTEeH.

Y mamuentoB OMJI ¢ HOpMallbHBIM KapUOTHIIOM OBLIH BBIJCJICHBI JIBE€ HOBBIE KAaTETOPHUU:
"OMJI ¢ wmytupoBanHbiM TeHOM NPMI1 (mykneodo3mun (saepHbiii  docdomnporenn B23,
HymatpuH))" u "OMJI ¢ myrupoBannbiM reHoM CEBPA (6emnok, cBsspiBaromuii suxancep CCAAT
anbpa (CCAAT/enhancer binding protein (C/EBP) alpha))". HakamnuBaercss Bce Oosblie
JI0Ka3aTeNbCTB B MMOJIb3Y TOTO, YTO 3TH MYTAIlMU OINpPEAeNSAoT HapyuieHus auddQepeHIupoBKu
TeMOIIOATUYECKUX KIIETOK ¥ OTHOCSTCS K TaK Ha3bIBAEMBIM MYTAILIUSM 2-TO KJacca.

Mytaiuu B reHe fms-cBsizanHO# Tupo3uHkHMHa3bl 3 (fims-related tyrosine kinase, FLT3)
oOHapyxuBaroT npu MHorux BapuaHtax OMJI u ux oTHoOcAT Kk MyTanusM 1-To Kiacca, T.e. K TeM,
KOTOpBIE OMPEAETSIOT MPEUMYIIECTBO OIYXOJIEBBIX KIETOK B Mpoiudepanul W/uil BbDKUBAHUU.
OMJI ¢ myraumsmu FLT3 He BbIIensATCs B OTIENBHYIO KaTErOpHI0, OJHAKO HEOOXOIUMO
OTIPEIeNATh 3TH MYyTallMU, TaK KaK OHU UMEIOT MPOTHOCTHYECKYIO 3HAYUMOCTh. PeKoMeHIyeTcs He
ToJIbKO onpenenars Haimmuue FLT3-ITD, HO u omnpeaensaTs Tak Ha3plBa€MOE alIEIbHOE
COOTHOILIEHHE, KOTOPOE XapakTepu3yeT 00beM OMYyXOJH. AJUIEIbHOE COOTHOIIEHHE CUYUTAETCS
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BBICOKUM IIpH 3HAYEHHsIX, paBHBIX W Oonee 0,5, W HU3KUM — mpu 3HadyeHUsXx menee 0,5.
[IporsocTruyeckyro 3Ha4YMMOCTh UMEIOT BBICOKHE 3HAUEHUS.

Panee Beimensiemas moarpynmna "OMJI ¢ MmynbTHIMHEHHONW MucIuia3uel” B KiacCU(UKALIAN
BO3 (2016) onpenensercs kak "OMJI ¢ usmMeHeHusiMHU, CBsI3aHHBIMU ¢ Muenoauciuaszuein”. OMJI
MOTYT OTHOCUTbCA K Kareropuu "OMJI ¢ u3MeHeHusiMu, CBSI3aHHBIMU C MUEJIOAMCIIIa3uen", eciu:

1) 3 20% 6nacTHEIX KIETOK B KOCTHOM MO3T€ U TlepuepuuecKoii KpoBH;

2) cymectByer mnpexamectByiomas wucropus MJIC wimum WHOro MHenonposmpepaTuBHOTO
3aboneBanus (MII3);

3) CyIIeCTBYIOT ITUTOT€HETUUECKUE AaHOMAJINH, ACCOIIMMPOBAHHBIE C MUEJIOTUCIIIIA3UECH:

a — KOMITJICKCHBIN KapruoTU (3 XpOMOCOMHBIX aHOMAJIMHU U OoJiee);

0 — HecOaylaHcpoBaHHbIE TiepecTpoiiku: -7 wiu del(7q); -5 wmm del(5q); i(17q) wmu t(17p); -13
umu del(13q); del(11q); del(12p) or t(12p); del(9q); idic(X)(q13);

B —  cOamaHcupoBaHHBIE  mepecTpoiiku  (Tpanciokaruu):  t(11;16)(q23;p13.3);
t(3;21)(926.2;922.1); t(1;3)(p36.3;021.1); t(2;11)(p21;923); t(5;12)(933;p12); t(5;7)(933;911.2);
t(5;17)(a33;p13); 1(5;10)(a33;021); t(3;5)(025;034).

4) MynbTUIMHEHHAS TUCIUIA3HS;

5) OTCYTCTBYIOT "yCTOMUYMBO BBISBIIIEMbIC XPOMOCOMHBIC aHOMAJTHH "

6) panee He npoBoauiIach X MO MOBOY APYroro 3a00JIeBaHHUS.

OMJI, kak apyrvue MHEJIOUIHbIE OIYXO0JIH, BO3HUKIINE BCIEACTBUE paHee mpoBoaumoit XT o
MOBOY ApYrux 3a00eBanuii, B 0TACIbHYIO (hopmy OMJI HE BBIIESIOTCS.

[IporHoctuyeckue GakTopsl
VY neteit 00ycnoBiIeHbI OMOJIOTHIECKUMH XapaKTEPUCTHKAMHU JIEHKEMHUYECKOTO KJIOHA.

@DakTOpbI MPOrHO3a, CBsI3aHHbIE ¢ 3a00/eBanueM (OMJI)

@dakTophl, CBA3aHHbIE C 3a00JIEBaHWEM U BIMAIOLIME HAa PE3yNbTaThl TEpamuu, CIEIyeT
aHAJIM3MPOBATh HAa BCEX ATalax JICYeHHA. DTO OOYCIOBIEHO TEM, YTO JIEWKO3-aCCOLMUPOBAHHBIE
(akTOpbI MPOTHO3a MO3BOJISIOT OLEHUTH 00BEM OIYXO0JIEBOM MaccChl, YyBCTBUTEIHLHOCTh OJACTHBIX
KJIETOK K IUTOCTAaTUYECKUM IpenaparaM, CKOPOCTh SJIMMHUHAIINU JTEeHKEMUYECKUX KIETOK U 00beM
MOB.

[Ipexxne Bcero, HEOOXOJMMO  YUMUTHIBATh TaKU€ BIIOJIHE  JOCTYIHBIE  KIMHUKO-
reMaToJIOru4eckue MapaMeTpbl, acCOLMUpPOBaHHbIE ¢ HeOmarompuaTHeIM TeueHueM OMII, kak
nerkoruTos BeIie 100 x lOg/n, HEJIOCTHUKEHUE MTOJTHOM PEMUCCUU MOCII€ IEPBOT0 MHIYKIIMOHHOTO
Kypca.

OpnuM u3 BakHEHIMX (aKTOPOB MPOTHO3a, compsukeHHbIX ¢ OMJI, sBusercs kapHOTHIT
neiikeMudyeckux KieTok. lMccnemoBanue KapuoTHIa HEOOXOJMMO TMPOBOJIUTH B 00sS3aTeIbHOM
MOPsIIKE BCEM MarueHTaMm ¢ nojgo3penueM Ha OMJL. JlaHHBIE IMTOTEHETUYECKOTO HCCIEA0BAHUS
o3BOJISIIOT Bepuunupoats OMJI B ciiyyasix, Korja NpUHLIUIKAAIBHBIM SBISIETCS HE KOJTUYECTBO
OnmacTHBIX KJIEeTOK (MeHblie unu Oombiie 20%), a oOHapyXeHHE XapaKTepPHBIX XPOMOCOMHBIX
abeppauuii. Peur mper, B wactHoctH, 0 Tak Ha3zpiBaeMoMm CBF (Core Binding Factor) OMJI,
KOTOpBI 00BequHSET ciaydan ¢ TpaHciokaruen t(8;21) m mHBepcueit inv(16), HE3aBUCHUMO OT
OTCYTCTBHSI WJIM HAJTMYHS TOTIOTHUTEIBHBIX XPOMOCOMHBIX adeppariuii.

I[ToMmumo »3TOro, Ha OCHOBAHMM W3y4YCHHs] KAPUOTHUIIA TPEACTABISAETCS BO3MOXKHBIM
ctpatuduimpoBarh nanruenToB OMJI Ha 3 OCHOBHBIE TPYMIBI: OIATONPHUATHOTO, IPOMEKYTOUHOTO
u HebOnaronpusTHOro nporHosa (cm. Ilpunoxenue 172). Ionpasnenenue naunenroB OMJI Ha s1tn
TPYIIBI  [IEIECOO0pa3HO € TOYKM 3pEHUs BBIOOpAa TAaKTUKH MOCTPEMUCCHOHHON Teparuu:
MpUMeHeHne uTapabuna B BeICOKUX fo03ax (B/IL]), ucnons3oBanue TpaHCIIAHTAIIMH aJNTIOTEHHBIX
CTBOJIOBBIX remomodTrueckux kietok (amio-TI'CK). B mocnennee BpeMsi psii pOCCHICKUX U
aMEPUKAHCKUX SKCIIEPTOB MAIlEeHTaM C HeOJIarompUsSTHBIMU aHOMAIHUSIMU KapUOTHIIA BOOOIIE He
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PEKOMEHIYIOT CTaHJApPTHYIO XHMHUOTEPANMI0 BCIEACTBHE €€ HHU3KOM A(PQPEeKTUBHOCTH, a
Npe/IararoT UHbIC HU3KO03HbIC M TapreTHBIC BO3JICHCTBUS C IEPBOTO Kypca MHAYKIMH [8].

Cnenyer OTMETWUTb, YTO Yy IMOJIOBUHBI nanueHToB ¢ OMIJI ompenensiercss HOpMalbHbII
KApUOTUIl JIEHKEMHUYECKUX KJIETOK. JTO MOXET CIY)KUTh OCHOBAaHHEM B psJie ClaydaeB s
nposenenus FISH-uccnenoBanus i MoseKymnsipHO-TEHETUYECKUX UCCIIEJOBAHUM € LIENIbIO MOMCKa
OTZAEIBHBIX XUMEPHBIX T'€HOB WM IOJOMOK KapHOTHIIA, ACCOLMUPOBAHHBIX C OIPEAEICHHBIM
KJIMHUKO-TeMaTosiornueckuM ¢penotuniom OMJI u nporrozom: RUNXI-RUNXI1T1 (t(8;21)),
CBFB-MYH11 (inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214,
MOHOCOMUH 5, 7, THBEPCUU 3 XpOMOCOMBI U PsiJia IPYTrHUX.

Bmecre ¢ Tem, HEOOXOAMMBIM SBISETCS M MOUCK y mauueHToB ¢ OMIJI ¢ HOpMaibHBIM
KAPUOTHUIIOM MYTallMid OTAEJIbHBIX T'€HOB C YCTAHOBJIEHHBIM HPOTHOCTHYECKUM IOTEHIIUAJIOM.
MounekynsapHo-reneTnueckas crpatudukanus naueHtToB OMJI Ha rpynnbl pucka npeacTaBlieHa B
[Ipunoxxennn ['2.

@DakTOpbI NPOrHO3a, CBSI3aHHbIE ¢ HeaJeKBAaTHOM X T

B P®, k coxkaneHuio, CylecTByeT Takod (akTop HEOIaronpusiTHOr0O NpPOTHO3a Kak
HEaJIeKBaTHOE IUTOCTATUYECKOE BO3EHCTBHE B MEPUOJ WHIYKLUHH/KOHCOMUIAIUHN (YyMEHbIIEHUE
pacueTHBIX 703 LUTOCTATUYECKUX IMpEnaparoB M 3HAYUTEIbHOE YJIMHEHUE WHTEPBAJIOB MEXIY
Kypcamu), WK HeaJleKBaTHas MpeaiedeHHoCTh. Eme B Hauane 1970-X ro/10B, Ha MEPBBIX dTarnax
cranoByieHuss XT OMJI amepukaHCKUMU HCCIeIOBaTENSIMA ObUIO JOKa3aHO, 4TO I(PPEKTUBHOCTh
nporpaMMsl 'S5 + 2" CTaTUCTUYECKU 3HAYUMO XyXke, yeM nporpammsl "7 + 3". bonee 20 net Ha3zan B
Poccuiickux ~ uccnegoBaHMSX — OBLJIO  MPOJEMOHCTPUPOBAHO,  4YTO  yMEHBIIEHHE 103
AQHTPAIIMKINHOBBIX aHTHOMOTUKOB M ITUTapabuHa B Kiaccu4yeckoi mporpamme "7 + 3" mpuBOIUT K
CYIIIECTBEHHOMY YXY/IICHHUIO MOKa3aTeeil 00Iei 1 6e3peliuAnBHOM BEDKUBaeMOCTH [3].

be3 MounekynsapHO-TeHEeTHUECKUX HCCIEAOBaHMM, BBINOJHEHHBIX B Je0ioTe 3a0osieBaHus,
coBpeMmeHHoe jieueHne OMJI HeBO3MOKHO.

1.6. KnuHuveckasi kKapTuHA 3200J/IeBaHUSI UJIM COCTOSIHUS (TpPynnbl 3a00/1eBaHU MU
COCTOSIHMIA)

B OCHOBHOM KIMHHUYECKHE TMPOSBIEHUS CBSI3aHBl C  3aMELIEHHEM HOpPMalbHOU
reMOIIOATUYECKOMN TKaHU OITYXOJIEBBIMH KJIETKaMU1 (anemus, TPOMOOLIMTONICHHUSI,
IPaHyJOLMUTONEHUS), MHOUIbTPALE MMM pAa3IUYHBIX OpPraHOB M MPOAYKIHUEH pa3iIHuHBIX
utokuHOB [9]. JIe6roT OMJI MOKET ObITh OCTPBIM CO 3HAYUTEIBHBIM MOBBIIICHUEM TEMIICPATyPhI
Tena, pe3koi cmaboCThi0, HHTOKCUKALMEH, KPOBOTOUMBOCTHIO, TsKeNbIMH HH(peKkuusmMu. OmaHako
HEpelKO TUAarHo3 YCTAHABIMBAIOT CIydaHO MpHU MPOPHIAKTUYECKOM OCMOTPE HIIM B CIlydae
TOCIUTATU3AIMH 110 APYTOi MPUYKHE.

[Ipn 0OBEKTUBHOM OOCIEIOBAaHHH MOXET He HAONI0AaThCd HHUKaKuX cuMmnromMoB. Ho
JOBOJIHO YacCTO BBIABIAETCA YBeIMUYeHUE Mepudepudeckux TuM(aTHYecKuX Y3J0B, IEYEHH,
Celie3eHKH (YTO HauboJiee XapaKTepHO A MOHO- M MHUEIOMOHOOIACTHOTO JIeHK03a), TUIIEePILIa3Hs
JeceH (Ipu MUEIOMOHO- ¥ MOHOOJIACTHBIX BapuaHTax), MHPUIbTpalus KOXH (IIpU MUEIOMOHO- H

MOHOOJIaCTHBIX BapI/IaHTaX), reMoppaqueCKHﬁ CUHAPOM pa3J'IPI‘-IH01>i CTCIICHU TSAXKECTU — OT
METeXHAJbHBIX BBICBIIAHUM [0 TSKEIbIX KpOBOTequHﬁ, oomu B KOCTAX, apTpaJiruu,
HEBPOJIOTUYCCKAA CHUMIITOMATHKa (MCHI/IHI‘eaJ'IBHBIe 3HAaKM — TOJIOBHaA 6OJ'IB, pPUTrHHOCTDb

3aTBUIOYHBIX MBIIIL, cuMnToM KepHura, mapes JuIeBOro, ria3oABUraTeIbHOIO U JIPYTUX HEPBOB,
napes3bl HWKHHX KOHEYHocTed u T.4.). B aHanu3ax KpoBH Moryr ObITh HecHenuduueckue
M3MEHEHHsI: TPEXPOCTKOBAs IIUTOTICHUS, WIIM aHEMMs, UM TOJIBKO JIEMKONEHHs MU JIEUKOIUTO3,
Wi TpomOouuToneHus. bracTHple KJIETKM MOTYT He ONpeneNnaTbcs B aHaiu3e nepudepuyeckont
KpOoBU M, Hao00poT, cocTaBisATh 90-95% Bcex nelikonuToB. KolM4yecTBO NEHKOLMTOB TaKXkKe
BapbupyeT oT MeHee 1,0 1o 200-300 x 10%n. Ipumepno B 15% ciydaes B neGroTe 3a601eBaHus
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ompeensiercs aeikonuros 6oaee 100 x 109/

Huddepenunansuas  guarHoctuka OMIJlL  mpocra, TOCKOJIBKY, €CIM  €CThb  €ro
Mopdosioruueckoe MOATBEepKAeHHE (OnacTHbIE KIETKM B IyHKTaTe W/WiIM B mepudepuyeckont
KpOBH), AMAarHO3 OuYeBUJEH. TpyIHOCTH BO3HUKAIOT HA MEPBBIX 3TallaXx — IPHU aHAJINW3€ Ma3KOB
nepudepuyeckoil KpoBH, KOT/1a OJACTHBIX KJIETOK HET. Y BEJTHMUEHHE YHCIIa JICHKOIUTOB CO CABUTOM
(bopMyIBI BIEBO TPH Pa3IMYHBIX HH(PEKIIMOHHBIX MPOIECCaX, a TAKKEe TPOMOOIIUTONICHHS, aHEMUS
Y TEMOPPAruuecKuil CHHAPOM MPHU TSDKEJBIX MHQPEKIHMSIX M CEICHCEe MOTYT BBI3BIBATH COMHEHUS B
mrarHoze OJI, HO B TakWX ciydasx HUKOTJA HE OOHAapYKMBAIOTCS TUIUYHBIC OJACTHBIC KIECTKH.
Hepenxo Ttpebyercss muddepeHnranbHas AMArHOCTHKA € WHQEKIUOHHBIM MOHOHYKJIEO30M U
HEKOTOPBIMH JPYIrMMH BUPYCHBIMH HWHQEKIUSAMH, TeM Ooyiee YTO KIMHWYECKas CHMIITOMAaTHKa
(TOBBIIEHHE TEMIEpaTyphl Teia, 00 B Topiie, yBEIUYEHHE TUMQPATHUYECKUX Y3JI0B, NEYEHH,
CEJIE3eHKH) MO’KeT HamoMuHaTh TakoByio npu OJI. [IuddepeHunanbHplii IUarHo3 I0JDKEH
MPOBOJUTHCS  CO  CIEAYIOIIMMHU  3a00J€BaHMAMM: JIpYTME€  OCTpble  JIEWKO3bl:  OCTPBIH
nuM@OOTaCTHBINA JIEHKO3, OCTPhIN OU(PEHOTUTHYECKHUH JIEUKO3, MUEJIOUCIUIACTHUYECKUI CHHIPOM,
IOBEHWJIbHbIE MHEIIOMOHOIIMTAPHBIA JIEHKO3, JEWKEMHOJHbIE pEaKlUH, arulacTU4ecKas aHeMHUS;
3JI0KaYeCTBEHHbIE ~ HOBOOOpa30BaHUS  HEreMaTOJIOTMYEeCKOW  mpupoisl  (HeilpobiacToMma,
pabaomuocapkoma), OCOOCHHO MpH HAJUYUU JKCTPAMEYJUISPHBIX MOpPaXEHUH, C OJIaCTHBIM
KpU30M XPOHHYECKOTOo Muenojeikos3a (mpucyrcrtBue ¢uianenb@uiickoii XpoMOCOMBI HE Bcerna
MIOMOTaeT, TaK Kak 3TOT MapKep MOXET OOHAapyKHUBAaThCs M MPU BIIEPBbIE JAUAarHOCTUPOBAHHBIX
OCTPBIX JIEHKO33aX).

Oco0oro BHHMMAaHHS 3acCIY)KMBAlOT BHEKOCTHOMO3roBble mposiBieHus OJI, ocobeHHO
HEUpOJIEUKEMHUSI, KOTOpasi MOXKET OnpeAessiTbeds U B MOMeHT auarHocthuku OJI. Bo3HukHOBEHUE
HelposeiikeMun 00yCIOBIEHO METAaCTa3WpPOBAHUEM JIEUMKO3HBIX KIIETOK B MAYTHHHYIO M MSTKYIO
MO3TrOBbI€ 000JOYKM TOJIOBHOTO W CIMHHOTO Mo3ra. B psjge ciyuaeB HaOmromaercs JeWKo3Has
MHOUIbTpaLus neprudepruyeckux HEPBOB C pa3HOOOPA3HBIMU JBUTATEIHLHBIMU U YYBCTBUTEIbHBIMU
HapyIICHUSIMH, WM OOHApY>KMBAETCS OYaroBo€ TMOPAXKEHHE BEIIECTBA TOJIOBHOTO MO3Ta.
Heiiponeiikemusi xapakTepu3yeTcss MEHUHI€AIbHBIM U THUIEPTEH3UBHBIM CHHAPOMOM: OTMEUYaeTCs
MOCTOSIHHASL TOJIOBHAsI 0OJIb, BO3MOXHA PBOTA, BSJIOCTb, BBIABIIAETCS OTEK AWCKOB 3PHUTEIHHBIX
HEPBOB, MOXXET OBITh HUCTarM, KOCOTJa3He, OPyrue MPU3HAKU MOPAXKEHHUS UYEPEIHO-MO3TOBBIX
HEPBOB, BBIABIISIETCS PUTMAHOCTH 3aThUIOYHBIX MbIL, cumnroM Kepuura. Ilppy OMII
HelpoJeiikeMus T0BOJBHO peaka B 1e0toTe 00J1e3HH, TEM HE MEHEe BCTpedaeTcs Mpu MUEIOMOHO-
U MOHOOJACTHBIX BapHaHTax, OCOOCHHO MpH TeX QopMmax JEWKOo30B, Korja OOHApYKHUBAIOT
nosoMky 16 xpomocomsl — inv(16) (y 30% Takux HanueHToOB MpU OTCYTCTBUHM MPO(PUIAKTUKU
Bo3HHUKaeT Hewlposerikemus). [Ilpy OMJI x 3KcTpamMenay/UIIpHBIM OTHOCST TOPAKCHHS KOXH
(JlefikeMHIbI — Yalle BCEro 3TO OarpoBO-CHHIOUIHBIE YIUIOTHEHHUS, Y3€JIKH B KOXKE), CETYaTKH,
JIeCeH, SUYeK, AWYHUKOB. OmnucaHbl MOpakeHUs JTUMQPATUUYECKUX Y3JIOB, JIETKUX, KUIICYHUKA,
CepJICUHOMN MBIIIIBI, MOYeTOYHUKOB. [Ipn OMJI skcTpaMenyuisipHble MOpPaKeHUS MATKUX TKaHEH
paHee Ha3bpIBaIH "XsiopoMoii". B HacTosiee BpeMs i1 0003HAYCHUS TTOPAKCHUS MATKUX TKaHEH U
OpPraHoOB UCHOJB3YIOT TEPMUH MHUEIIOUIHAS UM TPaHYIOLUTApHAS cCapKoMa.

2. luarHocTrKa 3a00J1eBAHUSI WM COCTOSIHUA (TPynmnbl 3a00/eBaHUl WIH
COCTOSIHMI) MeIMUIUHCKHE NMOKA3aHUS M NPOTHBOMOKA3AHUSA K INPUMEHEHHIO
METOA0B IMATHOCTUKH

MHorre peKOMEHJ0BaHHbIE METOIbl JUATHOCTHKU 3a00JeBaHMs M CBSI3aHHBIX C HUM
COCTOSHUI HMEIOT OTPaHHYECHHYIO JI0Ka3aTeldbHyl0 0a3y B COOTBETCTBUU C IIKAaJaMU OIICHKHU
ypoBHsI ocToBepHOCTH nokazarenbcTB (Y /I/]) u ypoBHsa yOenutenpbHOCTH pekoMeHpanwii (YYP)
[0 NIPUYMHE OTCYTCTBHUS MOCBSLICHHBIX UM KIMHUYECKUX HCcieqoBaHuil. Hes3upas Ha 31O, OHHU
SIBJITFOTCSI HEOOXOTUMBIMH JJIEMEHTAMU OOCJICIOBAHMSI MAllMEHTa IS YCTAaHOBJICHUS JUArHO3a H
BBIOOpa TAaKTUKU JICUYEHUS, Tak Kak Oomnee 3¢ (eKTHBHBIE W JOKAa3aHHBIE METOJbI B HACTOSIIEE
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BpeMsi He pa3paboTaHbl.

Kputepun ycraHoBIeHUS Auarao3a/coctossaus: nuarao3 OMII ycTaHaBIMBaOT Ha OCHOBAHUU
oOHapyXeHHS B MMyHKTATE KOCTHOTO MO3Ta WM B epudepudeckoil kpoBu He MeHee 20% OmacTHBIX
KJIETOK, JMOO HE3aBUCHUMO OT IMPOLEHTHOTO COAEP)KaHUS OJACTHRIX KJIETOK NpU HAIUYUU
naTorHoMoHUYHBIX st OMJI xpomocomubix anomanmii: t(8;21) (q22;q22) AML/ETO, t(15;17)
(912;911-12) PML/RAR- @, inv(16) wmu t(16;16) (p12;q23) CBF/MYHI11, t(1;22), nano4yek Ayapa.

CBoanas TabnuIa uccie 0BaHMi, HEOOXOIUMBIX JUIs TUArHOCTUKU M BepUBHUKAIIMH JHAarHO3a
OMJI, mpeacraBnena B Ilpunoxxkenun A3.1. Ha ocHOBaHMM KIMHUYECKOW KapTHHBI, a TaKXKe
aHaJlu3a pe3yJbTaTOB IMEPEUYMCIEHHBIX MCCIEI0BAaHUN, MAlMEHTOB CTPAaTUQUIUPYIOT Ha
MOJIEKYJISIPHO-TEHETUYECKHE, & TAKXKE KIMHUYECKUE TPYIIBI MporHo3a (npuioxenue [2).

2.1. KanoObl u anHamMHe3

Knunnueckue mposiBnenuss npu OMJI 0ObIYHO CBSI3aHBI C U3MEHEHHUSIMH B TeMorpamMme —
[ATOIICHUEN:

Heiitponienust — 6akTepuanbHbie HHOEKINH, TPOSBIISIONINECS, KaK MPAaBUIIO, IUXOPATKOM;

Anemusi — cmabocTh, yromisieMocTb. OOmas cmaboCTh TPUCYTCTBYET Yy OOJBIIMHCTBA
MAIMEHTOB U MOKET HaOII0aThCs 38 HECKOJIBKO MECAIIEB JI0 YCTAaHOBJICHUS IMarH03a;

TpomboruTonenns — reMopparudeckuii CUHAPOM B BHUJIE METEXHM, KpPOBOTOUMBOCTU JIECEH,
PEIUIUBUPYIOIINX HOCOBBIX KPOBOTEUEHUH, MEHO- I METPOPPATHH.

B HekoTOphIX ciydasx MOTYT HaONIOaThCs occanruu, B-cuMnromsl (JInxopaaka, CHUXKEHHE
Macchl Teja, BhIpaKEHHAas MOTJIUBOCTH).

B psge cnydaeB y manueHTOB B TEYEHHME HECKOJIBKMX MECSIIEB /10 OOpallleHHs MOKET
Ha0I01aThCsl HEMOTHBUPOBAaHHAS C1a00CTh.

[Ipu ocTpoM MHEITOMOHOOJACTHOM JIEWKO3€ M OCTPOM MOHOOJIACTHOM JIEHKO3€ XapaKTepHa
TUMepIia3us AeCeH U MalueHThl MOTYT NepBOHAYAIbHO 00paIaThCs K CTOMATOJIOTY.

- PexomeHnyeTcs BCeM MalME€HTaM MpU MOJO3PEHHMHM M Tpu ycTtaHoBiaeHHOM OMIIL:
THIATEJLHBIA COOp aHaMHe3a 3a00JICBaHUS ¢ YTOYHEHHUEM TEepaluu, KOTopas MPOBOAMIACH B CBS3H
C 9TUM 3a00JICBaHKEM WJIM T10 MOBOJY JAPYrUX 3a00JICBaHHUI paHee, CEeMEHHOro aHaMHe3a, a TaKkKe
0IpoOHOE OMKCaHue Kano0 manuenTa it Bepudukaruu quarsosa [1, 3, 10].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — D)

2.2. PDu3uKajabLHoe 00C/Ie10BaHNEe

- PexoMeHnyeTcsi BceM MaleHTaM MpH MO0J03peHHH U Ipu yctaHoBiieHHOM OMJI npoBouTh
bu3rKaIbHOE 00CIe0BaHKe, BKIIOYAMOIICe H3MEPEHHE POCTa U MACChl Teja, TeMIIEpaTyphl Tela;
OILIEHKY COCTOSIHHSI KOXKHBIX IOKPOBOB, KOCTHO-CYCTaBHOWM CHCTEMbI, BBISBJICHHC IPU3HAKOB
reMOpPpParn4eckoro CHHAPOMA; HaJM4Yhe TIenaTOCIUICHOMETainy, JUM(aJaeHONaTHH; HaIHuIHe
MPU3HAKOB JUCOYHKIMH Cep/lla, JETKUX, MEYSHH, OPraHOB SHIOKPHUHHOMN, HEPBHON CHCTEMBI IS
Bepubukanuu auartosa [11].

VYpoBenb yoeautenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommeHnTapuu: npu GU3UKaIbHOM 00CIIeIOBAHNUH Y YAaCTH MAIIMEHTOB (B OCHOBHOM, C OCTPBIM
MHUEIIOMOHOOIACTHBIM ~ JIGHKO30M, OCTPBIM MOHOOJIACTHBIM  JICHKO30M, OJacCTHBIM KPH30M
XPOHUYECKOTO  MHEJIOJCHKO3a) BBISBISIOT MPH3HAKK "TpoiudepaTHBHOTO" CHHIpOMA —
CIUICHOMETAJIHSI, YBEITUUCHUE TUM(PATHUSCKUX y3JI0B, KOXKHBIE JICHKeMU/Ibl. JICHKEMUIbI BBISBIISIOT
B 13% ciyuaeB WM WMEIOT BHJ Y3J0B C HM3MCHCHHBIM I[BETOM KoM Han Humu [12]. Tlpwu
MUEJIOMTHOW CapKOME BBISBISIFOT 3KCTPaMEIYJUISIPHBIC OITyXOJIEBbIe OOpa30BaHUS pa3IMYHOMN
nokanmuzaiuu  [13]. B ocTrambHOM TpOsIBIICHUS MajoCHElU(PUUHBI ¥ BKJIFOYAIOT CHMIITOMBI,
CBSI3aHHBIC C aHEMHEH U TPOMOOIUTOTICHUCH.
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2.3. JIaﬁopaTopHLIe AUATHOCTHYECCKHUEC HCCJICA0BaAHUSA

- PexomeHyercs BceM manueHTaM IpH MoAo3peHuH, auarHoctuke OMJI, a taxke B Xoxe
TEepanuu C 4acTOTOM OT €KEIHEBHOIO JI0 €KEMECSYHOT0, BBIMOJHEHUE OOLIero (KIMHUYECKOTO)
aHanu3a KpoBU C audPepeHInpOBAHHBIM MOJICYETOM JICHKOUMTOB (JIEHKOUUTAPHON (POPMYIIBI) U
HCCIIEIOBAaHUEM YPOBHSI TPOMOOLIUTOB B KPOBHU JUIsl ONPEENEHUs JaJbHENUIIEH TaKTUKU BEACHUS
nanueHTa u Bepudukanmy quarsosa [14].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

KommenTapun: xak npasuiio, B 1e6rote OMJI, BBISIBISIETCS HOPMOXPOMHAsI, HOPMOILIUTAPHAS
aHeMHsl Pa3JIMYHOM CTeneHu TspKecTH. KoJIMyecTBO PETHKYJIOLMTOB B NpPEAesiax HOPMbBI HIIM
caumxkeno. [lpumepHo y 75% manuentoB wumeercs TpomOoruToneHus. CpeaHuid ypOBEHb
JEWKOIMTOB Ha »Talle YCTAHOBJIEHHs auarso3a okono 15 x 10%m 20% manueHTOB WMEROT
neiikoruTos 6omee 100 x 109/

[loacuer nelixouutapHoi (GOpMyIbl HEOOXOJUMO BBIMONHITH HE Ha AaBTOMAaTHYECKOM
aHanu3arope. PexomenzoBaHo wuccienoBath Kak MUHUMYM 200 JE€HKOIIMTOB B Maske
nepudepudeckoil KpoBu.

- Pexomenayercst BceM mareHTam Mpu MoJ03peHUH U npu yctaHoBiaeHHOM OMIJI, a takxke B
X0JIe TepaluM ¢ 4acToTod OT 1-3 pa3 B HEmemo 0 €KEMECAYHOTO, BBIMOJHUTH AHAIU3 KPOBU
OMOXMMHYECKUN OOIIeTepaneBTHYEeCKUil (HUcciaeqoBaHUE YpPOBHA oOmero Oeinka B KpOBH,
UCCIIEIOBaHUE YpPOBHS anbOyMHMHAa B KPOBHM U ONpEIENIEeHHE allbOyMUH/TIIO0YINHOBOTO
COOTHOIIEHHUS! B KPOBU, MOYEBMHA, KpeaTuHuH, omnmupyoun, AJIT, ACT, JI/II', maruuii, HaTpuii,
KaJui, OOIIMI KanblKid, TJII0K03a) ISl AMarHOCTUKU COITyTCTBYIOIIEH narojoruu (3aboieBanuii) u
OTIpeieNIeHUsT TAKTHKH COMPOBOANTEIIbHOM Tepanuu [14].

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIBCTB — D)

- Pexomenayercst BceM malueHTaM MpH MOJ03PEHUH U IpHu yctaHoBIIeHHOM OMII, a takxe B
X0JIe Tepamuy ¢ 4acTOTOM OoT 1-2 pa3 B Hemenro 0 €KEMECSYHOTO BBINOJHUTH KOAryjaorpamMmmy
(opueHTHpPOBOYHOE HCCieAOBaHUE cucTeMbl Temocrtaza) (AUTB, mnporpoMOuHOBOE Bpems,
MIPOTPOMOMHOBOE BpeMsl) IJIsl JTUArHOCTHKH COIYTCTBYIOIIEH MATOJOTHH M OCIOXHEHHM, a Takke
OIpeieNIeHUsT TAKTHKK COMPOBOANUTENIbHOM Tepanuu [3, 14, 15].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- PexoMeHyeTcst BceM MmanueHTaM MpH MOJA03pSHUH U 1pu yctaHoBiieHHOM OMJL, a taxxke B
XOJIe Tepaliy BBIOJHUTH 00U (KIMHUYECKHIA) aHAJIM3 MOYH C YaCTOTOHM OT €KEHEIEIILHOTO JI0
€KEMECSIYHOTO JUIs JIMAarHOCTHKH COINYTCTBYIOIICH TMATOJOTHH W ONPEACICHHUS TaKTHKH
COIPOBOAUTENBHOM Tepanuu [14, 16].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- PekoMeHIyeTCsl BCeM MallMeHTaM IPH MOJA03PEHHH U Ipu ycTanoBieHHOM OMIJI, a Takke B
XoJie Tepanuu ¢ yactotoii 1 pa3 B 3-6 mecsueB onpenenenue anturen kiaccos M, G (IgM, 1gG) k
BUpycy ummyHoaedumura yenoseka BUY-1 (Human immunodeficiency virus HIV-1) B kpoBu, u
Opd  HEOOXOTMMOCTH  MOJICKY/ISIPHO-OMOJIOTHYECKOE  HMCCIICIOBAHHE KPOBH  HA  BUPYC
ummyHoedunuta yenoeka BUY-1 (Human immunodeficiency virus HIV-1) mis yrounenwus
HEOOXOMMOCTH OJJHOBPEMEHHOTO MPOBEACHUS IPOTHBOOMYXOJIEBOM H aHTHPETPOBUPYCHOM
tepanuu [3, 14, 17].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNbCTB — 5)

- PexoMmeHnyeTcs BceM ManueHTaM MpH MOJ03peHNH U 1pu yctaHoBieHHOM OMIJL, a takxke B
X0Jie Tepanuu ¢ yacToToi 1 pa3 B 3-6 mecsues onpenenenue anturesa (HbsAg) Bupyca renarurta B
(Hepatitis B virus) B xpoBu, onpezaenenue antuten k Bupycy rematura C (Hepatitis C virus) B
KPOBH, U, NPHU HEOOXOAUMOCTH, MOJEKYISIPHO-OMOIOrMYECKOTO HCCIEIOBAHUS KPOBH Ha BHPYC
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renaruta B (Hepatitis B virus) u Ha Bupyc remarutra C (Hepatitis C virus) ¢ 1enpi0 yTOYHEHUS
pUCKa PEaKTHBAIMU BUPYCHOTO TEMAaTUTa U, B Cllydyae HEoOXoaumocTH, ee nmpodunaktuku [3, 14,
18, 19]

YposeHs yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JTIOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

- PexomeHnyercs BceM MmalMeHTaM MpU TOJO3PEHMHM M IpH ycraHoBiIeHHOM OMII,
MOJIEKYJISIPHO-OMOJIOTHYECKOE HCCIIeIOBaHNE KpOBH Ha Ha BHpyc mpoctoro repreca (Herpes
simplex virus), Ha muromeranoBupyc (Cytomegalovirus), Ha Bupyc DmmreiiHa-bappa (Epstein —
Barr virus) ¢ 1enpl0 YTOYHEHHSI PUCKA PA3BUTHUSl TEPIETHYECKOW WHQPEKIMH U, B Ciydae
HeoOxouMocTH, ee podunaktuku [3, 14, 20].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

- PexoMeHayroTcs BceM mNalMeHTaM MpU MOAO3PEHMHM M HpHu  ycTaHoBieHHOM OMIJI
MHUKpoOOHOIornueckoe (KyJabTypallbHO€) HCCIEAOBAHHE OTAEISEMOro M3 IOJIOCTH  PTa;
HCCIIeIOBaHNE MHUKPOOMOIIEHO3a KHUIIEYHUKA KYJIbTYPAITbHBIMH METO/JIaMHU; MUKPOOHOIOTHYECKOE
(KyIpTypanbHOE) MCCIeA0BAHNE KPOBU HAa CTEPHIIBHOCTH; MUKPOOHOJIOrHYecKoe (KylIbTypallbHOE)
WCCIIe/IOBAaHUE MOYM Ha OakTepHalbHBIE MATOTeHBl C MEJIbI0 TPOBENCHUS NPEIHM3UOHHON
AHTUOMOTHYECKOW Teparmud B XOJEe JICYeHUS TpH Hamudud (HeOpWIbHOW JHMXOpankd |
MH(EKINOHHBIX OCIOKHeHHH [3, 21, 22].

Yposens yoeaurenbHocTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — D)

- Pexomenayercst BceM marneHTaMm Mpy MoJ03pEeHUH U npu yctaHoBiaeHHOM OMIJI, a takxke B
clly4yae pa3BUTHA peuuamBa MU nocie BoimoiaHeHus awio-TI'CK, omnpeneneHne OCHOBHBIX TpYIII
kpoBu 1o cucreMe ABO wu ompenenenme antureHa D cucrtemsbl Pesyc (pesyc-dakrop) s
BO3MOXHOCTH BBITIOJIHEHUS 3aMECTUTEIbHOM TE€MOKOMIIOHEHTHOW Tepanud NpU HaIUYUU
MOKa3aHMii 710, BO BpeMs WK Tociie Tepanuu [3, 14, 23].

Yposens yoeaurenbaocTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIBCTB — D)

- PekomeHnayercss BceM MAllMEHTAM BBINOJHEHUE IIUTOJIOTHYECKOTO HCCIEAOBAaHUS Ma3Ka
KOCTHOTO Mo3ra (MuenmorpamMmbl) mnpu mogo3pennun Ha OJl, a Takke mnamueHTam ¢
BepudurupoBanapiM OMJI B mporiecce JiedeHus, IOCIE€ OKOHYAHHS IPOrpaMMbl WHAYKIIHH,
KOHCOJIMJIAIMK, B XOJ€ MPOBEICHUS NOJACpKUBAIOIIe Tepanuu, nepen BoeinosHeHueM TI'CK,
MOCJIe 3aBEpPIICHUS BCEW 3alUIaHMPOBAHHOW MPOTPAMMBI JICYEHHUS, a TAKXKE MPHU BbISBICHUU
M3MEHEHUW B OOIEM KIMHHUYECKOM aHAJIM3€ KPOBU BHE CBS3HM C MPOBOAMMBIM JICUCHUEM H/WIIU
nono3peanr Ha peruauB OMJL. Tlpm koHCTatanum peruauBa (HE3aBUCUMO OT IPOLIEHTHOTO
cojJiepKaHus OJACTHBIX KJIETOK B TMepUPEPUYECKON KpPOBH) BBIMOJIHUTh IHUTOJIOTHYECKOE U
JOTIOJIHUTEIBHO IUTOXMMHUYECKOE HCCJIEA0BaHUE MHUKpoOIpernapara KOCTHOrO Mo3ra (Wiu
OTIIEYaTKOB TpPEMmaHoOWONTaTa KOCTHOTO MO3ra, MPU HEBO3MOKHOCTH TMOJYYEHUS acmnupaTa) C
MOP(HOJIOTHYECKUM M ITUTOXHUMHYECKHUM HCCIEAOBAaHUSAMH OJIACTHBIX KJIETOK IS ITOJATBEPIKICHUS
pennarBa 1 uaeHTHGHKAMK KiaeTounoi quddepennuposku [3, 14, 24, 25].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KommeHnTapuu: nonydeHue LUTOJOTMYECKOTO MpernapaTa KOCTHOIO MO3ra IyTeM IYyHKIUU
ABISeTCS 00s3aTeNbHOM PYTHHHOW JuarHoctudecko mpouenypou. Ilpomenypa momkna
MPOBOJAUTHCS N0 Hapko3om!!!!

Ma3ku KOCTHOTO MO3ra HCCIEAYIT € TIOMOIIBI0 OKpacku 1o Maro-I'proHBanbay,
[Tannenreiimy unu Paiity-I'mm3e. BoinonHeHue TpemaHOHOINCUM He sBJseTCs 00s3aTelbHBIM, 3a
HCKIIFOUEHHEM CHUTYalluid ¢ TaK HAa3bIBA€MBIM "CYXHM IPOKOJOM" WJIM OYEHb CKYAHBIM ITYHKTaTOM
KOCTHOrOo Mo3ra. PexomeHaoBaHO uccienoBarb kak MUHUMYM 500 sigpocoiepsKalux KIETOK B
Ma3Ke KOCTHOTO MO3ra.

s ycranosnenust quarnoza OMJI B maske mepudeprudeckoil KpoBU WIM KOCTHOTO MO3ra
Heobxonumo Hammuue 20% wunum 6onee OmactHbIX kietok. [Ipu OMII ¢ t(15;17), t(8;21), inv(16) or
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t(16;16) 1 mpu HEKOTOPBIX CIyYasX OCTPOTO FPUTPOMHEI03a A0S OJACTHBIX KIETOK MOXKET OBITh
menee 20%. B cootBercTBUM ¢ HOBOH Kinaccudukamnueir BO3 2016 rona npoueHT 01acTHBIX KIETOK
MOJICYUTHIBAIOT BHE 3aBUCHMOCTH OT JIOJIM KPACHOT'O POCTKA.

Mueno6iacTel, MOHOOJACTHI M METrakapuoOJACThl BKIIOYAIOT B O0OIIee YUCIO OJacTHBIX
kietok. B caysasx OMJI ¢ MoHOONACTHOM, MOHOLMTApHOW M  MHMEIOMOHOLIUTAPHOU
maddepeHINPOBKOH MPOMOHOIUTH (HO HE AaTUIMYECKHE/3pesbleé MOHOLMTHI) TAaKXKE CUYHTAIOT
SKBUBAJICHTAMH OJIACTHBIX KJIETOK. OpUTPOOIAacThl HE BKIIOYAIOT B 0OIIee YHCIO OJacTHBIX
KJIETOK.

st BepuuKauy quarHo3a HCTHHHOTO 3PUTPOOIacTHOTO JIEHKO3a TPH MOACYETe ITyHKTATa
KOCTHOT'O MO3Ta KJIETKUA 3PUTPOUIHOTO Psijia TODKHBI COCTaBIATh > 80% OT BCEX KJIETOK KOCTHOTO
MO3ra, MHpU OBTOM MPOIPUTPOOIACTBl JOJKHBI ObITH = 30%, Oe3 ydera MHENOOJaCTOB.
[IpoaputpoOaacTsl, B COOTBETCTBUM ¢ HOMeHKIarypoil BO3, — 310 He3pelnble 3puTpOKapUOLIUTHL,
MPU 3TOM, B COOTBETCTBUHU C TEPMHUHOJIOTHEH KJIETOK spuTpomnods3a mo M.A. Kaccupckomy u I'.A.
AnexceeBy, — 3TO 3pUTpPoOIACTHl U MpoHOpMOOIacThl. [Ipy UCTMHHOM 3pUTPOOIACTHOM JiEHKO3€
JMCMETaKapOIMTOII0A3 BCTPEYACTCS YacTo, B TO BpeMsl KaK JAUCTPAHYIIOIUTONO033 — peako [26].

BeImonHeHne  UTOXMMHUYECKOTO  WCCIEAOBAaHMS  MHKpOTIpernapara KOCTHOTO — MO3ra
HEOOXO/JMMO, JaXe €CITd OTpEACISIeTCS BBICOKOE COJACp)KaHWE OJIACTHBIX  KJIETOK B
neprudepudeckoil KpOBU. ITO CBSA3AHO C TEM, UTO B PAJIC CITyJaeB IUTOXUMUYECKHAE PEAKIINU MOTYT
JIaBaTh Pa3IUYHbIC PE3YJAbTATHI B KIETKaX MEepUPepuIeckoil KpOBH U KOCTHOTO MO3Ta, YTO MOXKET
MOBJIEYh 32 CO0OW YCTaHOBJIGHHE OIMIMOOYHOTO JuarHo3a. J[MarHo3 OCHOBHIBAIOT Ha pe3ysbTaTrax
WCCIIC/IOBAHUS, TIOYYEHHOTO Ha KJIETKax KOCTHOTO Mo3ra. VCTmonb3yroT peaknuu Ha
Muenonepokcuaazy (myeloperoxidase — MPO) wim cymnaHoBbI 4epHBI, HecHelH(pUUECKyrO
actepady (anbda-HadTUIANIETATICTEpA3y, MOJMABIsIeMyl0 Wik HeT (ropuaom Hatpusi) U PAS
(Periodic Acid Schiff). OOnapyxenune muenomnepokcunazsl B 3% u Ooisiee OJacCTHBIX KJIETOK
yKa3bIBa€T Ha MHEJIOMJHYIO JMHUIO TuddepeHIUpoBKU. B To ke BpeMsi ee OTCYICTBHE HeE
WCKJTIOYaeT MUEJOUHYIO HAlpaBJICHHOCTh KJIETOK, TOTOMY YTO B PaHHUX MHUeN00sacTax, a Takxke
MoHOOMacTax, Merakapuooiacrax u spurpodnacrax MPO < 3% wunu He onpexnensiercs. Okpacka
Cy/laHOBBIM 4epHbIM aHaiorndyHa MPO, HO sBisiercs MeHee crnenuduyHon. Hecnenuduuaeckas
3cTepaza MMeeT BBICOKYIO AU(PPY3HYIO MU TPaAHYISPHYIO IUTOIIIA3MAaTUYECKYI0 aKTUBHOCTH (B
3aBUCHUMOCTH OT METOJMKH TMPOBEACHHUS PEaKIUMu) B MOHOOJACTaX M IPOMOHOLUTAX, KOTOpas
JOJKHA TOJABJIATHCS IMOJIHOCTHIO WM 3HAauuTenbHO (ropumom HaTpusa. PAS-peakuus B
Muenooactax onpenensiercs B mudy3HoM BUE, B MOHOOIACTaX U TPOMOHOIIUTAX — B JUG Y3HO-
rpaHyJasipHOM, B JpurpoOnactax — B Bujae TIpaHynl wid OinokoB. Ha ocHoBanuu
MOP(POLUUTOXUMHYECKOTO HCCIIeI0OBaHUSl OJIACTHBIX KJIETOK MOKET OBITh TUArHOCTHPOBAHO OKOJIO
90% cnygyaee OMJL, mpu otcyrctBuu aktuBHOcTH MPO u  Hecnenuduueckoi 3cTepasbl
HEOOXOIMMO MPOBEIEHUE HMMMYHO(DEHOTUIIMYECKOTO HCCIENOBAaHUS METOJOM IPOTOYHOM
IUTO(IIFOOPUMETPHUH.

- PexoMenmyercs BceM MalueHTaM IpU TMepBUYHOM mauarHoctuke OJI, a Takke Mpu
oOciemoBaHUM 1O [OBOJAY  JHArHOCTHpoBaHHOTO  permauBa  OMJI,  BBINOJHHUTH
UMMYHO()EHOTUIIMPOBAHUE TEMOTIOITHYECKUX KJIETOK-IIPEAIIECTBEHHUI] B KOCTHOM MO3re JUIs
OTIPENeTCHNST TMPUHAICKHOCTH ONACTHBIX KJIETOK K TOH WJIM WHOW JIMHUU KICTOYHOM
maddepennuposku [3, 6, 14, 27].

VYpoBenb yoeautenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommentapun: UMMyHO(DEeHOTHIIHPOBaHKE BBITIOJIHSIETCS BCET/Ia HA KJIETKaxX KOCTHOTO MO3Ta,
JaXe €CITU OTPENENACTCS BBICOKOE COJCp)KaHHe OJACTHBIX KIETOK B Mepu(epUUECKON KPOBH.
OmpeneneHue TMPOILEHTA ONACTHBIX KIETOK METOJOM MPOTOYHOW IMTO(GIYOPUMETPUH MPU
MEPBUYHON IMATHOCTHKE HE SABJISIETCS 3aMEHON MOP(OJOTHUYECKOTO MMOICUETa, TaK KaK Pe3yIbTaThl
3TUX JBYX HCCIIEOBAHHUI MOTYT He COBMaaath [27].

JInst TOATBEPXICHHUS MHEIOUJIHONW HAMPaBICHHOCTH OIYXOJEBBIX KICTOK HEO0OX0JAUMO
OLIEHUTh OSKCIPECCHI0 MHUEIOUIHBIX aHTHreHOB. MPO — nuHelHO-crerudueckuiit mMapkep
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MUEJIONTHOW JIMHHUH, TU30COMANBbHBIN (DepMeHT rpaHynonuToB. K MeHee crienupuuHbIM MUEIOUI-
accoOMUPOBaHHBIM aHTUTeHaM oTHocatcs CD11b, CD1l1le, CDI13, CD15, CD16, CD33, CD64,
CD65, CD66b, nuzouum u npyrue. Jnarnoz OMJI MoxeT ObITh YCTAaHOBJIEH U B TOM CiIydae, eCiu
MPO He BBISBIAETCS, a OIYXOJEBbIE KIETKU AKCIPECCUPYIOT ApPYrHe, MeHee CIeru(prIHbIe
MUEIIONTHBIE MapKepbl, U UCKItoYeH TuMpoomacTHeiid BapuanT OJI.

Mexnay Mopdoruroxumudeckoit kinaccupukanuein PAb u  MMMyHO(EHOTHIIHYECKUMU
MPU3HAKaMU HET YEeTKOW KOPpesIMU. BOJBIIMHCTBO MHENONIHBIX MapKepOB MOTYT OBITh Kak
MO3UTUBHBIMU, TaK W HEraTUBHBIMU Npu pasHblXx BapuaHtax OMJI mo ®AD, 3a uckitoueHuem
cneuupuueckux antureHoB CD4la wu  CD61, KoTOpble  XapakTepHBI  TOJBKO IS
MerakapuoruTapHoi/Tpomoorutapaoii  ymmann.  Jaxke rioukodopun A (CD235a), wmapkep
SPUTPOUIHON JTMHUU, MOXKET OBbITH HETATUBHBIM IPU 3PUTPOOIIACTHOM JIEUKO3€, €CIIU OIyXO0JIEBbIE
KIETKA TPOUCXOAAT U3 0Oojiee paHHUX NPEIIIECTBEHHUKOB. Takum 00pazoMm, MO JaHHBIM
nuMMyHopenoTununueckoro (M®T) uccnenosanus Henb3s onpeaenste FAB-Bapuant OMJL.

bracTHbIe KIIETKH CUUTAIOTCS MO3UTUBHBIMHU I10 SKCIIPECCUH MEMOPAHHOTO aHTUI€HA, €CJIU OH
onpenensercs Ha 20% OmacTHbIX KJI€TOK W Oosnee (moporoBoe 3HadeHue). [l
LUTOIJIA3MATUYECKIX MApKepOB (TakuX, Kak nuToriazmatudeckuit CD3, MPO, nuzouumM, snepHas
TdT u npyrue) ucronb3yroT 6osiee HU3KHH opor — 10%.

B cnydae nosjydyeHus HEBO3MOKHOCTH MOJY4YEHHs] aclIUpaTa KOCTHOTO MO3ra, BBIOJIHSAETCS
MMMYHOTHUCTOXMMHUYECKOE HCCIIE0BAHNE TPENaHOOMONTaTa KOCTHOIO MO3ra.

NOT BBINOAHSIOT € MOMOIIBIO MYJIbTUIIAPAMETPUUECKON MPOTOYHON HUTODIOOPUMETPUH
(0OBIYHO KaK MUHUMYM 3- Win 4-1IBETHOM). B citydae aHanm3a TpenaHoOHONTaTa BBITIOIHSIETCS €ro
UT'X uccnenoBanue. Ocobenno DT wuccnemoBanne HEOOXOAUMO JUIsl YCTAHOBIICHMS JUArHO3a
OMIJI ¢ muamManibHOU AuGGEepeHITMPOBKON, OCTPOro MeTakaprouuTapHoro Jeiko3a u OJI ¢
HeornpeaeneHHON g depeHITTPOBKOM.

- Pexomenayercss BceM mnauMeHTaM npu mnepBu4YHOM nuarHoctuke OJI a Takke mpu
o0cie0oBaHUH O TOBOAY AUArHOCTHpoBaHHOTO peruanBa OMJI, BBINOJHUTH HUTOIEHETHUUYECKOE
uccienoBaHue (KapuoTHUI) acUpaTa KOCTHOTO MO3Ta C IENbIO BBISBICHHSI aHOMAaJINKM KapHOTHUIIA U
cTpaTu(UKALUK MAUMEHTOB M0 TPYINIaM pHUCKa, a TaKXKe AJs ONpeAeNieHUS TaKTHUKU JICUYEHUS U
BBISIBJICHUSI MapKepa U1l MOHUTOPHHTA JMHAMUKH OIyXO0JICBOTrO KJIOHA Ha (oHe Teparnuu [ 3, 6, 14].

VYpoBenb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

KoMmMeHTapuu: cTraHZapTHOE IIUTOICHETUYECKOE HCCIIEI0OBAHUE SIBISIETCA HEOOXOIUMBIM
KOMITIOHEHTOM JMAarHOCTUYECKUX MpolLenyp y maunueHnta ¢ nojpo3penuem Ha OJI. XpomocomHbie
QHOMAQJIUM BBIABIISIIOTCS NMPUMEPHO Yy MoJioBUHBI TandeHtoB OMJL. Cemb TpaHcIokanuid u
nHBepcui (M uUx BapuaHThl) oTHOcATcS BO3 B kareropuro "OMIJI ¢ yCTOWYHMBO BBISBIISIEMBIMH
XpOMOCOMHBIMU aHoManusaMu". bonee Toro, oOHapyKeHHE HEKOTOPBIX T'€HETUYECKHX aHOMAauil
npu Hamuuuu 20% u Gosee ONACTHBIX KJIETOK B KOCTHOM MO3T€ SIBIISIETCS JOCTAaTOYHBIM IS
ycraHoBieHus: nauarHo3a "OMJI ¢ npusnakamu Muenoauciuiazuu’. Jljig onpeneneHuss KapuoTuna
JOCTOBEPHBIM CUMUTAETCS MCcleAoBaHne Kak MUHUMYM 20 meTada3. AHOMAIUM KapHOTUIA MOTYT
yCTaHABIMBAThCS M HAa OCHOBAaHHWH HCCIIEIOBaHUs KIETOK nepudeprueckoil KpoBU. MOHUTOPUHT
BBISIBIICHHBIX MPU MEPBUYHOM MCCIIEIOBAHUU aHOMAIUN KAPUOTHUIIA TO3BOJISET OLIEHUTH MOJHOTY
nocturaytoro ddekra tepanuu. OnpeneneHue TeX U HHBIX [[UTOTEHETHUYECKUX aHOMATHN ykKe
Ha MOMEHT auarHocTuku OMJI MoeT onpenenuTh TepaneBTHUECKYI0 TaKTUKY JUIsi KOHKPETHOTO
MalMeHTa: HampuMep, BBISIBICHUE KOMIUIEKCHBIX HW3MEHEHUH KapuoTHUIAa WM MOHOCOMHOIO
KapUOTHUIIA CBUACTEIBCTBYET O HEOOXOIMMOCTH MPHUMEHEHHS OTIMYHOTO OT CTaHJIApPTHOTO
[UTOCTATUYECKOTO BO3JACHCTBUS M 00s3aTENbHOTO OOCYXKIEHHS BOMpPOCa O BO3MOKHOCTH
npeaenbHo panHero BkiarodeHus: amio-TI'CK B mporpammy neuenus OMJL, BIIOTh 10 POBEACHUS
aio-TI'CK B amia3uu nocie nepBoro MHAYKIIMOHHOTO Kypca.

- PeKOMeH,Z[yeTCﬂ BCCM IMIAllMCHTAM IIpHU HCpBH‘-IHOﬁ JUArHOCTHUKE OH, a TaKXc< IIpu
O6CJ'IC,Z[OBE[HI/II/I o MmoBOAY AUArHOCTUPOBAHHOI'O0 peUHUANBa OM.H, BBIIIOJIHUTH MOJICKYJISIPHO-
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IFEHETUYECKOE MCCIEA0BAHUE — MOJIEKYISIPHO-TEHETUYECKOE MHCCIIEI0BaHUE MyTallMil B TEHE
RUNX1-RUNXITI meronom IILIP, MosieKy/lIIpHO-TEHETUYECKOE HCCIEAOBAaHUE MYTalMil B reHe
CBFB-MYHI11 wmerogom IILIP u MOJEKynIIpHO-I€HETUYECKOE HCCIEIOBAaHUE MYTAallMii B TEHE
FLT3-TKI MeTo10M CeKBEeHUPOBaHMS B aclypare KOCTHOTO MO3Ta JUIsl CTpaTu(UKAIUH MallieHTOB
10 TpyHIaM pUcKa U ONpPEAEICHUs] TAKTUKHU JICUEHUS, a TAKXKE C LIEIbI0 BBISBICHUS MapKepa Il
MOHHUTOPUHIA TUHAMHUKH OITyX0JIEBOTO KJIoHA Ha (one Tepamuu [3, 14, 25].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

Kommenrtapuu: tecrupoBanue myrauuii NPM1, CEBPA u FLT3 sBnsercs xenaTeabHbIM,
IIOCKOJIBKY COBpPEMEHHBIE Moaxojbl K jeueHuto OMIJI mpeamnonararor Haiauuuve uHpopMauuu o0
9TUX MYTALMSX, TaK KaK 3TO MOXET BJIMATH Ha ONpejesieHue TepareBTuyeckoil Taktuku. OMIJI ¢
mytarusiMu B reHax NPM1 win CEBPA onpenenenst BO3 kak yclioBHBIE KaTeropun. JKCIPECCUs
reHoB ERG, MN1, EVI1, BAALC, myrauuu resoB WT1, RUNX1, MLL, KITRAS, TP53, TET2,
IDH1 u onpenenenue MObB uccnenytorcs B pamkax KW. MosiekynsipHbIil CKpUHUHT Ha YKa3aHHbIE
MapKepbl CaMOCTOSTEIBHOIO 3HAYEHUSI HE MMEET, HO KaK BCIIOMOTATENIbHBIN METOJ MOXKET ObITh
WCIO0JIb30BAaH NPU OTCYTCTBUM PE3YJbTAaTOB CTAHAAPTHOTO IUTOIEHETHMUYECKOTo HccienoBaHus. B
COBPEMEHHOU MoJieKyasipHON auarHoctuke OMJI mupoko npumeHsieTcss 1 MeTOJT CEKBEHUPOBAHUS
HOBOTO MOKOJIEHUS, CO3JaHbl TaK Ha3blBa€Mbl€ TUArHOCTHUYECKUE MAHETU U3 HECKOJIbKUX JIECSITKOB
TF€HOB, BOBJICUCHHBIX B natoreHe3 OMJI, koTopeie MO3BOMSIOT YETKO OTHECTH HcclienyeMbii OMJI
K TOW WJIM MHOM KaTeropuu pUCKa.

- Pexkomennyercs BceM mnanueHTaM Ipu nepBu4HOM amarHoctuke OJI, a Takke mnpu
00cIeIOBaHUU TI0 TOBOJY IUArHOCTHPOBAHHOTO peruanBa OMJI, KOTOpPBIM HE BBITOJHEHO
[IUTOTEHETHYECKOE HCCIIeoOBaHNEe (KapUOTHIT) acmupaTa KOCTHOTO Mo3ra (Majo Marepuasna, He
OBbLIO MOJIy4€HO MUTO30B MJIM MOJydeHO MeHee 20 MUTO30B) WM MOJIy4€H HOpMaJIbHbIH KapUOTHIIL,
HO TPU OTOM BBIABIAIOTCS SIPKHE KIMHHUKO-T1a00paTOPHbIE CHMIITOMBI, XapaKTE€PHBIX s
onpezeneHHbIX BapuaHToB OMJI, BBIMOJHUTHE MOJNEKYISIPHO-IIUTOTEHETHUECKOE HCCIEOBAHHE
(FISH-meTon) mist OeTEKIHMH peappaHKHPOBOK T'€HOB B aCHUpPaTe KOCTHOTO MO3ra C IENbIO
BBISIBJICHHSI MapKepa NIl MOHUTOPHHTA JUHAMHUKH OITyXOJEBOTO KJIOHAa Ha (one Tepanuwm [3, 14,
25].

VYpoBenb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrapun: npu OMIJI uccnenyrorcss RUNX1-RUNX1T1, CBFB-MYH11, PML/RARA,
MLL u EVI1 umu noteps xpomocombl 5q u 7. FISH 3avactyro HeoOxoaum ajia uaeHTUPUKAIIUNA
cmusaniit MLL npu tpancnokanusix pervona 11g23. Bo3moxno Ttakxe nposeneHue FISH nHa
MOP(OJIOrMYEeCKUX U TUCTOJOTHYECKHX Mperaparax KOCTHOTO MO3ra.

- PexoMmenayercs BceM MalMeHTaM, Y KOTOPbIX HMeeTcs MHGOpManus O HaIWYUU
MOJIEKYJISIPHOTO MapKepa WM M3BECTeH abeppaHTHbIM MMMYHO(EHOTHUII (BBISBICHHBIE HA MOMEHT
muarHoctukn OMIJI), ummyHO(deHOTUNUpOBaHHE OUOJIOTMYECKOr0 Marepuana JUls BbISBICHUS
MapKepoB MUHUMAaJIbHOW OCTaTOYHOM 00JI€3HU MU reMoobacto3ax (AJ1s IpYIIbl IPOMEXKYTOUHOTO
IIPOrHO3a) WJIM MOJIEKYJIIPHO-TEHETHUECKOE MCCIEJOBAHNE MHUHUMAJIbHONH OCTaTOYHOW O0Jie3HU
IpU JieiiKo3ax HpU MOMOIIM MalMeHT-CHelU(UYHbIX MpaiMepoB (A Ipynibl OlaronpusSTHOTO
MIPOrHO3a) JUISL KOHTPOJIS 3a JICYEHUEM U OIpeJesieHUs] TAKTUKHM MOCTUHIYKIIMOHHOM Tepanuu [3,
14, 28, 29].

VpoBeHb yoeautenbHOCTH pekoMeranuii C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

KoMMeHTapuu: nins NOATBEPXKAEHUS IOJHOTHI JOCTHUTHYTOTO OTBETa HA TEPANHIO U €ro
COXpaHEeHHE, B COOTBETCTBUH C COBPEMEHHBIMH MEX/IyHAPOIHBIMH PEKOMEHIAIMSIMH, HEOOX0IUMO
BBIMIOJIHATE B KOHTpOJIbHBIE TOUYkU oueHky MODB wmerosmom mnporodHoil nuTodIroopoMerpun
(abeppaHTHBIA HMMMYHO(GEHOTHI), a /s TpPyNIbl OJAaroNpUsTHOIO MPOTHO3a — TOJBKO
MouekyisipHoe ucciaenoBanue MODB meronom I[P (konnuecTBEHHas OLIEHKA DKCIPECCUU T'€HOB
RUNX1-RUNX1T1, CBFB-MYH1, NPM1) [29, 30].

Ilo pesynpraTaM HUCCIENOBAHMM, MPOBOAMMBIX POCCHIMCKONM TIpYIIION MO TEpamuu OCTPBIX

Ctpanuua 15 u3 43


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (20.01.2023) — YTBepxaeHsl Muusgpasom PO

neiiko30B, — npu goctwkeHun MODb-HeratuBHON pemuccuu mnocne 1-ro Kypca Tepanuu y
ITALMEHTOB U3 IPYIIIbI IPOMEXYTOYHOIO IPOTHO3A, IIPU BBITIOJIHEHUH JAJbHEHUIIErO TIIATEIBHOIO
MoHutopuara MODB, BO3MOXHO paccMOTpeHHE BOIMpoca O MPoJonKeHHH X1 0e3 BBIMOJHEHUS
ao-TT'CK. ¥V mnanueHToB W3 rpynmsl OJaronpusATHOTO TPOTHO3a JHHAMUKA XHMEPHOTO
TPAHCKPHIITA TAK)KE OMPEIEIISET 1[eJIeCO00pa3HOCThb BhIMoIHEeHH naruentam auto-TI'CK [31].

- PexomeHnyercs BceM NalMEeHTaM BBINOJIHUTH CHUHHOMO3IOBYKO HYHKIHIO C OOIIMM
(KIMHUYECKHUM) aHaJIM30M CIIMHHOMO3TOBOM >KMJIKOCTH C LIEJIbI0 JUArHOCTHKU HEHpOJIeHKeMUH U
HeiponpodunaxkTuku [3, 14, 25].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEILCTB — D).

KommenTtapun: mpu OMJI B uenom BoBnedenwe I[[HC Bcrpewaercss menee ueM y 5%
ManueHToB, npu psae BapuantoB OMJIL, ocoOeHHO ¢ MOHOUUTapHON AUPPEPEHINPOBKOMH,
BEPOSITHOCTh BOBJIEUEHHUS B IIPOIIECC 000JI0UEK TOJIOBHOTO MO3Ta BBILIIE.

XKenarenbHO mMOANEPKMBATH YHUCIO TPOMOOIIMTOB B KPOBU TIEpe]] BBINOJIHEHUEM
cruHEOMO3roBoM myHKkiuu 30 x 10%/1 u Bemre. Eciu ypoBeHh TPOMOOIUTOB HE yIaeTCs TIOBBICUTh
10 30 x 10%1 u BHIITe, PK OTCYTCTBUM KIMHUYECKUX NpH3HAKOB Topaxenus ITHC, oT myHkmum
MO3KHO BO3€pKaThCs 10 HOBBIMIEHHS TPOMOOIUTOB B reMorpamme Boimre 30 x 109/,

Ecnu y mammenTta ompenensercs neikormtos Beimme 100 x 10%1 B kpoBH, TO mepBYIO
CIIMHHOMO3TOBYIO IYHKIIHIO CIIEyeT OTIOKNTH 10 PEXYKIMH 9ica JeiKkoruToB Meree 20 x 10%/m.

- Pexomenayercs BceM mnanueHtaM BbienaTh nepsuuHyro JHK wmm PHK wu3 knerok
KOCTHOTO MO3ra W COXpaHsITh €€ B OuoOaHKe MO0 HAmpaBlATh MaTepuajl Ha XpaHEHHE B
naboparopun  DenepanbHbIX LleHTpoB IS  BO3MOKHOCTH — IMOCIHEAYIOUIETO  BBINOJIHEHUS
MOJIEKYJISIPHBIX HccineoBanuii [3, 14, 25].

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIBCTB — D)

KomMeHTapun: coxpaHeHrHe NEepBHUYHOTO OHOJOTMYECKOTO0 MaTepuaja OCYIIECTBISETCS B
Buae JJHK w/mumu PHK, BbIeneHHBIX M3 KOCTHOMO3TOBBIX KJIETOK HUIM 3aMOPOXKEHHBIX KIIETOK.
Martepuan MOXKeT B OCIeAYIOIIeM OHAJOOUTHCS AJIsl TPOBEACHUS MOJIEKYISPHBIX HUCCIEA0BAHUM,
MO3BOJISIFOIIMX OTPEAETUTh IPYMIBI PUCKA, a TAKXKE B paMKaxX KIMHHYecKuX uccinenaoanuii (KN).

2.4. UHCcTpYMeEHTAJIbHbIE TMATHOCTHYECKHUE HCCIIeT0BAHUS

- Pexomennayercs Bcem manuentam ¢ OMJI o Havana cnenuduuecKol Teparuu, a TaKKe B
X0Jle JICYCHHS C 4YacTOTOM OT | pa3a B HEAEHI0 JI0 €KEMECSYHOro (C YYeTOM HaIHYUs
CONYTCTBYIOIIECH MATOJIOTHU M KIMHUYECKOW CHUTYallMH), a TaKXKe MPU HEOOXOIUMOCTU B JIFOOOMH
MOMEHT B TEUYEHHE BCEro IIepHOJa JICYCHMS, pErucTpamms, paciiudpoBKa, ONHCAHUE U
WHTEpIpETaIUs AJICKTPOKAPANOrpaUISCKUX JTAaHHBIX IS BBISBICHUS W/WIM MOHHUTOPUHTA
HapYIICHUH TPOBOIMMOCTH UMITYJIbCOB B cepacuHoi Mbiiie [3, 14, 32].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

- Pexomenayercsa Bcem narmmentam ¢ OMJI 1o Havana cnenuduyeckoi Tepamnuu, a Takke B
XO0Jle JIeUeHUsT C YacToTOd OT 1 pa3 B HEAENIO [0 E€XEMECSYHOTO (C YY4eTOM Haluyus
COIYTCTBYIOIIEH MATOJOTHH U KIMHUYECKOUN CUTyaIluH), a TakKe MPU HEOOXOJUMOCTH B JIIOOOH
MOMEHT B TEYEHHE BCEro Iepuoja JICUYCHHUS, BBHITIONHEHHE JXOKapauorpapuu A OICHKHU
(YHKIIMOHATBHOTO COCTOSTHUSI CePACYHON MBIIIIIBI, YYUTHIBasI KAPAUOTOKCUYHOCTH MpenapaTos |3,
14, 32].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

- Pexomenpayercs Bcem nanuentam ¢ OMIJI 1o Hauana crenu@uueckoi Tepamuu, a Takke B
X0/ JIeueHus: ¢ yacToToi oT | pasza B 2-3 Hemenu 10 1 pasza B 2-3 Mecsna (¢ yueToM Halu4dus
COITYTCTBYIOLIEH MATOJOTMU M KIMHUYECKOM CUTyalluH), a Takke MPU HEOOXOIMMOCTH B JHOOOM
MOMEHT B TEUYEHHE BCEro IepHoja JeYeHHs BBINIOJHEHHE KoMmibioTepHoi Tomorpaduu (KT)
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TOJIOBHOTO MO3ra 0e3 KOHTpacTa Uil BBISBICHUS W/WIM MOHUTOPHHIA W3MEHEHHMH B CTPYKTypax
roJIOBHOTO Mo3ra. [Ipu Hanmnuuu Heliposielikemuu BoioJiHeHHe MPT ToJ0BHOrO M CIMHHOTO MO3ra
C BHYTPUBEHHBIM KOHTPACTUPOBAHHEM, JUI OICHKH BEIECTBA TOJIOBHOIO MO3ra M 000J0YeK
rOJIOBHOTO U CMHHOTO Mo3ra [1, 3, 4, 8, 33-35].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

- Pexomenayercst Bcem nanmentam ¢ OMIJI 1o Hauama crenu@uyuecKor Tepamuy, a TakkKe B
X0JIe JeueHus: ¢ 4actoTo ot 1 pasza B 2-3 Hemenu 1o 1 pasa B 2-3 Mecsua (¢ yueToM Haaudus
COITYTCTBYIOIIEH MATOJOTMU M KIMHUYECKON CUTyallMH), a TaKKe MPHU HEOOXOIMMOCTH B JHOOOH
MOMEHT B TEUCHHE BCErO IepHOJa JICYCHHs BBINOJMHEHUE peHtrenorpaduu w/mmu KT opranos
IPyIHON KJIETKH ISl BBISIBJICHUS M3MEHEHUH JITOYHOW TKaHW W OpraHoB cpepoctenus [3, 14, 33-
35].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

- Pexomennayercsi Bcem manueHTaM ¢ OMJI Ha n1r000M 3Tame BeNeHHs C IMOJO3PEHUEM Ha
HAIMYAE OKCTPAMEYIUIIPHBIX od4aroB BeiMoidHeHHe KT w/miom  MarHUTHO-PE30HAHCHOM
tomorpaguu  (MPT) ¢  KOHTpacTOoM  COOTBETCTBYIONIETO  pPErHOHA  JUIsl  YTOUYHEHHS
pacnpoCTpaHEHHOCTH 3a00JIeBaHUsI WIIH TUATHOCTUKHU 3KCTpaMey isipHOro perumusa [ 3, 33-35].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

- Pexomenayercs Bcem manuentam ¢ OMIJI 1o Hayama cnenu@uyuecko Teparuu, a TaKkKe B
X0Jie JeueHus: ¢ yactoTo ot 1 pasza B 2-3 Hemenu 1o 1 pasa B 2-3 Mecsua (¢ yueToM Haaudus
COITYTCTBYIOIIEH MATOJIOTHH M KIIMHUYCCKOW CUTYaIlMH), a TakKe IMPU HEOOXOJUMOCTH B JIF000#
MOMEHT B TE€YEHHME BCEro MepHoja JeUeHHUs, I ONpeAesicHHs o0beMa OIyXOJeBOM Macchl U
JUAarHOCTUKM ¥ MOHHUTOPHHra COIYTCTBYIOUIEH MAaTOJOTMHM BBITIOJHEHHE YIbTPa3BYKOBOTO
uccnenoanue (Y3U) opraHoB OpromIHOM MOJIOCTH C OMPEACICHUEM Pa3MEpOB MEUYCHH, CEIC3EHKU
U BHYTPUOPIOUIHBIX JUM(AaTHYECKHX Y3JI0B, a TaKXe OIEHKAa COCTOSHHUS OpPraHoB OpIONIHON
MIOJIOCTH ¥ BhIMosiHeHHe Y3 opraHoB Majioro tasa y A€BOYeK M sU4eK y Majabuukos [3, 33].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)

2.5. UHble IMATHOCTUYECKHE HCCIeI0BAHUA

- Pekomengyercs mnamueHTaM ¢ MOJO3PEHHMEM Ha JKcTpameny/uisipubie ouarn OMJI
BBITIOJIHEHNE OMOIICUU BOBJICUEHHOTO OpraHa/TKaHu B 00beMe, HEOOXOTUMOM JJIsi BBIMOJIHCHHUS
MaTOJIOT0-aHATOMUYECKOTO  HCCJEOBaHUS ~ OMOINCHMIHOrO  Marepuala ¢  [pUMEHEHHEM
UMMYHOTUCTOXUMHYECKAX METOIOB U MOJICKYJISIPHO-OMOJIOTHUECKHUX HccienoBanuit [36].

VYpoBenb yoeautenbHoCTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- PexomeHayeTcss BCceM MalMeHTaM, KOTOPbIC MOTCHIMAIBHO MOTYT PAacCMaTpUBATHhCS Kak
KaHIUAaThl Ha BbINoJMHeHHe TpaHcminaHTauuu amno-TI'CK, nmocne moctwkenus 1-oit pemuccuu
OMJL, a Taxke UX CUONMHraM MOJEKYISPHO-TEHETUYECKOE HMCCIEI0BAHUE TMCTOCOBMECTUMOCTHU
(HLA-oro pasperieHuss Ipyd MOMOIIM CEKBEHHUPOBAHHs) JUIS 1MOJ00pa HEPOACTBEHHOIO JIOHOpA
KOCTHOTO MO3ra C IeNbl0 TIOMCKa TOTEHIMAIbHOTO JIOHOpa C KOHCYyJIbTallMed B
TPAHCIUIAHTAI[MOHHOM IIEHTPE C IIeNIbI0 OMpeieieHus] I1eleco00pa3HOCT M BO3MOKHOCTH
BoimosiHeHus ayo-TI'CK [3, 25].

VYpoBenb yoeautenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- PexoMmeHayeTcs NMpW HAIMYUU TOKA3aHWW M OMPEICICHHS COIYTCTBYIOIICH IMaTOJOTHH
KOHCYJIbTAIlMM Bpayva-HEBpOJiora, Bpada-o(ranabMoJiora, Bpavya-OTOPUHOJIAPUHIONIOTA M APYTHX
Bpaueii-CrienMajucToB, BCEM JCBOYKaM crapiie 14 JeT — KOHCYJIbTallus Bpaua-aKyliepa-
ruHekosora [3].

YposeHns yoeaurenbHOCTH pekoMeHnaiuii C (ypoBeHb JIOCTOBEPHOCTH JI0KA3aTEeIbCTB — 5)
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3. Jleuenue, BKJIHOYASI MEIMKAMEHTO3HYI0 M HEMEAMKAMEHTO3HYI0 Tepaluu,
AMETOTEPANNIO, 00e3001MBaHUeE, MeIUIUHCKHE NMOKA3aHUA "
NMPOTHBONOKA3aHUS K IPUMEHEHUIO METOA0B JIeYeHUs

O¢pdextuBHocts XT OMJI 3aBHCHT OT IBYX KIIOYEBBIX (AKTOPOB — CHEHU(PHIHOCTH
LUTOCTaTUYECKOTO BO3JCHCTBUS M aJEKBATHOCTU CONPOBOJUTENBHOTO JiedeHUs. OCHOBHBIMU
npunnunamu sedenuss OJI sBasiercs mMakcuMyMm SQQEKTHBHOCTH (32 CYET CIeuu(UIHOCTH H
a/IEKBaTHOCTHU BO3JICHCTBUS) IPU MUHUMYME TOKCUYHOCTH (32 CUET IPAMOTHOMN CONPOBOIUTENIBHOMN
Tepanun).

Jleuenue OMJI y nerelf OCHOBaHO HAa MHTEHCHBHOW MOJMXMMHUOTEpANUU, KOTOpas IOJKHA
ObITh JOTIOJIHEHA TpaHCIIaHTalMend remonodTudeckux cTBoJIoBBIX KieTok (TI'CK) ot HLA-
T€HOUJCHTUYHOTO POJCTBEHHOTO WJIHM aJlbTEPHATUBHOIO (HEPOJCTBEHHOIO, TalIOUACHTUYHOIO)
JIOHOpa y MAalMEeHTOB TPYIHIbl BBICOKOTO pucka peuuauBa. HeoOXonuMoCTh TpaHCIUIAHTALUU Y
MAIMEHTOB TPYIIBI IPOMEKYTOUHOTO pUCKa MPOJODKAET TUCKYTHUPOBATHCA; OHA MTOKa3aHa TOJIBKO
npu Hanuuud HLA-renonieHTHYHOTO CHOIMHTA.

Ilepen HauamoMm TepamuM MALUEHTY >KEJATEJIbHO OOECHEeUnuTh IEHTPAIbHBIH BEHO3HBIN
JOCTYI Ha MPOJOJIKUTEIBHOE BPEMs IOCTAHOBKOM LIEHTPAJILHOTO BEHO3HOTO KaTeTepa.

3.1. Tepanusi BuepBbie BbisiBJeHHOro OMUJI

- PGKOMGHHyeTCﬂ BCEM MManMCHTaM C BIICPBBIC BBIABJIICHHBIM OMJI npu HaJIN4YUH
BO3MOXKHOCTH Y4acTHsl B KIMHUYIECKUX HccienoBanusx [37].

Yposens yoeaurenbaocTH pekoMmenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

KomMeHnTapuu: B Hacrosiiee BpeMs eauHoro cranjgapra tepanun OMIJI y nereid He
paszpaboTaHo.

- PexoMeHyeTcst BceM malMeHTaM ¢ BIiepBble BhIsIBICHHBIM OMJI, KoTOpble HE MOTYT OBITH
BKIIIOYCHbI B KIMHHYECKHE WCCICIOBAHUs, NPOBEICHUE Kypca HHAYKIUU C MOCICIyIOUICH
KOHCOJIMJAIIMed ¥, JUIsS TAallMEHTOB BBICOKOW TPYIIBI PUCKA, TPAHCIUIAHTAIMHA aJIOTCHHBIX
reMOIIOATHYECKUX CTBOJIOBBIX KiIeTOK (amto-TI'CK) (em. npunoskenune A3.2) [1, 2, 38-40]

VYpoBenb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmeHTapuu: Havayio Tepamuu — 3TO Kype WHAYKIMH PEMUCCHH, COCTOSIICH M3 0a30BBIX
npenapatoB, 3pdexkTuBHbIX B oTHOIEHMH OMJI (1TapaOun™*, aHTpalUKIUHBI M 3TOMO3UI*).
[Tocne moCTMXKEHHS PEMHCCHUH W BOCCTAHOBJICHHSI TEMOIIO33a ClieAyeT KopoTkas (He Oojee 3
KypCOB) KOHCOJIMJUPYIOIIAsl Teparus, OCHOBaHHAas Ha BBICOKMX J03aX nurapabuna** (2-3
r/mM%/cyTKn).

[Tpu Hanmunu HLA-coBMeCTUMOTrO pOJICTBEHHOTO JOHOPa BCE MAIIMEHTHI BHICOKOW T'PYIIIIBI
JOJDKHBI OBITh TPAHCIUIAHTHPOBAHBI B TIEPBOM PEMUCCHH TIOCIE TPEX OJOKOB KOHCOJIHMIUPYIOLICH
Tepanuu. llanMeHThl, OTHOCANIMECS K TPYIIE BBICOKOTO PHUCKA, JIOJDKHBI  IOJYYHTh
TpaHcIutaHTaui 0T HLA-COBMECTMMOTO POJCTBEHHOTO HIIM HEPOJCTBEHHOTO JOHOpA, WJIH OT
aIbTEPHATUBHOTO JJOHOPA (TarJOUIEHTUYHOTO).

TpaHcranTanys MPoOBOIUTCS TOJIBKO B CIIEUATM3HUPOBAHHBIX IIEHTPAX, Kyaa nHGopManus o
ManueHTax JOJDKHA HampaBisaThes 3abnaroBpeMeHHO. 3asBky Ha mnpoBenenne TICK B
TPAHCIUIAHTAI[MOHHBIM IEHTP CIeAyeT MOoJaBaTh Cpa3y K€ IOCie KOHCTATalluh Yy TMalHueHTa
BBICOKOTO pHcKa min Hanuuust HLA-UIeHTHYHOTO pOACTBEHHOTO J0HOPA.

[IpoBenenne IUTENHHONW TMOJJEPKUBAIOIICW Tepamuu B  HACTOSIIEE BpeMsi He
pexoMeHoBaHo [38].

- Bcem nanueHTaM, IMOJIydJaromuM TEpalunuo I10 OM.H, PCKOMEHAYCTCA BBIIIOJIHCHUC
CIIMHHOMO3TOBOM IMYHKIUW U UHTpATCKAJIbHAA TCPAIlUsd (BBCI[CHI/IC JICKAPCTBCHHLBIX IIPCIIapaTOB B
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CIIMHHOMO3rOBO# KaHai) (cM. mpuioxenne A3.2) [1, 2, 38-40].

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

KoMMeHTapuu: py HHUIHANBHOM neiikormTose 100 x 10%/1 u Gonee mombanbHas TyHKIHSA
MIPOBOJMTCS HE B MEPBBIN JIEHbh HHIYKIIMH, a TOJIBKO MOCIE PEeAYKIUU JIEHKOIUTOB 0 ypoBHS 50 X
10%/n1 — Bo M36exKaHME TIONYYEHHs JIOKHOTO JUArH03a HelpoJIeiko3a n3-3a KOHTAMHHALIMH JTHKBOPA
Omactamu mniepudepuvecKoil KpPOBH M M3-3a PUCKA KPOBOTCUYCHUS B CIHUHHOMO3IOBOW KaHAI
BCJIEACTBUE Koarymonatuu [1].

WNurtparekanphas Tepanus. COCTOMT W3 HMHTPATCKAIBHBIX BBEJICHUH ImHWTapabMHa B
BO3PACTHOM JO3UPOBKE (CM. Tab. 2).

Ta6. 2. lo3bl nurapabuHa™* s MHTPATEKAJbHOTO BBEJEHMS B 3aBUCHUMOCTH OT BO3pacTta

[41].
Bo3pacr Ho3za, mr
Mensire 1 roma 20
1-2 ronma 26
2-3 roya 34
Crapmre 3 net 40

[Ipodunakrtuueckass tepanusi (6e3 wunHHHHanbHOro mopaxkenus I[{HC): wuHTpaTekambHbIE
BBECHUS ITUuTapabura™*: 5 BBeIcHUH NIepel HadyaIoM Ka)kI0ro OJI0Ka Teparuy U MOCIe OKOHYAHUS
MoCJeHero 0J10Ka U BOCCTAHOBJICHHUS T€MOII0A3a elle 2 BBEJACHUS C MHTEPBAIOM B 1 MecsIl.

Tepanus npu wHHIMaNbHOM TopaxeHun [[HC: wmHTparekanpHbIC BBEIEHUS IMTapabunHa™*
npoBoaATcs 1 pa3 B HeIENmio 70 TeX IMOp, MoKa JIMKBOP He OyaeT CaHMpOBaH, HO HE MEHee 3 pas.
3aTem BBeZicHUS UTapabuHa™** B CIHHHOMO3rOBOM KaHA MIPOJIOJDKAIOTCS TI0 TAKOH Ke CXeMe, Kak
B TIPO(PHIIAKTUYECKOM JICUCHHH, TO €CTh Mepe]l Ha4aJloM KaKJ0ro OJI0Ka XUMUOTEPAITHH U TOCIIe
OKOHYAHMS TMOCJIEIHEro OJIOKa M BOCCTAHOBJICHHS T'€MOIIOA3a €Ile 2 BBEACHHUS ¢ MHTEPBAJIOM B 1
MecH1l.

- ITammentram crapme 3 ner ¢ OMJI ¢ ¢ inv(16) 6e3 mnepBuunoro mopaxenuss [[HC
pekoMenayeTces nmpodunakTnyeckoe kpanuanbHoe oomyuenne COJI 12 I'p [42].

VYpoBenb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommeHTapuu: mpoQuiIakTHUECKOe KpaHHaJIbHOE OOJNYYCHHE IPOBOJMTCS KAaK MHUHHMYM
4yepe3 4 HelenH TOCie OKOHYaHHS IOCIICAHEro OJIoKa MPH BOCCTAHOBJICHWH TeMorons3a. J[Ba
MOCIIETHUX BBEACHUs LUTapabuHa** nMOHKHBI OBITH MPOBENEHBI BO BpeMs OOIydeHHS C
WHTEPBAIOM 2 HEJCIH.

- Bcem mammentam ¢ OMJI crapmie 3 ner ¢ nepBuuHbiM nopaxenueM LHHC, xotopeie He
JOCTUTJIM CaHAllMW JIMKBOpA Mocje 3 MHTpaTeKaJlbHBIX BBEICHUI IUTapabuHa™*, peKoMeHIyeTcs
BBINIOJIHEHUE KpaHUaIbHOH nyueBoii Teparnnu COJI 18 I'p [38, 43-46].

VpoBeHb yoeautenbHocTH pekoMeraiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — D)

KomMmeHTapuu: KpaHuajipHOE O0OJydeHHE TMPOBOAUTCS MpPHU IMOMOILIM TaMMa-HOXa WU
JTuHeWHoro yckopurensd. Ilpu stom B mose oOnyueHHs! JOJDKEH MOMAcTb BeCh HEHPOKPAHUYM,
BKJIIOYAsl BEPXHIOK 4YacTh IIEHHOro oOTAena NOo3BOHOYHMKA 0 (C2  BKIIOYMTENBHO,
perpoOynbp0apHOe MPOCTPAHCTBO U BCE OCHOBAHHUE ueperna, 0co00e BHUMAaHHE CIIEAYeT YIEIUTh
CpeaHel MO3roBOH SIMKE, YacTO OKa3bIBAIOLIEHCS Jiexkalei riryoke o01ero ypoBHs; nonajgaHue B
o0nacTe OOJlydeHHs YETIOCTHBIX CYCTaBOB HE JIOJDKHO BJIMATH Ha KOHQUIYpalMio IOJI.
ExxenneBHas paszoBast nqo3a cocrasiser 1,5 I'p, Takum o0pa3oM B TedeHHE HEJETH MAIMEHT
nonyqaer 7,5 I'p. OOmas mpoJODKUTENBHOCTh OOJIydeHHsl COCTaBisgeT OoT 2 10 3 HeJelb.
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CrnunanpHOe oOiyueHHe He mpom3BoauTcs HukoMy. Ilammenrtam, xotopeiMm rmanupyercs TI'CK,
oOnydyeHne W 2 TMOCIHEAHUX HMHTPATEKATbHBIX BBEACHUS LUTapabuHa** mpoBomATCS TmOCTe
TpaHCIUIAaHTALINH.

- Beem nammentam ¢ OMJI nocne 3aBepiieHUs] HHTEHCUBHOM YacTU TEPaIlMy MO MPOTOKOILY
BFM (cm. npunoxenue A3.2) peKOMEHIYyeTCs pacCMOTPETb BOIPOC O IPOBEICHHUU
MOICP’KUBAOIICH TEepariy C yIETOM BO3MOJKHBIX TOJIB3BI M pUCKA Juis manueHTa [1, 2, 33, 46,
48].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

KoMMeHTapuu: 3Tanm MOANEpKUBAIOLIEH TEpaluyd HAYMHAETCS II0CJIE€ BOCCTAHOBJICHUS
reMoIi033a nocjie NoCaeHEro Kypca XuMuoTepanuu. Mepkanronypun™* HazHadyaercss B CTapTOBOM
n03e 50 Mr/M? BHYTpb €XKeJJHEBHO, IMTapabuH** B 103e 25 Mr/mM2 2 pasa B JIeHb MOJKOXKHO X 4 JHS
KaX10r0 Mecsa. JNTMTenbHOCTh Mo IepKuBaroieii Tepanuu — 12 mecses [38, 47].

lenHOCTh TOIIEP)KUBAIONIEH TEpanmuu TOCJ€ BBICOKOMHTEHCHBHOUM "OJIOKOBOW'" Tepamuw,
COrJIaCHO JAaHHBIM TPOBEAECHHBIX HCCIIEOBaHUH, COMHHUTENIbHA. bojee Toro, ectb JaHHBIE O
HETaTHMBHOM BJIMSTHUH TIOJICP)KUBAIOIIEH Tepanuy Ha 00IIyI0 BEDKUBaeMOCTh [ 33, 48].

3.2. Tepanusi peuuIuBOB U pedpakTepHbIx popm OMJI

- Bcem manmentam c¢ penuauBamMu U pedpakrepHbiM TeueHneM OMIJI pexomenayercs
MPOBEICHUE WHTECHCHBHOW BBICOKOJ/O3HOW TOJMXUMHOTEPAIIMH C TIOCIEAYIOIIAM BBITOJTHEHHEM
amno-TI'CK (cm. nmpunoxenue A3.2) [48].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

KomMeHTapuu: B TOM ciydae, €ciad IMOCJe Kypca WHAYKUMH Y TMalKdeHTa JOCTUTHYTa
napuuanbHasi peMHCCHsS, OH JOJDKEH MpOJOoJDKaTh JIeYeHHE M0 MpOTOoKody. PedpaxtepHbiM
sisiercss OMJI, npu koTOopom mocie 2 0JI0KOB XuMHoTepanuu (B AaHHOM ciydae mociie AIE u
HAM) coxpansercs OnactHas MHQWIbTpAMss B KOCTHOM Mo3re ©Oonee 5% wiun
AKCTpaMenyJUISIpHOE TIopakeHue. B 3ToM ciaydae u npu pa3BUTHH pelUAUBa MAlUEHT AOJKEH ObITh
nepeBeieH Ha Tepanuio quryaapabuHoM™**, BBICOKUMH J103aMH LUTapabWHA™** M aHTPalMKIMHOM
[49].

Jlis  mpoBeneHuss TeMOTpaHC(Y3MOHHOW Tepamuu y TAIlMeHTOB IIOClie  Teparuu
(bynapaGMHOM JOJHKHBI OBITH HCIIOIB30BaHbI 00IyUYEeHHbIE MpenapaTbl KPOBH.

[Ipn nmocTwkeHMHn peMHuccud HEOOXOIMMO IPOBEACHHE Kypca aHAJOTMYHOW Tepamuu Oe3
aHTpalMKIUHA U Jajee — MPOBEJCHHE ajUIOTeHHOM TpaHcruiantauuu oT HLA-reHouaeHTHYHOTrO
WM albTEPHATUBHOTO A0HOpa. /[0 Havana xumMuoTepanuu peppakrepHoro wim penuausHoro OMII
Heobxonumo mpoBeaeHne HLA-TunupoBaHus manueHTa, CHOJIMHTOB U POJUTENICH M HANpPaBUTh
JAHHBIE B TPAHCIUIAHTALIMOHHBIN LIEHTP.

B xkauectBe TapretHoii Tepamuu OMJI Hamboniee Xopoliwe pe3yabTaThl MOKa3aHbl MpPU
WCIIOJb30BAaHUM  TIperapara #copapeHuo**. HecelnekTUBHBIH WHTHOMTOP  TUPO3WH-KHHA3
#copapenn6** in vitro BbI3bIBacT yruerenue Qocdopunmupoanus ITD-Flt-3  perentopa;
NOABUIIOCH COOOIIEHHe 00 yCIemHOM NpuMeHeHuH #copapenuba** 300 mr/m? exenHeBHO B
Teuenne 47 mHell ¢ mocneayromeil moiepxuBaomiell Tepamueil #copapenubom** 170 Mr/m>
©KETHEBHO Y MAlMeHTA ¢ dKCTpaMeny uispHbiM pernanoM OMJI nocne amno-TI'CK [50, 51].

Cpenn wuccienoBaHUM, TOCBSIIEHHBIX YBETUYEHUIO 3(P(PEKTUBHOCTH PEMUCCHH ITyTEM
BBEJICHHUS HOBBIX MpENapaToB, HECCOMHEHHO BaXXHBIM SIBJISIETCS OIBIT UCCIIEAOBATENBLCKOM IPYIIIBI
rociutains St. Jude (CIIA). B npoTokosiax 3To# Tpynmbl B MHIYKIIUK TpUMEHsieTcs #Kiaapuous (9
MI/M? B TedeHue 5 nHei) ¢ muTapabuHoM** (500 Mr/m? B Tedenue 5 aHeit), mocie uero emie 2 Kypca
#DAV (maynopy6umun 30 mMr/m? B 1-3 auu 72-yacopas uadysus, uutapadun 250 mr/m® B 1-5 nau
120-yacoBas uHpy3us, srono3un 200 Mr/M®> B 4 u 5 auu 48-yacoBas MHQY3Hs), YTO MO3BOIMIIO
nonyuuTh pemuccuio 'y 90-100% nanueHToB, M XOTSA OLEHKY 3TOTO Ha MPOJOJDKUTEIbHBIC
pe3yabTaThl MOXHO OyJneT JaTh CYHIECTBEHHO TIO3Ke, O3TH JIaHHbIE SIBJSIIOTCA BECbMa
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oOHaiexxuBaroIUMu [52].

3.3. COHyTCTByIOHIaﬂ U CONpoBOAUTE/IbHAA TEPAIIUA

- Bcem mammenTam, mosryqaromuM Tepanuio no mosoxy OMIJI, pekoMmenayercsi mpoBeaeHUE
CONMYTCTBYIOIIEH W  CONPOBOJUTEIBHONW TEpaliMd B  COOTBETCTBHH C  MPOQHIBHBIMU
pexomenganusmu [1, 53-56].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)

Kommenrtapuu:

1. PekoMeHnayeTcst M30JSIUs IETEH B JIAMHHAPHBIC OOKCHI MJIM TANAThl ¢ TMPUHYIATEIBHON
BEHTIJISIIIUEH 110/ IOBBIIICHHBIM JaBJICHUEM C YycTaHOBKOU nepeHocHbIXx HEPA-punbTpoB.

2. Uudy3nonHas tepanusi:

a. Ha mepBoii (paze nnaykiuu undysus npoBoautcs 0e3 kamus xnopuaa. Jexkcrposa 5% 3000
mi/mM/cytkn + matpus ximopun 10% 30 m/m? cyTkm + HaTpus ruapokapborart 7,5% 40-60
Mi/M%/cyTkn. B 3T0 Bpemss HEOOXOJMMO BHMMATENHHO CJIEAUTH 3a OAlaHCOM [Mype3a, IpH
3azepxke Moun 6osee 200 Mi/M? B TedeHHe 6 YacOB MOKA3aHO BBeeHHE (BypoceMuaa B pazoBoil
nose 0,5-1 mr/kr.

b. Undysuonnas tepanuss Ha BTOpod (a3e HMHAYKIMH M BCEX IMOCIEAYIOIIUX Kypcax
OTMXUMHOTEpATHH: JekcTpo3a 5% 2000 mu/m%/cyTku + Hatpus xmopupa 10% 1 mu/kr/cyTkm +
Kanus xiopun 7,5% — 1-2 mu/kr/cyTku (vin 1mo pe3yabTaTtaM ypoBHS K+ B CBIBOPOTKE).

3. Kononmectumynupyronme ¢dakropsl. [lmanoBoe Ha3HaueHHE KOJOHUECTUMYITHPYIOIIHX
(dakToOpoB HE peKOMeHIyeTcs. [I[puMeHeHne TOJDKHO OTPaHUYMBATHCS BUTATBHBIMU TOKa3aHUSMH,
TO €CTh TPU CEIICHCE Y IalMECHTOB, HAXOJSAIIUXCS B COCTOSHHUH allla3ud KPOBETBOPCHUS, H
HEKOHTPOJIMPYEMOU aJIeKBaTHOW aHTUMHUKPOOHOH Tepamuei OakTepuaabHOW W/WiM TPHOKOBOM
WH(EKINUHN.

4. AntubakrepuanbHas Tepanus. [IpM BO3HMKHOBEHUHM MpPH3HAKOB HMH(MEKIHH (0OYaroBble
MOPAXKEHUS WM JTUXOPaaKa HESICHOW 3THOJIOTUM) Ha3HAYaeTCsl AMIUpPHUUYECKas aHTHOaKTepHaibHas
Tepanusi, TO €CTh J0 MOJYyYEHHs Pe3ylbTaToOB OAKTEPHOJOTHUYECKOrO HccienoBaHus. Jluxopaakon
CUMTAETCs OJMH SMHU30J aKCHIUIAPHOH TemmepaTypsl °38,0 °C wmm 3 smm3ona cybdeOpuIbHOil
nuxopanku (37,5-38,0 °C) B TeueHue CyTOK WIM OJWH dmu301 Temreparypel 37,5-37,9 °C B
TeueHue yaca u 6osee. [Ipu cyddeOpunureTe — )KapoNOHMKAIOIINE HE TPUMEHSTB!

5. IIpodunakTika MTHEBMOLMCTHON MHEBMOHUH. XOTs MMHEBMOIMCTHAS] THEBMOHUS SIBIISIETCS
penkum  ocioxkHeHuem — Tepanuu  OMJI, pekomMeHayeTcsa  npuem  #KO-TpUMOKcazola
[Cynpdamerokcazon + Tpumeronpum] 3 gHS MOApsA B HEACIIO B JI03¢ S5 MI/KI/C 1O
TPUMETOIPHUMY, TOJBKO MMAIlHEHTaM, ITOJTy4HBINUM (uryaapadun** [57].

- He pekoMeHnmyercss BCeM TNalMEHTaM, YYUTHIBAas BBICOKYIO BEPOSITHOCTH (DOPMHUPOBAHHUS
PE3UCTCHTHOW  MHKPOQJIOpbI, a TakKKe BBICOKYKO  YacTOTy HMH(EKIMH, BbI3BAaHHBIX
SHTEPOOAKTEpUSIMU € MpoAyKuuen Oera-makramas pacmmpenHoro crekrpa (BJIPC), mpoBeaenue
MEepBUYHON  mpodmiakTuky  OakrepuanbHbiX uHPekuii npu OMJI  anTHOHMOTHYECKUMU
npenaparamu (CeJIeKTUBHAS ICKOHTaMUHALIMS KuleuHuka) [21, 22].

VYpoBenb yoeautenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- PexomeHnyercs mnamueHTaM B XOAE€ NPOBEACHUS MHTEHCHUBHOM MHIAYKUMOHHOM XT
BBITIOJIHEHUE  TPO(QUIAKTUKA  HMHBA3UBHBIX MHKO30B  T03aKOHA30JI0OM B  MEAMIIMHCKHUX
OpraHu3alusaxX, IJie 4acToTa BO3HMKHOBEHHsS HHBa3uBHOTO acmnepriie3a (MA) mpessimaer 10%
[21, 22, 59].

VYpoBenb yoeautenbHOCTH pekoMmenaaiuii C (YypoBeHb TOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)

- PexoMeHnayeTcs manueHTaMm, y KOTOPBIX Ha MPEALIECTBYIOIIUX KypcaX IUarHOCTUPOBAJICS
WA, npoBoauTh BTOPUYHYIO NPOTHBOTPHOKOBYIO MNPO(UIAKTHKY C HCIOJIb30BAHUEM TOTO
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JIEKapCTBEHHOTO TperapaTa, Mpu Ha3HAYEHUN KOTOPOTro OBLJIO JOCTUTHYTO u3nedenue ot A [21,
22, 60-62].
Yposenb yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JTJOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

- Pexomenpyercsi B kauecTBE aHTHUOMOTUKOB MEPBOTO dTara npu GeOpuabHONH HEUTpONeHUH
WCIIOJNb30BaTh 1edonepa3oH + cyabOaktam™*, nunepaud/uiiH + Tazo0akrtam, uedenum™*,
nedrazuaum** [22].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KommeHTapun: MoaupuKanuio aHTUMHUKPOOHOW Tepanuu TPOBOASAT B COOTBETCTBUU C
TaHHBIMH TIpoBeneHHoro oOcienoBanusi (KT, MuKpoOuOIOrHYecKue WCCIEIOBAaHUS M T.I.).
Haznauenue kapOarneHeMOB B KauecTBE aHTHOMOTHMKOB TIepBOro AJTama mpu (eOpuibHOMI
HEHTpOIIeHUN O0OOCHOBAHO Y MAIMEHTOB C CENTUYECKHM IIOKOM, a TakXe B KIMHHUKAX, TNIE B
ATHOJIOTHH UH(EKIHI npeodianatoT suTepodakTepun ¢ npoaykuuein BJIPC.

- Pexomenyercs mpu HATMYUU TyMOPATBHOTO HMMYHOAC(DUITUTA U TSDKENNBIX HHPEKITMOHHBIX
OCJIO’)KHEHUH (Cercuc), B TOM YHCI€ BUPYCHBIX (LIUTOMErajioBUpYycHasi) MH(MEKUUd TpaHChy3Uu
MpernapaToB BHYTPHUBEHHOTO HWMMYHOTJIOOYJIMHA 4YelOBeKa HOPMAIBHOTO B JIO3MPOBKaxX B
COOTBETCTBUU C MHCTPYKIIUEH K METUIIMHCKOMY IPUMEHEHHUIO JIEKapCTBEHHOTO Tpernapara [63].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

- Pexomennyerca Bcem mnamuentaM Miaame 18 smer ¢ OMJI npu CHUXKEHUM YPOBHSA
tpom6GormToB HIke 10 x 10%/71 mubo mpu Gonee BHICOKHX MOKA3aTENIX TPOMOOIUTOB MPH HATHIUN
reMopparu4ecKoro CHHApoMa uin ek tpancdys3us TpomOokoHIeHTpara [53, 64].

Yposens yoeaurenbaocTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIBCTB — D)

KomMenTapun: n10060e MposiBICHHE TE€MOPpParMyeckoro CHHApoMa  (MeTexuajbHble
BBICBINIaHUS, 0COOEHHO Ha CIM3UCTOM MOJOCTU pTa, HAa JIMIE U MepeAHel MOBEPXHOCTH I'PyAHOMN
KJIETKH, JIIOObIe KPOBOTEUCHHMsI) W/WIIM TIOBBIICHWE TeMIlepaTyphl Tena Bbime 37,5 °C maxe B
OTCYTCTBHE SIBHOTO od4ara WH(EKIWU, TpeOyeT BBIMOTHEHHUS TPaHCPy3UH TPOMOOKOHIICHTPATOB
NaXke TPU KOJNMYECTBE TPOMOOIMTOB B mepupeprueckoii kposu 6onee 20 x 10%1. AHamoruunsie
MOKa3aHus s TpaHCPy3uh TPOMOOKOHIIEHTPATOB IMpPH TMOJrOTOBKE IMalMeHTa Mepen
BBITIOJIHEHNEM MHBA3UBHBIX MPOIIEIYP.

Jlisa npoBeneHus nepBod (a3bl MHAYKUWU U JUIS BBINOJHEHHS WHBA3WBHBIX MaHUMYJISIUI
(JTFOMOQJIPHOM TYHKITUH, KaTeTePU3aIliu IEHTPAJIbHOW BEHBI) YPOBEHb TPOMOOIIMTOB JIOJKEH OBITH
He Meree 30 x 10%/11. B mepuo1 arasuy KpoBETBOPEHHMS TIOCIIE T000T0 Kypca MOITHMXMMHUOTEPAITHH,
€CJIM HET KPOBOTCYCHHWH W/ uHpEKnuil ¢ (GeOprIbHONW JUXOPaaKOH — TPOMOOLMUTHI JOJKHBI
0JIepKUBAThCS Ha ypoBHE He MeHee 15 x 10%/n. TIpu npucoenunennn uadekuuii ¢ hedpuIbHOM
JTUXOPAIKON W MpH mpuMeHeHun AmdorepuiiuHa B TpoMOOUUTHI IOJKHBI MOAICPKUBATHCA Ha
ypoBsHe He MeHee 20 x 10%/71.

BoipakeHHass KpOBOTOYMBOCTH CO  chHU3HCTHIX, KpoBoTeueHue B JKKT, nerouynoe
KPOBOTEUEHHUE, KPOBOUBIIUSHUE B MO3T — IOKa3aHWUs K TpaHC(y3uu TPOMOOIMTOB MHpU JHOOBIX
MOKa3aTessiX TPOMOOLIUTOB.

[TanmenThl, MOMyYaBIIME KIAAPUOWH, TOJDKHBI MEpPENUBAThCS OOMYYEHHBIMU MpenaparaMu
KPOBH.

- Pexomennayercss Bcem manueHTam mianame 18 sner ¢ OMJI npu cHKeHHHM remMorioonHa
Hwke 70 r/n u remarokpure menee 0,3 WM pa3BUTHUU KIMHUYECKUX CHUMIITOMOB aHEMHYECKOTO
CHH/IpOMa (COHJIMBOCTD, TAXUKAPINs, OJIBIIIKA) TPAHCQY3HsI IPUTPOIIUTAPHOI Macchl [53, 64].

VpoBeHb yoeautenbHocTH pekoMeraiuii C (ypoBEeHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMmeHTapuu: manueHTsl, NOoJdydaBUIe KiIaJpuOHH, JTOJDKHBI MEPEIUBAThC 00My4eHHBIMU
npernapaTtamMmy KpoBH.

- PeKOMeH,Z[yeTCH npu HaAJIWAYUU HapyI_HCHI/Iﬁ IJIa3MCHHOI'0O  remMocrtasa (FI/IHO - H
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THIIEPKOATYIISIHS) BBIIOJHEHUE TpaHC(y3MHM KOMIIOHEHTOB KpoBH [65].

VYpoBeHb yoeauTenbHOCTH pekomenaauii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapun: mokazaHuss ©u  00beM TpaHC)Y3MOHHOW TOMJICPKKHA  OIpPEIeseTCs
IIOKA3aTeNsIMU KOAryJIorpaMMbl U KIIMHUYECKOM CUTYyallueH.

[TanreHThI, MOJyYaBIIME KIAAPUOWH, NOJDKHBI MEPETUBATHCS OOIYYEHHBIMH IpernapaTamu
KPOBH.

Tpancdy3uu cBexe3aMOPOKEHHOM TUIa3MbI TPOBOJIATCS TOJIBKO MPH CEPbE3HBIX M3MEHEHUX
B Koarynorpamme: ¢pubpuHoren menee 1 r/m, mporpomOuHoBHIi nHAEKe Menee 50%, AUTB Gonee
55 cexyHz.

- PexoMeHnayercss mpu BO3HUKHOBEHHUH OCTPOTO WM XPOHUYECKOTO O0JIEBOTO CHHIpOMA
YTOUYHCHUE I3THOJIOTUUN 60J'II/I; IIPpU BBIABJICHHMU OdYara BOCIHAJICHUSA — HNPOBCIACHUC H€O6XO)II/IMI)IX
MEPOTIPUATHI 10 JICYCHUIO oOdYara BOCIHAJICHHS COTJACHO COOTBETCTBYIONIUM KIHHHYECKUM
pexomMeHAanuaM (BKJItOYasi, IpU HEOOXOJUMOCTH, XUPYPIHMUECKOE JIEYEHHE); MPH HCKIIOUEHUU
WH()EKIIMOHHO-BOCTIAIUTESIIFHOW TIPUPOJBI  OOJIEBOTO CHHIPOMA PEKOMEHIYeTCSl IPOBEICHUE
00€300JIMBAIOIICH TEepamuu COTJAacHO CYIIECTBYIOIIUM IMPOTOKOJIaM 00e300muBaHust  (CM.
COOTBCTCTBYIOIIHE KIIMHUYECKHUEC PEKOMCHAAINN 110 XpOHI/ILIeCKOI\/JI 6OJ'II/I, KIIMHUYECKNEC
pPEKOMEHJAMA TI0 AaHECTe3WOJIOTHH), B TOM YHCIIE IO TIOKa3aHWsSIM — C TPUMEHEHUEM
HApKOTHYECKHUX W TICHUXOTPONHBIX JICKAPCTBCHHLIX IIPE€rapaTosB, C Y4€TOM BO3MOXKHBIX
MPOTHUBOTIOKA3aHUH, CBA3aHHBIX C IIUTONCHUEH, MHBIMH KIIMHUYECKUMHU CUTYyanusmMu [66].

Yposens yoeaurenbHoCcTH pekoMenaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

4. MeauuuHckasi  peadWauTauMs, MeIUIMHCKHE  TOKa3aHUs U
NPOTUBONOKA3aHUS K NPUMEHEHHUI0 METOI0B peaduauTanun

[Toxxon x peabwimTanyu ¥ AUCIaHCEpHOE HaOmoaeHue nanuenToB ¢ OMJI. JlucnancepHoe
HaOI0/IeHNe BKIIIOYAET CHCTEMaTHYEeCKHE OCMOTPbI M IIeJIeHAIlpaBlIeHHOEe JabopaTtopHOe U
MHCTpYMEHTAJIbHOE 0O0CeloBaHNE, HAIPaBICHHOE HAa OIEHKY CTaTyca PEMHUCCHH OCHOBHOTO
3a00JIeBaHUS U BO3MOKHBIX OCJIOKHEHUH, CBSI3aHHBIX C IEPEHECEHHOM MOJIMXUMUOTEepaIuei.

CrnenrayibHBIX MeTO10B peadbmutanuu npu OMJI He cymecTByer.

- PexkoMennyercs mpoBeneHue peaOWIMTAllMM MPU BO3HUKHOBEHHM OCJIOXKHEHUM mocie
3aBepiieHus nporpaMmmsbl Teparud OMJI B paMkax COOTBETCTBYIOIIMX HO30J0THi [67].

VYpoBenb yoeautenbHocTH pekoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KomMmMeHTapuu: mociie OKOHYaHHS JICYEHUS] PEKOMEH]IyeTCsl BECTH 3J0pPOBBIA 00pa3 >KU3HH,
UCKITIOYUTh MHCOJISILIUIO U (PU3HOTEPANeBTUUECKUE TPOLIEAYPHI.

[Ipu npoBeaeHNN MOTUXUMHUOTEPANH BO3MOXKHA KapIuo-, renaTo-, Heipo-, Hedpo- u apyras
TOKCUYHOCTD, TIOCJIEICTBUS KOTOPOM MOTYT MPOSIBIATHCA U TIOCTIE €€ OKOHYAHMSL.

5. llpopuaakTuka U JAMCIIAHCEPHOE HADJI0eHHe, MeIMIUHCKHE MTOKA3AHUS
U MPOTHBOIOKA3aHUS K MPUMEHEHHI0 METOA0B NMPOPUIAKTHKHA

[lepuunas npodunaktuka OMJI HEBO3MOXKHA B CBSI3U C HU3KOM 06a30B0ii 3a0071€BaeMOCThIO
Y HEYCTAHOBJICHHBIMH NPUYUHAMHU OOJIE3HU.

[Ipo¢punaktuka peruauBa 3a0o0JieBaHMsI OCHOBAHA Ha IIOJIHOM BBINOJHEHUM IPOTOKOJA
Tepanuu TnepBod guHUM KU BbimoigHeHMM TI'CK M mpoBeneHHMH pEryiaspHOro JUHAMHYECKOTO
HaOIr0AeHUS.

- Pexomenmyercs B TeYeHHE TOJACPKHUBAIONICH TEpamuud BBHIMOJTHEHHE OOIIEeTo
(KIMHUYECKOT0) aHayM3a KpoBu 1 pa3 B mecsil. [1, 3, 4, 8, 25].
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Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- Pexomenpayercss mocie OKOHYAHHS TEparuu HAOMIOJCHHE BPauOM-TEMaTOJIOTOM H/HMIIH
Bpa4OM-TICIUATPOM TI0 MECTY JKUTEIHCTBA C BHIMIOJHECHHEM HEOOXOAMMOro o0bemMa 00ciea0BaHnN
CO CIIe/IyIONICH TIEPHOANYHOCTHIO: [1]

1. Ilaumentsl, mnosmyuuBmme TKM, HaOmogaroTcsl  COrJacHO  PEKOMEHJALUSAM
TPAHCIUIAHTAIIHOHHOTO IIEHTPA.

2. INaruenTsr 6e3 TKM:

3. oOmmii (KIMHWYECKHI) aHaJU3 KPOBU C MOJCUETOM JeHKomuTapHoi (opmynsl 1 pa3 B
MecsIl epBbie 3 Mec., 3aTeM | pa3 B 6 Mec. B T€UEHHUE S JIeT

4. MOJNEKyYIISIPHO-ONOJIOTHYECKOE MCCIIeIOBaHNE KPOBH HAa BUPYC UMMYHOIEHIINTA YETIOBEKA
BHUY-1 (Human immunodeficiency virus HIV-1), ompenenenue anturena (HbsAg) Bupyca
renaruta B (Hepatitis B virus) B kpoBu, onpenenenue anturen k supycy renatuta C (Hepatitis C
virus) B KpoBH yepe3 6 MecsIeB N0cae OKOHYaHNU XUMHOTEPAuU

5. aHanM3 KpoBM OMOXMMMUYECKUN O0OIIeTeparneBTUYeCKUil ¢ oleHKol — anbOymuHa, AJIT,
ACT, JIAI', ounupyOuna (oOmiero u npsiMoro), MOYEBHHbBI U KpeaTHHHUHA, (heppuTHHA 1 pa3 B roj B
TeueHue 5 Jer

6. OKI" u axokapaunorpadus 1 pa3 B To1 B TEUCHHE 5 €T

7. KT/MPT 30H skcTpaMeny/UBSIPHBIX 04aroB yepe3 6 Mec. OT OKOHYaHUSI XUMHOTEpauu

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

6. Opranuszanus oKka3zaHus MeIMIUHCKOH MOMOLIH

TToxasanus U1 IIAHOBOM I'OCIIUTAIN3ALINN:

1. Ilomo3penue/ycranosienne nuarao3a OJ1

2. lnarnoctuka peruaua OMJI

3) IIpoBenenue ouepeanoro kypca X T B yCIOBHIX KPYTJIOCYTOYHOTO CTAIllMOHApA

4) IlpoBenenue 3amtanupoBanHoit TT'CK

5) BeinonHeHne MIaHOBBIX XUPYPTHUECKUX BMEIIATENbCTB,

6) DBeinonHeHWe IUIAHOBBIX OSKCTPAKOPIOPAIBHBIX METOJOB OYHUIIEHHS KPOBH U
3aMECTUTEIbHON MTOYEYHOU Tepanuu

7) IlpoBeneHne 3aMeCTUTEILHONM TEMOKOMIIOHEHTHON TE€pauuf

[Tokazanust st SKCTPEHHOU TOCIMUTAIN3AINN:

Heotnoxueie coctosinus y nanueHToB ¢ OMJI u npu nono3penun Ha OJI:

- neiikormTo3 6osee 100 x 10%/1

- ¢eOpuibHas TUXOpaJiKa U UH(EKIIMOHHBIE OCIIOKHEHHU Ha (JOHE HEUTPOIEHUH MOCie Kypca
XT

- TEMOpparuyecKuil CHHIPOM

- TPOMOOTHYECKHUE OCIIOKHEHUS

- HEOOXOIUMOCTbH MPOBEACHUS SKCTPEHHON 3aMECTUTEIbHOM TeMOKOMIIOHEHTHOH Tepanuu

- JIpyrue CUCTEMHBbIC HapylleHHUs, 0OyCIOBICHHbIE TEYCHHEM OCHOBHOTO 3a00JIeBaHUS WU
pa3BUBLIKECS BCIIEICTBUE MPOBEACHHOTO JICUEHUS

IToxazaHus K BBIMMCKE MAIlMEHTa U3 CTallMOHapa:

1) BoccraHoBieHue TokasaTeneil mepudepuueckoil kposu (neiikomuTs 6omee 1 x 10%m,
rpanynomuTsl 60see 0,5 x 1071, TpomMGonuTs! 60s1ee 50 x 10%/11, reMorno6un — 6os1ee 80 1/1) noce
ouepenHoro xypca XT

2) Hopmotepmusi B TeueHue 3-5 CYTOK U OTCYTCTBHE HEKOHTPOJIMPYEMBIX HHQPEKIIMOHHBIX
OCJIO’)KHEHUH B TIOCIEKYPCOBOM IEPHOJE

3) KynupoBaHue reMopparuueckux OClI0KHEHUH
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4) KynupoBaHnue TpoMOOTHYECKUX OCIOKHEHUI
5) KymnupoBaHue CHCTEMHBIX HapyLUICHHH, OOYCIOBICHHBIX TEYCHHEM OCHOBHOTO
3a00JIeBaHMS WIIM PA3BUBILUXCS BCIIEACTBUE MPOBEICHHOTO JICUCHUSI.

3aKi0YeHne O MeNecO00pa3HOCTH TepeBoja OOJBHOTO B NPOQPHIBHYIO MEAUIIUHCKYIO
OPraHM3aLUI0 OCYIIECTBISCTCSA IOCIE IPEIBAPUTEIBHON KOHCYIBTALMU MO IPEJOCTABICHHBIM
MCIUIUHCKUM NOKYMCHTaM /U MpEaABApUTCIIBHOTO OCMOTpPA OO0JILHOTO BpadaMu CriequaJincraMu
MEIUIMHCKOW OpraHu3aIid, B KOTOPYIO IIAHUPYETCS TIEPEBOI.

7. NonojsHuTebHAsA HHGOpManus (B TOM 4ucjie (PaKTopbl, BIUAIONIAE HA
HUCXO0/ 3200/IeBAHUSA WJIH COCTOSTHHS)

"MouJekyJsipHas' Tepanusi

[Iporpecc B um3ydyenun MojekyisipHoro maroreHe3a OMIJI mpuBen k pa3paOOTKe HOBBIX
"MOJIEKYISIpHBIX" MpenapaToB, T.€. MOJEKYJ, MEXaHU3M JIEHCTBUS KOTOPBIX CBS3aH C BIMSHUEM Ha
Oenky, (QYHKIUS KOTOPBIX H3MEHSETCS B pe3yibTaTe MYTAallUd WM TPAHCIOKALMU (TapreTHoe
BozJzeiicTBue). Hampumep, reHeTHyecKkne U3MEHEHUs TMPHUBOJAT K MyTalMsM B TeHax,
aKTUBUPYIOIIUX KacKaJpl TpaHcaykiuu curnana (Hanpumep, FLT3, KIT, RAS), k cnusuuio renos
WIM MYyTalusM, NPUBOJSIINM K TOBBIILIEHUIO WIM YTHETEHUIO TPAaHCKPUIIIMOHHONW aKTHMBHOCTHU
(marmpumep, PML-RARA, RUNX1-RUNX1T1, CBFB-MYHI11, CEBPA) unn k HapymeHHUIO
(GyHKIMY T€HOB, BOBJICUEHHBIX B Mepenauy curxana (Hanpumep, NPM1, NUP98, NUP). Xota ans
HEKOTOPBIX MpenaparoB, ASHCTBYIOIIMX Ha MOJIEKYJIIPHOM YpOBHE, M Obljla MPOJIEMOHCTPUPOBAHA
abdextuBHOCT TIpu OMIJIL, yke Ha ctagmu KW ObU10 MOHATHO, YTO OOJBIIMHCTBO M3 HHUX
HE00XOAMMO HCIOJIb30BaTh B COUYETAHUU CO CTAaHIAPTHBIMU LIUTOCTATUYECKUMU Ipenaparamu. B
Hacrosiee Bpemsi mpoBoauTcst 6ombimnoe uncio KU nmo m3yuenuto spdexrusroctrn mpu OMII u
0€30I1aCHOCTH IIPENapaToB U3 pa3InYHbIX (papMaleBTUYECKUX IPYIIL.

Kputepun oueHKH KayecTBa MeIUIMHCKOH MOMOIIH

N Kputepuu kauecta YpoBenb YpoBeHnb
JOCTOBEPHOCTH | YOEAUTEIbHOCTU
JI0Ka3aTeIbCTB peKoMeHAaun
VY mnamuenta ¢ noao3peHuem Ha OMIJI winu tipu
1 |TCPBHYHOM TIpHEMe TAlMEHTa ¢ OMIJI BbIMONHEH 5 C
" |cOop xamob, aHamMHe3a U OIIEHKAa OOBEKTHBHOIO
cTaryca
VY mnamuwenta ¢ noao3peHueM Ha OMIJI wunu tnipu
nepBU4YHOM mnpueme nanueHTa ¢ OMJI BwimosnHeH
5 o0muii  (KIMHUYECKUH)  aHAIM3  KPOBH € 5 C
" | mddepeHIMpPOBaHHBIM  MOJICUETOM  JIEUKOLIMTOB
(melikormTapHoil  GopMynBl) M HMCCIEIOBaHHUEM
YPOBHS TPOMOOITUTOB B KPOBU
VY nanuenTta ¢ noao3penueM Ha OMJI BeINOJTHEHO
3 |UMTOJIOTMECKOTO HCCIE/IOBAHMS Ma3ka KOCTHOTO 5 c
Mo3ra  (MHENOTpaMMBI) U HUTOXUMHUYECKOE
HCCIIeIOBAaHUE MUKpPOTIperapaTa KOCTHOTO MO3Ta
4. |V nmanumenrta c nopo3penueM Ha OMIJI BbINOJIHEHO 5 C
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LUTOTCHETUYECKOE  HCClleloBaHue  (KapUOTHUI)
acrupara KOCTHOTO MO3ra

VY mnaumenra ¢ mnojospenueM Ha OMIJI wnmm npu
nepBu4HOM npueme nauuveHta ¢ OMJI BwimosHeH
aHaIn3 KpOBHU OMOXUMHYECKUHT
oOmieTepaneBTUICCKH (KpeaTHHUH, 00Ul OCIoK,
oOmmit ounmupyoun, JI/II)

VY nanuenrta ¢ nomo3penueM Ha OMIJI BbInoiHEH
oOmmii (KIMHUYECKUI) aHaIW3 CHUHHOMO3TOBOM
KUIKOCTH

VY nanuenra ¢ nogo3penneM Ha OMJI BeimonHeHa
peHTreHorpagusi opraHoB IPYyAHON KIETKH W/WIH
KT opraHoB rpyaHOW KJIETKH W/WIU TOJIOBHOTO
Mo3ra

[Tatment ¢ BnepBbie auarHoctupoBanHbiM OMIJI
NpU  HAIAYMKA  BO3MOXXHOCTHM  BKIIOYEH B
KINHUYECKOE MCCIIEOBAHNE

VY nmamueHnTa ¢ BrepBble IUarHocTupoBaHHBIM OMJI,
KOTOPBIA HE MOXET OBITh BKJIIOYEH B KIMHHYECKOE
HCCIIEOBAHHE, rmocie 3aBEpUICHUS BceX
JIHArHOCTHYECKUX MEpONPUITUI MpOBEJICHA
WHAYKIIMOHHAS Tepanus

10.

Y mammenta ¢ BepuduuupoBanHbiMm  OMJI,
MOJIYYaIOUIEr0 TEParui0 BHE PAMOK KIMHUYECKHX
ucciaenosanuii  u pocturmero  IIP mocne
WHIYKIIMOHHOTO  JTama Tepamuu, BBINOJIHEHA
MporpaMMa KOHCOJIMAALNN PEMUCCUN

11.

Y mammenta ¢ BepuduuupoBaHHbiM  OMJI,
MOJIYYAroIIero TEepanuio BHE PaMOK KIMHHUYECKHX
uccaenosanuii  u pocrturmero  IIP mocne
WHIYKIIMOHHOTO  dJTafa  Tepamud, IpOBEacHA
KOHCYJIbTAIMs B TPAHCIUIAHTALIMOHHOM LIEHTpPE JUIs
perieHus BOITpOCa 0 BO3MOYKHOCTH u
nenaecoo0pa3HoCTH BbINoJHeHHs ayio-TKM/amo-
TI'CK

12.

VY nauueHTta, Mojay4arolero TEepanui MO MOBOAY
BepUGUIIUPOBAHHOTO OMJI BHE paMox
KIIMHUYECKUX UCCIIEI0OBAaHUM, IIOCIE OKOHYaHusA 1 n
2 KypcOoB MHAYKUMM PEMHCCUU  IPOBEICHO
LIUTOJIOTUYECKOTO HCCIIENOBAHUS Ma3Ka KOCTHOIO
MO3ra (MHEeJI0rpaMMbl)

13.

vy ManueHTa, MOoJIy4Jaromero TEparnw I10 IMOBOAY

BEepUDUITUPOBAHHOTO OMJI BHE paMox
KIMHUYECKUX HCCIEIOBAHUM, TIOCIE OKOHYAHUS
KOHCOJIMAALUHU peMuccuun IIPOBEACHO

OUTOJIOTHYCCKOTO HCCICAOBAaHUA Ma3Ka KOCTHOI'O

CtpaHuua 26 us 43


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (20.01.2023) — YTBepxaeHsl Muusgpasom PO

Mo3ra (MHUEJIOrpPaMMBbl)

vy MManueHTa, MoJIydJaromero TCparun I10 IMOBOAY

BEepUDUITUPOBAHHOTO OMJI BHE paMoK
14, | KMHIIECKIX WCCIICIOBAHUH, TIOCIIE 3aBEPIICHUS 5 C
" | BCelt MIPOrPAMMBI Tepanuu MIPOBEJICHO

IIUTOJIOTHYECKOTO HCCIIEIOBAHUS Ma3Ka KOCTHOTO
Mo3ra (MHUEJIOrpaMMBbl)
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Kadeapbl reMaTonoruy, oHkosoruu u tydeBoid repanuu PHUMY um. H.U. [Tuporosa PHUMY nm.
H.W. ITuporosa, wien HanimonansHOTO 00IIIECTBA AETCKUX T€MATOJIOTOB M OHKOJIOTOB

HoBuukoBa I''A. — a.M.H., reHepanbHbil qupektop ®I'BY HMUIL AT'OUN um. Jmutpus
Porauesa, mpodeccop kadenpsl remMaTosioTMd, OHKOJOTMM U Jy4eBOW Tepamuu mpodeccop
Kadeapbl reMaTonoruy, oHkKosIoruu U tydeBoid repanuu PHUMY um. H.U. [Tuporosa PHUMY nm.
H.N.ITuporosa, wien npasnenus HammonaasHOTo 00II€CTBA JETCKUX T€MATOJIOTOB U OHKOJIOTOB

PymsnueB A.I'., n.m.H., akagemuk PAH, npesunent ®I'bY HMUL[ AT'OU um. [Imutpus
Porauesa, npodeccop kadeapbl reMaToIOTUU, OHKOJIOTUU U JIy4€BOM Tepamnuu NeAuaTpruuecKoro
¢dakynpreta PHUMY wum. H.MU. IluporoBa, mnpesuaeHt HarmumonampHOro oOIIEeCTBa IETCKHUX
reMaToJIOrOB U OHKOJIOTOB

Kanununa U.N., k.M.H., Bpau-remarosor ®I'bY HMUILL AI'OU um. Imutpus Porauera

Koudmaukt unTepecoB oTCyTCTBYET

[Tpunoxenne A2
MeToo/10rusi pa3padoTku KJIMHUYECKUX PeKOMeHIauii

[leneBas ayauTopusi KIMHUYECKUX PEKOMEHAALINMI:
1. Bpauu-remarosnoru;

2. Bpaun-oHkounory;

3. Bpaun-nenuarpsi;

4. Bpauun — aHECTE3UOJIOTU-PEAHUMATOJIOT U

5. Bpaun — kiinHU4ecKkue GpapMaKoJIorHy.

Metonosorust c60pa 10Ka3aTeJbCTB

MeTobl, HCHIOTIB30BAHHBIE AJIs1 cOOpa/CeNeKIUH JOKa3aTeIbCTB:

[Touck nmyGnukauii B cieualn3upoBaHHbIX NEPUOTNUYECKUX MEUYATHBIX U3/IaHUSIX;

ITouck B 3€KTPOHHBIX 0a3aX JaHHBIX.

ba3bl 1aHHBIX, UCTIOIB30BAHHBIX I COOPA/CENEeKIUH T0Ka3aTeIbCTB:

JlokazarenbHOM 0a30if JuIs  peKOMEHJAIM  SABJISAIOTCA MyONMKalWu, BOLIEIIME B
KoxpaiinoBckyro 6nbnanotexy, 6a3pl nanasix PUBMED u MEDLINE. 'myOuna nmoucka cocrasisiia
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MeTopl, NCTIOTIB30BAHHBIC ISl aHATN3A I0KA3aTEIbCTB:
- O630pHI OIMYOIUKOBAHHBIX METa-aHATU30B;
- Cucremarnueckue 0030pbI C TAOIHIIAMH JJOKA3aTEIILCTB.

MeToanl, HCIIOIL30BAaHHEIC IS KAUECTBA U CHJIBI JJOKA3aTeIbCTB:

- KoHceHcyc 3kcnepToB;

- OnieHKa 3HAYMMOCTH JIOKA3aTeJIbCTB B COOTBETCTBUH C PEUTHHIOBOM CXEMOM J0Ka3aTeIbCTB
(Tabm. A2.1-A2.3).

Tabmuma A2.1. Illkana oueHku ypoBHeH gocToBepHOCTH Aoka3arenbcTB (Y /1) it MmetonoB
JAUarHoCTuKu (}II/IaFHOCTI/IquKI/IX BMGHIaTeJ'II)CTB)

YA

Pacummdposka

1

Cucrematnueckue 0030pbl HMCCIEIOBAHUN C KOHTPOJEM pPEPEPEHCHBIM METOJOM WM
CUCTEeMAaTUYEeCKUN 0030p pPaHIOMM3HPOBAHHBIX KIMHUYECKMX HCCIEIOBAaHMM C
IIPUMEHEHHEM METa-aHaIn3a

OtnenbHBIE HWCCIAEAOBAaHUS C KOHTpPOJIeM pedEepeHCHBIM METOJOM W OTJEIbHBIE
paH)IOMI/ISI/IpOBaHHI)Ie KIIMHNYCCKUEC HUCCIICOOBAHUSA 158 CUCTEMATUYCCKUC O630pBI
WCCIe0BaHUN JII00OTO NM3aifHa, 3a MCKIIOYEHHWEM PaHIOMHU3UPOBAHHBIX KIMHUYECKUX
HCCIe0BaHUM, C MPUMEHEHHEM MeTa-aHaIn3a

UccnenoBanuss 0e3 mocCHeAOBAaTENbHOIO KOHTPOJS pePepeHCHbIM METOJOM WU
HCCIENOBaHUSI C peQepeHCHbIM METOJIOM, HE SBISIOIUMCS HE3aBUCHUMBIM  OT
HCCIIEyeMOr0 METO/1a WIIM HEpaHA0MU3UPOBAHHbIE CPAaBHUTENbHBIE HCCIIE0BAHUSA, B TOM
Yyclie KOTOPTHBIE HCCIIeI0BaHUS

HeCpaBHI/ITCJ'IBHI)IC HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

Hmeercs muinbs 000CHOBaHHWE MEXaHHU3Ma ,Z[Cf/iCTBI/IH WM MHCHHE SKCIICPTOB

Tabmuma A2.2. [llkana oeHKH YpOBHEH TOCTOBEpPHOCTH noka3arenbetB (Y IJ) s meTomos
podUIAKTUKH, JICUCHUS W peaduiauTanuu (mpoGuiIakKTHIEeCKUX, JICYCOHBIX, peaOUIUTAIMOHHBIX

BMEIIATEIbCTB)
YA Pacmmudposka

1 | Cucremarnueckuii 0630p PKU ¢ npuMenennem mera-aHanusa

2 |Otmensable PKM u cucremarnyeckue o0030pbl HCCIEIOBaHUM JH0O0OTO JAM3aiiHa, 3a
uckmouenueM PKH, ¢ npumenenreM meta-aHaimza
HepannomuzupoBaHHble CpaBHUTENIbHBIE UCCIIEI0OBAHUS, B T.4U. KOTOPTHBIE UCCIIEIOBAHUS

4 |HecpaBHHUTENIbHBIE UCCIIEOBAHUS, ONUCAHNE KIMHUYECKOTO CIIydasi WM CEepUU CIy4aes,
UCCIIEI0BaHUs "CIIy4aii-KOHTPOJIb"

5 |Wmeerca numbs 00OCHOBaHME MEXaHW3Ma JIEHCTBHSI BMEIIATENbCTBA (HOKIMHUYECKUE

I/ICCJ'IG,Z[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB
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Tabmuma A2.3. Illkama omeHKH ypoBHEW yOemuTelbHOCTH pekomeHmammii (YVYP) mns
METOJIOB MPOQWIAKTUKY, JUATHOCTUKH, JIeYeHUS U peadwmmranuu (MpoQUIaKTHUECKUX,
JMAarHOCTUYECKUX, JICUEOHBIX, PeaOUIUTAIIMOHHBIX BMEIIATEIbCTB)

yVyp PacumdpoBka

A |CunbHas pekoMeHmanus (Bce paccMaTpuBaeMble KpUTEPUH d(D(EKTUBHOCTH (MCXOIbI)
SBIISIIOTCS B)KHBIMH, BCE€ HMCCIICOBAHUS HMEIOT BBICOKOE HIIM YIOBJIETBOPUTEILHOE
METOJIOJIOTHYECKOE KayeCTBO, WX BBIBOJBI [0 HMHTEPECYIOUIMM HCXOJAM SBIISIOTCS
COTJIaCOBAHHBIMH)

B | YcnoBHasg pexomeHnnanus (He Bce paccMaTpuBaeMble KpuTepun 3¢ (HEeKTUBHOCTH (MCXOIbI)
SIBJISIFOTCSI BQXKHBIMH, HE BCE MCCIEAOBAHMSI MMEIOT BBICOKOE WM YJIOBJIETBOPUTEIBHOE
METO/I0JIOTMYECKOE KAyeCTBO W/WUIM WX BBIBOJABl IO HHTEPECYIOIIMM MCXOJaM He
SIBJISIFOTCSI COTJIACOBAHHBIMHU)

C |Cmabas pexkoMeHmamus (OTCYTCTBHE JIOKA3aTeNbCTB HAJJICKAIIEro KadecTBa (Bce
paccmaTtpuBaeMble KpuTepuun 3(PPEeKTUBHOCTU (MCXOIbl) SIBISIOTCS HEBaXHBIMHU, BCE
UCCIIEIOBAaHUSI HMEIOT HHM3KO€ METOJIOJIOTUYECKOE KauyeCcTBO W HX BBIBOJABI IO
MHTEPECYIOIIUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS KIMHHUYECKHX PEeKOMeHIaluii

AKTyanu3anusi IpOBOJUTCS HE PEKE YEM OJMH Pa3 B TPH I'0JIa C YUETOM MOSABUBLIEHCS HOBOU
nHpOpMaIUM O TUArHOCTUKE W TAaKTHKE BEICHUs marueHToB, cTpamarommx OMJI. Pemenune o6
OoOHOBJICHWHM TpuHMMaeT MuH3apaB Poccur Ha OCHOBE TMPEUIOKEHUN, MPEICTaBICHHBIX
MEIUIMHCKUMHU TpOo(ecCHOHaIbHBIMU HEKOMMepUYecKuMHU opranuzauusmu. CdopmupoBaHHbIE
MPEAJIONKEHUS JOJKHBI YUUTBIBATh PE3Yy/IbTaThl KOMIUIEKCHOM OLIEHKH JIEKAPCTBEHHBIX MTPENapaTos,
MEIUIIMHCKUX U3JIENNA, a TaKKe Pe3yabTaThl KITMHUYECKON anpoOaluu.

[Tpunoxenne A3
CnpaBoyHble MATEPHAJIbL, BKJIIOYAs COOTBETCTBUE MOKA3AHUI K IPUMEHEHHIO H
NPOTHBONOKA3aHUI, CI0CO00B NPUMEHEHHS U /103 JIEKAPCTBEHHBIX NMPeNnapaToB, HHCTPYKUMHU
10 IPMMEHEHHUI0 JIeKAPCTBEHHOI 0 Mpenapara
[Tpunoxenue A3.1

JluarnocTuyeckue TeCThl U UCCIE0BAHUS, IPUMeHsieMble Y NAIlHeHTOB BIlepPBbIe
BbIABJeHHBIM OM.I

[Toxa3arens Uccnenosanus HeobxomumocTb
MIPOBEICHUS
HCCIIeI0BaHUs

Hccnenosanus, Knuaunueckuii ananus KpoBH ¢ GopMysoi Ha
HE00X0AUMBbIe TSt

% A AcnupaT KOCTHOTO MO3ra Ha
YCTaHOBJICHUS

Tpenanobuorncus ITo nokazanusm
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JMarLosa NmmyHOQeHoTHIIMPOBAaHUE Ha
ITuTorenerrka Ha
FISH ITo nokazanusm

Cxkpuamar  RUNXI-RUNX1T1, CBFB-|/a
MYHI1, PML/RARA wiu Apyrux reHoB

JIrombGanpHast MyHKLINS Ha

Heo6xoaumbie AHamHe3 )XKU3HHU U 3200J1CBaHUS Ha

HCCICIOBARMA H0 Craryc nanuenTa (no mkaiam ECOG/WHO) | Jla
Havasa JeUeHHS

buoxumuueckoe uccienoBanue, | Jla
KoaryjiorpamMmma

Tect Ha GepeMeHHOCTh Ha
HLA-TtunupoBanue Ha

TectupoBaHue KpoBH Ha Mapkepbl BUPYcOB |/la
rermatuToB B, C; BUY

Pentrenorpadus opraHoB rpyiHON KIETKU Ha

KT opranoB rpymHOW KJIE€TKH, T0JIOBHOTO |/la

Mo3ra
OKT'; 9XO-KT' Ha
BroGankuHT PexomennareanHO
Myrtanuu renoB NPM1, CEBPA, FLT3 PexomennareanHO
Myrtanuu renoB WT1, RUNX1, MLL, KIT B pamkax uccnenoanuit
Uccnenosanue RAS, TP53, TET2, IDH1 B pamkax nccnenoBanuit
MIPOTHOCTUYECKUX

Okcnpeccusi  reHoB  ERG, MNI1, EVII,|B pamkax uccnenoBanui
MapKepoB BAALC

Onpenenenue MObB B pamkax uccnenoanuit

[Tpunoxenue A3.2
Bapuantsl kypcoB xummnorepanuu npu OMJI

B Poccum  TpaguMUIMOHHO TNPUMEHSIOTCA  NPOTOKOJBI  HeMenkod rpynmnsl  BFM
( Berlin-Frankfurt-Munster ). [Ipotokon 1998 rona uccnenoBaics B ['epManuu B TeueHue 5 Jer, B
HACTOSIII[ee BPEeMsI ITO HCCIEJOBAHHME 3aBEPIICHO, €0 WTOTH MOoABeAeHBI. Y 424 maiueHToB
OILIEHCHBI YPOBCHb JIOCTHXKEHHS pEMHCCHH, oOIias BbDKHBaeMocTh (overall survival, OS),
OeccoObiThitHAasE BbDKHMBaecMOCTh (event-free-survival, EFS) wu Oe3penmauBHas BBDKHBAEMOCTh
(relapse-free-survival, RFS). Pesynbrarhl npuBemensl B Tabnmuie 1. TepaneBTuueckas cxema
IpuBeAcHa B paszaene "OnucaHue JedeHus " .
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Tabmuua 1. PesynbraTs! Tepanuu mno nporokoiay AML-BFM-98

Hoctuxenue | Bepostaocts OB |  Beposdrnocts | BepostHocts bPB
pemuccuu, % B TeucHue 4 ner, | BCB B TecucHue 4 | B Teuenue 4 ner, %
% aet, %
Bce manmeHTsI 90 67 55 61
CrangapTHbIi 91 78 65 71
pUCK
Bricokuii puck 87 55 40 46

BCB — 6eccoObiTuiinas BebkrBaeMocTh, OB — o0mas BepkuBaeMocth, bPB — 6e3penuanBaas
BBDKHBACMOCTb.

Uccnenoanne AML-BFM-98, xotopoe Obuto mpu3BaHo cpaBHUTH 3()(PEKTUBHOCTH paHHEN
IIECTUHEJEIIbHON  NOCTPEMHCCHUOHHOW  TEpanuu  CTAaHAAPTHBIMU  J03aMH  LUTapabuHa™*,
npeaHn30J0Ha**, 6-TnoryanuHa, nukiaodochamuna*™™* u goxcopyobunmua** ¢ nsyms "Omoxamu"
BBICOKOJIO3HOTO IUTapabmHa™**, TMoKa3ajio, YTO TPH OJUHAKOBOW A(P(EKTHBHOCTH dYacTOTa
WH()EKIIMOHHBIX OCJIOKHEHUW B TPYIIITE JUTMTEILHOM Tepanuy OblIa BBIIE. B CBsI3U ¢ 3TUM rpymma
BFM oTka3zanack oT 6-HeIeIbHONW KOHCOMUAAINH, UCTIOIb30BaBIIeCs B TeueHue 20 JeT, B MOJIb3y
KOPOTKO# BBICOKO103HO# Teparnuu [39].

B HacTosiee BpeMst B OOJIBITMHCTBE KITMHUK P® npuMeHSFOTCS MOAH(PHUIIMPOBAHHBIE CXEMBI
npotokora BFM 2004 roaa [39].

Onucanue JedyeHus

Tepanus mo moauduimpoBanHo# Bepcun mpotokoia AML-BFM-98/2004 nmokaszana netsMm ¢
nepBuuHbiIM  OMJI, koTopble He MOryT OBITh BKJIIOYEHBI B COBPEMEHHbBIC KIMHUYECKUE
nccnenoanus. [lanimeHTsl co BTopuuHbIM U OndenotunudeckumM OMJI Takxke MOTYT TOJIydaTh 3TO
JIeYeHUE, OJTHAKO JJIs1 HUX MOXKET MOTpeOoBaTHCS MHIMBHIyaIbHAs KOPPEKLIKS TPOTOKOIA.

MoaudunupoBanHas Bepcus rnpotokoja AML-BFM-2004 (BeTBb BBICOKOI0O3HOM TEPAITHH )

XuUMHOTEpanus, COracHo "OJOKOBOWM'" BETBHM MPOTOKOJIA, COCTOMT U3 S5 IIUKIOB
XUMHOTEpAUi W TMOJICPKUBAIONICH Teparnuu 6-THOTYaHHHOM €XEAHEBHO M CTaHAAPTHBIMU
J103aMH IUTO3UH-apaOMHO3UIa eKeMeCIIHO. (cxema 1)

Cxema 1. O0muii nJjiaH XuMHOTepanuM corjacHo nporoxkoay AML-BFM-2004 (BerBb
BBICOKO/103HOI1 Tepanun) [68]

AML-BFM 2004

Induktdon 1 indukton 2 Konaolidierung ntensivierung
SR Al haM? HAE
ADxE!
&) s
AIE? All Erhaltungstherapie 1 Jahr
. Cytarabin i.th, 2
R | | Ham |@-220 | ham || HAE ytar
Al Y SZT bel HLA-doril chan
Geact whsarpan o Y
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bnoxu

Nunykuus pemuccun AlE:

Hauunaercs He3aBUCUMO OT HAJIMYUS JICMKONIEHUU U TpoMOouuTonenun!!!

Lurapabun** 100 Mr/M%/cyTku nocTosHHOM nHdy3ueii B TeueHne 1-X u 2-X CyTOK, 3aTeM

[urapabunr** 100 mr/m? 30-MuHyTHOH HHbY3Hei Kaxapie 12 yacos B 1HU 3-8;

Upapybumua** 12 mr/m? 60-munyTHON HH(Yy3He# kaxmble 24 yaca B auu 3, 5, 7, mepen
uTapabuHOM* *;

Drono3ua** 150 mr/m? 2-uacosoit undysueit undysueii B quu 6-8, 3a 6 yacos 10 Ara-C;

HuTtapaObun** HHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JAeHH 1 u 8.

HAM:

VYcnosue Havana 6soka: rpanyiaonuTsl > 1000/mkm, neikonutst > 2000/MkI1, TPOMOOIIUTHL >
100 000/mxn

Bricokue no3bl utapadbuna®* 3000 Mr/mM? 3-4acoBoif nH(Yy3ueH kaxapie 12 yacos B 1aU 1-3;

Murokcaarpor** 10 mr/m? 60-MunyTHOM HHYy3Hei B quu 3 u 4;

Hurapabun** uHTpaTeKkaaIbHO B BO3PACTHOM J103UPOBKE B JEHB 1.

Al:

VYcnosue Havana 65oka: rpanyiaonuTsl > 1000/mk, neikorutsl > 2000/MKI1, TpOMOOIUTHI >
100 000/mxn

[urapabus** 500 Mr/M%/cyTKu HeNpepsIBHOH HH(Y3Hei B TedeHue 4 Hei;

Unapybumua** 7 mr/m? 60-munyTHOH nEdYy3uei B 151 3 1 5;

[utapabun** MHTpaTEKaIHLHO B BO3PACTHOM TO3UPOBKE B JHH 1, 6.

haM:

VYcnosue Havana Oyoka: rpanyinonuTsl > 1000/mkn, nerkomutsl > 2000/MKI, TPOMOOIIUTHI >
100 000/mxn

Iurapadbun** 1000 mr/m? 60-MuHYTHOM HH}Y3HEH Kaxasie 12 yaco B qau 1-3;

MutokcanTpor** 10 Mr/m?/cyTkn 60-MUHYTHO#H HH(Y3HeH B THY 3 1 4;

[{utapabuH** MHTpaTEKAIBLHO B BO3PACTHOM JO3UPOBKE B AHM 1, 6.

HAE:

Ycnosue Havana 6soka: rpanyinonuTs > 1000/mkn, nekomutsl > 2000/MKI, TPOMOOIIUTHI >
100 000/mK1

Bricokue 10361 iuTapabuna™* 3 r/M? 3-4acoBoif nH(y3uen kaxapie 12 yacos B aam 1-3;

Arono3un** 125 mr/m? 2-4acoBoii uny3ueit uadysueii B 10U 2-5;

[utapabun** uHTpaTeKaaIbHO B BO3PACTHOM JO3UPOBKE B JICHB 1.

[TonnepxuBarorias Tepanus:

B nportokxonax rpynnsl BFM nojjepskuparomas Tepanus nurapabunoM** mo 40 mr/m2

MOAKOXKHO | pa3 B cyTku mo 4 AHA KaXJOro Mecsia MPUMEHSETCS MOCIe BOCCTaHOBIICHUS
reMoI033a MOCje MOCIEIHEr0 Kypca MHTEHCUBHOW XMMHOTEpAIlUU 0 MCTeUYeHUs 18 mecsueB oT
HadJana JICUCHHS.

OnHako JpyruMU MCCIENOBAaTEIbCKUMHM TpyNIaMy [OCJAE aHaJOTMYHOM HWHTEHCUBHOMU
XUMHUOTEpAIy HU3KO0I03Has MO IICPIKUBAtoNIas Tepanus He npuMensiercs [38].

[IpodunakTuka OCIOXHEHH, CBA3AHHBIX C JIETOUYHBIM M I1I€peOpaNbHBIM JIEHKOCTa30M MpHU
WHUIMATBHOM TUnepieiikonurose. [laHHoe ociokHeHHe Hanboyiee XapaKTepHO AJIS MAlMEeHTOB C
BapuaHTamMu M4 1 M5 1 uHHIIMATBHBIM JIeHKOIUTO30M O0see 50 x 10%mnuc Bapuantamu M1 u M2
C MHUIMATBHBIM JefikonuTo3oM > 100 x 10%71, X0Ts MOXKeT pasBUTLCA M HPHU CYIIECTBEHHO Goee
HU3KHUX TMOKa3arensx Jedkouurosa. [lomynsiiuio HaWBBICIIETr0 pPHUCKAa pPa3BUTHS CHHIpPOMA
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JeMKocTa3a COCTAaBJIAIOT JETH MIIAMIIET0 BO3pacTa C MOHOIMTapHBIMH cyOBapuantamu OMIL,
COIPOBOXKJAEMbIMU Koaryjaonatueil. B 3Toil rpynie naiueHToB Ha3HAUYEHUE TOJIHBIX /103 LIUTO3UH -
apaObMHO3UIa COMPSDKEHO C PE3KMM BO3pacTaHMEM pHCKa JIEHKOCTasa, BCIEACTBHE ITOTO TaKUM
MalyeHTaM MoKa3aHo MpoBeAeHue JeikonuTadepesa (JinG0 3aMEHHOTO TepeNIMBaHuUs y TAllUEHTOB
70 3-X JIETHEro BO3pacTa), W/Wid MEAUKaMEHTO3HOW TUTOPETYKIINH.

[ocnenHas MOXKeT BKIIOYATh 6-Mepkantomypun 40 Mr/M? B CyTKM B COYETAHHH C
TUIPOKCHMOYEBHHOM B 03¢ 1500 MI/M% B CyTKM M HA3HAYATHCS [0 CHIDKEHHS JIEHKOIMTO3a HUKE
50 x 10%m.

Oneir HMUL[ AT'OU cBuzperensctByeT 00 3(PPEKTUBHOCTH LMUTOPEIYKLIHUHU CHUXKEHHBIMU
J03aMH 3TOTIO3UAa M JayHOPYOMIIMHA (WJIM JIPYroro aHTpaluKiInHA) 0€3 IUTO3WH-apaOuHO3U/IA.
Jayropyormma** (22,5 mr/m?/cyrkn) u stomosmm** (50 Mr/M%/CyTKHM) BBOJATCS MOCTOSHHOM
uH(pYy3Hel 10 Tex mop, HoKa ypoBeHs neiikonuTtos He nocturreT 50 x 10%/1, Ho He Gomee 3-X CyTOK.
Janee mpoBoAUTCS WMHAYKIHS HUTapaOMHOM™** C no3amu aHTpanukinHa U VP-16, u3 KoTophix
BBIYTEHA CyMMapHas J03a 3THUX MpernaparoB, NOJy4yeHHBIX Ha ¢a3e uurtopenykunu. Kpome Toro, Ha
MPOTSHDKEHUU IIMTOPEAYKTHBHON (ha3bl MPHMEHSETCS JIeKCaMeTa3oH** BHYTPUBEHHO CTPYWHO B
nose 10 mr/m?/cyrkm (pasnennTh Ha 3 BBeleHHsS). B TeueHHe BCero Kypca IMTOPEIYKIHH He
clielyeT MPOBOAMTH 3aMECTUTENIbHbIE TPaHC(Y3UU IPUTPOLUTOB, €CIIM YPOBEHb I'€MOIJIOOMHA HE
camwkaercs Hwke 70 r/m [40].

BapuaHTbl KypcOB HHAYKIUM U KOHCOJTUIAIUN

[Iporpamma [Ipenapatsl
WHTYKITUU/KOHC
OJTHIAIIM N
ADE [69] Iurapabur** 100 mr/m2, B/B 2 paza B cyrku B 1-10-# muu, Bcero 20 103 B 1

muKa, nainee B 1-8 aum, Bcero 16 mo3
JHayaopyoumma** 50 mr/mM2 qam 1,3 n S

Arono3uxa 100 mr/m2, mau 1-5

AME [70] Iurapabun** 100 mMr/m2, B/B 2 pasa B cytku B 1-10-i muu, Bcero 20 103
MurokcanTpon** 12 mr/m? 8/B, aau 1, 3, 5

Aronozun** 100 mr/m? B/B, auu 1-5

AIE [71] Hurapabun** 100 Mr/m? B/B 2 pasa B cyTku B 1-2 1uu, Bcero 4 103sl, 120 mr/m?
B/B 2 pa3a B cyTk# B 3-8 nHu (Bcero 12 103)

Nnapyoununa®* 12 mr/m? B/B, 1HU 3-5
Aronozun** 150 mr/m? B/B, 1HU 6-8

HAM30 [72] Hurapabun** 3000 mr/m? B/B X 2 pasa B cyTku 1-3 qHu

MuTtokcantpor** 10 mr/m? B/B 1 pa3 B JIeHb B 4-5 i 1HU

HIDAC [73] [urapabun** 3000 mr/m? 3-yacosas B/B uH(Y3Hs X 2 pa3a B eHb, 1HU 1-3

FLAI [73] ®nynapabun** 30 mr/m? B/B 30-MunyTHas undys3us 1-5 1HuU

[urapabun** 2000 mr/m> 3-uacosast B/B undysus 1 pa3 B jgeHb yepes 4 yaca
nocne BBeneHus ¢urynapabuna, B/B 1-5 qau

Upapybunua** 12 mr/m? B/B 10-MuHyTHas MHQY3Hs M[OCie OKOHYAHMS
¢nynapabuna** B 1, 3, 5 nHu Kypca
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IIpotokon AML-BFM DS 2006
VY nereit ¢ OMJI, pa3zBuBmmMca Ha (oHe cuHapoma JlayHa, TOKCHUYHOCTH BBICOKHX 103
AHTPAIMKIMHOB B COYETAHUU C BHICOKUMHU J103aMH ITuTapabuna™** ropasao Beille, 4eM y HallMEeHTOB

6e3 cunapoma JlayHa; 1mMo3TOMy OHHU JOJDKHBI TOJYydYaTh JICYEHHE MO CHEIHATIBHOMY HPOTOKOITY
(AML-BFM DS 2006) [74].

Cxema 2. O0umuii njiaH XuMHOTepPanum corjiacHo mporokoay AML-BFM DS 2006

ML-DS 2006

AIE Al haM HA

bnoxu

AlE:
Iurapabusa** 100 Mr/M%/cyTKu MOCTOSHHOM HH(Yy3Heii B TeueHne 1-X 1 2-X CYTOK, 3aTeM
[urapabusa** 100 mr/m? 30-MuHyTHOH HHbY3Hei Kaxaple 12 yacos B aHM 3-8;

Unapybunua** 8 mr/m? 60-MuHyTHOH nHdy3meil kaxmsle 24 uyaca B muu 3, 5, 7 mepen
nuTapabuHOM**;

Dromosun** 150 mr/m? 2-yacoBoit wHOy3Mel wuHMYy3meil B mHE 6-8, 3a 6 4YacOB 10
nurapaduHa™**;

[utapabun** MHTpaTEKaTLHO B BO3PACTHOM JIO3MPOBKE B JCHB 1.

Al:

VYcnosue Havana Osoka: rpanyinonuTsl > 1000/mkn, nerikomutsl > 2000/MKI, TPOMOOIIUTHI >
100 000/mx

[urapabun** 500 Mr/mM%/CyTKH HelpepbIBHOI HH(MY3HUEi B TeueHue 4 JHEi;
Unapy6urma** 5 mr/m? 60-muHyTHOM HH(Y3Hei B 10 3 1 5;
HuTtapaOun** wHTpaTeKaIbHO B BO3PACTHOW JO3UPOBKE B JCHB 0.

haM:

VYcnosue Havana Osoka: rpanyinonuTsl > 1000/mkn, nerkomutsl > 2000/MKI, TPOMOOLIUTHI >
100 000/mx

Hurtapadbun™** 1000 MI/M? 60-munyTHOU MHbY3UEH kaxpie 12 yacoB B quu 1-3;
MuTtokcanTpor** 7 Mr/mM?/cyTkn 60-MUHYTHOM uH(Yy3Meil B 1HK 3 1 4;
[utapabun** uHTpaTeKaaIbHO B BO3PACTHOM JO3UPOBKE B JCHB (.

HA:

Ycnosue Havana Gnoka: rpanynonutsl > 1000/mi, aevikouutsl > 2000/MKI, TPOMOOLIUTHL >
100 000/mKn

Bricokue 10361 nutapabuna** 3 r/M? 3-4acoBoii uHdy3ue kaxapie 12 gyacos B qau 1-3;
HuTtapa®un** uHTpaTeKaIbHO B BO3PACTHOM J03UpOBKE B JeHb 0.
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[Tpunoxxenne A3.3

Iloxka3zanus k anao-TKM/anno-TI'CK B nepsoii mosiHoit pemuccuu OMJIL

Tabamua 3.3.1. Cunrernyeckue noxkazanusi Kk anio-TKM B mepBoii nmojHoi pemuccuu
OMUJI B 3aBHCMMOCTH OT MOJIEKYJIAPHO-TeHETHYECKHX, KIMHUYeCKHX XapakTepuctuk OMJI
¥ PUCKA TPAHCIUIAHTAIMOHHON JeTajJbHOCTH [75]

I'pynna Onpenenenue rpynmnsl pucka | Puck pazsutus | bannpHas olieHka mporsosa
WHTETPUPOBAHHO peuuauBa B | IETAJILHOCTH, HE CBSI3aHHOM
ro pucKa 3aBUCHMOCTH C PEeIUANBOM, KOTOpast
oT MO3BOJISIET CYUTATH AJLIO-
BbinosHeHus: | TI'CK npeanoytutensHbIM
BApUAHTOM KOHCOJIMJIAIIUN
XT | amno- | mikana | mkaia pHCK
wm |TI'CK,|EBMT | HCT- | cmepTH, He
ayro- % Cl | cBa3aHHBIN
TI'CK, c
% PEIUINBOM
, %
BbrnaronpusTHbIH - (82 mm < 20 x 10%n 35-40 [15-20 |1 <1 10-15
- inv16; t(16;16) no 35 ner
- myramsi  CEBPA  (2-
aysenbHast)
- myranusi NPM 6e3 FLT3-
ITD myranumii
- [IP mocne 1-ro Kkypca
UHAYKIUU
- OrcyrctBue MOb
[IpomexxyTouHbI - t(8;21) m 1. > 20 x 10%n 50-55 [20-25 |= 2 <2 < 20-25
# - HopmanbHblii KapuOTHUI
(wu moTeps TONbKO X, WK
TOJIBKO Y XPOMOCOMBI) C JI.
< 100 x 10%1 wu mpwm
noctrxkenuu 1P nocne 1-ro
Kypca
[Tnoxoi - Henoctmwxkenne IIP mocne|70-80 [30-40 |<3-4 |<3-4 <30
1-ro xypca y manueHToB H3
rpynn  OJarompusTHOTO H
POMEXKYTOUHOI'O PUCKA
- HopMalbHBI KapuHOTHUIl U
1.> 100 x 10%n
- AHOMaNbHBIA KapUOTHI, HE
OTMEUYEHHBIA B  TpyIIe
MPOMEXYTOUHOTO U OYEHb
MJI0XOT0 MPOTHO3a
Ouenb moxoit | MOHOCOMHBIN KapUOTHI >90 |40-50 |=£5 <5 <40
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IIpunoxenue b

AJropuTMBI AeficTBHI Bpaua

AMATHOCTHSBCKMA NOWCK

Oa
NeveHne B paMax NPOTOKONA fOa
o YSACTHE B IIMHNSCIHD! HCCNBAOBAMMAX
Her
MHOYKLUMA DEMMCCHA
fa Hat
Pesmuccna nocTHMyTa
k. k.
MpoacMceHAe TEPANMK NO NPOTOKAMY
KOHCONMAALMA PEMHCCIHM Tepam pepacTepinc: Gopu
Aa Her Da Hat
Mpynna BHICOKOND pHUCKa Oteer
TTCK NpoaormeHne NPOTOKONA TICK

[Tpunoxenune B
Nudopmanus st nanueHTa

OcCTphlIif MUEIIOUTHBIN JIEHKO3 — PEIKOE 3JI0KaYEeCTBEHHOE 3a00JI€BaHNe KPOBETBOPHOM TKAaHH,
XapakTepHu3yrolieecs HEKOHTpoJupyeMoi mnponudepanueit, HapymeHueM auddepeHuupoBK u
HAKOIUJICHHEM B KOCTHOM MO3Te U MepuQeprudeckoil KpOBU HE3PEIbIX T€MOMOITHIYECKUX KIETOK.

IIpu paszsutun OMIJI mopaxkaroTcsi Bce OpraHbl M CHUCTEMBI, T.K. 3a00JieBaHHE HOCUT
reHepaTn30BaHHbIA  (pacpoCTpaHEHHBIN) XapakTep. B kiuHHueckod kapTuHe 3a00JieBaHUS
npeo0NagaloT CHUHAPOMBI, CBS3aHHBIE C TMPOTPECCUPYIONIMM  HapacTaHWEM  KOJMYecTBa
3JJ0KAYEeCTBEHHBLIX KJIETOK B KOCTHOM MO3Te, a TakKKe B IICUCHU, CeJe3CHKE, TaKKe BO3MOIKHO
nopaxenue [[THC u npyrux opranoB u cucreM. Hanbosnee yactoe nposiBieHue 3a001€BaHMS:

1. JInxopaka.

[ToBeimienue temmepaTypbl Tena Bbime 38,0°C MokeT OBITh MEPBBIM M €IUHCTBEHHBIM
MPOSIBIIEHUEM 3a00JIEBAaHUS, B CBS3U C HATMYUEM OJACTHBIX (OMYXOJEBBIX) KIETOK, BBIICTICHHEM UX
MIPOJIYKTOB JKU3HEESITEILHOCTH, a TAKXKE B CBSI3U C Pa3BUTHEM UH(EKIIMOHHOTO Mpoiiecca

Ctpanuua 40 us 43


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (20.01.2023) — YTBepxaeHsl Muusgpasom PO

2. NHdekunoHHbIN mporecc (aHTMHA, CTOMATUT, THEBMOHUS U Jp.) Pa3BHUBACTCS B CBS3U C
BBITECHEHHEM  OJAacTHBIMH  KJIETKAaMH  KIETOK  HOPMAaJbHOTO KpOBETBOPEHUS ~ —
JEUKOLMTOB/HEUTPOHIOB, 3AIUIIAIONIMX B 37J0POBOM COCTOSHUM OpPraHM3M peOeHKa oT
OakTepuanbHON U IPUOKOBOI HH(DEKITUN

3. T'emopparuueckuif CHHAPOM (KpOBOTEUYEHHMsI, TIOSIBIEHUS CHHSKOB) BCIIEJICTBUE
BBITECHEHHSI ONACTHBIMU KJIETKaMHU M3 HOPMAaJbHOTO KpPOBETBOPEHHUS TPOMOOIMTOB (KJIETOK,
OTBETCTBEHHBIX 32 OCTAHOBKY KPOBOTEUEHNS)

4. Anemuueckuii cuHIpOM (OJ€IHOCTH, BSUIOCTh, OBICTPAsi YTOMIIIEMOCTD, CIa00CTh) TAKKe
pa3BHUBaeTCs U3-3a OTCYTCTBUS 3PUTPOLMTOB (CHM)KEHHUE MeMOIJIO0MHA) B KOCTHOM MO3Te NallueHTa
¢ OMIJI

5. boib B KOCTAX M APYTUX NOPAKEHHBIX OPraHax

6. YBenuueHue pa3zMepoB IEYEHU U CEIE3EHKH, OSBICHUE KEATYXU

7. Nopaxenue LTHC moxeT nposBisITHCS FTOJOBHON 00JIbI0, pPBOTOMN, CyZOpOraMu

JUis  ycTaHOBJEHHMsS JMarHo3a HeOoOXOJUMO  BBINOJHEHHE  OOJIBIIOrO0  KOJMYECTBa
WCCIeOBAaHUN KPOBH, MYHKIIMHM KOCTHOTO MO3ra M JIIOMOQJIBHOW MYHKIIMH, PEHTIEHOBCKUX H
ToMorpaduueckux wuccienoBanuit. s mpoBeneHUss XMMHOTEpanuu HEoOXOJIMMa TMOCTaHOBKA
neHTpanbHOoro BeHo3Horo karerepa (LIBK), Bo wu30exaHne MHOTOYMCICHHBIX YKOJOB B
nepudepudecKre BeHbl.

Bce wunBa3zuBHble mponenypsl (myHKuuu, nocraHoBka [IBK) BemomHstoTcs moxa oOmiein
AHECTE3HEH.

JleueHue oCTpOro MUENIOUIAHOTO JIeiiK03a COCTOUT B OCHOBHOM M3 JBYX 3TAlOB: HMHTEHCHUBHAS
(daza Tepanmuu W MPOBEACHUE TPAHCIUIAHTAIIMM T€MOIOITHYECKUX CTBOJIOBBIX KJIETOK. Bo Bpems
MHTEHCUBHON (ha3bl XUMHOTEpANUsi IPOBOAUTCS C HEOOIBIIMMHU UHTEPBAIAMHU, YAaCTO HEOOXOAUMO
npeObIBaHUE MALMEHTa B CTallMOHApe. XUMHUOTEpAINHus MEePBOM JIMHUU COCTOUT U3 TPEX OCHOBHBIX
MpenapaToB: IHUTO3ap, BEME3W], MayHOPYOWIIMH (MAApyOMIIMH WM MHUTPOKCAHTPOH). 3areM
MIPOBOJUTCSI HECKOJIBKO KYPCOB BBICOKOIO3HOM XMMHOTEPAIIHH.

[ToGounbIe A HeKTh XUMHUOTEPATTHH:

1. Beimagenue BoJjioc

2. TomHOTa ¥ pBOTa

3. CHIKeHue/u3MeHeH e anmneTuTa

4. JInuxopanka

5. Pa3zButre HH(PEKITMOHHBIX 0YaroB

6. Uenpro Tepamuu sBISETCS H3JIeUeHUE OOJIE3HU, NPEIOTBpAIICHUE PEIHUIUBOB U
OCJIO’)KHEHUH, CBA3aHHBIX KaK C MPOSBICHUSIMH OOJIE3HH, TaK U C Pa3BUTHUEM HHIYIUPOBAHHOMN
(BBI3BAaHHOM XuUMHUOTEpanueil) amnazuu KpoBeTBopeHus. CymmapHas IIUTENbHOCTh TEparuu
cocTaBisieT okoJo 6 mecsues, 0e3 nmposeneHus TT'CK. Cokparienue JUTeTbHOCTH TEPATUU MOKET
MPUBECTH K YBEJIMYCHUIO puCKa penuauBa Oone3Hu. Ilpu Tepamuu B COOTBETCTBHHM C
COBPEMEHHBIMH MPOTPAMMaMU JICUEHUSI BEPOSTHOCTh BBI3ZIOPOBIIEHUS COCTaBIsAET 0koJio 70%.

ITpunoxxenne I'1-I'N

I kaasl OICHKH, BOITPOCHUKHU U APYTUE€ OUECHOYHbIC HHCTPYMEHTDI COCTOSSHUA MMAIITUCHTA,
NPUBCACHHLIC B KIIMHUYC€CKUX PEKOMCHAAIMAX

ITpunoxxenue I'1

MousekyJsipHO-TeHeTHYecKas Kiaaccupurkanns OMJIL
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Tadaunma I'1.1. European Leukemia Net (ELN) MoJseky/JsipHO-TeHeTHYeCKAS
kaaccupukamus OMJI (2017 r.) [25]

Kateropuu pucka MoekynsipHO-TeHETUYECKUE XapaKTEPUCTUKU
bnaronpusThsiii nporuo3 |t(8;21)(922;922.1); RUNX1-RUNX1T1
inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11

Myraiuu  NPM1 6e3 FLT3-ITD wmu ¢ FLT3-ITD u Huskoi
aJIJIeJIbHOM HAarpy3kou <*>

buannensnas myranus CEBPA

[IpomexxyTOouHBIN Myranuu NPM1 u FLT3-ITD c Bblcoko#i anienbHON Harpy3kou <**>

HIPOrHO3 Jukuii tTun rera NPM1 6e3 FLT3-ITD wnmu ¢ FLT3-ITD ¢ Hu3koit
aUIeTbHOM ~ HArpy3kod  (Ipu  OTCYTCTBUHM  IIUTOTCHETHYECKUX
KpUTEPHUEB HEOIArOMIPUSATHOTO TIPOTHO3a)

£(9:11)(p21.3;923.3); MLLT3-KMT2Ad

HuTorenernueckre aHOMaJIMH, KOTOPbIE HE OTHOCATCS K KaTEropuu
OJ1aronpuUsATHOrO MPOrHO3a UM HEOIArONpPUIATHOTO MPOTHO3a

HebnarompusTHbIi t(6;9)(p23;034.1); DEK-NUP214

IIPOrHO3 t(v;11923.3); nepectpoiiku KMT2A

t(9;22)(934.1;q11.2); BCR-ABL1

inv(3)(921.3926.2) wm t(3;3)(921.3;026.2); GATA2, MECOM(EVI1)
-5 or del(5q); -7; -17/abn(17p)

KomrnekcHeplil kapuoTun

MOHOCOMHBIN KapHUOTHIIT

Juknit tum rena NPM1 u FLT3-ITD ¢ BeIcOkol ajielbHOM
Harpy3kou™**

Myramun RUNX1 <***>
Myrtamun ASXL1 <***>
Myrtanuu TPS53

<*> Hwuskas ajmenbHas Harpyska (0,5).

<**> Bpicokas ayuienbHas Harpyska (= 0,5).

<k**> Ecnu ykasaHHble MyTallud OOHApY)KHUBAIOT Y TMAalKUEHTOB C OJaronpusTHHIMU
UTOTEHETUYECKIMH aHOMAIHMSAMHU, TO UX OOHApyKEHHE HE HMEET 3HAYUMOCTH.

[Tpunoxenue 12
MoJieKkyasipHO-TeHeTHYeCKHe POrHOCTHYeCKHe (PaKTOpbI prcka npu OMJI
Tabmmpna I'2.1. MoJekyJsipHO-TeHeTHYeCKHe W KJIMHMYeckue npusHaku OMJI,

pa3iesione MANMEHTOB Ha OJaroONpUATHYIO M HeOJAronpUsITHYI0 TNPOTHOCTHYECKHE
rpynnbi [25]
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[Murorenernyeckue MonekyisspHbIe MapKephl Knuanueckue hakTopsl
MapKephbl
bnaronpusiTHble MPOrHOCTHYECKHE (DAKTOPHI:
t(15;17), MyrupoBanusii  CEBPA  (Ouainenbhas | HeratuBHbIE — MapKepsl
(t(8;21)(922;922); MyTaIus), MOBb
inv(16)(p13.1922) um | \ryrpposanssii NPM1 Ges FLT3-ITD mpu
t(16;16)(p13.1,022) HOPMaJIbHOM KapUOTHIIE
HebnaronpusiTHbIe MPOrHOCTHYECKHE (DAKTOPHI:
inv(3)(q21926.2) wmu | YBenuuena sxcnpeccus Evil; Bropuunsiit OMJI
t(3;3)(921;026.2); MLL-peapaH)XupoBKH; ['unepneiikonuto3 (> 100
1(9;22), FLT3-ITD-Myranus; x 10%x ans moGoro
t(6;9)(p23;034); DNMT3A-myranus; MO-BapuanT o FAB)
t(v;11)(v;q23); C-KIT-myranus (s t(8;21); inv(16)) Okcmpeccust  CD34  Ha
OJIaCTHBIX KJIETKaxX
-5 niu del(5q); BAALC-skcnpeccust DKCTpamMeayUsIpHbIC
-7 ERG-3kcmnpeccust nopaxeHuss  (0COOEHHO,
KOJKa)
abepparuu (17p); MN1-skcmpeccust OTcyTrcTBHE  pEMUCCUU
KOMIUIEKCHBIN IIOCJIC IICPBOT'O Kypca
KapuoTHil, WT 1-nionumopdusm

MOHOCOMHBIM KapUOTHIT

BCR-ABL-1103uTUBHOCTE

[Tepcuctenuust MapkepoB
MOb

Hogeie, nuznannsie B 2020-2023 rr. u odunuansHo yrBepkaEHHbIe MunH3apaBoM PO,
KJIMHUYECKHE PEKOMEHAaluu (PyKOBOJCTBA, IPOTOKOJIbI JIEUEHHs) — HA HALLIEM caliTe.

I/IHTepHeT'CCBIJ'IKai

http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii protokoly lechenija/54.

Ecnu rae-to keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHOe n3oopaxenne QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJUTCS dTa CChLIKA.
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