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I/K — TIOJTIKOKHO

[TP — nonHas pemuccus

[TLIP — monumepasHas uenHas peakius

TI'CK — TpaHCIutaHTaimsi reMOMO3THYECKUX CTBOJIOBBIX KIIETOK

TKM — TpaHCIuranTanusi KOCTHOTO MO3Ta

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

XT — xumuorepanus

ECOG - (Eastern Cooperative Oncology Group) Bocrounas oObeaMHEHHAass OHKOJOTHYECKAs
rpyria

FAB-knaccudukanus — ppaHiry3cko-aMepruKaHCKO-OpuTaHCKas KilacCH(pUKanus

FISH — ¢ryopecnienTHast in situ ruOpuau3anus

MPO (myeloperoxidase) — muenonepokcumaza

NCCN — (National Comprehensive Cancer Network) HanmonanbHas oOmecTBEHHAS
MIPOTHBOPAKOBAS CETh

** — )U3HEHHO HE0OXO0MMbIC U BaKHEUIITNE JICKAPCTBEHHBIE MPETapaThl

# — mnpemapar, TPUMCHSIOIIUHCA HE B COOTBETCTBHH C TIOKa3aHUSMH K TPUMEHEHHWIO H
MPOTHBOIOKA3aHMSIMA, CIIOCOOaMU TIPUMEHEHHS M JI03aMH, COJCPKAIIUMHUCS B WHCTPYKIUHU TIO
MIPUMEHEHHUIO JICKapCTBEHHOTO Tipenapata (o¢d-1eitdmn)

TepmuHbI M onpeeeHns

Octpeie muenouanbie neiiko3sl (OMJI) — KiIOHanbHBIE OIMyXOJIEBbIE 3a00JIEBaHUSI KPOBETBOPHOM
TKaHU, CBSI3aHHbIE C MyTallUel B KJIETKE-IIPEALIECTBEHHHIIE I€MOII033a, CIIEACTBUEM KOTOPOM CTaHOBSITCS
010K 1udhepeHIIMPOBKH B OECKOHTPOJIbHAs MPoTrdepalns He3peablX MUCITOMIHBIX KIeTOK [1, 2].

[TomHoit pemuccueit (ITP) OMJI npuHsITO Ha3pIBaTh COCTOSIHUE KPOBETBOPHOU TKaHH, TIPU KOTOPOM
B IyHKTaT€ KOCTHOrO Mo3ra oOHapyxkuBaeTcsi 5% u MeHee OJACTHBIX KJIETOK MPU HOPMaIbHOM
COOTHOIIEHUH BCEX POCTKOB KPOBETBOPEHUS, OTCYTCTBYIOT OJAacTHBIE KJIETKM C MajloukamMu Ayspa U
3KCTpaMe Ty UISIpHBIE OYarH TIPH KOJIMYecTBe HEHTpo(dmioB B nepudepuueckoit kposu °1,0 ' 10%m, npu
KonmaecTse TpoMGonuToB 100 ' 10%1, IpH OTCYTCTBHM SKCTPaMENY/UIAPHBIX 0YaroB JICHKEMHUECKOTO
pocrta. YKazaHHbIE [MOKa3aTeIN JIOJDKHBI COXPAHATHCA B CTAOMILHOM COCTOSIHUU B TeueHue > 1 mecsia.
YcranaBnuBaeTcs IpH OTCYTCTBHH JIAaHHBIX O CTaTyce MUHUMAJILHOUM ocTatouHoM 6oJsie3nu (MOB).

[Tonnas pemuccus ¢ orcyrctBuem MOB — IIP ¢ oTcyrcTBHEM B IyHKTaTe KOCTHOIO MO3ra,
oOHapyxeHHoro B nebrore OMIJI renernueckoro mMapkepa (METOIOM IMOJMMEPa3HOM LIEMTHOM peakiuuu
(ITLIP)) mnm Ki1eTok ¢ abeppaHTHHIM UMMYHO(PEHOTHIIOM (METOJI0M IMMPOTOYHOM ITATOMETPHUN).

MunumanbHas octaToyHasi 00jie3Hb — HEOOJIbIIAsT MOMYJSIUsS OMYXOJEBbIX KIETOK, KOTOpasl He
MOXKET ObITh 3aUKCHPOBaHa C TIOMOIIBIO CBETOBOTO MUKPOCKOTA, HO 0OHapyXuBaeTcs 0ojiee TOHKUMU
METOIaMHU UCCIIE0BAHMS, BRIABIAIOMUMH | neiikemuueckyto kinetky Ha 10*° uccnemyempix.

[Tonnas peMuccusi ¢ HEMOJHBIM BoccTaHoBieHHeM — [1P npu coxpanstomieiics nelitponenuu (< 1'
10%/1) nu TpomGonuToniennu (< 100 ' 10%/1).

YactuyHas peMuccusi — Bce remarosiornyeckue kpurepuu [IP; cHmkeHue mpoieHTa ONacTHBIX
KJIETOK B IIyYHKTaTe€ KOCTHOTO MO3ra A0 5-25%; cHuxkeHue uncia OJacTHBIX KIETOK B IIYHKTAaTe KOCTHOTO
Mo3ra He MeHee yeM Ha 50% OT MCXOJIHOTO /10 Hayana jedeHus. J[aHHbIN KpUTEepUil HCIONb3yeTCs IS
onleHKH 3¢ ¢dexkTuBHOCTH JeueHus OMJI mpemmyriecTBeHHO B XOJe KIMHUYeCKHX wuccienoBanuit [-11
¢a3sbl.

OO61mas BBDKUBAaEMOCTb. {7151 olieHKH 00I11ei BEBDKUBAEMOCTH aHAM3UPYIOT BPEMEHHBIE TTapaMeTphl
BCEX TMAIIMEHTOB, KOTOPHIM Hadanu JiedyeHHe. TOukod oTcyeTa SBJISETCS JEHb Hadajga Tepanuu.
CoObITHEM CUMTAETCS] TOJBKO CMEPTh MAIlMeHTa OT JI00W MpUYUHBI (paHHSS JIETaTbHOCTh, CMEPTh B
MIEPHO]T PEMUCCUU OT JIFOO0H MPUYHMHBI, CMEPTh B MIEPUOJ PELMIUBA). DTOT aHAIN3 MO3BOJISIET OIICHUTH
YHCIIO peajbHO OCTABIIUXCSA B )KUBBIX NarreHToB ¢ OMJI Ha doHe MpoBeeHHON TepaIuu.

bespennauBHas BeIKUBAEMOCTh. [Ipu olieHKe Oe3peiIMBHON BEIKUBAEMOCTH YUUTHIBAIOT JaHHBIC
TOJIBKO T€X MAallMeHTOB, Y KOTOPHIX Obl1a gocturnyta [1P. Toukoii oTcuera cunTaeTcs AaTa JOCTHKEHUS
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[TP. CoOBITHSIMH CUWTAIOTCS PEIHIWB M CMEPTh OT JIFOOOW MPHUYMHBI (B MEPUO] KOHCOIHIAIUU WIIH
MOJUICPKUBAIOIIETO JICYCHUSI, OT PELUIMBA, B MEPUOJ PEMUCCHUU OT JPYrodl MPUYMHBI, HAIpUMEp,
cyutuaa). LleH3ypupyroT TOIbKO TeX MAIMEHTOB, KOTOPhIC ObLTH KMBBI U HaXoqwauch B [IP B MOMeHT
MPOBEICHUS aHAJIN3A.

BepositHocTe coxpanenust IIP (oOpatHoe OT BeposiTHOCTM pa3BuTus peunauBa). Ilpu ouenke
BEPOSITHOCTH coxpaHeHud 1P yuuTeIBaroTCA JaHHBIE TONBKO TEX MAMEHTOB, Y KOTOPBIX AOCTUTHYTA [1P.
[Ipu aTOoM ToukOW oOTcuera ciyxuT nata goctuxeHus [IP. CoObITHEM CUHMTAeTCs TOJBKO PEIHMINB
3abosieBanus. L[eH3ypupyOT BceX manueHToB, KTo kuB B [IP B MOMeHT mpoBeaeHus aHanm3a. [lanueHTsl,
ymepiue B iepuos [IP oT ocnoxHeHui, CBI3aHHBIX C JICUCHHEM, WU OT APYrUX MPUYWH, [IEH3YPUPYIOT
B JICHb CMEPTH, KaK MMAIMEHTOB, HaxoauBIuxcs B [1P.

BepostHocTe coxpanenus [IP sBigercs Tem mokaszaTeneM, KOTOPbIM MO3BOJSIET OLIEHUBAaTh
WCTUHHYIO TTPOTHBOOITYXO0JEBYIO 3(D(PEKTUBHOCTh KAaKON-TMOO Tepanmuu 0e3 ydeTa TaKuX CyObEeKTHBHBIX
MOMEHTOB, KaK BbIXa)KMBAHHUE MAIIUEHTOB OT OCJIOKHEHUH, CBA3AHHBIX C CAMUM JICUCHHEM.

beccoObITniiHasT BEDKMBAEMOCTh. JTOT IMOKa3aTellb OIEHWBAET BBDKMBAEMOCTh BCEX TMAIUEHTOB,
BKJIIOYEHHBIX B aHaJIN3, C MOMEHTA Hauaja Tepanuu. COObITHEM CUHMTAETCS PAaHHSS JETAIbHOCTh, (PaKT
HenocTmkeHus: [1P depes 2 mecsma ot Havana JieueHUs, CMEPTh B MEPUOJ] PEMUCCUU OT OCJIOKHEHUU
xumuorepanuu (XT) unm apyrux npuyMH, a Takke peuuauB 3aboneBaHus. LIeH3ypHpYIOT TONBKO
MalUEeHTOB, Y KOTOPbIX Obla nocturuyra [1P B Teyenne nepsoix 2 kypcoB XT, M OHU OCTAIOTCS KUBBIMH,
coxpansis [IP, Ha MOMEHT ITpOBEACHNS aHAIN3A.

Pesucrentnas ¢popma OMJI, mo MHEHHIO OONBIIMHCTBA POCCHUMCKUX KCIEPTOB, KOHCTATHPYETCS
npu orcyrcteuM IIP mocne 3aBepmieHus 2 KypcOB MHIAYKIIMOHHOW Tepanuu. BakHO OTMETHUTB, 4TO, IO
MEKIYHAPOAHBIM KPUTEPHUAM, PE3UCTEHTHOCTh Npu OMJI MOXHO OLleHHMBaTh JIMIIb Yepe3 7 JTHEH mocie
3aBEpIICHUS Kypca nojuxumuoTepanuu. Ecnu nanueHT ymupaetr B TedeHue kypca XT unu B TeueHue 7
JHEeH 1ocje Hero, OnpeaesuTh, Pe3UCTEHTHAs Y Hero (opma neiiko3a WM HET, HeNlb3sl, U MalleHTOB B
3TOM CJIy4ae OTHOCSAT K KaTETOPUH HEyZa4 B JICUEHUN KaK HEOTPEIECIEHHBIN HCXOI.

CmepTh B amia3u — CMEpPTh TAIMEeHTa B TEPHOJ WHAYKIHMOHHOW Tepanmuu (1-2 kypca). DTOT
KpUTepuil 00beIMHACT MOHATHE ""CMEPTh B aruta3uu’ — CMEPTh MAIUEeHTA, TTPOYKUBIIIETO IMOCIE OKOHUYAHUS
kypca XT 37 nHeit, B Iepro ] MHEIOTOKCHYECKOTO arpaHyJIOIUTO3a U aIlIa3ui KPOBETBOPHOH TKAHM, TIPH
OTCYTCTBUHU MEPCUCTEHLINH JIEHKEMHH, T0Ka3aHHOW ITyHKLIIUEW KOCTHOTO MO3ra.

CMepTh OT HEOMpeaeIeHHON MPUUKHBL — 1) cMepTh MaleHTa A0 3aBEpILIEHUsl Tepanuu; 2) CMepTh
nanueHTa B mepuoj < 7 gHed mocie 3aBepimieHus XT; B) cMepTh MalueHTa, Y KOTOPOro B
nepudeprudeckoil KpOBU HE BBISBIISAIOTCA OJACTHBIE KJIETKH, HO IMTyHKIIMSI KOCTHOT'O MO3Ta HE BBIMIOJIHEHA,
uepes 37 queit mocie 3apeprueHNs MHAYKIMOHHOM TepanuHy.

B Hacrosmiee BpeMsi Hepeko MOJab3yrOTCs NOHATUAMU 30-aHeBHAsA U 60-qHEBHAs JIETAJbHOCTD, T.€.
CMEpPTh OT JIOOBIX MPHUYMH B YyKa3aHHbIE IEPHOJBI BPEMEHM, COBIAJamoImue ¢ 1-M U 2-M KypcoMm
MHIAYKIUY; 60-THEBHYIO JIETAJIbHOCTh PAHEE ONPEAEIISIN, KaK "paHHss JeTalbHOCTh' .

PeunauB remaronoruueckuii — oOHapyXeHHE B MyHKTaTe€ KOCTHOro mo3ra Oomnee 5% OnacTHBIX
KJIETOK W/HIIM SKCTPaMEeTyJUIIPHOTO OYara OIyXoJH, B TOM YUCIIE HEHPOIeHKeMUH.

PeunauB  MolsieKynspHbI/UMMYyHOJIOTUYeCKUH — BblsiBIeHne MOB wMerogoM  mpoTO4YHOM
uutomerpuu wunu [P mpu ycnoBuu aHanmuza abeppaHTHOIO MMMYHO(MDEHOTHIIA WU BBINOJIHEHUS
MOJIEKYJIIPHOTO UCCIEA0BaHUs O Havaia Teparuu.

NHnykuus peMucCHM — MEpUOJi HAYaJIbHOTO JICYEHMS, 1IEJIbI0 KOTOPOTO SIBJISIOTCS MaKCHUMAaJIbHO
OBICTpOE U CYIIECTBEHHOE COKpallleHHWe OMyXojeBoil macchl u aocTikenue [P (o6bryno 1-2 kypca).
Nmenno B 3TOT mepuoj Ha (oHE MPUMEHEHHUS MPOTHUBOOIYXOJIEBBIX MPENapaTroB IUTOCTATUYECKHX
CPEJZICTB KOJIMYECTBO JICUKEMUYECKUX KJIETOK B KOCTHOM MO3re yMeHbIaetrcs npumepHo B 100 pa3s, T.e. B
MoMeHT KoHctartanuu I[P B xocTHOM Mo3re Mopdosorudecku ompeneisercs MeHee 5% OmyXoleBbIX
KJIETOK.

Konconunanus pemuccuu. BropsiM sTanom tepamnuu octporo neiikosa (OJI) sBrnseTcs 3akperieHne
JOCTUTHYTOTO TIPOTHBOOITYyX0JIeBOTO A dekra (00braHo 1-2 Kypca). B HacTosIiee Bpemsi B OONBITUHCTBE
CllydaeB KOHCOJMJAIUS — HAauboJiee arpecCUBHBIA M BBICOKOJO3HBIN 3Tanm npu jeueHuu OJI. 3amaueit
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3TOTO MEpHoJa SABISETCS MO BO3MOXKHOCTH eIlie OOoJblIee YMEHBIICHHE YHMCIIAa OCTAIOLIMXCS IOCie
MHJYKIUU JEHNKEMUYECKUX KIIETOK.

[TonnepxuBaromiee jJe4eHUE — IMPOJOJDKEHUE LIUTOCTATHYECKOrO BO3JCHCTBUSA B MEHBIIMX 034X,
4YeM B IepUO] MHIYKIIMNA/KOHCOIUIAIMH PEMUCCHH, HJIM UHOTO (TapreTHOTro) BO3ACHCTBHUS Ha BO3MOYKHO
OCTAIOUIUICS OIyXOJIEBBIN KJIOH.

[IpodmnakTuka UM, Mpu HEOOXOTUMOCTH, JICUEHHE HEUPOJICUKEMUH. DTOT ITAIl PACTIPEACISIECTCS
Ha BCE MEPUOBI IPOTPAMMHOTO JICYEHHS] — UHAYKLIHIO PEMHUCCUH, KOHCOJIUIALHUIO U IO KUBAIOIIEEe
JICYCHHUE.

Tpancrmantanus koctHoro mosra (TKM). Iloxg »Tum TepMHHOM OOBEIMHEHBI TPAHCILIAHTALIUS
reMonodTHYecKnX cTBOJIOBBIX KieToK (TI'CK) xocTHOro Mo3ra nepudepruieckoil KpoOBU U ITYTIOBUHHOU
(naneHTapHO) KpOBH.

1. Kparkas unpopmanus

1.1. Onpenenenne 3a00/1eBaHUS WM COCTOSIHUS (TPyNIIbI 32001€BAHNIA UJIM COCTOSTHHIA)

Octpeie muenouanblie neiiko3sl (OMJI) — KiIOHanbHBIE OIMyXOJIEBbIE 3a00JIEBaHUSI KPOBETBOPHOM
TKaHU, CBSI3aHHbIE C MyTallUel B KJIETKE-TIPEAIECTBEHHHIIE T€MOII033a, CIEICTBUEM KOTOPOW CTAaHOBSITCS
010K TudhepeHIIMPOBKH 1 OECKOHTPOJIbHAS TPoHdeparns He3peablX MUCITOMIHBIX KIeTOK [1, 2].

1.2. DTHoJsiorusi U maroreHe3 3a00/ieBaHMSl MJM COCTOSIHUA (rpynnbl 3a00/IeBAHMHA WM
COCTOSTHMA)

OMUJI sBnsieTcst cneACTBHEM TMOBPEXKICHUS (MyTallMi) B TEHETUYECKOM MarTepuaje KIOHOTCHHOU
KPOBETBOPHOH KJIETKH. B pe3ynpTaTe 3TOr0 MpOUCXOIAT HAPYIICHHE KOHTPOJIS 33 KIETOYHBIM LIMKJIOM,
W3MEHEHHE IIpoliecca TPAHCKPUIIMU U TOPOAYKLUMH psa KIo4eBbIXx OeiakoB. Bcnenctsue
OCCKOHTPOJILHOM  mposiudepaniun B OTCYyTCTBHE TU(D(PEPEHIMPOBKH MPOUCXOJAUT HAKOIUICHUE
naToJiornyeckux kierok. ToT dakr, uro matorene3 OJI cBsA3aH C TEHETUYECKUMHU MTOJIOMKaMH, JOBOJIHHO
4acTo MOATBEP)KIaeTCsl OOHAPYKEHUEM Pa3INYHbIX XPOMOCOMHBIX abeppanuii (TpaHCIOKaIHil, 1eIenid,
WHBEpCHA W T.1.). B OOJBIIMHCTBE cllydaeB KOHKpETHas NpUYMHA BO3HUKHOBeHHss OMIJI ocraercs
HeusBecTHON. OJJHAKO CYIIECTBYET HECKOJBKO MpPEapacoiaralonmx (akTopoB, KOTOPhIE 3HAUUTEIHHO
YBEJIMYUBAIOT PUCK PA3BUTHs ATOTO 3a0oyieBaHUA. YeTKO OKa3zaHHAs CBSI3b MOHU3UPYIOIIEH pajaualiuu
IIpU B3pbIBE aTOMHOW OOMOBI, a TaKkkKe XHUMHO- M PaJuOTepanuH MO TOBOJY IPYIHX OIyXOJeld C
MOBBIIIEHHBIM PUCKOM BO3HMKHOBeHHs OJI 3actaBwiia M3y4uTh APYrH€ BO3MOXKHBIE JIEMKEMOI'€HHbIE
(dakTopbl (HU3KHE [03bl paJudalldd, XUMHUYECKUE BEUIECTBA, KypEHHE, SJICKTPOMArHUTHBIC BOJIHBI).
JlokazaHo, 4TO MeXIQy KypeHueM u puckoM pas3sutusi OJI cymiecTByeT 1030Bas 3aBUCUMOCTb, KOTOpas
0coOeHHO oveBHAHA Uil Jauil cTapiie 60 ner. Psn uccnemoBareneil mpeamnonarart, uto okoiio 20%
cinyqyaeB OMIJI sBisitoTCsl ciaeacTBUEM KypeHHs. beH301 mpu JIMTENTbHOM BO3JCMCTBUM Ha OPraHU3M
YyeloBeKa JaeT JeilkeMoTeHHbI 3(dekr, HO mpu HEOONBIINX KOHIIEHTPALUSIX 3TOTO BEIIECTBA, C
KOTOpPbIMH 4allle BCEro CTaJKMBAIOTCS JIIOAM Ha IPOU3BOJCTBE, HE JOKa3aHa B3auUMOCBS3b C
MOBBIIIEHHBIM PUCKOM BO3HUKHOBeHHMs OMJIL. [lpu M3ydyeHUM NOCTOSHHOTO BO3JCHCTBUS MalbIX 03
panuanyy IoKa He MOJIy4eHO J0Ka3aTeldbCTB B I0JIb3Y YBEIMUYEHMsS 4acToThl 3aboieBaemoctu OJL
BriepBble B3auMocCBs3p Mexay mnpeamiectBytomeid XT, JTydeBbIM JI€YEHMEM KakuX-THM00 ApYyrux
OTYXOJIEBBIX 3a00JieBaHUIl M YBEIMYEHHBIM puUCKOM pa3BuTuss OMJI Obima oTMe4YeHa y MAlMEeHTOB,
U3JICUEHHBIX OT JUM@POMbl XoJKKHHA. JlOKa3aHO, YTO HE CTOJBKO KyMYJISTHBHAs 103a, CKOJBKO
MHTEHCUBHOCTh JI030BOTO BO3/EHCTBHs OOYCIOBIMBAET IMOBBIIIEHHE YacTOThl 3aboneBaemoctu OMJL.
Puck pasButus BropuyHoro OMJI HamOosiee BBICOK B mepuojx OoT 2 A0 9 5eT mocie 3aBeplieHHs
npenmectsyromeri XT. B 85% cinydaeB BTOpUUHBIE JI€HKO3bl BO3HUKAIOT B Cpoku 10 10 jer or
OokoHYaHus JiedeHus [1, 2]. Ortuonorus u crenuduueckue (GakTopbl, MPUBOAALINE K Pa3BUTHIO
BTOPUYHBIX MHEJIOMIHBIX OIYyXOJEH, IOJHOCTbIO HE W3y4eHbl. B IaToreHe3 BOBJIEUEHBI MHOTHE
TEHETUUYECKUE IYTH U KoollepaThBHbIE MyTauuu. Bropuunsie OMJI, acconunpoBaHHble C TPUMEHEHUEM
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ATKWIMPYIOLIUX IPErnapaTroB, 4acTo AEOITUPYIOT ¢ MuenoauciuiactuueckuMm cuuapomom (MIC) c
MOHOCOMHEN WM YacTU4YHOW Jenenueit xpomocoM 5 u 7. OtorT Tun OMJI BO3HHMKAaeT OTHOCHUTENBHO
MO3/IHO, B CPeAHEM Yepe3 S5-7 JeT mocie JedeHus nepBuyHoil omyxonu. B [Ipunoxenun A3.6 npusenena
xapakrepucTuka BropuuHblx OMJI, acconnnpoBaHHbBIX C IPUMEHEHUEM MHTHOMTOPOB Tonou3oMepassl 11
U aJIKAJIMPYIOLINX areHTOB.

1.3. dnugemuosiorus 3adosieBaHus WM COCTOSSHUA (TPyNbI 3200/1eBAaHUI WJIM COCTOSIHM)

Cunraercs, yto OMJI 3abo0seBatoT B cpeanemM 3-5 yenoBek Ha 100 Toic. HaceneHnusd B roa. Ilpu stom
3200JIeBa€MOCTh PE3K0O BO3pacTaeT B Bo3pacte crapuie 60 net u cocrariser 12-13 ciyuaeB Ha 100 THIC.
HacelleHus y Jul] B Bo3pacte crapiue 80 jer. Meauana Bo3pacta 3Toro 3a00yieBaHUsI COCTaBISAET 65 JeT.
[Tpu uncnennoctu Hacenenust 140 muH xuteneir B Poccuu pacueTHsIi mokaszatens 3a0oseBaeMocTd (TI0
naHHbIM EBpomnelickux U AMEpHUKaHCKMX HCCleqoBaTesiel) JOJKEH COCTaBIsATH OKOJO 5 ThIC.
3aboneBmx [3].

Ilo pe3yapTaTaM  pErucTpalMOHHOTO UCCIIeZIOBaHMs, BBITIOJTHEHHOTO poccuiickoi
uccienoBaTenbckod rpynno mo wusydenuto OJI B psge permonoB Poccum, Menmana Bo3pacra
muarHoctuku OMUJI cocraBmsieT 53 rona, uto Gosiee yem Ha 10 jeT MeHbIe, YeM B 3alaHbIX CTpaHax.
OTH TOKa3aTelIl CBHUJAETEIbCTBYIOT KaK O HEAOCTaTOYHOW auarHoctuke OMJI y mamueHToB crapuien
BO3PAaCTHOM TpyHIMbl, TAK U O MEHBUIEH NPOJOIKUTEILHOCTH >KU3HU HACEJeHHs B Hallel CTpaHe.
3aboneBaeMoCTh, MO0 JaHHBIM PErHCTPAIIMOHHOTO HCCienoBaHus, coctaBuia 1,32 cmydas Ha 100 ThIC.
B3pocioro HaceneHus. 1 necmotpst Ha To yto OMJI OTHOCAT K Op(paHHBIM 3a00J€BaHUAM, COI[MATIbHAS
3HAYUMOCTD JICYEHHS ITOI0 CAMOT'0 IPO3HOTO 3a00JIEBaHUS CUCTEMbI KPOBH OIpEAEseT He0OX0IMMOCTh
OpraHu3aluy aJCKBATHOW CIENHMAIM3UPOBAHHON IIOMOIIM, MPEIyCMATPUBAKOUIEH B3aUMOJICHCTBUE
MHOTHUX MEIUIUHCKUX JUCLMIUIUH, COBOKYITHOCTh KIMHUYECKUX, J1a00PAaTOPHBIX, HHCTPYMEHTAIbHBIX U
HAyYHBIX UCCJICIOBAHUM, IPEEMCTBEHHOCTh CTAIIMOHAPHOM U amOymatopHo#t momornu [1, 2].

1.4. Oco0eHHOCTH KOAMPOBAHUA 3200JIeBAHMS WJIHM COCTOSIHUSL (FPynnbl 3a00J/IeBAHMIA MM
cocTosiHMid) 1o MexayHapoaHOil cTaTUCTHYeCKON Kiaccupukanum 0oJie3Held W mpodJeMm,
CBSI3aHHBIX CO 310POBbEM

C92.0 — OcTpplii MUETIOWIHBIN JICHKO3

Hckirouenne: 000CTpeHre XPOHMYECKOTO MUEIOUIHOTO Jieiko3a (C92.1)
C92.3 — MuenouHas capkoma (XJ0poMa, TpaHyJIOIUTapHasE capKoMa)
C92.5 — OcTpplii MUETTOMOHOIIUTAPHBIN JIEUKO3

C92.6 — OcTpslii MUeOWIHBIHN JIeHK03 ¢ 11q23-anomanuei

C92.7 — Ipyroit MUENOUTHBIN JEHKO3

C92.8 — Octpas MuenouHas IeHKeMus ¢ MyJIbTUIMHEHHON TUCTIa3uei
C92.9 — MuenouaHblil 1eHK03 HEYTOUHEHHBIH

C93.0 — OcTpblit MOHOIIUTAPHBIN JIEHKO3

C94.0 — Octpas spuTpemMus 1 SpUTPOIICHKO3

C94.2 — OcTtpelit MerakapnoOIacTHBIN JIEHKO3

1.5. Knaccndukanus 3a60/1eBaHusI MJIH COCTOSTHUSA (TPyNNbI 3200/1eBAHUI HJIH COCTOSIHUI)

JHuarno3 OMIJI ycTaHaBnIMBarOT MpH OOHAPY)KEHHWU B KOCTHOM Mo3re 20% OnacTHBIX KIIETOK U
Oonee (netanpHee CM. Janee).

Ilepeyenb BapHAHTOB OCTPOr0 MHEJIOHIAHOIO JIEHKO03a M JPYIrHX ONyXoJiedl ¢ MHeJTOUIHOM
nudpepennmponkoii (Bcemupnasi opranuszanus 3apasooxpanenus (BO3), 2016) [4, 5]

Knaccugukanus BceemupHoil opranmzauuu 3npaBooxpanenus (BO3) (2016) moxapasaensier Bce

Ctpanuua 5 u3 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

OM.H, OCHOBBIBAACH HAa UX HNUTOTCHCTUYCCKHUX U MOJICKYJIAPHO-T'CHCTHUYCCKUX OCO6€HHOCT$IX, 1 UMCHHO
3TH 0COOCHHOCTH (DOPMHUPYIOT KIIMHUKO-TTATOJIOTUICCKHE TPYIIIIBL;

- OMJI ¢ ycToiiYuBO BBISIBISIeMbIMU FeHeTHYECKHMH AHOMATUAMH
OMUJI c t(8;21)(q22;922); RUNX1-RUNX1T1

OMUJI ¢ inv(16)(p13.1922) nmm t(16;16)(p13.1;q22); CBFB-MYH11
OcTpplil npomuenouuTapHsiii neiikos ¢ t(15;17)(q22;q12); PML-RARA
OMIJI ¢ t(9;11)(p22;923); MLLT3-MLL

OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214

OMUJI ¢ inv(3)(q21g26.2) mm t(3;3)(q21;926.2); RPN1-EVI1

OMIJI (merakapuobnactabii) ¢ t(1;22)(p13;q13); RBM15-MKL1

OMJI ¢ BCR/ABL1*

- OMJI ¢ reHHBIMU MYTAUMAMHU <*>:

OMIJI ¢ myrupoBaHHbIM reHOM NPM1 <*>

OMIJI ¢ 6uannensHOM MyTauuel rena CEBPA <*>

OMIJI ¢ mytupoBanabiM reHoM RUNX1 <*>

- OMJI ¢ m3MeHEHHUAMH, CBSI3aHHBIMU C MHEJIOIUCIIIa3HeH

- MuenouHbple HEOTUIa3uH, CBSA3aHHbIE ¢ MpeamecTByomei X T

- OMJI, mo-apyromy He crnernupunupoBanubie (NOS)

OcTprlif MEETOOIACTHBIN JICHKO3 ¢ MUHUMATBLHOH U] PepeHITPOBKOI

OcTpplit MuenoOacTHbIHN Jieliko3 6e3 co3peBaHus

OcTpblif MEETOOIACTHBIHN JICMKO3 C CO3pPEBAaHUEM

OcTpblit MEETTOMOHOOIACTHBIN JICHKO3

OcTpblit MOHOOJTACTHBIN/MOHOITUTAPHBIN JICHKO3

OcTpplii 3pUTPOMUETO3

OcTpslif MeTakapuoOIaCTHBIN JICHKO3

OcTpslii n1eiiko3 u3 6a30¢huIoB

OcTpblif MaHMKENI03 ¢ MUETTO(UOPO30M (CHHOHUM: OCTPBIH MUEIO(DHUOPO3, OCTPBIN MUEITOCKIIEPO3)

- MuenouHas capkoma (CHHOHHUM: SKCTpaMenyJysipHas MHUEJOUIHASL OIyXO0Jb, IPaHyIOIUTapHas
capKoMa, XJiopoma)

- MuenouHbie OMmyXoJu, CBsI3aHHbIE ¢ CUHapoMoM [layHa

TpaH3uUTOpHBII aHOMAJBHBIA MHEJIOIN033 (CHMHOHUM: TPAH3UTOPHOE MHUEIOTPOIU(pEpaTHBHOE
3aboneBanue (MII3))

MuenouaHblii J€iK03, CBSI3aHHBIN ¢ cUHApOoMOM JlayHa
- OnyxoJib U3 I1a3MaUUTOUIHBIX ACHIPUTHBIX KIIETOK
- OcTpble JEHKO3bI HEONPEASICHHOM JTUHUN AU dHEepEeHITUPOBKH

Octpelit HenuddepeHITPOBAHHBIN JEHKO3

Ocrtperit neiiko3 cmerrannoro ¢penoruna (OJICD) ¢ t(9;22)(q34:;q11.2); BCR-ABL1
OJIC® c t(v;11q23.3); peapamxupoBka rena KMT2A (panee — MLL)

OJICD, B/muenonansiii, NOS

OJICD, T/muenounansrii, NOS

OJIC® NOS <*>

OJI neonpenenennoit nunun auddepenuupoku NOS <*>

<*> HoBsle rpynisl, BBeACHHBIE B Kinaccudukamuio BO3 B 2016 .
BCR-ABL1-no3uruBHsii OJI moxeT ObITh AuarnoctupoBad kak OJIC®D, HO Tepanus manKUeHTaM C
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9TUM BapHMaHTOM HpoBoauTcs 1o nporpammam JjeueHuss BCR-ABLI1-no3utuBHoro octporo
TUMQOOIIACTHOTO JIeiKo3a.

[Moarpynma "OMIJI ¢ yCTOWYMBO BBISBISIEMBIMH XPOMOCOMHBIMH aHOMATUSMHU" OOBEIUHSICT
HecKoJIbko BapuantoB OMJI:

- OMJI ¢ t(8;21)(q22;q22); RUNX1-RUNX1T1;

- OMIJI ¢ inv(16)(p13.1g22) wm t(16;16)(p13.1;q22); CBFB-MYHI11 (1ipu BBISIBIICHUU YKa3aHHBIX
XPOMOCOMHBIX IIEPECTPOEK, HECMOTPS Ha YMCJIO OJACTHBIX KJIETOK B IYHKTaT€ KOCTHOTO MO3ra, BCeraa
ycTaHaBIuBaoT quarno3 OMIJI);

- Octpslii mpomuenonuTapHblil aeiko3 ¢ t(15;17)(q22;q12); PML-RARA; tpancnokauuu RARA ¢
JIPYTMMHU TapTHEpaMU BBIIEISIOTCS B oTnaenbHble Gpopmbel OMIJI, nampumep OMII ¢ t(11;17)(q23;q12);
ZBTB16-RARA; OMJI ¢ t(11;17)(q13; q12); NUMAI1-RARA; OMIJI ¢ t(5;17)(q35;q12); NPM1-RARA,
OMIJI ¢ STATSBRARA.

Panee Beimensemas kareropus "OMJI ¢ anomamusmu 11923 (MLL)" Oblma mepeBezeHa B
kareroputo "OMJI ¢ t(9;11)(p22;923); MLLT3-MLL". Ipyrue TpaHCIOKaIuu, OTIMYAIOIIUECS OT TeX,
yto BKmo4aroT MLLT3, pomxHbl OBITH OTHAEIBHO YyKa3aHbl B JuarHode, Hampumep OMII ¢
t(6;11)(927;923); MLLT4-MLL; OMJI ¢ t(11;19)(q23;p13.3); MLLMLLT1; OMJI ¢ t(11;19)(q23;p13.1);
MLL-ELL; OMJI ¢ t(10;11)(p12;923); MLLT10-MLL.

bputn BeIiCIIEHBI 3 HOBBIX MOATPYIIIBI:

- OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214,

- OMJI ¢ inv(3)(q21q26.2) unu t(3;3)(q21; q26.2); RPN1-EVI1;

- OMJI (merakapuo6mnactusiif) ¢ t(1;22)(p13;q13); RBM15-MKLI, penkuit Bapuant OJI, Hanbonee
YacTO JTUArHOCTUPYEMBIN y IETEH.

VY nanuentoB OMJI ¢ HOpMaIbHBIM KapUOTUIIOM OBLITN BBIZICIICHBI 2 HOBBIE KATETOPUH:

- OMJI ¢ wmyrupoBanHbiM TeHOM NPMI1 (mykineodosmun (saepubiii  docdonporenn B23,
HYMaTpHH));

- OMJI ¢ wmyrupoBanueiM TeHoM CEBPA (6enok, cBs3wBatonuii suxancep CCAAT anwda
(CCAAT/enhancer binding protein (C/EBP) alpha)). HakamnuBaeTrcss Bce Oouibllie A0Ka3aTeIbCTB B
M0JIb3Y TOTO, YTO 3TU MYTallMU ONPEACIAI0T HapylleHus: AUPPEepeHIuPOBKU FreMOTIOITHYECKUX KIIETOK,
Y OTHOCSITCS K TaK Ha3bIBa€MbIM MYTAIIMsIM 2-TO KJlacca.

Myranuu B reHe fms-cBs3anHoi THpo3uHkHMHA3bl 3 (fms-related tyrosine Kkinase, FLT3)
oOHapyXHBarOT Nnpu MHOTUx BapuaHtax OMJL, U UX OTHOCAT K MyTauusM l-ro kjacca, T.e. K TeM,
KOTOpBIE ONPEAETSIOT MPEUMYILECTBO OMYXOJIEBBIX KIETOK B MpoJudepanuu u/umn BebkuBanuu. OMJI ¢
myrauusmu FLT3 He BbLAENSAIOTCS B OTAEIBHYIO KAaTETOPUIO, OJHAKO HEOOXOAMMO OMpPEAENsTh ITH
MyTalll{, TaK KaK OHU MMEIOT MPOTHOCTHYECKYI0 3HAYMMOCTh. PeKOMeHyeTcsl He TOJIBKO OMpPEeNeNsTh
Hamuuue FLT3-ITD, HO u omnpenensiTh Tak Ha3blBaEMOE aJUIEJIbHOE COOTHOLIEHUE, KOTOpPOe
XapakTepu3yer 00beM OMyXOJu. AJIENbHOE COOTHOIIEHHE CUUTAETCS] BHICOKUM MpH 3HaYeHusx = 0,5 u
HU3KUM — TIpu 3HaueHus1X < 0,5. [IporHocTruecKyto 3HaUMMOCTh UMEIOT BHICOKHE 3HAUCHUSI.

Panee Beiensiemast moarpynmna "OMIJI ¢ mynpTHinHeNHHON nucruiasueit” B kinaccupukanuu BO3
(2016) ompenensiercs kak "OMIJI ¢ W3MEHEHUAMH, CBS3aHHBIMH ¢ Muenomucmiazuei”". OMJI moryt
OoTHOCHUTHCS K Kareropuu "OMIJI ¢ u3sMeHeHussMH, CBSI3aHHBIMM C MHEJIOAMCILIa3uei"”, eciu:

- 20% OnacTHBIX KJIETOK B KOCTHOM MO3Te WIH Nepu(eprudeckoil KpoBH;

- cymecTByeT npeamectyomas ncropud MIC wim naoro MII3;

- CYIIECTBYIOT HUTOT€HETUUYECKIUE aHOMAJINU, aCCOLIMUPOBAHHBIE C MUEJIOIUCTIIIA3UEH:

- KOMILIEKCHBIHN KapruoTHIl (3 XpOMOCOMHBIX aHOMAJIMH U OoJiee);

- HecOanaHcpoBaHHbIe nepecTpoiiku: -7 wm del(7q); -5 nnmn del(5q); (17q) uwmm t(17p); -13 wim
del(13q); del(11q); del(12p) nmm t(12p); del(9q); idic(X)(q13);

- cbamaHcupoBaHHbIe TepecTpoiiku (Tpanciokarmu): t(11;16)(q23;p13.3); t(3;21)(q26.2;922.1);
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t(L3)(P36.3,021.1);  t2i11)(P2L;g23);  t(5:12)(@33pl2);  t(57)(G3301L.2);  t(5:17)(g33;p13);
1(5;10)(g33;921); t(3;5)(925;q34).

- MYJIbTUJIMHEHHAS TUCIIIA3Us;

- OTCYTCTBYIOT "YCTONYHMBO BBISIBISIEMbIE XPOMOCOMHBIE aHOMAUN";

- paHee He MPoBoMIIach X1 10 MOBOTY APYroro 3a00JIeBaHUS.

OcCTpblil MUEIOUAHBIN JIEWKO3, KaK Jpyrue MHUEJIOUIHBbIE OIYXOJU, BO3HUKIINE BCIIEJCTBUE PaHEE
npoBoaumoii XT no moBoxy npyrux 3a0osieBaHuid, B 0TAEIbHYIO Gopmy OMII HE BBIAETSAIOTCS.

IIpornocruyeckue paKkTopbl

[MporHocTryeckue GpakTopsl MOTYT OBITH TIOJIpa3/iesiCHbl Ha 2 OCHOBHBIE IpyIIbI [6]:

1-1 rpynma — ¢akTopbl, OCHOBaHHbIE Ha XapaKTEPUCTHKAaX IMalME€HTa U COCTOSHUM €ro oOIIero
3JI0pOBbS;

2-s rpynmna — (akTopsl, 00yCIOBICHHBIE OMOJIOTUYECKUMHU XapaKTEPHUCTUKAMU JIEMKEMHUYECKOTO
KJIOHA;

3-s1 Tpymnmna, OTMEUEHHAst B 9TOW TJIaBe, SIBISCTCS HE OOBEKTHBHBIM KPHUTEPUEM, a CyObEKTUBHBIM,
HO MCKIIIOUUTENBHO NPUHLUUIHUAIBHBIM (aKTOpoM, OCOOEHHO B ycioBHsX Poccum — aneKkBaTHOCTh
npoBoanmon XT.

@dakTopel MPOTHO3a, CBSI3aHHBIE C MaUEHTOM. Bo3pacT sBisercs OJHUM W3 YHUBEPCAIBHBIX,
HE3aBHCHMBIX U YCTONYMBBIX (PaKTOPOB MpPOrHosa. JloarocpodHble pe3ysibTaThl JIEYEHUS MalUEHTOB C
OMUI B Bo3pacte crapme 60 JIeT B LEJIOM 3HAYMTEIBHO XYK€ 110 CPABHEHHIO C TAKOBBIMH y ITAIIMEHTOB
MoJioke 60 jer. @aKTUYECKH COMOCTAaBUMBIMM C PE3yJIbTaTaMHU y MAllMEHTOB MOJIOkE 60 JIEeT SIBIAIOTCS
TaKOBBIE Yy TMAIIMEHTOB B Bo3pacTe 60-65 jeT, ecn UM MPOBOJAT TEPAMHUIO MO MPOTOKOJIAM JICUCHHS,
MPUHSATHIM y 60JI€€ MOJIOIBIX.

D10 00yCNOBJIEHO KaK MHUHHUMYM JBYMs NpUYMHAMH. BO-TepBbIX, yBEIWYEHHEM C BO3PAacCTOM
YacTOThl HEOJAronmpUATHBIX LHUTOTEHETUYECKHX TOJOMOK: OTMEYaeTcs IOCTENeHHOE HapacTaHHue
CllydaeB C HecOaJlaHCUPOBAHHBIMU XPOMOCOMHBIMH abeppalusMH, ¢ KOMIUIEKCHBIM U MOHOCOMHBIM
kapuoTunoM. OJHOBPEMEHHO C 3TUM CHIKAETCS 4acToTa oOHapy:KeHUs cOalaHCUPOBAHHBIX abeppaluid,
BKJIFOYAs TakWe OJIarONMpHUATHBIC BapUaHThI, Kak TpaHciokaruu t(8;21), t(15;17) m unBepcus 16-i
xpoMocombl inv(16). He wuckmrodeHo, 4Tro MaHHBIM (DEHOMEH MOXET OBbITh OOYCIIOBJIIGH TE€M, 4YTO C
BO3pacTOM yBEIWYMBaeTCid 4actoTa Bo3HUKHOBeHHUss OMJI u3 npenmectyromero MJC. [lpyroii
MIPU3HAK, KOTOPBIN OMpeeNseT OTpUIaTeNIbHOE BIMsIHIE Bo3pacTa Ha nporHo3 OMJI, — npucoenunenue
COIMYTCTBYIOIMX 3a00JIeBaHUM, HaIW4YUMe KOTOPBIX IPU TMPOYUX PAaBHBIX YCIOBUAX OMpeeNnseT
3HAYUTENbHOE YXYAIIEHHE 00IIECOMAaTHYECKOrO CTaTyca M0 CPABHEHHUIO C MOJIOIbIMU MAIlIEHTAMHU.

daxTopsl MPOrHO3a, CBsi3aHHbIe ¢ 3a0oaeBanueM (OMJI). @akropsl, cBA3aHHbBIE ¢ 3a00JI€BaHUEM U
BIIUSIIOLIUE HA PE3yNbTaThl TEPANUHU, CIEIyeT aHAIM3UPOBATh HA BCEX ATAIaXx JIeYeHHs. DTO 00YCIIOBICHO
TEM, 4TO JIEHK03aCCOLIMUPOBAHHBIE (PAKTOPHI MPOTHO3A MO3BOJIAIOT OILIEHUTh 0O0BEM OMYXOJIEBO MAacCCHI,
YyBCTBUTEJILHOCTh OJACTHBIX KJIETOK K IPOTHUBOOITYXOJIEBBIM MpernaparaM, CKOpPOCTb JIUMHUHAIIN
neiikeMudeckux kiaeTok u 0obeM MOBD.

[Ipexxne Bcero, HEOOXOAUMO YYUTHIBATh TaKWE BIIOJHE JOCTYMHBIE KIMHHKO-TEMAaTOIOTHUYECKUE
napaMeTphbl, acCOIMUPOBAHHBIE C HEOMAronpusATHEIM TeuenneM OMJI, kak Jeiikoruros > 100 ' 10%,
HenocTmxeHue 1P mociie nepBoro MHAYKIIMOHHOTO Kypca.

OmnuM u3 BaxHEHmHX (aKTOPOB MporHOo3a, compstkeHHBIX ¢ OMIJI, sBasercs KapuoTuIl
neiikeMudeckux Kietok. MccrnenoBanue kaproTuna HE0OXOIUMO MPOBOAUTH B 00S3aTEIBHOM TMOPSIKE
BCeM mnanueHTaM c¢ nojao3peHueM Ha OMIJIL. JlaHHBIE HMTOr€HETUYECKOTO HCCIIEJOBAHUS TO3BOJISIOT
Bepuduiupoats OMJI B cryyasx, Korja NPUHIMITHATHHBIM SIBISIETCS HE KOJMYECTBO OJACTHBIX KJIETOK
(menbiie umn Gonbiie 20%), a oOHapyKeHHE XapaKTepHBIX XPOMOCOMHBIX alepparuii. Peub uuet, B
gacTHOCTH, 0 Tak Ha3piBaemMoM CBF (Core Binding Factor) OMJI, koTopblii 00beqUHSET ciaydau C
Tpancnokarueil t(8;21) u uaBepcueii inv(16), HE3aBUCUMO OT OTCYTCTBUS HIIM HATUYUS JOTOJTHUTEILHBIX
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XPOMOCOMHBIX abepparui.

I[lomumo 3TOrO, Ha OCHOBaHMM M3Y4YEHHUsS] KapUOTUIIA IPEJICTABISIETCS  BO3MOKHBIM
crpatuduuupoBath naureHToB ¢ OMJI Ha 3 OCHOBHBIEC I'PYIIIBL: OJIATONPHUITHOTO, IPOMEKYTOUHOTO U
HeOmaronpusTHOro nporHosa (cM. [punoxenue I'l). [Moapasznenenue namuertoB OMII Ha 3T rpynimbl
1esecoo0pa3Ho € TOYKH 3pEHHsT BbIOOpAa TAaKTUKM TOCTPEMHUCCHOHHOW Tepamnuu: NpUMEHEHUE
nuTapabuHa** B BRICOKHX J03axX, ucnoib3oBanue awtorennoi TI'CK (ammo-TI'CK). B mocnennee Bpems
PSI POCCUHCKUX M aMEPUKAHCKUX SKCIIEPTOB MAIMEHTaM C HEOJIaronpusTHBIMU aHOMAIIMSIMHU KapUOTHIIA
BOOOIIIE HE PEKOMEHAYIOT cTannapTHyro X T BcieacTBue ee HU3KOH 3(pPeKTUBHOCTH, a MpeyIararoT HHbIe
HU3KOJIO3HBIC U TApreTHBIC BO3ACHCTBUS € 1-r0 Kypca HHIYKIMH [7].

Cnenyer OTMETUTh, YTO y MOJIOBUHBI mauueHToB ¢ OMIJI onpenensercs HOpMajabHbI KapHOTHUIL
JEeHKEeMUYECKUX KJIETOK. OTO MOXET CIY)KUTb OCHOBAHMEM B psijie CIIy4aeB JUIsl TMPOBEACHUS
uccienoBaHus QuiyopecueHTHOM 1n situ rubpuamszanuu (FISH) wim MonekynsipHO-reHeTUYecKux
UCCIIEIOBAaHUN B IEJNAX T[OHUCKA OTAEIbHBIX XUMEPHBIX T'€HOB WIM I[OJIOMOK KapHUOTHIIA,
aCCOLIMMPOBAHHBIX C ONPEICIIEHHBIM KIMHUKO-TeMaTosiornyeckuM ¢enotunom OMIJII u mporHosom:
RUNX1-RUNX1T1 (t(8;21)), CBFB-MYH11 (inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)),
DEK-NUP214, monocomuu 5, 7, ”HBEpCUU XPOMOCOMBI 3 U psJia APYTUX.

Bmecre ¢ TeM, HeOOXOIUMBIM SBJISIETCS M TIOUCK Yy nanueHToB ¢ OMJI ¢ HopManbHBIM KapUOTHIIOM
MyTallUd OTHENbHBIX T'€HOB C YCTAaHOBJIEHHBIM MPOTHOCTUYECKUM MOTEHIMATIOM. MoJeKyaspHo-
reHeTuyeckas ctpatupukanus naureHTos ¢ OMIJI Ha rpynmnsl pucka npenctaniena B [punoxenun I'1.

@dakTopsl IPOrHO3a, CBsI3aHHBIE C HeanekBaTHOW XT. B Poccnn, k coxkaneHuro, CyniecTByeT TaKoi
(dakTop HEONarompusATHOIO MPOTrHO3a, KaK HEaJeKBaTHOE IUTOCTATHYECKOE BO3ACWCTBHE B MEPUOJ
WHIYKIWNA/KOHCOIU AU (YMEHBIIEHHE PACUETHBIX /103 [IUTOCTATHYECKUX MPEenapaToB U 3HAUUTEIbHOE
YJIMHEHHE WHTEPBAJIOB MEXIy KypcaMu), WJIM HeaJeKBaTHas MpeiayiedeHHOoCTh. Eme B Havame 1970-x
roJI0OB, Ha MEPBBIX dTamax craHoBieHus X T OMJI amepukaHCKHMMU HCCIEA0BATEISIMU OBLIO JTOKA3aHo,
49710 3PHEKTUBHOCTH MpOrpamMmsbl 'S + 2" CTaTUCTHYECKH 3HAYUMO XYyKe, yeM nporpammsbl "7 + 3". Boree
20 nmer Hazam B POCCHHCKHX HCCIEAOBAHUAX OBLIO IMPOJEMOHCTPUPOBAHO, YTO YMEHBIICHHUE 03
AHTPAIIMKINHOB M IuTapabuHa** B kimaccmdeckod mporpamme "7 + 3" OMpUBOAUT K CYIIECTBEHHOMY
YXY/IIIEHUIO TIOKa3aTesei o0rel u 6e3penuIMBHOM BEKUBaeMOCTH [1].

B Tex curyanmsx, Koraa IUTOr€HETUYECKOE W/WIIM MOJEKYISPHOE HCCIEI0BAHNUE HE BBIOJIHEHO,
ONpENENUTh TPYIIY PUCKA y TANUWEHTa HE MPEACTaBISIeTCS BO3MOXHBIM. OAHAKO MOXKHO
OpUEHTHPOBAThCS Ha '"cuHTeTHYecKue" (0OBEAMHSAIONINE MOJEKYISIPHO-TEHETHUECKUE M KIMHUYECKHe
npu3Haku OMJI) pekoMeHaanuy €BPOMEHCKUX HKCIEPTOB, KOTOPHIE MOJPA3EISIOT MalMeHTOB Ha 2
OCHOBHBIE TpYNIbl: OJAronpusATHOIO U HEOJAronpUsATHOIO MPOrHO3a. OTH PEKOMEHIAIUH ¢
JI00aBICHUSMH OT POCCHHCKUX 3KCIIEPTOB mpeacTaBieHsl B [punoxkenun 12 [1, 2, 7, 8]. Tem He MeHee
XOTeNOoCh Obl MOAYEPKHYTh, YTO 0€3 MOJEKYISIPHO-TEHETHUYECKUX HCCIEAOBAHUN, BBINOJHEHHBIX B
neOrore 3a0osieBanus, coBpeMernHoe neuenne OMJI HeBO3MOKHO.

1.6. KiunmHnuyeckasi KapTuHa 3a200J/IeBaHUSI WM COCTOSIHUSL (Tpynmnbl 3a00JIeBaHUH WJIN
COCTOSIHMIA)

B OCHOBHOM KJIMHHYECKHE HPOSBICHUS CBS3aHbl C 3aMELICHHEM HOPMAaJbHON I'eMONO3THUYECKOM
TKaHU OITyXOJIEBBIMM KJIETKaMH (aHEeMUsl, TPOMOOIIUTONICHHS], TPAaHYJIOLUTONICHN ), THPUIbTpALMeld UMU
Pa3IUYHBIX OPTaHOB M MPOXYKIHUEH pa3nudHbIX HUTOKUHOB [9]. [lebror OMJI MoxkeT OBITH OCTPBIM CO
3HAYUTENbHBIM  TIOBBIIIEHHMEM  TEMIEpaTypbl  Tena, pe3Kol  claboCThio,  MHTOKCHKAIMEH,
KPOBOTOUYMBOCTBIO, TSKENBIMU HH(peKIuAMH. OHAKO HEPEAKO TUarHo3 YCTaHABJIMBAIOT CIy4allHO NMpHU
Npo(UIAKTUYECKOM OCMOTpe WM B Ciydae TOCHHUTANM3ALMU MO JAPYrod MNpuuuHe. Y MOXHUIIBIX
NAIMEHTOB HEpeaKo Ha (OHE aHEeMHU3aluHM MOSBISETCS WM YCYTyONseTcs CTEHOKapIusi, BO3HHKAIOT
HapYIIEHHUs pUTMa, B CBSI3U C YEM MX TOCHUTAIM3ZUPYIOT B KApAHOJOTUYECKOE OTIEIICHHUE.

[Ipu 0OBEeKTUBHOM 00CIEIOBAHUU MOXET HE HaAOMIONaThCs HUKakMX cuMnToMoB. Ho moBOJBHO
YacTO BBIABIISIETCS YBEJIMYEHUE NEepUPEepUUecKuX JTUM(ATHUECKUX Y3JI0B, MEYEHH, CEJEe3eHKH (4To
HauboJiee XapakTepHO JUIsI MHEIOMOHO- M MOHOOJAcTHOTO Jieiiko3a), THIepiasus JeceH (mpu
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MHEIIOMOHO- ¥ MOHOOJIACTHBIX BapHaHTax), MHPUIbTpAIMS KOXKHU (IPU MHEIOMOHO- U MOHOOJIACTHBIX
BapUaHTAax), FEMOPParu4ecKuil CHHIPOM pa3InYHON CTENEHU TAKECTH (OT NETEXUAIBbHBIX BBICBIIIAHUN JI0
TSKEJIBIX KPOBOTEUEHUI ), 00N B KOCTAX, ApTPAITUU, HEBPOJIOTHUECKas CUMIITOMAaTHKa (MEHUHI €aJIbHbIE
3HaKMU — TOJIOBHas OOJIb, PUTHIHOCTH 3aTbUIOYHBIX MBI, cuMOTOM KepHura, mape3 IUIEBOTO,
IJ1a30/JBUTaTEeIbHOTO U JIPYTMX HEPBOB, Mape3bl HIDKHUX KOHEYHOCTEH U T.1.). B aHanu3ax xpoBu Moryr
ObITh Hecnenu(puyecKrne W3MEHEHHs: TPEXPOCTKOBAsI IUTONICHHUS WM aHEMHUsI, WJIH TOJBKO JICHKOTICHHS
WIK JIEUKOLUTO3, WM TPOMOOLUTOINEHUs. biacTHble KIETKM MOTYT HE OIpENesITbCsl B aHAIU3e
nepudepudeckoil KpoBH U, HA0060poT, cocTaBiiATh 90-95% Bcex nerkonuToB. KommdecTBo JEHKOIMTOB
Taioke BapeHpyeT oT Menee 1,0 1o 200-300 ' 10%n. TIpumepro B 15% cinydaeB B neGrote 3a60/eBaHUS
ompenensercs aeikonuros > 100 ' 109/

HuddepenunansHas aguarnoctuka OMJI mpocrta, MOCKONBKY, €CIM €CTh €ro MOpP(OJOru4ecKoe
MOATBEpK/ieHUE (OJIacTHBIE KJIETKU B MyHKTAaTe€ W/WIN B NMEepUPEpUYecKOr KpOBH), TUArHO3 OUYEBUJCH.
TpynHOCTH BO3HMKAlOT Ha MEPBBIX dTamax — IMpH aHaAJIM3€ Ma3KoB IMepU(epudecKoll KpoBH, KOrjaa
OJIaCTHBIX KJIETOK HET. YBEJIMYEHHE YHClia JIEGMKOLUTOB CO CABUIOM (OPMYIBI BJIEBO MPHU PA3IUUHBIX
MH()EKIMOHHBIX MPOIeccax, a TaKKe TPOMOOLUTONEHUs, aHEMHUS U T€MOPpPAarMyecKuil CHUHAPOM MpH
TSOKENBIX MH(EKIMSIX M CElcuce MOTYT BbI3bIBATH COMHEHHUs B auartHoze OJI, HO B Takux ciydasx
HUKOTJIa HE OOHApY)KMBAIOTCS TUMIWYHBIC OnmacTHhIe KieTku. Hepenko tpeOyercs muddepeHmampHas
JIMarHOCTHKA ¢ MH(EKIMOHHBIM MOHOHYKJIEO30M M HEKOTOPBIMH JPYTUMHU BHPYCHBIMH WHGMEKIHUIMU,
TeM 0oJiee UTO KIMHUYECKas CAMITOMATHKa (TIOBBIIIEHHE TEMIIEPATyphl Tejia, 00U B ropJie, yBeTuYeHHe
TuM(paTHYECKUX Y3JI0B, MEYEHM, CEJE3€HKHU) MOKeT HamoMuHath TakoByto npu OJI. Crnenyer Takxke
mipdepenuupoBat OMJI ¢ OnacTHBIM KpPU30M XPOHHYECKOTO MHeEJoJieiiko3a (IpUCYTCTBHE
bunanenb@uiickoil XpoMOCOMBbI HE BCErjia MOMOraeT, TaKk Kak 3TOT MapKep MOKEeT OOHapyKHUBaTbcsi U
Mpu BIiepBbie quarHocTupoBaHbIx OJI).

Ocoboro BHHUMaHHS  3aCHy)KHBAIOT BHEKOCTHOMO3roBble mposiBieHus OJI, ocoOGeHHO
HEUpOJICUKEMHUSI, KOTOpass MOXKET OmNpenensaThcas M B MOMEHT auarHoctuku OJI. Bo3HukHOBeHHE
HelposeiikeMu 0OYyCIOBJIEHO METAcTa3MpOBAaHHEM JIEWKO3HBIX KIETOK B MMAayTHMHHYIO U MSTKYIO
MO3rOBble O00O0JIOUKH TOJOBHOTO W CHUHHOTO Mo3ra. B psne ciydaeB HaOmiomaercss JieHKO3Has
uHbUIbTpanusa nepudepuyeckux HEPBOB C Pa3HOOOpa3HBIMM JBUTATEIBHBIMU U YYBCTBUTEIBHBIMU
HapYIICHUSIMH WK OOHAPYKUBAETCSl 0YaroBoe Mopa)keHUE BEIIeCcTBA rOJOBHOrO Mo3ra. Heliponeiikemus
XapaKTepU3yeTcss MEHUHI€aIbHBIM U TUIEPTEH3UBHBIM CHHIPOMOM: OTMEYAETCs MOCTOSHHAS TOJIOBHAS
00J1b, BO3MOXKHA PBOTA, BSAJIOCTh, BBISBISETCS OTEK TUCKOB 3PUTENIBHBIX HEPBOB, MOTYT OBITH HUCTAarM,
KOocorjaszue, Apyrue NpU3HAKUW MOPaXKEHHUsS UYEPElHO-MO3TOBBIX HEPBOB, BBISBIAIOTCS PUTHIHOCTD
3aTBIJIOYHBIX MBI, cumiToM Kepaura. [Ipu OMJI HeliponelikeMust JOBOJIBHO peiKa B 1e0r0Te O0JIE3HH,
TEM HE MEHee BCTpeuaeTcsl MPU MHUEJIOMOHO- U MOHOOJACTHBIX BapuaHTaX, 0OCOOCHHO MpH Tex (dopMax
JeiK030B, KOorjaa oOHapy>KUBalOT MOJIOMKY 16-ii xpomocomsl inv(16) (y 30% Takux MauudeHTOB MpH
OTCYTCTBHM TpO(UIAKTHKU BO3HHKaeT Heupoieiikemus). [Ipu OMII k skcTpamMenylIsipHBIM OTHOCST
MOPAXKEHUST KOXKU (JIEHKeMHU[IbI — Yalle BCEro 3TO 0arpoBO-CHUHIOIIHBIE YIUIOTHEHUS, Y3€JIKH B KOXeE),
CeTUaTKH, JECeH, SIM4eK, AUYHUKOB. OTNHCaHbl MOPAKEHUS TUMPATUUECKUX Y3JIOB, JIETKUX, KUIICUYHUKA,
CepJeUYHOMN MBIIIIIBI, MOYeTOUHHUKOB. [Ipu OMJI akcTpaMenyuisipHble MOPaXKeHUs] MITKUX TKaHe paHee
HazpIBaIM "Xj0pomoit". B HacTosmiee Bpems 1 0003HAUEHHUS MOPAXKEHUS MATKUX TKaHEH M OpraHoB
UCTIOJB3YIOT TEPMUH "MHUEIIOUIHAS WK TpaHyonuTapHas capkoma' [1].

2. ImarnocTuka

MHorue PEKOMCEHAOBAHHBIC MCETOJAbI JUAI'HOCTHKU 3a00JIeBaHUS M CBSI3aHHBIX C HUM COCTOSHHH
HUMCIOT OI'PAaHUYCHHYIO JOKa3aTCJIbHYIO 683y B COOTBCTCTBUHM CO IKaJIaMU OLCHKHU YPOBHA
AOCTOBCPHOCTH MO0OKA3aTCIbLCTB U YPOBH:I Y6e,Z[I/ITeJ'ILHOCTI/I peKOMeHI[aI_II/Iﬁ o MpUYIUHE OTCYTCTBUMA
MOCBSAIIEHHBIX MM KIHNHHYECKHX HCCICIOBaHUM. HCCMOTpH Ha 35TO, OHHU ABJIAIOTCS HCO6XOI(I/IMBIMI/I
QJICMCHTaAMH 06CJ'IC,Z[OBaHI/I$I ManueHTa AJjid YCTAHOBJICHUA JUArHo3a U BLI60pa TaKTHUKH JICUCHHA, TaK KaK
Ooee SCIJCPCKTI/IBHBIC 1 NOKA3aHHBIC METO/JbI B HACTOSAIICC BPEMSA HE pa3pa60TaHLI.

Ctpanuua 10 u3 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

Kpurepun ycranosnenus auaruosa: Juarnoz OMJI ycTaHaBnuBaroT Ha OCHOBaHUH OOHapY>KEHUS B
MyHKTaTe KOCTHOTO Mo3ra WiM B nepudepudeckoil kpoBu He MeHee 20% OIacTHBIX KIETOK JHOO
HE3aBUCUMO OT IPOIIEHTHOTO COJePIKaHUs OJACTHBIX KJIETOK MPH HAJTHMYUU MaTOTHOMOHUYHBIX 17151 OMUJI
XpoMocoMHBIX aHomanmit: t(8;21)(q22; q22) AML/ETO, t(15;17)(q12; q11-12) PML/RAR-®, inv(16)
wm t(16;16)(p12; g23) CBF/MYH11, t(1;22).

2.1. ’Kano00b1 1 aHaMHe3

Knunnueckue nposiBienuss npu OMJI 0ObIYHO CBsI3aHBI C M3MEHEHUSIMH B TeMOrpamMme —
[ATOIICHUEH:

- Heilitponenust — GakrepuanbHble HHYEKINH, TPOSBIISAIOINECS, KaK TPaBUIIO, TUXOPAIKOM.

- AHemus — ci1aboCTh, yromsiieMocTb. O01ias ¢1abocTh MPUCYTCTBYET Y OOJIBIIMHCTBA MAIIIEHTOB
1 MOKET HaOII0aThCs 3a HECKOJIBKO MECSIIEB JI0 YCTAHOBJICHUS AMarHo3a.

- TpomMOOLMTONEHNUST — reMOpparvyecKuil CHHIAPOM B BHUJE NETEXUl, KPOBOTOUHMBOCTH JECEH,
PELUINBHUPYIOIIUX HOCOBBIX KPOBOTEUEHUI, MEHO- U METPOpparuu.

- B HekoTOphIX ciyyasx MOTyT HaOJIIOJaThCsl OCCalITMM, B-cuMNTOMBI (JIMXOpajika, CHU)KEHHE
Macchl Teja, BhIpaKEHHas MOTJIMBOCTH).

- B psanme ciaydyaeB y NAnUEHTOB B TEUEHUE HECKOJBKHX MECSIEB 10 OOpalleHHus MOXKET
Ha0JI01aThCsl HEMOTHBUPOBaHHAS C1a00CTh.

[Ipu ocTpoM MHETOMOHOOJIACTHOM JIEWKO3€ W OCTPOM MOHOOJACTHOM JICHKO3€ XapakTepHa
TUTIEPIUTA3Us JECEH U MaIMeHThl MOTYT IEPBOHAYATILHO 00paIiaThCs K Bpady-CTOMATOJIOTY.

- PexomeHnyeTcss BceM MalMeHTaM MpU MOJO3PEHUMU W mpH yctaHoBiaeHHOM OMII TmiaTenbHbIN
coop anamHe3a 3a0oyieBaHMsI C YTOYHEHHEM Tepaluu, KOTopas MpOBOJIMIACH B CBSI3U C 3TUM
3a00JI€BaHUEM WJIH TIO TIOBOJIY JAPYTrUX 3a00JI€eBaHMI paHee, CEMEHHOTO aHaMHe3a, a TaKkke MoJApoOHOe
omnucaHue *anob marueHTa 1 Bepudukanuu quardosa [1, 10].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.2. duzukajanLHoe 00cae10BaHue

- Pekomenmyercsi BceM MalMeHTaM TpU TMOJO3PEHUU W Tpu yctaHoBieHHOoM OMJI mpoBomuTh
¢bu3nKanbHOE 00CIeI0BaHKE, BKIIOYAIOIIEe H3MEPSHUE POCTa U MACCHI Tella, TEMIIEPATyphI Teja; OLEHKY
COCTOSIHUSI KOXKHBIX TIOKPOBOB, KOCTHO-CYCTABHOW CHCTEMBI; BBISBICHHE MPU3HAKOB I'€MOPPAruiecKoro
CHHIPOMA; HAJIMYKME TeMaTOCIUICHOMEralluy, JIMMQaJeHONaTHH, HaTU4YMe NPU3HAKOB JUCHYHKIUU
cepala, JIETKUX, TEYCHH, OPraHOB SHIOKPUHHOW, HEPBHOH CHCTEMbI JUIsl BEpHU(HKAIWW JUATHO3a H
OIICHKH cTaTyca Mo mkaizam Bocrounoit oObenuHeHHOU onkonoruueckoi rpymmsl (ECOG)/BO3 (cwm.
[Mpunoxenue I'3) [1, 7, 11-14].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommeHTtapuii: npu (u3MKaibHOM OOCIICOBaHMM Y YacTH IAIUEHTOB (B OCHOBHOM, C OCTpPBIM
MUEJIIOMOHOOJIACTHBIM JIEHKO30M, OCTPBIM MOHOOJACTHBIM JICHKO30M, OJIACTHBIM KPH30M XPOHUYECKOTO
MUEJIOJICHKO3a) BBISBIISIOT MPHU3HAKK "TPOJHQepaTuBHOTO" CHHIpPOMAa — CIUICHOMETAJUs, YBEIUYCHUE
nuM(paTHYEeCKUX Y3JI0B, KOXKHbIE Neiikemunabl. Jlelikemuabl BbIABISAIOT B 13% cioy4aeB U MMEIOT BHJ
y3JIOB C HW3MEHEHHBIM IIBeTOM KOXu Hax Humu [15]. Ilpu MuenougHOW capkoMme BBISIBISIOT
AKCTpaMeNyJUIIPHBIE OIMyXOJIeBble O0pa3oBaHMs pa3nuuHOW Jokanmm3anuu [16]. B ocrampHOM
MPOSIBIIEHUS] MAIOCTIEIIM(UYHBI M BKIIIOUAIOT CUMITOMBI, CBSI3aHHBIEC C aHEMHEW U TPOMOOIIUTONICHUEH.

2.3. JIabopaTopHbIe AMATHOCTHYECKHE U CCJIeJOBAHUSA

[lepeyeHb TECTOB M HCCIIEAOBAHUM, HEOOXOAMMBIX JJS AMArHOCTHKH U BEpUPHKAIMU JHATrHO3a
OMJI, npusenen B llpunoxenun A3.1. Ha ocHOBaHMM KIMHMYECKON KapTHHBI, a TaKX€ aHaIU3a
pe3yiabTaTOB  IEPEYUCICHHBIX HUCCIEIOBAaHUNA TMAllMEHTOB CTPAaTU(GHUUUPYIOT HA  MOJEKYISPHO-
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TCHETHYECKHUE, a TAKKE KIMHUYECKHE TPYIIbI TporHo3a (cM. [Ipunoxenus I'1 u [12).

- PexoMenyeTcst BceM manueHTaM Mpu noao3peHuu, auarsoctuke OMJI, a takke B Xo1e Tepanuu
C YaCTOTOM OT €XKEIHEBHOTO JI0 €KEMECSYHOTO BBINOJIHEHHE OOIIEero (KIMHUYECKOTO) aHaln3a KPOBH
pPa3BepHYTOTO C TOJCYETOM JICHKOIMTAPHOW (HOPMYIIBI M OIPEACICHHEM YHCIIa TPOMOOIUTOB IS
oTIpeieiieHus JalbHEeHIIIel TAKTUKY BEJCHUS NalueHTa u Bepudukaiuu quartosa [1, 2, 7, 8, 17].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)
KommenTapuii: kak npasmio, B aedrote OMJI BbIsSBIsIETCS HOPMOXpPOMHAs, HOpPMOIIUTapHAas
aHeMUs pa3IMYHOM CTeneHU TsbKecTU. KonMuecTBO peTHKYJIOLUTOB B IpejaesaaX HOPMbl MM CHUXKEHO.
[Ipumepro y 75% nanueHToB uMmeeTcss TpomOouuToneHus. CpeqHuil ypoBeHb JEMKOLMTOB Ha 3Tame
YCTaHOBJICHUS JUATHO3a COCTaBIIAET OKOJIO 15" 10°%/1; 20% manueHToB UMEIOT JeiikomuTo3 > 100 ' 10°%/1.
[Toacuer nelikounutapHoi (opMysbl HEOOXOJMMO BBINIOJHATE HE HA aBTOMaTUYECKOM aHAJIN3aToOPE.
PexomennoBano uccnenoBath kak MUHUMYM 200 JIEHKOIIMTOB B Ma3ke nepudepruyeckoi KpoBH.

- PexomeHyeTcs BceM MaryeHTaM Ipy MoI03peHUH U pu ycraHoBieHHOM OMUJL, a takke B XoJze
Tepanuu ¢ 4acToTOM OT 1-3 pa3 B HENENIO 10 €KEMECSUYHOTO BBIMIOJHUTH aHAJIU3 KPOBH OMOXUMUYECKUN
oOuierepaneBTHUeckuii (0Ommii Oenok, OeslKOoBbIE (pakiuM, MOYEBUHA, KPEaTHMHWH, OWJINPYOUH,
alaHMHaMHUHOTpaHc(epasza, acmapraramMuHOTpaHcdepasa, JTaKTaTACTHAPOTEHa3a, MAarHui, HaTpHid,
KaJIuH, KanblMii, TJII0KO03a) Ui JUarHOCTUKHU COMYTCTBYIOIIEH maronoruu (3a0osieBaHui) U ONpeiesieHus
TaKTHUKH COMPOBOIUTENbHON Tepanuu [1, 2, 7, 8, 17].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomenayercst BceM nanueHTaM IpH MOJ03PEHUN U IIpu yctaHoBiaeHHOM OMUJI, a Takxke B xoze
Tepanmuu ¢ YacToTol oOT 1-2 pa3 B Hememwo A0 EKEMECAYHOrO BBIMOJHATH KOAryjaorpaMmy
(OpreHTHPOBOYHOE HCCJICIOBAaHHE CHUCTEMBI reMocTasa) (aKTUBHPOBAHHOE YaCTUYHOC
TPOMOOIIIACTUHOBOE BpeMsi, MPOTPOMOMHOBOE (TPOMOOIUTACTHHOBOE) BpPeMs B KPOBH WJIM B IUIA3ME,
TPOMOMHOBOE BpEeMs B KPOBH, HCCJICIOBaHHE YPOBHS (PHOPHHOTEH B KpPOBU) JUIsl JAHATHOCTHKH
COITYTCTBYIOIIEH MATOJIOTUHU U OCJIOKHEHUH, a TAK)Ke OMPEeNIEHUs] TAKTUKU COMPOBOIUTEIHHON Tepanuu
[1,7,18].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaiuii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexomeHyeTcs BceM MalMeHTaM Ipy MoI03peHUH U ipu yctaHoBieHHOM OMUJL, a takke B XoJie
TEparuy BBINIOJHATh OOMWH (KIMHUYECKH) aHAJM3 MOYM C YacTOTOW OT €XCHEICIBHOTO [0
©KEMECSIYHOTO  JJIi  JUAarHOCTUKM  CONYTCTBYIONICH  TATOJOTMH M ONpPENCICHHS  TaKTHKH
COIMPOBOAUTENBbHOM Tepamuu [1, 7, 19].

VYpoBeHb yoeauTeabHOCTH pekoMeHaalui — C (YypOBEeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

- PexoMeHnyeTcst BceM maiyeHTaM Ipu MoJ03peHuu U npu ycranoBieHHOM OMJI, a taxke B xoJe
Tepanuu ¢ yactotoil 1 pa3 B 3-6 mecsueB onpenenenue antuten kiaccoB M, G (IgM, IgG) k Bupycy
umMmyHoneduiuta yenopeka BUY-1 (Human immunodeficiency virus HIV 1) B kpoBu; omnpeneneHue
anturen kimaccoB M, G (IgM, IgG) k Bupycy ummyHonedunmra dvenoBeka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu i1 yTOUHEHUS HEOOXOAUMOCTH OJHOBPEMEHHOTO MPOBEICHHUS
NPOTHBOOIYXOJICBOM M aHTHPETPOBUPYCHOM Teparuu [1, 7, 20].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexomeHyeTcs BceM MalMeHTaM Ipu MOJ03pEeHUH U npu yctaHoBieHHOM OMJL, a takke B XoJze
Tepanuu ¢ yactotoil 1 pa3 B 3-6 Mecs1eB BbINOIHATH onpenenenue anturena (HbsAg) Bupyca rematura
B (Hepatitis B virus) B kpoBu u anturena Bupyca remaruta C (Hepatitis C virus) B KpoBH H, NpH
HE00X0IMMOCTH, MOJIEKYJISIpPHO-OMOJIOTMUECKOe HCCle/JOBaHNEe KpoBH Ha Bupyc renatuta B (Hepatitis B
virus) u renatuta C (Hepatitis C virus) B LensIxX YTOUHEHHs pHCKa PEaKTUBALMU BUPYCHOTO T'eraTuTa u, B
cllyyae He0OX0MMOCTH, ee podmnaktuku [1, 7, 21, 22].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
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- PexoMenyercss BCeM MallMeHTaM MpU MOJAO3PCHUU U MpH ycraHoBieHHOM OMJI BbInoSHEHHE
MOJICKYJISIPHO-OMOJIOTHYECKOE HCCIIeOBaHHEe KPOBM Ha BHUpPYChl mpoctoro reprneca (Herpes simplex
virus), nuromeranoBupyc (Cytomegalovirus), Dmmreiina-bappa (Epstein-Barr virus) B mensx yro4HeHUs
pHCKa pa3BUTHS reprieTHUECKON HHPEKIIMU U, B CITydae HEOOXOJMMOCTH, e¢ npodunaktuku [1, 23-26].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- PekoMeHayroTCS BCeM MAIMEHTaM TPU IMOJO3PCHHH W TpH ycTaHoBieHHOM OMJI BBITIOJHATH
MUKpOOHOIOTHYECKOe  (KYJIbTypadbHOE) HCCICJOBAaHWE B IEISIX NPOBEIACHUS IPECIH3MOHHON
AHTHOMOTHYECKOH Tepanmuu B XOJE JICUCHHWS TPH BO3HUKHOBEHUHM (HEOPUIIHHOW JIMXOpAJKH U
WHPEKITMOHHBIX OCIOKHEeH i [1, 2, 27, 28].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapum: MOKET TPOBOJUTHCS MHUKpPOOHOJIOTHYeCKOoe (KYJIbTypalbHOE) WCCIICIOBAHNE
(mmuchakTepro3) ¢ MPUMEHEHHEM aBTOMAaTU3UPOBAHHOTO MMOCEBA, MUKPOOHOJIOTHYECKOE (KYIbTYPATBHOR)
HCCIIeIOBAHUE OTACIIIEMOTO M3 TIOJIOCTH PTa, MUKPOOHOIICHO3a KHIIIEYHHKA KYIbTYPATbHBIMH METOIAMH,
KpPOBH Ha CTEPWILHOCTh, MOYM Ha OAKTepPHATLHBIC TATOTCHEI.

- PexoMenayeTcss BceM mManueHTaM IpH NOJO3PEHHMH M Ipu ycraHoBieHHOM OMIJI, a takxke B
cily4ae pa3BUTHA pelyanBa U nocie BbinosiHeHns auto-TT'CK onpenenenne 0CHOBHBIX TPy KPOBH I10
cucreme ABO, onpenenenue anturena D cuctemsl Pesyc (pesyc-dakrop) 1isi BO3MOKHOCTH MPOBEACHUS
3aMECTUTEIbHOH T'€MOKOMIIOHEHTHOW Tepanmuu MpU HAJU4YMM TMOKa3aHWil 10, BO BpeMs MJM TOcie
teparuu [1, 29].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomentyercss BceM ManueHTaM MoIydeHue IUTOJOTHYECKOro MpernapaTa KOCTHOTO MO3ra IyTeM
MYHKIIMU U UTOJIOTHYECKOE UCCIIEOBaHUE Ma3ka KOCTHOTO Mo3ra (Muesnorpamma) rpH Mnoj03peHuH Ha
OMJI, a Taxxe marueHtaM ¢ BepudumupoBanHeiM OMIJI B mporecce jedeHwus], MOCiIe OKOHYAHHS
MpOrpaMMbl MHIYKIIMH, KOHCOJHMJALWHU, B XOJ€ MpOBelAeHMs mnojanaepkuBawomeid tepanuu (1 pa3 B 3
Mecsa), nepen BemognenueM TI'CK, mocne 3aBepiieHust Bcel 3arIaHUPOBAHHONW TTPOTPaMMBbI JICUEHUS
a TaKkKe NpU BBISBICHHMM W3MEHEHUH B IeMOTpaMME BHE CBSI3U C IMPOBOJUMBIM JICUEHUEM HW/UIU
moo3penun Ha peraus OMJI [1, 7, 17].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexkomenayercss mpu KOHCTaTallMd penuauBa (HE3aBUCUMO OT MPOLIEHTHOTO COJIEp>KaHus
OJIaCTHBIX KJIETOK B MEpH(pepruyecKoil KpoBHU) MOIyUYeHUE UTOJOTUYECKOrO MpernapaTa KOCTHOIO MO3ra
MyTeM NYHKIMM U [HUTOJOTMYECKOe HCCIeIOBAaHME Ma3Ka KOCTHOTO Mo3ra (Muenorpamma) u
LIUTOXUMHUYECKOE HCCIIEeIOBaHUE MUKpOIlpernapaTa KOCTHOTO MO3ra, WM, IpU HEBO3MOXKHOCTU
MOJIyUeHUsl acmupaTa, MOJydyeHHe TMCTOJOTHYECKOro Mpenapara KOCTHOTO MO3ra U IIUTOJOTHYECKOE U
MMMYHOLIMTOXUMUYECKOE HCCIEAOBaHWE OTIEYAaTKOB TpernaHoOuWomrara KOCTHOTO Mo3ra s
MOATBEPKACHUS PEIUANBA ¥ UACHTU(DHUKALIMH KICTOYHOM quddepenuuposku [1, 7, 17].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: myHKIIMOHHOE HCCciIeloBaHue (acmupaliysi) KOCTHOTO MO3ra sIBJsieTcsl 00s3aTeIbHON
PYTUHHOM NUAarHOCTUYECKOU MpOoIeaypoi. Ma3Kku KOCTHOTO MO3ra HCCIEAYIOT ¢ MOMOIIBI0 OKPACKH IO
Mato-I'pronBanbny, I[lannenreiimy wmnm Paiity-I'mm3e. BbinmosnHeHHe TpenaHOOHONCHHM HE SIBIISETCS
00s3aTeNbHBIM, 32 UCKIIOYCHUEM CUTYallUi C TaK HA3bIBAEMBIM '"CYXUM MPOKOJIOM" WJIM OY€Hb CKYIHBIM
MYHKTaTOM KOCTHOTO Mo3ra. PekoMeH0BaHO nccienoBaTh kak MUHHMYM 500 sapocoaepxkaiux KIeTOK
B Ma3Ke KOCTHOTO MO3Ta.

s ycranoBnenus nuarHoza OMJI B maske mnepudepuueckoil KpoBH HIM KOCTHOTO MO3Ta
Heobxomumo Hanmuue 20% OmactHbIX KieTok u Oonee. I[Ipu OMIJI c t(15;17), t(8;21), inv(16) wmm
t(16;16) 1 mpu HEKOTOPBIX CIYYastX OCTPOTO IPUTPOMHEN03a JOJS ONACTHBIX KIETOK MOXKET OBITh MEHEe
20%. B cootBeTcTBHM ¢ HOBOI Kiaccudukamueit BO3 (2016) mporieHT 6JaCTHBIX KJIETOK MOJACYUTHIBAIOT
BHE 3aBHCHMOCTH OT JOJIH KPACHOTO POCTKA.
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Mueno6acTel, MOHOOJIACTBI U METAKapUOOIACTHI BKIIIOYAIOT B 00IIEe YHUCI0 OJIACTHBIX KJIETOK. B
ciygasix OMJI ¢ MOHOOIACTHOH, MOHOIMTAPHOH M MHEIOMOHOIUTAPHON U (PEpEeHIIPOBKOMA
MPOMOHOIUTHI (HO HE aTUIUYECKUE/3peNible MOHOIMTHI) TAKXKE CUYUTAIOT SKBUBAJICHTAMH OJaCTHBIX
KJIETOK. DPUTPOOIIACTHI HE BKIIFOUAIOT B 00IIEe YUCIIO OJACTHBIX KIIETOK.

Jns BepuuKanuu AMarHo3a WCTUHHOTO SPUTPOOIACTHOTO JIEHKO3a MPH IMOJCYETe ITYHKTarTa
KOCTHOTO MO3ra KJIETKH SPUTPOUHOTO psAlia IOJDKHBI COCTaBiATh > 80% OT BCEX KIETOK KOCTHOTO
MO3ra, TIPU 3TOM MPOIPUTPOOITACTHI JOKHEI ObITE = 30%, 6e3 yuera MuenoosacToB. B cooTBeTcTBHU C
HoMmeHkiatypoir BO3 mposputpo6iacTel — He3penble IPUTPOKAPUOIUTHI, MPU ITOM, B COOTBETCTBHUH C
TepMHUHOJIOTHEN KieToK 3puTpono3sa no M.A. Kaccupckomy u I'.A. AnekceeBy, — 3T0 3puUTpoOIACThl U
npoHOpMoOacTel. IIpyu HCTHHHOM PPUTPOOITACTHOM JICHKO3€ TMCMETaKapOIMTOI093 BCTPEUALTCS 4acTo,
B TO BpeMs Kak JAUCTPAHYJIOIMTONO’3 — peako. Ilpm pa3BeaeHWH IyHKTaTa KOCTHOTO MO3Ta
nepudepudecKoil KpOBbIO M KOJHMYECTBE KJIETOK KpacHoro psiga meHee 80% ero oIleHKa MOXKET
MIPOBOIUTHCS 1Mo TpenanoouonTary [30].

BeImonHeHne NUTOXMMHYECKOTO aHalii3a KIETOK KOCTHOTO MO3ra HEOOXOJWMO, Jaxe ecid
OTIpENIeNSIeTCSl BBICOKOE COJIep)KaHUe OJACTHBIX KIIETOK B Mepu(epudecKoil KpOBU. JTO CBS3aHO C TEM,
9TO B psiJie CIydaeB IHMTOXMMHUYECKHE PEAaKIWW MOTYT JaBaTh pa3jIMyHbIE pe3yiIbTaThl B KIETKaX
nepudepudeckoil KpOBH M KOCTHOTO MO3Ta, YTO MOJKET TOBJIeYb 32 COOOW YCTAaHOBIICHHE OIIMOOYHOTO
auarHosa. JlmarHo3 OCHOBBIBAIOT Ha PE3yNIbTaTax HMCCICIOBAHMS, MOJYYEHHOTO Ha KIETKaX KOCTHOTO
Mo3ra. Mcnonp3yroT peakiuu Ha muenonepokcuaasy (myeloperoxidase, MPO) uiu cynaHoBbIil YepHBIif,
Hecnenupuieckyro 3crepasy (anbha-HadTuialneraTIcTepasy, noAaBiIsieMylo WK HeT (TOPUIOM HATPHS)
u PAS (Periodic Acid Schiff — mudd-iionnyro kucinory). OoHapyxenue MPO B 3% 01acTHBIX KJIETOK U
Oosee yka3bplBaeT Ha MHUEIOUAHYIO JHHHIO TuddepeHunpoBkd. B To ke Bpems ee OTCyTCTBHE HE
UCKJIIOYaeT MHEJIOMJHYIO HAalpaBlIEHHOCTh KJIETOK, MOTOMY UYTO B paHHMX Muejo0iacrax, a Takxke
MoOHOOMacTax, MerakapuoOmacrax u s3putpobmactax MPO < 3% wim He ompenenserca. Okpacka
CyZlaHOBBIM 4epHbIM aHanorudHa MPO, Ho sBisiercss MmeHee cnenuduunoit. Hecmenmduyeckas screpasza
HMMeeT BBICOKYIO AUPPY3HYIO WU TPAHYISIPHYIO IIUTOIIA3MaTHYECKYI0 aKTUBHOCTH (B 3aBUCUMOCTH OT
METOJUKH TPOBEICHHS PEaKIHMH) B MOHOOIAcCTaX M MPOMOHOLMUTAaX, KOTOpas [OJDKHA MOJABISATHCS
MOJIHOCTBhIO WJIM 3Ha4YuTeNbHO (ropunom Hatpus. PAS-peakuust B muenoOnactax omnpenensiercs B
muhdy3HOM BHIe, B MOHOOIACTaX M MPOMOHOIMTaX — B TU(dPy3HO-TPaHYIIPHOM, B 3pUTpoOIacTax — B
BUJIE TpaHyn uiau 6;0koB. Ha ocHOBaHMHM MOPGOLUTOXUMUYECKOTO HCCIEAOBAHUSA OJACTHBIX KJIETOK
MOXKET ObITh auarHocTupoBaHo okojio 90% ciyuyaes OMJIL, mpu otcyrctBuu aktuBHOCcTH MPO 1
HecnenupuIeckon 3cTepasbl He0OxoauMo npoBeaeHre nMMmyHopenotunmaeckoro (MOT) uccnenopanus
METO0/I0M MPOTOYHON HUTODIYOPUMETPHUH.

- PekoMmeHyeTcst BceM MaldeHTaM Mpy rnepBuvHoi mquarnoctuke OJI, a Takxke mpu o0Cie0BaHUN
0 TOBOJAY JWarHoctupoBaHHoro peuuauBa OMJI  BHINONHATE  MMMYHO(CHOTHIIMPOBAHUE
FEMOITOATHYECKUX KJICTOK-NPEANISCTBEHHUI] B KOCTHOM Mo3re (M®DT-ucciaenoBanne) B KOCTHOM MO3re
JUIS  ONpPENEICHHUS MPUHAIICKHOCTH OJaCTHBIX KICTOK K TOW WM WHOW JIMHAM KICTOYHOM
maddepennuposku [1, 2, 4, 7, 8, 31].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypOBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommentapuii: UDT-uccnenoBanme BBIMOIHICTCA BCEr/la Ha KJIETKaX KOCTHOTO MO3ra, JIaXe eCiu
OTIpe/ieNIsieTCs BBICOKOE COJAEpkKaHHe ONaCTHBIX KIETOK B mepudepuueckoit kpoBu. OmpeneneHue
MPOLIEHTA OJACTHBIX KIETOK METOJOM MPOTOYHOM ITUTO(IyOpUMETPHH NP MEPBUYHON TUATHOCTHKE HE
SBJIIETCS 3aMEHON MOP(OIIOTUYECKOTO MOJCUeTa, TaK KaK pe3yabTaThl ITHX ABYX HCCIEAOBAHUA MOTYT
He coBmaaath [31].

JI7is TONTBEpKIEHUSI MHUEIOUIHONW HAMpaBICHHOCTH OIYXOJEBBIX KIETOK HEOOXOJWMO OIICHHTH
AKCIPECCHUI0 MUETOUTHBIX aHTUTeHOB. MPO — nuHeitHo-cnienuduieckuii Mapkep MHUEIOUAHON JIMHUH,
JTU30COMANbHBIA  (epMEHT TpaHynonuToB. K MeHee cHenupuYHBIM MHUEIOUIACCOIMUPOBAHHBIM
anturenam otHocsatces CD11b, CD1l1c, CD13, CD15, CD16, CD33, CD64, CD65, CD66b, nu3omum u ap.
Huarno3 OMJI moxeT ObITh YCTAaHOBJIEH U B TOM ciiydae, ecini MPO He BBIABISETCS, a OIyXOJIEBbIE
KIETKA DKCOPECCUPYIOT Jpyrue, MeHee crhenu(uuHble MUEJIOUTHBIE MapKepbl, U HUCKIIOYEH
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mumdobnactabii Bapuant OJL.

Mexny MOphOIUTOXUMUYECKON Kiaccupukaiuei (paHIry3cko-amepukaHcko-Opuranckoii (FAB)
n UDT-nprusHakaMu HET YETKOW KOppessuyy. BoJbIIMHCTBO MUEIOUIHBIX MAapKEpPOB MOTYT OBITH Kak
MOJIOKUTENBHBIMH, TaK U OTPULIATEILHBIMU TpHU pa3Hbix Bapuantax OMJI nmo FAB-knaccudukanuu, 3a
uckimoyeHneM cnenuguyeckux antureHoB CD4la u CDO61, koTopele XapakTepHbl TOJBKO s
MerakapHuoIuTapHoit/Tpomoorutapaoit muaun. axe rmukodopun A (CD235a), mapkep 3pUTPOHTHOM
JUHUHM, MOXET OBIThb OTPULATENBbHBIM IPU 3PUTPOOJACTHOM JIEMKO3€, €CIM OIYyXOJEBBbIE KIIETKU
MIPOUCXOAT U3 O0Jiee PaHHHUX TPEIIISCTBEHHUKOB. Takum o0pa3zom, mo nanHbiM MDT-uccienoBanus
Henb3s onpenensate FAB-sapuant OMJLL

bracTHbIE KIETKU CUMTAIOTCS MOJIOXKHUTEIbHBIMU IO 3KCIIPECCUM MEMOPAHHOTO aHTUI€HA, €CIIM OH
onpenensiercss Ha 20% OnacTHBIX KJIETOK W Oosiee (moporoBoe 3HaueHwue). st muToria3sMaTHYecKux
MapkepoB (Takux kak murtorutazmaruueckuit CD3, MPO, muzomum, siaepuas TdT u ap.) ucmnonb3yroT
6ostee HU3KMi mopor — 10%.

B cinydae  HEBO3MOXKHOCTM  MOJIy4€HHs  aclydpaTa  KOCTHOIO — MO3ra  BBINOJHSETCS
MMMYHOTUCTOXMMHUYECKOE HCCIIE0BAHNE TPEaHOOMONTaTa KOCTHOIO MO3ra.

NMMyHOIOTHYECKHE MapKepbl, XapaKTepHbIE s pa3HbIX MOP(OIUTOXMMHYECKUX BapHaHTOB
OMJI, mnpencraBnensl B Ilpunoxkennn A3.4. NDT-uccnenoBaHue BBIIOJHAKT C  MOMOIIBIO
MYJIbTUIIAPAMETPUYECKON MTPOTOYHOM UTOGIyopuMeTpun (0OBIYHO KaK MUHUMYM 3- WM 4-11BeTHOH). B
cllydae aHajiu3a TpemaHoOWonTara BBIMOJHAETCS €ro WMMYHOTHCTOXMMHUYECKOE HCCIIEOBaHUE.
Ocob6ernno N®DT-uccnenoBanne HEOOXOAUMO i ycTaHOBIeHUs auarHoza OMJl ¢ MuHUMambHOMN
i epeHInpoBKOil, ocTporo  MerakapuonutapHoro Jeiikoza u  OJI ¢ HeompeneneHHOU
mudpdepenunpoBkoil. OJI HescHON NMHENHOCTH SBJSIOTCS PEAKUMHU THIAMH JIEHKO30B M BKIIOYAIOT
Cllydau, KOTOpbIE HE UMEIOT NMPHU3HAKOB MPUHAIICKHOCTH K KaKOH-IMOO KJIETOYHON JTMHUU (OCTPHIH
HenuppepeHIUPOBAHHBINA JICMKO3) WM TaKUE CIIydad, OJacTHBIE KJIETKH KOTOPBIX SKCIPECCUPYIOT
Mapkepbl OoJsiee yeM oaHou JmHMHM auddepeHupoBku. B kmaccuduxanuu EBponeiickoil rpymnmbl 1mo
HMMYHOJIOTHYeCKOMY  omucanuto  Jeiiko3oB  (EGIL) OJIC® moapasmenstoT Ha  OCTpPBIU
Ou(eHOTUITNYECKHIT J1eiK03, KOT1a OJHA OIyX0JIeBasi MOMYJISIIHS SKCIIPECCUPYET aHTUTE€Hbl HECKOJIbKUX
nuHud TUQPEpeHIMPOBKU, W OCTPHIA OWIMHEHHBIA JIEWKO3, MPH KOTOPOM CYIIECTBYIOT 2 W Ooiee
MOMYJISAMK OJIACTHBIX KJIETOK pa3HoM JuHeiHocTH. B kmaccudukanuun BO3 3T BapraHThl 00bEAMHEHBI
B OJIC®. lns noctoBepHoit quarHoctuku OJICD B knaccudukanuu BO3 npeaycMoTpeHsl cieayronme
KpuTepuu, onucanupie B [Ipunoxennn A3.5.

- PekoMeHyeTcs BceM maldeHTaM IpH repBuvHoi quarHoctuke OJI, a Taxke nmpu oOCie0BaHUN
10 TIOBOJY JWArHOCTHpOBaHHOrO penuauBa OMJl BBINOJHUTh I[MTOTCHETHYECKOE HCCIICAOBAHUE
(KapHOTHI) acIupara KOCTHOTO MO3ra B IEJISAX BBISBICHHUS aHOMAJIUMM KApUOTHIIA M CTpaTH(UKAIUN
MAIMEHTOB IO TPYIIIaM PUCKA, a TAKXKe IS ONMPEACTICHIS TAKTUKU JICYCHUS U BBISABICHUS MapKepa s
MOHHUTOPUHTA TUHAMHUKH OITyX0JIeBOTO KJoHa Ha (oue Tepanuu [1, 2, 4, 7, 8].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: CcTaHAapTHOE [MTOTEHETHYECKOE HCCIICAOBAHHE  SBISCTCA  HEOOXOIUMBIM
KOMIIOHEHTOM JIMarHOCTUYECKUX TMpouenyp y mnamueHTa c mnogodpenuem Ha OJI. XpomocomHbie
AHOMAJIUH BBISBIISIIOTCS IPUMEPHO Y MosI0oBUHBI nanneHToB ¢ OMIL. Cemb TpaHcHOKaluil 1 MHBEpcuit (1
ux BapuaHThl) oTHocaTrcs BO3 B kareroputo "OMIJI ¢ ycTONYMBO BBISIBISIEMBIMH XPOMOCOMHBIMH
anomamusimu". bonee Toro, oOHapyKeHHE HEKOTOPHIX Te€HEeTHYeCKUX aHomanuii mpu Hamuuauu 20%
ONAaCTHBIX KJIETOK U 00Jiee B KOCTHOM MO3Te SIBIISETCS JOCTATOYHBIM JUIsl YCTaHOBIEHUs quarno3a "OMJI
C mpHu3HaKaMu Muenoaucmnazun”. Js onpeneneHus KapuoTHIa JOCTOBEPHBIM CUUTAETCS HCCIEI0BaHUE
kak MuHUMYM 20 wMerada3. AHOMaIMM KAapUOTHUIIAa MOTYT YCTaHABIMBATHCS W HA OCHOBaHUU
UCCIIEIOBAHUSl KIIETOK mepudepudeckoil KpoBH. MOHUTOPUHT BBISBICHHBIX TMpPU TMEPBUIHOM
WCCIIEIOBAHUU aHOMAIIMK KapUOTHIA TO3BOJISET OIEHUTH IMOJHOTY IOCTHTHYTOTO 3(deKTa Tepamum.
Omnpenenenre TeX WIK WHBIX [IUTOTCHETUUECKUX aHOMAIHMN y)Ke Ha MOMEHT auarHoctuku OMJI mosxker
OTIPENICIUTh, TEPANEeBTUYECKYI0O TAKTUKY JUIsI KOHKPETHOTO TMallMeHTa, HalpHMep BBISBICHUE
KOMILJIEKCHBIX U3MEHEHUI KapHOTHUIA MU MOHOCOMHOTO KapHOTHUIIA CBUIETEIHCTBYET O HEOOXOIMMOCTH
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IIPUMEHEHHUSI OTJIMYHOTO OT CTAHJAPTHOTO IIUTOCTATUYECKOIO BO3JCHCTBUS U  00s3aTENIBHOTO
oOCyXJIeHHsI BOIIpPOCa O BO3MOKHOCTH IMpenenbHO paHHero BiimouyeHus amio-TI'CK B mporpammy
neyenuss OMIJI, Brots 1o npoBeaenus amio-TI'CK B aruasuu nociie 1-ro MHAYKIIMOHHOTO Kypca.

- Pexomenyercs BceM manueHTam npu nepBudHor auarnoctuke OJI, a Takke mpu oOciaea0BaHUN
[0 TOBOJY JAMAarHoCTHpoBaHHOro penuauBa OMJI, BBINONHUTE  MOJIEKYISIPHO-TE€HETUYECKHE
uccnenoBanuss myrauuid B reHe RUNXI1-RUNXIT1 meromom I[P, myraumii B8 rene CBFB-MYH11
metoaoM TP u myrauumii B rene FLT3-TKI meTon0M ceKBeHUpOBaHUs B acIMpaTe KOCTHOI'O MO3Tra JUlst
cTpaTH(UKAMK MAIMEHTOB IO TPYNIaM PHCKAa M ONpEIeNICHHs] TAKTHKH JICYCHHUS, a TaKkKe B IETAX
BBISIBJICHUS] MapKepa Ul MOHUTOPHHTA IMHAMUKH OIYXOJICBOTO KJIOHA Ha (oHe Tepanuu [1, 7, 8].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuii: MonekynsipHO-TeHeTHUECKHE uccienoBanus mytanuii B reHax NPM1, CEBPA
MetonoM cexkBeHupoBanus, CEBPA u FLT3-TKI sBnstoTcs *enareiabHbIM, MOCKOJIbKY COBPEMEHHBIE
noaxo/ibl K ieuenrtro OMJI npennonaratoT Hanuure nHGOpPMaLuy 00 TUX MyTalUAX, TaK KaK 3TO MOKET
BIIMATH Ha ompeseneHue TepaneBTuueckor Taktuku. OMJI ¢ myranmsimu B renax NPM1 unu CEBPA
onpeneneHsl BO3 kak ycnoBHble kateropun. Jkcrpeccusi reHoB ERG, MN1, EVI1, BAALC, myranuu
resoB WT1, RUNXI1, MLL, KITRAS, TP53, TET2, IDHI1 u onpenenenne MObB uccrienyroTcst B pamkax
KIIMHUYECKUX HccieoBaHui. MoJekynspHbId CKPUHUHI Ha YKa3aHHbIE MapKephl CaMOCTOSTEIbHOIO
3HAYEHUS HE MMEEeT, HO KaK BCIIOMOTaTeNbHbIH METOJ MOXET ObITh HCIIOJIb30BAH IMPHU OTCYTCTBUU
pe3ylnbTaTOB CTAaHAAPTHOIO LHUTOT€HETHYECKOTO HCCIENOBAHMSA. B COBpEMEHHON MOJIEKYISIPHOU
nuarHoctuke OMJI mHUpoOKO MpUMEHSIETCS U METOJ CEKBEHHMPOBAHUS HOBOTO MOKOJIEHUS, CO3JAaHbI TaK
Ha3bIBa€Mbl€ JTMArHOCTHUYECKHE IaHEIN M3 HECKOJbKHX JECATKOB T'€HOB, BOBJICYCHHBIX B IMAaTOTEHE3
OMUI, xoTOpBIE MO3BOJIAIOT YETKO OTHECTH HcciexyemMblii OMJI Kk TOM MM MHOM KaTeropuu pucKa.

- PexkomeHayeTcss BceM TNalnMeHTaM Mpu MnepBUYHOM auarHoctuke OMII, a Ttakxke npu
o0cie0BaHUM MO TOBOY JUArHoCTUpoBaHHOTO peuuaruBa OMIL, KOTOPHIM HE BBIMOJIHEHO CTaHAAPTHOE
LUTOT€HETHYECKOe HCccle0BaHre (Majlo MaTepuasia, He ObUIO MOJYyYeHO MUTO30B WM IMOJIyY€HO MEHee
20 MHUTO30B) WM y KOTOPBIX MOJIyYE€H HOPMAJIbHBIM KapHOTHUI, HO TPU 3TOM BBISBISIOTCS SPKUE
KIIMHUKO-JIa0OpaTOpHbIE CUMITOMBI, XapaKTepHble i1 oOmpelelieHHbIX BapuaHtoB OMIJI, mposecTu
[aTOJIOT0-aHATOMHYECKOE HCCieI0BaHne OMONCUHHOrO (OMEepalMOHHOTO) MaTepHaia TKaHed KOCTHOTO
MO3Tra ¢ IpUMEHeHrneM MeToia dyopecieHTHo rudpuausanuu in situ (FISH) Ha ogny mapy xpomocom
JUIS JIeTeKIUU PeapaHKUpPOBOK T'€HOB B aclupare KOCTHOTO MO3Ta B ILIENSX BBISBICHUS Mapkepa s
MOHHMTOPHHIa JHHAMHMKH OITyXO0JIEBOTO KJIOHA Ha (hoHe Tepanuwu [1, 7, 8].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapuii: mpu OMJI uccnenyrores RUNX1-RUNX1T1, CBFB-MYH11, PML/RARA, MLL
u EVII unu noreps xpomocom 5q u 7. FISH 3auactyro HeoOxoaum it uaeHtTuduranuu ciaustauii MLL
npu TpaHcioKauusax pervona 11g23. Bo3moxkno Tarxke nposenenue FISH na mopdonornyeckux u
TUCTOJIOTHYECKUX Mpenaparax KOCTHOTO MO3ra.

- PekoMentyeTcst BceM HalueHTaM, y KOTOPBIX UMeeTcss HHPOpPMaIUs O HATUYUU MOJICKYJISPHOTO
MapKepa WM U3BECTeH abeppaHTHBIH UMMYHO(DEHOTHI (BBISBICHHBbIE HA MOMEHT auarHoctTuku OMJI),
NOT-uccnenoBanne OMOIOTHYECKOTO MaTepuaia s BeisiBIeHUs MapkepoB MODB mpu remo6nactoszax
(mms TpyMIbI TPOMEXYTOUHOTO TPOTHO3a) WIIM MOJIEKYIIpHO-TeHeTudeckoe uccienoBanne MObB mpu
Neiiko3ax MpU MOMOIIM MalMeHT-CHeU(PUUHBIX TpaiMepoB (sl TPYHIBI OJarOMPUSITHOTO MPOTHO3a)
JUISL KOHTPOJIS 32 JISYEHUEM H OTIPEICTICHUS TAKTUKH MTOCTHHIYKITHOHHO# Teparmu [1, 2, 7, 8, 32].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: a1 TOATBEPKAEHHUS TMOJTHOTHI JIOCTUTHYTOTO OTBETa Ha TEpamui0 U €ro
COXpaHEHHE, B COOTBETCTBHHM C COBPEMEHHBIMH MEXKIYHAPOJHBIMH PEKOMEHAALUAMH, HEOOXOAUMO
BBITIONHATE B KOHTPOJIbHBIE TOYKM oOueHky MOB wmeTomoM mnpoTodyHON IUTO(IYyOpOMETpUHU
(abeppanTHBI UMMYHO(DEHOTHUI), a IS TPYMIMBl OJArOMPUATHOTO MPOTHO3a — TOJIBKO MOJEKYISPHOE
uccinenosanue MOB meromom TP (komuuecTBeHHas oreHka skcrnpeccuu reHoB RUNX1-RUNXITL,
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CBFB-MYH1, NPM1) [32, 33].

Ilo pe3ynpraTaM HCCIEAOBAHUN, NPOBOJMMBIX poccHiickoi rpymmnod no Ttepanuun OJI, npu
noctuxenu MODB-HeratuBHoOl pemuccuu mocne 1-ro Kypca TepanuM y MalUeHTOB M3 TPYIIIBI
IIPOMEXYTOYHOTO IPOTHO3a IIPU BBINOJHEHUM JAJbHEHIIEro TIareiabHOoro MmoHutopuHra MODB
BO3MOHO PacCMOTPEHHE Bompoca o mpoaospkeHuu X1 6e3 nposenacaus amwio-TI'CK. Y nmanueHToB 13
IpyNIbl  OJAronpusiTHOrO IPOrHO3a JMHAMUKA XHMMEPHOTO TPAaHCKpUITA TAaKKe OIpPEIeIsieT
1eNIeCO00Pa3HOCTh BhIMOJIHEHU narueHTam amio-TT'CK [34].

- PexoMeHayeTcss BceM MalMEHTaM BbINOJHUTh CHMHHOMO3IOBYIO MYHKIHIO C CEpPOJIOTMYECKUM
MCCJICIOBAaHUEM JIMKBOPA B IIEIISIX TUArHOCTHKK HeWposielikeMun u Heripornpodunaktuk [1, 2, 7, 8, 35].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

KommenTapuit: mpu OMJI B 1eoM BOBIIEUEHHE IEHTPAIHHOM HEPBHOW CHUCTEMBI BCTPEYACTCS
MeHee 4YeM Yy 5% mamueHToB, mpu psage BapuantoB OMJI, ocobeHHO ¢ MOHOLUTapHOU
T hepeHInPOBKOI, BEPOSITHOCTh BOBJICUEHHUS B ITpoliecc 000JI0YEK IOJIOBHOTO MO3ra BBILIE.

XKenarenpHo NoaAEPKUBATH YUCIIO TPOMOOIIMTOB MEPE BHINOIHEHUEM JItoMOanbHOU myHKiuu 30 '
10%1 u Beume. Ecu ypoBeHb TPOMOOIUTOB He yaaeTcst HoBbIcHTh 10 30 ' 10%m u BhInTe, IpH OTCYTCTBHH
KIIMHUYECKUX MPU3HAKOB MOPAXEHUS IEHTPAIbHOM HEPBHOW CHUCTEMBbl OT IYHKUUU MOXHO
BO3/IEPIKATHCSA JI0 MOBBIIEHHs TPOMOOIIUTOB B reMorpamme Boimie 30 ' 10%/1.

Ecnu y mamuenTa ompenensercs neikormtos seme 100 ' 10971, mepByio moMGanbHYyIO TyHKIIHIO
CJIETyeT OTJIOKUTH JI0 PEIYKIIMH YUCIIa JeHKouToB MeHee 30-40 ' 10%m.

HeiiponeiikemMuto quarHocTUpyOT MpH OOHAPYKEHUH B CIIMHHOMO3TOBOW KUAKOCTH, TOJYYEHHON
IpU TEPBOM UArHOCTHYECKOM IIOMOANbHON MYHKIMH, JIFOOOTO KOJIMYECTBa ONACTHBIX KIIETOK MpH
m000M 1MTO3€e Wi 1uTo3a 15/3 u Gonee (T.e. 6oee 5 kieTok B 1 MKiI).

- Pexomenayercsa Bcem manueHTtaMm BoiaenaTh nepBuuHyro JIHK wnm PHK w3 knetok kocTHOTO
MO3ra W COXpaHsATh ee¢ B OuoOaHke MO0 HaMpaBIATH MaTepHall Ha XpaHEHHWEe B JabopaTopuu
@denepalibHBIX LIEHTPOB AJS BO3MOKHOCTH TOCIEAYIONIETO BBIMOIHEHHS] MOJEKYISPHBIX HCCIeA0BaHUN
[1, 2, 7].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuii: coxpaHeHue MEepBUYHOTO OHOJOTMYECKOr0 MaTepuana OCYIIECTBISIETCS B BHJE
JIHK w/umun PHK, BbIIeNeHHBIX W3 KOCTHOMO3TOBBIX KJIETOK HJIM 3aMOPOKEHHBIX KJIETOK. Matepuan
MOXKET B IMOCIIEAYIOUIEM MOHATOOUTHCS AJISl MPOBEACHUS MOJICKYISPHBIX HCCIEA0BAHUMN, TO3BOJISIONINX
OTPEENUTh TPYIIILI PUCKA, @ TAKXKE B paMKaX KIIMHUYECKUX MCCIIEIOBAHUM.

2.4. UucTpyMeHTAJIbHbIE JUATHOCTHYECKHUE CCIeI0BAHUS

- Pexomennyercs BceM nanuentam ¢ OMJI 1o Hayana cnenuduveckoil Tepanuu U B X0e JICUSHUs ¢
4acToTOM OT | pa3za B HeNENI0 10 €XEeMECAYHOro (C y4yeTOM Halln4Msl COMYTCTBYIOIIEH MAaTOJOTHH U
KIIMHUYECKOW CUTyalluu), a TaKkKe MpPU HEOOXOAMMOCTH B JIOOOH MOMEHT B TEUEHHE BCEro Iepuoja
JICYEHUS perucTpalus, pacindpoBka, ONMMCAaHUE U UHTEPIPETALUS IEKTPOKAPIUOrpaPUUecKuX TaHHbBIX
JUIS BBISIBJICHUS W/WJIM MOHUTOPUHTA HApyLUIEHUH MPOBOAMMOCTH UMITYJIBCOB B cepJeuHoi Mpimie [1, 7,
36].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypOBEeHb IOCTOBEPHOCTH I0KA3aTENbCTB — 5)

- PexoMeHnnmyercs BceM mnanMeHTaM, KOTOPBIE NOTEHLUHMAIBHO MOTYT pPacCMaTpUBaThCS Kak
KaHauaatel Ha BbimosHeHue amio-TI'CK, mocnme poctwxkenus 1-ii pemuccunm OMIJL, a Takxke ux
cubnuHram omnpenenenrne HLA-aHTUTEHOB B IENSIX MOMCKA MOTEHIMAIBLHOTO JI0HOpa ¢ KOHCYIbTalluel B
TPAHCIUIAHTAI[MOHHOM IEHTPE JJIsl ONPEIeNIeHHUs 11eTIECO00PA3HOCTH U BO3MOKHOCTHU BBITIOTHEHUS aJlio-
TI'CK [1, 2,7, 8].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JJ0KA3aTEIbCTB — 5).

- PCKOMCH,Z[yCTCH BCEM IMallMCHTaM C OMJI J0 Haydalia CHCHH(I)H‘ICCKOﬁ TCpaliu U B XOA€ JICUCHUA C
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4acToTOM OT | pa3za B HENEN0 10 €KEMECAYHOro (C y4eTOM HaJIW4Ms COIYTCTBYIOIIEW MATOJIOTMU U
KJIMHUYECKOW CHUTYallMu), a TakXKe NMPU HEOOXOAMMOCTH B JHOOOW MOMEHT B TEUEHHE BCEro IepHoja
JICUCHHUA BBIIIOJIHCHUC 3X0Kapm/10rpa(1)1/n/1 JJIs1 OLCHKU q)YHKI_[I/IOHaJIBHOI‘O COCTOsAHUA CGpI[G‘-IHOﬁ MbIIIIBI
[1, 36].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

- Pexomennyercs Bcem naruerTam ¢ OMJI 1o Havaia cienmuu4ecKoi Teparuu U B XO¢ JICYCHUS C
yactoTol oT 1 pa3za B 2-3 Hemenu g0 1 pasa B 2-3 mecsna (¢ ydyeTOM HaJUW4Msl COITYTCTBYIOLIEH
MATOJIOTHH M KIMHUYECKOH CHTYalluu), a TaKKe MPH HEOOXOJMMOCTH B JTF000 MOMEHT B T€YEHHE BCETO
Nepro/Ia JICYeHUs BHIIOJIHEHNE KoMIbloTepHOU ToMorpaduu (KT) ronoBHoro mosra 6e3 KOHTpacTa Juist
BBISIBJICHUS ¥/WJIM MOHHTOPHHTA M3MEHEHHUH B CTPYKTypax rojioBHoro mo3ra [1, 2, 8, 37-39].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomennyercs BceM nanuentam ¢ OMJI no Hadana cnerudpuyeckoi Tepanuu U B XO/I€ JICUCHUS C
gactoTo oT 1 pa3za B 2-3 Hemenu 10 1 pasa B 2-3 mecsna (¢ ydyeTOM HaJW4Msl COIYTCTBYIOIIEH
MaTOJIOTUU M KIIMHUYECKOW CUTYaIlH), a TaKXKe MPU HEOOXOIMMOCTH B OO0 MOMEHT B T€UEHHUE BCETO
nepuoja Je4eHus BoimojHeHue peHtrenorpaduu n/mimu KT opraHoB rpynHON KIETKH ISl BBISBICHUS
M3MEHEHHI JIErOYHON TKaH!W U OpraHoB cpepoctenus [1, 2, 7, 8, 17, 37-39].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- Pexomennyercst Bcem mnaruentaM ¢ OMJI Ha mo0Oom 3Tarne BeeHus ¢ MOJO03PEHUEM Ha HalUuue
AKCTpaMENyJUISIpHbIX o4aroB BbinosHeHWe KT W/WMiaM MarHuTHO-pe30HAaHCHOW Tomorpaguu c
KOHTPAaCTUPOBAHHEM, BOBJICYCHHBIX B OHYXOHGBBIﬁ mponecc PEruoHOB JJIL YTOUYHCHUA
pacrpocTpaHEeHHOCTH 3a00JI€BaHMS WIIH TUATHOCTUKH SKCTpaMeysuIsipHoro peransa [1, 2, 8, 37-39].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomennyercst Bcem nmanuentam ¢ OMJI no Hadana cneruduyeckoi Tepanuu U B XOI€ JICUCHHUS C
gacToTo OoT 1 pasa B 2-3 Hemenu mo0 | pasa B 2-3 mecsna (C ydeToM HaJW4Usl COMYTCTBYIOIICH
MATOJIOTUU U KJIMHUYECKON CUTyalluu), a TakKe MpU HeoOXOJUMOCTH B JIF0O0M MOMEHT B T€YEHHE BCETO
nepuoja JIeYeHHsl JUIsl OmpenaeieHHus] oO0beMa OIyXOJEeBOM MaccChl, MUArHOCTUKM M MOHUTOPHHTA
COITYTCTBYIOIIIEH IaTOJIOTUU BBHINIOJHEHUE YNbTpa3BykoBoro uccienoBanus (Y3U) opranoB OprourHoi
MIOJIOCTH C OIpEAETICHUEM Pa3MEpPOB MEUYEHH, CEJE3€HKU M BHYTPUOPIOMIHBIX JIMM(ATUYECKUX Y3II0B, a
TaK)Ke OIEHKAa COCTOSHUSA OPraHoB OpIOIIHONM MoJjocTu U BbimojHeHue Y3M opranoB Majnoro taza y
JKCHIIUH U TpeACTaTeIbHOM jKese3bl y MykuuH [1, 2, 37].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexoMenjayercsi OepeMEHHBIM JKCHIUHAM BBIMOJIHITH MOJHBIA 00BEM HWHCTPYMEHTAJIBHBIX
IMarHocTHYecKux uccnepaoBanuii mpu OMJI, kak u y He OepeMeHHBIX (CM. KITMHUYECKHE PYKOBOJICTBA 110
BeJCHUI0 OepeMeHHBIX manueHToK) [1, 40].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapuii: B auarHocTHdeckux UeNsX HpU OEPEeMEHHOCTH IeJIecCO00pa3HO MPUMEHEHHE
MarHUTHO-PE30HAHCHBIX METOJOB HCCIENOBaHMA, a Takke Y3M, B TOM 4ucle IETOYHOW TKaHH.
HexenaTenbHO BBINOJNIHEHWE CTAHJAPTHBIX PEHTTCHOJOTMUYECKUX METOJOB OOCIeOBaHHS MpH

6epeMeHHOCTI/I B CBs3U C BO3MOXXHOCTBIO OTPpHUIATCIIBHOT'O BO3ACHCTBUS PECHTTCHOBCKUX Hy‘leﬁ Ha 1101
[41].

- PexomeHayercss OepeMeHHBIM XEHIIMHAM B XoAe X1 peryisipHO BBINOJHATH YIbTPa3ByKOBOE
UCCIIeIOBAaHUE MATKH U 11012 U (peTanbHyro KapauoTokorpaduto mioqa [1, 40].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

CtpaHuua 18 us 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

2.5. Unble AUATHOCTHYICCKHE HCCJICA0BaAHUSA

- Pexomenayercs jkeHIIMHAM PENpPOIyKTHBHOIO BO3pAcTa BBINOJIHEHUE TeCTa Ha OEpEMEHHOCTH B
LEJIAX BBISBICHUS BO3MOXKHOW OEpEMEHHOCTH M MPUHATHS PELICHUS O HEOOXOIMMOCTH MOJIU(PUKAIINH
JMarHOCTUYECKOTO anropurMma u Tepanu [1, 7, 40].

VpoBeHb yoeautensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexomenayroTcs NpM HAIMYMM TNOKa3aHUM M ONPEIEICHUM CONYTCTBYIOIIEH MAaTOJOTHH
KOHCYJIbTallMM Bpaya-HEBPOJIOra, Bpaya-HEBPOJIOra, Bpada-o(TajlbMoJIora, Bpaya-0TOPUHOJIAPUHOJIOra U
JAPYTUX Bpauei-CrelUuaTuCTOB, BCEM )KECHIIUHAM — KOHCYJIbTAIlMs Bpadya-aKyliepa-ruaexosora [1].

VpoBeHb yoeautensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

3. Jleuenue

[Ipu BeIOOpE TAaKTHKK M MPOBEACHUM TEPANMH CIEAYET YYHTHIBaTh, YTO y MAIMEHTa MOTYT OBITh
HECTaHJApPTHBIC TMPOSBICHUS OOJIE3HH, a TaKKe COYETaHHME KOHKPETHOM OO0Je3HU C JApYruMu
MaTOJIOTUSIMU, YTO MOXKET TUKTOBAThH JICUAI[EMy Bpady M3MEHEHHUs B aJITOPUTME BHIOOPA ONTUMAILHON
TaKTUKUA JTUATHOCTHKH U JICUCHUS.

O¢ppextuBHocts XT OMJI 3aBucur oT 2 KIIOUEBBIX (AKTOPOB —  CHEHU(PUIHOCTH
IIUTOCTATUYECKOTO  BO3JCHCTBHUA M  aJE€KBaTHOCTH  COTPOBOJUTENBHOTO  JjiedueHus. KoHeuHo,
OMOJIOTHYECKHE OCOOCHHOCTH JIGMKEMHUYECKOTO KJIOHA — IIMTOTCHETHYECKHUE aHOMAJIMU, MOJIEKYIISIPHBIC
MapKepbl, KHHETHYECKHUE CBOWCTBA OIYXOJIEBBIX KIJIETOK, UX XUMHOYYBCTBHTEIBHOCTh — OMPEICISIOT B
pamkax coBpeMeHHON XT mporHo3 3a0ojeBaHUs, HO TOJBKO IMPH YCIOBUU COOJIONEHUS OCHOBHOTO
npunnuna jgedeHuss OMJI — makcumym sddekTuBHOCTH (32 CUET CHeUUYHOCTH M aJCKBATHOCTH
BO3JICHCTBUSI) MPH MHUHHMYME TOKCHYHOCTH (32 CUET TpPaMOTHOM COIMPOBOJUTEIBLHOW TEpamum).
Honrocpounsie pe3ynbTathl JieueHuss OMJI B3pocnbix B TedeHue nocienHux 20 Jjer, HECMOTps Ha
COBEPILICHCTBOBAHUE TEPANMA BBIXAKMBAHUS W  HCHOJB30BAHMS pAa HOBBIX IIPENapaTos,
MPUHIUIHAIBLHO HE U3MEHUIINCh. B cpeanem S-neTHsis 001as BBDKMBAEMOCTh MAllMEHTOB B BO3pacTe 10
60 set, o JaHHBIM OOJBIINX KOOMEPATUBHBIX UCCIIEAOBATEIBCKUX TPy, cocTaBisieT 35-50%, Bappupys
or 10 mo 90%, B 3aBUCHUMOCTH OT MOJEKYISIPHO-TEHETHUYECKHX OcoOeHHOocTel elikemun. Jlos
JIETaNbHBIX HCXOJIOB, CBS3aHHBIX C JIEUEHHEM, y 3TUX HNAUMEHTOB cocraBisier 7-18%. B meuenun
MOKWIBIX IMALMEHTOB JOJTOCPOYHBIE Pe3y/bTaThl HE MPETEPIEIN MPAKTUUYECKHM HUKAKUX U3MEHEHUU B
TeUYEeHHUE 3 MOCIEAHUX NECATHICTUH, U S-IEeTHSA BbIKUBaeMOCTh He mpeBbimaet 10-12%. Mmenno OMIJI
SBJISETCA TOM 00JacTbi0 KIMHUYECKOW TIeMaToJOTHH, B KOTOPOHl MPOJOJIKAIOTCS HHTEHCHUBHBIE Kak
KIIMHUYECKHe, TaK 1 JJabopaTOpHbIE UCCIIEIOBAHMS, HAIIPABJICHHbIE HA MIOMCK MOJIO)KUTEIbHBIX CIBUTOB B
YCTOSIBIIMXCS JOJITOCPOYHBIX pe3ynbrarax [1, 2, 7, 8].

MexayHapoaHble 3KCHEPThl HACTOATEIBHO COBETYIOT BKIKOYATh IMAlMEHTOB B KIMHUYECKUE
UCCIIEIOBAHUSI M COXpaHATh OuoJiorMuecKkue oOpas3ibl Ui BO3MOKHOCTH HMX COINOCTAaBJICHUS B
JalbHEUIIeM C TOJYyYeHHBIMU pe3yabTaTaMH Tepanuu W YCTAHOBJICHHS KOPPENAlUd JTabopaTOPHBIX
JAHHBIX C HMCXOJOM 3a0oJieBaHus. Vcronb30BaHHWE MPUHIUIOB "MOKA3aTeIbHOU" MEOHUIIMHBI B TaKOU
o0nacTu, KaKk reMaToJIoT s, SBJISETCSI HEOOXOAUMBIM, MTOCKOIBKY, Oy, HU B KaKOi Apyroi odnactu
MEIMUMUHCKUX 3HAHMN HE MPUXOJIUTCA MOCTOSHHO CTaJKUBAThCS C KPUTHUYECKUMHU CHUTyalUsIMH U
NPUHATHEM KPUTHYECKUX perenunii [1, 2, 7, 8].

B 2017 r. Obun omybnukoBaHbl PekoMeHJaluu eBpOMEeWCKUX SKCIEePTOB IO JUArHOCTHKE H
neuennro OMJI [7]. B teuenue necsatka jner B CIIA pa3pabarhiBarOTCS M IOCTOSHHO OOHOBJISIOTCS
PEKOMEHIAlMK TaK Ha3biBaeMol HarponaneHOU oOmiectBeHHO# mpotuBopakoBoi cet (NCCN) [8]. B
MOCJIETHUE TOJbI ObUT JOCTUTHYT 3HAYUTENbHBIN MPOrpecc B MOHUMAaHUHU MOJIEKYISPHO-TeHETUYECKOH U
SIUTEHETUYECKON OCHOBBI pa3BuTusi OMJI, 4TO MO3BOJMIO ONpPENETUTh HOBBIE IUArHOCTUYECKUE U
MPOTHOCTUYECKUE Mapkepbl 3aboneBanus. B xmaccupukammu BO3 (2016) ydTeHbl TeHeTHUYECKHE U
MoJiekyssipabie  Bapuantel OMJI [4]. UM3pansl EBpomelickue peKOMEHIAMU 10 ONTHMAaJIbHOMN
uHTerpanuu aworenHod TKM (amno-TKM) B mporpammuyto tepanuro OMJI [42].
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IIpu Bcex OJI cymiecTByeT HECKOJIBKO OCHOBHBIX 3TaloB TepaluMM — HUHAYKLUS PEMUCCHUH,
KOHCOJIMJIAIM, o iepkuBatomias tepanus (cMm. [Ipunoxxenne A3.2) u npoduiakTHKa HEHPOIEHKEMUN
s HekoTopeix BapuanTtoB OJI [1, 2]. Ilepwox HadanbHOTO JICUEHUS, LEIBIO KOTOPOTO SIBIISIOTCS
MaKCHMalbHO OBICTPOE€ U CYIIECTBEHHOE COKpAIlCHHE OIyXOJIeBOW Macchl W joctikenue [IP,
HA3bIBACTCSl MEPUOJIOM HHIYKIUU pemuccuu (00braHO 1-2 kypca). MIMeHHO B 3TOT mepuoj Ha QoHe
IIPUMEHEHHUSI LUTOCTATUYECKUX CPEJICTB KOJIMYECTBO JIEMKEMUYECKUX KIETOK B KOCTHOM MO3re
ymenbmiaercs: npumepHo B 100 pas, T.e. B MoMeHT koHcTatauuu [P B kocTHOM Mo3re Mopdosioruaecku
onpezensercs MeHee 5% omyxoJieBbIX KiieTok. [locne crangapTHolt HHAYKIMOHHON Tepanuu "7 + 3" win
TEparuy aHAIOTUYHON MHTEHCHBHOCTH OLIEHKA OTBETA OOBIYHO OcymiecTBisieTcss Ha 21-28-i neHp mocie
Hayvaia Tepanuu J100 Ha MOMEHT BOCCTAHOBIJICHUS TOKa3artenei nepudepuyeckoid kposu. Bpemst moxkeT
BApbUPOBATh B 3aBUCUMOCTU OT NpoToKojoB. Eciau IIP mocne 2 KypcoB MHIYKIIMM HE JIOCTHTHYTA,
KOHCTaTUPYETCs MEePBUYHASI PE3UCTEHTHOCTD, U MAallMeHTaM MIPOBOJAT TEPAIHUIO IO MPOrpaMMaM JICUEHHs
pedpakrepubix dhopm neitkemun. Cpasy xe HE00X0IUMO MOJYePKHYTh, uTo HenocTmxkeHue [1P mocne 1-
0 MHAYKIIMOHHOTO Kypca SIBISIETCS JOCTOBEPHBIM (PaKTOPOM ILIOXOTO JOJTOCPOYHOTro mporuoza OMJI,
MO3TOMY YK€ cpa3y 1mocie 1-ro Kypca (IIpy YCIOBUM aJE€KBaTHOCTU JI03 U JJIUTEIBHOCTH
LUTOCTaTUYECKOTO BO3JCHCTBMSI) MAllMEHTHl JOJDKHBI PAcCMaTpUBAThCSl B KauyeCTBE MOTEHIUAIbHBIX
KaHIMIaTOB T BeImosiHeHus amwio-TKM [1, 2, 42].

Bropemm atamom Tepamuu OJI sBIseTCS KOHCOMMIANUS PEMHUCCHH (3aKPETUIEHHE JOCTHTHYTOTO
MpOTHBOOIYyX0JeBoT0 3ddekra). B Hacrosmee Bpems B OOJBIIMHCTBE CIy4aeB KOHCOMUAAIMS —
Han0oJiee arpecCUBHBIN M BBICOKOI03HBIN 3Tam npu JiedeHun OJI. 3amadeit 5Toro mepuoia sBISETCS MO
BO3MOXHOCTH €Il 0OJIbIlIee YMEHbIIIEHNE YHMCIIa OCTAIOIIUXCS TOCIEe MHIYKIINH JIEHKEMHUECKUX KIETOK.
[locne koHcomupmanuu (0OblYHO 1-2  Kypca) cieayer Mepuoja  NPOTUBOPEIMIMBHOTO WM
nojepxkuBatomiero jedenus. [Ipm pasueix Bapuantax OJI IMTENBHOCTH, MHTEHCUBHOCTH U COCTaB
MOJICPKUBAIOIIECH Tepalny pa3jaudHbl, HO IPUHLMI €€ OAUHAKOB Uil Bcex BuA0B OJI — nmpomomkeHue
LATOCTATUYECKOTO MJIM TAr€THOTO BO3/IEHCTBHS HA BO3MOKHO OCTAIOUIUICS OIYXOJIEBBINA KJIOH.

[IpuHIMHATIEHBIM ATANlOM TIPH JICYEHWH HEKOTOpPhIX BapuaHToB OMJI (mpomMmenonuTapHbIX C
neiikormuTozom > 10 ' 10%m, wmmemomoHo- m  MoHOOmacTHEIX, OMJI ¢ 3KCTpaMexyIIAPHBIMH
nopaxerusamu, OMJI ¢ HHUIMATBHBIM JeiikorTo3oM 30 ' 10%/1 1 Gonee) sBNsSETCS MPOGUIAKTHKA I,
pyu  HEOOXOAMMOCTH, JIEYEHHE HelposieikeMuu. OTOT JTall paclpeiensieTcsi Ha BCe MEpPHOIbI
MIPOrPaMMHOTO JICYEHHUS — UHIYKIIUIO PEMUCCUU, KOHCOIMIAIUIO U ToJiepkuBatoliee eueHue. OObIYHO
npodUIaKTUKy HeHpoJieMKkeMun (OCHOBHOM IEPHOJ — 5 HMHTPATEKAIbHBIX BBEJICHUI) IMPOBOIAT 3a
Iepuoj NEepBbIX 3 KypCOB JIEUYEHMs, a 3arTeM B TedeHue | roja NOoIAepKUBAIOLIErO JICUEHUs
BBITIOJIHSAIOTCS IMyHKIUU € YacToTod 1 pa3 B 3 mecsana. J{MarHOCTHYECKYIO MYHKLHIO U MPO(QUIAKTUKY
HelposefikeMUl PeKOMEH/yeTCsl HauMHAaTh mpH Tpombormrax > 30-40 ' 10%n, mpm KymupoBaHHH
KOaryJsiMMOHHBIX HapymeHu#. Ilpodunaktuka Helponelikemun oOs3aTenbHa A BCEX MAlMEHTOB C
AKCTPaMENyJUISIPHBIMHU HOPaXKEHUSAMHU (KO3Ka, MBIIIIIBI, THYHUKH, KOCTH H Ip.).

Hns maorux mamueHToB ¢ OMJI kmrodeBbIM dTamom JiedeHus spisiercs amio-TI'CK. Ilox stum
tepmuHoM obweaunena TI'CK koctHoro mosra, nepudepuyeckoil KpoBH, MyMOBUHHON (TUTalleHTApHOM)
KpOBHU. DTOT 3Tan obnanaeT Hanbosee BbICOKOM 3(h(HEeKTUBHOCTHIO MPU BHIMIOJHEHUH B Tiepuo 1-i (pexe
2-i1) TIP OMJIL. Pesynwratsl amno-TI'CK Bue IIP kpaiiHe HeynoBiIeTBOpUTENbHBL ['pymmna poccuiickux
sKcrepToB noJaratot, uro amwio-TT'CK nokaszana Bcem nanuentam ¢ OMJI B 1-it [IP B Bo3pacte momnoxe
60 5eT, KOTOPBIM HE BBINOJHEHBI MOJIEKYJISIPHO-TEHETUYECKHE MCCIIEN0BAaHUSA, €CTECTBEHHO, C YYETOM
TPAHCIUIAHTAI[MOHHBIX PHCKOB M KOMOpOuAHOCTeH. Eciu nuToreHeTMdeckne U MOJICKYISpPHBIC
HCCIEN0BaHNs ObBLIM BBINOJHEHBI, IIOKa3aHWs K BbeimojgHenuo amwio-TT'CK B 1-ii TIP OMIJI
paccMaTpuBalOTCA B paMKax MeXIyHapoIHbIX KputepueB (cMm. [Ipunoxkenune A3.3). [IpencraBienHas B
[Tpunoxenun ['4 uHbOpMaLUsg MOXKET CIYKUTh PYKOBOJCTBOM B MPUHSATHU PEUICHHS O BHITOJHEHUU
TI'CK y mnanmenta ¢ OMJI B 1-i1 IIP. Ecam puck pasButus peumauBa npesbimaeT Ha XT
UHTErpupoBaHHbie pucku nocie amwio-TI'CK, pemenue npuanmaercs B mons3y TI'CK [42].

[Ipunnune! neyenuss OMJI U TPOTOKOIIBI ONIPEAETSAIOTCS BO3PACTOM MAIlUEHTA.
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3.1. JleyeHue NalHEHTOB C OCTPbLIM MHEJOUIHBIM JIeiiko30M B Bo3pacrte 18-60 jer

- PexkoMenpayercss umHAykuMoHHyto Tepanuio OMIJl HaumHaTh cpa3dy mociie TOro, Kak OyayT
3aBEpUICHBbl BCE IUArHOCTHMYECKHE MeponpusaTHs. JomycTumo OTia0kuTh Hadano XT 10 momydeHus
pe3yiabTaTOB BCEX JTaOOpPAaTOPHBIX HCCIENOBAaHMWN, YTO TO3BOJIUT OoJjiee METaJbHO XapaKTEePHU30BATh
3a00JIeBaHKE M ONPEICIUTh NPABIIBHYIO TaKTHKY Tepanuu [43, 44].

YpoBeHb yOeAUTEIBHOCTH PEeKOMEH 1aIuii — B (YpOoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapuii: oTcpouka Havana Tepanuy Ha KOPOTKHM mepuo (5-7 aHel) OT Hadayia TUuarHOCTUKU
3a0oneBaHus He BIUsAeT Ha 3(P(EeKTUBHOCTH Tepamuu, TOKa3aTedd paHHEW JIETATbHOCTH, a TaKkKe
OTJaJIeHHbIE pe3yabTaThl Tepanuu OMIL.

- He pexomennyercss manmentam ¢ OMJI HaunHaTh HEMEJIEHHO MPOBEACHHUE ITUTOCTATHUECKOU
Teparnuu, eciiy y MalrueHTa UMeeTCs:

- TsDKeJIasi 3aCToiHasl cep/ieuHasi HelOCTaTOUYHOCTh ((Ppakiust BeiOpoca Menee 50%), HecTaOMIbHAS
CTEHOKap/usi, TpyOble HApYIIEHUSI pUTMa U MIPOBOAMMOCTH C HECTAOMIILHOCTHIO T€MOJUHAMUKH, OCTPBIN
nH(papKT MHOKap/a (aHaMHe3 MeHee | mecsna);

- IOYEYHAasl HEJI0CTATOYHOCTh (ITOKa3aTeNlb ChIBOPOTOUHOrO KpeaTuHuHa > 0,2 MMoub/n (niau > 200
MI/MKJI), 32 UCKJIFOUEHUEM CITy4aeB, 00YCIOBIICHHBIX JIEHKEMHUUECKON HHPMIbTpAIUel MoYeK);

- TMEYEeHOYHas HEJO0CTATOYHOCTh (3a MCKIIIOUEHUEM CIlIydyaeB, OOYCIOBJIEHHBIX JEHMKeMHUYEeCKOU
uH(pUIbTpaLMel oprana), ocTpblil BUpycHbIi renatut B win C;

- TSDKeJasi MTHEBMOHUS (AbIXaTelbHasi HEIOCTAaTOYHOCTh — OJIbIIIKa > 30 IbIXaTeNbHBIX IBUKEHUH B
MUHYTY, apTepuanbHasi runokcemMuss < 80 MM pT. CT., IPU ATOM ClIeyeT UMETh B BHJY, YTO, €CIIU B
TeueHue 2-3 JHEW He ymaeTcs CTaOMIM3UpPOBATh COCTOSHUE marueHTa, Kypc XT moipkeH ObITh Hauar,
MOCKOJIBKY HEPEIKO JIUArHOCTUPYETCS MCXOAHOE IMOPAKEHHE JIETOYHOM TKaHM JIEHKEeMUYECKUMU
KJIETKaMH, U 0e3 crenn(pu4ecKkoil Teparuy MaHChl Ha U3JIe4eHNEe ITHEBMOHMHN YpE3BbIYaiiHO MaJlbl);

- cerncuc (Ipy HECTAOMJIBHOCTH TeMOJMHAMHUKH); TOJBKO BBICOKAs JIUXOpajaka 0e3 XapaKTepHBIX
MPU3HAKOB CETICUCA HE MOXKET CIYKUTh IMTOBOJIOM K OTCpouke XT;

- YrpO’KarollMe >KU3HU KpPOBOTEYEHHUS (PKEIyIOYHO-KHUILIEYHBIM TpakT, NpoQy3HOE MaTOYHOE,
KPOBOU3JIMSIHUE B TOJIOBHON MO3T);

- TsDKENble IICUXMYECKHe HapylieHus (Opea, TSKeNIbld JEeNpecCUBHBIM CHHAPOM M JIpyrue
IIPOSIBJICHUS IPOJYKTUBHON CUMITOMATHKH);

- (pu3nueckast HECOCTOATENBHOCTD, TPEOYIOIIAs IOCTOSIHHOTO YX0/1a, KaXeKCus (110Ka3aTelb 00IIero
oenka < 35 r/m);

- IEKOMITIEHCUPOBAHHBIN caxapHbli AuadeT (YypoBEHb IJIFOKO3bI KPOBHU > 15 MMOJIB/11);

- HEKOHTPOJIPYEMOE TEUCHHE COITYTCTBYIOIIET0 OHKOJIOTHYeCKoro 3adoneBanus [1].

VpoBeHb yoeautenbHoCTH pekomenaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommeHTapuii: ecii Ha MOMEHT MOCTYIUICHMsS y MAalMeHTa ObI0O OJHO W3 BbIIIEYKAa3aHHBIX
COCTOSIHUH, HO €ro B pe3yJIbTaTe MHTEHCUBHOTO CUMITOMAaTHYECKOTO JICUEHHUS yJIAaeTCs KYIUPOBaTh WIH
KOHTPOJIUPOBATh, TO MALUEHTY 110 UCTeUEHUH 3-7 qHEeH MOKeT ObITh HauaTa uutocratuueckas XT. Eciu
B X0JIe CUMIITOMATUYECKOT0 JIEUYEHHs COMMYTCTBYIOIIEH MMaTOJIOIMKU OTMeuaeTcs nporpeccupoanue OMII
B BU/IE YBEJIMUYEHUS YMCIA JICHKOLUTOB, MPOLIEHTHOIO COJepKaHUs OJACTHBIX KJIETOK B IepupepuiecKoit
KPOBH HJIM MCXOJHO yPOBEHb neiikonutos coctasnser 100 ' 10%n u Gonee, 1enecoobpasHo K Tepanuu
OCJIO)KHEHMH 100aBHUTH #ruapokcukapoamMua™* B mo3e 100 Mr/kr B neHp [45] u/nmm neiikoruradepessr u,
B Cllyyae HEOOXOAMMOCTH, A MPO(UIAKTUKYA TYMOP-JIM3UC-CUHPOMA BBIMOJHUTH Mazmadepes. Eciu
COCTOSIHME TAallMeHTa BCIEACTBUE KpalHE TSDKENBbIX OCIO0XHEHUH, CBA3aHHBIX C 3a00JI€eBaHUEM, HIIU
BCJIEJICTBHE TSDKEJIOM COMYTCTBYIOLIEH MAaTOJOIMU HE YAAeTCsl CTaOMIN3UpOBaTh B TEUEHUE MAKCUMYM 7
JHEH, JOMYyCKaeTcs pacCMOTPETh BONPOC O MAJUIMATMBHOM IIUTOCTATUYECKOM BO3JEHCTBHU (HampHMep,
UTapaOuH** B MaNbIX 103aX).

- PexomeHayeTcs BceM TalMEHTaM, KOTOPBHIM BO3MOXKHO TIpoBelneHHe WHTeHCHBHON XT,
BbITNIOJTHEHUE 1-ro Kypca uHAaykiuu o cxeme "7 + 3" (I[Ipunoxenne A3.2) [46, 47].
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YpoBeHb yOCAUTEIBHOCTH PeKOMeH 1aIuii — A (YPOBEHb JOCTOBEPHOCTH JI0KA3aTeNIbCTB — 1).

KomMmenTapuii: 7-1HeBHOE BBeJIeHHE IIUTapabrHa** MOKeT ObITh BHIIOIHEHO B 03¢ 100-200 Mr/m?
60 2 pasa B cytku (o 100 Mr/m?) kak KOpoTkast uH(Y3us, 60 B BUE HENPEPHIBHONM BHYTPUBEHHOM
(8/B) uHpy3un (200 Mr/mM?) B coueTaHMM C 3-JHEBHHIM BBEJCHHEM AHTPALMKIMHOB B BUJE KOPOTKOM
uHbY3un (TayHOpyOUIMHA** B 03€ Kak MUHEMYM 60 Mr/mM? win uaapyoununa** B nose 12 mMr/m?, umm
MUTOKCaHTpoHa** B moze 10 wmr/m?). BpI6Op KOHKPETHOTO AaHTPALMKIMHOBOIO AHTHOMOTHKA
(mayHopyOnmmHe**, upapyOMIMH** MM MHUTOKCAHTPOH™*) CYIIECTBEHHO HE BIMSET Ha KOHEYHBIC
pesynbratel [46]. dokcopyOunmu** He mpuMeHseTcs Hpu npoBeaeHuH Kypca "7 + 3" B MHIYKUIUH
pemuccun OMJL.

- He pexoMeHyeTcst UCOaB30BaTh HUTApaOUH** B BBICOKMX [103aX B MHAYKIIMOHHBIX Kypcax Mpu
OMUJI [48, 49].

VYpoBeHb yOeIUTETbHOCTH peKOMeHAaIHii — A (YpOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KoMMeHTapuii: ¢ yueToM OTCYTCTBHS JaHHBIX O MOBBIIIEHUN YAaCTOThI JOCTHKEHHS] PEMUCCUU TIPU
JOCTOBEpHO 0oJiee BBICOKON TOKCHYHOCTH JI€UEHHUS. DTO BO3MOXKHO TOJBKO B paMKax KIMHUYECKHX
UCCIIEIOBaHUM.

- PexomeHayercs BceM mamueHTaM, KOTOPBIM BO3MOJKHO MpoBeAeHWe HWHTeHCMBHOM XT,
BbinosiHeHue 1 wim 2 kypco XT uHIyKnu pemuccuu (B 3aBUCUMOCTH OT TOTO, ITOCJIE€ KaKoro Kypca — 1-
ro wmm 2-ro — pocturaerca [IP) m 2-3 KypcOoB KOHCOJNHMIAIIMM BBICOKUMH/CPETHUMH JT03aMH
nutapabuHa** B KaueCTBE MOHOTEPANHH WM B COYCTAHUH C aHTPAIIMKINHOBBIMU aHTHOMOTUKAMU W/UITH
#pnymapadburom** (cm. Tlpunoxenne A3.2) [49].

VYpoBeHb yOeAUTETbHOCTH peKOMEeHAaIHii — A (YpOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KommenTapuii: BO3MOXKHBIE BapuUaHTHI JIO3MPOBOK ILUTapaOWHA** TIpU NPOBEIECHUU KypCOB
KOHcoauaanuu pemuccun — 3; 1,5 n 1 /M2 2 pasa B neHb B 1, 3, 5-if qHU ¢ 0iMHAKOBON 3(D(PEKTUBHOCTHIO
(nosupoBku 1,5 m 1 1/M? — BHE 3aperMCTPHPOBAHHBIX MOKA3aHMIi). B HacTosiiee BpeMs CyIIECTBYIOT
HEKOTOpbIE pa3HOTJIaCHsl B pEKOMEHAALUAX JO3UPOBOK LUTapabruHa™** eBponelcKuMU U aMepUKaHCKUMHU
uccrnenosatensMu. EBpornelickue uccieaoBaTeay NpUIuid K €JUHOMY MHEHHIO O TOM, YTO ONTUMaIbHON
711030#i TMTapabuHa** B Kypcax KOHCONMManuu seisercs 1-1,5 r/m? [7], a aMmepHKaHCKHe MCCIIeI0BaTeN
B pexomenpamuax NCCN ocraBmsror 103y 1,5-3 1/M% [8]. EcnM HeT BO3MOMKHOCTH BBHINOJHHTH
BBICOKOJIO3HYIO KOHCOJIMJAIINIO, KaK JOTMOJHUTEIbHBINA BapUAHT MOXKET PacCMaTpUBATHCS BBINOJTHEHUE
eme 2 kypcoB "7 + 3" ¢ mpmapyOMmuHOM** WM MHTOKCAaHTPOHOM™* B MHIYKIMOHHBIX /033X (CM.
[Mpunoxenne A3.2).

- Pexomenayercs BceM mamweHTamM ¢ MuenoMoHoOnmactHeIM (M4) u mMonoOmactHbIM (MS)
sapuanTamu OMJI, npu Bcex popmax OMIJI ¢ neiikonuro3om B aebroTe 3a6onesanus Boime 30 ' 109/
W/WIM HAJIMYUEM JKCTpaMedyJUIAPHBIX 00pa3oBaHUil, a TaKKe MPU MHUEIOUTHONW CapKOME BBINIOJHATH
NpoQUIAKTUKY HEHpOJEHKEeMUn — CIMHHOMO3TOBBIE TYHKIMU C UWHTPaTEeKaJbHbIM BBEICHHEM
CTaHJapTHOTrO Habopa mpernapaToB (#meToTpekcar™* 15 mr, murapadbun** 30 mr, #aexkcamera3zon™** 4 mr)
[1, 2].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb JTI0CTOBEPHOCTH JJOKA3aTEILCTB — 5)

Kommenrapuii: OcHOBHOW »Tam mOpodMIaKTHKH — S5 JOMOATbHBIX NYHKIMA B MEPHOT
WHIYKIIUWA/KOHCOIUIAIIUN PEMHICCHH U Jaliee ele 3 MyHKIMHU KaxAble 3 Mec. B XOJI€ MOAePKUBAIOIIEH
Tepanmul — HMTOTO BCEro 8§ IMIOMOANBHBIX MYHKIMH C WHTpAaTeKalbHBIM BBEICHHEM 3 Mpenaparos.
3apyOexHbie HCCIeI0BaTENN He PEKOMEHIYIOT BBIMOJIHATH MPO(QUIAKTUKY HEHPOIeHKEeMHUH Y TallUeHTOB
0e3 HEeBPOJOTHYEeCKOW CUMITOMATHUKH, OJHAKO POCCHUHCKHE HCCIENOBATENM CUYUTAIOT MPO(PHUIAKTUKY
HelponeiikeMun 00s3aTenbHbIM 3TanoM JiedeHnst OMJI B BBIIIIEONUCAHHBIX CUTYAIHSIX.

- PexoMmengyeTrcss BceM manuMeHTaM MpH JUATHOCTUKE HEWPOJEHKEMUU TMPOBEICHUE Teparuu
HEHpONEKeMUH — BBINIOJHEHUE CIIMHHOMO3TOBBIX MYHKIHMA C WHTPATeKAIbHBIMH BBEJCHUEM
CTaHJIapTHOTO Habopa mpemnaparoB (#merorpekcat** 15 mr, nurapadbun** 30 mr, #aexcamerazon** 4 mr)
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c MHTepBajoM Kaxable 3 nHA. llocne HopManuzanuu nokasareneidl JIMKBOpa JOJDKHO OBITh CHIENAaHO
MUHUMYM 3 IMYHKIOUKU C TaKUM JKC HWHTCPBAJIOM MCKIY BBCACHHAMU, B IlaJILHef/’IH_IeM IMYHKIUU
BBIMOJTHSIOT TIEpe]] KXKABIM KypcOM 3aIljIaHUpOBaHHOTO MpoTokoia [1, 2].

VpoBeHb yoeautensHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

- Pexomenayercs mnpu pa3BUTUM y [aluMeHTa 1nociae 1-ro  HMHAYKIMOHHOTO  Kypca
KU3HEYTPOKAIOUINX OCJI0KHEHUHN, NOTPeOOBAaBUINX PEAHUMALIMOHHBIX MEPONPUATUI (CENITUYECKUH 10K,
WHOGApKT MHOKapJa, MHOKapOUT H Jp.), WIM TSHKEIOr0 HMHBAa3MBHOTO MHKO3a BPEMEHHO (10
peadmMTanMyM TalMeHTa) 3aMeHUTh Kypchl (1-2) MHTEHCHMBHOW WHIYKIIMH/KOHCOJUIALWN KypcaMu
#uurapabuHoM** B Maeix 103ax (10 mr/m? 2 pasa B JieHb HOAKOKHO (I/K) 4 JIHS KaXKIyl0 HEIENo B
TedeHue 28 nHel) aub0 codyeTaHWeM MalblX /103 LMTapaOuHa** ¢ maapyOMIuHOM™* U #nenutabuHOM
(cM. TTpunoxenue A3.2) [50, 51].

YpoBeHb yOeIUTETbHOCTH PeKOMEH IaIHii — B (YpOBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KomMMeHnTapuii: nocne BblNoJIHEHUS 1-2 KypcoB mutapabMHOM™®* B MajbIX 03aX U KyNUPOBaHUS
BCEX OCJIOKHEHHUN 11eTecO00pa3HO BEPHYTHCS K BBICOKOJO3HOW KOHCOJUIAIMUA B 00bEME MUHUMYM 2
KypcoB. [{utapabun™* B ManbIx 103aX MOXET OCTaThCsl OCHOBHOW Tepamnuei B TedeHUe 3 JIET TOJBKO Y
MAIMEHTOB C OCTPBIM SPUTPOMHUETIO30M (BapuaHT M6) u MerakaproOnacTHbIM (BapuaHt M7).

- Pexomennyercsa nmanuentam ¢ OMJI B Bospacte 18-60 neT, KOTOPBIM HEBO3MOXHO IPOBEACHUE
unteHcuBHOW XT B CBSI3W ¢ HaJWYMEM COIMYTCTBYIOIIMX 3a00JeBaHUIl, B KauecTBE Tepamuu BbIOOpa
MIPOBEJICHUE Tepaluy BEHETOKJIAKCOM B COYETAaHUHU C a3alUTUIUHOM™* NenuTaOuHOM WM MalbIMU
no3amu urapabuHa** [52, 53].

VYpoBeHb yOSAUTETHbHOCTH PeKOMEeHAaIHii — A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMmenrapumii: Ttepanuto BeHeTokigakcoM B no3e 400-600 mMr mnpoBOIAT B COYETAaHUU C
azaluTUAMHOM** 75 Mr/mM° B Teuenue 7 mHeil, meumrabuHoM 20 Mr/mM? 5 mHEHl WIM MajbIMH 03aMH
#umrapabura** 20 mr/m%/cyrkn 10 mHeid (cm. Ilpunoxenne A3.2). HeoOxomuma KOPPEKIHMS JO3bI
BEHETOKJIAKCA TPU COYETAaHHOM MpHMEHEeHWHu mpenaparoB-uaruouropos CYP3A (B cooTBercTBUH C
MHCTPYKILMEH K MpenapaTy). B memsix npoguiakTuku MacCHUBHOTO ITUTOJIM3a OMYXOJHU MPEAyCMOTPEHO
CTYNEHYaTOE TOBBIIICHUE J03bl BEHETOKJIAaKca B Hayalle €ro mnpuemMa C MPUOCTAHOBKOW Teparuu 10
paspelieHrss CUMIITOMAaTUKU MPH MOSBICHUH KIMHUYECKH 3HAYMMBIX JIa0OPATOPHBIX/KIMHHUUECKUX
MPU3HAKOB CUHIPOMA JIU3UCA OITYXOJIH.

- Pexomennyercs y manuenToB ¢ OMJI ¢ skcnpeccueit FLT-3 moGaBieHue k mporpamme JeUCHHS
npenapatoB FLT3-uHruOMTOpoB (MHTMOMTOPOB MPOTEHMHKHWHA3BI) — MUAOCTaypruHa Wiu #copadenuda™**
[54, 55].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH AaIHii — B (YypoBeHb T0CTOBEPHOCTH JJOKA3aTEILCTB — 2)

KomMMmeHnTapuii: pexxum n03upoBaHust Mmugoctayputa: 50 mr 2 pasa B 1eHb BHYTpb 8-21-i qHH Kypca
OJIHOBPEMEHHO C MHIYKIIMOHHO Tepanuei "7 + 3" u 4 KOHCONMUAUPYIOLUUMHU KypcaMu ITuTapaduHOM ™ * B
BBICOKHMX J103aX C MOCJEIYIoNIel MoAIepKuBaoliel Tepanueid Mugoctaypuaom 50 mr 2 pasa B JeHb B
TeyeHue 1 roga.

Pexxum nosupoBanus #copapenunda™* y monoapix namuenton: 400 mr 2 pasa B AeHb BHYTpb 10-19-
W JTHU KaXJI0TOo MHAYKIIMOHHOTO Kypca; nanee — 400 mr 2 pa3a B JeHb, HAUMHAS C 8-TO JHS KaKIOTO
Kypca KOHCOJHUJAIUM, Janee — MoJjep kuBaromas tepanus #copadpenudbom™** 400 mr 2 pasa B JeHb B
Teuenue 1 rona.

Pexum nosupoBanus #copapennba** y moxunsix namuentos: 400 mr 2 pas3a B ieHb BHYTpb 1-7-ii
JTHHU Ka)JI0TO MHIYKIIMOHHOTO Kypca; Aanee — 400 mr 2 pasa B 1eHb BHYTpb 1-28-i1 1Hu 1Ba 28-THEBHBIX
KypCa OJHOBPEMEHHO ¢ 2 KypcaMu KOHCOJIMIALUN CPEIHUMHU 03aMH LuTapaduna** (2 r/m?/cyrku, 1-it u
5-ii mHU 28-THEBHOTO Kypca), Aajiee — moaepKuBatoias tepanus #copaperandoom 400 mr 2 pasza B IeHb
BHYTPh B T€UCHHE TOJIa.

- Pexomenayercs naunentam ¢ OMJI, nocturmum I1P nocne MHAYKIMOHHON Tepanuu, KOTOpbIE HE
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SIBJISIIOTCA KaHAuAaTaMu Ha BeinoJiHeHue amwio-TI'CK, mpoBeneHue mnojajepkuBaroiiei tepanuu (cm.
[Mpunoxenue A3.2) [56, 57].

VYpoBeHb yOeUTEIbHOCTH PeKOMEHAaIHii — B (YypoBeHb 10CTOBEPHOCTH JJOKA3aTEIbCTB — 2)

KoMMmeHTapuii: noaaepxuBaromiasi UTOCTaTHYECKas, TMIOMETUIINPYIOILAsl WK TapreTHas Tepanus
(B 3aBUCHMOCTH OT TOTO, 110 KaKOW IporpamMme MalMeHTy Oblja MpOBEAEHA MHIYKLIMS U KOHCOJMJAIHS
pemuccun OMJI) nomKHA BBINOJIHATECSA B TEUEHHE KaK MUHMUMYM | roja or Haudajna jedeHus (4 kypca
WHAYKIIAA/KOHCOJUIAUN 1 6 KypCOB TOJICP)KUBAIOIICH TEparu) WM B TEUCHHE 2 JIET OT Hadaia
Tepanu (4 Kypca WHAYKIHH/KOHCONMMAAMU ©u 9-12 KypcoB TOJUICpKHBAIOIICH Teparmuu) (CM.
[Mpunoxenue A3.2.).

- He pexomennyercs y mnauueHtroB c¢ OMJI Bemonnenue ayronoruunoit TI'CK  (ayro-
TI'CK)/ayronoruunoit TKM [1].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapuii: psnom 3apyOexHbix uccienoBareneil ayro-TI'CK paccmarpuBaercss B KauecTBe
ONIMM TOCTHUHAYKIIMOHHON TEpaluu y TMalUeHTOB TPYNIbl MNPOMEXKYTOYHOTO pHUCKA B cliydae
noctikenust MOb-neratuBaoi pemuccuun OMIJIL [58, 59]. OmHako poOCCHIICKOW TPYIMIION 3KCIEPTOB
BoinotHeHHe ayTo-TI'CK He paccMarpuBaeTcsi B KadyeCTBE BapHaHTa IMOCTPEMUCCHOHHOTO JICUCHUS
nanueHToB ¢ OMIJI B cBs3u ¢ TeM, uro ayro-TI'CK MOXKeT cTaTh 3TaroM Teparuy TOJIBKO NPU YCIOBUHU
abCOIIOTHO  aJIeKBATHO  BBIMOJHEHHOTO HWHAYKIMOHHOTO W  KOHCOJMJIUPYIOUIETO JIEYEHUS U
obs3arenpHOoro orciexxuBanuss MODB. Ee MOXHO pekOMeHIOBaTh TOJBKO B paMKax KIMHUYECKUX
HCCIE0BaHU .

- Pexomennyercs mnanuentam, gocturmuM [IP  mocnme MHAYKIIMOHHOTO 3Tama  JICYEHUS,
KOHCYJIbTAIlMsl B TPAHCIUIAHTALIMOHHOM IEHTpPE B TeueHUE 3 MecsieB OT MOMeHTa AocTikenus [IP ms
pEIICHHS BOIIPOCa O BO3MOKHOCTH H I€JIeCO00pa3HOCTH BhINoIHeHUs ayuto-TKM/ammo-TI'CK [1, 2].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomengyercs Bemonnenue amio-TKM/ammo-TTCK B 1-it 1P OMJI kak »srama
MOCTPEMHUCCUOHHOM TEpanuu MAIMEHTaM TPy BBICOKOTO M MPOMEKYTOYHOIO PHUCKA C HOPMAaJbHBIM
KapUOTUIIOM U HEOJaronpUsATHBIMH MOJICKYJISPHBIMH MapKepaMu JIMOO TaIMeHTaM, KOTOPBIM IpH
YCTQHOBJICHUM JIMAarHO3a HE  BBIMIOJHEHBl IIUTONEHETHYECKHE M  MOJICKYJIAPHO-TEHETUYECKUE
HCCIe0BaHUs, a TAKKe MalMeHTaM TPYIIIBI OJIArONPUITHOTO prcKa, y KoTophix 1P Obuia momydena He
nocie 1-ro kypca uaayknuu (cm. Ipunoxenue A3.3) [60].

YpoBeHb yOeAUTEIBHOCTH peKoMeHaaluii — A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEILCTB — 1)

KommenTapwii: y manyeHToB U3 IPYIIbI TPOMEKYTOYHOTO prUCKa 0€3 THIEPICHKOIMTO3a, KOTOPhIM
nuarno3 OMJI ycraHoBnieH He BO BpeMsi OepeMeHHOCTH, Y KOTOpbIX nocie 1-ro kypca pocturnyra I1P ¢
MOBb-oTpunaTenbHbIM cTaTycoM, Borpoc 00 amno-TI'CK BO3MOKHO OTIOXKUTH Ha MOCIEAYIOIINE ITAIIbI.
Jlns manueHToB W3 TIpymbl BbICOKOTO pucka, B ToM uuciae ¢ FLT3-ITD, amno-TI'CK cunenyer
paccMmaTrpuBaTh Kak 00s13aTeNIbHBIN dTan jJedeHus. MIMeHHO Amst 3To# rpynmbl MaueHToB KpaiiHe Ba)KHO
BbInoTHeHEe HLA-TunupoBaHus nanyeHTa 10 Hadajia 1-ro MHAYKIMOHHOTO Kypca, a OCie JOCTUKEHUs
1-it [IP — Hayano moWcCKa MOTEHUUATBHBIX JOHOPOB. OIHAKO 3Ty PEKOMEHIAIMIO OrPAHUYMBACT
HECKOJIbKO (haKTOpPOB: BO3PACT, COMATHUECKUI CTATyC MallMeHTa, HAIMYUE JOHOpPA U OpraHU3al[MOHHAs
BO3MOKHOCTh BBINOJHUTH npoueaypy amwio-TI'CK. Eciu puck pa3BuTusi peuuauBa npesbimaer Ha XT
uHTerpupoBanubie pucku nocnie amio-TI'CK, to pemenne npunumaercs B noas3y TI'CK.

WNHTerpupoBaHHble PHUCKH, CBA3aHHBIE C TPAHCIUIAHTAIIMOHHOM JIETAJIbHOCTHIO, IMPUBEICHBI B
[Tpunoxxenun ['4. JIi1 OKOHUATENBHOTO PELISHUSI 3TOTO BOMPOCa HEOOXOJAMMO HAMpPaBUTh MAIllMEHTa Ha
KOHCYJIBTALIMIO B TPAHCIIJIAHTALIMOHHBIN LIEHTP.

- He pexomenayercs Boinonnenne amno-TKM/amno-TT'CK B nepuoa 1-it ITP OMJI narnuentam u3
rpynmsl GnaronpusitHoro pucka (em. [Tpunoxenne A3.3) [60].
VYpoBeHb yOeAUTENbHOCTH peKoMeHaAaIuii — A (ypOBEeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

CtpaHuua 24 u3 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

KommenTapuii: 3a uckmouenuem ciydaes OMJI ¢ t(8;21) u neiikouurosom Bbime 20 ' 10%m,
naruenTos crapie 35 ger, OMJI ¢ t(8;21) u ¢ invl6 u myramusimu KIT wnu nepcucteHnmeil BHICOKOTO
ypoBHs MODB, g xoropeix amio-TI'CK sBnsercs ontumanbHelM — BapuaHToM. Asuto-TI'CK
pekoMmenayercs Takke manueHtTaM ¢ OMJI ¢ HOpPManbHBIM KapUOTHUIIOM U OJIATONPHUSATHBIM
MOJIEKYJISIPHBIM podHIIeM, HO ¢ runepneiikormrozoM = 100 ' 10%1 u/mmy HanmaneM neiikeMHIOB U IIPH
muarHoctuke OMJI Ha poHe OepeMeHHOCTH.

- Pexomenayercst y mnaumeHtoB ¢ BTopuuHbiM OMJI mpuzaepkuBaThbcsi aJroputMa BblOOpa
TEpareBTUYECKON TAKTUKH KaK MPU BIEPBbIe quarHoctupoBanHom OMIT [61].

VpoBeHb yoeauTensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMeHnTapuii: BbIOOp TakTHKH JiedeHHs BTopuuyHOoro OMJI noimkeH NHpOBOAUTHCA € Y4YETOM
LATOT€HETUYECKOTO BapUaHTa JIEWKO3a, THIA MPEAIIECTBYIOIIEH Tepaluy, BO3PAcTa U COMAaTUYECKOTO
cTaTyca MallMeHTa W Hajauuusg ocjoxHeHuil. B cmyuae pocrynHoctu HLA-coBmectmoro nonopa
MAIUEHT JI0JKEH ObITh OPUEHTHPOBAH Ha nposeaeHue amo-TI'CK.

- Pexomennyercs mnanueHTaM M3 Tpymnnbl HeOnarompustHoro mnporHoza OMIJI (mo naHHBIM
HUTOTEHETHYEeCKOTO uccienoBanus wim ¢ OMJI, cBsizaHHBIM ¢ MuenoaucIuiazuend — cm. [lpunoxxenns I'1,
['2) B xauecTBe 1-r0 Kypca unm, ocobeHHo npu HeahHEeKTUBHOCTU cTaHAapTHON HHAYKIHOHHON XT, BHe
3aBHUCHUMOCTM OT BO3pacTa BBINOJHEHHE KOMOWMHHpOBaHHOW HHU3KoA03HOM XT ¢ wucnoiab3oBaHHEM
A3aMUTHINHOM**, HITH #BEHETOKIAKCOM B COYETAHUU C azamuTHIuHOM** (cM. [punoxkenne A3.2) [62-
64].

VYpoBeHb YyOSAUTETbHOCTH PEKOMEHIAINH — A (YPOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KommenTapuii: npu noctrxennu [P B cimywae noctynnoctn HLA-coBMecTHMOro JOHOpa NAalMEHT
JOJDKEH OBITh OPUEHTHPOBaH Ha mpoBeaecHue auio-T1'CK B MakcMMallbHO KOPOTKHE CPOKH OT MOMEHTA
JOCTHKEHUS] PEMUCCHUH.

3.2. JleyeHue MalMEHTOB C OCTPbHIM MHEJOUIHBIM JIEHKO30M CTaplleil BO3PACTHOM rpynnsl (>
60 J1er)

Broigenaior 3 ocHoBHBIX "TexHosoruun" sedenuss OMJI y maunumentoB crapmie 60 ner. Ilepsiit
MOJX0J] — MHTCHCHBHAsA X1, mojgo0Hass TaKOBOW y MOJIOJBIX, MPEACTaBIIAIONAs cOO0H B OOJIBIIMHCTBE
CIydaeB COYETaHHWE LUTapabuHa** ¢ aHTpalWMKIMHAMHU W HampaBiieHHas Ha goctwkenue I[1P. Amo-
TI'CK siBisieTcsi onTUMalibHOM MOCTPEMUCCUOHHOM OMIMEN B paMKax 3TOW KoHIenuuu. Bropoi moaxo
— HU3KOMHTEHCHUBHAS TEparus, B YaCTHOCTH NTPUMEHEHNE HU3KOI03HOTO ITuTapadbuna**, apekTuBHOCTH
KOTOPOTO, M0 KpaiiHel Mepe, y MalueHToB B Bo3pacte 70 JET U cTapiie, MOXKHO MOBBICUTH C MIOMOIIBIO
MPOJIOHTUPOBAHHOTO  HWCIOJIb30BaHUsA B TedeHHe 28 JHEH, H THIOMETIIHPYIOUIUX areHTOB
(a3anuTuauH**, nenuTabMH), B TOM 4YHCIE B COYETAaHWHM C BEHETOKIAKCOM. Tperwil BbIOOp —
cUMIOTOMaTuyeckass (CONMPOBOJUTENbHASI) Tepalusi, HampaBlieHHAs Ha YMEHBIIEHUE KIWHUYECKOU
CUMITOMATUKH U yITy4llIeHHe KauecTBa u3Hu [1, 2, 7, 8]. OueHka BO3MOXKHOCTH MPOBEICHUS TOTO WU
uHoro Bapuanta tepanuu OMIJI y manuenta crapiie 60 jeT JOHKHA CTPOUTHCS Ha OCHOBAHUHU ydeTa
BO3pacTa IMalMeHTa, OOBEKTUBHOIO OMNPEACIICHUS TSHKECTH COCTOSHUS, I[MTOICHETHYECKOTO U
MOJIEKYJISIPHO-T€HETHYECKOTO BApHAHTOB 3a00JIEBaHUS U aHATN3a COMYTCTBYIOIIEH MaTOIOTHH.

- Pexomennyercs nanrentoB ¢ OMIJI B Bo3pacte 60-65 neT paccMaTpuBaTh B Ka4eCTBE KaHIUIaTOB
Ha BBIMOJHEHNE CTaHAAPTHBIX mporpamm uHTeHCHBHOTO Jeuenus ("7 + 3") (em. Tlpunoxenune A3.2) [1,
2].

VpoBeHb yoeauTenpHOCTH pekoMeraaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KommeHTapuii: BbIOOp KOHKPETHOTO aHTPAaLUUKIMHA (JayHOPYOMUMH**, wupapyOMUMH™* win
MUTOKCaHTPOH**) CyIIeCTBEHHO HE BIMSET HAa KOHEUHbIE pe3ynbTathl [65]. CTanmapTHOM cuuTaeTcs 103a
nayHopyouraa** 60 mr/m? [66].

- PCKOMCHI[yCTCSI JJIA TIAIMUCHTOB C OMJI crapuie 65 ner MMPOBCACHUC HU3KOMHTEHCUBHOM TCpalnu:
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Majble 1103bl1 #urapabuna** 10 mr/m%/cytku 28 mmeit ¢ unTeppanom 28-30 mHeil 1160 MOHOTepamnus
a3alUTUIMHOM**, MO0 KOMOWHHMpOBAHHAs Tepanmusl MUTapaOMHOM™* B MajbIX /103aX B COYETAHHU C
azanuTuAMHOM ™ * 1 mmapyounmaom** (cMm. Ilpunoxenue A3.2) unm azanmuTUAROM™* B COYETaHUU C
BeHeToKIakcoM [53, 67].

YpoBeHb yOeAUTEIBHOCTH PEeKOMEH 1aIuii — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommeHTapuii: kaHIuaaTamMu Ui HU3KOMHTCHCHUBHOW TEpaluy TaKXKe SBISIOTCS TAlUEHTH B
Bo3pacte OT 60 JeT M crapuie C IJIOXHM COMAaTHYECKUM CTaTycOM, HAJMYHEeM KOMOPOHMTHOCTEH WM
mcyHKIMEH OpraHoB.

- He pexomenyeTcs mpoBeieHue Kypea nurapabuna** B manbix qo3ax nanuestam ¢ OMIJI crapie
60 ner w3 rpynnbl HEOJAroNpUSATHOIO MPOTHO3a (KOMIUIEKCHBIM KapHOTUI, -7, Inv3 U T.J.; CM.
npunoxxenus ['1, '2) [68, 69].

YpoBeHb yOeAUTEIBHOCTH peKoMeHaaIuii — A (YPOBEHb JJOCTOBEPHOCTH JI0KA3aTEIILCTB — 2)

KommenTapwmii: amsg 3TOM Tpynnbl MAalMEHTOB B KA4eCTBE HHU3KOJO3HOTO IHUTOCTATUYECKOTO
BO3JICHICTBUSL MOJKET paccMaTpUBaThCS TUIIOMETHIMpPYIOIIass MOHOTEpanus B COYETaHHH C
BeHeToKJIakcoM [53] mim ke IpuMeHeHre KOMOMHMPOBAHHOH Tepanuy IUTapabuHOM** B MaJIBIX JI03aX B
COYETaHMH C a3alUTHINHOM** u uaapyourmaom** (cMm. [Ipunoxenue A3.2).

- Jlns maruentoB ¢ OMIJI crapmie 60 jneT MOXHO PEeKOMEHJIOBaTh B KadyecTBEe Tepamuu BbIOOpa
MPOBECHNUE MOHOTEPAITHH a3anuTHanHOM ™ * (cMm. [Ipunoskenue A3.2) [70].

VYpoBeHb yOeAUTETbHOCTH PeKOMEeHAaIHii — A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMeHTapuii: Tepanus azanuTuAnHOM* * B 103¢ 75 Mr/m? 7 nHeit n/k ¢ unaTepBanom 21 neHs.

- Jlns marmmenToB ¢ OMIJI crapmie 65 JieT MOXHO PEKOMEH/OBAaTh B KaueCTBE Tepallud BBHIOOpA
poBeieHne MOHOTepanuu aerurabuaom (cm. [punoxenne A3.2) [71].

YpoBeHb yOeaUTEIbHOCTH peKoMeHaaIuii — A (YpOBEHb JJOCTOBEPHOCTH J0KA3aTCIILCTB — 2)

KommenTapwii: Tepanus nenuradbuHom B 03¢ 20 Mr/M?% 5 aHelt B/B ¢ WHTEpBajoM 28 THEH.

- Jlna maumentoB ¢ OMIJI crapumie 60 €T MOXXKHO PEKOMEHAOBAaTh MPOBEACHUE TEparuu
BEHETOKJIAKCOM B COYETAaHWUHU C a3alUTUIMHOM™** WM JMenuTaOMHOM, WU IUTapaOuHOM™* B Majbix
no3ax [52, 53].

YpoBeHb yOeAUTEIBHOCTH PEKOMEHIaIHil — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapwii: Tepanus azanutuadHoM™* B mgose 75 mr/mM? 7 mHeit n/k, peumTtadbuHoM 20 mr/m? 5
JTHEN B/B WJIM MaJIbIMU J03aMu #uurapaduHa** 20 MF/MZ/CyTKI/I 10 muedt n/k ¢ BeHeroxiakcoM 400-600
MT JI0 Pa3BUTHS HEIIEPCHOCHMOCTH WIIH IIporpeccupoBanus 3aboaeBanus (cM. [Ipunoxenne A3.2).

3.3. Tepanusi peuuIBOB U Pe3UCTEHTHBIX (POPM OCTPOIro0 MHEJIOMTHOIO JieiiKo3a

K coxanenuto, y OospmnHcTBa nauueHToB (60-70%), y kotopbix gocturnyra IIP OMJI, B Teuenue
3 ner pa3BuBaeTcs peuuauB 3a0ojieBaHMs. B 1enoM mporHo3 y HanUeHTOB MpU Pa3BUTHUU pEeLUAUBA
HeOJIaronpusTEeH U TeparneBTUYECKUX MOAX0I0B KpaitHe Maio. [lonrocpoyHast BBDKMBAEMOCTh 3aBUCHUT OT
BO3MOXHOCTH JIOCTH)KEHUS NMOBTOpHOM pemuccuu u BbinosiHeHuss TI'CK B kauecTBe KOHCOIMIALMH.
[TaneHTl € OYEHb pPAHHUM  PEUUAMBOM  (UTMTENBHOCTBIO PEMUCCHM MEHee TOJIyroja),
HeOIaronpUsATHBIMU LIUTOT€HETHUECKUMH aHOMAJIMSIMU U CTapILEero Bo3pacTa UMEIOT II0X0H mporyo3s [ 1,
7]. M3-3a HeOnarompusTHOTO MPOTHO3a MAIMEHTOB B PELUUANBE HEOOXOJMMO OIIEHMBATh, HACKOJBKO
Tepanusi MOKET ObITh BBINOJHEHA Yy KOHKpeTHoro manueHta. OleHKa NepCHeKTHBBI J0JITOCPOYHOM
BBDKMBAEMOCTH MOJKET OBITh CJellaHa Ha OCHOBE IPOTHOCTHYECKOTO HWHIEKca peruanBa [/2]
(ITpunoxenue I'5). IIporHocTuueckuit WHAEKC MOXKHO HCIOJIB30BATh MPU OMpEICCHUU JeueOHOU
TaKTUKM Yy KOHKPETHOIO IalUeHTa: 1) NpoBeAeHHE TEpanuy, HANpaBJIE€HHOW Ha "W3neueHue" c
ucnosb3oBanueM TI'CK; 2) BkirodyeHHe B KIMHUYECKOE HCCIIEIOBAHUE 1O IPUMEHEHHUIO HOBBIX
JIEKapCTBEHHBIX MIPENApaToOB; 3) NaJsIMaTUBHAS TEPAIIHSL.

B pexomennanusax NCCN, KOTOpBIX NPUAEPKHUBAIOTCS M POCCUICKUE DKCIEPTHI, HCIOIb3YETCS
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Oonee mpoCTOW MpUHIMI ompeneicHus npornoza OMII mocne pa3BUTHS PEIHUIMBA: €CIU PEUUINB
panHuii (mponoskuTenbHOCT, [IP Menee 12 MecsilieB) — MPOTHO3 HEONATONPUSATHBINA, TTO3THUI
(mpomomkutenbHocTh [TP 12 MecsiieB u 6osiee) — mporuo3 Gosiee Onarompusithbiid [8]. Oba moaxona
(TpOTHOCTHYECKUU MHJEKC U JISICHUE PEIUJINBOB HA paHHUE U MO3JAHHE) K KiIaccH(PHUKAIMKN PEIUINBa
OMUJI ucnoJib3yroTcsi B POCCUMCKUX MCCIIEI0BATEIBCKUX IICHTPAX.

- Pexomenpayercs manueHTaM NIpu KOHCTaTallMM NepBUYHON pe3ucteHTHOocTH OMII mpoBenenue
Teparuu 1o MporpaMMam JiedeHus: peppaktepHbix Gopm u peruausos OMII [73].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMMeHTapuii: Tepanus nutapaOMHOM™* B BBICOKMX J103aX (€CJIM €ro He MPUMEHSUIM B |- JIMHUU
MHJYKIIMK) B COUYETAHUU C aHTPALMKIMHAMU MOKET PACCMaTpHUBAThCS B KAUECTBE MHIYKIIMU PEMHUCCHU
nepen amio-TI'CK. na ynyumenuss pesynpbratoB TI'CK y mnanmentoB c¢ pedpaxkrepHeivu OMIJI
HCIOJIb3YIOT PEXKUMbI KOHAULIMOHUPOBAHUS — MOCIIe0oBaTeNIbHOE TpuMeHeHre nureHcuBHo XT u uepes
3 AHS — PEeXUM KOHAWIMOHMPOBAHMS MOHMKEHHOW MHTEHCHUBHOCTH ¢ mnocnenyromeil amio-TI'CK (Tak
HazbiBaeMblii mpoTokonl FLAMSA-RIC) u B nanbHeimieM — NpoQUIAKTUYECKOE MCIOIb30BaHHE
TpaHCcPy3uil TOHOPCKUX JTUMGPOLMTOB U/WIIM TEpAIUs a3allUTUIAMHOM ¥,

- PexomeHnyercs mnanveHTaM npu HemocTwkenuu [IP mocie 1-ro MHAYKIIMOHHOTO Kypca
PYKOBOJICTBOBATbCSI B BbIOOpE 2-TO MHAYKLIHMOHHOTO Kypca KIMHMYECKOM cuTyanueil. Bo3moxubl 3
BapuaHTa: 1) MOBTOpEHHUE Kypca, aHaJJOTUYHOTO 1-My; 2) M3MEHEHNUE HMHTEHCUBHOCTH X |-BO3/IEHCTBHS —
BeIToTHEHHE BhIcOKO03HOTO Kypca XT (FLAG, HAM wu np.); 3) unu HM3K0m03HOTO Kypca XT: a)
#rutapabunoM™* B manbix go3ax (10 mr/m? 2 pasa B JieHb /K 28 JqHEH) B COYETAaHUM C a3allUTHAMHOM **
u uaapyounuHoM™* wnmu 6e3 Hux, 0) #BEHETOKJIAKCOM B COYETaHMHM C a3alUTUIUHOM™*  win
nenutadbunom (cm. Ipunoxenne A3.2) [1, 7, 8].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwuii: moBTOpeHune WHAYKIMOHHOTO Kypca XT 1enecooOpa3sHo mpu OTCYTCTBHH, B
CpPaBHEHMM C MCXOJHBIMHM TOKa3aTeNlsIMU, HapacTaHWs 4ucia OJacTHBIX KJIETOK B Muenorpamme. B
cllydae MporpeccupoBaHus 3a0o0ieBaHus (yBETUUEHUE MPOLIEHTa OJACTHBIX KJIETOK, MOSBICHUE PaHee He
BBISIBJIIEMBIX AKCTPAMEIYJUISIPHBIX OYaroB) B KauecTBE 2-TO WHIYKLIHMOHHOTO Kypca Iesiecoo0pa3Ho
BbINoJIHEHNE Kypca XT nurapabuHOM™* B BBICOKHX J103aX B COYETAaHWU C HOBBIMHM aHTPALMKIMHOBBIMU
anTrOHoTHKamu (cM. [punoxenne A3.2).

B psne cnyuaeB kak 2-s nauHusA Teparuun OMJI npu nepBUYHONW PE3UCTEHTHOCTH MOXKET OBITh
HCIIOJB30BaHA HEMHTEHCHBHAS Tepanus #uutapabuaoM** B Manbeix go3ax (10 mr/m? 2 pasa n/k) 6o B
KauecTBe MOHoTepanuu (28 1Hell) WM B COYETaHHWU C MajbIMU JI03aMU aHTPALUKINHOB (B YaCTHOCTH,
uaapyounuHa**) ¢ runomeruiampyromiei npeadasoit (Dec-lda-Ara-c) mmbo Tepanus #BEHETOKIAKCOM B
COUETaHUM C TUNOMETUIHpyromuMu mpernapatamu (cm. [lpunoxkenune A3.2): 1) y Tex ManueHTOB, Yy
KOTOpPBIX B CBSI3M C KOMOPOMIHOCTBIO MM BO3PACTOM HEBO3MOXKHO HCIOJIb30BaTh BBICOKOIO3HBIM
MOAXO0J; 2) y HAaIMeHTOB C OCTPHIM OJPUTPOOJIACTHBIM U MErakapuoOJIacTHBIM JIeiiKO3aMU MpHU
Hegoctmkennn [IP Ha cranmapTHbIX Kypcax; 3) y NANUMEHTOB W3 TPYNNbl HEOIAromnpHsITHOTO
MOJIEKYJISIPHO-T€HETHYECKOTO MTPOTHO3A.

- He pexomennyercs Bpinonnenue TI'CK nmanueHTtaM, y KOTOPBIX HE JOCTUTHYTa PEMHUCCHUS MOCIIE
HECKOJIbKUX JIMHUW WHIYKIIMOHHOM Tepanuu [74].

VpoBeHb yoeauTenpHOCTH pekoMeHaalmii — C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

KoMMeHTapuii: 3TH TAaIMeHThl SABIAIOTCS KaHAWJAaTaMHd Ha BKIIOYEHHE B KIMHUYECKHE
HCCJIEIOBAHUS 110 U3YYEHUIO HOBBIX JIEKAPCTBEHHBIX NIPENAPATOB.

- PexomeHyeTcsl y MallMEeHTOB MpU KOHCTaTanuu no3aHero peuuausa OMJI (mpoaoskUTeabHOCTb
1-i1 TIP Gonee 1 rona) B BIOOpE TepaneBTHUECKONW TAKTHKH PYKOBOJICTBOBAThHCS MH(pOpMalMel 0 paHee
nposenenHoi X T, Ha koTopoit Obuta mosrydena 1-s [P [1, 7, 8].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

CTtpanuua 27 us 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

KoMMeHTapuii: KilacCUu4eCcKUM BBIOOPOM SIBJIIETCSI NOBTOPEHUE 1-H MHIYKIIMOHHOM IPOrpaMMbl
(cm. IMpunoxenne A3.2). Takxke MOKET OBITh HUCIOJIB30BAHO COYETAHUE IUTAapaOMHA™* B CTaHIApTHBIX
no3ax (100 mr/m? 2 pasa B gens unu 200 Mr/mM? B [IeHb HETpephIBHO B 1-7-# quu) u uaapyoununa** (12
mr/m? 1 pa3 B nenb B 1-3-it qum). Ilance qoctmxkenus 2-it I[TP nocratouso Beicokue (~ 70%).

- Pexomenayercs mauMeHTaM npu pa3BUTUM panHHero peuuauBa OMJI (mponomxurenbHoOCTh 1-if
IIP menee 1 rona) B KauecTBe 2-# JMHMM TepalmnM HCIONB30BaTh MUTapabuu** B cpemueit (1 r/m?) umm
BBICOKOIT (3 T/M?) 103€ MO0 codeTaHne MuTapabuHa** B BRICOKMX 103aX ¢ aHTpauMKiIuHaMu [73, 75, 76].

YpoBeHb yOeaUTEIbHOCTH peKoMeH aaluii — A (YpOBEHb JJOCTOBEPHOCTH JI0KA3aTE/IbCTB — 1)

KoMMeHTapuii: s MalueHToB ¢ 0)KUIAeMOM N30BITOUHON TOKCMYHOCTHbIO X T BO3MOKHOM OmIMei
ABJIAETCS MCIONBb30BaHNE #uTapabuHa** B mo3e 10 Mr/m? 2 pasa B eHb II/K B TedeHue 28 jHeil (cM.
[Mpunoxenue A3.2).

- PexomeHnayercs mnmauMeHTaM IpH JOCTHXKEHUM ouepenHol pemuccun OMJI B kauecTBe
KOHCOJIUIUpYIOLIe Tepanuu BeinosiHenue amio-TT'CK [77].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommenTapuii: ecian BbinosHeHue amio-TI'CK HeBO3MOXXHO (HampuMmep, H3-3a OTCYTCTBHS
noaxonsauiero aoxHopa), ayro-TI'CK moxker paccmarpuBarhCs B KauecTBe 2-l JIMHUU Tepamuu, HO ee
3¢ (HEKTUBHOCTH YETKO HE OTpe/IeieHA.

- PexoMenyeTcs y MaueHTOB C TSKEIIBIM COMAaTHYECKHM CTaTyCcOM, OCOOECHHO B BO3pacTe CTapiie
45-50 JIET, NJUTCIIbHBIMU IEPpHOJaMU HUTOICHUHW Ha HHAYKIUMOHHBIX KypCaX, a TaKKC IIPpH HAJIUYHUU
He6HaFOHpI/I$ITHI)IX XpOMOCOMHBIX aHOMaJINK IMPOBCACHUC IMMPOrpaMMbl HHU3KOJ0O3HOTO BO3)I€I\/’ICTBI/I5I C
TUTIOMETIJIMPYIOIIUM TIPAaMUHTOM  (AenuTaObuH/a3anuTuauH**, unapyounua™®*, murapadbun™*) (cm.
[Mpunoxenne A3.2) [78].

YpoBeHb yOEAUTEIBHOCTH PEKOMEHIaInil — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMeHTapuii: BBINOMHSIOT 2 HMHAYKIIMOHHBIX Kypca H, eciau nonydeHa [IP, eme 2
KOHCOJIMUPYIOMUX. B nanpHeiieM oOCyIIECTBISIOT HOCTOSHHYIO MOJJIEPKUBAIONIYIO TEpamnuio B
TeueHue 3 JIeT aHaJJOTUYHBIMHU KypcaMu 0e3 upapyounmaa™*,

- Pexomennyercsa y manuentoB ¢ OMIJI ¢ myranusmu reda FLT3 wnm ¢ BBICOKOU skcnpeccuei
HemytupoBanHoro FLT3 (CDI135) wucnonp3oBaTh MHTHOMTOP MPOTEHMHKHHA3Bl #copadenuo** (800
MI/CYTKH B 2 mpueMa) B KOMOHMHAIIMM C LUTOCTATUYECKUM BO3JCHCTBHEM U C IMOJIHOCTBIO
TPaHCPETHHOEBOW KUCIOTOH (#TpeTHHOMH 45 Mr/M?/CyTKH) B KauecTBE IOCTOSHHOTO BO3JCHCTBHSA 0
IIPOrPECCUPOBAHUS HIIH HEIIPUEMIIEMOM TOKCHYHOCTH [55, 79].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii — A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMMeHTapuii: B ciiyyae pa3BUTHUS OCIOKHEHHUH IMpemapaThl BPEMEHHO OTMEHSIOTCS U depe3 2-3
HEeJeNu MprUeM BO30OHOBIISIIOT B CHM)KEHHOM JTO3UPOBKE C MOCIEIYIOIINM MMOCTENIEHHBIM BO3BPAIEHHEM
K JIeyeOHOU 1103€.

- Pexomennyercs y mauuentoB ¢ OMJI ¢ myrauusimu reHa c-kit mim BBICOKOH 3Kcrpeccueil Ha
O6nmactHpix kietkax CDI117 paccMOTpeTs BO3MOXHOCTh Ha3HAueHWsT MHIMOMTOpAa INPOTEMHKHHA3
nazaruan6a** (140 mr/cyrku nocrostaao) [80].

VpoBeHb YOSIUTENBHOCTH PeKOMeHIalHi — B (YypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 3)

- Pexomennyercs y manmeHToB ¢ OMJI u3 rpynmbl O1aronpusTHOTO IIMTOTEHETHYECKOTO MPOTHO3a
paccMOTpeTh BO3MOXXHOCTh Ha3HaueHHs jaazatuHuOa** (140 mr/cyrku 14 mHE# ¢ MOMEHTa OKOHYaHUS
kypca XT) [80].

YpoBeHb yOCIUTEIBHOCTH PeKOMeH 1aIuii — B (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- Pexomenpayrorcs nmanuentam npu paszsurun penuaua OMJI nmocne amno-TI'CK npexpamenue
MMMYHOCYIIPECCUBHOM TE€palnuyu M NpPOBEIACHHE PEMHIYKIHMOHHOrO Kypca "7 + 3" c BBHINOJIHEHHEM B
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MEPUO/I ATUIa3Uuu Ha 7-i JIeHb Mociie Kypca Tpancy3uit TuMdoiuToB goHopa [81].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIBCTB — 5)
KoMmMeHTapwii: maruerTam ¢ nmo3gauM penuauBoM (6osee 1 roga mocne amio-TI'CK) moxer ObITh
BbINOJIHEHA 2-51 ayuio-TI'CK nocne 1ocTukeHust HOBTOPHON pEMUCCHUMU.

3.4. BeneHue nauMeHTOB ¢ 0COOBIMM CUTYallUSIMH

3.4.1. OcTpblii MUEJOUAHBIN JIEHKO03 ¢ THIIEepPJIeliKOINTO30M

- Pexomenayercs npu  guarHoctuke OMJI ¢ rumepiedkonuTo30M — Ha3HAuY€HUE
#runpokcukapbamuaa®** B nose ot 50 mo 100 mr/kr B aeHp (He Oosiee 3 1OHEH) W NpU CHUXKEHUU
neiikormtoB 10 50 x 10%n maumnate kypc XT. Ecim umcio nefKomuToB B KPOBH HE yMEHBITAETCS B
TeueHue 2 JHel, pekoMenayeTcs HauaTh X1 0e3 manbHeiIero npuema #ruapokcukapbamuaa** [45, 82].

YpoBeHb yOeIUTETbHOCTH peKOMEH 1aIHii — B (YpOBeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KoMMeHTapuii: THIEPIEHKOIUTO30M OOBIYHO CYMTAIOT UMCIO Jeikormtos > 100 ' 10%m, u ato
COCTOSIHUE 3aKOHOMEpPHO CBSI3aHO C YBEIMYEHHEM IIOKa3aTelid CMEPTHOCTH B HMHAYKIUH H3-3a
reMOpparn4ecKuX OCIOKHEHUH, CHHPOMA JIN3UCA OMYXOJIM M MHPEKIMOHHBIX OCI0KHEHHH [1].

Ecnu Ha poHe runepneiikomuTosa (> 100 ' 10%/1) uMeroTcs odeBHIHBIE TIPH3HAKH "MEHKOMTAPHBIX
cTa3oB", HapsAly C Ha3HAYECHUEM HTUIpOKcHMKapOamuma™** memecooOpa3HO mpoBeneHHe 2-3 CEaHCOB
neiikoruTadepesa. Ilpu mosiBIeHMH NPU3HAKOB TYyMOP-JIM3HC-CHHApPOMa Ha (OHE IUTOIUTUYECKOTO
CHUHJpOMAa PEKOMEHIYETCs BBINIOJTHEHUE a3Madepe3a B HeOombIoM oboseme (1-1,2 1) ¢ 3amernieHuemM
anbOyMHUHOM™* ¥ M1a3MOM B 1ENAX MPOQUIAKTUKY JIETOYHOTO JUCTPECC-CUHAPOMA U OCTPOIl MOYEYHOM
HeZocTaToOYyHOCTU. JIjig Toro 4toObl n30exarh "0OBaNIbHOIO" IIUTOIM3a B YKa3aHHOM CUTyalluH, MOHO
CHaJaJia BBECTH TOJIbKO UTapaOMH** M 3aTeM BBHIMOJHUTH Tu1azMadepes, a BBEACHUE JayHOPyOuImHa™*
OTJIOKHUTH Ha 5-7-W JHU Kypca, a B MEpPBBIE THU Kypca BBHITIOJHATH IiasMadepesbl yepes 2-3 9 mocie
BBEJCHUS NUTapaOWHa** WM mpepbiBas Ha BpeMsl MPOBEACHHS MPOILEIYyphl MOCTOSHHYIO WH)Y3UIO
nuTapaduHa**,

3.4.2. MuesouaHas capkomMa

- Pexomenayercs nanuieHTaMm ¢ BEpUPHUIMPOBAHHONW MHUEIOUTHONW CAPKOMON HCIIOJIB30BATh TE K€
TeparneBTUYECKUE MOX0/IbI, uTO U y nanuento ¢ OMJI [83].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb JTI0CTOBEPHOCTH JJOKA3aTEILCTB — 5)

KoMmMeHTapuii:  npu  MUENIOMAHONM  capkoMe  [OKa3aHO  MPOBEIEHHE  MpOrpamMbl
HelpornpodunakTukd. MuenougHas capkoMma (CHHOHUM: S3KCTpaMenyJulsipHass MHEIOWJHAs OIyXOJib,
IPaHyJIOIHUTApHAS CAPKOMa, XJIOpPOMa) — OIyX0JIb, COCTOSIIAs U3 MUEIOUIHBIX KIETOK-TIPE/IIIECTBEHHUII,
BO3HUKAIOIIAs B TF0OOM MeCTe, OTIMYHOM OT KOCTHOTO MO3ra (HanboJjee 4acTo B KOXKe, JTUM(aTHIeCKIX
y3J1ax, KEeITyJI0YHO-KUIIEYHOM TPAaKTe, KOCTIX, MATKUX TKAHSIX U sSUYKax). MuenouaHas capkoMa MOXKET
pazBuBaThcsi de novo, mpeamectBys OMJL, BosHukare mnapamwienbHo passutuio OMJI  wnm
Mpe3eHTUpOBaTh B KadecTBe OmactHoil Tpanchopmanmu MJIC, MII3 wium MAC/MII3. [Jluaraos
yCTaHABIMBAIOT HA OCHOBAaHMHM OMOIICHM OIyXOJIEBOIO O0Opa3oBaHUsS M HCIOJB30BaHUS B JajbHEHIIeM
MUTOXUMUYECKUX (OTIIEYaTKH) ¥ UMMYHOTUCTOXUMHUECKUX (Onomrat) MmetoioB [1].

3.4.3. JIeuenne 0CTPOro MHEJTOMIAHOTO JICK03a HA (poHEe OepeMEeHHOCTH

Jleuenne OMJI Ha ¢oHe OepeMEeHHOCTH MPOBOJUTCS B CTAalMOHApe MYJIbIUCHMUITIMHAPHON
KOMaHJI0W Bpauel, BKJIIOYAIOLIEH reMaTosiora, aKkyllepa-TMHEKOJI0ra, aHeCTE3U0JIora-peaHuMaTosIora u

HMEIONIEH BO3MOKHOCTH OKa3aHUS aKymepCKOﬁ oMo poaOPa3pCHICHUA B 3KCTPCHHLIX CHTYalHAX
[84].

- He pexoMeHyeTcsi manueHTKaM JJIUTENbHAsS OTCpouyka (> 7 nHeil) Havana nedenuss OMII mpu
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YCTAHOBJICHMU JUArHo3a BO BpPEMA 6epeMeHHOCTI/I B CBA3U C BO3MOXHBIM OTPULATCIILHBIM BJIMAHUCM
3aep)KKH B Hauvane jedeHus Ha TeueHne OMIJI co cHmkenuem 3¢d¢dexkTuBHOCTH Tepanmuu JaHHOTO
3aboseBanus [84].

YpoBeHb yOCAUTEIBHOCTH PeKOMEH 1aIuii — B (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- Pexomennyercs manuentkam npu auarsoctuke OMJI B Teuenne I Tpumectpa OepeMEHHOCTH
BBITIOJIHUTh HMCKYCCTBEHHOE TpPEphIBaHME OCPEMEHHOCTH TI0 MEIWIIMHCKHM II0KAa3aHWSIM B CBSI3U C
MOBBIIICHHBIM PUCKOM CMEPTH TIUIOJIAa WJIM CIIOHTAHHBIX a0OpTOB y JKCHIIWH, TMOJYYaronIuX
XUMHUOTEPAIHIo, B IEPBOM TPUMECTPE 1O CPABHEHUIO CO BTOPBIM U TPETHUM TpumecTpamu [84].

YpoBeHb yOeAUTEIBHOCTH PEeKOMEH 1aIuii — B (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapuii: eciu JKEHIMHA W €€ CEeMbsl HACTaWBAIOT HA IMPOJIOHTUPOBAHMH OEpPEMEHHOCTH,
JIeYCHUE MOKET OBITh HaUaTo U B | TpuMecTpe OepeMeHHOCTH.

- Pexomenpayercst manuenTtkam mnpu auarHoctuke OMJI Ha cpoke OepemenHoctu 13-34 Henenu
(mocne 3aBepmienus | Tpumectpa OepemenHoctu) nposeneHue XT mo mporpamme "7 + 3" (cm.
[Ipunoxenne A3.2) Ha ¢oHEe OepeMEHHOCTH NpPU YCIOBUM aJI€KBAaTHOIO MOHMTOPUHIA IJIoJa MU
aKymepckoi momornu [84].

VpoBeHb YOeIUTEIFHOCTH peKOMEeHIauii — B (ypoBEeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 3)

- Pekomenpnyercs mnanuentkam npu guarHoctuke OMII mocne 36-i1 Hedenw BBINOJHHUTH
ponopaspernienne 10 Hadana X T [84, 85].

YpoBeHb yoeauTenbHOCTH pekoMeHaaruii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommenTapuii: npu Haau4yuM THUIEPIECHKOLUTO3a pOJOPA3PEIICHUE BBINOJHIETCS B  XOJE
LIUTOPEAYKTUBHOU TEPAIUN.

- PexomMeHyeTcs manueHTKaM B BBIOOPE JICKAPCTBEHHBIX BEIIECTB BO BPEMsi OEPEMEHHOCTH, B TOM
YHCIIe MUTOCTATUYCCKUX W aHTUOMOTHYECKHX IPENapaTroB, PYKOBOJCTBOBATHCS COOTHOIICHUEM PHCKA-
MOJIB3BI [T MaTepH U toa [84].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapuii: MpOTHBOOIYXOJIEBBIE MPENapaThl PaCCUUTHIBAIOTCS B COOTBETCTBUU C BBHIOPAHHOI
nporpamMmoii jeueHust (0€3 peAyKIHMH J03) Ha TMOBEPXHOCTh TelNa MAIUEHTKH 10 OCPEMEHHOCTH C
KOPPEKTHUPOBKOW MO0 Macce Tella BO BpeMs JieueHus. [Ipu KU3HEYTpOKAIOMIUX OCIOKHECHUSIX Y MAaTEepH
BO3MO’KHO Ha3Hau€HHE aHTHOMOTHUKOB 0€3 ydeTa MX BO3MOYKHOTO TEPATOTEHHOT'O BO3JCHCTBHSI Ha ILIOJ
(cynbhameToKcazo/TpuMeTONnpuM™**  — MpH MHEBMOIIMCTHOW ITHEBMOHHMH, TaHIMKIOBUP** — mpwH
[IUTOMETATIOBUPYCHOM MH(PEKIIUU U T.1.)

- Pexomennyercs manueHTkaM Ha (oHE OEpPEeMEHHOCTH C YYETOM BO3MOXHOTO TEpPaTOreHHOTO
BO3JICHCTBUSL METOTpeKcara®™™  BBINOJHEHHWE HMHTPATEKAIbHBIX BBEICHHH IMPOTHUBOOIYXOJIEBBIX
MPEerapaToB B COOTBETCTBUU C MIPUMEHSIEMON CXeMOU JieueHus1 0e3 UCT0Ib30BaHusl MeToTpekcara** [86].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexomeHmyercs IUIaHUPOBATh CPOK  pOJNOpPA3peUICHHs] C  y4eToM JHEH  BBEACHHUSA
MPOTUBOOIYXOJIEBBIX MpenapartoB — HE paHee dYeM depe3 2-3 HeJenu TMOCjie BBEICHUS
MIPOTHBOOITYXOJIEBBIX MPENapaToB — B IEJISIX YMEHBIICHHUS BEPOSTHOCTH MUEIIOCYIIpeccuu y tuioaa [85].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomennmyercss OepeMEHHBIM MAlMEHTKAM BBIMOJHATh POJOPA3PEIICHUE METOJIOM KecapeBa
ceueHwust [85].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapuii:  BbIOOp cmocob0a  pojopaspemieHusl  ONmpelessieTcss  COCTOSHHEM  IUIOJa,
COMAaTHYECKUM CTaTyCOM MAallMECHTKH, TeMAaTOJOTMYSCKUMH IMOKAa3aTeIsIMH U CTPOTO B COOTBETCTBHU C
aKyIIepCKUMHU  MoKa3aHUusiMU. CaMONPOU3BOJIBHBIE POJABI  MOTYT OBITh BBIOpaHBI Kak CIIOCOO
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pozopa3penieHysl TOJIbKO NpU HAJIWYUM Yy nauueHTku pemuccun OMIJI,  ynoBIeTBOPUTENBHBIX
II0Ka3aTese reMOrpaMMBbl, XOPOIIEM COMAaTUYECKOM CTaTyce IMALMEHTKU U COCTOSHUM IO,

- He pexkomeHmyercsi MalMEHTKaM C YyY€TOM BO3MOYKHOCTH DAa3BHTHS T[EMOPPArHYeCKHX H
UH(EKIIMOHHBIX OCJOKHEHUH BBIMOJHATh MPH POJOPA3PEUICHHH OSIUAYPATGHYIO AHECTE3UI0 IIPH
tpom6Gormronennu < 100 x 10%n [87].

VpoBens yoeaurenbaoct pekomeHaaiuii — C (ypoBeHb JJOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

- PekoMeHnayeTcs mpu IUIAaHOBOM IPEXKIEBPEMEHHOM pPOJOpa3pelieHnr Ha cpoke 24-35 Henenu
MPOBOJIUTH MPOQPHIAKTUKY CHHAPOMA OCTPOTO PECIUPATOPHOTO JUCTpEcca Y HOBOPOKICHHOTO — B/B
BBeJICHHE #ekcamera3oHa** 12 Mr B CyTKH B TeueHue 2 jHel nepen poaamu [88].

YpoBeHb yOeIUTETbHOCTH PeKOMEH IaIHii — B (YpOoBeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3)

3.5. ConpoBoanTesbHasi Tepanus

- PexoMenpmyercs Bcem mammeHTaMm Ipu mnpoBeaeHur X1 npoduiakTuka W JieueHHE TOIIHOTHI U
PBOTHI B 3aBUCIMOCTH OT 3METOT'€HHOT'0 MOTEHIIHAA MPOBOJMMOTO JICYCHHsI COTJIACHO CYIIECTBYIOIIUM
npoUIbHBIM pekoMeHaarmsm [89].

VpoBeHb YOeIUTEIEHOCTH peKOMEeHIauii — B (ypoBEeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 3)

- Pexomennyercs mamuentam ¢ OMJI  nocne  npoBeneHHsT  KypCOB — MHTEHCHBHOM
MOJIMXUMHOTEPANIUN, Y KOTOPBIX OXHUAAETCA JUIMTEIbHBIM MEpPHOJl HEUTPONIEHWH U B CBSI3U C ITUM
BBICOKAsI BEPOSATHOCTD TSDKENbIX MHPEKIIMOHHBIX OCIIOKHEHUH, U1 YMEHbIIEHUS [UIUTEIbHOCTH IIeproia
HEWTPOTICHUH MCII0JIb30BAHUE MIPENAPaTOB MPAHyYIOIUTAPHOTO KOIOHUECTUMYupyromiero daktopa [90].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

- He pekomenmyercss BceM TMalmMeHTaM C YYE€TOM BBICOKOH BEpPOSATHOCTH (OPMHPOBAHUS
PE3UCTEHTHONH MHUKPO(DIOPHI, a TaKKe BBICOKOW YacTOTHI MH(EKINI, BBI3BAHHBIX YHTEPOOAKTEPUSIMH C
NpoAyKIMel OeTa-TakTama3 pAacHIMPEHHOTO CIEKTpa, NPOBEACHUE TMEPBHYHON MPOQUIAKTUKA
OakTepuanbHBIX HHDekui mpu OMJI anTHOHOTHYECKMMU TIpenapaTamMu (CeJICKTUBHAS IEKOHTAMHUHAIIHS
KHIIeyHuka) [27, 28].

YpoBeHb yoeauTeabHOCTH pekoMeHaaiuii — C (YypoBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexoMenayerca maureHTaM B XOJI€ MPOBEACHUS MHTEHCUBHOW MHAYKIIMOHHOW XT BBINOJHEHUE
podUIAKTUKN WHBA3UBHBIX MHUKO30B IM03aKOHA30JI0M B KIIMHHKAaX, B KOTOPBIX YaCTOTa BOZHUKHOBEHUS
MHBA3MBHOTO acrepruuiesa npepbimaer 10% [27, 28].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: manueHTaMm, y KOTOPBIX Ha mpeamecTByomux kypcax XT OblT AMarHOCTUPOBAH
WHBA3UBHBINA aclieprusies, MPOBOJUTCS BTOPUYHAS MPOTHUBOTPHOKOBas MPOGUIAKTHKA U HCIOJB3YIOT
TOT Mpenapar, Mpu Ha3HAYeHUU KOTOPOTro ObLIO JOCTUTHYTO M3JI€UYeHHE OT MHBA3WBHOTO aclepruiuiesa.
B GonbIIMHCTBE cIy4aeB C 3TOH LETbI0 MPUMEHSIOT BOPUKOHA30T**,

- Pexkomennmyercss B KauecTBe aHTHOMOTUKOB 1-ro 3tama mnpu (HeOpHIbHOW HEUTPONICHUH
UCMOJIb30BaTh IiedorepazoH + [cynpOakrtaM|**, mnumepamwmnua + [Tazobakrtam|, medenum™*,
nepTazuauM** B pexuMe T03UPOBaHUS B COOTBETCTBUU C 3apETUCTPUPOBAHHBIMHE MOKa3aHUsIMU [28].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuii: MOAH(PHUKAIIUI0 aHTUMUKPOOHOW TEpanuu MPOBOJSAT B COOTBETCTBUHU C JaHHBIMH
npoBeneHHoro obcnenoBanus (KT, MukpoOuonorumueckue wucciaeioBaHus © T.A.). Ha3HadeHue
KapOareHeMoB B KayecTBE aHTHOMOTHKOB 1-ro aTama mpu (QeOpuibHON HEHTpomeHHH OOOCHOBAaHO Y
MAIMEHTOB C CENTHUYECKUM IIIOKOM, a TakKe B KIMHUKAaX, IJe B ATHOJOTUU MHQEKIUH mpeodiaaaroT
SHTEPOOAKTEPUH C MPOAYKIIHEH OeTa-IakTaMa3 pacIIMPEHHOTO CIIeKTpPa.
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- PexoMenayercss mpH HaIMYUH TYMOPAIBHOTO MMMYHOAC(MUIMTA U THKEIBIX HH()EKINOHHBIX
OCJIOKHEHUH (Cercuc), B TOM YHUCIE BUPYCHBIX (IUTOMETATIOBUpPYCHAs) HWHQEKIHHA, TpaHC)y3uH
MpernapaToB B/B UMMYHOTJIO0Y/IMHA HOPMaJIbHOTO YenoBeueckoro [91, 92].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexoMenryeTcs BBIMOHEHNE TpaHC(HY3HH TPOMOOKOHIIEHTPATOB MPH KOJIHMYECTBE TPOMOOIITOB B
nepudepuueckoii kposu < 20 x 10%/1 [93].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMMeHTapuii: 11000€ MposBIEHHE TeMOppParudeckoro CHUHApOMa (ME€TEeXUajbHbIE BBICHIIAHUS,
0COOEHHO Ha CIM3HCTOW OOOJIOYKE TOJIOCTH pPTa, JIMIE M IMEepeJHEed MOBEPXHOCTH TPYIHOW KIIETKH,
J00bIe KPOBOTEUEHHSI) W/WJIN MOBBILIEHHE TemIepaTypsl Tena Boiiie 37,5 °C naxe B OTCYTCTBUE SIBHOTO
ouara MH(peKuuH TpeOyIT BBINOJIHEHHUS TpaHCPy3un TPOMOOKOHIIEHTPATOB Aa)K€ NPHU KOJIMYECTBE
TpoMbOIHTOB B mepudepruueckoii kpoBu > 20 x 10%1. AHanorMuHBIe TOKA3aHHUSA IS TpaHCQY3HUH
TPOMOOKOHIIEHTPATOB IIPH MOATOTOBKE MAllMEHTAa MePe/l BHINOJHEHHNEM HHBA3UBHBIX MPOLIENYP.

- PCKOMGHZ{yeTCﬂ ManucHTaM IIPpU BBIABJICHHU IIPU3HAKOB aJ'IJ'IOCGHCI/I6I/IJ'II/ISaHI/II/I NnepeianBaThb
KOHIICHTPAaThl TPOMOOIMTOB IO TOMO0OpY. B Tmemsx mnpeomosieHuss amioCeHCHOMIN3alud  MOXKHO
PEKOMEHI0BaTh U BBINOJIHEHHE cepuu (He MeHee 4-5) minazmadepe3oB (0,5 odbeMa HUPKYIUPYIOIIEH
IJIa3MbI 33 CEaHC C 3aMelleHHeM albOyMMHOM**) M BpInojHeHHe TpaHcdysuit OOMbIMX (12-16), yem
cpennue (6-8) 10361 TpOMOOKOHIIEHTpATOB [94].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomennmyercss y mamueHtoB ¢ OMIJI mommepuBaTh II€JIeBbIe TOKa3aTeld TeMOTJIoOWHA
TpaHCPY3USIMH SPUTPOLIUTCONIEPKALTUX cpell HAa ypoBHE He Hibke 80 r/m (rematokpuT He meHee 20%)
[95].

YpoBeHb yOSAUTEIBHOCTH PEKOMEHIaINi — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

- PexoMeHyeTCs TIPH HAIMYUKM HApPYIICHUH ITa3MEHHOTO TeMOCTa3a (TMIO- M THIICPKOATYJISITHS)
BBITIOJIHEHHE TPAaHC(Y3WH TMPEMapaToB W KOMIIOHEHTOB KpPOBHM (CBEXKE3aMOPOXKCHHAS —IUIa3Ma,
KpHonpenunuTar, anturpom6ous I11) [96].

VpoBeHb yoeauTenbHOCTH pekoMeHaauii — C (YpoBEeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMMmeHTapuii: mokazanus ¥ 00beM TPaHC()Y3HOHHOW TOIECPKKH OIPEAEIIAIOTCS MMOKa3aTeIsIMH
KOAryJorpaMMbl M KIIMHHYIECKON CUTYaIIHEH.

- Pexomenayercs npu BOZHUKHOBEHUHU OCTPOTO WM XPOHHUECKOTO O0JIEBOrO0 CUHIPOMA YTOUHEHUE
strosioruu 6omu. [Ipu BBIABIEHUU oyara BOCHAJICHUS — MPOBEACHHE HEOOXOIUMBIX MEPONPUATHN IO
JICYCHHUIO 0Yara BOCIAJIEHUS COIJIACHO COOTBETCTBYIOIINM KIMHHUECKUM PEKOMEHIAIUAM (BKIIIOYast, IPU
HE0OX0IMMOCTH, XUpypruueckoe jeueHue). [Ipu uckinroueHnn nHQEKIIHOHHO -BOCTATUTEILHON TPUPO/IBI
00JIeBOr0 CHHAPOMA PEKOMEHYeTCs MPOBeIeHnEe 00e300IUBAIOIIEH Tepaluy COTJIACHO CYIIECTBYIOIUM
MPOTOKOJIaM 00e300/1HBaHus (CM. COOTBETCTBYIOIIME KIMHHYECKHE PEKOMEHAAIMU MO XPOHUYECKOU
0071, KIIMHUYECKUE PEKOMEHIAINH 110 aHECTE3UOJIOTHH ), B TOM YHCIIE TIO MOKA3aHUSIM — C IIPUMEHEHHEM
HAPKOTHMYECKUX W  TCHUXOTPOIMHBIX  JICKAPCTBEHHBIX  IpEnaparoB, C  YY4ETOM  BO3MOKHBIX
MPOTHBOIOKA3aHHI, CBSI3aHHBIX C IIUTOTICHUEH, HHBIMU KIIMHUYECKUMU cuTyarusimMu [97].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypOoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

4. Peaduauranus

CrnenuanbHbIX MeTOZI0B peabunuTanuu npu OMIJI He cymiecTByer.

- PexomeHayeTcs nmpoBeieHNe peadUIUTaluy NAlMeHTaM IpU BOSHUKHOBEHHUHU OCJIOKHEHUH Moce
3aBepuIeHus nporpaMmsbl Teparu OMJI B paMkax COOTBETCTBYIOMIMX HO30J0THi [98].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
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KommeHTapuii: npu npoBeJeHUN NOTMXUMHOTEPATMA BO3MOKHA KapIuo-, TernaTo-, Helpo-, Hedpo-
U Jpyras TOKCHUYHOCTb, IOCJIEACTBUS KOTOPOW MOTYT NpOSBIATHCA W mocie ee okoHuyanus. llocie
OKOHYaHUS JICYCHHUS BECTH 3/I0POBBIN 00pa3 KHU3HH, UCKIIOUUTh MHCOJSIUIO M (PU3HOTEpANIeBTUUECKHE
IIPOLIEYPBHI.

5. Ilpopuinakruka

Crnenmduueckoii nmpoduiaktuky BosHukHOBeHHst OMJI He cymiecTByer.

- Pexomenmyercs mamueHTaM B paMKax JHCIIAHCEPHOTO HAONIOJICHHS TIOCIE OKOHYAHHS
nporpaMMsbl Tepanu OMJI BBIIOTHATH HCCIIeIOBaHKE OOIIEro aHajanu3a KPOBH KaXKIbIi MECSI] B TEUECHUE
MEePBBIX 2 JIET U 3aTeM — | pa3 B 2-3 mecsia 10 5 JeT OT Havajia JICYCHHS; BBITIOJHITH MyHKIIMH KOCTHOTO
Mo3ra B TedeHue 1-ro roma 1 pa3 B 3 Mmecsia, qayiee — 1 pa3 B 6 MecseB B TedeHue 2-To roja, naiee — 1
pa3 B ToJ JI0 5 JeT HaOMIOACHUS 7151 KOHTPOJIs () ()EKTUBHOCTHU JIEUEHUS U CBOEBPEMEHHOTO BBHISBICHUS
peunausa [1].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuii: BHETUIAaHOBOE HCCIIEIOBAHWE T€MOTPAMMBbI TIOKA3aHO MPU JIFOOBIX M3MEHEHHUAX B
COCTOSIHMM TIAIlMEeHTa. BHEMIaHOBOE MCCIIeIOBAaHUE KOCTHOTO MO3Ta MOKAa3aHO MPH BBISBICHUH JTFOOBIX
W3MEHEHUW reMorpaMmbl. BOJBIIMHCTBO PENUIMBOB MPOUCXOIAT B T€UeHHE 1-3 JIeT mocie OKOHYaHUS
tepanuu. CraHgapTH30BaHHBIE BPEMEHHBIE TOYKH B3ATHS KOCTHOTO MO3ra HEOOXOIWMBI TpHU
MoHutopuare MOB.

Opranusanus OKa3aHus MeAMUMHCKON MOMOLIM

MenuuuHcKass TOMOIIb, 33 MCKIIOYEHHWEM MEIUIIMHCKOM TOMOIIM B paMKax KIMHHUYECKOU
ampoOanuu, B cootBeTcTBUM ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pen. ot 25.05.2019)
"OO0 ocHOBaxX OXpaHbI 3I0POBbsI rpakaaH B Poccuiickoit deneparuu’ opraHu3yeTcss ¥ OKa3bIBACTCS:

1. B COOTBETCTBUU C MOJIO)KEHHEM 00 OpraHM3alMMi OKa3aHWd MEAUIIMHCKOW MOMOIIM IO BHJAM
MEJUIIMHCKOM TMOMOIIY, KOTOpPO€ YyTBEp)KJIaeTcsi YyHMoJHOMOYEeHHbIM dDenepaibHbIM  OpraHoM
WCIOJIHUTENBHOM BIIACTH;

2. B COOTBETCTBUU C MOPSAKOM OKa3aHUs MOMOUIH 10 Ipoduito "remaronorus"”, 00s3aTenbHbIM A5
ucnoJyiHeHus Ha Tepputopun Poccuiickoit @enepannv BceMU MEAUIIMHCKIMH OpraHu3alusIMu;

3. Ha OCHOBE HACTOSIIMNX KIMHUYECKUX PEKOMEHIAIIHIA;

4. c y4eToM CTaHAAPTOB MEAULIMHCKON MMOMOIIH, YTBEPKICHHBIX YIMOJIHOMOUYEHHBIM DenepaibHbIM
OpraHoM HCHOJHUTEIbHOU BIACTH.

HepBI/I‘{Haﬂ ClICoUaJIn3upOBaHHasd MCANKO-CaHUTapHasd IIOMOIIb OKa3bIBACTCA BpA4OM-I€MaTOJIOTOM
W HWHBIMH BpadaMH-CIICHHUAIUCTAMH B HICHTPC aM6YHaTOpHOﬁ reMaToJIOTHYECKOI/OHKOIOTHUECKOM
IIOMOIIH 0o B INCPBUYIHOM reMaToJ0THYECKOM/OHKOJOTHYECKOM Ka6I/IHeTe, INCPBUIHOM
IréMaToJIOrH4€CKOM OTACIICHUHU, ITOJIUKIIMHUYCCKOM OTACIICHUHU OHKOJIOTMYCCKOI'0 AUCIIaHCCPa.

HpI/I BBIABJICHUH Y MMALIUCHTA OMJI nnmn IOAO3PCHUH Ha HEI'O BpadU-TCPAIICBTBI, Bpa4n-TCPAIICBTLI
Y49aCTKOBBIC, Bpaiu 06111eﬁ IMPAKTHUKNU (CeMeﬁHLIe Bpa‘{I/I), Bpauu-CIICHUAIUCTBI, CPEAHUC MCAUIUHCKUC
pa6OTHI/IKI/I B YCTAHOBJICHHOM IOPAAKEC HAIPABJIAIOT MAOUCHTA HAa KOHCYJIBTALIUIO B ICHTP aM6ynaT0pH0171
reMaToJIOTHYECKOM/OHKOIOTHYSCKOM oMo abo B HepBI/I‘IHHﬁ reMaToJI0THYECKUI Ka6I/IHeT,
NEPBUYHOC T'CMATOJIOTUYCCKOC OTACIICHUC MEIUIITHCKOMN OopraHu3al Uil OKa3aHUuA MYy HepBHQHOﬁ
CHGHI/IaJ'II/BI/IpOBaHHOI\/'I MeﬂHKo-caHHTapHOﬁ TIOMOITH.

Bpaq-reMaTonor aM6yJ'IaT0pHOFO HJIN CTAallTUOHAPHOTO 3BCHA reMaToJOTHYECKON MOMOIIHU
OpraHr3yeT BBIIIOJIHCHUC NUATHOCTHYCCKUX I/ICCJICI[OBaHPlﬁ, HCO6XOI[I/IMLIX UL YCTAHOBJICHUSA JUArHO34,
BKJIIO4as paClipoCTPaHCHHOCTb U CTAAUTO 3a00JIeBaHUs.

B CJIyda€ HCBO3MOXKXHOCTU IPOBCACHHUA AUATHOCTUUCCKUX HCCIIeJOBAaHMN IMallMEeHT HaITpaBJIAACTCA
JieqalyuM BpadyoM B MCIAMIUHCKYIO OPraHu3aluio, OKa3bIBAIOIYI0O MCIUIIMHCKYIO IMTOMOIIL IMAUCHTaAM C
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reMaToJIOTHYECKUMHU 3a00JIEBaHUSIMU, ISl YCTAHOBJICHUS IMAarHO3a U OKa3aHUs CHECHAIU3UPOBAHHOMN, B
TOM YHCJIE BBICOKOTEXHOJOTUYHON, MEAUIMHCKON TTOMOIIIH.

IIpu BoIsiBIeHM OMIJI MM no103peHUH Ha HETO B XOJ1€ OKa3aHUsl CKOPOM MEAUIIMHCKOMN MOMOLIU
MMALMEHTA TEPEBOAAT WJIM HAIPABISIIOT B MEIUMUMHCKAE OpPraHU3alMH, OKAa3bIBAIOIIME MEIULUHCKYIO
MOMOIIb TAIUCHTaM C TeMAaTOJOTHYCCKUMU 3a00JCBAHUSAMU, JUIS ONPEACIICHUS TAKTUKH BEJICHUS H
HEOOXOUMOCTH  TNPUMEHCHHS  JIOTIOJHHUTEIHHO  JPYTHX  METOJIOB CIELHAITM3UPOBAHHOT O
MPOTUBOOITYXOJIEBOTO JICUCHUS.

Crneunanu3upoBaHHasi, B TOM YHCJIE€ BBICOKOTEXHOJOTUYHAS, MEIUIIMHCKAs TTOMOIIb OKa3bIBACTCA
BpauyaMHU-TEMATOJIOTaM B MEOUUMUHCKAX OpraHu3alysaX, OKAa3bIBAIOIIMX MEIUIMHCKYIO ITOMOIIb
naimeHTaM ¢ OMJI, uMeromux JMIEH3UI0, HEOOXOMUMYI0 MaTepUalbHO-TEXHHUYECKYIO 0a3y,
cepTU(UIIMPOBAHHBIX CHEIUATUCTOB, B CTAIIMOHAPHBIX YCIOBUSAX U YCIOBHUSAX THEBHOTO CTallMOHApa M
BKJIIOYACT NTPOQPWIAKTUKY, ITUATHOCTHKY, JIEYCHHWE TeMaTOJIOTMYeCKUuX 3a0oJsieBaHUM, TPeOyIOmMX
HCIMOJIb30BAHKS CIEHHAIBHBIX METOJIOB M CIIOKHBIX YHHKAJbHBIX MEIUIMHCKUX TEXHOJIOTHH, a TaKXKe
MEJUIMHCKYIO peabuInTaluIo.

B mMeaunmHCKOM opranu3aiyy, OKa3pIBaoed MEIUITMHCKYIO TOMOITh narmenTtaMm ¢ OMIJI, TakTuka
MEJIMIIMHCKOTO OO0CIIeIOBAaHUSI W JICUCHUS] YCTAHABIIMBACTCS BpadyaMU-T€MATOJIOTaMU C MPHUBJICYCHUEM
MpU HEOOXOIMMOCTH APYTUX Bpavyei-CeIUAINCTOB, TPH HEOOXOTUMOCTH C MPOBEACHUEM KOHCHUIIMYMA.
Pemenne koncunmmyma Bpauerd oopmiIsieTcss MPOTOKOJIOM, MOMMCHIBAETCS YYACTHUKAMH KOHCHIIMYMa
Bpaydeil 1 BHOCUTCS B MEIMIIMHCKYIO TOKYMEHTALIMIO MMAIIUEHTA.

[Tokazanuga Kk TrocCOMTAIM3AMUM B KPYIVIOCYTOYHBIA WJIM JHEBHOM CTallMOHAp MEIUIUHCKON
OpPraHu3alii, OKa3bIBAIOIIEH CHENUMATIM3UPOBAHHYIO, B TOM YHCIE€ BBICOKOTEXHOJOTHUYHYIO,
MEIULIUHCKYIO MOMOIIb o npoduto "rematosiorus", OTIPEIEIISIFOTCS BpadoOM-
reMaToJ0roM/KOHCUIIMYMOM Bpadel ¢ TMpUBJICYEHUEM TIPH HEOOXOIMMOCTH JApPYTrUX Bpauei-
CHELHUATIUCTOB.

IToxa3zanus aJ1s NJIAHOBOM rOCIUTAJIM3AUN:

- moto3peHune/ycranopienne nuarsosa OJl;

- quarHoctuka peauausa OMII;

- IpoBeJIeHNEe ouepeHOTo Kypca X T B YCIOBHUSAX KPYIJIOCYTOYHOTO JTMO0 JHEBHOTO CTAllMOHAPA;

- mpoBeaeHue 3amnanupoanHoil TT'CK;

- BBITIOJITHEHUE TIJIAHOBBIX XUPYPrUYECKUX BMEIIATEIILCTB;

- BBINOJIHEHHE IIJIAHOBBIX SKCTPAKOPIIOPATBHBIX METOJOB OUYHWIIEHHS KPOBH M 3aMECTHUTEIBHOU
MMOYEYHOU Teparuu;

- IPOBEJICHUE 3aMECTUTEIIPHONM TEMOKOMIIOHEHTHON TEpaIuu.

IMoka3anmusi AJ1s1 IKCTPEHHOH IrOCTIUTAIU3AIUM:

- HEOTJIOXKHBIE cocTosiHUS Yy nanreHToB ¢ OMJI u mpu nogo3penun Ha OJI:

- neiikonutos > 100 x 10%/;

- (heOpumbHAs TUXOpaika U HH(MEKIIMOHHBIC OCIOKHEHUS Ha (JOHE HeWTponeHuu nocie kypca XT;

- TEMOpParuyecKuil CHHIPOM;

- TPOMOOTHYECKHE OCIIOKHEHUS;

- HEOOXOIMMOCTbH MPOBEACHHUS SKCTPEHHOHN 3aMECTUTEIbHOM TeMOKOMIIOHEHTHO I TEpaIlnu;

- JIpyrue CHCTEMHBbIE HapylleHUusi, OOYCIOBJICHHbIE TEUEHHEM OCHOBHOTO 3a00JeBaHMs WU
PE3BUBILIHECS BCIEACTBUE TPOBEICHHOTO JICUCHUSI.

Iloka3aHusa K BbIIHCKE NAIIHEHTA U3 cTanuoHapa:

- BOCCTaHOBJIGHHE MoOKaszaTeneil mepudepuueckoil kpoBu (ypoBeHb nHeiikomuToB > 1 x 10%m:,
rpanynomutos > 0,5 x 10%mn, tpomGonuros > 50 x 1091, remorno6una > 80 r/1) mocie 04epeaHOro
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Kypca XT;

- HOpPMOTEpMHUSI B TEUeHHE 3-5 CYTOK M OTCYTCTBHE HEKOHTPOJMPYEMBIX HH()EKINOHHBIX
OCJIO’KHEHUH B IIOCIEKYPCOBOM IIEPHOJIE;

- KyIIUPOBAHHUE I€EMOPPArnYECKUX OCIOKHEHUM;

- KyIUpOBaHHE TPOMOOTUYECKUX OCIIOKHEHHUI;

- Ky[IMpOBaHHE CHCTEMHBIX HapyIICHHH, 00yCIOBICHHBIX TEYEHHEM OCHOBHOTO 3a00JI€BaHUS WU
Pa3BUBILIUXCS BCIEACTBUE IIPOBEACHHOIO JICUCHUS.

3akmoYeHne O  1eNecooOpa3sHOCTH TepeBoja MalMeHTa B NPOQHIBHYI0 METUIIMHCKYIO
OPraHM3aLMI0 OCYLIECTBIIAETCA TII0CJIE IPEABAPUTENBHON KOHCYIBTAMM IO IPENOCTaBICHHBIM
MCIUIIUHCKUM JOKYMCHTAM W/ OpeaABApUTCIIBHOTO OCMOTpa MalMCHTa BpadaMU-CIICHUAIMCTaMU
MEIUIUHCKOW OpraHu3aIiy, B KOTOPYIO TUTAHUPYETCS MEPEBO/I.

6. I_IOHO.TIHI/ITCIIBHaH P[H(l)OpMaIII/Iﬂ, BJIMAOIIAA HA TECUCHUE U UCXO0Q 3a200J1€eBaHNA

"MouJgekyJsipHas' Tepanusi

[Iporpecc B wu3ydeHunm MoJekyinspHoro maroreHe3a OMJI mpuBen Kk pa3pabOTKe HOBBIX
"MOJIEKYJIApHBIX" MpenapaToB, T.€. MOJIEKYJ, MEXaHHW3M JEHCTBHUsS KOTOPBIX CBSI3aH C BIUSHHUEM Ha
O0enku, (QYHKIUS KOTOPBIX M3MEHSETCS B pe3ylbTaTe MYTAallUM WM TPaHCIOKAalUU (TapreTHoe
Bo3JeiicTBue). HampumMep, reHeTnueckue M3MEHEHHUs MPHUBOJAT K MyTalUsSM B IeHaX, aKTUBUPYIOLIUX
Kackaapl TpaHcaykuuu curHana (Hampumep, FLT3, KIT, RAS), Kk cousHuIO T'€HOB WM MYTalUsM,
MIPUBOJIALINM K MOBBIIIEHUIO WM YTHETEHUIO TPAHCKPHUIIIMOHHONW akTUBHOCTU (Hanmpumep, PML-RARA,
RUNX1-RUNX1T1, CBFB-MYHI11, CEBPA) unu x HapymeHuio (DyHKIIMH TEHOB, BOBJICUYECHHBIX B
nepeaaudy curana (Hanpumep, NPM1, NUP98, NUP). HecmoTpst Ha TO 4TO [jIsl HEKOTOPBIX MPEMapaToB,
JNEHCTBYIOIIUX HA MOJICKYJIIPHOM YpPOBHE, W OblIa mpojeMoHCTpupoBaHa dddextuBHOCTh ipu OMJI,
y)K€ Ha CTaJuM KIMHUYECKUX MCCIEIOBAaHUN OBUIO MOHSTHO, YTO OOJBIIMHCTBO U3 HUX HEOOXOIMMO
WCIIOJIb30BATh B COYETAHUU CO CTAHIAPTHBIMU IIPOTUBOOIYXOJIEBBIMHU IIpenapaTaMu. B Hacrosiniee Bpems
MPOBOJIUTCS OOJIBIIIOE YHCIIO KIMHUYECKUX HCCIeAoBaHUN 1Mo u3ydeHuto s dextuBHoctr npu OMII u
0€30MMacHOCTH MPENapaToB U3 Pa3NUYHBIX (PapMaleBTUUECKUX TPYIIIL.

Kputepun oueHKH KayecTBa MeIUIMHCKOH MOMOIIA

N Kputepuu kauectna Ouenka
BBITIOJTHEHUS
1 VY manuenta ¢ nogo3penremM Ha OMIJI unu npu nepBUYHOM mpueme manueHTa c | Ja/Her

OMUJI BBIIOJTHEHEI C60p )KaJ'IO6, adHaMHC3a U OLICHKa 00BEKTUBHOIO craryca

2 VY manuenta ¢ nogo3spenreM Ha OMIJI unu npu nepBUYHOM mHpueMe namuenta c | Ja/Her
OMUJI BhINoONHEH OOMMK KIMHUYECKUN aHaIN3 KPOBH Pa3BEPHYTHIN C MOJICYETOM
neiKoUTapHO POPMYIIBI U YKciaa TPOMOOIIMTOB

3 VY mnanumenra c¢ monxo3penueM Ha OMIJI momydeH nurosormueckuil mpenapar | [la/Her
KOCTHOI'O MO3ra IIyT€M ITYHKIWHM U BBIIOJHEHO LIUTOJOTHYECKOE UCCIIEJOBAaHUE
Ma3Ka KOCTHOTO Mo3ra (Muejorpamma), Wid, IpU HEBO3MOXHOCTH IOJIy4eHHUs
acnupara, I0JIy4eH T'MCTOJOTMYECKHUM IpernapaT KOCTHOTO MO3Ta U BBIIOJIHEHO
LUTOJIOTUYECKOE U  UMMYHOLMTOXMMHUYECKOE HCCIEJOBAaHUE OTIEYaTKOB
TpernaHoOuonTaTa KOCTHOTO MO3ra

4 Y nammenta ¢ mnogo3penueM Ha OMJI BeimonHeHo mwmrorenerudeckoe | Ja/Her
uccaeaoBaHue (KapuoTHIl) acliupaTa KOCTHOTO MO3Ta

5 VY manumenta ¢ nogo3penneM Ha OMIJI wim npu nepBuYHOM npueMe namuenta c | [la/Her
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OMJI BbIIOJNHEH aHaIW3 KPOBH OMOXMMHYECKHHA OOIIeTepaneBTUYeCKUi
(kpeaTuHUH, OOIIHIA OENTOK, OOIIHH OMIIMPYOHH, JTaKTaTACTUAPOTECHA3A)

6 VY nanuenra ¢ nogo3peHreM Ha OMJI BBINOJIHEHO CIMHHOMO3TOBYIO yHKIHIo ¢ | [la/Her
CEpPOJIOTMYECKUM HCCIIEI0BAaHUEM JINKBOPA

7 Y mamumenra ¢ OMJI nmo Havanma chnenududeckod Tepanuu BbimoiaHeHa | [la/Her
pertrenorpadust opraHoB rpynHoi kinetku u/wimn KT opraHoB rpynHON KIIETKH
W/WIJIH TOJIOBHOTO MO3Ta

8 VY mamuenta ¢ Bnepsble auarHoctupoBaHHeIM OMJI mocne 3aBepmienus Beex | Ja/Her
JUArHOCTUYECKUX MEPOTIPHUATHI MPOBEIeHA WHIYKITMOHHAS TEparus

9 Y mammenta c¢ BepudunupoBanueiM  OMJI, pocturmero [P mocne |/la/Her
WHIYKIIMOHHOTO JTama Tepamuyd, BBITIOJIHEHA TporpaMMa KOHCOJHWJIAIUN
pemMuccuu

10 |V nmammenta ¢ BepudpummpoBanaeiM  OMJI, nmocturmero IIP mocne |[da/Her
WHIYKITHOHHOTO JTamna Tepanum, npoBeieHa KOHCYJIbTaIHs B
TPAHCIUTAHTAIIHOHHOM IICHTPE B T€UEHUE 3 MeCsIeB OT MOMEHTa JTocTkeHus [1P
IUTSL pEIICHUsT BOIIPOCa O BO3MOXXHOCTH U I1€JI€CO00Pa3HOCTH BBITIOIHEHHS aJlio-
TKM/anno-TI'CK

11 |V mammeHTa, MOMyYaromIero Tepamuio 1mo mooay BepudumuposanHoro OMIJIL, | Ja/Her
MOCJIe OKOHYAaHMSI KOHCOJUAALMU PEMUCCUU TPOBEACHO LUTOJIOTUYECKOE
HCCIIeIOBaHUE acryupaTa KOCTHOTO MO3ra

12 |V mnamnmeHTa, MOJYyYaroMmero Tepamuio 1Mo 1moBojay Bepuduimpoananoro OMIL, | la/Her
MOCJIE 3aBEpIICHUS BCEH TNPOTPaMMBI TEPalMH TPOBEICHO IUTOJOTHYECKOE
HCCIIeIOBaHUE acIpaTa KOCTHOTO MO3ra

13 |V mammeHTa ¢ KOHCTaTHPOBAaHHBIM pe3ucTeHTHhIM TeueHneM OMJI BemomHeHa | a/Her
CMEHa Tepanuu Ha IPOrpaMMy JeUeHHs pe3ucTeHTHBIX hopm OMIJI

14 |V manMeHTa C KOHCTaTHPOBAaHHBIM pPEIUIUBOM TMpoBeAeHa Tepanus 1o |/la/Her
nporpamme siedenus penuauea OMJI wim Ha3HaYeHa NAJUTMATUBHAS TEPAITUS
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[Tpunoxenune A2
MeTono/10rusi pa3padoTku KJIMHUYECKUX PeKOMeHIauii

eseBast ayiMTOPUs KJIMHUYECKUX PEKOMEH 1AM ii:

- Bpauu-reMarToJIoru;

- Bpa4u-OHKOJIOTH;

- Bpa4yu-TCPAIICBTEI;

- Bpa4yu-aKyIICPbI-TUHEKOJIOTH;

- Bpauu-aHCCTC3UOJIOTU-PCAHNUMATOJIOI'H;
- KIMHHUYCCKHUC Cl)apMaKOJ'IOFI/I.

Metomosiorusi cOopa aokasareJbcTB. MeToabl, HCNOJb30BAHHBbIE JIs1 CcOOpa/celeKUNU
JI0KA3aTeJbLCTB:

- MMOUCK MyOJIMKAIMH B CIENMaTU3UPOBAHHBIX IEPUOAUYECKUX TEUYATHBIX U3AAHUSX;

- TIOMCK B AJICKTPOHHBIX 0a3ax JaHHBIX.

ba3bl aHHBIX, UCHOJIB30BAHHBIX Ul cOOpa/ceneKkiuu JoKazaTenbeTB. JlokasarenbHoi 6a3oi s
peKOMEeHJaui SBJIAIOTCS MyOnaukanuu, Boulenmue B KokpelHOBckyro OubOanoTeky, 0a3bl JaHHBIX
PubMed u MedLine. I'nybuna noucka coctasisina 30 sier.

METOJIBI, HCIIOJIB30BaHHBIC 1JId AHAJIU3A J0KA3aTECJIbCTB:

- O630pLI OHyGHHKOBaHHHX METaaHaJINn30B,
- CUCTCMAaTHUYCCKUC 0630pBI C Ta6J'II/II_IaMI/I J0Ka3aTcIIbCTB.
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MeToabl, HCNIOJIB30BAHHBIE /1JI51 KAYeCTBAa U CHJIbI /I0KA3aTeJIbCTB:
- KOHCEHCYC JKCIIEPTOB;
- OIIEHKA 3HAYUMOCTH JIOKA3aTeIIbCTB B COOTBETCTBUU C PEUTHHTOBOM CXEMOU JI0Ka3aTeabCTB (TallI.

2-4).

Tabmuma 2. Illkama oreHKM ypOBHEH JTOCTOBEpHOCTH jgokazarenscTB (YJIJ[) mns mMeromoB
AUAarHOCTUKHU (III/IaFHOCTI/IqGCKI/IX BMCHI&TCJII)CTB)

Y PactmmdpoBka

1 Cucremaruueckue 0030pbl HMCCIEIOBAHUN C KOHTPOJIEM pPEePEepeHCHBIM METOJIOM WM
CHCTEMaTHYECKHI 0030p paHAOMHU3HUPOBAHHBIX KIMHUYECKUX HCCIECIOBAHUN C NPUMEHEHHEM
MeTaaHaJH3a

2 OTnenbHBIE HCCIENOBAHUS C  KOHTPOJEM pePepeHCHBIM METOJOM WM  OTJENIbHBIC
PaHIOMHU3UPOBAHHBIC KIMHUYECKHE WCCIICAOBAHUS U CUCTEMaTHYECKUE 0030phI UCCIIEIOBAHUI
mo0oro u3aifHa, 3a HWCKIIOYEHHEM pPaHJIOMU3UPOBAHHBIX KIMHUYECKUX HCCIIEOBAHUH, C
MpUMEHEHHEM MeTaaHalIn3a

3 HccnenoBanust 6e3 mocie10BaTeNbHOTO KOHTPOIIS pehepeHCHBIM METOIOM MIIN MCCIIEAOBAHMUS C
peepeHCHBIM METOJIOM, HE SBIISIONUMCS HE3aBUCHMBIM OT HCCIEAYeMOTO MeETOoAa WIN
HEpaHJIOMU3NPOBAHHBIE CPABHUTEIIBHBIC UCCIICOBAHMS, B TOM YHCIIe KOTOPTHBIE HCCIICIOBAHUS

4 HecpaBHuTensHBIE HCCIIEIOBAHNS, ONMCAHNE KIMHHYECKOTO CITydast

5 Nmeercs mums 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE DKCIIEPTOB

Tabmuma 3. [lkama OIEHKHM YypOBHEH 10CTOBEpHOCTH jgokaszarenbetB (YJJI) mis Meronos
npodUIAKTUKHN, JEYCHUS © peadmwmmtamuu (MpoPHIaKTHIECKUX, JeUYeOHBIX, pPEeaOUIUTAIMOHHBIX

BMEIIATEIbCTB)

Y Pacmudposka

1 Cucrematndeckuii 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKUX HMCCICIOBAHUN C NMPUMEHEHUEM
MeTaaHaau3a

2 OTtnenbHBIC PAaHIOMU3HPOBAHHBIE KIMHUYECKHE HCCIICAOBAHUS U CHCTEMaTHYECKHE 0030pbI
HccaeA0OBaHUN JIFOOOTO Ju3aiiHa, 3a HUCKIIOYEHHEM PaHIOMHU3MPOBAHHBIX KIMHHYECKHX
HCcCcae0BaHuH, C MPUMEHEHHEM MEeTaaHaIn3a

3 HepangomusupoBaHHbIE  CpaBHUTEIbHBIC  HMCCIICIOBAHHUS, B TOM  YHCIE KOTOPTHBIE
HCCIEI0BaHUS

4 HecpaBHuTensHble HcCCEIOBaHUS, OMHCAHHE KIMHUYECKOTO CiIydas WM CEpUH CIy4acs,
nccaeaoBaHus "'ciydai-KOHTPOIb"

5 Nmeercst numb 000CHOBaHME MeEXaHHW3Ma JICHCTBHS BMEIIATEIbCTBA  (JIOKIMHUYECKHC
HCCIIC0OBAHUS ) WJIM MHCHHE SKCIIEPTOB

Tabmuna 4. Ikana oneHku ypoBHeH yOeautenbHOCTH pexkoMmeHgauuid (YYP) mis meromos
Npo(UIAKTUKY, JUATHOCTHKH, JICUeHUs M peabuiautanuu (MpodUIaKTUYECKUX, AWArHOCTUYECKUX,
Je4yeOHbIX, peaOMIUTAIIMOHHBIX BMEIIATEIbCTB)

yvyp

PacmndpoBka

A

CunbHass pexkoMeHJauus (Bce paccMaTpuBaeMmble KpuTepuu d3(pdekTuBHOCTH (HMCXO/bI)
SBJIAIOTCSI B@KHBIMH, BCE HCCIEIOBAaHUS HUMEIOT BBICOKOE WJIM YyIOBJIETBOPUTEIBHOE
METOJIOJIOTMUECKOE KAadeCcTBO, HX BBIBOJABI 110 HMHTEPECYIOUIUM HCXOJaM  SIBISIOTCS

Ctpanuua 44 u3 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

COTJIaCOBAHHBIMH)

B VYcnoBHas pekoMeHaanus (HE Bce paccMarTpuBaeMble KpUTEpHH S(PPEKTHBHOCTH (HCXOIbI)
SBIISIIOTCS. BAXHBIMM, HE BCE MCCIIEJOBAHUS HMMEIOT BBICOKOE WM YJOBICTBOPHUTEIBHOE
METOJIOJIOTMYECKOE KAueCTBO HW/MIM WX BBIBOABI 10 MHTEPECYIOIIUM HCXOJaM He SBISIOTCA
COTJIaCOBAHHBIMH)

C Cnabass pexomeHpamusi (OTCYTCTBHE  JIOKAa3aTEJIbCTB  HAJJIekKAIIEro KadyectBa  (Bce
paccMarpuBaeMble KpUTepud dPPEKTUBHOCTH (MCXOMABI) SBJISIOTCS HEBAKHBIMU, BCE
HCCTIE0OBAHUSI UMEIOT HU3KOE METOJO0JIOTUUECKOE KA4eCTBO M MX BBIBOJIBI M0 MHTEPECYIOIIUM
HCXO0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMU)

IMopsinok 00HOBJIEHHSI KIMHUYECKHX PEKOMEHAaM i

AxTyanuzanus. TpOBOAMUTCA HE pexe 4yeM | pa3 B 3 roja ¢ y4eroM IMOSBUBIIEHCS HOBOMU
“H(pOpMaIIUK O TUATHOCTHKE M TaKTHUKE BEJEHUS MalMeHToB, cTpaaammux OMJI, HO He Jaie yeM pa3 B
6 MecsueB. Pemenune 00 oOHOBiIeHMM HpuHMMaeT MuH3zapaB Poccun Ha OCHOBE NPEUIOKEHUH,
MIPEJICTABICHHBIX ~ MEAMIMHCKUMH  NPO(ECCHOHATBHBIMA  HEKOMMEPYECKMMM  OpraHMU3alUsIMH.
ChopmupoBanHble  MPENTIOKEHHUS  JOJDKHBI  YYUTHIBaTh  pEe3yAbTaThl ~ KOMILJIEKCHOM  OLEHKHU
JIEKapCTBEHHBIX MPENapaToB, MEIUIMHCKUX U3/IEIHI, a TAKXKe Pe3yJIbTaThl KIIMHUYECKOH arpoOarum.

[Tpunoxxenue A3

Cas3aHHbIe AOKYMECHTBI

[Tpunoxenue A3.1

I[I/IaFHOCTI/[‘leCKI/Ie TECTHI 1 UCCJICT0BAHUSA, IPUMCHACMBIC Y MAIIUCHTOB BII€PBbIC¢ BHIABJICHHBIM
OCTPBIM MHCJIOMIAHBIM JeiK030M

Tao6auna S. /InarHocTuyeckue TeCTbl U MCCJIeI0BAHMS

TToka3zarenn HUccnenosanus Heo6xonnmocTts
MIPOBEACHUS
HCCIe10BaHuUs
HccnenoBanus, Knunundeckuit ananus kpoBu ¢ Gopmynoit Ha
HEOOXOMMbIe AL | Acriupar KOCTHOTO MO3ra Ia
yCTaHOBJICHHS
TpenanoOuoncus [To nokazanusm
JarHosa
NPT-nuccinenosanue Ja
ITuTorenernka JHa
FISH ITo nmokazanusim
Ckpununr  RUNXI-RUNXI1T1, CBFB-MYH]1, Ilo noka3anusm
PML/RARA wunu 1pyrux reHoB
JlromOanpHast MyHKINS Ha
Heo06xoaumbie AHaMHe3 KU3HH 1 3a00JICBaHUS Ha
HCCICIOBAHNA A0 | Craryc marrenTa (o mikaiam ECOG/BO3) Ha
Havaja Je4eHust "
HccnenoBanue komopougHoCcTEH Ha
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broxuMunyeckoe ucciaeoBaHue, KoaryjaorpaMma Ha
Tect Ha GepeMEeHHOCTD Ha
HLA-TtunupoBanue Ja

TectupoBanue KpoBM Ha Mapkepbl BuUpYycoB|/la
rematutoB B, C; Bupyca wuMmyHomedunTa
YeJI0BEKa

Pentrenorpadus opraHoB TpyJHON KIETKH Ha

KT opranoB rpyHO# KJIETKH, TOJIOBHOTO MO3ra Ha

Dnexrpoxapauorpadus, Ha

9X0-3JIEKTpOKapaArorpadus

buobankuur PexomenmaTeanrHO

Myranuu renoB NPM1, CEBPA, FLT3 PexoMmeHnnaTenpHO
HccnegoBanne Myranuu reroB WT1, RUNX1, MLL, KIT B pamkax uccnenoBanui
HPOrHOCTUIECKUX RAS, TP53, TET2, IDH1 B pamkax uccienoBanuit
MapKepoB Okcnpeccus renoB ERG, MN1, EVI1, BAALC B pamkax uccnenoanui

Onpenenenne MObB B pamkax uccnenoanui

BapuaHThl KypcoB XMMHOTepANIuM IPH OCTPOM MU EJIOUTHOM Jieiiko3e

Tadoauna 6. BapuaHTbl KypcoB MHAYKIUH U KOHCOJIMIALMHA

[Tpunoxxenue A3.2

[Tporpamma [Ipenapar
WHIYKIIHHA/KOHCOJIH
anuu

7+3(1) Iurapa6bun** 100 mMr/m? B/B 2 pa3a B CyTKHU B 1-7-if THE B KOMOMHAILIMH C OJJHAM
u3 cnepyromux JIIT:
- Jlaynopyounun** 60 Mr/m? B/B 1 pa3 B 1eHb B 1-3-if aHM nin
- MutokcanTpon™* 10 mr/m? B/B 1 pa3 B ieHb B 1-3-i 1HU WK
- Unapyounmua™* 12 mr/m? B/B 1 pa3 B JieHb B 1-3-ii 1HU

7+3(2) Hurapabun** 200 Mr/m? B/B Kpyra0CyTOUHO B 1-7-i IHM B KOMOMHALIMH C OJHUM
u3 cnenyromux JIII:
- Haynopyounusa™* 60 mr/m? B/B 1 pa3 B JieHb B 3-5-i JHU WK
- MuTokcanTpor™* 10 mr/m? B/B 1 pa3 B JieHb B 3-5-i THU WK
- Unapyounma™* 12 mr/m? B/B 1 pa3 B JIeHb B 3-5-i THU

7+3+VP-16 [urapabun** 100 mr/m? B/B 2 pa3a B CyTKH B 1-7-if K
Jlaynopyourun** 45 mr/m? B/B 1 pa3 B feHb B 1-3-if 1uu
Aromnozun** 120 mr/m? B/ 1 pa3 B neHb B 17-21-ii qau

ADE [99] #1{urapabun** 100 mr/m® B/B 2 paza B cyTku B 1-10 quu
Jlaynopyourun** 50 mr/m? B/B 1 pas B geHb B 1-3 1Hu
Aronozun** 100 mr/m? B/B 1 pa3 B ieHb B 1-5 nHH

7+3+7 Hurapabun** 100 mr/mM° B/B 2 paza B JeHb B 1-7-i1 mHU

Jaynopy6outus** 45 mr/m2 8/B 1 pas B aeHb B 1-3-if a1
#3romo3uma** 75 mr/m? B/B 1 pa3 B 1eHb B 1-7-if nHU

CtpaHuua 46 us 62


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — OcTpble MuenonaHble nenkossl — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl Muusgpasom PO

ICE [100]

#Unapyourmu** 12 mr/m? B/B 1 pas B ness B 1, 3, 5-if quu
[urapabun** 100 mr/m? B/B 24-uacoBas uadysus B 1-7-i 1HuM
#9rtono3ua** 100 mr/m2 B/B 1 pas B sens B 1-3-it quu

IVA (1)

#Unapyourma** 12 mr/mM% B/B 1 pas B 1eHb Bo 2, 4, 6-if 1Hu
Dronozun** 100 mr/m? 8/B 1 pas B 1eHb B 3-7-if 11
Lurapabun** 100 mr/m? B/B 24-uacosas uabysus B 1-7-i 1HM

IVA (2)

#Unapyourma** 12 mr/m2 B/B 1 pa3 B 1eHb Bo 2, 4-if 1Hu
Dronozun** 100 mr/m? B/B 1 pas B 1eHb Bo 2-6-if 1HM
#1{urapabun** 100 mr/m? B/B 24-uacosas uabysus B 1-6-if 1uu

MAV [101]

#Murokcantpou** 10 mr/m? B/B 1 pa3 B fieHs B 4-8-if 1HU
#1{urapabur** 100 mr/m? B/B 24-uacosas uaby3us B 1-8-if 1HU
Dronozun** 100 mr/m? B/B 1 pas B 1eHb B 4-8-if (a1

FLAG-IDA [102]

#Ounrpactum™* 5 Mxr/kr B 1-7-i 1HI

#Dnynapabun** 30 mr/m? 30-MunyTHas uH(Y3U BO 2-6-# 1HE
[urapabuna** 2000 mr/m? B/B 4-uacoBas HH(BY3Hs yepes 4 4 Mocle BBEICHHS
#pmynapadbuaa** Bo 2-6-it 1HU

#U napyourmua®* 10 mr/m? B/B 1 pa3 B JIcHb B 4-6-i1 THU

HidAC-3-7 [103]

#llurapabun** 3 r/M? B/B 2 pa3a B cyTku B 1, 3, 5, 7-it qam
Jayaopyoutme** 45 mMr/mM2 B/B 1 pas B 1eHb B 1-3-if 10K
#3romozua** 75 mr/m? B/B 1 pa3 B IeHb B 1-7-i1 mHU

[urapabun** B
BBICOKHX J03aX

Hurapabun™** 1,5-3 r/M? kaxpie 12 4 6 mHeit

#l{utapabua™* B
CpeIHUX 032X

#l{utapabun™** 1,0-1,5 /M2 kaxapie 12 9 3 qus wim
#llurapabun** 0,5-1,5 r/m? 1 — 5(6) nHei

Azamuruaua**

Azarmuruaua** 75 mr/m? 7 maei /k 1 pa3 B JieHb, uHTEpBai 21 1eHb

Jennrabuna

#Jlenurabun 20 mr/m? B/B 1 pa3 B neHb, 1-5 qam wim 1-10 qam

Dec-lda-Ara-C [51]

#Jleunutabun 20 mr/m2 B/B 1 pas B nieHb, 1-3 1Hu
#Unapyourmua** 3 mr/m? B/B cTpyitHo 1 pas B neHb, 4-10 quu
#llurapabun** 15 mr/m? x 2p/cyr, 4-17 nan

Maungbie 1036l

#1lurapabun** 10 Mr/M? /k 2 pa3a B cyTku 28 nHeit

#iurapabuna™*

[50]

Beneroxiakc ¢ Azarmtiaaa** 75 Mr/m? 7 maeit w/k 1 pa3 B JieHb, HHTEpBaI 21 1cHb
a3alUTUIRHOM * * Beneroxmakc 100 mr B 1 mens, 200 mr Bo 2-11 nenb, 400 mr 3 — 28 nHew

Benerokiakc ¢
IEUTA0MHOM

Jenurabun 20 Mr/m? B/B 1 pa3 B JieHb, 1-5 nHH
Beneroximakc 100 mr B 1-# aens, 200 Mr Bo 2-# aeHb, 400 mr 3 — 28 gueit

Benerokiakc ¢
MAaJILIMHU JT03aMU
#uurapabuna™*

#l urapabun** 20 mr/m? n/k 2 pasa B cytku 10 queit

Beneroxkmake 100 mr B 1-i nens, 200 mr Bo 2-it nedn, 400 mr 3 nenn, 600 mr 4 —

28 mHu
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Tabumna 7. BapuaHThl KYpcOB KOHCOJMIALMH, Tepanuu pedpakTepHbIX (pOpM M peluIUBOB
OMUJI, ucnoJib3yembie pa3HbIMH MCCJI€10BaTeIbCKUMHU IPyNIaMu

IIporpamma IIpenapar
KOHCOJIAIAINN
peruIrBa
HD-ARA-C [104] |#llutapabun** 3 r/m? 2 pasa B aenb B 1, 3, 5-if quu
MidAC [105] Hurapabun** 1 r/m? B/B 2 pa3a B 1eHb B 1-3-if 1HHM

#MurtokcanTpor®* 10 mr/m? B/B 1 pa3 B JieHb B 1-5-if 1K

HAM (1) [106]

#1{utapabur** 3 /M2 B/B 2 pasa B fieHb B 1-3-if 1HU
Mutokcaarpon** 10 mr/m? B/B 1 pa3 B neHb B 3-5-if 1HHM

HAM (2) Iurapabun** 3 r/m? B/B 3-yacoBas undysus 1 pas B aeHb B 1-3-if a1
Mutokcaatpon** 12 mr/m? B/B 1 pa3 B 1eHb Bo 2 u 3-ii 1HU

A-HAM [107] #1{utapabur** 1 r/M? B/B 1 pa3 B feHb 12-uacosas uHbys3us B 1-3-if 10U
Mutokcaatpon** 12 mr/m? B/B 1 pa3 B neHb B 2-3-if 1HHM
#Tperunoun™* 45 mr/m? B 3-5 nuu, 3atem 15 Mr/m? B 6 — 28-it 1Hu

ID-Ara-C/DNR #l{utapabur** 3 r/M2 B/B 2 pasa B eHb 2-4acoBas uH(Y3us B 1-4-if 1a1

[108] Jayaopyoutma** 45 mMr/mM2 B/B 1 pas B 1eHb B 3-5-if 10K

HAD #l{utapabur** 3 /M2 B/B 2 pasa B eHb 2-4acoBas uH(Y3us B 1-5-if 11
Jayaopyoutma** 45 mMr/mM2 B/B 1 pas B 1eHb B 3-5-if 1HI

H-MAC [109] #llurapabun** 3 r/M? B/B 2-uacoBast ”HQY3Hs 2 pasa B JeHb B 1-6-if 1HH
MurokcaaTpon™* 10 mr/m? B/B 1 pa3 B JieHb B 4-6-if 1HU

I-MAC [110] #llurapabun** 1 r/m? B/B 2-uacoBast ”HQY3Hs 2 pasa B JeHb B 1-6-if 1HH
MurokcaaTpon®* 10 mr/mM? B/B 1 pa3 B JieHb B 4-6-if 1HU

Azamuruaua** Azatmumua** 75 mr/m? 7 nHei, uHTepBan 21 neHb

Jennrabuna #Jlenurabun 20 mr/m? B/B 1 pa3 B ieHb B 1-5-if quu wim 1-10-i qam

Dec-lda-Ara-C [51]

#Jleunutabun 20 mr/m2 B/B 1 pas B nieHb, 1-3 1HU
#Unapyourmua** 3 mr/m? B/B cTpyitHO 1 pas B aeHb, 4-10 quu
#1lurapabun** 15 mr/m? x 2 p/cyt, 4-17 nau

Maungbie 1036l

#l{utapabun™* 10 Mr/m2 1/ 2 pasa B JieHb 28 nHel

#iurapabuna™*

[50]

#BeHeToKIIaKc ¢ Azarmtaaaa** 75 Mr/m? 7 maeit w/k 1 pa3 B JieHb, HHTEpBal 21 1cHb
a3alUTUIRHOM * * #Beneroxiakc 400 mr, 1-28 guen

[53]

#BeHeToKIIaKC ¢
nenurabuHoMm [53]

Jenurabun 20 Mr/m? B/B 1 pas B JieHb, 1-5 qHu
#Beneroxmakc 400 mr, 1-28 guen

#BeHeTOKIIaKC C
MaJIBIMHU JI03aMHU
#uurapabuna™*

#lutapadbuna™* 20 mr/m? /k 2 paza B JieHb, 10 qHei
#Beneroxmakc 600 mr, 1-28 nuen

Tabumuna 8. BapuaHThI KypCcoOB MOJ/IePKHBAIOILET0 JIeYCHHU S

IIporpamma

IIpenapar

5+ 6-MI1

#1{utapabun** 100 mr/m? B/B 2 pasa B fieHb B 1-5-if quu unu 50-100 mMr/m? n/k 2
pasa B zieHb B 1-5-i1 1HH
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#MepxkanTomypun** 60 Mr/m? B cyTku B 2 TIpHeMa BHYTPb B 1-5-if uu

S5+ 1D (1) #1{utapabun** 100 mr/m? B/B 2 pasa B feHb B 1-5-if quu unu 100 Mr/m? n/k 2 pasa
B I€eHb B 1-5-11 nHu
#l uknopochamua** 1000 mr/m? B 3-if 1eHb

5+ 1D (2) #1{urapabun** 100 mr/m? B/B 2 pasa B feHb B 1-5-it guu umm 50 mr/m? n/k 2 pasa

B JIeHb B 1-5-11 nuu
#l uknopochammm** 650 mr/m? B 1-ii 1eHb

6-MP + MTX [111]

#MepxanTomypun** 50 Mr/mM? B CyTKH B 2 TIpHEMa BHYTPb HOCTOSIHHO B T€UEHHE 2
aer ¢ MmoauduKanuei 10361 B 3aBUCUMOCTH OT TITYOMHBI IIUTONIEHUYECKOTO
CHHJIIpOMA

#Metotpekcar** 10 mr/m? 1 pa3 B HeJlemIo B/B B TedeHHe 2 €T ¢ MoauduKarmeit
710361 B 3aBUCHMOCTH OT TITYOWHBI IUTONIEHHYECKOTO CHHIPOMA

Azamurumua**

Azarmraaua** 75 Mr/m? 7 nHei, uHTepBan 21 neHp

Heruradun [112]

#Jleniutabun 20 mr/mM? B/B 1 pa3 B nieHb, 1-5 qum wim 1-10 qau

Maisie 103561

#1{utapabur** 10 mr/m? m/k 2 pasa B aenb 21-28 nneit

#rutapabuna™*

[50]

#BeHeToKIakc ¢ Asanuruua** 75 Mr/m? 7 aHed, n/k 1 pas B 1eHb, uaTepBan 21 1eHb
asalUTUIRHOM * * #Beuneroxitakc 400 mr 1-28 mueit

[53]

#BeHeToKIIaKC ¢
nenutabunom [53]

Jennradun 20 mr/m? B/B 1 pas B nieHb, 1-5 nHu
#Benetoxnakc 400 mr 1-28 nuen

Benertokiakc ¢
MaJIBIMH J103aMH
#iutapabuna™*

#l{utapabun™* 20 Mr/mM? T/ 2 pasa B nenb 10 nHei
#Benetoxnakc 600 mr 1-28 nuen

[Tpunoxenue A3.3

Moka3zanus k amno-TKM/anno-TI'CK B 1-ii mo/iHOH peMHUCCHUH OCTPOTr0 MHEJIOMJIHOIO JIeliKo3a

Taoauua 9. Cunrernueckue nokaszanusa kK awio-TKM B 1-ii IIP OMJI B 3aBHCHMOCTH OT
MOJIEKYJISIPHO-T€eHeTHYeCKNX, KJIMHN4YeCKUX XapakTepucTuk OMJI u pucka TpaHCIIIAHTALMOHHOM

JIeTaIbHOCTH [42]

I'pynna Omnpexenenue Tpymmbl Puck pa3zButus banbHas onieHka mporHo3a
MHTETPUPOBAHHOTO pucka peuuuBa B JeTalbHOCTH, HE CBSA3aHHOM C
pucKa 3aBMCHMOCTH OT | PELIUIUBOM, KOTOPAsi MO3BOJISET
BBINIOJIHCHUS cuurats auo-TI'CK
HPEINOYTUTENbHBIM BapUAHTOM
KOHCOJIM AU
XT nnu | ammo- | mkana | IIKajla | pUCK CMEPTH,
ayro- | TT'CK, | EBMT | HCT- HE
TI'CK, % Cl CBSI3aHHBIN C
% pELUIUBOM,
%
bnaronpusaTHbIi - t(8;21) u nmeiikormro3 < [35-40 [15-20 |=1 <1 10-15
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20 x 10%n

- inv16; t(16;16) mo 35 ner
- wmyrauuss CEBPA  (2-
ajieNbHas )

- myrauus NPM 6e3 FLT3-
ITD myranumii

- IIP mocne 1-ro xypca
WHIYKIIAU

- OrcyrctBue MOb

- t(8;21) m . > 20 X 10%n

- HopMmanbHbIl KapuoTHI
(wm motepst TOdBKO X-,
HAIIA TOJIBKO Y-
XPOMOCOMBI) c
nevikomurozoM < 100 X
10%1 m npu mOCTHKEHUH
ITP nmocne 1-ro xypca

50-55 [20-25

IA
N
IA
N

[IpomexxyTouHbIi <20-25

- Hemoctmxenne I1P mocne | 70-80 | 30-40 <30
1-ro xypca y manMeHToB u3
rpynn OIaronpusTHOTO H
MIPOMEXYTOUYHOTO pHUCKa

- HopmasibHbIil KaprOTHIT 1
neiikorros > 100 x 10°%/1

- AHOMaJIbHBI KapUOTHII,
HEOTMEYEHHBI B TpyIIe
MIPOMEXKYTOYHOTO U OYEHb

IIJIOXOTI'O IMPOrHo3a

TTlnoxon

> 90 40-50

IN
a1
IA
a1

OdeHb TIOXOM - MOHOCOMHBIN KapHUOTHIT <40
- Anomaninu 3q26

- I'umepakcnpeccus Evi-1

[Tpunoxenue A3.4

HmMmyHoI0THYEeCKHEe MApKePhI Pa3HbIX BAPHAHTOB OCTPOr0 MHEJIOHTHOTO JeiliKo3a

Tadauna 10. HNMmyHoJI0THYECKHE MapKepbl, XapakKkTepHble ISt Pa3HbIX
MopdouuToxXuMuuecKux Bapuantos OMUJI [7]
Bapuant DKcmpeccHsi aHTUTeHOB KiacTepoB MU hepeHIIMPOBKU
OMJI CD13 | CD14 | CD15 | CD33 | CD34 | HLA-DR | CD4la | CD61 | CD235a

MO +/- - - +/- +/- +/- - -
M1 +/- - - +/- +/- +/- - -
M2 - +/- + -1+ + - -
M3 - -[+ + [+ <E> | [+ <*> - -
M4 +/- +/- + -+ + - -
M5 +/- +/- +/- + -/+ + - -
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M6 - - S+ - : : : +/-
M7 H- |- : - |- | - ¥ i

<*> Penko.

[Tpunoxenue A3.5

KpuTtepuun A1narHocTUKM 0CTPOro JeiKo3a CMEIIAHHOTO0 (peHOTHIA NPHU eIMHOM 0JIACTHOM
NONYJISINHU

Tadomuua 11. Kpurepun amarnocruxku OJIC® npu exnHoii 6s1actHoii momyasinun [31]

Muenounanas HanpaBJIEHHOCTb
- MPO, nonoxxurenbHbIi pe3ynbTaT MPU MPOBEACHUN HIUTOXUMUYECKON PeaKIuK U/UIU POTOYHON
HUTOQIIYOPUMETPUN U/WIIH UMMYHOTUCTOXUMHUYECKOM UCCIIEI0BAaHUY;
- 2 1 OoJiee MOHOIIUTAPHBIX aHTUIe€HA: HecTiennduyeckas scTepasa, BhISIBICHHAs IPU TPOBEJICHUU
nuroxumudeckon peakuuu; u CD11c, CD64, CD14, nu3ouuMm, BEISIBIEHHBIE TPU MIPOTOYHON
UTOQITYOPUMETPUHT

T-KkeTo4yHast HalpPaBJIEHHOCTh
- nuToruiazmMaruueckas skcnpeccus CD3 (mpu npoTouHON HUTO(PIYOPUMETPUHN TOTKHBI OBITH
WCIIOJIb30BaHbI aHTUTENA K € -1ienu anTurera CD3)
Wi
- moBepxHOoCTHas 3kcrpeccust CD3

B-knerounast HarpaBJIEHHOCTD
- sipkast skcnpeccus CD19 u spkast sxkcpeccust XoTs Obl 0JHOTO U3 clieayromux MapkepoB: CD79a,
muroruiazMatrnueckui CD22, CD10
W
- cimabas skcnpeccus CD19 u spkast axkcnpeccus 2 1 6oJiee u3 cieayromux Mmapkepos: CD79a,
nuromnasMatuaeckuii CD22, CD10

[Tpunoxenue A3.6
XapakTepucTHKa BTOPHYHBIX OCTPHIX MHEJIOUIHBIX J1eliK030B

Tabomuma 12. Xapakrepucruka BTOpHYHbIX OMJI, accoUMHMpPOBAHHBLIX ¢ NPHMEHEHHEM
HHTUOUTOPOB Tomou3oMepa3nl I n anknaupywomux areHToB [1]

Kiace xumuonpenapara Nuruburop Tonouzomepassl 11 AJKATMPYIOIINHI areHT U
MIPOU3BOJHBIE HUTPO30OMOYEBHUHBI
OcHoBHBbIE TIpenapaThl OTono3un, teHunosum, | Lluknodochamun, Merndana,
MUTOKCAHTPOH, STUPYOULINH XJI0OpaMOyIIn, KapMYyCTHH,
JIOMYCTHH
XpomocomHbIe abbeparuu | PeapanxupoBku MLL-renoB, | MonocoMus W Jenenus
t(15;17)(PML-RAR @), XpoMocoM 5 u 7

t(8;21)(AML1-ETO), inv(16) win
t(16;16)(CBFB -MYH11)
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Cpennee Bpems 10 pa3BuTHs | 2-3 S5-7
OMIJI, roapl
KowmruiekcHbie nosioMku Penxo Yacro
KapuoTHUIia
[Ipenmectyromuit MJIC Penko Yacro
XapakTepHbId BO3pacT Monoppie [Toxuiibie
MalMEeHTOB
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[Ipunoxenue b
AJTOpUTMBI BeJleHHUs NMaleHTa

Puc. 1. CranaapTHblii ajaroputMm Boidopa tepanuu y nauuenta ¢ OMJI moso:xe 60 et

Eopndunpotanant suarkod OMN,
RalpeT wonowe 60 neT

|

TNFDOSaHAe NAUMEHTE ¥ &0
DoAY BoATuSE it CACTED (HALAND

PO S0HOPA AN annoTICK)
AHLYLOHHAR TEDanta
Kpe T+
Qaywopylips 60 uriul)
A NP rocne 1 npca -
Bropod T+3
KOHCONMIADYWOLLER TEpanu. {ecrw % Gnacbi rneTox
BORTODHEE T3 GOfMelnd WCXOGMOND, TO
TEPRTA 2-5 i)
a Har
A NP nocne 2 ypca
MpoTorons: anA nesama
> 2-3 eypea ¢ BOU PEDpacTEpH OMN
KruHitdec 8 WCCnenoBasine

MoN@ayAD=O-ME=aTHBCE08 WCLNAS08I M
BRINCMHRHD J0 HaWaNa Nese-tR

EcTe Norazasts ¢ anno-TKM
» WIQOCTIOmt TP ROCHE 1 Kypca
= IONTING NDOKEXCYTONHOND Pcea
= MpyNNa ELaCOKDID Pl

ANNG-THA veced? SuTe SuiNdiHEHA

M2 wBAOWER TEDAMA ANNE-TRM
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Puc. 2. CranaapTHbiii aJroputm Boidopa Tepanun y nanuenta ¢ OMJI crapue 60 jer

o] Hat Ot 30T nd
B TR - NOLTE 4 EypCa,
KOMS ONMLHDIOLIAR TRDANER ST 10T PO PRCCN
NOBTOOEEE MTLIOOTD MEU
ypca L
MECIPaMME TRpENI
¥ napeanTon S84 neT « MM:MM
LY
(oAU
POELTBATALIEY TR TR
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Aaroputm Benenns nanuenta ¢ OMJI B Bozpacre ot 18-59 jer

.Bocoqwal Theretatone N pieniTA

L e R
- (- -y
B TR ..

-~

o

PeMINCORS
NOTOpESs KRG noche $ 4o oypca?

73

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru
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Auaroputm Benenns nanqueata ¢ OMJI B Bo3pacre nocJe 60 et

Dopwy T
& OCHOGHOW

Devevore rauionra
Crague 60 pet

HiOuDu Teramian
PODIMIN

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru
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O0as cxema

[Ipunoxenue B
HNudopmanms 1151 NAaMEHTOB

OcCTpblil MUENOUIHBIN JIEMKO3 Ha3bIBAETCS TAK)KE€ OCTPHIM MHUEIOOIACTHBIM JEMKO30M U OCTPHIM
HenuMdoOracTHeIM neiikozoM. OMIJI pa3BuBaercs, koraa Bo3nukaet nedext JJHK B He3penbix kierkax
KocTHOro Mmo3ra. Tounas npuumHa OMJI HemsBectHa. OMJI mposBIsAIOTCS B JI000OM BO3pacTe u
aBigroTcss Hanbonee yacto Qopmoii OJI y B3pocnbix. OMJI BBI3BIBAIOT HEKOHTPOJIUPYEMBIHA POCT
ONacCTHBIX, T.e. HE3pENbIX KIETOK KPOBH M KOCTHOTO MO3ra, KOTOpble HE MOTYT HOPMAallbHO
¢byukuonupoBath. [lanmentsl ¢ OMJI MMEIOT MOHUKEHHOE KOJWYECTBO 3PEJIbIX 3I0POBBIX KIIETOK
KPOBU BCEX TUIIOB: 3PUTPOIMTOB, TPOMOOILMTOB M JIEHKOIMTOB. B 3aBUCHMOCTH OT TuMNa KJIETOK, Ha
KOTOpble 00Je3Hb TJIaBHBIM 00Opa3om BoszfeiictByer, OMJI nensaTcs Ha HECKOJIbKO BHIOB. TOYHBIN
JIMarHo3 YCTaHABIIMBAIOT IMOCIIE HCCIEA0BaHUs 00pa3lioB KPOBH M KOCTHOTO Mo3ra. BeiOop nedenus mpu
OMUJI 3aBUCHT OT pa3HOBUAHOCTH OO0JIE3HU U APYTUX PaKTOPOB, TAKUX KaK HATUYHUE U THUI XPOMOCOMHBIX
Hapymenuit. CumnTombl OMJI Takke 3aBUCAT OT pPAa3HOBHIHOCTH Ooyie3HH. Y TMAalMEHTOB C
MOHIMKEHHBIM COJIEP’)KaHUEM SPHUTPOLIUTOB TMPOSBISIOTCA KIACCHYECKHE CHUMIITOMBI aHEMHUU: ObIcTpas
yTOMJISIEMOCTD, OJBIIIKA, ONETHBIA IBET JHIla. Y MAIMeHTOB C HU3KUM COJEp:KaHHEM TPOMOOIIUTOB
MOTYT BO3HHKATh JAJTUTENIbHBIE KPOBOTEUEHUS U 00PA30BBIBATHCS CUHSKH.

[Tauunentsr ¢ OMJI noutn Bceraa nonydaroT XT, KoTopass HaUMHAETCSI cpa3y MOCIE€ YCTAHOBJICHUS
nuarno3a. llenmb Takoro medeHus, HA3bIBAEMOTO HHIYKIIMOHHON Tepamnueid, JOOUTbCS PEMUCCHH H
BOCCTAaHOBUTHh HOpMaibHOE KpoBeTBopeHue. Pemuccuss OJI — HuBenMpoBaHHWE NATOJOTMYECKUX
MPOSIBJIICHUH MPOLECCA MO BO3AECHCTBUEM IIPOTUBOJIEMKO3HOM Tepanuu. X OueHb HHTEHCUBHA U BIUSET
HE TOJIbKO Ha 3JI0KaY€CTBEHHBIE, HO M Ha 3J0pPOBbIE KJIETKH KpPOBU, B PE3YJIbTATE€ YEro MAIUEHTHI,
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MOJTyYaOIMe HHIYKIMOHHYIO TePAIHIO, MOTYT CTPAAaTh OT PA3IMYHBIX MOOOYHBIX IPPEKTOB, TAKUX KaK
TOLITHOTA, cIa00CTh, MOBBIMICHHAS YYBCTBUTENBHOCTh K HMHQEKIHUSAM. Y OOJBIIMHCTBA MAI[EHTOB B
TEYCHUE HECKOJIBKMX HEJeNIb I0CiIe WHIYKIMOHHOM TEpalmuu BOCCTAHABIMBACTCS HOPMAJIBHOE
KpOBETBOpeHUE M KoHcTatupyercsi pemuccus OMJL. B 3ToT MOMEHT NpHUHHMAETCs pELIEHHE O
MPUMEHEHHH TOTO WJIM WHOTO METOJAa NalbHEeHIIero jedeHus. DTO MOXKET ObITh mpoposnkeHne X1 B
LEeIsIX KOHCOJNIMJAIMM (3aKpeIUIeHUs1) PEMUCCUM, HampaBlIeHHOE Ha O0oJjiee IOJHOE YHHUYTOKEHUE
JIEMKO3HBIX KJIETOK, ¥ MOIEP/KUBAIOIIAs TEpaIusl.

Hpyroii meron sedeHus — nposeneHue auio-TKM. B kauecTBe MCTOYHHMKA IE€MOINOITUYECKUX
CTBOJIOBBIX KJIETOK (HE3peible KIETKH — MPEALIECTBEHHUIBI KPOBETBOPEHHUS, U3 KOTOPHIX BIOCIEACTBUU
pa3BHUBAlOTCS 3 TUMA KIETOK KPOBU: JIEHKOLUTHI, SPUTPOLUTHI U TPOMOOLMTHI) B HACTOSIEE BPEMS
HCIOJIb3YIOT KOCTHBIM MO3r, MYNOBUHHYIO KpPOBb WJIM MepU(pepHUyecKyl0 KpoBb AoHOpa. Kakoil Obl
HCTOYHUK HE MCIIOJIb30BAJICS, CTBOJIOBBIE KIETKH BBOASTCS B/B B OPraHMW3M MNAIMEHTa M0CJIE MPOBEICHUS
BBICOKOJI03HOM XT WiM JIydeBOM Tepamuu, NPU3BAHHOW IIOJHOCTBIO YHUYTOXXHUTh JIEMKO3HBIE KIIETKH
nanueHTa. [IpearpancrnantanuonHas XT yHMUYTOXKAET TaAKXKE UMMYHHYIO CHCTEMY HAIMEHTa, KOTOPYIO
BBOJIUMBIE KJIETKH JIOHOPA JOJIKHBI BOCCTAHOBHTb.

AnnoreHHas TpaHCIJIaHTalMs TpeOyeT Haluuus POJICTBEHHOIO WM HEPOJICTBEHHOTO JIOHOpA,
TUCTOCOBMECTUMOTO ¢ marueHToM no cucteme HLA. B kauecTBe pOJCTBEHHOTO ITOHOpPAa OOBIYHO
BBICTYIAaeT poJiHOM Opar wim cectpa. Ecnu poAcTBeHHBI TOHOP HE HaiijleH, Bpad MPOBOAMT IOUCK B
0a3ax JaHHBIX POCCHICKUX W/WJIU 3apYyOEKHBIX PETHUCTPOB TOHOPOB. He3aBruCcHMO OT TOTO, POJCTBEHHBIIM
WM HEPOJICTBEHHBIN JOHODP Haii/ieH, Mpoleaypa TpaHCIUIAaHTALUK OJHA M Ta JKe: MPOU3BOAUTCA 3a00p
reMOIIOATUYECKUX CTBOJIOBBIX KJIETOK JIOHOPA, KOTOPBIE 3aT€M B/B BBOJISATCS MAI[UEHTY.

[Tpunoxenue I’

[Tpunoxenue I'1
MoJieKkyJSIpHO-TeHETHYECKAs KJIACCU(PUKAIUA OCTPbIX MUEJTOUIHBIX JIEHK030B

Hazanue ©Ha pycckom: FEuropean Leukemia Net (ELN) wMosekynspHO-TeHETHYECKAsS
knaccudukanus OMJI (2017)

Opurunansaoe HasBanue: 2017 ELN risk stratification by genetics

Hctounnk (oduIuanbHblil caiiT pa3paboTunkoB, Myonukanus ¢ Banuanueir): DOhner H., Estey E.,
Grimwade D. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations from an
international expert panel. Blood 2017; 129(4): 424 — 47 [8]

Twum: mkana oueHKu

Ha3nadenue: nmporaocTuyeckas OIeHKa COCTOSIHUS TTAIllMeHTa

ConiepkaHuie U MHTEPIIPETAIUS:

Kareropus pucka MouieKynsipHO-T€HETHYECKAsl XapaKTEpUCTHKA

Braronpustaelii nporuos |1(8;21)(g22;922.1); RUNX1-RUNX1T1

inv(16)(p13.1922) umm t(16;16)(p13.1;q22); CBFB-MYH11

Myranuu NPM1 6e3 FLT3-ITD wmu ¢ FLT3-ITD u ¢ HuM3KO# annenbHOM
Harpyskom <*>

buannensnas myranus CEBPA

[IpomexyTOUHBIN Myranuu NPM1 u FLT3-ITD c BbIcoKkO# anienbHON Harpy3Kkou <**>
IIPOTHO3 Huxuit Tunm rera NPM1 6e3 FLT3-ITD wmu ¢ FLT3-ITD u c Hu3KO#
QJJIENIbHOW HArpy3kod (IIpM OTCYTCTBUM LIMTOT€HETUYECKUX KPHUTEPUEB
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HeOIaronpusTHOTO MPOTHO3a)

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

[{uToreneruueckue aHOMAJIUHU, KOTOpPbIE HE OTHOCATCA K KaTeropuu
OJaronpUATHOTO MPOTHO3a WK HEOIAroMPUATHOTO IPOTHO3a

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

IIPOTHO3 t(v;11923.3); nepectpoiiku KMT2A

t(9;22)(g34.1,q11.2); BCR-ABL1

inv(3)(921.3926.2) wu t(3;3)(q21.3;926.2); GATA2, MECOM(EVI1)
-5 nnm del(5q); -7; -17/abn(17p)

KomnuiekcHbIi KapuoTHIT

MOHOCOMHBIN KapHOTHUII

Juxuit Tun rera NPM1 u FLT3-ITD c Beicoko# ajuiensHOM Harpy3kon <**>
Myramuun RUNX1 <***>

Myranun ASXL1 <***>

Myranuu TP53

[TosscHenus:

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

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

<k**>  Ecnu  ykazaHHble MyTalliM OOHApy)XMBAlOT Yy NAalMEHTOB C OJaronpusAsTHBIMU
LUTOT€HETHYECKMMH aHOMAJIUSAMU, TO UX OOHapyKEHUE HE UMEET 3HAUUMOCTH.

[Tpunoxenne 12
MoJiekyJSIpHO-TeHeTHYEeCKHe MMPOTHOCTHYEeCKHE (PAKTOPBI IPH OCTPOM MHEJIOMTHOM JeiKo3e

Hazpanue Ha pycckoMm: MoJekynspHO-T€HETUYECKME W KIMHWYeckue npuzHaku OMII,
PasaACIIAOIINUEC ITAUCHTOB HA 6J'Ial"Ol'IpI/I$ITHy10 n He6J'Ial"0HpI/I}ITHy10 IMPOrHOCTUYCCKUC I'PYIIIIbI

OpurunansHoe Ha3Banue: AML-related prognostic parameters

Hcrounuk (odunmanpHblii calT pa3paboT4YMKOB, myOnukamus ¢ Bamumarnuei): Cornelissen, J.,
Gratwohl, A., Schlenk, R. et al. The European LeukemiaNet AML Working Party consensus statement on
allogeneic HSCT for patients with AML in remission: an integrated-risk adapted approach [42].

Tumn: mkanza OIICHKH

Ha3nauenue: IMPOTHOCTUYCCKAA OLICHKA COCTOAHMA ITalUCHTA

ConeprxaHue U UHTEpIIpETaLMS:

[{uToreHeTHYECKUE MapKEPHhI ‘ MounekyssipHbIe MapKepbl l Knuanueckue hakTopsr
bnaronpusitHble MporHOCTHYECKHE (HAKTOPBI
t(15;17), MyTtupoBaHHBI CEBPA | Heratusnsie Mmapkepsl MOb
t(8;21)(922;922); (OmaynenpHas MyTaius),
inv(16)(p13.1922) MyTupoBaHHbIi  NPMI1  Ge3
W FLT3-ITD npu HOpMaibHOM
t(16;16)(p13.1;922) KapHOTHIIC
HeGnaronpusiTHeIe TPOrHOCTUYECKHE (HAKTOPHI
inv(3)(q21926.2) YBenuuena skcnpeccust Evil; | Bropuunsiii OMJI
W MLL-peapanKHpOBKH; Crapumii Bo3pact (40-60 ner), mis
t(3;3)(g21;0926.2); FLT3-1TD-myramus; inv(16) — crapmie 35 ner
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t(9;22), DNMT3A-myramus; ['unepnetikonuro3 (> 100 ' 10%7 st
t(6;9)(p23;034); C-KIT-myranus  (mus t(8;21); | moboro BapuanTa, s t(8;21) —> 20
t(v;11)(v;023); inv(16)) 10%/1)
-5 unu del(5q); BAALC-3kcnpeccust MO-BapuanTt o FAB
-7; ERG-3kcnipeccus Oxcnpeccusi CD34 na OGmacTHBIX
abeppanuu (17p); MN1-3kcripeccus KIIETKaX
KOMIUIEKCHBIN kapuotur, | WT1-nomumopdusm DKcTpamenyuisipHble HOPaXKEHUS
MOHOCOMHBIN KapHUOTHUII BCR-ABL-1103uTHBHOCTB (0c0OEHHO KOXka)
OrcyrcTBue pemuccuu mocie 1-ro
Kypca
[Tepcucrennus mapkepoB MOb

[Tpunoxenue ['3
I kana ouenku oourero cocrossnus napuenrta ECOG

HazBanue na pycckom: Illkana omeHku o0mIero coctostHus mamnueHTa BoctouHol oObeaqnHEHHOM
OHKOJIOTUYECKOH TPy

Opurunansaoe HaszBanue: The ECOG Scale of Performance Status

HcTounuk (opunuanbHelii callT pa3paboTunkoB, myOnaukanus ¢ Banmupanueil): Oken M.M. et al.
Toxicity and response criteria of the Eastern Cooperative Oncology Group // Am. J. Clin. Oncol. 1982.
Vol. 5, N 6. P. 649 — 65 [11]

Tum: mkana oueHkn

Ha3znauenue: KIMHUYECKas OLEHKA OOLIEro COCTOSTHUS MaleHTa

ConepxaHue U HHTEPIIPETALINA:

Craryc Onrcanue 00IIEeTro COCTOSHUS MAIUeHTA
(6armb)
0 [TanrieHT OJTHOCTBIO aKTUBEH, CIIOCOOEH BBITIONHATH BCE, KK U 10 32a00JIeBaHMsI
1 [TarieHT HecrocoOeH BBITIOIHSTH TSDHKEIYI0, HO MOXET BBINOJHSATH JICTKYIO WM CHISYYIO
paboTty (Hampumep, JETKYI JTOMAIIHIOK WJIH KaHIEIIPCKYIO paboTy)
2 [ManeHT neuntcs aMOyJIaTOPHO, CIIOCOOCH K CaMOOOCTYKMBAHHIO, HO HE MOXET BBITIOHSTh
paboty. bonee 50% BpeMeHU MPOBOIUT aKTUBHO — B BEPTHKAIBHOM TMOJOKEHUU
3 [TarieHT coOCOOCH JIHIb K OrpaHHYEHHOMY CaMOOOCIY>KUBaHUIO, IIPOBOJIUT B KPECJe WK
noctenu 6osee 50% BpeMeHu 60APCTBOBAHUS
4 WHBanua, COBEPIIEHHO HE CIIOCOOCH K CaMOOOCTYKMBAHHIO, TPUKOBAH K KPECIy WM
MOCTEIH
5 Cmepth

ITpunoxenue I'4
DaKkTOpBI PUCKA, ACCOMUPOBAHHBIC ¢ TPAHCINIAHTAIIMOHHOMH JICTATBHOCTHIO
HazBanue Ha pycckom: @akTopsl pUCKa, aCCOLMMPOBAHHbBIE C TPAHCIUIAHTALMOHHOM JIETAIBHOCTHIO

OpurunanbpHoe Ha3Banue: Prognostic factors for allogeneic-HSCT-related nonrelapse mortality
Hctounuk (opuimanbHblil cailit pazpaboTumkoB, myOnukauus c Baimupanuein): Cornelissen, J.,
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Gratwohl, A., Schlenk, R. et al. The European LeukemiaNet AML Working Party consensus statement on
allogeneic HSCT for patients with AML in remission: an integrated-risk adapted approach. Nat Rev Clin

Oncol 9, 579-590 (2012) doi: 10.1038/nrclinonc.2012.150

Tu: mkajga oleHKU

Haznaucume: MMPOTrHOCTUYCCKAA OLCHKA COCTOAHMSA IMAllUCHTA

CopepxaHue U UHTEPIIPETALINS:

[IpenrpaHcruiaHTauOHHBINA

[TeputpancninanTalMOHHBIN

[TocTrTpancniaHTalMOHHbBINA

COBMECTUMBIN JIOHOP

- 0oJsiee KOPOTKUM CPOK MEXKIY
muargoctukoit OJI u TT'CK

- IPUHAAIEKHOCTH K Oernoil pace

HcTouHnK CTBOJIOBBIX KIETOK
(KOCTHBIN MO3T WX
nepudepudeckast KpoBb)

T-neneuus TpaHCIUIaHTaTa

IoKa3areib II0Ka3aTelb IIOKa3aTelb
biaronpusitabiii pakTop: Hemuenoabnarusuoe Pannss ummyHHas
- poactBenHblit HLA- KOHJIUIMOHUPOBAHUE PEKOHCTUTYI U

Heb6naronpusitHsiii pakTop:
- CTaplIui BO3PACT pPEIUIIUECHTa
- TIOJI IOHOPA U PEIUIINCHTA
- KOMOPOHUTHOCTH
- IIUTOMETaJIOBUPYCHBIN
cepocTaryc
- MOJIUMOP(U3M T'€HOB IUTOKHHOB
- HEPOJICTBEHHBIN TOHOP
- HLA-HecoBmMecTUMOCTD
- GUBHKAIBHBIA CTATYC
- pepakrepHas JTeHKeMus
- OMJI, accouuupoBaHHBIN C
npeamectyomen XT

MuenoabnaTUBHBIN pexXUM
KOHJIUIIMOHUPOBAHUS
ANbTEepHATUBHBIN HCTOYHUK
TpaHCIIaHTaTa (ITylOBUHHAS
KpOBb)

Tsxenas octpas peakuus
"TpaHCIUIaHTAT IPOTUB
xo3smHa" (111-1V)

[Tepcuctupyromas
XpOHHYECKAs peaKIus
"TpaHCIUIaHTaT IPOTUB
XO03MHA" HKCTEHCUBHOU

hopMBI

[Tpunoxenue 'S
IIporHocTuyeckuii MHAEKC A5 MOJIOABIX MALIMEHTOB € PeLIMBOM OCTPOr0 MHEJIOUIHOTO JieiKo3a

Ha3Banue Ha pycckom: [Ipornoctuueckuii THACKC ISl MOJIOJIbIX MAlMEHTOB C PELUIUBOM OCTPOTO
MHEJIOUAHOTO JIEHKO3a

OpurunanasHOe Ha3Banue: European Prognostic Score for acute myeloid leukaemia at first relapse.

HcTtounuk (odunuanpHbii caiiT pa3paboTynkoB, myonukanus ¢ Banuamnueit): Giles F., Verstovsek
S., Garcia-Manero G. et al. Validation of the European Prognostic Index for younger adult patients with
acute myeloid leukaemia in first relapse. Br J Haematol 2006; 134(1): 58-60 [69].

Tumn: nuagexc

Haznauenue: IIpornocruueckuii HHJIEKC Ui MOJIOABIX MalueHToB ¢ peruauomM OMII (15-60 xer,
UCKJTIOUasi OCTPbII MpoMHUeNouuTapHbli jeiko3 t(15;17))

ConeprxaHue UHTEpIIpeTalus:

BrruncnsieTcss B COOTBETCTBHH CO CIEAYIONIUME (haKTOpaMu:

- MPOJIOJKUTENBHOCTh PEMUCCHH JI0 peruanBa: 18 mecsieB — 0 6anos, 7-17 mecsies — 3 6anna, <
6 mecsieB — 5 0aoB;

- IUTOTE€HETHYECKNE aHOMAIMM HAa MOMEHT WHUIMAIbHOTO Auarnosa: inv(16) wmm t(16;16) — O
0amnoB, t(8;21) — 3 6amna, apyrue — 5 6aI0B;
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- npenmectytomtast TI'CK: et — 0 6aios, ga — 2 6ana;
- BO3pacT Ha MOMEHT penuauBa: 35 et u meree — 0 6ayos, 36-45 net — 1 6am, crapiie 45 net — 2

Oana.
Puck CymMmapHbIil HHIEKC, BeposiTHOCTB BBIKHBaEMOCTH, %o
Ehucy K 1-My roay K 5 rogam
bnaronpusTHbIi (9% 0-6 70 46
MalUEHTOB)
[TpomexxyTOUHBIH (25%|7-9 49 18
MaIUEHTOB)
HeGnaronpusitaeiii  (66% | 10-14 16 4
MaIUEHTOB)

Hogsie, nuznannsie B 2020-2024 rr. u odunmansHo yrBepkaEHHbIe Mun3gpaBom PO,
KIIMHUYECKHe peKOMEeHAalNnU (pyKOBOJICTBA, MPOTOKOJIbI JICUEHHS) — HA HAILlEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIﬁ JOKYMCHT ObLI pa”HeC paciicdaTal, JaHHOC I/I306pa}KCHI/Ie QR'KOI[EI
IIOMOXKCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YMaX(HOﬁ KOIMMU — B HEM HAXOJUTCS 3Ta CChLIKA.
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