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Cnucok cokpameHui
amo-TI'CK — TpaHcmiaHTaIus aJlJIOTeHHBIX T€éMOTIOTHYECKUX CTBOJIOBBIX KIETOK
amo-TKM — TpaHcmianTaus aljioreHHOro KOCTHOTO MO3ra
ayTo-TI'CK — TpaHcnianTanus ayToJIOrMUHbIX TEMONOITUYECKUX CTBOJIOBBIX KIETOK
B/B — BHYTPUBEHHBII
BO3 — BecemupHas opranuzanus 31paBoOXpaHECHU
NPT — ummyHO(DEHOTUITHUECKOE UCCIEA0BaHUE
KT — xomnbrorepHas Tomorpadus
MJIC — Muen0uCIUIaCTUYECKUI CUHIPOM
MOB — MuHUMabHas OcTaToYHasi O0JIEe3Hb
MII3 — muenonponudepaTuBHOE 3a005IeBaHKE
OJI — ocTpbIit J€iKO03
OJIC® — octpslii 1€HK03 cMeIaHHOTO (heHOoTHIa
OMUJI — ocTpbiiif MUETOUAHBIN JEHKO3
II/K — HOIKOKHO
ITP — monHas pemuccus
[IIIP — nonmmepa3Has UerHas peakius
TI'CK — TpaHcmiaHTalnus reMOIo3THYECKHUX CTBOJIOBBIX KJIETOK
TKM - TpaHcmiaHTamusi KOCTHOTO MO3Ta
Y31 — ynpTpa3ByKOBOE UCCIIEJOBAHHE
XT — xumuorepanus
ECOG — (Eastern Cooperative Oncology Group) BocrouHast oObearHEHHasT OHKOJOTHYECKAs
rpymnmna
FAB-knaccuduxanus — ppaniry3cko-aMepruKaHCKO-OpuTaHcKast Kilaccuukanus
FISH — ¢ayopecuenTHast in Situ ruGpugu3arivst
MPO (myeloperoxidase) — muenonepokcugaza
NCCN — (National Comprehensive Cancer Network) HanuonanbHas oOIecTBeHHAs
IIPOTUBOPAKOBAs CETh
** — )KM3HEHHO HEO0OXOMMbIC U BaKHEUIITNE JICKapCTBEHHBIE TIPemapaThl
# — npemnapat, IPUMEHSIOIINICS He B COOTBETCTBUH C NMOKAa3aHUSIMU K IPUMEHEHUIO U
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TepMuUHBI U onIpeaeJeHUus

OcTpbie MuesouaHble Jeiiko3bl (OMJI) — KIOHAJIBHBIE OIyXOJIEBBIE 3a00JIEBaHUS
KpPOBETBOPHOM TKAaHM, CBSA3aHHbIE C MyTalMeld B KIETKE-IPEAIIECTBEHHUIIE I'eMOI033a,
CJIEZICTBUEM KOTOPOW CTAaHOBATCS ONOK nu(p(HepeHIUpoBKH U OECKOHTPOIbHAS MPOIHQeparus
HE3pEJIbIX MUEIIOUIHBIX KIIETOK [1,2].

Moanoi pemuccueit (ITP) OMJI npuHATO Ha3bIBaTh COCTOSIHME KPOBETBOPHOW TKaHHU,
IIPU KOTOPOM B IyHKTaTe KOCTHOIO MO3ra oOHapy»)uBaeTcs 5 % u MeHee OJIaCTHBIX KJIETOK MpHU
HOPMaJIbHOM COOTHOIIIEHUH BCEX POCTKOB KPOBETBOPEHHS, OTCYTCTBYIOT OJIACTHBIE KIIETKH C
najouykaMu  Ayspa U IKCTpaMeny/UIApHbIE oOyard NpU KOJIWYECTBE HEUTpo(UIoB B
nepudepuueckoii kposu >1,0 x 10%n, npum kommuectBe TpomGormToB >100 x 10%m, mnpu
OTCYTCTBUHM SKCTpaMeAyJUIIPHBIX O4YaroB JEMKEMUYECKOro pocTa. YKa3aHHbIE IOKa3aTeln
JOJIKHBI COXPAHITHCS B CTAOMIIBHOM COCTOSIHMM B TeueHue >1 mecsina. YcTaHaBIUBaeTCs MpH
OTCYTCTBHH JITAaHHBIX O CTATyCe MHHUMaJIbHOM octaTrouHoi 6one3uu (MOB).

IHonnas pemuccus ¢ orcyrcreBueM MOB — IIP ¢ orcyrcTBHEM B IIyHKTaTe KOCTHOTO
Mo3ra, oOHapyxeHHOro B nedrore OMJI reHermueckoro Mapkepa (METOIOM IOJIMMEpPa3HOM
nentoi peakiuu (ITL[P)) uau kieTok ¢ abeppaHTHBIM UMMYHO(PEHOTUIIOM (METOIOM MPOTOYHOMN
IIUTOMETPHH).

MuHumMajibHas ocTaTo4Hasi 00JIe3Hb — HEOOJbIas MOMYJISALMS OIyXOJIEBBIX KIIETOK,
KOTOpass HE MOXeT ObITh 3apUKCHpPOBaHA C IIOMOIIbIO CBETOBOTO MHKPOCKOMA, HO
oOHapyskuBaeTcs 0osee TOHKUMHU METOJIaMH HUCCIIE0BAaHUS, BEIBIAIONIMMU 1 nefikeMHuyecKyro
knetky Ha 10 nccnenyemsix.

IMosiHast peMHCCHSI C HENOJIHBIM BoOcCcTaHoBJeHHMeM — [IP mpu coxpansromencs
neiirponennu (<1 x 10%1) umu TpomGonuronennu (<100 x 10%m).

YacTuuHass peMuccusi — Bce reMarojorundeckue kpurepuu I[IP; cHuxkeHue mporeHTa
0JIACTHBIX KJIETOK B ITyHKTAaTe€ KOCTHOTO Mo3ra 710 525 %; cHMKeHre uncia 0J1acTHRIX KJIETOK B
MYHKTaTe KOCTHOTO Mo3ra He MeHee ueM Ha 50 % oT ucxoJqHoro a0 Havana jedeHus. [laHHbIHA
KPUTEPHI UCIIONB3YETCs A OLeHKU P pexTuBHOCTH JeueHust OMJI npenMyIecTBeHHO B X0/1e
KInHn4Yeckux uccnenaoanuit I-11 daspr.

OO0mas BbKMBaeMOCThb. (715 OlleHKH 00IIel BBDKMBAEMOCTH aHAJIM3UPYIOT BPEMEHHbIE
napaMeTpsl BceX MallMeHTOB, KOTOPBIM Hadaiu jedeHue. Toukoil oTcuera sBIsSeTCs ACHb Hadaa
tepanui. CoObITHEM CUYHMTAETCsl TOJBKO CMEpPTh MAalMEHTa OT JII0OOW NPUYMHBI (paHHSS
JIETaIbHOCTh, CMEPTH B [IEPHO]] PEMHUCCUH OT JTF0O0M MPUYUHBI, CMEPTH B IEPUO]] PELIUANBA). DTOT
aHaJIM3 MO3BOJISIET OICHUTh YHUCIIO PeaJbHO OCTABIIMXCS B KUBBIX manueHtoB ¢ OMJI Ha ¢one
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Be3spenuauBHasi BbLKMBaeMocTh. [Ipu oreHke Oe3penMIUBHOW  BBDKUBACMOCTH
YUUTBIBAIOT JAHHBIE TOJBKO TE€X MAIMEHTOB, Y KOTOPbIX Oblia mocturHyta [1P. Toukoii oTcuera
cuntaercs nata gocTwkeHus [1P. CoOBITHSMU CUNTAIOTCSA PELUANB  CMEPTH OT JII000H PUYHUHEI
(B mepHoj; KOHCOJIUAIMH WK TOJICPKUBAIOIIETO JICUCHUS, OT PEUANBA, B MIEPUOJI PEMUCCUU
OT IpYTo¥ NpUYUHBI, HAIIpUMep, cyuuaa). LIeH3ypupyroT TOJIbKO Te€X NallHeHTOB, KOTOpPbIe ObLIH
JKUBBI U HaXOAWIKUCh B [IP B MOMEHT NpoBEACHUS aHAIIN3A.

BepositHocTh coxpanenusi IIP (o0paTHoe oT BeposiTHOCTH pa3BuTHS penuausa). [Tpu
OILICHKE BEPOATHOCTU coxpaHeHus [IP yuuTeiBatoTCsA 1aHHBIE TONBKO TE€X NAIMEHTOB, Y KOTOPBIX
nocturayta I1P. ITpu 3ToM TOuKOM OTCUeTa ciayxut nata poctuxeHus [IP. CoObiTrem cuntaercs
TOJIBKO penuauB 3abosieBanus. LleH3ypupyroT Bcex mnaiueHToB, KTo XuB B [IP B mMomeHT
npoBeneHus aHanusa. llanwentsl, ymepmme B niepuon I[P oT ocnmokHEHH, CBA3aHHBIX C
JICYEHUEM, WU OT APYTUX IPUYUH, LIEH3YPUPYIOT B IEHb CMEPTH, KaK NAllUEHTOB, HAXOAUBIINXCS
B [IP.

BepostaocTs coxpanenus [1P aBnsieTca TeM mokasaTeneM, KOTOPBIN MO3BOJISET OLIEHUBATh
UCTHHHYIO TIPOTHUBOOIYXOJEBYIO 3(()EeKTHBHOCTH KakoW-IMOO Tepanmuu 0Oe3 ydera TaKuxX
CyOBEKTUBHBIX MOMEHTOB, KaK BbIXa)KHBaHHE MAlMEHTOB OT OCJIOXHEHUM, CBSI3aHHBIX C CAMUM
JICYCHUEM.

BeccoObITHiiHAs BBIKMBAeMOCTb. DTOT IIOKa3aTeslb OLIEHWBAET BBIKUBAEMOCTb BCEX
NAIMEHTOB, BKIIOYEHHBIX B aHAJIW3, C MOMEHTa Havyasa Tepanuu. CoObITHEM CUMTAETCs] paHHSSA
JeTanbHOCTb, (pakT HenocTkeHUs 1P yepes 2 mecsna oT Hayaja JIeYeHUS, CMEPTh B MEPHUOJ
peMHuccHu OT ociokHeHui xumuoTepanuu (XT) wiM APYyrux NPUYMH, a TaKXKe pPEIHIdB
3a0oneBanud. LleH3ypupyloT TOJBKO MalMEHTOB, Y KOTOpBIX Obuia nocturnyta 1P B Teuenue
nepBbix 2 KypcoB X T, u OHH ocTaroTCst KUBBIMH, coxpaHsis [IP, Ha MOMEHT IpoBeICHNUS aHAIH3A.

Pe3ucrentHass ¢opma OMJI, mo MHEHUIO OONBLUIMHCTBA POCCUHCKUX 3KCIEPTOB,
KOHCTaTupyercss npu orcyrctBuu IIP mocne 3aBepuieHus 2 KypcoB MHAYKLMOHHOW Teparuu.
BaxxHo oTMeTUTH, 4TO, IO MEXIAYHApPOJHBIM KPUTEPHUSM, PEe3UCTEHTHOCTh npu OMIJII MoxkHO
OILICHMBATh JIMIIb Yepe3 / JHEH mocie 3aBeplieHrs Kypca MojJuxumuorepanuu. Ecnu manueHt
yMHpaeT B TeueHue Kypca X T wiu B TeueHue 7 JHEH mocie Hero, onpeAeanTb, pe3UCTEHTHAs y
Hero (popma Jieiiko3a UM HET, Helb3s, U MAllMEeHTOB B 3TOM CIIy4ae OTHOCAT K KaTerOpuu Heynau
B JICYEHNH KaK HEOIPECIICHHBIN NCXO/I.

CMepTh B aniia3um — CMEpTh MAIMEHTA B MIEPUOJ MHIYKIIMOHHON Tepanuu (1-2 kypca).
OTOT KpuTepuil 00BEINHSAET TOHATHE «CMEPTh B aljla3uu» — CMEPTh MAIMEeHTa, MPOKUBIIETO
nocje okoH4YaHus Kypca X T >7 nHei, B meproj] MUEIOTOKCHYECKOT0 arpaHyJIoOLUTO3a U aluIa3uu
KPOBETBOPHOM TKaHU, IPU OTCYTCTBUU IEPCUCTCHLUU JIEMKEMUHU, IOKA3aHHOM ITyHKLHEH

KOCTHOI'O MO3ra.



CMepTh OT HeompeaeJIeHHO MPUYNHBI — 1) CMEPTh MAIMEeHTA 10 3aBEPIICHUS TepaIny;
2) cMepThb MalMeHTa B nepuoja <7 aHeit mocie 3aBepiineHus XT; B) cMepTh NAIMEHTa, Y KOTOPOTo
B niepuepuyeckoil KpOBU HE BBIABISIOTCS OJacTHBIC KIETKH, HO MyHKIMS KOCTHOT'O MO3Ta He
BBITNOJIHEHA, Yepe3 >/ JAHel mociie 3aBepIleHns] HHAYKIIMOHHOW Teparuu.

B mnactosmee Bpems Hepeako moib3yrorcs mnoHsATusMU 30-mHeBHass u 60-nHeBHas
JETaNbHOCTD, T. €. CMEPTh OT JIIOOBIX MPUYUH B YKa3aHHbBIC MEPUO/IbI BPEMEHHU, COBIAJAIOIINE C
1-M u 2-M kypcoMm uHAYKUMH, 60-THEBHYIO JIETAIILHOCTH PaHEE OMPENENsIM, KaK «paHHSSA
JIETAJILHOCTDY.

Peunaus remartojiorudeckuii — oOHapy»XeHHE B IMyHKTaTe KOCTHOTO Mo3ra 6oiee 5 %
OJIaCTHBIX KJIETOK W/WJIHM SKCTPaMEAyJUIIPHOTO oYara OmyxoJd, B TOM YHCIIE HEUPOJIeHKEeMUHU.

Peuuaus Mojeky/sipHblii/UMMYyHoOJIOTHYecKkuii — BbisiBieHue MObB wmeTonom
npoTo4Hoi uromerpun u/wiu [TLP npu ycnoBun ananu3a abeppaHTHOr0 UMMYHO(EHOTHITA UITH
BBIIIOJIHEHUS MOJIEKYJIIPHOTO MCCIIEI0BAHUS 10 Ha4ajia Teparuu.

NHayknusi peMHCCHHM — ME€pUOJ HAYaJIbHOTO JICUYEHMS, LEIbI0 KOTOPOIO SIBISIOTCS
MaKCHUMaJIbHO OBICTPOE M CYILIECTBEHHOE COKpAIlEHHE OIyXO0JieBOM Macchl U ngocTikenue [P,
(0o6prun0 1-2 kypca). mMeHHO B 3TOT mepuoa Ha (OHE NPUMEHEHHsS MPOTHBOOITYXOJIEBBIX
MpenapaToB HUTOCTATUYECKUX CPEACTB KOJUYECTBO JIEMKEMHUYECKUX KIIETOK B KOCTHOM MO3re
ymenblnaercss npumepno B 100 pa3, T. e. B MoMmeHT KoHcTarauuu [IP B kocTHOM Mo3re
MOPQOJIOTHUECKH OTpeesieTcss MeHee 5 % OMmyXoJIeBhIX KIETOK.

Konconmupanus pemuccun. Bropeim 3Tanom tepanuu octporo jeiikosa (OJI) sBisercs
3aKpeIUICHUE JOCTUTHYTOTO MPOTUBOOITYX0sIeBoro 3¢ dekra (00braa0 1-2 Kypca). B HacTostiee
BpeMs B OOJIBIIMHCTBE CIy4aeB KOHCOJIMIAIMS — HanOoJiee arpecCUBHBIN M BBICOKOJIO3HBIN 3Tamn
npu neuennn OJI. 3agaueii aToro nepuosia BIsETCSA O BO3MOXKHOCTH €11l O0JIblIee YMEHbILICHHE
YHUCla OCTAIOIINXCS MTOCIIE MHAYKINY JICHKEMUYECKHUX KIIETOK.

IHoanep:xkuBaouiee Jie4eHHEe — IPOJOJDKEHHE IMTOCTATHUYECKOrO BO3JACHCTBHS B
MEHBIIHNX J103aX, YeM B HEPHOJ MHAYKIUH/KOHCOIHIAUHA PEMHUCCHHU, WX HHOTO (TapreTHOro)
BO3/ICICTBHUS HAa BO3MOXHO OCTAOIIUICS OIyXOJEBBIN KIIOH.

Ipopunakruka win, npu HEOOXOAUMOCTH, JieueHHe HelpoJielikeMHu. DTOT ITall
pacupenensercs Ha BCE MEPHUOAbl IMPOTPAMMHOIO JICYEHHS — WHIYKIHMIO PEMHCCHM,
KOHCOJIMIALMIO U TIOJJEPKUBAIOLIEE JICUCHHUE.

Tpancniaanrauus kocrHoro mo3ra (TKM). Ilog »TumM TepMHHOM OOBEIUHEHBI
TpaHCIUIAHTAIMsl  reMomodThdeckux  cTBooBbIX  kietok  (TT'CK)  koctHoro  mo3sra

nepudepruyeckoil KpOBU U IMMyMOBUHHOM (TJIaLlEHTApHO ) KPOBH.



1. KpaTrkas nndopmanus no 3a001eBaHUI0 UM COCTOSIHUIO (TpyIiie

3a00J1eBaHUI MJIH COCTOSIHMH)

1.1. Onpenejgenne 3200JeBAHUA WJIH COCTOSAHMA (TPynnbl 3200J€BAHNUHA WU

COCTOSIHMA)

OcTpbie MuesouaHble Jeiiko3bl (OMJI) — KIOHAJIBHBIE OITyXOJIEBBIE 3a00JIEBaHUS

KPOBETBOPHOW TKaHH, CBA3aHHBIC C MyTalMell B KIETKe-PEALIECTBEHHUIIE T'€MOII033a,
CJICZICTBUEM KOTOPOW CTAHOBATCS ONOK nu(p(epeHIUpoBKH U OECKOHTPOIbHAS MPOTHQeparus
HE3pEJIbIX MUEIIOUIHBIX KIIETOK [1,2].

1.2. DTHOJOrNs U HaToreHes 3a00J1eBAHUS HJIN COCTOAHHNA (rpynnbl 3a001eBaHUN

MJIN COCTOSTHWA)

OMIJI saBnisieTcsi clneACTBUEM MOBPEXKIEHUS (MyTalliu) B TEHETHYECKOM MaTepuase
KJIOHOT€HHOM KPOBETBOPHOM KIIETKHU. B pe3yibrare 3TOro npoucxXoasT HapyLIeHUe KOHTPOJI 3a
KJIETOYHBIM [IMKJIOM, U3MEHEHHE Ipoliecca TPAHCKPHIILIUY U MPOJYKIINH Psijia KIIFOUEBBIX OEIKOB.
Bcnencreue 6eckoHTposbHON mpoiudepanyu B OTCYTCTBHE AU(D(HEPEeHUUPOBKU HPOUCXOIUT
HAKOIJICHHE MATOJOTMYECKHX KIETOK. ToT dakrt, yro marorene3 OJI cBsi3aH C T€HETHUYECKUMHU
[IOJIOMKaMH, JOBOJBHO YacTO IOATBEPKAAETCA OOHAPYKEHHEM pa3IMUHBIX XPOMOCOMHBIX
abeppanuii (TpaHcaoKaluui, fenenuil, tHBepcuil U T. A.). B G0nbIIMHCTBE CllyuyaeB KOHKpETHas
npuunHa BO3HUKHOBeHUss OMIJI ocraercss HemsBecTHOM. OAHAKO CYIIECTBYET HECKOJBKO
npepacrnonaraoumx (HakropoB, KOTOPbIE 3HAYMTEIBHO YBEJIWYUBAIOT PUCK Pa3BUTUS ATOTO
3a0osieBaHus. YeTKo J0Ka3aHHAsI CBSI3b MOHU3UPYIOIIEH pajiiallii IpU B3pbIBE aTOMHONU O0OMOBI,
a TaKXkKe XUMUO- U PaJUOTEpallM¥ IO IMOBOAY IPYTHX OIYXOJE€H C MOBBIIIEHHBIM PUCKOM
Bo3HUKHOBeHUs OJI 3acTaBuia U3y4uTh APYTrUe BO3MOXKHBIE JEHKEeMOreHHbIe (DaKTOphl (HU3KHE
JI03bl pajiiallii, XUMUYECKUE BEIIECTBA, KYpeHHE, FIEKTPOMarHuTHbIE BOJHBI). JlokazaHo, 4To
MeXly KypeHueM u puckoM pa3Butus OJI cymiectByeT 1030Basi 3aBUCUMOCTb, KOTOPasi 0COOEHHO
oueBHIHa JuI ul ctapuie 60 net. Psan nuccnenosareneit npeanonaratot, 4to okoso 20 % ciaydaes
OMIJI sBnsroTCSA CIEACTBUEM KypeHHs. BeH30s mpu IIUTENTBHOM BO3JACHCTBUM HA OPraHU3M
YyeJloBeKa JaeT JIEHKeMOTeHHbIN 3 deKT, HO MPH HEOOIBIINX KOHLIEHTPALIUAX 3TOrO BEUIECTBA, C
KOTOPBIMH Yallleé BCEr0 CTAJIKUBAIOTCS JIIOJW Ha MPOM3BOJCTBE, HE JOKa3aHA B3aUMOCBS3b C
MOBBILIEHHBIM PUCKOM BO3HUKHOBEHHsI OMJIL. IIpu n3yueHnn nocTossHHOrO BO3AEHCTBUS MaJIbIX
7103 paJralliy IOKa He MOJyYeHO JI0Ka3aTeIbCTB B MOJIb3Y YBEIUYEHHUS YaCTOTHI 3a00J1€BaEMOCTH
OJI. BnepBoie B3auMOCBsI3b Mexay mpemmecTByromieir XT, dydeBbIM JiedeHHEM KaKUX-THOO
JIPYTUX OMYXOJEBBIX 3a00JIeBaHUN U yBEeJIWYEHHbIM prckoM pa3Butus OMJI Obuta oTMedeHa y
MaIMEeHTOB, M3JIEYEHHBIX OT JIMM(pOoMbl X0/ KKHHA. JlOKa3aHO, 4TO HE CTOJIBKO KyMYJISITUBHAS

034, CKOJIBKO HHTCHCHBHOCTH JO30BOI'O BO3ACHCTBUSA 06YCJ'IOBJ'II/IBaeT MHOBBIIICHHUEC YaCTOTHI



3aboneBaemoct OMJI. Puck pazsutus Bropuunoro OMJI Hanbomee BbICOK B mepuos oT 2 10 9
JeT mocie 3aBepiuieHus npeamectsytomieit XT. B 85 % cirydaeB BropuyHbIE JICWKO3bI BOHUKAIOT
B cpoku 10 10 ser or oxonwanus jedenus [1,2]. Drtuonorus u cneuuduueckue (GpaxkTopsl,
OPUBOJAIINE K Pa3BUTHIO BTOPUYHBIX MHEJIOUIHBIX OIyXOJeH, MOJHOCTbIO HE H3yuyeHbl. B
MaToreHe3 BOBJICYEHbI MHOTHE T€HETHYeCKHE MYTH M KOOoIlepaTHBHbIE MyTaluu. BropuyHbie
OMIJI, acconnupoBaHHbIE C TPUMEHEHUEM AIKWIMPYIOIIUX MPETapaToB, 4acTo ACOIOTHPYIOT C
muenoauciuiactudeckum cuaapomom (MJIC) ¢ MOHOCOMHEH WM YaCTUYHOM JesieIuci
xpomocoM 5 u 7. Orot Tun OMJI BO3HUKAET OTHOCUTENBHO MO3HO, B CPEHEM uepe3 5—7 Jer
nocie JiedeHus: mepBuyHOW omyxonu. B Ilpunoxkennn A3.6 mpuBeneHa XapakTEpUCTHKA
BropuuHbix OMJI, acconuupoBaHHBIX C NPUMEHEHHEM HHIUOUTOpPOB Tomouszomepassl Il u
AIKWINPYIOIINX areHTOB.

1.3. Dnugemuosorus 3a00j1eBaHusl WM _COCTOSHHMS (Tpynnbl 3a00JIeBAHUN WJIH

COCTOSTHM )

Cuauraercs, uto OMJI 3a0omneBatot B cpenHeM 3—5 yenoBek Ha 100 Thic. HaceneHus B TO/.

[Tpu 3TOM 3200JI€Ba€MOCTH PE3KO BO3pacTaeT B Bo3pacte crtapmie 60 meT u cocrapiser 12—13
ciydaeB Ha 100 Thic. Hacenenus y aui B Bo3pacte crapiie 80 yer. Meauana Bo3pacta 3TOro
3aboneBanus cocrtaBisier 65 ner. Ilpu uncnennoctn Hacenenus 140 muH xurenedr B Poccunm
pacueTHBIM MOKa3aTeab 3abojeBaeMocTH (MO JaHHBIM EBpOMEWCKHX W AMEPHKAHCKHUX
uccie0BaTesel) OKEH COCTAaBISATh OKOJIO 5 Thic. 3a00s1eBmux [3].

[Io pe3ympTaTaM pErUCTPAIMOHHOTO HCCIEIOBAHUS, BBIMOJHEHHOTO POCCHICKOM
UCCIeoBaTeNbCKoO rpymnmoit mo usydenuto OJI B psne pernoHoB Poccun, menanana Bo3pacra
quarnoctuku OMIJI cocraBnsier 53 roma, uro Oosiee uem Ha 10 j1eT MeHbIIE, YeM B 3alaJHBIX
cTpaHax. OTH TOKa3aTeIu CBUJIETEIBCTBYIOT Kak O HeAocTaToyHou nuarHoctuke OMII y
MAIMEHTOB CTapIliell BO3PACTHOW TPYIIBI, TaK U O MEHbBIIEH MPOAODKUTEIBHOCTH KH3HH
HacelleHUsl B Hamleil ctpaHe. 3a00JIeBaeMOCTh, MO JaHHBIM PETUCTPALMOHHOTO UCCIIEOBAHMS,
cocraBmia 1,32 ciryuas Ha 100 Teic. B3pociioro HaceneHus. M necmotpst Ha To uto OMJI oTHOCST
K ophaHHBIM 3a00JIEBaHUSAM, COIMATbHAs 3HAYUMOCTH JICYEHUS 3TOTO CaMOro TPO3HOTO
3a00JIeBaHUS CHUCTEMBI KPOBU OIpeAensieT HeoOXOIUMOCTh OpraHM3allii  aJeKBaTHOM
CHEIHUATM3UPOBAHHON TTOMOIIIH, PEIyCMATPUBAIOIICH B3aUMOJICHCTBHE MHOTHUX MEIMIIMHCKUX
JUCIHTUTAH, COBOKYITHOCTh KIMHHYECKUX, J1a0OpaTOPHBIX, MHCTPYMEHTAJIbHBIX M HAyYHBIX
UCCIIeIOBAaHMM, PEEMCTBEHHOCTh CTAlIMOHAPHOMN 1 aMOys1aTopHoit momortu [1,2].

1.4. Oco0eHHOCTH KOAUPOBAHNSA 32001eBAHNUS WJIH COCTOSHUS (IPYNILI 32001eBAHUM

WIN _COCTOSIHMI) 1o MexkAYHAPOAHON CTATHCTHYECKOH KJaaccupukanuu 0OoJie3Held M

npo0JeM, CBA3AHHBIX CO 310POBbEM

C92.0 - OcTphbIii MHETIOUTHBIH JICHKO3



HckmroueHue: 000CTpeHHE XPOHUIECKOTO MUETOMIHOTO Jiciiko3a (C92.1)
C92.3 - MuenougHas capkoMa (XJIOpoMa, TpaHyJIOIUTAPHAsL CapKOMa)
C92.5 - OcTpslii MUETTOMOHOLUTAPHBIN JICHKO3

C92.6 - OcTpelii MUETTOMAHBIN Jeiko3 ¢ 11023-anoManuei

C92.7 - Jlpyroi MUEIOUIHBIN JICHKO3

C92.8 - Octpas MuenonHas JIEHKeMUs ¢ MyJIbTUIMHEWHON nucIuiasueit
C92.9 - MuenouHbIi JIEHKO3 HEYTOYHEHHBIN

C93.0 - OcTpblii MOHOITUTAPHBIN JIEHKO3

C94.0 - OcTpast 3puTpeMHUs U SIPUTPOJICUKO3

C94.2 - OcTpblif MerakapmuoOJIaCTHBIHN JIEHKO3

1.5. Knaccudukauusa 3a00/eBaHUS WIH _COCTOSIHMS (TPyNnbl 3a00JeBaHU WU
COCTOSAHMI)

Juarnoz OMJI ycranaBnuBaroT mpu oOHapy>KeHUH B KOCTHOM mosre 20 % OmacTHBIX
KJICTOK U OoJiee (JeTanbHee CM. aajee).

Ilepeyen, BapHMaHTOB OCTPOr0 MHEJOWJAHOIO Jeiiko3a M JPyrux omyxoJieid c
mMuejonaHoii auddepenuupoBkoii (BcemupHasi opranmzanusi 3apaBooxpaHenus (BO3),
2016) [4,5]

Knaccupukanus  BcemupHoit — opranmszanuu  3apaBooxpanenust  (BO3)  (2016)
noapasnenser Bce OMJI, 0CHOBBIBAsICh Ha WX IIUTOTEHETHYECKUX U MOJIEKYJISIPHO-TEHETHIECKUX
0COOEHHOCTSIX, 1 UMEHHO 3TH 0COOEHHOCTH (POPMUPYIOT KIMHUKO-NTATOJIOIMYECKHE IPYTIIbI:

e OMJ/cy CTOINBHBB/TAENMBHEUNT TYAQEHIOMBAMNA MU
OMUII ¢ 1(8;21)(922;922); RUNX1-RUNX1T1
OMUJI ¢ inv(16)(p13.1922) wu t(16;16)(p13.1;922); CBFB-MYH11
Ocrtpelii npoMuenonuTapHsIii jteikos ¢ 1(15;17)(q22;q12); PML-RARA
OMUJI ¢ t(9;11)(p22;923); MLLT3-MLL
OMUI ¢ t(6;9)(p23;q34); DEK-NUP214
OMJI ¢ inv(3)(g21q26.2) wu t(3;3)(q21;926.2); RPN1-EVI1
OMUJI (merakapuo0actabiii) ¢ t(1;22)(p13;913); RBM15-MKL1
OMUJI ¢ BCR/ABL1*
e OMJ/cr eHHBMyY@m ayuunuamm?®* :
OMUJI ¢ mytupoBanabiM reHoM NPM1*
OMIJI ¢ 6nannensHO#i MyTanueit rena CEBPA*
OMIJI ¢ myTtupoBanHbIM reHOM RUNX1*
e OMJ/icn 3 Me H e HCYBSIINBMA, HCHIBINE MM O A M cC N nas3 nei

e Mnenovnvmeer1aBRAB aAGNHPbee We ¢ T Xylowe
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e OM/INgupy rwoaegeuun dpumyunpNCSa HHbIe
OcTpblii MUETO0JIACTHBIN JICHKO3 ¢ MUHUMAJIbHOHN AuddepeHITnPOBKON
Octpblit MEENTO00IACTHBIH NIEiiK03 0€3 Co3peBaHMs
OcTpplil MUEN00IaCTHBIH JIEHKO3 C CO3pPEBAHNUEM
OcTpblii MUETTOMOHOOIACTHBIN JICHKO3
OcTpblii MOHOOJIACTHBIN/MOHOIIMTAPHBIN JICHKO3
OcTpplil 3puTpOMUENO3
OcTpplil MerakaproOIacTHBIN JIEHK03
OcTtpslii neiiko3 u3 6a30¢puIOB
OcTpblil naHMuEN03 ¢ MUEN0GpuOPO30M (CHHOHUM: OCTPBIN MUEI0GUOPO3, OCTPHIi
MHEJIOCKJIEPO3)
e Mu e nnoun gecHamK O (MBOHUM: DKCTpaMeny/UIspHas MHEIOUIHAS  OIyXOJIb,
rpaHyJIOIUTapHAsl CApKOMa, XJIOPOMA)
e MNenouM@AYIRCBRA 3 acGiCHIbHeA P dllA Y M a
TpaH3uTOpHBIN AHOMAJIbHBIN MHEJION0D3 (cuHOHUM: TPaH3UTOPHOE
muenonpoaudepatuBHoe 3adonesanue (MI13))
MuenouaHbli J1€1K03, CBSI3aHHBIN C CUHAPOMOM JlayHa
e ONYyXDPAHKA3MALMWNTHOMHIHPEUR M &IK O K
e OCcTpaEiKIOB8®NpPeESOMAHHAHMAIDE PEHL NP OBK MU
Octpslit HeUbhepeHIMPOBAHHBIN JTeHK03
Ocrtpslii neiiko3 cmemtannoro penorumna (OJICD) ¢ t(9;22)(q34;q11.2); BCR-ABL1
OJIC® c t(v;11923.3); peapamxupoka rena KMT2A (panee — MLL)
OJIC®, B/muenonmustii, NOS
OJICD, T/muenounnsiii, NOS
OJICD NOS*
OJI meonpenenennoi muauu nuddepenmpokn NOS*

*Hoevie epynnol, 6sedennvle 8 knaccugurxayuio BO3 ¢ 2016 e.

BCR-ABL1-no3utuBHEI OJI Moxer ObITh muarHoctupoBaH kak OJICD, HO Tepamwms
HalMeHTaM ¢ 3TUM BapuaHTOM MPOBOAUTCS 1o nporpammam jedenus BCR-ABL1-no3utuBHOTrO
octporo muMpoOIaCTHOTO JIEHKO3a.

[Tonrpynna «OMJI ¢ yCTOMYHMBO BBISIBISIEMBIMH XPOMOCOMHBIMU aAHOMAJIASIMU»
00beIMHSAET HECKOJIbKO BapuanToB OMJI:

e OMJI ¢ 1(8;21)(q22;922); RUNX1-RUNX1T1;
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e OMIJI ¢ inv(16)(p13.1922) wmu t(16;16)(p13.1;922); CBFB-MYH11 (mipu
BBISIBIICHMHM YKa3aHHBIX XPOMOCOMHBIX THEPECTPOCK, HECMOTPS Ha YHCIIO
ONacTHBIX KJIETOK B ITyHKTaT€ KOCTHOT'O MO3Ta, BCErja yCTaHaBIMBAIOT
muaruo3 OMJI) ;

e Octpsiii mpomuenonurtapusiii neikos ¢ 1(15;17)(g22;q12); PML-RARA;
Tpa"ciaokanuu RARA ¢ apyrumu nmapTHepaMu BbLAEISIOTCS B OTAENIbHBIE
dbopmer OMIJIL, manmpumep OMJI ¢ 1(11;17)(q23;912); ZBTB16-RARA; OMJI ¢
t(11;17)(913; g12); NUMAL-RARA; OMJI ¢ t(5;17)(935;912); NPM1-RARA;
OMIJI ¢ STATS5BRARA.

Panee Boigensemast kateropusi «OMJI ¢ anomanusamu 11923 (MLL)» Oblia niepeBesieHa B
kateroputo «OMJI ¢ t(9;11)(p22;923); MLLT3-MLLy. Ipyrue TpaHCIOKAIUK, OTIHYAIOIIHECS OT
TeX, 4To BKItouatoT MLLT3, nomkHbl ObITH OTAENBHO yKa3aHbl B AuarHose, Hanpumep OMII ¢
t(6;11)(927;923); MLLT4-MLL; OMJI c¢ 1(11;19)(923;p13.3); MLLMLLT1; OMJ ¢
t(11;19)(923;p13.1); MLL-ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL.

bbutn BeiZeneHb! 3 HOBBIX TOATPYIIIIBL:

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

e OMJI ¢ inv(3)(g21g26.2) wau t(3;3)(q21; g26.2); RPN1-EVI1;

e OMIJI (merakapuoOmnacthbiit) ¢ t(1;22)(p13;913); RBM15-MKL1, penkuii
BapuanT OJI, Hanbosee 4acTo AMArHOCTUPYEMBIN Y IETEH.

VY nanuentoB OMJI ¢ HOpMaJIbHBIM KapHOTUTIOM OBLITH BBIJICIECHBI 2 HOBBIE KaTETOPHH:

e OMJI ¢ wmyrupoBanHbiM TeHoM NPM1 (mykiaeodosmuH — (sLmepHbIid
docdomporenn B23, nymarpun));

e OMIJI ¢ myrupoBanHbiM reHoM CEBPA (Genok, cBsi3pIBaroLIMil 3HXaHCEp
CCAAT amsda (CCAAT/enhancer binding protein (C/EBP) alpha)).
HaxaruinBaetcs Bce 60IblIIe JOKA3aTENbCTB B O3y TOTO, YTO ITH MyTallMH
OTIpEeNIeNAIOT HapymeHust TuPPepeHIIMPOBKH T€MOTIOATHYECKUX KIETOK, U
OTHOCSTCS K TaK Ha3bIBAEMBIM MYTaIlAsIM 2-TO KJlacca.

Myranuu B reHe fms-cBszannoii TuposunkuHasel 3 (fms-related tyrosine kinase, FLT3)
oOHapy»XUBalOT Mpu MHOTUX BapuaHTax OMJI, 1 ux oTHOCAT K MyTanusaM 1-ro kiacca, T. €. K TeM,
KOTOPBIE OTPEACTISIOT MPEUMYIIECTBO OITyXOJEBBIX KIIETOK B TPOM(eparuil 1/ Ui BEDKUBAHHUH.
OMJI ¢ myrammussmu FLT3 He BBIAENSIOTCS B OTIENBHYIO KAaTETOPHIO, OJHAKO HEOOXOAUMO
OTIpeNieNATh 3TH MYyTalluH, TaK KaKk OHU UMEIOT MIPOTHOCTUYECKYIO 3HAYUMOCTh. PexoMeHayeTcs
He Tonbko ompenenath Hamuuue FLT3-ITD, HO u ompenensite, Tak Ha3bpIBaeMoe€ ajieIbHOE

COOTHOIICHUE, KOTOPOE XapaKTepu3yeT 00bEeM OIMyXOJId. AJUIEIbHOE COOTHOIICHHE CYMTACTCS
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BBICOKHMM IpH 3Ha4eHUsIX >0,5 1 HU3KkuM — rpu 3HaueHusax <0,5. [Ipornoctrueckyio 3HaYUUMOCTh
HMMEIOT BBICOKHE 3HAYCHUSI.

Panee Boimensemass mnoarpynma «OMJI ¢ MynbTWIMHEWHOW JAMCIUIa3uEl» B
knaccupukanun BO3 (2016) ompenmensiercs kak «OMJI ¢ uM3MEHCHHMSMH, CBS3aHHBIMH C
Muenoauciuiazueiny. OMJI MoryT oTHOCcHTBCS K KaTeropu «OMJI ¢ u3aMeHeHus MU, CBSI3aHHBIMU

C MHEJIOAUCIIIa3ueiy, eClIn:

20 % Gs1acTHBIX KJIETOK B KOCTHOM MO3T€ WM NIepupepruieckoil KpoBH,
e cymectByeT npeamectpytomas ucropus MJIC unu nnoro MII3;
® CYIIECTBYIOT IUTOTEHETUYECKHE aHOMAIINH, ACCOLIMUPOBAHHBIE C MUEIIOIUCTIIIA3UEH:

—  KOMIUICKCHBIH KapuoTui (3 XpOMOCOMHBIX aHOMAJIMHK U 0oJiee);

— HecOamancpoBanublie nepectpoiiku: -7 wim del(7q); -5 wim del(5q); 1(17q) wau
t(17p); -13 wim del(13q); del(11q); del(12p) wmu t(12p); del(9q); idic(X)(ql3);

— cbamancupoBaHHble — mepecTpoiiku  (Tpancinokarmu):  t(11;16)(g23;p13.3);
t(3;21)(g26.2;922.1); t(1;3)(p36.3;921.1); t(2;11)(p21;923); t(5;12)(q33;pl12);
1(5;7)(933;911.2); 1(5;17)(a33;p13); 1(5;10)(g33;921); t(3;5)(q25;q34).

® MyIbTHJIMHEHHAs AUCIUIA3HS;
® OTCYTCTBYIOT «yCTOWYHBO BBISBIISIEMBIE XPOMOCOMHBIE aHOMAIIUNY;
e panee He mpoBoAwiack X T 1Mo NoBogy Apyroro 3a00JeBaHusl.

OcCTpblii MHETOUIHBIA JEWK03, Kak JApyrde MHEIOHJHbIE OMYyXOJM, BO3HHKIIIHE
BcreAcTBUE panee nmpoBoauMoi XT mo moBoay npyrux 3a0ojieBanmii, B OTAeIbHYI0 popmy OMII
HE BBIICTISIIOTCSL.

IIpornocruyeckue (paKToOpbl

[TporHocTryeckue GakTopbl MOTYT OBITH TOAPA3/IeICHbl Ha 2 OCHOBHBIE TpyIbI [6]:

1-s1 rpynma — akTopbl, OCHOBaHHBIE Ha XapaKTEPUCTHKAX IMALMEHTa M COCTOSHUHU €ro
00111eT0 3/I0POBBS;

2-1 rpynna — (QaxkTopel, OOYCIOBICHHBIE OHOJOTHYECKUMH XapaKTEePUCTUKAMHU
JeMKeMHUYEeCKOro KJIOHa;

3-1 rpynma, OTMEYEHHas B OTOW TJaBe, SBISIETCS HE OOBEKTHBHBIM KpUTEpUEM, a
CYOBEKTHBHBIM, HO UCKITFOUUTEIFHO MPHHIAITHAIEHBIM (PaKTOpOM, 0COOEHHO B YCIOBUSIX Poccun
— aJIeKBaTHOCTh nIpoBoauMon XT.

@dakTopsl MPOrHO3a, CBSA3aHHBbIE € NAalUEHTOM. Bo3pacT sBisercs OJHUM U3
YHHUBEPCAIBHBIX, HE3aBUCHUMBIX W YCTOMUUBBIX (PaKTOPOB MPOTHO3a. J[0JITOCPOYHBIE Pe3yIbTAThI
nedenus manuenToB ¢ OMJI B Bo3pacte crapmie 60 jieT B 11ej10M 3HaYUTEBHO XYIKe 10 CPABHEHUTO

C TAaKOBBIMU Yy ITAIIUCHTOB MOJIOKC 60 nmer. @aKTUYSCKU COMOCTABHUMBIMU C pe3yjibTataMu 'y
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ManyueHToB Moyioxke 60 JIeT SBISIIOTCA TaKOBBIE Yy TMAIMEHTOB B Bo3pacte 60—65 ser, ecnmm um
IPOBOJIAT TEPAIHUIO IO MPOTOKOJIAM JICUEHUS, IPHHATHIM y 00JIe€ MOJIO/IBIX.

310 00YyCIIOBIIEHO Kak MHHMMYM JBYMsl TpUYMHAMH. Bo-TiepBbIX, yBelIMYeHHEM C
BO3PACTOM YacCTOThl HEOIArOMPUATHBIX LIUTOTCHETUYECKUX MOJOMOK: OTMEUaeTcs IMOCTENEHHOE
HapacTaHUe CIy4aeB ¢ HecOaJlaHCUPOBAHHBIMU XPOMOCOMHBIMH a0eppalusMy, ¢ KOMIUIEKCHBIM
U MOHOCOMHBIM KapuoTUroM. OJIHOBPEMEHHO C JSTHM CHIKACTCS YacTOTa OOHApY>KEHHS
cOanaHcupoOBaHHBIX abeppallyii, BKIOYask Takue OJaronpHusITHbIE BapUAHTHI, KAK TPAHCIOKAI[IH
t(8;21), t(15;17) u unBepcus 16-ii xpomocomsl INV(16). He mckiaroueHo, 9To TaHHBIA (HECHOMECH
MOYET ObITh 00YCIIOBJICH TEM, YTO C BO3PAacCTOM YBEJINYMBAETCS 4acTOTa BO3HUKHOBEeHUs1 OMIJI
u3 npenuecrsytomero MJIC. Jpyroit npusHak, KOTOpPbI onpeensieT OTpULATENbHOE BIUSIHNUE
BO3pacTta Ha rporao3 OMJI, — npucoenrHEeHne COYTCTBYIOLINX 3a00I€BaHU, HAIMYUE KOTOPBIX
IOpU MPOYUX PABHBIX YCIOBHUSX OIpEIeNsieT 3HAYMTEIbHOE YXYyALIEHHE O00IecOMaTHYeCKOro
CTaTyca IO CPAaBHEHUIO C MOJIOJIBIMU HAllUEHTaMH.

daxkTOopbl NPOrHO3a, cBA3aHHbIe ¢ 3a0oaeBanneM (OMJI). dakTopel, cCBSI3aHHBIE C
3a00JIEBAHUEM U BIIMSIOLIME HA Pe3yJbTaThl TEPANUU, CIEAYET aHAIM3UPOBATh HA BCEX dTamax
aeyeHust. 3To 00yCIOBICHO TEM, YTO JIEHKO3aCCOLMMPOBAHHBIE (PaKTOPBI IMPOTHO3a MO3BOJISIOT
OLIEHUTb 00BEM  ONYXOJEBOM  MaccChl, UYyBCTBUTEIBHOCTb  OJIACTHBIX  KIETOK K
IIPOTUBOOITYXOJIEBBIM IIperaparaM, CKOPOCTb SJIUMHUHAIMM JICHKEMUYECKUX KIIETOK M 00beM
MOB.

IIpexne Bcero, HEOOXOOUMO YYHMTHIBATh TaKHe BIIOJHE JOCTYIHBIE KJIMHUKO-
reMaTOoJIOTHUECKUE MapaMeTphl, aCCOLIMUPOBaHHbIE ¢ HeOnaronpusaTHeIM TeueHueM OMIJI, kak
nefixormTo3 >100 x 10%mn, menoctimkenne TIP mocie mepBOro HHIYKIMOHHOTO Kypca.

OnHuM U3 BaKHEHIINX (aKkTOPOB MPOTHO3a, conpsbkeHHbIX ¢ OMIJI, sBasieTcs kapuoTun
JeiikeMu4eckux KieTok. VccnenoBaHne kapuoTuia HeoOXOIUMO MPOBOJUTH B 00sA3aTEIbHOM
MOpsIIKE BCEM TaleHTaMm ¢ rogo3perarnemM Ha OMJI. [laHHbIE ITUTOT€HETUYECKOTO UCCIEI0OBaHUS
no3BOJIIOT Bepupuipoats OMIJI B cityuasix, KOrjia IpUHIUIHAIBHBIM SBIISIETCS HE KOJTUYECTBO
OnmacTHBIX KIIeTOK (MeHbIne wiu Ooinbire 20 %), a oOHapyKeHUE XapaKTepHBIX XPOMOCOMHBIX
abeppanuii. Peur unmer, B wactHocTH, 0 Tak HaszeiBaemoM CBF (Core Binding Factor) OMJI,
KOTOPBIi 00BbEeIUHSACT Cliydan ¢ TpaHciokaruen t(8;21) u uuBepcuei inv(16), He3aBUCHMO OT
OTCYTCTBUS WJIM HAJIMYUS TOTIOJIHUTEIIBHBIX XPOMOCOMHBIX abepparuii.

[ToMruMO 53TOro, Ha OCHOBAaHMM H3Y4YCHHMS KapuUOTUIA MPEACTABISAETCS BO3MOKHBIM
cTpatudumnupoBath manueHToB ¢ OMJI Ha 3 OCHOBHBIE TpYNNBL: OJAroNpPHUATHOTO,
POMEXKYTOUHOr0 W HebmarompusaTHoro mporuo3a (cm. Ilpumoxenue I'1). INompasnenenue
narenToB OMJI Ha »TH rpynmsl  1enecooOpa3sHO € TOYKM 3pEHUs BbIOOpa TAKTHKH

MOCTPEMUCCHOHHON Tepamnuu: MpUMEHEHHE LUTapaduHa** B BBICOKMX J103aX, MCIIOJIb30BaHHUE
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amutoreHHo TI'CK (amno-TI'CK). B mocnegHee Bpemst psim POCCHMCKHX W aMEPHKAHCKHUX
HKCIEPTOB MAIMEHTaM C HEOJIaronpusATHBIMA aHOMAIUAMHU KapUOTHIIA BOOOIIE HE PEKOMEHIYIOT
cranmapTHyto X T BcnencTBue ee HU3KOM A3PGEKTUBHOCTH, a MPEAIaraloT NHbIe HU3KOI03HbBIE U
TapreTHbIe BO3ACHCTBUs ¢ 1-r0 Kypca uHAyKIuH [7].

Cnenyer OTMETUTb, UYTO y MOJOBHUHBI mamueHToB ¢ OMIJI ompenenseTcss HOpMaJIbHBIN
KApUOTHUIl JIEMKEMHUYECKUX KIJIETOK. JTO MOXKET CIYKUTh OCHOBAaHUEM B Dsjie ClIy4yaeB MaJs
IPOBEJICHUS HCClieoBaHus (ayopecueHTHOM IN Situ rudpuauzanmu (FISH) wim mMonexkymsipHO-
TEHETUYECKUX HCCIIEOBAaHUIM B LIENSAX MOUCKA OTHENbHBIX XHMEPHBIX T'€HOB WJIH IOJIOMOK
KapUOTHUIIA, ACCOLIMUPOBAHHBIX C ONPEAEICHHBIM KIMHUKO-TeMaTosiornyeckuM penorunom OMJI
u nporHo3om: RUNX1-RUNXIT1 (t(8;21)), CBFB-MYH11 (inv16), PML-RARa (t(15;17)),
MLLT3-MLL (t(9;11)), DEK-NUP214, moHnocomuu 5, 7, ”HBEpCHH XPOMOCOMBI 3 U psiia APYTHX.

Bwmecre ¢ TeM, HEOOXOIMMBIM SIBISIETCSl U MOKUCK y manueHToB ¢ OMJI ¢ HOpManbHBIM
KapUOTUIIOM MYTAIlMil OTAENbHBIX T'€HOB C YCTAHOBJICHHBIM MPOTHOCTHYECKUM IMOTCHIIMATIOM.
MonekynsipHo-reHeTnueckasi crpatudukanus mnanueHtoB ¢ OMJI nHa rpynmbel  pucka
npencraniena B [Ipunoxenun I'1.

dakTopbl NMPOrHO3a, cBs3aHHble ¢ HeaaekBaTHoii XT. B Poccuu, k coxanenuro,
CYILIECTBYET TakoW (pakTop HEOIArOMpHUATHOIO MPOTHO3a, KaK HEeaJeKBaTHOE IUTOCTATUYECKOE
BO3JCUCTBHE B  NEpUOJ  MHAYKIUH/KOHCONMAAUH  (YMEHBIICHHE  PACYETHBIX  J03
[UTOCTaTUYECKUX IpPEenapaToB M 3HAUYUTEIbHOE yIJIMHEHHE MUHTEPBAIOB MEXAY KypcaMu), WIN
HeaJieKBaTHas mpejuiedeHHocTh. Emre B Havane 1970-x rofoB, Ha MEpBBIX dTanax CTaHOBIICHUS
XT OMJI aMepuKaHCKUMU HCCIEI0BATENSIMH OBUIO IOKa3aHO, YTO () (PEKTUBHOCTH MPOTPaMMBbI
«5 + 2» craTHCTHYECKH 3HAUYMMO XyKe, 4yeM mporpammbl «7 + 3». Bomee 20 mer nHazan B
POCCHIMCKHX UCCIIEJOBAHUSIX ObLIO MPOJAEMOHCTPUPOBAHO, YTO YMEHBILIEHUE /103 aHTPALUKINHOB
U [UTapabnuHa™* B KJIaCCHUECKOM mporpamme « 7 + 3» MPUBOAUT K CYIIECTBEHHOMY YXYAIICHUIO
nokasatesieii obIeit u 6e3peruanBHON BeKHBaeMocTH [1].

B Ttex curyanusax, korna IUTOI€HETUYECKOE W/MIIM MOJIEKYJSIPHOE HCCIEIOBAaHUE HE
BBITMIOJIHEHO, OMPEJENIUTh IPYIIy PUCKa Yy MalleHTa He Mpe/cTaBiseTcss BO3MOKHBIM. OHaKO
MOYKHO OPUEHTHPOBATHCS Ha «CHHTETHUECKUE» (00BETUHSIONINE MOJICKYJIIPHO-TEHETUYCCKHUE U
KnHr4Yeckue npuzHaku OMJI) pekoMeHIaIuu eBpONeHCKUX YKCIIEPTOB, KOTOPBIE TOPA3IENISIOT
MAIMeHTOB Ha 2 OCHOBHBIE TPYNIBI: OJArompHsITHOTO M HEOJArompHsATHOTO MPOTHO3a. OTH
pPEKOMEH/IaIuu C T00ABICHUSMHU OT POCCHUCKHUX KCIIEPTOB NpeacTaBieHbl B [Ipmnoxenun 12
[1,2,7,8]. Tem He MeHee XOTENOCh OBl MOMYEPKHYTh, YTO 0€3 MOJCKYJISPHO-TCHETUUYCCKUX
WCCIICIOBaHMM, BBHIMOJHEHHBIX B Je00Te 3abosieBaHus, coBpeMeHHoe JedeHne OMJI

HEBO3MOXHO.
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1.6. Knuunyeckasi KapTHHA 32001eBaAHNS WM COCTOAHNSA (rPyNnbI 32001eBaHNii HJIH

COCTOSIHMA)

B OCHOBHOM KJIMHHYECKHE MMPOABJICHUA CBA3aHbl C 3aMCHICHUCM HOpMaHBHOfI

reMONOITUYECKOW  TKaHM  OIYXOJEBBIMH  KJIeTKaMu  (aHeMusi,  TpOMOOLMTONEHUS,
IPaHyJIOLUTONEHHs), MHQWIBTPALUEH MMM Ppa3IMYHBIX OPraHOB M NPOAYKIHEH pa3IHYHBIX
nutoknHoB [9]. [le6ror OMJI MokeT OBITH OCTPHIM CO 3HAYHUTEIBHBIM ITOBBIIICHHEM
TEMIIepaTypbl Tela, pe3Koil cnaboCcTbi0, WHTOKCHUKALUEH, KPOBOTOUYMBOCTBHIO, TSKEIBIMU
uHpekuusaMu. OJHAKO HEpeIKO AMArHO3 YCTaHABIMBAIOT CIyYailHO MpH HPOPHIAKTHYECKOM
OCMOTpE WIH B cly4yae OCHUTAIM3ALMN 110 IPYyroil npuyuHe. Y MOXKHWIBIX MAlMEHTOB HEPEIKO
Ha (poHEe aHeMM3aIMK TOSBISAETCS WM YCYTyOJseTcsi CTEHOKApAWs, BO3HHUKAIOT HapyIICHHS
pUTMa, B CBSI3U C YEM MX TOCIUTAIH3UPYIOT B KAPAUOJIOTHIECKOE OT/ICIICHUE.

IIpu 0OBEKTHBHOM OOCIIEAOBAaHMM MOXET HE HaOJI0AaThCsl HUKAKUX cuMIToMoB. Ho
JIOBOJIBHO 4YacCTO BBISABIISIETCS yBEJIMYEHUE Nepudepryeckux JUMQPaTHuYecKuX y3J10B, MEYEHHU,
cenme3eHKH (YTO HawOoJiee XapakTepHO JJISI MHEIOMOHO- W MOHOOJACTHOTO JIeHKo3a),
THIIEpPIUIa3us IeceH (IPH MUEIOMOHO- U MOHOOJIACTHBIX BapUaHTaX ), MHOUIbTpAIUs KOKH (Ipr
MHEJIOMOHO- U MOHOOJIACTHBIX BapHaHTaX), FeMOPPAru4yecKuil CUHAPOM pa3IMYHOU CTENECHU
TSDKECTH (OT METEXUATbHBIX BBICHIIIAHUI 10 TSXKEJBIX KPOBOTECUEHHI), OOJIU B KOCTSIX, apTPAJITHH,
HEBPOJIOTUYECKAs CUMITOMAaTHKAa (MEHUHTEaJbHbIE 3HAaKH — TOJIOBHAas O0OJb, PHUTHIAHOCTD
3aTBUTIOYHBIX MBI, cHMITOM KepHura, mapes JIMIeBOro, IJ1a30ABUTATEILHOTO U IPYTHX HEPBOB,
nape3bl HIDKHUX KOHEYHOCTEeH W T.A.). B aHamm3ax KpoBH MOryT ObITh Hecneuuduyeckue
U3MEHEHUS: TPEXPOCTKOBAsK LIUTOIIEHUS WIIM AHEMHUS, WIH TOJIBKO JIEHKONEHUs WM JIEHKOLUTO3,
WA TPOMOOIMTONICHNS. BllacTHBIE KIIETKA MOTYT HE OINPEIENIATHCS B aHAIN3E TePUPEepUIeCKOM
KpoBH H, Ha000poT, cocTarimsath 90-95 % Bcex nelikonuToB. Koim4yecTBO JIGWKOIMTOB TaKkKe
Bapbupyet oT Menee 1,0 10 200-300 x 10%n. ITpumepro B 15 % cnyudaes B aeGoTe 3a060M€BaHUs
onpezensercs neiikonuros >100 x 10%m.

Huddepenunansas nuarHoctuka OMIJlL  mpocTta, NOCKOJIBKY, €CIM €CTh  €ro
MopdoJIoruuecKkoe NoATBepkIeHNe (OJacTHbIe KIETKH B MyHKTAaTe W/HWIU B nepudeprueckont
KPOBH), IMAarHo3 oueBUAEH. TpyIHOCTH BO3HMKAIOT HA MEPBBIX dTalax — MPH aHaJIM3€ Ma3KOB
nepudeprudyeckoil KpoBH, KOrjga OJIACTHBIX KJIETOK HET. YBEIMYEHUE 4YHcia JIEHKOLUTOB CO
caBuroM (opMysbl  BJIEBO TPHU  pa3IMYHBIX HMH(EKIMOHHBIX MpOIEccax, a TaKke
TPOMOOIIMTONEHHUS, aHEMHSI M TEMOPPAru4ecKuil CUHAPOM TPH TSKETBIX UHPEKIHSIX U CETICUce
MOTYT BbI3bIBaTh COMHEHUs B Auartose OJI, HO B TaKMX cilydasx HUKOTJa He OOHApYKUBAIOTCS
TUNIMYHbIE OnacTHble KieTku. Hepeako TtpeOyerca auddepeHunanbHas ITUAarHOCTHKA C
UHQPEKIIMOHHBIM MOHOHYKJIE030M U HEKOTOPBIMU JIPYTHMHU BUPYCHBIMH HHPEKITUIMH, TEM OoJiee

YTO KIMHHUYCCKAasa CHMIITOMAaTHKa (HOBLIIJ_IGHI/IC TCMIICPATYpPhI TCIA, 0o/ B TopJic, YBCIIMUYCHUC

16



IMM(ATHYECKUX Y3JI0B, IEYEHH, CEJIE3€HKH) MOKeT HanoMuHaTh TakoByro npu OJI. Cremyer
takke auddepenuupoatp OMJI ¢ OGmacTHBIM KpPU30M XPOHHUYECKOTO MHENOJIEHKO3a
(mpucyTcTBHE (HIanenbUiCKO XpOMOCOMBI HE BCET/Ia TOMOTAET, TaK KaK 3TOT MapKep MOXKET
OOHapy)KMBaThCs U TIPH BIIepBbIe tuarHoctupoBanHbix OJI).

Oco6oro BHMMaHUS 3acCily’)KHBalOT BHEKOCTHOMO3roBble mposiBieHust OJI, ocoGeHHO
HeHpoJIelKeMUsi, KOTOpasi MOXET OMpeAeNAThCcsl U B MOMEHT auarHocTuku OJI. Bo3zHukHOBeHUE
HelpoekeMu 00yCIIOBIEHO METACTa3UPOBAHUEM JIEMKO3HBIX KJIETOK B NAYTUHHYIO U MATKYIO
MO3roBble 000JIOUKH I'OJIOBHOTO M CIIMHHOI'O Mo3ra. B psae ciaydaeB HaOmronaercs Jeiiko3Hast
UHOUIbTpaUs  Nepupepudyeckux HEPBOB C  pa3sHOOOpa3sHbIMU  JIBUraTelIbHBIMH U
YYBCTBUTEJIbHBIMU HApyLICHUSIMH WM OOHApyKMBAaeTCSd OuYaroBO€ IIOPaKEHHE BELIECTBA
rojoBHOro mosra. Helponeiikemuss xapakTepu3yeTcsi MEHUHI€adbHbIM M TUIEPTEH3UBHBIM
CHUHJIPOMOM: OTMEYaeTcs MOCTOsSHHAs TOJI0OBHAs 00Jb, BO3MOXKHA PBOTA, BSAJIOCTh, BBIABISACTCS
OTEK JIUCKOB 3pHUTEIbHBIX HEPBOB, MOIYT ObITh HHCTarM, KOCOIJIa3ue, Apyrue MpHU3HAKU
MOpPaXEHUsI YEPEITHO-MO3IOBbIX HEPBOB, BBISIBIISIFOTCS] PUTUIHOCTD 3aThJIOUHBIX MBIIIIL, CAMIITOM
Kepuura. [Ipu OMJI HeiiponeiikeMusi JDOBOJBHO peaka B Je0rore OONe3HH, TeM HE MEHee
BCTPEYAETCs] IPU MHUEIOMOHO- M MOHOOJACTHBIX BapUaHTax, OCOOEHHO Ipu Tex (opmax
JIEWKO30B, KOTJa OOHAPYKUBAIOT MOJIOMKY 16-if xpomocombl INV(16) (y 30 % Takux mareHToB
IPU OTCYTCTBUM NMPO(UITAKTUKHA BO3HUKAET Helponeiikemust). [Ipu OMIJI k skcTpaMeay uisipHbIM
OTHOCSIT MOPaXEHUsI KOXKH (JeMKeMUAbl — Yallle BCEro 3T0 0arpoBO-CHUHIOIIHBIE YIUIOTHEHMS,
y3€JIKH B KOXE), CeTYaTKH, JECEH, SIMUeK, SMYHUKOB. OmMcaHbl MOpaXeHUs IMM(aTHYecKux
Y3JI0B, JIETKUX, KUIIEYHUKA, CEpJEYHON MBIIIIBI, MOYeTOYHHUKOB. [Ipn OMIJI s3kcTpamenyuispHele
MOpaXeHUsI MATKUX TKaHEH paHee Ha3bIBAIM «XJIOpOoMOil». B HacTosimiee BpeMs a1t 0003HaueHus
MOPAKEHUSI MATKUX TKAHEW U OPTaHOB UCITOJIb3YIOT TEPMHUH «MHUEJIONIHAS WM FPAHYJIOLUTAPHAS

capkomay [1].
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2. IlmarHocTuka 3a60/1eBaHNUsI UJIM COCTOSIHUA (TPyNNbl 3200J1€BaHUI HJIH
COCTOSIHMII), METUIIUHCKHE IOKA3aHUS M NIPOTUBONOKA3aHUS K IPUMEHEHHI0

METOA0B TUATHOCTHKH

Mnocue pexomenoosanuvie Memoovl OUACHOCMUKU 3A0071e8aHUSL U CBA3AHHLIX C HUM
COCMOAHUL UMEIOM 0ZPAHUYEHHYIO O0OKA3AMENbHYI0 0A3Y 8 COOMEEMCMBULU CO WKANAMU OYEHKU
YPOBHs 00CMOBEPHOCIU OOKA3ZAMENLCME U YPOBHSL YOeOUmelIbHOCMU PeKOMEHOAyUli N0 NpuduHe
OMCYMCmMeUsi NOCBAUWEHHBIX UM KIUHUYeCKUX ucciedosanuti. Hecmomps na smo, onu aensiromes
He0OX00UMbBIMU IJleMEeHMAMU 00C1e008aAHUS NAYUEHMA O YCMAHOBIeHUsT OUAeHO3d U 8blOOpA
MAaKmuKu evenus, maxk Kkax 6onee dggexmusnvie u 00Ka3aHHbIe MEMOObl 8 HACMOsAUee 8PeMs
He pa3pabomanbl.

KpuTtepnmmaH o BMea ez OMJ/I ycmanasiusaiom Ha OCHOBAHUU
O0OHapyJiceHUs 8 NyHKmame KOCMHO020 MO032a unu 6 nepugepuyeckoi kposu ue menee 20 %
O1aCMHBIX KAeMOK JUOO HEe3a8UCUMO OM NPOYEHMHO20 COOepHCAHUS OIACHBIX KIEeMOK npu
Hanuuuu namocHomMoHuyHslx 0nst OMJII xpomocomnwix anomanuii: 1(8;21)(q22; q22) AML/ETO,
t(15;17)(q12; g11-12) PML/RAR-0, inv(16) wau t(16;16)(p12; g23) CBF/MYH11, t(1;22).

2.1. /Kaao0bl 1 aHAMHE3

Knunuuecxue nposenenus npu OMJI 06b1uHO c853aHbL ¢ UBMEHEHUAMU 8 2eMOozpamMme —
yumonenueu.

— Heumponenuss — OaxkmepuaivHvle UH@DeKYUuU, NPoseIsiouUecs, KaK Npauilo,
JIUXOPAOKOI.

— Aunemus — cnabocmo, ymomasemocms. Obwas cirabocms npucymcmeyem y
OONLUIUHCIBA NAYUEHMOB U MOJCen HAOI00amvbCs 3a HeCKOIbKO Mecsayes 00
VCMAaHOBNeHUsL OUACHO3A.

— Tpomboyumonenuss — 2cemMoppacudeckuil CUHOpPOM 6 Gude  nemexul,
KPOBOMOUUBOCIU OeCeH, PeyuoUsSUPYIOUUX HOCOBLIX KPOBOMEYEeHULl, MEeHO- U
Mempoppazuu.

— B nexomopuix cayuasx mo2ym Habnooamscs occanreuu, B-cumnmomot (nuxopaoxa,
CHUDICEHUe MACCbl melld, bIPANCEHHAs NOMAUBOCb).

— B psaoe ciyuaes y nayueHmos 8 meueHue HeCKOIbKUX Mecayes 00 00paujeHus
ModHcem HAOI00AMbCsl HEMOMUBUPOBAHHAS CLAOOCMb.

Ilpu ocmpom MueromoHoOIACMHOM JIelKO3e U OCMPOM MOHOOIACMHOM JlelKO3e
XapaxkmepHa eunepniazus 0eceH U NayueHmsl Mo2ym Nep8OHAYANIbHO 00pauamvbcs K epauy-

cmomamaoiiocy.
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e PexomeHayercss BceM MalMeHTaM MPHU MOJO3PEHUM U TpU ycTaHOBIEHHOM OMIJI
THIATEJIbHBIN COOp aHaMHEe3a 3a00J1€BaHMsI C YTOUHEHUEM Teparuu, KOTopas IpOBOAMIIACh
B CBSI3U C 3TUM 3a00JICBAaHMEM WJIU TI0 MOBOJY JAPYTUX 3a00JCBaHMIA paHee, CeMEHHOTO
aHaMHe3a, a TakXke MOoAPOOHOE OMUCaHUE KAN00 ManueHTa A1 BepudUKaluu JuarHo3a
[1,10].
YpoBenb yoOeauteabHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJabCTB — 5)

2.2. Du3uKaJILHOE 00CIe10BAHNE

e Pexomenayercss BceM NalMEHTaM TIPU MOJO3PEHUM M Tpu ycrtaHoBieHHOM OMJI
NPOBOJIUTH (PU3MKAIBHOE 00CIIEI0BaHNE, BKIIIOYAIOIIEE N3MEPEHNE POCTa M MacChl Tela,
TEMIIEPATYPHI TEJIa; OIEHKY COCTOSHUS KOXKHBIX TOKPOBOB, KOCTHO-CYCTaBHON CHUCTEMBI;
BBISIBIICHHE NPU3HAKOB FEMOPPArn4eckoro CHHAPOMA; HAJIMYUE TI'elaTOCIUICHOMETAINH,
auMdaaeHoONaTHH; HAJIMYKAE TIPU3HAKOB JUCHYHKIIMU CEPIIa, JISTKUX, TICUYCHH, OPTaHOB
SHJIOKPUHHOW, HEPBHOW CHCTEMBI Uil BEpU(PUKAIMK UArHO3a M OIICHKH CTaTyca II0
mkamam BocTtouHoit o00benauHeHHON oHKosoruueckoi rpymmel (ECOG)/BO3  (cwm.
[Mpunoxenune I'3) [1,7,11-14].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapmii: npu gusuxanvnom obcredosanuu y wacmu nayueHmos (6 OCHO8HOM, C
OCMPbIM  MUETOMOHOOIACMHBIM JIeUKO30M, OCMPbIM MOHOOIACMHBIM NeUK030M, OIACMHbIM
KPU30M XPOHUUECKO20 MUELONEUK03a) GbIAGISAION NPUSHAKU «NPOIUDEPaAMUBHO20» CUHOPOMA —
CnieHoOMe2anus, yeeludeHue IuMpamuieckux Y308, KOJCHvle Jetikemuovl. Jlelikemuowi
suisssiiom 6 13 % ciyuaes u umerom 6uo y3106 C uzmeHenHoim yeemom koxcu Hao numu [15]. Ipu
MUETOUOHOU CAPKOME GbIAGISAION IKCMPAMEOVILISPHLIE ONYXo/esble 00PA306aHUsL PA3IUYHOU
nokanuzayuu [16]. B ocmanonom nposigieHuss mManocneyupuunbl u SKIIOYAIOM CUMNIMOMbL,

CB53aHHble C aHeMuell U mp0M60uum0neHued.

2.3. JIabopaTopHbIe IMATHOCTHYECKHE UCCJICI0BAHUS

Ilepeueny mecmos u ucciedoanuil, He0OX00UMbIX Ol OUACHOCMUKU U epughuxayuu
ouaenoza OMUJI, npusedern 6 [Ipunosicenuu A3.1. Ha ochosanuu KiuHU4ecKol KapmuHwl, a Maxice
aHaIU3a pe3yibmamos NepeducieHHblX UCCIe008aHUll NAYUEHMO8 CMpamuuyupyiom Ha
MONEKYIAPHO-2eHemUudecKue, a maxdce KiuHuyeckue epynnvl npoeHosa (cm. Ipunoscenus I'l u

2).
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e PexomeHnayercsi BceM MaiMeHTaMm npu nojao3penuu, nuarnoctuke OMJI, a takxe B xoJe
TEpamMl C YacTOTOH OT EKEAHEBHOIO [0 €KEMECSYHOrO BBIIOJIHEHHUE OOIIero
(KIMHUYECKOTO0) aHaIN3a KPOBH Pa3BEPHYTOTO C MOJICYCTOM JICUKOIUTAPHON (HDOPMYIIBI 1
oInpezieNieHueM 4YHcia TPOMOOILMTOB AJisi OMpeesieHusl JallbHEeHIIe TaKTUKU BEICHUS
nanuenTa u Bepudukanuu guaruosa [1,2,7,8,17].

YpoBenb yOenutTeabHoCcTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuii: xax npasuno, 6 oeorome OMIJl evisagnsemes HOPMOXPOMHAA,
HOpMOYUMAPHAsL aHeMusi paziudHol cmenenu msxcecmu. Konuuecmeo pemukynoyumos 6
npeoenax Hopmuvl unu cHudicero. Ilpumepno y 15 % nayuenmos umeemcs mpomooyumonenus.
Cpeonuii yposeHs nelikoyumos Ha smane yCmanosieHus OuazHosa cocmaenaem okono 15 x 10%/x;
20 % nayuenmos umeiom netikoyumos >100 x 10%.

Iloocuem netikoyumapuot popmyisl He0OOXO0OUMO bINOIHAMb He HA ABMOMAMUYECKOM
ananuzamope. Pexomenoosano ucciedosamv kax munumym 200 neixoyumos 6 maske

nepugepuuecko Kposu.

o Pexomenayercs BceM naiyeHTaM Ipu M0I03PEHUH U ITpU ycTaHoBIeHHOM OMJI, a Takke
B XOJi¢ Tepanuy ¢ 4acToToi oT 1-3 pa3 Hememo OO €XKEMECSYHOTO BBHINOJIHUTH aHAJIM3
KpOBH OMOXMMHUYECKHI oOueTepaneBTudyeckuii (oOmmuii Oenok, OenkoBble (pakuuu,
MOYEBHHA, KpEaTHHUH, OounmpyOuH, aJlaHMHAMUHOTpaHcepasa,
acrmapTataMUHOTpaHcdepasa, JakTaTAeruAporeHasa, MarHui, HaTpuid, Kauuil, KanbLui,
TIIF0KO03a) JUIS IMArHOCTHKH COIMYTCTBYIOIICH MMAaTOJIOTHUH (3a00JIeBaHUIT) M ONpeeICHUS
TaKTHKH COMPOBOAMUTENbHOM Tepanuu [1,2,7,8,17].

YpoBenb yOenurTeabHOocTH pekomengamuii — C  (ypoBeHb [JOCTOBEPHOCTH

I0KA3aTeJbCTB — 5)

e PexoMeHnayercsi BceM MalMeHTaM IIpy NOI03pEHUU U Tpu ycTaHoBiieHHOM OMJI, a Taxoke
B XOJi¢ TepaluHu C 4YacToTod OT 1-2 pa3 B Hememo 10 €XKEMECSYHOTO BBITOIHSATH
KOaryJiorpaMMy (OpHEeHTHPOBOYHOE UCCIIEIOBAHNE CUCTEMBI remMocTasa)
(aKTHBMpPOBAaHHOE  YaCTHMYHOE  TPOMOOIUIACTMHOBOE  BpeMs,  NPOTPOMOMHOBOE
(TpoMOOMIIaCTUHOBOE) BpeMsi B KpPOBU WJIM B IUIa3Me, TPOMOMHOBOE BpeMsi B KpOBH,
Uccie/loBaHHe YPOBHS (UOPUHOTEH B KPOBH) IS JUATHOCTHKU COIMYTCTBYIOIIEH

IaToOJIOTuH U OCHOX(HeHHﬁ, a TaK¥KC ONPCACIICHHUA TAaKTUKHU COHpOBO,Z[HTCJlBHOf/'I TCpaInu

[1,7,18].
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YpoBenb yOeauTeabHOCTH pexoMenaanmuid — C (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeJabCTB — 5)

Pexomenayercst BceM nalyieHTaM Ipy OA03PEHUH U ITpH ycTaHoBIeHHOM OMJI, a Takxke
B XOJA€ TEpanmuM BBIIOIHATh OOLIMH (KJIMHUYECKUH) aHaliu3 MOYM C 4YacTOTOM OT
€XKCHEJENBHOIO J10 €XEMECSYHOTO Ul JUArHOCTHKH COIYTCTBYIOIIEH NAaTOJIOTMH U
OIIpEJICTICHUS] TAKTUKYU COITPOBOUTENLHOM Tepanuu [1,7,19].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

10Ka3aTeJIbCTB — 5)

PexoMenayercsi BceM NalMeHTaM Py MOI03pEHUH U ipu yctanoBiieHHOM OMJI, a Takxke
B XOJIc Tepanuu ¢ 4acToTod 1 pa3 B 3-6 mecsieB onpenesieHre antuTeld kiaccoB M, G
(IgM, 1gG) k Bupycy ummyHoaeduura yeaoseka BUU-1 (Human immunodeficiency virus
HIV 1) B kpoBu; ompenenenue antuten kimaccoB M, G (IgM, IgG) x Bupycy
ummMmyHoaedunuTa yeisoseka BUY-2 (Human immunodeficiency virus HIV 2) B kpoBu st
YTOYHCHUSI HEOOXOIUMOCTH OJHOBPEMEHHOI'O IPOBEICHUS IPOTHBOOIYXOJICBOH U
AQHTUPETPOBHUPYCHOI Tepanuu [1,7,20].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (ypoBeHb [0CTOBEPHOCTH

J0Ka3aTeIbCTB — 5)

PexomenayeTcsi BceM narueHTaM Mpu Mo103peHru U ipu yctaHoBiieHHOM OMJI, a Takske
B XOJIe Tepanmuu ¢ 4acToTod 1 pa3 B 3—6 MecsIeB BBITOIHATH ONPEICICHUE aHTHUTEHA
(HbsAg) Bupyca renatuta B (Hepatitis B virus) B kpoBu 1 aHTUreHa Bupyca renarura C
(Hepatitis C virus) B KpoBU H, TpU HEOOXOAMMOCTH, MOJICKYJISIPHO-OHOIOTHUYECKOE
uccie0BaHre KPOBU Ha Bupyc rematuta B (Hepatitis B virus) u rematura C (Hepatitis C
ViruS) B IeJsX YTOYHEHHs PHCKa pPEaKTHBAIl[MM BUPYCHOIO TeMaTuTa W, B Ciydae
HeoOxoauMocTH, ee poduaaktuku [1,7,21,22].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)

Pexomenayercss BceM MalMeHTaM MpPHU TMOAO3PEHUM U TpU ycTaHOBIEHHOM OMIJI
BBITOJIHEHHE MOJIEKYJISIPHO-OMOIOTHYECKOE MCCIIEI0BAaHHE KPOBU HA BUPYCHI MPOCTOTO
repneca (Herpes simplex virus), nutomeranosupyc (Cytomegalovirus), Dnmreiina-bappa
(Epstein - Barr virus) B 1es1X YTOYHEHHS PUCKA Pa3BUTHUS repreTHIECKON HHDEKIHH H, B

cirydae HeoOX0oauMOCTH, ee poduiaktuku [1,23-26].
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YpoBenb yOeauTeabHOCTH pexoMenaanmuid — C (ypoBeHb J0CTOBEPHOCTH

J0KA3aTeJabCTB — 4)

e PexoMeHaylOTCA BceM MalMeHTaM NpPH TMOJO3PEHUU U MpU ycTaHoBieHHOM OMJI
BBINOJIHATH MUKPOOHOJIOTHYECKOE (KYJIbTypalIbHOE) UCCIICAOBAHUE B IEJISIX MPOBEICHHUS
NPEIU3NOHHON AHTUOMOTHYECKOW Tepanuu B XOJE JICUCHHsS] TPU BO3HUKOHOBEHHUH
(eOprITbHOM JINXOPAJIKKA U MHPEKIIMOHHBIX OciIoKHeHuH [1,2,27,28].

YpoBenb yOeaurteqbHOCTH pekoMenaaumii — C (ypoBeHb [0CTOBEPHOCTH
10Ka3aTeJIbCTB — 5)

KommeHnTapuu: mooicem  nposooumuvcs — mMuxpobuonozudeckoe  (KyivmypaibHoe)
uccnedosanue  (Oucboakmepuos) ¢ NPUMEHeHUeM  A8MOMAMU3UPOBAHHO20  NOCeEd,
MUKpOOUONo2uyeckoe (KyIbmypaibHoe) UCCie008anue OmoeniemMoeo U3 HnojioCmu pma,
MUKPOOUOYEHO3A KUUEUHUKA KYIbMYPATbHLIMU MEMOOAMU, KPOSU HA CMEPUIbHOCHb, MOYU HA

6aKmepuaJleble namaocenbsl.

e PexoMenayercsi BceM MalMeHTaM IIpy NO03pEHUU U IpU ycTaHoBiieHHOM OMII, a Taxoke
B CJIy4ae pa3BUTHs peuuuBa u nocie BeinoinHenus amio-TI'CK onpenenenne oCHOBHBIX
rpymnn kposu 1o cucteme ABO, onpenenenue anturena D cucremsl Pesyc (pe3yc-hakrop)
JUIsL BO3MOXXHOCTH IIPOBEJEHUS 3aMECTUTEIbHOW TI'€MOKOMIIOHEHTHOW TEpanuu Ipu
HAJIMYMU TIOKa3aHUH 10, BO BpeMs WJIH rociie Tepanuu [1,29].

YpoBenb yOenureabHocTH pexkoMengamuii — C (ypoBeHb [10CTOBEPHOCTH

I0KA3aTeJbCTB — 5)

e PexoMenayercsi BCEM MalMEHTaM IOJyYE€HUE LIUTOJOTMYECKOrO Ipernapara KOCTHOTO
MO3ra IyTeM IyHKIHH W IUTOJOTHYECKOE HCCIIEJOBAaHME Ma3Ka KOCTHOIO MO3ra
(Muenorpamma) npu nogo3penuu Ha OMJI, a taxke nmanueHTam ¢ Bepu(ULHPOBAHHBIM
OMUJI B npouecce J1e4eHMs], IOCIE OKOHYAHUS NPOrpaMMbl HHIYKIIMH, KOHCOJIUAALNH, B
XO0JIe TPOBeIeHHs ToAaepkuBaroieit Tepanuu (1 pa3 B 3 Mecsina), nepes BHIIIOIHEHHEM
TI'CK, nociie 3aBepuieHus1 BCEH 3aIUIAHUPOBAHHOW IPOrPAMMBI JICUEHHUS, a TAKKE IPH
BBISIBJICHMM HM3MEHEHUIl B reMorpamMme BHE CBSI3U C IPOBOJAMMBIM JICUEHUEM HW/HUIU
noao3penun Ha peuuaus OMUJI [1,7,17].

YpoBenb yOeauteabHocTH pexkomenaanuii — C  (YypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)

. PeKOMeHI[yeTCSI IIpU KOHCTaTalluu peluanuBa (HCSaBI/ICI/IMO OT MPOUCHTHOT'O COACPIKAHUSA

OJIACTHBIX KJIETOK B Mepupepuyeckoil KpOBH) MOMYyYEHHE LIUTOJOTHYECKOro Mpernapara
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KOCTHOT'O MO3Ta ITyTeM ITyHKIIMU U IIUTOJIOTHYECKOE UCCIIeIOBAaHNE Ma3Ka KOCTHOTO MO3Ta

(MHenorpaMMa) M IIUTOXMMHYECKOE HCCIIeIOBAHUE MHUKpOIMpenapara KOCTHOTO MO3ra,

WIH, TpPU HEBO3MOXXHOCTU IMOJIYYCHUS aclupara, IMOJyYeHUE THCTOJIOTHYECKOTO

npernapara KOCTHOTO MO3Ta U [IATOJIOTHYECKOE M IMMYHOITUTOXMMUYECKOE UCCIICIOBAHHE

OTIIEYAaTKOB TpPEMaHOOMONTaTa KOCTHOTO MO3ra Ui IOATBEPXKACHUS pPEUUINBA |

uneHTu(UKaIKMU KieTouHon audpdepenuuposku [1,7,17].

YpoBenb yOenutTejqbHOCcTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH
10Ka3aTeJbCTB — 5)

Kommenrapmii: nynkyuonnoe ucciedosanue (acnupayusy) KOCMHO20 MO032d A6IAEMCs
00513amenbHOU PYMUHHOU OUACHOCMUYECKOU npoyedypou. Maszku KocmHo2o Mo32a ucciedyom ¢
nomowbto okpacku no Marw—I prousanvoy, Ilanneneevimy unu Patumy—Iumze. Bwinonnenue
Mpenanoouoncuu He A6semcst 003amenbHbIM, 30 UCKTIOYEHUeM CUMyayuil ¢ maxk Ha3vbl8aemMbim
«CYXUM NPOKOIOMY» UMU OUEHb CKYOHbLIM HNYHKMAMOM KOCMHO20 Mo3ed. Pexomendosano
uccneoosamsv kax murumym 500 s0pocodeparcawux kiemok 6 Mazke KOCMHO20 MO32d.

Jna yecmanosnenusn ouaenoza OMJI 6 maske nepughepuueckol Kposu uiu KOCMHO20 MO32d
Heobxooumo nanuuue 20 % onacmuvix knemok u 6onee. Ilpu OMJI ¢ t(15;17), t(8;21), inv(16) wiu
t(16;16) u npu Hekomopwix CrYUAAX OCMPO20 IPUMPOMUENO3A OJISL ONACMHBIX KIEMOK MOICEM
ovimb menee 20 %. B coomsemcmeuu ¢ nosoul kiaccugpurayuett BO3 (2016) npoyenm 6racmmuvix
KAEMOK NOOCHUMbBIBAIOM GHE 3ABUCUMOCMU O 00U KPACHO20 POCMKA.

Muenobnacmul, MoHobOIACIIbL U ME2aKAPUOOAACTIbL BKIIOYAIOM 8 0Oujee YUCIO OIaCmHbIX
kiemok. B cayuasx OMJI ¢ MOHOOIGCMHOU, MOHOYUMAPHOU U MUETOMOHOYUMAPHOLUL
ougpepenyuposxoli npOMOHOYUMbL (HO He amunuyecKue/3peivle MOHOYUMbL) MAKMce CUUMarm
9KEUBANEHMAMU ONACMHBIX KIemOK. dpumpooaacmyl He 8KII0Ualom 6 ooujee yucio O1acmuslix
KEmOoK.

s eepughuxkayuu OuacHo3a UCMUHHOZO 3PUMPOOIACMHO20 Jleliko3a Npu noocyeme
NYHKMAMa KOCMHO20 MO32a KILeMKU 3pUmpouoro2o paoa 0oaxchvl cocmasisims >80 % om ecex
KAEMOK KOCMHO20 MO32d, Npu dmom npospumpoobracmel 00axchvl ovims >30 %, 6e3 yuema
muenobnacmos. B coomeemcmeuu ¢ nHomenxiamypou BO3 npospumpobracmer — ne3penvie
IPUMPOKAPUOYUMDBL, NPU IMOM, 8 COOMBEMCMEUU C MEPMUHONI02UEL KIIeMOK IPUMPON0I3a No
U A. Kaccupckomy uI'.A. Anexceesy, —amo spumpoobracmol u npornopmooaacmoi. Ilpu ucmunnom
IpUMPOOIACMHOM JleliKo3e OUCMEe2aKapoOyumonod3 BCMpeyaemcss 4Yacmo, 8 Mo 6pemMs KAk
oucepanyioyumonoa3 — peoko. Ilpu passedenuu nyHKkmama KOCmMHO20 M032a nepugepuieckou
KpO8b10 U Koauuecmese Kiemox kpachoeo paoa menee 80 % ezo oyenxa moarcem npoeooumscs no

mpenanobuonmamy [30].
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Buvinonnenue yumoxumuueckoeo ananuza Kiemox KOCMHO20 M032a HeoOXo0umo, oadice
eciiu onpeoessiencs 8blCoOKoe cooepicanue OIACMHbIX KIemoK 8 nepughepuieckou Kposu. Imo
CBA3AHO C MeM, 4mo 8 psode CIyyaes YUMoXuMUdeckue peaxkyuu Mocym 0aeamv pasiuuHble
pe3yibmamsl 6 KiemKax nepugepuueckoil Kposu u KOCHHO20 MO32d, YMoO MOJICEn Noeieub 3a
coboll  ycmanosnienue owudouYH020 OuacHo3d. [[uacHo3 OCHOBLIBAIOM HA  pPe3Vibmamax
UCCNe008aHUsl, NONYYEHHO20 HA KIemKax KOCMHOo20 Mo32d. Hcnonv3ylom peakyuu Ha
muenonepoxcuoazy (myeloperoxidase, MPO) wiu cyoanoswiii uepnulii, Hecneyupuueckyio
acmepasy (anvga-nagpmurayemamscmepasy, no0asisiemyo unu Hem gpmopuoom nampus) u PAS
(Periodic Acid Schiff — wugg-iioonyro kucnomy). Obuapysicenue MPO 6 3 % bracmuvix kiemok
u bonee ykazvieaem Ha MUEIOUOHYIO TUHUIO Oudepenyuposku. B mo dce apems ee omcymcmeue
He UCKTIoYaem MUelouoHy0 HanpasieHHOCMy Kiemok, NOmMoMy Ymo 6 paHHUX Mueiooiacmax, a
makaice MoHooaacmax, mecaxkapuoonacmax u s3pumpoonracmax MPO <3 % wiu ne onpedensemesi.
Oxpacka cyoanosvim uepuvim aunanocuuna MPO, no sensemcs menee cneyughuuroil.
Hecneyughuueckass ~ scmepaza  umeem  GblCOKVIO — OUP@Y3uylo  uiu  SpamyiapHyro
YUMONIA3MAMUYECKYI0 aKMUBHOCMb (8 3a8UCUMOCMU OM MeMOOUKU NPOBEOeHUsl peakyuu) 8
MOHOONACMAX U NPOMOHOYUMAX, KOMOPAsL OOJINHCHA NOOAGIAMbCS NOJTHOCMbIO UIU 3HAYUMENLHO
¢dmopuoom nampus. PAS-peaxyus 6 muenobaacmax onpeodensiemcs 6 oughghysHom euoe, 8
MOHOOIACMAX U NPOMOHOYUMAX — 8 OUDDYZHO-2PAHYIAPHOM, 8 IPUMPODIACMAX — 8 BUOE CPAHYI
unu onoxos. Ha ocnosanuu mopgoyumoxumuieckozo ucciedosanus O1acmHuix Ki1emoK Moxcenm
ovims ouacnocmupogarno oxono 90 % cayyaes OMJI, npu omcymcemeuu axkmusnocmu MPO u
Hecneyuguueckolt 3cmepaszvl HeoOX00UMo npogedeHue umMmyHogenomunuyeckozo (HUDT)

uccnedo8anusi Memooom nPoOmoyYHoU Yumoghuryopumempuu.

o PexoMeHnayercsi BceM ManueHTaM Ipu nepBuuHoil auarHoctuke OJI, a Takxe mnpu
oOcieloBaHUM TIO TOBOJY JHWAarHOCTUpoBaHHOrO penuauBa OMJI  BBITOTHATH
UMMYHO()EHOTHITMPOBAHHE TEMOTMOITHIYECKHIX KJIETOK-TIPEIIIECTBEHHUIl B KOCTHOM MO3Te
(UDT-uccnenoBanre) B KOCTHOM MO3Te I ONPEACICHUS MPUHAICKHOCTH OJIACTHBIX
KJICTOK K TOW WJIM MHOM JMHKHU KjieTouHou auddepennuposku [1,2,4,7,8,31].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuii: HDT-uccnedosanue 6vinonnsemes 6ce20d HA KIemKax KOCMHO20 MO32d,
oadice ecniu onpeoensiemcs 8blCOKoe cooepicanie OIACMHbIX KIemoK 8 nepugepuyeckoi Kposu.
Onpedenenue npoyeHma OIACMHBIX KIEMOK MemoooM NPOMOYHOU YUMOQDIYopuUMempuu npu
NEePBUYHOU OUACHOCMUKEe He SGIAemcs 3aMeHOl Mopgonocuyeckoco noocyema, mMax Kak

pe3yibmamsl 3mux 08yX Ucciedosanuti mo2ym ne cosnadams [31].

24



Il noomeepoicoeHuss MUeiouoHol HANPABIEHHOCMU ONYX0e6blX KIemoK HeoOX00UMOo
oyeHumy sKcnpeccuto muenroudnvlx anwmueenos. MPO — jaunetino-cneyugpuuecxuti mapxep
MUETOUOHOU  TUHUU, JU30COMANbHLIL hepmenm epanyroyumos. K menee cneyughuunvim
Mmuenoudaccoyuuposanvim anmueenam omuocamess CD11b, CD11c, CD13, CD15, CD16, CD33,
CD64, CD65, CD66b, ruzoyum u op. Juacnoz OMJI mosicem 6vimb ycmanoéien u 6 mom ciyyae,
eciu MPO ne guvisignaemces, a onyxonegvle Kiemku sKcnpeccupyom opyaue, menee cneyuguunvle
MUuenouonvle Mapkepwl, u uckuoyeHr aumpoonacmuuiil éapuanm OJI.

Meowcoy moppoyumoxumuuecxoii kraccuguxayueti GpaHIry3cKo-aMePUKAHCKO-OpHUTAHCKOM
(FAB) u UDT-npusnaxamu nem uemxou Koppensyuu. Borbuuncmeo muerououvix Mapkepos
Mo2ym OblMb KAK NOLOANCUMENbHBIMU, MAK U OMpUyamenbHulMu npu pasuvix eapuarmax OMJI no
FAB-xraccugurayuu, 3a ucknovenuem cneyugpuueckux anmueenos CD41a u CD61, xkomopovie
XapakmepHvl MoabKO OISl Me2akapuoyumapHou/mpomboyumapnoil aunuu. Jasice enukogpopun A
(CD235a), maprep spumpoudHoil iuHuu, Moxcem Obimb OMPULAMETbHLIM NPU IPUMPOOLACIHOM
Jetiko3ze, eciu Onyxojegvle KiemKu Npoucxoosm u3 6onee panHux npeouleCmeeHHuKos. Takum
oopaszom, no oannvim UDT-uccredosanus nenvss onpedensimoe FAB-eapuanm OMII.

Brnacmuvle knemxu cuumaromest ROL0ACUMENbHLIMU NO IKCNPECCUl MEMOPAHHO20 AHMUSEHA,
eciu on onpeodensiemcs Ha 20 % Onacmuvix kiemok u Ooiee (nopocosoe 3Hauenue). s
yumonaasmamudeckux mapxepog (maxkux rkax yumonaasmamuueckuti CD3, MPO, auzoyum,
s0epras TAT u op.) ucnonwvsyrom 6onee nuskuii nopoe — 10 %.

B cnyuae mnesozmooicHocmu  nonyuenus acnupama KOCMHO20 MO32d  GbINOJHAENICS
UMMYHOSUCMOXUMUYECKOE UCCLe008aAHUe MPENnAHOOUONMAma KOCMHO20 MO32d.

HmmyHnonoeuueckue mapkepol, XapakmepHvie Ol  PA3HbIX  MOPOOYUMOXUMULECKUX
sapuanmos OMJI, npeocmasnenvt 6 Illpunoscenuu A3.4. UDT-uccnedosanue 6blnousawm c
ROMOWBIO MYIbMUNAPAMEMPULECKOU NPOMOYHOU Yumo@ayopumempuu (00b14HO KAK MUHUMYM
3- ww 4-yeemmou). B cayuae ananuza  MpenamoOUONMAama  GbINOJHAEMC €20
umMMyHocucmoxumudeckoe uccredosavue. Ocobenno HDT-uccredosanue HeobXo0umo 0
ycmanosnenuss  ouacnosa  OMJI ¢ munumanvHoti — oughghepeHyuposkol,  0cmpoco
Mmezakapuoyumapuozo netikoza u OJI ¢ Heonpedenennou oughgpepenyuposrou. OJI uesacHot
JIUHEUHOCMU AGIAIOMCA PeOKUMU MUNAMU JeUK0308 U GKIIOYAIOM CIVYAU, KOMOpble He UMerom
NPUHAKO8 NPUHAONIEHCHOCMU K KAKOU-TUOO0 KIeMOYHOU TUHUU (OCmpblil HeOUuppepeHyuposanHulil
JIetiKo3) unu maxkue caydau, O1acmHuvle KiemKu KOMOPbIX IKCHpeccupylom mapkepvl Oojee yem
00HOU MuHUU Oughepenyuposku. B knaccuguxayuu Egponetickou epynnvl no UMMyHON02UYECKOMY
onucanuro netixo3z06 (EGIL) OJIC® nodpazoensirom na ocmpoiil bugenomunuueckuil 1ekos, ko2oa
00HA onyxo.nesas NONYIAYUS. IKCAPECCUpyem AHmueeHbl HeCKOIbKUX TUHULL OUppepeHyuposku, u

OCMPblll OUTUHELIHBILL JIetIK03, NPU KOMOPOM Cyuwecmsyiom 2 u 6onee nOnyiayuu O1ACMHbIX KIemoK
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pasHoti nunetunocmu. B xknaccugpuxayuu BO3 smu eapuanmor o06wvedunenvt ¢ OJICD. [[nsa
docmogeprou ouaenocmukuy OJICD 6 wxnaccugurxayuu BO3 npedycmompenvt credyiouue

Kpumepuu, onucantule 8 Ilpunooscenuu A3.5.

e PexomeHnayercss BceM mMamueHTaMm Mnpu nepBuuHOM nuarHoctuke OJI, a Takxke npu
oOcieJoBaHUM 10 TIOBOJy JAMArHocTUpoBaHHOro penuauBa OMJl  BBIIOJHUTH
[IUTOTEHETHYECKOE HCCIIeIOBaHNEe (KapUOTHUII) acmupara KOCTHOTO MO3ra B IIENISX
BBISIBJICHHUSI aHOMAJIMU KapUOTHIA U CTpaTU(PUKALMY TAIMCHTOB MO TPYIaM pUCKa, a
TaKKe IS OMpEETICHUs] TaKTUKHU JICUCHUS W BBIABJICHHS MapKepa Il MOHMTOPHHTA
JUHAMHUKH OITyXO0JIEBOrO KiIoHa Ha (oHe Tepanuwu [1,2,4,7,8].

YpoBeHnb yOenuTeabHOCTH pekoMenganmuii — C (YypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KomMmenTapmii:  cmaundapmmuoe  yumocenemuyeckoe — UCCIEO08AHUE — SBIAEMCA
HeobX00UMbIM KOMNOHEHMOM OUASHOCMUYECKUX npoyedyp y nayuenma c nooosperuem wa OJI.
XpomocomHvle aHOMAanuu BvIAGNIAIMCA NPUMEPHO V noaosunbl nayuenmos ¢ OMJIL Cemsw
Mpanciokayull u uneepcutl (u ux eapuarnmst) omuocames BO3 ¢ kamezopuro « OMJI ¢ ycmotiuugo
BBIABIACMbIMU ~ XPOMOCOMHBIMU — aHOMATUAMWY. bonee moeo, obOHapydiceHue HeKOmopvix
eenemuueckux anomanuti npu naauyuu 20 % Oracmuvix Kiemok u Oonee 8 KOCMHOM MO32€
a615emcsi 00CMamodHbimM 0Jisl yecmaHnosaenus ouaznoza « OMJI ¢ npusnakamu MuenrooOucniazuuy.
s onpedenenus xapuomuna 00cmosepuviM cuumaemcs ucciedosanue kax munumym 20
Memagaz. AHomanuu Kapuomuna Mo2ym YCMAHAGIUBAMbCA U HA OCHOBAHUU UCCIe008aAHUS
K1emox nepughepuueckoll Kpoeu. MoHUmMopuHe GvlA6IeHHbIX NpU NEPBUYHOM UCCIe008AHUU
AHOMANUU KAPUOMUNA NO380J5em OYEHUMb HNOJHOMY O00CMUSHYmMo20 3¢gexma mepanuu.
OnpedeneHue mex Uiy UHbIX YUMOEHEMU4eCKUX AHOMARUU yice Ha Momenm ouaenocmuxu OMJI
Modicem onpedenums mepanesmuyecKylo maxkmuky Ol KOHKPemHO020 nayueHmad, Hanpumep
8blsdGNeHUe  KOMNJIEKCHbIX — USMEHEeHUll  KApuomuna ulu  MOHOCOMHO20 — Kapuomuna
ceuoemenvbcmeyem O  HeoOXOOUMOCMU — NPUMEHEHUs  OMAUYHO20 Om  CMAHOAPMHO20
YUmocmamu4eckoeo 8030eUcmeus U 0083ameNbH020 00CYHCOCHUSI BONPOCA O BOZMONCHOCMU
npeodenvro pannezo exknouenuss aino-11'CK 6 npoepammy newenus OMJI, eniome 00 nposederus

anno-TI'CK 6 annaszuu nocne 1-20 unoykyuonnozo Kypca.

o Pexomenayercss BceM nanueHTaM npH nepBudyHOW auarHoctuke OJI, a Takxke npum
o0cieJoBaHUM TI0 TIOBOJY JMAarHOCTHUpOBaHHOrO peruauBa OMJII, BBITIOJHUTH
MOJIEKYJISIpHO-TEHETHYeCKre wucchnenoBanus wytamuii B reHe RUNXI-RUNXI1T1
meroaoM TP, myranuit B rene CBFB-MYH11 metonom ITHP u mytanmii B rene FLT3-

TKI MeTomomM CEKBEeHMpOBaHMS B acmUpare KOCTHOTO Mo3ra sl CTpaThu(UKauu
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NAIMEHTOB MO TPYIIaM pUCKA U ONpeAeNieHUs TAaKTUKU JICUEHUS, a TakKe B IeJsiX

BBISIBJICHHSI MapKepa /I MOHUTOPHHTA JMHAMUKH OITyXO0JICBOTO KJIOHA Ha (DOHE Tepanuu

[1,7,8].

YpoBenb yOeauTeabHOCTH pexoMenaanmuid — C (ypoBeHb J0OCTOBEPHOCTH
J10Ka3aTeJIbCTB — 5)

KommenTapwuii: Monexynsapno-eenemuyeckue uccieoosanuss mymayuii 6 eenax NPMI,
CEBPA memooom cexsenuposanusi, CEBPA u FLT3-TKI sensiomes sceramenvrvim, nockonvky
cospemennvie Nno0xoosvl Kk aedenuro OMJI npeononacarom uanuuue un@opmayuu 00 >Mux
MYmMayusx, maxk Kax 3mo Modcem 61usams Ha onpeodenenue mepanesmudeckot makmuku. OMJI ¢
mymayusimu 6 2enax NPM1 wiu CEBPA onpedenenvt BO3 kak ycrosnvie kameeopuu. dxcnpeccust
eenos ERG, MN1, EVI1, BAALC, mymayuu cenoe WT1, RUNX1, MLL, KITRAS, TP53, TET2,
IDHIu onpedenenue MOB uccnedyiomces 8 pamkax KIUHU4eCKUX ucciedoganuti. Monexynsapmoiii
CKPUHUHZ HA YVKA3aHHble MApKepbl CAMOCMOSMENbHO20 3HAYeHUs He uMeem, HO Kak
BCNOMO2AMENbHBIN  Memoo0 Modcem OblMb  UCNONL306AH NPU  OMCYMCMBUU  Pe3VIbMamos
CMAHOApPMHO20  YUMO2EHEeMU4ecKko20  uccieoosanus. B coepemennoii  monexynapHou
ouacnocmuxe OMJI wupoko npumensemcs u Memoo CEeK8EHUPOBAHUS HOB020 NOKOJIeHUs,
CO30aHbl Maxk Hasvigaemvle OUACHOCMUYECKUe NAHeNU U3 HeCKONbKUX O0ecsimKO8 2eHO8,
sosneuennvix 6 namoeernez OMJI, komopule nossonsaiom wemko omuecmu uccieoyemviti OMJI k

MO UIU UHOU KAMe20PpUU PUCKa.

o PexoMenayercsi BceM MalMeHTaM TIpu nepBuYHON nuarHoctuke OMIJI, a Taxxke mpu
oOcieloBaHUM 1O TOBOAY JHWAarHOCTUpoBaHHOro pernuauBa OMIL, KOTOpsIM HeE
BBINTOJIHEHO CTaHJAPTHOE IIUTOTEHETHYECKOe MCCIeIoBaHne (Majo Marepuaia, He ObLIO
MOJY4YE€HO MHTO30B WM ToiydyeHO MeHee 20 MHTO30B) WM y KOTOPBIX TOJydYeH
HOPMAJIbHBIA KApUOTHUII, HO TPHU ITOM BBIABISIOTCS SIPKUE KIMHUKO-TAbOpaTOpHbBIE
CUMITOMBI, XapaKTepHbIe IJIs OompenesneHHbIX BapuantoB OMJI, mpoBecTu maromnoro-
AHATOMHYECKOE HWCCIIEeIOBaHNE OMOICHITHOTO (OMEpallMOHHOT0) Marepuaia TKaHeH
KOCTHOT'O MO3Tra ¢ MpUMeHeHneM MeTojia (hiyopecuieHTHON rubpuauzanuu in situ (FISH)
Ha OJIHY Mapy XpOMOCOM MJisi JETEKIIUU peapaH:KUPOBOK I'€HOB B acluUpaTe KOCTHOTO
MO3ra B LIETISAX BBISABICHUS MapKepa JUIsi MOHUTOPUHTA TUHAMUKU OIMYXOJIEBOTO KJIOHA Ha
¢one tepanuu [1,7,8].

YpoBenb yoOeauteibHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuii: npu OMJI  uccredyromes RUNX1-RUNX1T1, CBFB-MYH11,
PML/RARA, MLL u EVI1 wau nomeps xpomocom 5q u 7. FISH 3auacmywo neobxooum onsn
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uoenmugpuxayuu causnutt MLL npu mpancioxayusx peeuona 11023. Bozmooicno makxowce

nposedenue FISH na mopgonocuueckux u cucmonocuveckux npenapamax Kocmuoeo mosea.

e PexoMenayercsi BceM TMalMeHTaM, y KOTOPBIX uMeeTcss HHoOpMamus O HATUYHH
MOJIEKYJISIPHOTO MapKepa WM U3BECTeH abeppaHTHBIN UMMYHO(GEHOTHUII (BBISBICHHBIE HA
MomeHT auarHoctukn OMIJI), UDT-uccnenoBanue OHOJOTHYECKOrO Marepuaia s
BbIsBICHUS MapkepoB MOB mnpu remobiacto3ax (Ansi TPYIIBI MPOMEKYTOYHOTO
MIPOTHO3a) WM MOJEKYJISIpHO-TeHeThuueckoe wuccienoBanue MObB mnpu neiiko3ax mnpu
MOMOIIHM MAIUEHT-CIIeUn(PUYHBIX MpaiiMepoB (AJi1 TPYIIBI GJIAroNpUSATHOTO MPOrHO3a)
JUISL KOHTPOJS 3a JIGYCHHEM W OINpeAeNeHUS TAKTHUKUM MOCTUHAYKIMOHHOW Tepanuu
[1,2,7,8,32].

YpoBeHnb y0enuTedbHOCTH pexkoMenganmuii — C (YypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

KommenTapuii: 011 noomeepowcoenus notHomsl 00CmMUSHymoz20 omeema Ha mepanuro u
€20 coxpaHeHue, 8 COOMBEMCMEUU C COBPEMEHHLIMU MENCOYHAPOOHBIMU DEKOMEHOAUUAMU,
HeoOX00UMO 8bINONHAML 6 KOHmMpOJbHble moyku oyenky MODB memodom npomounoii
yumodgnyopomempuu  (abeppanmmusiii.  UMMyHOpenomun), a Ol 2pynnvl OIA2ONPUAIMHOSO
NPO2HO3a — MOAbKO MOneKyIspHoe uccreoosanue MOB memooom I[P (konuuecmeennas oyenka
akenpeccuu eenoe RUNX1-RUNX1T1, CBFB-MYH1, NPM1) [32,33].

Ilo pesynemamam ucciredoanuii, npogoouUMbvlx poccuiickot epynnoti no mepanuu OJI, npu
oocmudicenuu MOB-necamuernoti pemuccuu nocie 1-20 kypca mepanuu y nayuenmos uz epynnoi
NPOMEINCYMOYHO20 NPOSHO3A NPU BbINOJHEHUU OdlbHelue20 muamenbhoco monumopurea MOb
B03MOJCHO paccmompenue eonpoca o npoooaxcenuu XT 6e3 nposedenus anno-TICK. YV
nayueHmos u3 epynnvl O1a20NPUAMHO20 NPOHO3A OUHAMUKA XUMEPHO20 MPAHCKPUNMA MAKHCEe

onpedensiem yenecoobpazHocms evinonnenus nayuenmam aino-TI'CK [34].

o PexoMenayercsi BCeM TMalMEHTaM BBIIOJHUTh CIHMHHOMO3IOBYHO MYHKIHMIO C
CEpOJIOTHYECKUM HCCIIEJOBAHUEM JIMKBOpA B LEIAX JUArHOCTHKU HEWPOJIEUKEMUU H
Heiiponpodunakruku [1,2,7,8,35].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeJabCTB — 4)

KommenTapmii: npu OMJI 6 yenom 6o06neueHue yeHmpaibHOU HEPEHOU CUCHEMbL
eécmpeuaemcsi menee dem y 5 % nayuenmos, npu psaoe eapuanmoe OMJII, ocobenno c
MOHOYUMAPHOU OUphepeHyuposKol, 6epoAMHOCIL 808I1EUEHUSl 8 NPOYECC 0O0NOUEK 20JI06HO20

M032a eblule.
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Kenamenbrho nooodepxcusams 4UCio MpomMOOYUMos neped 6blNOJHEHUEM TIOMOAIbHOU
nynxyuu 30 x 10%/ u evuue. Eciu yposens mpomboyumos ne yoaemes nogvicums 0o 30 x 10%/ u
svlule, npu OMCYMCMeUU KIUHUYECKUX NPUSHAKOS NOPAICEHUS. YeHMPATbHOU HEPEHOU CUCMeMbl
OM NYHKYUU MOIACHO 8030€PAHCAMBCA 00 NOBbIUUEHUSL MPOMOOyumos 6 cemozpamme gviuie 30 x
10%a.

Ecnu y nayuenma onpedensiemcs netikoyumos eviue 100 x 10%x, nepeyio mombanvmyio
RYHKYUIO cledyem omuodcumy 00 pedyKyuu yucia tetikoyumos menee 30-40 x 10%/.

Heiiponetixemuio ouazcnocmupyiom npu 0OHAPYI’CEHUU 8 CNUHHOMO32080U HCUOKOCHIU,
HONYYEeHHOU NpUu Nepeoll OUASHOCMUYECKOU JTIOMOAIbHOU NYHKYuU, 1100020 Koauvecmed

Oacmubix Kiemok npu 1ooom yumose uu yumosa 1513 u 6onee (m.e. 6onee 5 knemox ¢ 1 mxn).

o Pexomenayercss Bcem naunuveHTtam BbiaenaTh nepBuuHyro JIHK wmnum PHK u3 kierok
KOCTHOT'O MO3Ta U COXpaHsATh €¢ B OMoOaHKe MO0 HaIpaBIATh MaTepuall Ha XpaHEHHUE B
naboparopun denepanbHbIX LUEHTPOB Ul BO3MOXKHOCTU IOCJIEIYIOIIETO BBITOJIHEHUS
MOJIEKYJISIPHBIX HcclenoBanuii [1,2,7].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuii: coxpanenue nepsuuno2o 6uoio2uiecko20 Mamepuana oCcyuecmensemcs
6 sude /[HK u/unu PHK, 8b10en1eHHbIX U3 KOCHHOMO3208bIX KIeMOK UNU 3AMOPOHNCEHHBIX KIEeMOK.
Mamepuan modcem 6 nociedyrouem HNOHAOOOUMbCA Ol  NPOBEOEHUSI  MONEKVIAPHLIX
uccne0osanul, NO3BOAIOWUX ONPeOelums 2PYNnbl PUCKd, d MAKICe 8 PAMKAX KIUHUYECKUX

uccaedo8anull.

2.4. HNHCTpYMEHTAJIbHBIE TMATHOCTHYECKHE MCCIETIOBAHMS

e Pexomenayercst Bcem nanuentam ¢ OMJI no Hauana cnenuduueckoi Tepanuu U B X0z
JedyeHuss ¢ 4yacToTod oT 1 pa3za B Hemento JI0 €XKEMECSYHOro (C yuyeToM Haluyus
COITyTCTBYIOIIIEH MATOJOTUU U KIIMHUYECKOW CUTYalluH), a TaKXKe MPU HE0OXOAUMOCTHU B
a1000i1 MOMEHT B TEYEHHE BCEro IMepHoja JEYeHHMsS pEerucTpanus, pacmudpoBka,
ONMCAaHNE U UHTEPIIPEeTalns dIeKTPOKapAuorpaduIecKuX JaHHBIX JJIs1 BBISIBICHUS U/ WU
MOHHUTOPHUHTA HAPYIICHUH MPOBOMMOCTH UMITYJIbCOB B cepaeuHoi muiiie [1,7,36].
YpoBenb yoOeautenbHocTH pexkomenaanuii — C  (YypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

o PeKOMeHI[yeTCSI BCEM IMaM€HTaM, KOTOPBIC MOTCHIMUAJIBHO MOT'YT paCCMaTprUBAaTHCA KaK

kauauaatel Ha BeimodHeHue amo-TI'CK, mocne pgoctmwxkenust 1-it pemuccun OMJI, a
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Takke ux cubnuHram ompenencHue HLA-aHTUTEHOB B LENAX MOMCKA MOTEHIIMATBHOTO
I[OHOpa C KOHCYHBTaHHeﬁ B TpaHCHJIaHTaL[I/IOHHOM I.[CHTpe JUIA OHpCI[eJICHI/ISI
11eJ1IeCO00Pa3HOCTH U BO3MOXKHOCTH BbinoIHeHus ayuto-TI'CK [1,2,7,8].

YpoBenb yOeauTeabHOCTH pexoMenaanuid — C (ypoBeHb JOCTOBEPHOCTH

J0Ka3aTeJbCTB — 5).

e Pexomennyercs Bcem namuerntam ¢ OMJI o Havana crienquguUecKoil Teparnuu 1 B
XOJI€ JICUCHUS C YaCTOTOM OT 1 pa3a B HEACIIO 10 €KEMECIUYHOTO (C YU4ETOM HATUIHS
COITYTCTBYIOIIIEH IMATOJIOTHH ¥ KIIMHUYECKON CUTYAaIlNH), & TAK)KE MTPU HEOOXOTUMOCTH
B JII000M MOMEHT B TEUEHHE BCETO MEPHO/Ia JICUCHHS BBIMIOJHEHUE dX0KapaArorpadun
JUTSL OLICHKH (DYHKITHOHAIBHOTO COCTOSHUSI CepACYHOM MbItbl [1,36].

YpoBeHb y0enuTejJbHOCTH pexkomeHaamuii — C (ypoBeHb [J0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

o Pexomenayercs: Bcem nanentam ¢ OMJI no Hauana cnenuduueckoi Teparnuu U B X0
nedeHus ¢ yactotoit ot 1 pasza B 2-3 negenu 10 1 paza B 2—-3 mecsna (¢ y4eToM HaIU4us
COIYTCTBYIOIIEH MATOJIOTMH M KIMHUYECKON CUTYyalluH), a TaKKe MPU HE0OXOTUMOCTH B
a000i1 MOMEHT B TEYEHHE BCEro IEpHOAa JICYCHHS BBIOJHEHHE KOMITBIOTEPHOMN
tomorpaduu (KT) rosoBHoro Mo3ra 6e3 KOHTpAcTa JJIsl BBISIBICHUS W/WJIM MOHUTOPHHTA
W3MEHCHUII B CTPYKTypax rojioBHoro mosra [1,2,8,37-39].

YpoBenb yOenurTeabHOCTH pekomengamuii — C  (ypoBeHb [J0OCTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

e Pexomenayercs Bcem nanuentam ¢ OMJI no Hauana cnenuduueckoi Tepanuu U B X0z
aeyeHus ¢ yactotoil ot 1 paza B 2-3 Heznenu 110 1 pa3za B 2—-3 mecsna (C y4eToM HaIH4uus
COITYTCTBYIOIIIEH MATOJOTUU U KIIMHUYECKOW CUTYalluH), a TaKKe MpU HE0OXO0AUMOCTHU B
0001 MOMEHT B TEUEHHE BCETo MEpHOo/ia JIEUEHUs BBIIIOJHEHUE PeHTreHorpadguu u/mim
KT opranoB rpyHOW KJIETKH JJIsl BBISBJICHUS W3MEHEHHUH JIETOYHOM TKAHW M OpPraHOB
cpenocrenus [1,2,7,8,17,37-39].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

o Pexomenayercst Bcem nanmentam ¢ OMJI Ha m060M 3Tane BelIeHHs ¢ TOJI03PEHUEM Ha
HAJIMYUE JKCTpaMeAyJUIIpHBIX o4yaroB BbimoiHeHwe KT u/munum mMarHUTHO-pe30HAHCHOMN

TOMOl“pa(I)I/II/I C KOHTPACTUPOBAHHUEM, BOBJICUCHHBIX B OHYXOHCBLIﬁ nmponecc peruoHoOB JIA
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YTOYHEHHUST PACHPOCTPAHEHHOCTH 3a00J€BaHUS WM JIUATHOCTHKH DKCTPaMENYJLISPHOIO
peunauBa [1,2,8,37-39].

YpoBenb yOeauteabHocTH pexkomenaanuii — C  (YypoBeHb J10CTOBEPHOCTH

10Ka3aTeJbCTB — 5)

Pexomenayercsi BceM manueHTam ¢ OMJI 1o Hayana cnenuduueckoi Teparuu U B XOJ1¢€
aeyeHus ¢ yactotoit ot 1 paza B 2—-3 nenenu 10 1 pasza B 2—-3 mecsna (C y4eToM HaTHIUSL
COIYTCTBYIOIIIEH MATOJIOTMH ¥ KIIMHUYECKON CHUTYalllH), & TAK)KE MPU HEOOXOTUMOCTH B
T1000i MOMEHT B TEUEHHE BCETO MIEPHO/Ia JISUCHUS JIJIs ONIPECIICHHS 00beMa OIyX0JICBOM
MaccChl, JMAarHOCTUKM M MOHHMTOPHHIA COITyTCTBYIOIIEH IAaTOJIOTHH BBIMIOJHEHUE
yJbTpa3BykoBoro ucciegopanue (Y3M) opraHoB OprOIIHON IMOJIOCTH C ONPEAEIECHUEM
pa3MepoB MEUCHH, CEJIC3CHKH U BHYTPUOPIONIHBIX TUM(ATHICCKUX Y3II0B, a TAKKE OIIEHKA
COCTOSIHUSI OpraHOB OpIOIIHOW MOJIOCTH W BhINONHeHHWE Y3M opraHoB manoro tasza y
JKEHIIMH M TPEICTaTeIbHOM JKese3bl y MyxuuH [1,2,37].

YpoBenb y0eauTeJbHOCTH pexkoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

Pexomenayercsi ~ OepeMEHHBIM  JKEHIIMHAM  BBINOJHATH  MOJHBIAE  00BEM
MHCTPYMEHTAJIBHBIX AUArHOCTUYECKHUX HccienoBanuil mpu OMIJL, kak 1 y He OepeMeHHbIX
(CM. KITMHUYECKUE PYKOBOJICTBA IO BEJICHUIO OepeMeHHbIX manueHTok) [1,40].

YpoBenb yo0eauTeqbHOCTH pekoMeHaaumii — C (YpoBeHb JIOCTOBEPHOCTH

I0KA3aTeJbCTB — 5)

Kommenrapmii: B ouaecnocmuueckux yensax npu OepeMeHHOCMU Yenecooopasto

NpUMEHEeHUe MACHUMHO-PE3OHAHCHbBIX Memooos MCCJZG()OGCZHI/U{, a makokce Y3H, 6 mom yucuie

ne2oynoll mkanu. Heowcenamenvno evinonnernue cmaH()apmezx PEHRMCERONI0CUUECKUX Memooos

obcredosanus npu 6€p€M€HHOCmM 6 C6A3U C B03MOINCHOCMbIO OmMpuUuyamelbHo2co 6030elicmeust

penmeenosckux ayuetl na nioo [41].

Pexomenayercss OepeMeHHBIM JKEHIIMHaM B XoAe XT peryispHO BBIIOJIHATh
YJIBTPa3BYKOBOE UCCIIEOBAaHNE MAaTKHU U IJI0Ja U (PeTalIbHYI0 KapAUOTOKOrpaduio mioaa
[1,40].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)

2.5 Unble JAMATHOCTHYECCKHUE MCCIICAOBAHUSA
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e Pexomenayercs JKEHIIMHAM pPENPOLYKTHBHOTO BO3pacTa BBIINOJIHEHHWE TecTa Ha
OEepeMEHHOCTh B LENIAX BBISBICHUS BO3MOXKHOW OEPEeMEHHOCTH M NMPHUHATUS PEUICHUS O
HEOOXOAMMOCTH MOTU(PHUKAIINK JUArHOCTUYECKOTO ainropurMma u tTepanuu [1,7,40].
YpoBenb yOeauTeabHOCTH pexoMenaanuid — C (ypoBeHb JOCTOBEPHOCTH

J10Ka3aTeJIbCTB — 5)

o PexoMeHAYIOTCH IIpY HAIMYUU IIOKA3aHUM U ONPEIECIICHUH COIIyTCTBYIOLIEH I1aTOJIOTUU
KOHCYJbTAIllMM Bpada-HEBpOJIOra, Bpauda-HEBpOJOra, Bpada-oTajbMojiora, Bpaua-
OTOPHHOJIAPUHOJIOTA U JPYTUX Bpadyel-CIELIUAIUCTOB, BCEM JKEHIIIMHAM — KOHCYJIbTaLUs
Bpaua-aKyliepa-ruaexosora [1].

YpoBenb yOenureabHocTH pexkomenaanuii — C (ypoBeHb /10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)
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3. JleueHue, BKJIOYAsI MeIUKAMEHTO3HYI0 U HeMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300,1UBaHNe, MeAMIUHCKUE OKA3AHUS U

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METO0B JICHCHUS

IIpu evibope makxmuku u npogedeHuU mepanuu ciedyem y4yumoleams, 4mo y nayueHma
Mo2ym Oblmb HecmaHOapmHuble NposeieHus: 60e3HU, A MAKHce CoYemanie KOHKpemHou 6one3nu
¢ Opyeumu namoniocusiMu, Ymo Modxicem OUKMOB8AmMyb ieuauemy epady U3MeHeHUs 6 aicopumme
8b100pa ONMUMANLHOU MAKMUKU OUASHOCTUKU U TeYEHUS.

Apexmusnocms XT OMJII 3asucum om 2 Kiouesvix (Paxmopos — chneyupuuHocmu
YUMOCMAMUYecKo20 8030€lCmsus U ao0eKk8amHoCmu CONnposooumenbHo2o nevenus. Koneuno,
buonocuneckue 0COOEHHOCMU JEUKeMUYeCK020 KIOHA — YUMO2eHemuyecKue aHoMAanul,
MONEKYSIPHbIE  MApKepbl,  KUHemuueckue  CGOUCMBA  ONYXOlesblX  KIemoK, — ux
XUMUOYYBCNBUMENbHOCTb — ONpeOensiom 6 pamkax cospemennoli XT npoeHo3 3a601e8aHus, HO
MOLKO NpU  YCI08UU COONOOeHUsI OCHOBHO20 npunyuna nedenus OMJII — maxcumym
agpgpexmuenocmu (3a cuem cneyugpuuHocmu U aA0EKBAMHOCMU B030€lCMEUs) NPU MUHUMYME
MOKCUYHOCIU (3a CHem epamomHuol COnposooumenbHol mepanuu). /loneocpounvie pe3yibmamsl
nevenus OMJI e3pocivix 6 meuenue nocneonux 20 nem, HecMOmps HA COBEPUIEHCMBOBAHUE
mepanuu  GbIXANCUBAHUSL U UCNONBL30BAHUA PAOAd HOBbIX NPEnapamos, NPUHYUNUATLHO He
usmeHunucy. B cpeonem S-nemuss obwas svisrcusaemocms nayuenmos 6 ospacme 0o 60 nem, no
OaHHbIM DONBUIUX KOONEPAMUBHBIX Uccliedogamenbckux epynn, cocmasisiem 35-50 %, sapvupys
om 10 0o 90 %, 6 3asucumocmu om MmonexyIApHO-2eHemULecKkux ocobenHocmetl netikemuu. /lons
JIeMANbHBIX UCX0O008, CBAZAHHBIX C IeYeHueM, y 3mux nayuenmos cocmasnsem 1—18 %. B neuenuu
HONCUTLIX NAYUEHMO8 00J20CPOYHbIE Pe3YIbMmamyvl He Hnpemepnenu NpaKmudecku HUKAKUX
UBMeHeHull 6 meveHue 3 NOCIeOHUX decsimuiemull, U S-1emusis GbloCUBAEMOCIb He NPesbluldent
10-12 %. Umenno OMIJI ssnsemcs mou ob61ACMbI0 KIUHUYECKOU 2eMamono2uu, 8 KOmopou
APOOONNCAOMC  UHMEHCUBHbIe KAK KIUHUYecKue, mMaxk u J1abopamopHblie UCCiedo8anus,
HANpasieHHvle Ha NOUCK NOJIOHCUMETbHBIX COBUS08 8 YCIMOABUIUXCS 00I20CPOUHBIX PE3YIbMamax
[1,2,7,8].

Mesicoynapoonvie dKcnepmvl  HACMOAMENbHO CO8eMYIOM  KII0YAMb NAYUEHMO8 8
KAUHUYEeCKUe UCCIe008aHUSL U COXPAHAMb Ouonocudeckue oo6pasyvl 01 B03MONCHOCMU UX
CONOCMABNEeHUs. 8 OalbHelueM ¢ NOLYYEHHLIMU Pe3YIbmMamamy mepanuu u YCmMAaHo81eHUs
Koppenayuu 1abopamopHbiX OAHHLIX C UCX000M 3abonesanus. Hcnonvzosanue npunyunog
«00KaA3amenbHOU» MeOUYUHvl 8 MAaKou obnacmu, KaK 2eMamonocus, A6usAemcs HeoOXo0UMbIM,

NOCKOJNIbKY, NOMCANYU, HU 6 KAaKou Opy2ou o001acmu MeOUYUHCKUX 3HAHUL He NpUxooumcs
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NOCMOSIHHO CIMAIKUBAMbCSL C KPUMUYECKUMU CUMYAYUAMU U NPUHAMUEM KPUMUYECKUX PelueHUl
[1,2,7,8].

B 2017 2. 6viiu onybauxosanvt Pexomenoayuu e8ponetickux 9KCnepmos no OuaeHoCmuKe
u neuenuro OMJI [7]. B meuenue oecamxa nem ¢ CILLA paspabamvléaromcs u ROCMOSHHO
0OHOBNIAIOMCS peKoMeHOayuu max Hazvieaemou Hayuonanvrotl oowecmseeHHol npomueopaxkosou
cemu (NCCN) [8]. B nocrneonue 200vt 6vL1 docmucnym 3HauumenbHulil RPOCpecc 6 NOHUMAHUU
MONEKYIAPHO-2eHEMUYEeCKOU U dNuceHemuyeckou ochosvl paszsumusi OMJI, umo no3zeonuno
onpedenums HOBble OUACHOCMUYECKUE U NPOSHOCMUYecKue Mapkepvl 3aboneéanus. B
knaccuguxayuu BO3 (2016) yumenwvr cenemuueckue u monexyasipuvie eapuarnmor OMJI [4].
H30anvr Eeponeiickue pexomenoayuu no onmumanvhou unmeepayuu ainozennot TKM (anno-
TKM) 6 npoepammmyio mepanuio OMJI [42].

Ipu ecex OJI cywecmayem HECKOIbKO OCHOBHBIX IMAN08 Mepanuu — UHOYKYUSL PEMUCCUL,
KoHconuoayus, noodoepocusaiowjas mepanus (cm. Ilpunooscenue A3.2) u npopunakmuxa
Hetiponetikemuu 0ns wekomopwix eapuanmog OJI [1,2]. Ilepuoo nauanvroco neuwenus, yenvro
KOMOPO20 ABNAIOMCA MAKCUMATLHO Oblcmpoe U CYUuecmeenHoe CoKpaujeHue Onyxoaeeol mMaccyl
u docmudicenue 1P, nazvieaemcs nepuooom i H I 'y KpUEUMAN C(a@dtuio 1-2 kypca). Umenrno
8 HMOm nepuoo Ha YoHe NPUMEHeHUs. YUMOCAMUYECKUX CPEOCME KOIUYECBO JIetKeMUeCKUX
KIemMOK 8 KOCMHOM Mo32e ymenvuiaemces npumepro 6 100 pas, m. e. 6 momenm xoncmamayuu I1P
8 KOCMHOM Mo32e Mopghonozuuecku onpedensiemcs menee 5 % onyxonesvix xiemox. Ilocne
CMAaHOapmHoOU UHOVKYUOHHOU mepanuu « 1 + 3» unu mepanuu AHAI0SUMHOU UHMEHCUBHOCMU
oyeHxa omeema 00bIYHO ocyujecmensiemcs Ha 21-28-1i denv nocie mauanra mepanuu 1ub6o Ha
MOMEHmM 80CCMAHOBIIeHUs NOKA3ameell nepugepuieckoil Kposu. Bpems moacem sapvuposams 6
3asucumocmu om npomokonos. Ecmu IIP nocie 2 kypcoé uHOyKyuu He OocmuecHymd,
KOHCMAmMupyemcs. NepeudHasi pPe3ucmeHmHoCmb, U NAYUEeHMAM HpoGOOsm MepPanu no
npocpammam nevenus pegppakmeprnvix gopm aetikemuu. Cpaszy sce HeoOX00UMO NOOUEPKHYMb,
umo nedocmudicenue I[P nocne 1-eo unoykyuonnozo Kypca aensemcsi 00Cmo8epHbiM haKmopom
n10X020 00120cpouH020 npocroza OMIJI, nosmomy yace cpazy nocie 1-eo kypca (npu ycroguu
adekgeamHocmu 003 U OIUMENbHOCMU YUMOCTNAMUYECKO20 8030elicmeust) Nayuenmsl OO0HCHbI
PAccMampusamvcsi 68 Kavecmee NOMEHYUANbHbIX KaHOUOamog O evinonneHus anno-TKM
[1,2,42].

Bmopwvinv smanom mepanuu OJI sensemcs K O H C O N W Pe@ubciu A (3akpeniieHue
00CMUSHYMO20 NPOMUBOONYXO0N1e8020 dhghekma). B Hacmoswee epemsa 6 6o1buuHcmee ciydaes
KOHcouoayus — Hauboee azpeccushblil U 8blcok0003Hbul sman npu aevenuu OJ1. 3adayeii 25mozo
nepuooa s8IAemcs no B03MONCHOCHMU ewe Doblee YMEeHbUeHUe YUCIA OCMAIWUXCs Nocie

uHoyKyuu netikemuyeckux kiemox. Ilocie konconuoayuu (obviuno 1-2 xypca) credyem nepuoo
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nNpPpoTUBOPELUWE MBDHIQIE@® XN B @ © We.HIgA pasuvix eapuanmax OJI
ONUMENbHOCMb, UHMEHCUBHOCTb U COCMAB NO00EPICUBAIOUeli Mepanuu pa3iuitsl, HO NPUHYUN
ee oounakog onsa ecex 6uooe OJI — npoodomdicenue yYUMOCMaAMU4ECKo20 Ul Ma2emHo20
6030€UCEUsL HA B03MONCHO OCMAIOWULCS ONYX0J1e6blU KIIOH.

Ilpunyunuanonoim ~ smanom  npu  jJedeHuu  Hekomopwvlx  eapuanmos — OMJI

(npomuenoyumapnvix ¢ neiixoyumosom >10 x 10%1, muenomono- u monobnacmmuvix, OMJI ¢

sxcmpamedynaprsimu nopasicenuamu, OMJI ¢ unuyuansuvim retikoyumosom 30 x 10%1 u 6onee)
saensemces N P O (OU N a Kill, Wpw Beobxooumocmu, 1 € 4 € W & 1@ P 0 N e Mxn@n\vman
pacnpeoensiemcs Ha 8ce NepuoObl NPOSPAMMHO20 JeYeHUs — UHOVKYUIO PEeMUCCUU, KOHCOTUOAYUIO
u noodepaicusaiowee neverue. QObIuHO NPOPUIAKMUKY HeupoaetKemMuu (OCHO8HOU nepuood — 5
UHMPAMEKAIbHBIX 86€0€HUll) NPOBOOSIM 3a NEPUOO NePabIX 3 KYPCO8 JleueHUs, a 3ameM 8 medeHue
1 200a noodepoicusarowe2o neuenus vinoaHaOmcs nyHkyuu ¢ wacmomoti 1 pasz 6 3 mecaya.
Huacnocmuueckyio NyHKYuio u npoQuiakmuxy HeupoetkeMul peKkoMeHOYemcs HauuHams npu
mpomboyumax >30-40 x 10%x, npu xynuposanuu xoazyrayuonnvix Hapywenui. IIpogurakmuxa
HetiponietikemMuu 00a3amenbHa ONsl 8CeX NAYUEHMO8 C IKCMPAMEOVILIAPHLIMU NOPAANCEHUAMU
(Kodica, MblUYbl, AULHUKU, KOCMU U OP.).

Jnsi mnoeux nayuenmos ¢ OMJI katouesvim smanom nevenus seisemes a N Ald C Kloo
omum mepmurom obvedunena TI'CK xocmnozo mosea, nepugepuueckou Kposu, nyno8uHHOLL
(niayenmapuou) Kpogu. dmom sman obradaem Hauboaee B8blCOKOU IPGexmusHocmovio npu
svinoanenuu 6 nepuoo 1-ii (pesce 2-i) IIP OMJI. Pesynomamui anno-TI'CK ene IIP kpaiine
Heyodogremseopumenvhsl. 1 pynna poccutickux skcnepmog noaazaiom, yumo anno-TI'CK noxazana
ecem nayuenmam ¢ OMJI ¢ 1-ui IIP ¢ 6o3pacme monoxce 60 nem, xomopvim He GblNOIHEHb
MOJIEKYNIAPHO-2eHemu4ecKue Uccie008anusl, ecmecmeeHto, ¢ y4emom MpaHCHIaHMAYUOHHBIX
puckos u komopbuornocmeti. Ecnu yumoecenemuyeckue u MONEKYIAPHblE UCCAEO08aHUL ObLIU
8bINOAHEHbL, nokasanus K euinoanenuio amno-TI CK 6 1-1i ITP OMJI paccmampuseaiomes 6 pamkax
meancoynapoonvix kpumepues (cm. Ipunoocenue A3.3). IIpeocmasnennasn ¢ Ipunoscenuu 4
uHgopmayus Moxcem CIyHCumes pyKogoocmeom 6 npunamuu peuwerus o evinoanenuu TI'CK y
nayueuma ¢ OMJI 6 l-u [IP. Ecau puck pazeumus peyuousa npesviuiaem ua XT
unmezpupogantule pucku nocie anno-TI CK, pewenue npunumaemcs ¢ nonvzy TI'CK [42].

Ipunyunet nevenus OMJI u npomoxonsi onpedensaiomcs 603pacmom nayuenma.

3.1. JleyeHre NAMEHTOB € OCTPLIM MHUEJOMIHBLIM JIeiik030M B Bo3pacte 18—60 Jer

o Pexomennyercs nHIyKIMOHHYIO Tepanuio OMJI HaunHaTh cpa3y Hocie TOoro, Kak OyayT

3aBCPUICHBI BCC NJUAIHOCTUYCCKUC MCPONPUATHA. I[OHYCTI/IMO OTJ0XHUTh Hadano XT mo
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MOJIYYCHHsT PE3yJIbTAaTOB BCEX JIA0OPAaTOPHBIX HCCICIOBAaHUN, YTO TO3BOJHT Oolee

JETAIbHO XapaKTepH30BaTh 3a00JEBAHUE U ONMPEACTUTh NMPABIWIBLHYIO TAKTUKY TEparviu

[43,44].

YpoBeHb yOeauTeJBLHOCTH pekoMeHaanmuii — B (ypoBeHb Jg0cTOBEpPHOCTH
J10Ka3aTeJbCTB — 3)

Kommenrapmii: omcpouxa nauana mepanuu na kopomkuit nepuood (5—7 oueit) om nauwana
OUAcHOCMUKYU 3a001e6aHusi He 6ausem HA dPGekmusnocms mepanuu, NOKA3amenu paHHeu

JIEMANbHOCMU, a Makice omodaieHHvle pe3yrbmamsl mepanuu OMJI.

e He pexomenayerca mnamueHntram ¢ OMJl HaunMHaTP HEMEIJIEHHO THIPOBEACHUE
ATOCTATUYECKOM Teparuu, €Cu y MaliueHTa UMEeTCs

. TsDKEJIasi 3aCTOWMHAsl CeplieyHas HEIOCTaTOYHOCTh ((pakmusi BwIOpOca
menee 50 %), HecTaOuIIbHAS CTCHOKAp/IHs, TpyOble HAPYILICHHUS PUTMA M IPOBOJUMOCTH C
HECTaOUJILHOCTBIO TEMOAMHAMMKH, OCTphId HH(ApKT MHOKapia (aHamHe3 MeHee 1
MecsIIa);

o MoYeyHasi HEJOCTATOYHOCTh (IOKa3aTeslb CHIBOPOTOYHOTO KpeaTWHHHA
>0,2 mmonw/n (umm >200 Mr/MKi), 3a HMCKIIOUYEHHEM CIIy4aeB, OOYCIOBICHHBIX
neiikeMudeckol HHQUIbTpaLuen noyex);

. TEeYEHOYHAsI HEOCTATOYHOCTD (32 UCKIIFOUEHHEM CITy4YaeB, 00yCIOBIECHHBIX
neiikemMudeckoi HHQUIbTpaLMel oprana), ocTpblil BUpycHbIi renatut B nnum C;

o TsDKEJIass TMHEBMOHUS (JIbIXaTeJIbHAs HEJ0CTaTOYHOCTh — ojbimka >30
JIBIXATEIbHBIX JIBIKCHUN B MHHYTY, apTepralibHas TUITOKceMUs <80 MM PT. CT., IpH 3TOM
clielyeT UMETh B BUJY, YTO, €CJIM B TeueHWe 2—3 JHEW He yIaeTcs CTa0WIM3UpPOBATH
COCTOSHME TmamueHta, Kypc X1 JomkeH ObITh HayaT, MOCKOIBKY HEPEIKO
JTUATHOCTHPYETCS ICXOHOE OPAKEHHUE JIETOYHON TKaHH JIGHKEMUYECKUMU KJIETKaMHU, U
0e3 crienuprIecKoi Teparuu MaHChl Ha U3JICUeHNE THEBMOHUH YPE3BhIUYAHO MaJIbl);

. cericuc  (MPH  HECTAOWMJIBHOCTH TI'EMOJAMHAMHUKH), TOJBKO BBICOKAs
nuxopaaka 0e3 XapaKTepHBIX NPH3HAKOB CETNCHUCAa HE MOXET CIYXKUTh TOBOJIOM K
otcpouke XT;

. YTPOXKAIOUINE KU3HU KPOBOTCUEHHS (KENMy/IOYHO-KUIICYHBIH TPaKT,
npody3HOE MAaTOYHOE, KPOBOU3JIHSIHKIE B TOIOBHON MO3T);

o TSDKENIble TICUXWUYeCKHe HapymeHus (Open, TsSKeNnblii IenpecCUBHBIN
CUHPOM U IPYTHE MPOSBICHUS TPOAYKTUBHON CHMIITOMATHKH );

. ¢u3nueckass HECOCTOSTENbHOCTh, TpeOyromas TMOCTOSIHHOTO —YXO/a,

KaxeKkcus (rmokaszatelnb obmiero 6enka <35 1/1);
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. JICKOMITCHCHPOBAHHBINA caxapHbIii 1uadeT (YpoBeHb TIIIOKO3bI KpOoBH >15

MMOJTB/);

o HEKOHTPOJIMPYEMOE  TEYCHHE  COIMYTCTBYIOIIETO  OHKOJOTHYECKOTO

3aboseBanus [1].

YpoBeHb y0enuTejqbHOCTH pexkoMenganmuii — C (YpoBeHb J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapmii: eciu na momenm nocmynienus y nayueHma Ovullo O0O0HO U3
BbIULEYKA3ZAHHBIX COCMOSHULL, HO €20 8 Pe3YIbmMame UHMEHCUBHO20 CUMNIMOMAMUYECKO20 JledeHUsl
yoaemcs Kynupoeamv Uiy KOHMPOIUPOBAMb, MO nayuenmy no ucmedeHuu 3—1 OHell Modxcem
ovims  Hauama yumocmamuveckas XI. Eciu 6 Xxode cumMnmomamuueckozo Jedenus
conymcmsyloweti namoao2uu ommeyaemcs npoepeccuposanue OMJI 6 sude ysenuuenue uucia
JIEUKOYUMO8, NPOYEHMHO20 COOEPAHCAHUL ONACMHLIX KIeMmOK 8 nepupepuieckoi Kposu uiu
ucxo0Ho ypoeens netikoyumog cocmasigem 100 x 10%1 u Gonee, yenecoobpazno x mepanuu
ocnodcHenuil  0obasume  #Heuopoxcuxapoamuo** 6 ooze 100 me/xke 6 Odemnv [45] w/unu
netikoyumacgepesvl u, 6 ciyuae HeoOX00UMOCMU, OJis1 NPOPUIAKMUKY MYMOP-TUUC-CUHOPOMA
gvinoaHums  naasmagpepes. Ecamu  cocmosmue nayuenma eciedcmeue  KpatiHe MAMCENbIX
OCNOJICHEHUU, CBA3AHHLIX ¢ 3a001e6aHueM, Ul GCAeOCMEUe MANCEN0U CONYMCMEYIouell
namono2uu He yoaemcs Ccmadunuupoeamsv 6 meyeHue makcumym [ OHell, Oonyckaemcs
paccmompems  6ONPOC O  NALIUAMUBHOM — YUMOCAMUYECKOM — 8030elicmeuu  (Hanpumep,

yumapabun™* ¢ manvix 003ax).

o Pexomennayercsi BceM manueHTaM, KOTOPBIM BO3MOXKHO MpPOBEIeHNE MHTEHCUBHON XT,
BBINIOJIHEHUE 1-T0 Kypca nHAYKIMH 1Mo cxeme «7 + 3» (IIpunoxenne A3.2) [46,47].
YpoBeHb Yy0eAMTEILHOCTH pekoMeHaamuii — A (YpOBeHb [I0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1).

Kommenrtapmii: 7-onegnoe egedenue yumapabuna™* moocem 6vimov 6binoiHeno 6 003e
100-200 me/m? aubo 2 paza 6 cymxu (no 100 me/m?) xax xopomxas umgpysus, 1ubo & eude
nenpepwigHoli enympueennoii (6/6) ungysuu (200 me/m?) 6 couemanuu ¢ 3-Onesnvim 66edenuem
AHMPAYUKTUHOB 6 BUOe KOPOMKOLL UHy3uu (Oaynopybuyuna™* ¢ dose kax munumym 60 yve/m? uu
uoapybuyuna** ¢ 0ose 12 me/m?, unu mumoxcanmpona** & 0oze 10 me/m?). Buibop konxpemozo
AHMPAYUKTUHOB020 anmubuomuxa (OayHopyouyun™**, uoapyouyun™* uiu mumoxcanmpon™*)
CyujecmeeHto He enusiem Ha KoneuHole pesynvmamol [46]. Jokcopyouyun™* ne npumensemcs npu

nposedenuu Kypca «7 + 3» 6 unoyxyuu pemuccuu OMJI.
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e He pexoMeHayeTcsi UCIOJIB30BATh IIUTAPAOUH™**

kypcax npu OMJI [48,49].

B BBICOKHX J103aX B MHAYKIIMOHHBIX

YpoBeHb Y0eAMTEILHOCTH peKoMeHAamuii — A (YpoBeHb IOCTOBEPHOCTH
0Ka3aTeJIbCTB — 1)

KomMmenTapuii: ¢ yuemom omcymemeusi OQHHbIX 0 NOBbIUEHUU YACOMbL O0CHUNCCHUSL
pemuccuu npu 00CMoeepHo 6onee 8biCOKOU MOKCUYHOCIU NeYeHUss. DMO B03MONCHO MOJLKO 6

PAMKAX KIUHUYECKUX UCCNe008aHUII.

e Pexomenayercst BceM ManyeHTaM, KOTOPBIM BO3MOXKHO TpoBeieHue nHTeHCHBHON XT,
BhinoyiHeHne 1 nin 2 kypcoB XT MHAYKIIMH peMHCCUU (B 3aBUCUMOCTH OT TOTO, TIOCTE
Kakoro kypca — l-ro wmm 2-ro — pocruraercsi [1IP) u 2-3 KypcoB KOHCONMIALUH
BBICOKMMH/CPETHUMHU J103aMH IIUTapadMHa™* B KauecTBe MOHOTEPAIIMH UM B COYECTAaHUH
C aHTPALMKIMHOBBIMH aHTHOMOTHKaMu u/unu #daygapadbunom™* (cm. Ilpunoxenue
A3.2) [49].

YpoBeHb y0eqUTEJBLHOCTH peKoMeHaaumii — A (YpoBeHb [0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 1)

KomMmmenTapuii: 603mooicHble sapuanmuvl 003UpOBOK Yumapabuna™™ npu nposedenuu
Kypcog Konconuoayuu pemuccuu — 3; 1,5 u 1 2/ 2 pasza 6 denv 6 1, 3, 5-1i Onu ¢ oouraxosoll
sgppexmusrnocmoio (dosuposku 1,5 u 1 2/m* — eune 3apecucmpuposannvix noxazamuii). B
Hacmosiujee 6pemMsi CYWecmeylom HeKOmopbvle PA3HO2NACUS 8 PEeKOMEHOAYUsX O003UPOBOK
yumapabuna**  eeponelickumu U AMepuKaHcKkumu  ucciedoeamensmu.  Esponetickue
uccnedosamenu NPUULIU K eOUHOMY MHEHUIO O MOM, YO ONMUMATbHOU 00301 YyumapadbuHa™™> 6
kypcax Kkouconuoayuu sensemca 1-15 o/m? [T], a amepuxanckue uccredosamenu 6
pexomenoayuax NCCN ocmaensiom 003y 1,5-3 2/m? [8]. Eciu nem 603m02cHOCHU 661NOTHUMD
8bICOKOOO3HYI0 KOHCOMUOAYUIO, KAK OONOJHUMENbHbIL 6APUAHM MOJNCEM PACCMAMPUBAMbCSL
svinoaHenue ewe 2 Kypcos « 1 + 3» ¢ udapyouyunom™™* unu MumoxkcanmpoHom™* 6 uHOYKYUOHHbIX

003ax (cm. Ilpunoxcenue A3.2).

o PexoMenayercsi BceM nanueHTaMm ¢ MUEIOMOHOOMAcTHRIM (M4) 1 MmoHOoOacTHRIM (MS)
Bapuantamu OMJI, npu Bcex ¢opmax OMIJI ¢ nelikonro3om B aelroTe 3a00jeBaHUS
Beime 30 x 10%1 w/mam HamMumeM SKCTpaMedy/UIAPHEIX 06pa3oBAaHH, a Takke MPH
MHEIOUTHONH CapKOME BBITIOJIHATH MPO(PUIAKTUKY HEHPOIEHKEeMUU — CIIMHHOMO3IOBbIE
OYHKIMHA C HWHTpPAaTeKaJbHBIM  BBEJIEHHEM CTaHIapTHOrO Habopa Mpernaparos
(#metoTpekcar** 15 mr, nutapabun** 30 mr, #1ekcamerazon** 4 mr) [1,2].

YpoBenb yoOeauteibHocTH pexkoMenaanmuii — C (YypoBeHb [0CTOBEPHOCTH

J0KA3aTeJIbCTB — 5)
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KommenTapuii: Ocrosroti sman npogurakmuku — 5 11OMOGIbHBIX NYHKYUL 6 Nepuoo
UHOYKYUU/KOHCOIUOAyUY pemuccuu u oaiee euwje 3 RNYHKyuu Kaxcovlie 3 Mmec. 8 Xxooe
noooepoicugaroueli. mepanuu — umoz20 6ce20 8 MOMOANLHLIX NYHKYUL C UHMPAMEKAlIbHbIM
ssedenuem 3 npenapamos. 3apybedicHble UCCIe008ameNu He PEeKOMEHOVIOM  BblNOJHAMDb
npohuIaKmuKy HeuponetukemMuu y nayueHmos 0e3 He8poL0cUYECKOU CUMNMOMAMUKY, OOHAKO
poccutickue uccied08amentt CYumarom npo@puIaKmuKy Hetipoieukemuu 003ameibHbIM SManom

neuenusi OMJI 6 gvlueonucannvlx CUmyayusx.

e Pexomenayercss BceM MaIMeHTaM IPU JUATHOCTUKE HEHPOJICHKEMHH TPOBEICHUE
Tepanuy HEMPOJICHKEMHHN — BBITTOJIHEHHE CIIMHHOMO3TOBBIX ITYHKIIUH C MHTPATeKaIbHBIMU
BBEJICHHEM CTaHAapTHOro Habopa npenapaToB (#merorpekcar** 15 mr, nurapadbun** 30
Mr, #mekcamerazoH** 4 Mr) ¢ WHTEpBAIOM Kaxknable 3 nHsA. [locie HopManm3anuu
nokaszarejieii JIMKBOpa JOJDKHO OBITh CHIETaHO MHHUMYM 3 TYHKIUU C TaKUM K
WHTEPBAJIIOM MEX]y BBEICHHSIMH, B JAJbHEUIIEM MYHKIIMU BBIMOJHSIOT MEPE KaXIbIM
KypCOM 3aIlJIaHUPOBAaHHOTO TpoTokoia [1,2].

YpoBenb yOeaurteqbHOCTH pexkoMmenaaumii — C (YpoBeHb [0OCTOBEPHOCTH

JI0Ka3aTeJbCTB — 5)

e Pexomenayercss mnpu pa3BUTHM Yy TanuMeHTa Tmocie 1-r0 HMHAYKIMOHHOTO Kypca
KU3HEYTPOXKAIONIUX OCIIOKHEHUH, IMOTPEOOBABIIMX PEAHUMAIIMOHHBIX MEpPOTPUSTHN
(cenTHUeCKUit MIOK, HH(PAPKT MUOKAp/a, MUOKAPUT | JIP.), HIIH TSHKEJIOr0 HHBA3UBHOTO
MHKO32 BPEMEHHO ([0 peaOWIIUTAIMU MAalMeHTa) 3aMEeHUTh Kypchbl (1-2) MHTEHCHBHOMN
WHyKIIUU/KOHCOHUIANHE KypcaMu #iurapabuHoM™* B Manbix go3ax (10 mr/m? 2 paza B
JICHb MOJIKOKHO (T1/K) 4 IHS KaXIyl0 HeIenro B TeueHue 28 aHeil) aub0 coueTaHuem
MaJbIX 103 IuTapaduHa™* ¢ uaapyounmnom™* u #neuuradunom (cm. [Ipunoxenne A3.2)
[50,51].

YpoBenb y0enuTeJbHOCTH pekoMenaaumii — B (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 3)

Kommenrtapwuii: nocie evinonnenuss 1-2 xypcos yumapabunom™** ¢ manvix 0ozax u
KYRUPOBAHUSL 8CEX OCIIONCHEHUL YenecooOpasHo 6epHYMbCs K BbICOKOOO3HOU KOHCOMUOAYUU 6
00veme MuHuMym 2 Kypcog. Llumapabun®* 6 manvix 0o03ax Mmoodcem 0CmMamvbcs OCHOBHOU
mepanuetl 8 meyenue 3 jiem moabKo y nayuenmos ¢ ocmpoim spumpomuenozom (éapuanm M6) u

mezaxapuoobnacmuvim (sapuanm M?7).

o Pexomennyercsa manuentam ¢ OMJI B Bozpacte 18-60 ser, KOTOPHIM HEBO3MOXKHO

IMPOBCACHUC naTeHCcuBHONM XT B CBSA3M ¢ HalIM4YuEM CONMYTCTBYIOIIUX 38.6OJ'ICB8.HI/II71, B
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Ka4yecTBE Tepaluy BHIOOpa MPOBEACHUE TEpalMyd BEHETOKIAKCOM B COYETAaHUH C

a3alUTUAMHOM* ¥ | TeMTaOMHOM HITM MaJIBIMU J103aMU nuTapabuna** [52,53].

YpoBeHb Y0EIUTEJLHOCTH peKoMeHaanmii — A (YpOBeHb JOCTOBEPHOCTH
J10Ka3aTeJbCTB — 2)

KommenTapmuii: mepanuto eenemornaxcom 6 0oze 400—-600 me nposoosim 6 couemarnuu ¢
asayumuounom™** 75 me/m? 6 meuenue 7 ouetl, oeyumabunom 20 me/m?> 5 Oueti unu manvimu
oozamu #Hyumapabuna** 20 me/m?lcymxu 10 oOmeii (cm. Ipunoscenue A3.2). Heobxoouma
KOppeKyus 003bl GEHEMOKIAKCA NpU COYEMAHHOM NPUMEHEHUU Npenapamos-uHeubumopos
CYP3A (6 coomeemcmesuu ¢ uncmpykyueti k npenapamy). B yensax npouiaxmuku mMaccusHo2o
YUMOaU3Aa ONYXou npedyCMOmpeHO CMyneHYamoe nogvlieHue 003bl BEHeMOKIAKCA 8 Haudle e20
npuema ¢ npUOCMAaHo8KoU mepanuu 00 paspeuteHus CUMRIMOMAMUKU NPU NOAGIEHUU KIUHUYECKU

SHAYUMbIX Jza60pam0pr1x/muHutteCKux npu3HaxKoe CMH()pOMa Jusuca onyxoJu.

o Pexomenayercs y manuentoB ¢ OMIJI ¢ skcnpeccueit FLT-3 noGaBienue k mporpaMmme
neuenuss mnpenapatoB  FLT3-uarubutopoB  (MHrHOMTOPOB  NPOTEMHKHWHA3BI) —
MuocTaypuHa win #copadenundoa** [54,55].

YpoBenb y0enuTeJbHOCTH pekoMeHaaumii — B (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)

KommenTapuii: pescum 0ozuposanus muoocmaypuna: 50 me 2 paza 6 oenv 6nympo 8-21-
Ul OHU KypCca 00HOBPEMEHHO C UHOVKYUOHHOU mepanuell « 7 + 3» u 4 Konconuoupyowumu Kypcamu
yumapabuHom™* @ evicokux 0o3ax ¢ nociredywwell noooepicusaroulell  mepanueu
muoocmaypurom 50 me 2 paza 6 denwv 6 meuenue 1 200a.

Peocum 0ozuposanus #Hcopapenuba™* y monoowix nayuenmos: 400 me 2 pasa 6 Oenv
enympb 10-19-11 onu kascooeo unoykyuonnoeo xkypcea; oanee — 400 me 2 pasza 6 denv, Hawunas ¢
8-20 OHz Kadcoo2o Kypca Koncoaudayuu, oaiee — noodepicusarowas mepanus #copagpenubom™™
400 me 2 paza 6 deHv 6 meuenue 1 2o0a.

Peoscum oosuposanus #copaghenuba™* y noowcunvix nayuenmos: 400 me 2 paza 6 oemw
eHympb 1—T-11 Onu kaxcoozo undykyuonnozo kypca; oanee — 400 me 2 pasza 6 denv snympo 1-28-
il OHU 08a 28-OHe@HbIX KYPCA OOHOBPEMEHHO C 2 KypCcamu KOHCOMUOAUUU CPEeOHUMU 003aMU
yumapabuna** (2 o/m?lcymru, 1-1i u 5-ii Onu 28-0nesnoz0 Kypca), danee — noOOePIHCUBAIOUASL

mepanus #copagenubom 400 me 2 paza 6 Oenv 6Hympo 6 meueHue 200d.

o Pexomenayercs nanuentam ¢ OMIJI, nocturmmMm IIP mocne MHIyKIMOHHOM Tepanuw,
KOTOpBIE HE SABIAIOTCA KaHaugatamMu Ha BbmoiHeHnwe amno-TI'CK, mnposenenue

nojyiepkuBatoniei tepanuu (cm. [Mpunoxenne A3.2) [56,57].
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YpoBeHb yOeauTeJbHOCTH pekoMeHaauuiik — B (ypoBeHb [0cTOBEpHOCTH
JI0KA3aTeJIbCTB — 2)

KommenrTapmii: noooeporcusarowas yumocmamuueckas, unOMemuiupyiowas uiu
mapeemuas. mepanus (8 3a8UCUMOCIU OM MO20, N0 KAKOU NPoSpamme nayueHmy oulia npoeeoena
uHOYKyusi u KoHcoauoayus pemuccuu OMJI) oondxcua evlnoauamocs 6 mevwenue kaxk munumym 1
200a om Hauana aevenusi (4 xypca unoykyuu/xoncorudayuu u 6 Kypcos nodoepoicusaioujel
mepanuu) uiu 6 meyenue 2 1em om nHayana mepanuu (4 Kypca unoykyuu/xkoncorudayuu u 9—12

Kypcog nodoepacusaroweti mepanuu) (cm. Ipunoscenue A3.2.).

e He pexomenayercs y mamuentoB ¢ OMJI Bemonuenue aytosiorumunoin TI'CK (ayto-

TI'CK)/ayronoruunoit TKM [1].

YpoBenb yoOeauteibHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

KommenTapuii: psaoom 3apybesicnvix uccneoosameneti aymo-T1'CK paccmampueaemcs 6
Kayecmee onyuu NOCMUHOYKYUOHHOU mepanuu y NayueHmo8s cpynnvl NPOMeHCYmo4HO20 PUCKA 8
cnyuae docmudicenuss MOB-necamuenou pemuccuu OMJI [58,59]. Oonako poccuiickotl epynnot
akcnepmog  gvinonnenue aymo-TI'CK He paccmampusaemcs 6 Kauecmee eapuanma
nOCmMpemMuccuonnozo nevenuss nayuenmos ¢ OMJI 6 ceazu ¢ mem, umo aymo-TI CK moocem
cmamv  IManom mepanuu  MoOabKO NpU  YCI08UU AOCONIOMHO A0EK8AMHO BbINOJIHEHHO20
UHOYKYUOHHO20 U KOHCOIUOUpYowe20 neveHus u obsazamenvrozo otcnexcusanus MODB. Ee

MOIHCHO pekomeHdoeamb MOJIbKO 68 padMKAX KIUHUYECKUX uccieo0o8anull.

o Pexomenayercs namuentaMm, nocturmum I[IP mocie MHAYKIMOHHOrO 3Tamna JieyeHus,
KOHCYJIbTAIlMsl B TPAHCIUIAHTAIMOHHOM IICHTPE B TEUYCHHE 3 MECSIeB OT MOMEHTa
noctwkenus: [IP  nns pemieHus Bompoca O BO3MOXKHOCTH M IE€JIECOO0PA3HOCTH
BoInoaHeHUs auio-TKM/amno-TT'CK [1,2].

YpoBenb yoeauteabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB

-5)

e Pexomenayercst BomonHenune amio-TKM/ammo-TI'CK B 1-ii TIP OMJI kak »srama
MOCTPEMHCCUOHHOW TEpanuu MalMeHTaM TPyHI BBICOKOTO U MPOMEXKYTOYHOTO PHUCKA C
HOPMAJTbHBIM KApUOTUIIOM W HEOIArOMPUSATHBIMU MOJICKYJSIPHBIMU MapKepaMu JHOO0
MalreHTaM, KOTOPBIM TP YCTaHOBJICHUHU TMAarHO3a HE BBITIOJIHEHBI IUTOTCHETHIECKUE U
MOJICKYJIIPHO-TCHETUUECKUE  WCCIEJOBaHUSA, a  TakKe  TalMeHTaM  TPYIIBI
OnaronpusaTHOTO pucka, y Kotopsix [1P Obuta momydena e mocie 1-ro Kypca MHAYKIIUH,

(cM. TTpunoxxenue A3.3) [60].
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YpoBeHb yO0eaIMTEJIBLHOCTH peKOMeHIanuid — A (YpPOBeHb JOCTOBEPHOCTH
10Ka3aTeJIbCTB — 1)

KommeHnTapuii: y nayuenmos uz epynnvi npomedxicymouHo20 pucka 6e3 cunepieiukoyumosd,
komopwim ouaenos OMJI ycmanosnen ne 60 8pems bepemenHocmu, y Komopwix nocie 1-eo kypca
oocmuenyma IIP ¢ MOB-ompuyamenvuvim cmamycom, eonpoc 06 anno-TI'CK e6o3modicho
OMI0JACUMb HA Nocledylowjue dmanvl. [[na nayueHmos u3 epynnsl 8bICOKO20 PUCKA, 8 MOM HYUCTIe
¢ FLT3-1TD, anro-TI'CK credyem paccmampusams kax oos3amenvHulll sman aedenus. Umenno
0151 MOl 2pynnvl nayueHmos Kpaune eaxcuo evinoanenue HLA-munupoeanus nayuenma 0o
Hauana 1-20 uHOyKyuonmoco Kypca, a nocie oocmudicenus 1-u IIP — mnauano noucka
NOMEHYUANbHbIX 00HOP0o8. OOHAKO IMY PEeKOMEHOAYUI0 02PAHUYUBAEn HECKONbKO (aKkmopos:
go3pacm, comamuyeckuil —cmamyc nayuewmda, Haauuue OOHOpA U  OP2aAHU3AYUOHHAS
803MOACHOCMB 8bINOIHUMY npoyedypy arno-T1' CK. Eciu puck pazeumus peyuousa npesviuiaem
na XT unmezpupoeannvie pucku nocie auno-11'CK, mo pewenue npunumaemcs 6 nonvsy TI'CK.

Hnumezpuposanuvie pucku, césazanuvie ¢ MpanchAaHMAYUOHHOU J1emalbHOCMbIO, NPUBEOeHbl
6 Ilpunoscenuu I'A. [[na okonuamenbHo20 pewieHusi 5mo20 80npoca HeoOXO0OUMO HANpasumby

nayuerma Ha KOHCyaibmayur 6 mpchnﬂaHmaUMOHHbllz ueHmp.

e He pexomenayercsi BoinonHeHue amio-TKM/amno-TI'CK B mepuon 1-it I[P OMII
nargeHTaM U3 rpymibl oaronpustHoro pucka (cum. [punokenue A3.3) [60].
YpoBeHb yoeauTeIbHOCTH peKOMeHAaluii — A (YPOBEHb I0CTOBEPHOCTH 10KA3aTeIbCTB
~1)
KommenTapuii: 3a ucknouenuem ciyuaes OMII ¢ 1(8;21) u neiikoyumoszom eviwe 20 x
10%%, nayuenmos cmapuwe 35 nem, OMJI ¢ t(8;21) u ¢ invle u mymayusmu KIT wiu
nepcucmenyueti volcokoeo yposHs MOB, ons komopwix anno-TI'CK saensemcs onmumanvHvim
sapuaumom. Anno-TI'CK pexomenoyemcs marxoce nayuenmam c¢ OMJII ¢ HopmanvHubim
KapuoOmunom u O1a2onpusimubimM MOJEKYJIAPHLIM npoghuiem, Ho ¢ eunepieuxoyumosom =100 x

10%2 w/unu nanuuuem neiixemudog u npu ouacnocmuxe OMJI na gone 6epemennocmu.

o Pexomennyercs y nanueHtoB ¢ BropuuHbiM OMIJI npuaep:xuBaThCs anropurMa Beioopa
TepareBTUYECKON TaKTUKH KaK MPU BIEepBble quarHoctupoanHoM OMUJI [61].
YpoBeHnb yobenuTeabHOoCcTH pekoMenganmuii — C  (ypoBeHb 10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)
Kommenrapuii: sv100p maxmuku nevenus emopuunozo OMJI dondxcen nposooumucs ¢

yuemom yumoceHemu4deckKkoco eapuauima JZQIZKOS’G, muna npedwecmeymweﬁ mepanuu, eospacma
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u comamudeckoeo cmamyca nayuenma u Haiudus ocnodcHenul. B crydae ()ocmynHocmu HLA-

COBMECMUMO20 OOHOPA NAYUeHm 00dHceH bblmb opuenmuposan Ha npoeedenue anno-TI CK.

e PexoMenayeTcs manyeHTam u3 Tpymibl HebaaronpusTHoro nporuoza OMJI (o naHHBIM
UTOTEHETHYECKOTo uccienoBanus uiu ¢ OMJI, cBsS3aHHBIM C MUEJIOIUCIUIA3UEH — CM.
[Mpunoxenus I'l, I'2) B kauecTBe 1-ro Kypca MM, 0COOEHHO MpH HEIPHEKTUBHOCTH
craHmapTHOM WHAYKIMOHHOM XT, BHE 3aBUCHUMOCTHM OT BO3pacTa BBIIOJIHEHHUE
KOMOMHUPOBAaHHOM HU3K0/03HOM XT ¢ UCHOJIb30BaHUEM a3alUTHAMHOM™™, 1IH
#BCHETOKJIAKCOM B COYETaHMH C azauuTuanHoM™* (cm. [Ipunoskenue A3.2) [62-64].
YpoBeHb yOeauTeJIbLHOCTH pekoMeHaamuii — A (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1)
KommenTapmii: npu odocmuowcenuu [IP 6 cnyuae oocmynnocmu HLA-coemecmumozo
O0onopa nayueHm 001%ceH Obimb opuenmuposan Ha nposedenue arno-11' CK 6 makcumanvho

KopomkKue Cpoku ont momernma docmudIcenus pemuccuu.

3.2. Jleuenne MAIMEHTOB € OCTPLIM MHEJOUIHBLIM JIEHK030M cTApIIEii BO3PACTHOM

rpynnsl (>60 Jer)

Buvioensiom 3 ocnosnvix «mexnonocuuy neuenus OMJI y nayuenmog cmapuie 60 nem.
Ilepeviii no0xo0 — unmencusras X1, no0obHas makosou y MoI00bIX, NPeOCMasIAwas coool 6
bonvuuHCcmee ciyuaes couemauue yYyumapabuna** ¢ aumpayukiuHamu U HAnpaeieHHAs Hd
oocmudicenue IIP. Anno-TI'CK sensemcs onmumaibHoUu nOCMpPeMUCCUOHHOU Onyuell 8 pamKax
amotl Konyenyuu. Bmopou nooxo0 — HUBKOUHMEHCUBHASL Mepanus, 8 YACMHOCMU NPUMEHEHUE
HU3KOO003H020 Yumapabuna™*, sgppexmusnocms komopozo, no Kpaiiuel mepe, y HayueHmos 8
sozpacme 10 nem u cmapute, MONCHO NOBLICUMb € NOMOWBIO NPOJIOHSUPOBAHHO20 UCHOIb30BAHUS
6 meyenue 28 ouell, u SUNOMEMUTUPYIOWUX A2eHMO8 (A3ayumuoun™*, deyumabun), mom uucie 8
couemanuu ¢ Gememokiakcom. Tpemuil 6blOOp — cumMnmomamudeckas (COnpo8oOUMenbHAS)
mepanust, HANPAGIeHHAs. HA YMEHbUleHUEe KIUHUYECKOU CUMRMOMAMUKY U YIYYUEHUEe Kauecmed
acuznu [1,2,7,8]. Oyenka 6oz3mosncrnocmu npogedenus mozo unu unoeo eapuanma mepanuu OMJT
vy nayuenma cmapwe 60 nem OondxcHa cmpoumvbcs HA OCHOBAHUU YYyema 803PACMA NAyueHma,
00bEKMUBHO20 ONpedeneHUsi MANCECMU COCMOAHUSA, YUMOEHEeMUYecKo20 U MONEeK)IAPHO-

ceHemu4eCcKozco eapuannoe 3a001e6aHUA U AHANU3A conymcmeyiomeﬁ namoJyiocuu.

e Pexkomennyercsa nanuenToB ¢ OMJI B Bo3pacte 60—65 et paccmarpuBath B KadyecTBe
KaHJIUJAaTOB Ha BBIMOJHEHHE CTaHAAPTHBIX MPOrpaMM MHTEHCHUBHOTO JiedeHus («7 + 3»)

(cM. TTpunoxenue A3.2) [1,2].
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YpoBenb yOeautejlbHOCTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Ko MMeH T asjpap Rotkpemnozo anmpayukiuna (0aynopyouyun™*, uoapyouyun™*
UNU MUMOKCARMPOH™*) cyuecmeento ne sausem na koweunvle pesyivbmamst [65]. Cmanoapmmuot

cuumaemcsi 003a daynopybuyuna™* 60 me/u? [66].

e Pexomenayercs mist manuenToB ¢ OMJI crapmie 65 ner nmpoBeneHne HI3KOMHTCHCHBHON
Tepanuu: Majible 1035l #iuTapabuna** 10 mr/m?/cyTku 28 mueit ¢ untepsanom 28-30 aueit
100 MOHOTEPAIHKS a3alUTUINHOM **, 1100 KOMOMHHUPOBAHHAS TEepanus IUTapaduHOM™ ™
B MajIbIX J03aX B COYETAHUH C a3alUTUAMHOM™* U uaapyoummuom™* (cm. Ilpunoxenue
A3.2) unu azanuTUAMOM** B cOYeTaHMU C BeHeToKIakcoM [53,67].
YpoBeHb y0enMTEJBLHOCTH pekoMeHaaumii — B (ypoBeHb [0CTOBEPHOCTH
0Ka3aTeIbCTB — 3)
Kommenrapmii: xanouoamamu 015 HUBKOUHMEHCUBHOU Mepanuu makice seusomcs
nayuenmsl 6 gospacme om 60 nem u cmapuie ¢ nIOXUM COMAMUYECKUM CMAMYCOM, HATUYUEM

KOMOpOUOHOCmell uiu Ouc@yHKyuell opeamos.

e He pexomenayercsi npoBeieHUE Kypca IuTapabuHa** B MaJibix J03ax namuentam ¢ OMJI

ctapuie 60 nmeT u3 rpynnsl HEOIAroNMPUATHOIO MPOTHO3a (KOMIUIEKCHBIA KapHOTHI, -7,

inv3 u T.1.; cm. npuokenns ['1, '2) [68,69].

YpoBenb y0equUTEJBLHOCTH peKoMeHaauuii — A (YpoBeHb [0CTOBEPHOCTH
I0KA3aTeJbCTB — 2)

Kommenrapmii: dzs  omoil  epynnel  nayuenmos 6 Kauecmee  HUZKOOO3HO20
YUMOCMAMUYECcKoe0  B030€UCMBUS  MOXCem  pacCMampueamsCs — SUNOMEeMUIUPYOuas
MOHOmepanust 8 covemanuu ¢ eeHemokiaakcom [53] wunu owce npumenenue KoMOUHUPOBAHHOU
mepanuy yumapaouHom™™ 6 Maivix 003ax 8 couemanuu ¢ azayumuounom™* u uoapyouyurnom**

(em. Ipunoscenue A3.2).

e Jlnsa marmertoB ¢ OMJI crapme 60 neT MOKHO peKOMeHI0BATh B Ka4eCTBE TEPAIHH
BBIOOpA MPOBEZCHUE MOHOTEpANK azaiuTUInHOM™** (cMm. [Ipunoxenue A3.2) [70].
YpoBenb yOeauTeIbLHOCTH peKoOMeHAanmuii — A (YpOBeHb [0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)
KommenTapmii: mepanus azayumuounom™* é 0oze 75 me/m? 7 onetl n/x ¢ unmepeanom 21

O€Hb.
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e Jlna manmentoB ¢ OMJI crapmie 65 €T MOXHO peKOMEHA0BATh B Ka4yeCTBE Teparuu
BBIOOpA MpOBeicHUue MoHOTepanuu AerutadunoM (cm. [Tpunoxenune A3.2) [71].
YpoBeHb y0eqUTEJBLHOCTH peKoMeHAauMii — A (YpOBeHb [0OCTOBEPHOCTH

J10Ka3aTeJbCTB — 2)
KommenTapmii: mepanus deyumabunom 6 0oze 20 me/m? 5 Onetl 6/6 ¢ unmepsaiom 28

O€eHb.

o Jlna manmentoB ¢ OMIJI crapuie 60 neT MOXXKHO peKOMeHA0BATh IPOBEJICHUE TEPAITUU
BEHETOKJIAKCOM B COUYETAHHH C a3aIUTUAUHOM ** HIIM IeIUTAOMHOM, WIIA ITuTapabuHOM™ *
B MasbIx jgo03ax [52,53].
YpoBeHb y0enMTEJBLHOCTH pekoMeHaaumii — B (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3)
KomMmenTapwmii: mepanus azayumuounom** ¢ 0oze 75 me/m> T Oueii n/x, Oeyumaburom
20 me/m? 5 Omeii 6/6 unu manvimu Oozamu Hyumapabuna** 20 me/m*lcymrxu 10 Oweii n/x ¢
senemorxnaxcom 400-600 me 0o pazeumus HenepeHoCUMOCMU UAU  NPOSPECCUPOBAHUS

sabonesanust (cm. Ipunosicenue A3.2).

3.3. Tepanus penuIMBOB ¥ PE€3HCTEHTHLIX (OPM 0CTPOro MHEJIOMIHOIO JIEHK03a

K coocanenuro, y 6onrvuuncmsa nayuenmos (60-70 %), y xomopwix oocmuenyma I1P
OMUJI, 6 meuenue 3 nem pazsusaemcs peyuous sabonesanus. B yenom npoenos y nayuenmos npu
pazeumuu  peyuousa HeOIAONpuUsIMeH U Mepanesmudeckux nooxo006 KpauHe Maio.
Honeocpounas 8blocuaemocms 3a8UCUm Om 603MONCHOCHU OOCTUICEHUSL NOBMOPHOU PEMUCCUU
u evinonnenus TI'CK 6 kauecmge konconuoayuu. Ilayuenmuvl ¢ ouenb paHHuM peyuousom
(OnumenbHOCMbIO pemuccuu MeHee Nnoayeood), HeONACONPUSMHbIMU  YUMO2eHeMUYEeCKUMU
anomManuAMu u cmapuie2o 6ospacma umeiom nioxou npoznos [1,7]. Hz-3a nebnaconpusmmnozo
NPOCHO3A NAYUEHMOS8 8 peyuouse HeobX0OUMO OYEHUBAMb, HACKOIbKO Mepanus Moxcem Oblmb
8bINOJIHEHA y KOHKpemHo2o nayuenma. OyeHKa nepcnekmusbl 00J120CPOUHOU BbIHCUBAEMOCU
Modcem Obimb COeNAHA HA OCHO8E NPOCHOCMUYecK020 unoekca peyuousa [12] (Tlpunoscenue I'5).
Ilpocnocmuyeckutl UHOEKC MOJNCHO UCHONIb306AMb NPU ONpedeleHuU N1e4eOHOU MAKMUKU y
KouKkpemHoeo nayuewma: 1) npoeedenue mepanuu, HANPAGIEHHOU HA «U3eYeHUe» C
ucnonvzosanuem TI'CK; 2) exniouenue 6 KiuHuueckoe uUcCCiedo8anue no NpUMeHEeHU) HO8bLX
JIeKAPCMBEHHBIX NPEnapamos; 3) NaiiuamueHas mepanus.

B pexomenoayuax NCCN, xomopwix npudepocusaromes u poccuiickue 3Kcnepmel,
ucnonwvzyemcs bonee npocmoti npunyun onpeoenenusi npoenosa OMJI nocne pazeumus peyuousa:

echiu  peyuous panuuli  (npoodonsicumenvrocms IIP  menee 12 mecayes) — npoenos
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HeO1a2onpusmublil, no30Hul (npodoadicumenvrhocmo 1P 12 mecsayes u bonee) — npoernos bonee
onaconpusmnuotii [8]. Oba nooxooda (npocnocmuueckuii uHOeKc u Oelerue peyuousos Ha PaHHue u
no3ouue) Kk kraccugurayuu peyuousa OMJI ucnonv3yromcsa 6 poccutickux uccied08amenbCKux

yeHmpax.

e PexomeHayercss manueHTaM IMpU KOHCTATAIlMUM MEPBUYHOM pe3ucTeHTHOocTH OMIJI
IPOBEICHUE TEPAIUH T10 IPOrpaMMaM JeueHHs peppakTepHbIX Gopm U peruanBoB OMII
[73].
YpoBenb yOeaurTeabHOCTH pexoMenaanmuid — C (ypoBeHb J0CTOBEPHOCTH
10Ka3aTeJIbCTB — 4)
KommenTapmii: mepanus yumapabunom™* 6 gvicoxux 0ozax (eciu e2o He npumensiau 6 1-
U TUHUYU UHOYKYUU) 8 COYEeMAaHUU ¢ AHMPAYUKIUHAMU MOHCEM pACCMAmMpUBAmMsvcs 8 Kaiecmee
unoykyuu pemuccuu nepeo anno-11'CK. /[na ynyuwenus pesynomamos TI'CK y nayuenmos c
peppaxmepuvivu  OMJI ucnonv3yiom pescumsvl KOHOUYUOHUPOBAHUS — NOCIe008aAMeNbHOe
npumenenue unmencusHou XT u uepe3 3 OHA — pencum KOHOUYUOHUPOBAHUS NOHUNCEHHOLL
unmencusnocmu ¢ nocaeoyioueti auno-TI'CK (mak nazvieaemwiii npomokon FLAMSA-RIC) u 6
oanvHeliuem — npoguiaKmuiecKoe UCnoib308aHue mpanc@y3utl OOHOPCKUX TUMPOYUmMo8 u/unu

mepanus azayumuourom™*,

e Pexomenayercs nanuentaM npu HepocTkeHuu [1P mocne 1-ro MHAYKIIMOHHOTO Kypca
PYKOBOJICTBOBATHCSI B BBHIOOpE 2-T0 WHAYKIIMOHHOTO Kypca KIMHUYECKOH CHTYaIHCH.
Bo3mokHbsl 3 BapuanTa: 1) MOBTOpEHHE Kypca, aHAJOTHYHOrO 1-My; 2) H3MEHEHHE
UHTEHCUBHOCTH XT-BO31eicTBUS — BbIMONHEHHE BbICOKOM03HOTO Kypca XT (FLAG,
HAM wu np.); 3) wim Huskono3noro kypca XT: a) #uurapadbunom** B manbix mo3zax (10
Mr/M? 2 pa3a B JieHb /K 28 1HE) B COYETAaHUU C a3allUTUAMHOM™* U mmapyOurmHOM™*™*
win 0e3 HUX, 0) #BEHETOKIIAKCOM B COYETAaHUHU C a3allUTUIMHOM ™ * WK 1enuTabuHOM (CM.
[Mpunoxenne A3.2) [1,7,8].

YpoBenb yoOeautejibHOCTH pexkoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH

J10Ka3aTeJbCTB — 5)

Kommenrtapuii: nosmopenue unoykyuonnoco kypca XTI yenecoobpasno npu
OMCYymcmeuu, 8 CPagHeHUuU ¢ UCXOOHBIMU NOKA3AMENAMU, HAPACMAHUS YUCAA OIACMHbIX KI1EeMOK
6 muenocpamme. B ciyuae npozpeccuposanus 3abonesanus (yeeruuerue npoyeHma O1aCmHbIX
KIeMOK, NOs6lleHUe paHee He GbIAGIAeMbIX IKCMPAMeOYIAPHbIX 04a208) 6 Kauecmee 2-20
UHOYKYUOHHO20 Kypca yenecoobpasHo svinonnenue kypca X1 yumapabunom™** 6 evicokux dozax

8 COUeMaHuu ¢ HOBLIMU AHMPAYUKTUHOBBIMU aHmubuomuxamu (cm. [lpunoscenue A3.2).
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B psoe ciyuaes kak 2-s nunus mepanuu OMJI npu nepsuyrotl pesucmeHmHoCmu Moxcem
ObIMb UCNONB3068AHA HEUHMEHCUBHASA mepanus Hyumapabunom™* ¢ manvix dozax (10 me/m? 2 paza
n/x) aubo 6 kauecmee monomepanuu (28 Oweil) unu 6 couemanuu ¢ MarIMU O03AMU
AHMPAYUKIUHOE (8 wacmHocmu, uoapyouyuna™*) ¢ cunomemuaupyrowei npeogazou (Dec-lda-
Ara-C) 1ubo mepanus #6eHemoKk1aKcom 8 COYeManu ¢ 2UNOMEMUAUPYIOUUMU NPENaApamamu (CM.
Ipunosicenue A3.2): 1) y mex nayuenmos, y KOMOPbIX 8 C813U C KOMOPOUOHOCMbIO UNU
603pACMIOM HEBO3MOJICHO UCNONb306AMb GbICOKOOO3HBIU NOOX00; 2) V NAYUEHMO8 ¢ OCMPbIM
IPUMPOONACHLIM U Me2aKapuoOIACmHbIM  Jletiko3amu  npu  Hedocmudicenuu IIP  Ha
cmanoapmuulx Kypcax, 3) Y NAyueHmos u3 2pynnol HeONAcONPUSIMHO20 MONEKYIAPHO-

CceHemMu4eCKo2co npocHo3a.

e He pexomenayercs BoinonHenue TI'CK nanuenram, y KOTOpbIX HE JOCTUTHYTa PEMUCCHUS
1I0CJIC HECKOJbKUX JINHUN MHAYKIIHOHHOM Tepanuu [74].
YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)
KommenTapuii: omu nayuenmol A6715810mcs KaHOUOAMAaMu HA 6KII0YEHUe 8 KIUHUYECKUe

UCcned06anus no U3YHYEHUIO HOBBbIX JIEKAPCMBEHHbIX npenapanioe.

o Pexomenayercsas y DalMEeHTOB NpU KOHCTaTauuu mo3jaHero peuuguBa OMIJI
(mponoskutenbHocTh 1-i I[P Gonee 1 roma) B BHIOOpE TEpaneBTUYECKON TaKTHKHU
pykoBoJCTBOBaThcsl MH(popmanueir o paHee mnposeneHHoil XT, Ha koTopoit Obuia
nonyduena 1-s TTP [1,7,8].

YpoBenb yOenurTeabHOCTH pexkomengamuii — C  (ypoBeHb [J0OCTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapmuii: xraccuueckum 6vibopom ssnsiemcs nosmopenue -l UHOYKYUOHHOU
npoecpammul  (cm. Ilpunoowcenue A3.2). Takowce modncem Obimb UCNONL308AHO COUEMAHUE
yumapabuna** 6 cmanoapmuoix 0ozax (100 me/m® 2 paza 6 oenv unu 200 me/mM? 6 Oewb
nenpepwigno 6 1-T-it Onu) u udapybuyuna** (12 me/m? 1 pas 6 denv ¢ 1-3-ii onu). Hlance:

oocmudicenus 2-u I[P docmamouno svicokue (~70 %).

e Pexomenayercss  manmueHTaM ~— NpU  pa3BUTHM  paHHero  peuuamBa  OMJI
(mponomxkutensHOCTh 1-i [TP Mmenee 1 roa) B kauecTBe 2-if TMHUM TepAMH UCTIOIH30BATh
nurapabua** B cpendeit (1 /M%) wam BeIcokoit (3 T/M?) no3e mmOO coueTaHme
uTapabuHa** B BEICOKHX J03aX C aHTpalukinHamu [73,75,76].

YpoBeHb Y0eQUTEJBLHOCTH peKoMeHaanmii — A (YpOBeHb JOCTOBEPHOCTH

0KA3aTeIbCTB — 1)
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KommenTapmii: ona nayuenmog ¢ oodicudaemoti u3dObimounou moxcuynocmoio XT
803MOIICHOLL ONyuell A61Aemcs uChonb3osanue #yumapabuna™* 6 doze 10 me/m? 2 pasa é oenwv n/x

6 meuenue 28 onetl (cm. [punoxcenue A3.2).

e PexomeHnayercsi maiueHTaMm Mpu AOCTHXKEHUU ouepeaHoil pemuccun OMIJI B kauectBe
KOHCOJIMIUPYIOIei Tepanuu BeimoiaHenue amio-TI'CK [77].
YpoBenb yOeauteabHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeJabCTB — 4)
KommenTapmii: eciu evinoanenue anno-TI'CK HeeozmodcHo  (Hanpumep, u3-3a
omcymemeusi nooxoosuieco oornopa), aymo-TI' CK mooxcem paccmampusamvcsi 6 kauecmee 2-i

JIUHUU Mepanuu, HO ee IPhHeKmusHOCmb YemKo He Onpeodeend.

o PexoMenayercsl y MaleHTOB C TSXKEIBIM COMAaTHYECKUM CTaTyCOM, OCOOCHHO B BO3pacTe
ctapuie 45-50 net, IIUTENPHBIMU NIEPUOAAMH UTOIIEHUH Ha WHIYKIIMOHHBIX Kypcax, a
TaKkKe TNpPU HAIMYUK HEONArompuUsTHBIX XPOMOCOMHBIX aHOMAaJHWi MpOBeIeHUE
IPOrpaMMbl  HHU3KOJO3HOTO  BO3JICUCTBUS C TUIOMETHIHPYIONIMM  MPAHMHHTOM
(merMTaOMH/a3auTHANH**, uaapyounuu™*>*, urapabun**) (cm. [punoxenune A3.2) [78].
YpoBenb y0enuTeJbHOCTH pekoMeHaaumii — B (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)
KommeHnTapuii: swvinonusaiom 2 unOykyuonHnvlx xypca u, eciu noayyena IIP, ewe 2
KOHCONUOUpyrowux. B danvuetiwem ocywecmensaiom nocmosanHyo no00epucusaouyio mepanuio

6 meueHue 3 1em aHanI0SUYHbLIMU Kypcamu 6e3 uoapyouyurna™>.

e Pexomenayercsi y mamueHtoB ¢ OMJI ¢ myramusmu rena FLT3 wmm ¢ BbicOkoi
skcmpeccuerd  HemytupoBanHoro FLT3  (CD135)  wucmonb3oBaTh ~ MHTHOHUTOP
nporenHkuHa3el #copadpenno** (800 wmr/cytkm B 2 mnpuemMa) B KOMOHMHAIMH C
IUTOCTATUYECKUM BO3ACHCTBHEM U C TOJHOCTBIO TPAHCPETUHOEBOH KHCIOTOM
(#tpetmHomH 45 Mr/mM?/cyTKM) B KayecTBE MOCTOSHHOTO  BO3JEHCTBHA 10
IPOTPECCUPOBAHUS WM HEMpHeMIIeMoi TokcuuHocTu [55,79].

YpoBeHb yOeauTeIbLHOCTH peKoMeHAanmuii — A (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapuii: 6 ciyuae pazsumus ocnoscnenutll npenapamol 8peMeHHO OMMEHAIOMC U
yepes 2—3 nedenu npuem 60300HOBIAIONM 8 CHUNCEHHOU 003UPOBKe C NOCIe0VIOUUM NOCMENEHHbIM

6038paujeHUEM K 1e4eOHOU 003e.
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Pexomenayercs y nanrentoB ¢ OMJI ¢ myTanusMu rena C-Kit v BBICOKOM 3KCIIpeccueit
Ha OnactHbix Kietkax CD117 paccMoTpeTh BO3MOXKHOCTh Ha3HAYEHHS HHTHOUTOpA
npoTenHkuHa3 Aazaruauda** (140 mr/cytku nocrosiuuo) [80].

YpoBeHb yOeauTeJBLHOCTH pekoMeHaanmuii — B (ypoBeHb Jg0cTOBEpPHOCTH

J10Ka3aTeJbCTB — 3)

Pexomennyercs y nanuentoB ¢ OMJI u3 rpymnmnsl 6JaronpusaTHOTO HUTOTC€HETHIECKOTO
POTHO3a PACCMOTPETh BO3MOXKHOCTh Ha3HaueHus aazaruauoOa** (140 mr/cytku 14 nHeit
¢ MomeHTa okoHuanus Kypca XT) [80].

YpoBenb yOeauTeJBLHOCTH pekoMeHaanmuii — B (ypoBeHb Jg0cTOBEpHOCTH

JI0KA3aTeJbCTB — 3)

Pexomenayroress mnanueHtam npu  pasButuu peuuguBa OMIJL mocne amno-TT'CK
HpeKpalieHne UIMMYHOCYIIPECCHBHOW TEpaniy U MPOBEICHNUE PEUHIYKIMOHHOTO Kypca
«7 + 3» C BBHINOJHEHHEM B MEPUOJ] aljla3Md Ha /-i JIeHb Tocie Kypca TpaHc]y3uii
auMpouuToB JoHOpa [81].

YpoBenb yOeauTeqbHOCTH pekoMeHpanmii — C (YpoBeHb JIOCTOBEPHOCTH

JI0Ka3aTeJbCTB — 5)

KommenTapuii: nayuenmam ¢ nozonum peyuousom (6onee 1 200a nocne anno-TI'CK)

Modxcem Ovimb evinonnena 2-a anno-TI' CK nocie docmudicenuss noBMopHoOU pemuccuu.

3.4. BeneHue NanueHToOB ¢ 0COOLIMY CHTYAIIUAMHU

3.4.1. OcTpblii MHEJOMIHBIN JIEHK03 ¢ THNEPJIeHKOIUTO30M

Pexomenayercs npu guarHoctuke OMIJlL ¢ rumepnedkouMTO30M Ha3Hau€HUE
#runpokcukapOamuna** B noze ot 50 go 100 mr/kr B neHs (He Oonee 3 nHEH) W Mpu
cHIKeHuH JeiikomuToB g0 50 x 10%n maumnats kypc XT. Eciu umcio jeHKOIMTOB B
KPOBH HE YMEHBIIIAETCS B TCUCHUE 2 THEH, peKOMeHIyeTcss HayaTh X1 0e3 JampHeero
npuema #rugpokcukapbamuaa** [45,82].

YpoBeHb y0enuTeJBLHOCTH pekoMenaaumii — B (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 3)

KommenTapwuii: cunepneiikoyumozom obvluno cuumaiom uucio aeuxoyumos >100 x

109/JZ, U amo CcoCmosinue 3dKOHOMEPHO CB6A3AHO C Y6elUYeHUeM nokazamejsil CmepnmHocmu 6

uH()ym;uu us-3za cemoppacuvecKkux OCJZO.?fCHeHMIZ, CuHOpOMa Jausuca onyxojiu u MH¢€KL!MOHHI)IX

ocnodcnenui [1].
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Ecnu na ¢pone eunepneiivoyumosza (>100 x 10%7) umeromcs ouesuonvie npusnaxu
«IeUKOYUMAPHBIX CMA308», HApSA0y ¢ HAa3HadeHuem #Heuopoxcuxapoamuoa™** yenecoobpazno
nposedenue 2—3 ceancos aelkoyumaghepesa. Ilpu nossnenuu npusHaKos mymop-1u3uc-cuHopomda
Ha (hone Yyumoaumuyecko2o CUHOPOMAa peKOMeHOYemcsl GbINOIHeHUe naasmaghepesa 8 HeboIbUOM
ooveme (1-1,2 1) ¢ 3amewenuem arbOYMuHOM™™ u naazmou 8 yeax nPoPUIAKMUKY 1e20UHO20
oucmpecc-cuHoOpoma u oCmpoll NnouyeyHou Hedocmamounocmu. /g mozo umoobvl uzbedcamo
«008AIbHO20Y YUMONU3A 8 YKAZAHHOU CUMYAYUU, MOJHCHO CHAYANA 866CMU MOIbKO YUmapaoun™*

** omnooxcums Ha 5—1-11 OHu

u 3amem BbINOIHUMb NAA3Maghepe3, a 8eedenue OayHOPYOUYUHA
Kypca, a 6 nepevlie OHU Kypca 6bINOIHAMb Niasmagepesvl uyepes 2—-3 4 nocie 68e0eHuUs
yumapabuHa™>* unu npepvigas Ha 6pems NposedeHus npoyedypvl NOCMOAHHYIO UHQDY3UIO

yumapadbuna**.

3.4.2. MuejgouaHass capKomMa

e Pexomenayercss manueHTaM C  BEPU(PHUIMPOBAHHOW  MHEIOUJHOH  CapKOMOM
UCIIOJIB30BAaTh T€ XKe TEPANICBTHUECKUE MMOAXO0/IbI, 4TO U y manueHToB ¢ OMJI [83].
YpoBeHnb yOenuTedbHOCTH pekoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 5)

Kommenrapmii: npu muenoudnou capkome NOKA3aHO NpPOBeOeHUE NPOSPAMMbL
Heuponpogurakmuku. Muenouonas capxoma (CUHOHUM. IKCMPAMEOVIIAPHASL MUETOUOHAs
ONYX0/lb, SPAHYIOYUMAPHASL CAPKOMA, XTOPOMA) — ONYX0Ib, COCMOSAUAS U3 MUETIOUOHBIX KIEeMOK-
npeouecmeenHulY, 8O3HUKAIOWAsS 6 THO0M Mecme, OMIUYHOM OM KOCMHO20 M032d (Haubonee
YaACmo 8 Kodice, TUMPAMUUECKUX V3IAX, HCETYOOUHO-KUUEYHOM MPAKme, KOCMSIX, MASKUX MKAHIX
u sauukax). Muenouonas caproma mosicem passusamncsi de NOVo, npeoutecmeys OMJI, soznurxame
napannenvno passumuro OMJI unu npezenmuposams 6 Kauecmee OIACMHOU MPAHCHOpMayUU
MJC, MII3 unu MJ[C/MII3. quacno3 ycmanasiuearom Ha OCHOBAHUU OUONCUU ONYX0J1e8020
00pazoeanusi U  UCNONL30BAHUSL 6  OWIbHeUWeM  YUMOXUMUYECKUX — (omneuyamxu) u

uMMyHo2ucmoxumuyeckux (buonmam) memooos [1].

3.4.3. JleyeHue 0CTPOro MUEJOMIHOIO JeilKk03a HA (DOHE OePEeMEHHOCTH

Jleuenue OMJI na pone bepemennocmu npo8oOUmMcs 6 CMayuoHape MyibOUCYUNIUHAPHOTU
KOMAHOOU  epaueli, GKIIOYAIOWel 2emMamonozd, aKyulepa-2uHeKono2d, aHecmesuono2a-
Peanumamonoea u umeroujeli 03MONCHOCMU OKA3AHUS AKYUEPCKOU NOMOWU pOOOpaA3peuleUs 6

akempennvix cumyayusx [84].

o He pekomenayercsi maiMeHTKaM JUTUTENbHAS OTCpouka (>7 aHeit) Havana sedeHuss OMJI
IpU YCTAaHOBJEHHM JUarHo3a BO BpeMsi OEpEeMEHHOCTH B CBS3M C BO3MOKHBIM
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OTpPHUIATEIbHBIM BIMSHUECM 3aJIePXKKH B Hauasie jedeHus Ha Tedenne OMIJI co cHmkeHnem
3P GEKTUBHOCTH TEPAINUHU JaHHOTO 3a0oseBanus [84].
YpoBeHb y0eqIUTEJLHOCTH pekoMeHaamuii — B (ypoBeHb J0CTOBEpHOCTH

0Ka3aTeJIbCTB — 3)

e Pexomenayercsst mamueHtkam npu auarHoctuke OMJI B Teuenme | Tpumectpa
OepeMEHHOCTH BBITIOJIHUTH HCKYCCTBEHHOE MTPEPhIBAHNE OEPEMEHHOCTH 110 MEAUIIMHCKUM
MOKa3aHUSIM B CBSI3H C IMOBBIIICHHBIM PUCKOM CMEPTH IUIOJA UM CIIOHTAHHBIX aDOPTOB Y
JKEHIIMH, MOMyYalolUX XUMHOTEPAIHIo, B IEPBOM TPEMECTPE [0 CPaBHEHUIO CO BTOPHIM
U TpEThbUM TpemecTpamu [84].

YpoBenb yOeauTeJbHOCTH pekoMeHaanumii — B (ypoBeHb jgocToBepHOCTH
JI0KA3aTeJbCTB — 3)
KommenTapuii: eciu owceHwuna u ee cembs HACMAU8aom HA HNPOJIOHSUPOBAHUU

6€p€M€HHOCmu, neyenue moacem o6vims Hayamo u 6 | mpumempe 6€p€M€HHOCmM.

o Pexomennyercs namuentkaMm npu auarHoctuke OMJI Ha cpoke Gepemennoctu 13-34

Henenu (mocie 3aBepuieHus | tpumectpa 6epemenHocT) nposeaenne X1 mo nporpamme

«7 + 3» (cm Ilpunoxenne A3.2) Ha GoHe OEPEMEHHOCTH MPU YCIOBUH a/ICKBATHOTO
MOHHMTOPHUHTA IUIOJIA U aKylIepcKoil momoriu [84].

YpoBenb y0eauTEJBLHOCTH peKoMeHaauuii — B (ypoBeHb /10CTOBEpPHOCTH

JI0KA3aTeJIbCTB — 3)

e Pexomenayercsi marpenTkam npu auardoctuke OMJI mocie 36-i Hemeau BBIOIHUTH
pomopasperienue 10 Hadaia XT [84,85].
VYpoBenb yOeauTeabHOCTH pexomengamuii — C  (YypoBeHb [0CTOBEPHOCTH
J0KA3aTeJbCTB — 4)
Kommenrapmii: npu nanuyuu eunepaeiikoyumosa pooopaspeuieHue 8blnoIHAEMCs 8 X00e

YUumopeoyKmueHo mepanuu.

L] PeKOMeHI[yeTCSI IIaIlTUCHTKAaM B BI)I60pe JICKAPCTBCHHBIX BCHICCTB BO BPEMsA
6epeMeHHOCTI/I, B TOM YHCIIE LTUTOCTATHYCCKHUX U AHTUONOTUYECKUX mpemnaparos,
PYKOBOJICTBOBATBLCSI COOTHOIIICHHEM PUCKa—IIOJIb3bI JIJIsl MaTepH | 11o/a [84].

YpoBenb yOenuteqbHOCTH pekoMeHaanmii — C  (YypoBeHb J0OCTOBEPHOCTH
J0KA3aTeJbCTB — 5)
KommenTapuii: npomusoonyxoiegvie npenapamol paccuumol8aiomcst 8 COOmMeEemcmeuu ¢

8bIOPAHHOU NPOSPAMMOU JleyeHus: (be3 pedyKyuu 003) HA NOBEPXHOCMb mend NAYUEeHMKU 00
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bepemenHOCmuU ¢ KOPPEeKMUPOBKOL No Macce mea 60 epems aedeHus. Ilpu sHcuzneyeporcarouux
OCNOJHCHEHUAX V MAMePU B03MONHCHO HA3ZHAYEHUEe AHMUOUOMUKOE 0e3 yuema ux 803MONCHO2O0
MepamozeHHo20  8030elicmeust.  Ha Ni00  (cyivhamemoxcazonr/mpumemonpum™* — npu

NHEeBMOYUCTMHOU NHEBMOHUU, 2AHYUKTIOBUP™™ — npu yumome2anosupycrol uHgexyuu u m. o0.)

o Pexomennyercsi mnamnueHTkaM Ha (oHEe OCPEeMEHHOCTH C YYETOM BO3MOYKHOTO
TEPATOreHHOTO BO3JICHCTBHUSI METOTpPEKcaTa*™ BBINOJIHCHUE WHTPATEKAIbLHBIX BBEICHUMN
IPOTHUBOOITYXOJICBBIX MPENApaTOB B COOTBETCTBHU C MIPUMEHIEMON CXEMOU JiedeHus Oe3
UCIIOIB30BaHUs METOTpeKcaTa™* [86].

YpoBenb yOeauTeabHOCTH pexkoMenpanuii — C (ypoBeHb JOCTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

o PexomeHnnayercsi IIaHUPOBATh CPOK POJOPA3pEIICHHS C Y4YETOM JIHCH BBEICHHS
IPOTHUBOOITYXOJICBBIX MPENapaToB — HE paHee ueM depe3 2—3 HEeAeH MOCIe BBEICHHS
POTHUBOOITYXOJICBBIX MPENAPATOB — B IEISX YMEHBIICHHS BEPOSITHOCTH MHUEIOCYIIPECCHH
y mioza [85].

YpoBeHb yOenuTeabHOCTH pekoMengamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

o Pexomenayercsi OepeMEHHBIM MAIMEHTKAM BBIIOIHATh POJOPA3PEIICHHE METOJA0M
KecapeBa ceueHus [85].

YpoBeHb yOeauTeabHOCTH pekoMengamuii — C  (ypoBeHb /I0CTOBEPHOCTH
I0KA3aTeJbCTB — 5)

Kommenrtapuii: 6vi60p cnocoba podopaspeuwienusi onpedensemcs cocmosanuem niood,
COMAMUYECKUM CMAMYcoM NAYUEHMKU, 2eMamOoI0SULeCKUMU NOKA3AMENIMU U CMpPo20 8
coomeememeuu ¢ aKyuepckumu nokazanusmu. Camonpousgonvhvie poovl Mo2ym Obimb 6blOPAHbL
KaK cnoco6 pooopaspeuwieHusi MONbKO npu Haauwuu Yy nayuenmku pemuccuu  OMUJI,
YOO0BIEMBOPUMETIbHBIX — NOKA3AMENel  2eMOSPAMMbL,  XOPOUeM COMAMUYECKOM Cmamyce
RAYUEHMKU U COCMOSHUU NI00A.

o He pexoMenayercst NanueHTKaM ¢ Y4ETOM BO3MOXHOCTH Pa3BUTHsI TeMOPPArHUSCKUX H
UH(EKIMOHHBIX OCJIIOKHEHUI BBIOJNHATH TPH POJOPA3PEIICHUN  SIHIYPaIbHYIO
aHecTe3MIo mpu TpomGonuronenun <100 x 10%x [87].

YpoBeHnb yobenuTeabHoCcTH pekoMenganmuii — C  (ypoBeHb 10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

o Pexomenayercsi pH IJIAHOBOM TPEKACBPEMEHHOM pOJOPa3pelIeHnu Ha cpoke 24-35

HECACIIN IMPOBOAUTDH HpO(pI/IJ'IaKTI/IKy CUHApOMA OCTPOro peCIUpaToOpHOTO AUCTpPECCA Yy
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HOBOPOXICHHOTO — B/B BBEJEHUE #HeKcaMeTa3oHa*™ 12 Mr B CyTKu B TeueHHe 2 THEU
nepen poaamu [88].
YpoBeHb yOenuTeJbHOCTH pekoMenaaumii — B (ypoBeHb [10CTOBEPHOCTH

0Ka3aTeJIbCTB — 3)

3.5. ConpoBoauTeIbHASA TePaAIUs

o Pexomennyercss BceM mnauumeHTaMm npu mnpoBeaeHnd X1 mpoduiakTHKa U JIeYeHUE
TOILHOTHI U PBOTHI B 3aBUCUMOCTH OT 3METOI'€HHOT'0 [TOTEHIIMAJIa IIPOBOUMOTIO JIEUEHUS
COIJIACHO CYIICCTBYIOUIUM MPO(GUIbHBIM pekoMeHaanusM [89].

YpoBenb yOeauTeqbHOCTH pexkoMeHaanuii — B (YypoBeHb J0CTOBEpPHOCTH

JI0KA3aTeJbCTB — 3)

e Pexomenayercss mnanuentam ¢ OMJI mnocne mnpoBeneHUss KypcoB HHTEHCHUBHOMU
HOJMXUMHOTEPAIINH, Y KOTOPBIX 0’KUAAETCS JUIMTENbHBIN IEPHO HEUTPOIICHUHU U B CBA3H
C 3TUM BBICOKAsl BEPOSITHOCTD TSDKEJIBIX MH(EKIMOHHBIX OCIOKHEHUH, [l YMEHbILICHUS
JUINTETILHOCTU IE€pHOJia HEUTPOIIEHUH HCIOJIb30BaHUE IPENapaToB IPaHyIOLUTAPHOIO
KoJioHuecTumympyoiero ¢akropa [90].
YpoBenb yOeautenbHocTH pexkoMenaanmuii — C  (ypoBeHb [0CTOBEPHOCTH

I0KA3aTeJbCTB — 4)

e He pexoMeHnayeTcsi BceM NAIMEHTaM C YYETOM BBICOKOW BEPOSITHOCTH (OPMHUPOBAHUS
PE3UCTEHTHOM MHUKPO(DIOpPHI, a TakKe BBICOKOM YacTOThl WH(MEKIUH, BBI3BAHHBIX
HHTEPOOAKTEPUSAMH C MPOIYKIMeH OeTa-llakTama3 pacIIMPEeHHOro CIEKTpa, MpOBeICHHE
HNepBUYHON MpoduiaakTUku OakTepuanbHbIX MHGekuuid npu OMJI aHTHOMOTHUECKUMU
npenaparamu (CeleKTUBHAs JICKOHTAMUHAIMS KHUIledHuKa) [27,28].

YpoBens yOeaurteqbHOCTH pexkoMenaauuii — C (ypoBeHb [0CTOBEPHOCTH

I0KA3aTeJbCTB — 5)

o Pexomenayercs mnanueHTaM B XOJ€ NPOBEAEHUS HHTEHCHUBHOM HMHAYKIMOHHOM XT
BBITIOJITHEHHE TPO(PIIAKTHKA WHBA3WUBHBIX MHKO30B T03aKOHA30JI0M B KJIMHUKAX, B
KOTOPBIX YaCTOTa BO3HMKHOBEHHUSI HHBA3WBHOTO acnepruuiesa npessiraet 10 % [27,28].
YpoBenb y0enuteabHocTH pexkoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)
KommenTapwmii: nayuenmam, y xomopwix Ha npeduwecmeyiowux kypcax XTI oOvln
OUACHOCMUPOBAH UHBA3UBHBILL ACHEpPeUNIe3, NPOBOOUMCS BMOPUYHASL NPOMUBOCPUOKOBAs

npoqbwzakmuka u ucnoav3yrom mom npenapam, npu HA3HA4€eHuu Konopozco ObL10 aOCmMZHyl’I’IO
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usjiedyerHue om UHeA3UBHO20 acnepcuiesd. B 6onvuuncmee cuydaes ¢ amou yenvio npumeHrAom

BOPUKOHA3Z0T™ ™.

o Pexomennayercs B KauecTBE aHTUOMOTHKOB 1-ro sTama npu (GpeOpuiIbHON HEHTPOIeHUH
UCIONB30BaTh Hedomepazon + [cynbbaktam]**, nunmepanmwummH + [razobakram],
nepenmum™**,  meprazuauM** B peXMME  JIO3UPOBAHUA B COOTBETCTBUU C
3aperuCTPUPOBAHHBIMY MTOKa3aHusIMHU [28].

YpoBeHnb yOenutTejqbHOCTH pexkoMengamuii — C  (ypoBeHb [10CTOBEPHOCTH
10Ka3aTeJIbCTB — 5)

Kommenrapuii: moouguxayuro anmumuxpobrol mepanuu npooosim 6 COOmMeemcmesul ¢
danHbiMu npogedennozo oobcaedosanus (KT, muxpoduonocuueckue ucciedoganus u m. 0.).
Hasnauenue rapbanenemos 6 xauecmee aumubuomuxog 1l-eco smana npu Gebpurvrol
HelimponeHuu 000CHOBAHO V NAYUEHMOB C CEeNnMU4eCKUM WOKOM, d MAKdice 8 KIUHUKAX, 20¢e 8
smuonocuu  uHgekyuti npeobradaom sHmepodbakmepuu ¢ NpooyKyueu Oema-iaKmamas

paciupeHnoco cnekmpada.

e PexoMeHayeTcsi TpuW HaJIWYUKM TyMOPAJIBHOTO HMMMYHOAC(DHIIMNTA W  TKEIBIX
MH(MEKIMOHHBIX OCJIOKHEHUH (Cercuc), B TOM YKCie BUPYCHBIX (LIUTOMETATOBUPYCHAs)
UHQEKIMA, TpaHCPy3uH  TpenapaToB  B/B  UMMYHOIJIOOYJIMHA  HOPMAJIBHOTO
yenoBedeckoro [91,92].

YpoBens yOeaurteqbHocTH pexkoMmenaaumii — C  (ypoBeHb [0CTOBEPHOCTH

I0KA3aTeJbCTB — 5)

e Pexomenayercsi BBHINONHEHUE TpPaHCPY3UH TPOMOOKOHIICHTPATOB MPH KOJIHUYECTBE

TpoMGonuTOB B nepudepudeckoit kposu <20 x 1091 [93].

YpoBenb yOenuteqbHOCTH pekoMmeHaanmii — C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

KommenTapuii: 060e nposienenue 2emoppazuueckoeo CcuHopoma (nemexuaibHbie
BbICLINAHUSA, OCOOEHHO HA CIUUCMOU 000104Ke NOLOCMU pma, Tuye U nepeoHel n08epXHOCmu
2PYOHOU KllemKu, to0ble Kpogomeuenus,) u/unu nogviulenue memnepamypsl mena viute 37,5 °C
oajxice 6 OmMCymcmeue s6HO20 04aea UHpeKyuu mpedylom 6bINOIHEHUs MPAHCHY3uu
MpPOMOOKOHYEHMPAMO8 0adice NPu Koaudecmee mpomooyumos 6 nepugepuyeckoii kposu >20 x
10%. Ananoeuunvie noxazanus Ons mpanc@ysuu MpoMOOKOHYEHMPAMOE Npu NOO20NOBKe

nayuerma nepe@ 6blNOJIHEHUEM UHBA3UBHbIX npouedyp.
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PexoMeHnayercsi TanMEeHTaM TP BBISBJICHWW TPH3HAKOB  aJUIOCCHCHUOMIU3AINH
NepeNuBaTh KOHIIGHTPAThl TPOMOOIMTOB 10 moadopy. B memsx mpeomoicHus
AJIOCCHCUOMIIN3AlM MOKHO PEKOMEHJIOBaTh M BBINOJHEHHE cepun (He MeHee 4-5)
mwiazmadepe3oB (0,5 oObema MUPKYIHPYIOIIEH IUIa3Mbl 3a CEAHC C 3aMEIIEHHEM
abOyMUHOM™*) 1 BhInoHeHUE TpaHchy3uit 60apiux (12-16), uem cpennue (6-8) 10361
TpoMOOKOHIIeHTpaToB [94].

YpoBeHnb yOenutTejqbHOCTH pexkoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH

10Ka3aTeJbCTB — 5)

Pexomennyercs y marmentoB ¢ OMJI moaepkuBath LesIeBbIe TOKAa3aTeNn reMOrIo0nHa
TpaHCPY3USAMH PUTPOLUTCOACPIKAIMX cpe Ha ypoBHE He Hike 80 r/1 (reMaToKpuT He
menee 20 %) [95].

YpoBenb yOeauTeqbHOCTH pexkoMeHaanuii — B (YypoBeHb J0CTOBEPHOCTH

J10Ka3aTeJbCTB — 2)

Pexomenayercss TNpu HaJIWYMM HAPYIMIEHWH IUTA3MEHHOrO0 TeMocTa3a (THUIO- |
TUTICPKOATYJISIMSA) BBITOJIHEHWE TpaHCHy3UM TIPEmapaToB W KOMIIOHEHTOB KPOBHU
(cBexke3aMOpOKEeHHAs I1a3Ma, Kpuonpenunurar, antutpombud 1) [96].

YpoBenb yOenuteqbHOCTH pexkoMenganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

KommenTapmii: nokazanus u ob6vem mMpauc@y3uoHHOU NOOOEPHCKU ONpeoensiomcs

nokasamejimMu Koazyiroepammosl u KAUHUYECKOLL cumyauueﬁ.

Pexomenayercst mpy BOSHUKHOBEHHH OCTPOTO MM XPOHUYECKOTO OOJIEBOTO CHHIpOMA
YTOYHCHUC DJOTUOJIOTUHA ooin. HpI/I BBIABJICHMM oO4Yara BOCHAJICHHUSA — TIIPOBCACHHUC
HEOOXOJUMBIX  MEPONPHUATHH 1O  JICUEHUIO  odYara  BOCHAJCHHS  COTJIACHO
COOTBETCTBYIOIIIUM KJIMHHUYECKUM pPEKOMEHIAIMsAM (BKIto4yasi, MpH HEO0OXOTUMOCTH,
xupyprudeckoe nedenue). [Ipu uckimoueHNN WHGEKIIMOHHO-BOCTAIUTEIBHON MPUPOIBI
00JIEBOTO CHHIPOMA PEKOMEHIYeTcsl MpoBeeHne 00€300IMBaIOIIEeH Tepanuu COrIacHO
CYNIECTBYIOIIMM TPOTOKOJaM 00e300MBaHusl (CM. COOTBETCTBYIOIINE KIWHUYECKUE
pPEeKOMEHJAIMM  TO0  XPOHHYECKOH  OomM, KIMHUYECKHEe  PEKOMEHIAluU  TI0
AQHECTE3UOJIOTUH), B TOM YHCJE MO TMOKa3aHUSAM — C NPUMEHEHHEM HapKOTHUYECKUX U
MCUXOTPOIHBIX JICKAPCTBCHHBIX IPEIapaToB, ¢ YUCTOM BO3MOKHBIX HpOTHBOHOKaSaHI/IfI,
CBSI3aHHBIX C [[UTONCHUEH, NHBIMH KIMHUYECKUMH cUTyanusmu [97].

YpoBenb yOenutTeabHocTH pexkoMenganmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)
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4, MeauumMHCKAasi peaduauTANUsA, MeIUIMHCKHE NOKA3aHUSs U

NPOTUBOINOKA3AHUA K IPUMEHEHUIO METOI0B PeadnJInTaluu

Cneyuanvuvix memooos peadbunumayuu npu OMJI ne cywecmsyem.

e PexoMenayercss TMpoBelcHHE peaOWIMTAIMK  MMAIMCHTaM [PH  BO3HUKHOBEHHUH
OCJIOXKHEHHUH OCIe 3aBepIIcHHs mporpaMmsl Tepanuu OMJI B paMKax COOTBETCTBYFOIIUX
Ho3ouoruii [98].

VYpoBeHb yOeauTeabHOCTH pexoMengamuii — C  (ypoBeHb /10CTOBEPHOCTH
10Ka3aTeJIbCTB — 5)

KomMmenTapmii: npu nposedenuu noauxumuomepanuu 603MONCHA KAPOUo-, 2enamo-,
Helpo-, Hehpo- u Opyeasi MOKCUYHOCTb, NOCeOCMBUsL KOMOPOU MO2Ym NPOSGISIMbCS U NOCILE ee
oxonuanus. Ilocie okoHuanust ieueHust 6ecmu 300p08blil 00PA3 HCUZHU, UCKTIOYUMb UHCOJISYUIO U

Guzuomepanesmuyeckue npoyeoypul.
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5. lIpopuniaakTuka u AucnaHcepHoe HadJ/I0leHHe, MeTUIIUHCKHNE TOKA3AHUS U

NPOTHUBONOKA3AHUSA K NPUMEHEHNI0 MEeTO10B NPOPUIAKTUKH

Crnenuduueckoit npopunakTuky BosHUKHOBeHHst OMJI He cymiecTByerT.

e PexoMeHayeTcsl NAllMCHTAM B paMKax JUCIAHCEPHOIO HAOIIOACHHS ITOCIIC OKOHYAHHUS
nporpammbl Tepanui OMJI BBIMOIHATE MCCeI0BaHUE OOIIEro aHaau3a KPOBU KaXIbId

MeCSI] B TEUCHHUE MEePBLIX 2 JIeT u 3aTeM — 1 pa3 B 2—3 Mecsa 10 5 JIeT OT HavyaJia JICYCHHS,

BBITIOJHATH IMyHKIIMKA KOCTHOTO Mo3ra B TedeHune 1-ro roga 1 pa3 B 3 mecsia, ganee — 1

pa3 B 6 Mmecs1eB B TeUeHHE 2-T0 roja, aajnee — 1 pa3 B rox 10 5 et HaOMoAeHUs IS

KOHTPOJIs1 3 (HEKTUBHOCTH JICUEHHUS M CBOEBPEMEHHOI'O BBISBJIEHHUS peruanBa [1].

YpoBeHb y0enuTeJbHOCTH pexkoMeHgamuii — C (YpoBeHb JI0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KomMmeHTapuii: enennianosoe ucciedosanue 2emMocpammvl NOKA3AHO Npu  J00ObIX
UBMEHEHUsIX 8 COCMOAHUU nayuenma. Buennanosoe ucciedosanue KOCmuo2o mosea noKa3ano npu
8bIGNICHUU JTIOObIX USMEHEHUN 2eMO2PaMMbL. BorbuuHcmeo peyuousos npoucxoosam 6 meyeHue
1-3 nem nocne oxonuanus mepanuu. Cmanoapmu3zo8anHvle 8peMeHHble MOYKU G35MUsi KOCMHO20

Mo32a Heobxo0umbsl npu monumopuree MOP.
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6. Opranu3anusi OKa3aHusi MeAUIMHCKOH MOMOIIH

MenuiuHcKast TOMOIIb, 33 HCKIIFOUSCHHEM MEUIIMHCKOM MOMOIIU B PAMKaX KIIMHHYECKOU
arpoOanuu, B cooTBeTcTBUH ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax OXpaHbI 37I0pOBbs rpaxkaaH B Poccuiickoii deneparim» opranu3yercs
U OKa3bIBACTCS:

1) B COOTBETCTBHH C MOJIOKEHHEM 00 OpraHU3alliy OKa3aHUsl MEUIIMHCKON MTOMOIIN
10 BHJIaM MEIUIUHCKOW ITOMOIIH, KOTOPOE YTBEPXKIACTCs YIOJTHOMOYeHHbIM DenepaibHbIM
OpraHOM MCIIOJHHUTEIBHOM BIACTH;

2) B COOTBETCTBUH C IOPSAJKOM OKa3aHUS MOMOIIM IO MPO(PHII0 «TeMaTOIOTHUS,

00s13aTeNbHBIM JJIA UCITIOJIHCHUS Ha TCPPUTOPHUHA Poccuiickoi @eﬂepaunn BCEMHU MCINIITMHCKUMHU

OpraHU3aIUsAMU;
3) Ha OCHOBE HACTOSIIUX KJIMHUYECKUX PEKOMEHIALINI;
4) C YYETOM CTaHAAPTOB MEAMUMHCKON MOMOIIH, YTBEPKACHHBIX YIIOJIHOMOUYEHHBIM

®denepaibHbIM OPTaHOM UCIIOJHUTEIBHOM BIIACTH.

[lepBuyHas crenuajiM3upoOBaHHAs MEIMKO-CAaHUTAPHASI MOMOIIb OKa3bIBACTCS BpPayoOM-
reMaToJIOTOM u WHBIMHA BpadyaMH-CIEUAATACTAMU B LIEHTpE amMOyJIaTopHOU
reMaToJIOTHYECKOM/ OHKOIOTHIECKOM IIOMOIIH 1m0 B IIEPBUYHOM
reMaToJIOrMIeCKOM/OHKOJIOTHYECKOM KaOWHETEe, TEPBHYHOM T'€MAaTOJIOTHYECKOM OT/ICIICHHH,
MOJUKJIMHUYECKOM OTIEJIEHUH OHKOJIOTUYECKOT0 JUCIIaHCEpa.

[Ipu BeIssBNeHUN y nmanrenta OMJI uiam noo3peHun Ha HEro BpauM-TE€pareBThl, Bpaun-
TepamneBThl YYacCTKOBBIE, BpauM OOIIEH MNpakTHUKUA (CeMEHWHbIE Bpaud), BpavyH-CICIHAIIUCTHI,
CpeHHE MEIUIIMHCKUE PAOOTHUKM B YCTAHOBJICHHOM TIOPSIIKE HAMPABIAIOT IMAllMEHTa Ha
KOHCYJITAIIMIO B IIEHTP aMOyJIaTOpPHON IeMaToJIOTMYECKOM/OHKOJIOTHYEeCKOH MOMOIIHM OO0 B
NEPBUYHBI  T€MaTONOTUYECKUH  KaOWHET, TEPBHYHOE TeMaTOJIOTUYECKOE  OTIENICHHE
MEJIUIIMHCKON OpraHu3aldy i1 OKa3aHWs €My IEpPBHUYHON CHEUUATM3UPOBAHHOW MEIUKO-
CaHUTAPHOU MOMOIILIH.

Bpau-remaronor amM0OynaTOpHOTO WM CTAIIHIOHAPHOTO 3BEHA FeMATOIOTHUECKON TTOMOIIIH
OpPTaHHU3yeT BHITIOJHEHHE TUATHOCTHYECKUX HCCIEAOBAHUN, HEOOXOIMUMBIX IS YCTAaHOBIICHUS
JMarHo3a, BKIII0Yasi paclpoCTPAHEHHOCTh U CTaJUI0 3a001eBaHUA.

B cnydyae HEBO3MOKHOCTH TMPOBEICHHUS JTHATHOCTHUYECKUX MCCIEIOBAaHUN TalUeHT
HaIIPABJISIETCA J€YalllUM BpadyoOM B MEAULMHCKYIO OPTaHU3ALMI0, OKA3bIBAIOLLYI0 MEIULIMHCKYIO
MOMOIIb TMAalMeHTaM C TeMaTOJOTUYECKUMH 3a00JIeBaHUSIMH, IJI YCTAHOBJICHUS AMArHo3a U
OKa3aHMS CIEHHATM3UPOBAHHON, B TOM YUCJIE BBICOKOTEXHOJIOTHYHOM, MEAUIMHCKON TOMOIIIH.

[Tpu BesiBIeHMn OMJI minu moI03peHN Ha HETO B XO0/1€ OKa3aHUsI CKOPOW MEAUIIUHCKON

MOMOIINH ManUCHTa NCPCBOAAT WJIM HAIIPABJIAKOT B MCAUIIMHCKUC OpraHHU3allli, OKAa3bIBAIOIIHC
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MEJUIIMHCKYIO TTOMOIIb MAIIMEHTaM C TeMaTOJOTHUYECKUMH 3a00JI€BaHUSIMH, ISl ONPEACIICHUS
TaKTUKA BEJACHUS M HEOOXOJAMMOCTH NPUMEHEHUs JIOMOJHHUTEIBHO JIPyTUX METOO0B
CIIELIMAITU3UPOBAHHOTO IIPOTHUBOOITYXOJIEBOTO JICYEHHUS.

Cneuuanu3upoBaHHas, B TOM YHCJIE BBICOKOTEXHOJOTMYHAs, MEAUIIMHCKAs MOMOIIb
OKa3bIBAC€TCS  BpayaMHU-TEMATOJOraMM B  MEAUIMHCKUX OpraHU3alUsIX, OKa3bIBAIOIINX
MEAMIIMHCKYIO MOMOIIh manueHTaM ¢ OMJI, uMEIonuX JIUIEH3UI0, HE0OOX0TUMYI0 MaTepHaIbHO-
TEXHHYECKYIO 0a3y, CepTU(UIIMPOBAHHBIX CIICIIUATIICTOB, B CTAIMOHAPHBIX YCIOBUSIX U YCIOBUIX
JTHEBHOT'O CTAI[MOHApa M BKIIIOYAET MPO(HUIAKTHKY, JUATHOCTUKY, JICUEHHUE TeMaTOJIOTMYECKUX
3a0o0eBaHui, TPEOYIONUX HCIIOIB30BAHMS CICIIUATBHBIX METOJIOB M CJIOKHBIX YHHKaJIbHBIX
MEIUIIMHCKUX TEXHOJIOTHH, a TAK)Ke MEIUIIMHCKYIO PEeabMIIUTALIUIO.

B MemMuumHCKON oOpraHu3anuy, OKa3bIBAKOIIEH MEIUIMHCKYH) MOMOIIb IMallMEHTaM C
OMJI, TakTHKa MEAMIIMHCKOTO OOCJIENOBaHHWS U JICUCHUs YCTaHABIMBAETCS BpadamH-
reMaTrojioraMu C MpHUBJICYEHUEM MPH HEOOXOAMMOCTH JPYTHX Bpadyeil-CleUaINCTOB, MPH
HEOOXOJMMOCTH C TPOBEJICHUEM KOHCHIMyMa. PemieHue koHCwimMyma Bpadedl odopmiisercs
MIPOTOKOJIOM, MOJNUCHIBAECTCS YYACTHUKAMHU KOHCUJIMYyMa BpPadye€il U BHOCUTCS B MEIUILIMHCKYIO
JOKYMEHTALMIO MaleHTa.

[TokazaHus K rocIUTAIM3aMU B KPYTJIOCYTOYHBIN WIIM JHEBHOM CTallMOHAP MEAUIIMHCKON
OpraHU3alMy, OKAa3bIBAIOUIEH CIICIUATIU3UPOBAHHYI0, B TOM YHUCJIE BBICOKOTEXHOJOTHYHYIO,
MEIUIIMHCKYI0  TOMOIIbL MO  TPOPHII0  «TeMaTOJIOTHUs»,  OMPENENSIOTCS  BpPadyoM-
reMaToJIOTOM/KOHCHJIMYMOM Bpadeil ¢ MpPUBJICYCHHEM MpPU HEOOXOMMMOCTH APYTHX Bpayei-
CHEIMaJINCTOB.

Iloxa3anusa AJis NJIAHOBOM rOCIUTAJIN3AUM:

J nojio3peHue/ycranosnenue auarsosa OJI;

J quartocTtuka peungusa OMJI;

. nposeneHue ouepeaHoro kypca XT B yClIoOBUSAX KPYIJIOCYTOUHOTO JINOO THEBHOTO
CTallMOHAPA;

. nposeaenue 3amnanupoBanHon TT'CK;

o BBINOJIHEHHE [JTAHOBBIX XUPYPIUYECKUX BMEIIATEIbCTB;

. BBITNIOJITHEHUE IIJIAHOBBIX JKCTPAKOPHOPAIBbHBIX METOJOB OYMILEHUS KPOBU U

3aMECTUTEIbLHON MOYEUHON TECpaInuu,
L4 IMPOBCACHUC 3aMECTUTEIbHON réeMOKOMIIOHEHTHOM TCpaIunu.
Ilokazanusa mis BKCTpCHHOﬁ ToCIIMTaIn3aluu:
L4 HCOTJIOXKHBIC COCTOAHHNA Y TAIUCHTOB C OMJl u IIpu MIOAO3PCHHUN HaA OJI:

- neiikormros >100 x 10%/;
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- bebpriibHas TUXopaaka U WHOEKIIMOHHBIC OCIOXHEHUsA Ha (OHE HEHTpONeHUU
nocne kypca XT;

- reMOpparu4ecKuil CUHIPOM;

- TPOMOOTHUYECKUE OCTIOKHEHUS,

- HEOOXOJUMOCTh MPOBEACHUS IKCTPEHHOM 3aMECTUTENbHON IeMOKOMIIOHEHTHOM
Teparuu;

- JIpyrue CUCTEMHBbIE HapyUIeHHs, OOYCIIOBIEHHBIE TEYEHHEM OCHOBHOIO
3a00JIeBaHUs WM PE3BUBIINECS BCIEICTBUE MPOBEICHHOIO JICUCHUSI.

Iloka3anus K BbINKMCKe NAIHEHTA U3 CTAlIMOHApA:

. BOCCTAHOBJICHHE TTOKa3arelieil nepudepruueckoil KpoBu (YpOBEHb JICHKOIUTOB >1
x 10%m, rpanynormros >0,5 x 10%m, TpomGonmTos >50 x 10%1, remorno6una >80 r/i) mocie
ouepennoro kypca XT;

o HOPMOTEpMHUSI B TEYEHHE 3-5 CYTKM M OTCYTCTBHE€ HEKOHTPOJIHPYEMBIX

MH(EKIIMOHHBIX OCJIIOKHEHUH B MOCIEKYPCOBOM MEPUOJIE;

. KyIIUPOBaHUE T€MOPPAruYECKUX OCIOKHEHUH;
. KyIUPOBaHUE TPOMOOTHUUECKUX OCIIOKHEHUH;
. KyIIUPOBAaHUE CHCTEMHBIX HapylIeHUs, OOYCIIOBIEHHBIX TEYEHHEM OCHOBHOI'O

3a00JIeBaHNS WIIM PA3BUBILUXCS BCIEICTBHE IPOBEACHHOTO JICUCHHUS.

3aKiIo4eHrue O 11eJIeCO00pa3HOCTH MepeBojia MalMeHTa B MPOQPHIbHYI0 MEAMIIMHCKYIO
OpraHU3alUI0 OCYIIECTBIIAETCS MOCie MPeABAPUTEIbHON KOHCYJIBTALMHU IO MPEI0CTABICHHBIM
MEIUIUHCKUM JOKyMEHTaM W/WIM NpeBapUTEeNbHOTO0 OCMOTpa MalUeHTa BpadyaMu-

CIeNUaTuCTaMU MEIUIIMHCKOM OpPTaHU3aIliH, B KOTOPYIO IIAHUPYETCS TIEPEBOI.

60



7. lonojHuTebHASA HHPOPMaNUs (B TOM 4yncjie (PaKTOPbI, BJAUSIONIHE HA

HCX0/1 3200J1eBaHNsI WJIM COCTOSTHHSA)

«MounekyasipHasi» Tepanus

[Iporpecc B m3ydenuu mosekyisipHoro narorenesa OMJI npuBen k pa3paboTke HOBBIX
«MOJIEKYJIIPHBIX)» MPENapaToB, T. €. MOJEKYJI, MEXaHU3M JIEUCTBUS KOTOPBIX CBSA3aH C BIUSHUEM
Ha Oenku, QYHKIHUS KOTOPBIX U3MEHSETCS B pe3yJIbTaTe MyTAIllMH UM TPAHCIOKAIIUH (TapreTHOe
BO3JciicTBUE). Hampumep, TreHEeTHYECKHE W3MEHEHUsS TPUBOAST K MyTalusM B TeHaX,
AKTUBUPYIOIINX KacKabl TpaHCayKiuu curnana (Hanpumep, FLT3, KIT, RAS), k clIHSHUIO T€HOB
WIM MYyTal¥sM, MPUBOAAIINM K MOBBIIICHUIO WM YTHETEHUIO TPAHCKPUIIIMOHHON aKTUBHOCTHU
(manpumep, PML-RARA, RUNX1-RUNX1T1, CBFB-MYH11l, CEBPA) wunu k HapylICHUIO
(GyHKIMM T'CHOB, BOBJICYCHHBIX B Imepenady curHana (Hampumep, NPM1, NUP98, NUP).
HecmoTps Ha TO 4TO AJIE HEKOTOPBIX MPENapaToB, ACHCTBYIOIIUX HA MOJEKYJISIPHOM ypOBHE, U
Oblta mponeMoHcTpupoBaHa d>(dexTuBHOCT mpu OMJIL, yxe Ha CcTaaud KIMHUYECKHX
MCCCJICIOBAHUM OBUIO TOHSATHO, YTO OOJBIIMHCTBO W3 HUX HEOOXOJMMO HCIOJb30BaTh B
COYETaHWH CO CTAaHNAPTHBIMH NPOTHBOOITYXOJIEBBIMU TIpenapaTaMud. B Hacrosimiee Bpems
MPOBOAUTCS OOJBIIOE YUCIO KIMHUYECKUX HCCIEAOBAHUN MO M3yYeHUIO 3(PPEKTUBHOCTU HpU

OMIJI u Ge30macHOCTH MpenapaToB U3 pa3IMyHbIX (PapMaleBTHUECKUX IPYIIIL.
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KpuTtepumn onieHKH kayecTBa MeIMIMHCKON MOMOIIA

Kpurtepuu kayecrBa

Onenka
BBINOJTHECHHSA

Y mnaunumenta ¢ nogo3dpeHueM Ha OMJIl wiam npu nepBUYHOM
npueme naruenta ¢ OMJI BeimosnHeHB! cOop xanol, aHaMHe3a U
OILICHKa OOBEKTHUBHOTO CTaTyca

JNla/Her

Y mnaunwenta ¢ nogo3peHueM Ha OMJIl wiam npu nepBUYHOM
npueme namueHta ¢ OMJl BbIONIHEH OOMIMI KIMHUYECKUN
QHAJIM3KPOBH  PAa3BEPHYTHIM C TMOJCYETOM JICHKOIMTAPHOM
(dhopMyIIbI 1 YKCIlia TPOMOOITUTOB

Jla/Her

Y nauuenTa ¢ nogo3penueM Ha OMJI nony4yeH qUTOIOTHYECKHM
npenapaT KOCTHOTO MO3ra ITyTeM HYHKIHMHM U BBIIOJHEHO
LUTOJIOTMYECKOE  HUCCIEN0BaHME Ma3Ka KOCTHOTO  Mo3ra
(MuenorpamMma), WiM, IpU HEBO3MOKHOCTH IOJYUYEHHUs aclupara,
[MOJIY4YCHHA THCTOJOTHYCCKUH npemapar KOCTHOIO MO3ra H
BBIIOJIHEHO  I[UTOJIOTMYECKOE U MMMYHOLUTOXMMUYECKOE
UCCIIEIOBAaHKME OTIIEYAaTKOB TPEMAHOOMONTaTa KOCTHOIO MO3ra

Jla/Her

Y manmenta ¢ momo3penueM Ha OMJI  BbIIOJNIHEHO
[UTOTEHETHYECKOE  HCcleloBaHWe  (KapUOTUI)  acmupara
KOCTHOI'O MO3Ta

Jla/Her

Y nauumenra c nopozpeHueM Ha OMJI winm npu nepBUYHOM
npueme mnauumeHta ¢ OMJI  BbimonHeH aHanM3  KpPOBHU
OMOXMMHUYECKHUH OO0IIeTepaneBTHYECKHi (KpeaTuHuH, OOumii
6enok, oOmmii GuIMpyOuH, JTaKTaTAETHAPOreHas3a)

Jla/Het

Y  manmenta ¢ momo3penneM Ha OMJI  BBITIOJNIHEHO
CIIMHHOMO3TOBYIO ITYHKIIMIO C CEPOJOTUYECKUM HCCIEAOBAaHUEM
ITMKBOpA

Jla/Het

Y mnanumenta ¢ OMJI no Havana cnenuguUeckod Tepanuu
BBINOJIHEHA PEHTIreHOorpadust OpraHoB rpyiHON kieTku u/niu KT
OpraHoOB I'PYAHOM KJIETKH W/UIIU TOJIOBHOTO MO3ra

Jla/Het

Y mnamueHTta ¢ BHepBble AuarHoctupoBaHHbiIM OMJI mocne
3aBEPIICHHS] BCEX JAMArHOCTUYECKHUX MEpPONPHUAITHI INpOBEICHA
WHIYKIIMOHHAS TEParus

Jla/Het

YV nmanumenra ¢ sepuduuupoBanasiM OMIJL, nocturmero I1P nocie
WHIYKIMOHHOTO JTama TepaluM, BBINOJIHEHA Iporpamma
KOHCOJIMJALMY PEMUCCHH

Na/Her

10

YV nmanmenTa ¢ BepudunmpoBanasiMm OMJI, nocturmero 1P moce
VHIYKIMOHHOI'O 3Tana TepaluH, IPOBEICHA KOHCYJIbTAlUS B
TPAHCIUIAHTAlMOHHOM IIEHTPE B T€YEHHE 3 MECAIIEB OT MOMEHTa
noctkenuss [IP mig pemeHunss Bompoca O BO3MOXKHOCTH M
11e71eco00pa3HOCTH BeIMoaHeHUs auio-TKM/ammo-TI'CK

Jla/Het

11

Y npamueHTta, — HOJy4aromlero  Tepamnui 10  MOBO.Y
Bepuduimpoannoro OMJI, mocie OKOHYaHHUS KOHCOJUIAIUH]
PEMICCUM TPOBEACHO LIUTOJIOTUYECKOE HCCIIEOBAHUE acTupaTa
KOCTHOT'O MO3ra

Jla/Het
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12

Y  manueHta, — MOJYy4Yalollero  TEepanui MO0  MOBOAY
Bepudunrpoannoro OMJI, mocrie 3aBepiieHus BCei MporpaMMbl
TEepanuy IMPOBEAECHO IUTOJIOIMYECKOE HCCIIEOBAHME aclupara
KOCTHOT'O MO3Ta

JNla/Her

13

Y nanueHTa ¢ KOHCTaTUPOBAaHHBIM PE3UCTEHTHBIM TEUEHHEM
OMJI BbIlIOJHEHA CMEHA TEpalmud Ha MPOrpaMMy JICYEHUS
pesucteHTHBIX hopm OMJL

Jla/Het

14

Y nanueHTa ¢ KOHCTaTMPOBaHHBIM PELUUAMBOM IIPOBEACHA
Tepanus 1o nporpaMmme jeuenus peuuansa OMJI win HazHaueHa
NaJUIMaTUBHAS Tepanus

Jla/Het
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Ipunoxenue Al. CocraB padoyeil rpynnsl 1o pa3padoTke U nNepecMoTpy

KJIMHUYECKUX PeKOMEeHIalui
AdanacseB B.B., 1.m.H., npodeccop, 3aciyxennsiii Bpau PO, nupextop HUU nerckoii
OHKOJIOTMH, T€MaTOJIOTUH M TpaHcIuaHtosoruu uM. P.M. T'opOadeBoii, 3aBeqyromiuii
Kadeapoi remaTosoruu, Tpancdysuonoruu U tpanciianToiorun ®I'bBOY BO «Ilepsbiit
Cankr-IleTepOyprckuii rocy1apcTBEHHBIN MEAUIIMHCKUN yHUBEepcUTeT uM. akanm. M.II.
[TaBnoBa» Mun3npasa Poccun, uien HannoHaabHOTO reMaToornyeckoro o0ImecTsa.
Bapanosa O.10., k.M.H., cTapmmnii Hay4yHBI COTPYAHHUK OTAEICHHS TpPaHCIUIAHTALUU
koctHoro mo3zra ®I'bY «HMMUII onkonorum um. H.H. biox3una» Munzapasa Poccuu,
MockBa, uwien HanmoHanbHOTO reMaToI0OTHYecKoro 001ecTna.
bonnapenxko C.H., k.M.H.,, PYKOBOJIUTEIb OTJAEIIa OHKOJIOTHMH, TE€MaTOJOTUU U
TPAHCIUIAHTOJIOTUH IS TOAPOCTKOB U B3pociabix HUM nerckoit OHKONIOrnu, reMaToI0Tuu
u Tpanciuiantonorun uM. P.M. TopbaueBoii ®I'BOY BO «llepBbiit CaHkT-
[TeTepOyprckuii rocyapCcTBEHHBIN MEAUIIMHCKII yHUBepcuTeT uM. akaf. M.I1. [TaBioBa»
Mumnznpasa Poccun, unen HanmoHaibHOTo reMaTojI0rn4eckoro oo1ecTna.
I'anonosa T.B., K.M.H., TTIaBHBII BHEIITATHBIN crienuaiucT-Tpancdysnonor MuH3apasa
Poccun, 3amectuTens TeHEpanbHOrO AUPEKTOpAa MO TPaHC(PY3HOJOTHH, 3aBEAYIOLIas
otnenoM Tpanchysuonoruu OI'bBY «HMUIL] rematonorun» MunszapaBa Poccuu, uneH
HanmonanbHoro reMaTosoru4eckoro o0IecTna.
I'punaes C.B., n.M.H.,, pykoBoautenb PecrmyONMKaHCKOTO IIEHTpa TpPaHCIUIAHTAIUU
kocTHOro mo3ra ®I'bY «Poccuiickuit HUU rematonoruu u tpancdysuonoruu PMBAY,
ysieH HarmoHanbHOro reMaTooruueckoro oomiecTsa.
Kanopckasa T.C., k.M.H., 3aBenytouias otnaenaeHuem remarosnorun I'bY3 «Upkyrckas
opaeHa «3Hak Ilouera» obmactHas knMHHUYecKas OosibHMLIA», wieH HanumoHnanbHOTO
reMaToJIOTHYECKOro o01iecTBa.
KasicoBa T.A., n.M.H., npodeccop, 3aBemyromas JabopaTopueil KINMHUYECKOH
OaxkTepuosIoruu, MUKoJIoruu u antuonotuueckoit repanuu GI'bY «HMUL] remaronoruny»
Munszapasa Poccun, uwien HanmonansHOro reMaTooru4eckoro oomecTna.
KoncrantunoBa T.C., xMmH., I'BY3 CO «OOnacTHOW TremMaTOIOTHYECKUA IICHTP
CBepanoBckoit o6nacTHOM kiMHUYecKoM OonbHMIBI Ne 1y, unen HanumonanbHOTO
reMaToJI0ruH4eckoro oOuiecTna.
Ky3pbmuna JLLA., K.M.H., 3aBeayronias OT/AEJICHHUEM HWHTEHCUBHON BBICOKOJO3HOU

XAMHOTCPAIIUK U TpPaHCIUIAHTAUHU KOCTHOI'0 MO3ra € KpPYIJIOCYTOYHBIM CTAllMOHApOM
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14.

15.

16.

17.

OI'bY «HMMUIL remaronorun» MunzapaBa Poccun, wien HanwoHanbHOTO
reMaToJI0rM4ecKoro oOuiecTna.

Jlamnn B.A., k.M.H., 3aBeaytomuii otneneHueMm remarojorun I'bY3 SO «O6nacthas
KJIMHUYecKasi O0JIbHULIAY, WieH HalmoHaapbHOro reMaToioruueckoro o0uiecTna.
IMapoBuunukoBa E.H., 1.M.H., 3aBenytomias OTACIOM XUMHOTEpAHH reMo01acTO30B,
JICTIPECCUT  KPOBETBOPEHUS M TpPaHCIUIAHTALMU KOCTHOro mosra @I'bY «HMULL
remartosyorum» Munsapasa Poccun, wien HarmonanbHOTo reMaToiorndeckoro o0IecTna.
CaBuenko B.I'., akanemuk PAH, 1.M.H., npodeccop, r1aBHbIN BHEIITATHBIN CIICITHAIHCT-
remaronor Munsapasa Poccuu, renepansubiii qupektop @I'bY « HMULL remaronoruny»
Mumnznpasa Poccun, unen HanmoHaibHOTo reMaTojI0rn4eckoro oo1ecTna.

CamoiinnoBa O.C., k.M.H.,, 3aBenyromas otxaeneHueM rematonorun ['BY3 HO
«Hwxeropoackas obOnactHas kiuHudeckas OonpHuna um. H.A. Cemamikoy», uieH
HarnmonansHOro reMaToI0rH4eckoro o0IecTna.

Cemouxkun C.B., n.M.H., npodeccop kadenpsl onkonoruu u remaronorun ®I'bOY BO
«Poccuiickuil HallMOHAIBHBIN UCCIIEI0BATENBCKUN MEAUIMHCKAN yHUBEpcuTeT um. H.M.
[TuporoBa» Munsapasa Poccuu, uien HaronaabHOro reMaToioruueckoro o0IiecTna.
CokonoB A.H., K.M.H., cTapmuil Hay4YHbli COTPYIHHMK OTAEJla XUMHOTEpaNuu
reMo0J1acTO30B, JIEMIPECCUN KPOBETBOPEHHUS M TPAHCIUIAHTAIIMK KOCTHOTO Mo3ra ®I'BY
«HMMIL] remaronornn» Munszapasa Poccun, uien HanroHanpHOTO réMaToaornyeckoro
o0riecTBa.

Tpouukas B.B., k.MH., 3aBeaymomas OTAEICHUEM WHTEHCUBHON BBICOKOAO3HOU
XUMHOTEpanuu TeMO0JIacTO30B, JENPECCHl KpPOBETBOPEHUS C KPYIVIOCYTOYHBIM
crauuonapoM ®I'bY «HMMUII remaronorun» Munsnpasa Poccun, wien HanronansHoro
reMaToJIOTHYECKOro o011ecTBa.

Hatoxun C.B., a.M.H., npodeccop, PI'BOY BO «PocToBckuili rocyaapcTBeHHBIH
MEIUIMHCKMN  yHuMBepcureT»  MuHu3apaBa  Poccum, unen  HanumonanbHOro

TEMATOJIOTUYECKOTO OOIIECTBA.

Kon¢gaukra natepecos Her.
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Ipunoxenue A2. MeTomx010rusi pa3spadoTKu KINHHUYECKHUX PEKOMEHIANH

[eseBast ayIMTOPUSA KIMHUYECKUX PEKOMEHIALMIA:

Bpaunu-reMaToJioru,

Bpa4dn-OHKOJIOI'HU;

Bpaun-TCPaIICBThI,
Bpaun-aKyIlICpbl-r’UHCKOJIOIHU,
Bpaun-aHCCTC3UOJIOTU-PCAHUMATOJIOT A

KJIMHUYECKHE (DapMaKOJIOTH.

MeToaojorus c60pa A0Ka3aTeJIbCTB. MCTOIH)I, HCIIOJIB30BaHHBIC OJIA C60pa/CGJI€KIII/II/I

J0Ka3aTCJIbCTB:

IIOUCK HY6HHKaL[I/Iﬁ B CIICIUAJIM3UPOBAHHBIX IICPUOJNYICCKUX NIE€YAaTHBIX U3AHUAX,

IIOMCK B 3JICKTPOHHBIX 0azax JaHHBbIX.

ba3bl JaHHbIX, HCIOJIb30BAaHHBIX AJIsA cﬁopa/ceﬂelcmm A0Ka3aTeJIbCTB.

JlokazarenbpHO# 6a30¥ 111 peKOMEHIalu i ABJISIOTCS Iy OIUKaIHH, Borneamue B KokpeitHOBCKyTO

6ubmnoTeKy, 6asel anubix PubMed u MedLine. T'iry6una noucka coctasisuia 30 JjieT.

Metoapl, HCNIOJIL30BAaHHbBIE JJISl AHAJIN3A 10KA3aTeJIbLCTB:

0030pHbI OIMyOJIMKOBAaHHBIX METa-aHAIN30B;

CUCTEMaTHUYECKHUE 0030PHI C TAOJIUIIAMH JI0KA3aTEIHCTB.

MeTOIlbI, HCIOJBb30BAaHHbIC AJId KAYECTBA U CHJIBI 10KA3aTEC/IbCTB:

KOHCCHCYC JKCIICPTOB,
OIICHKa 3HA4YUMMOCTH JO0Ka3aTCJIbCTB B COOTBCTCTBHHU C peﬁTHHFOBOﬁ cxemou

JI0Ka3aTebCTB (Tabm. 2—4).

Taoauma 2. Illkama OICHKU ypOBHEH IOCTOBEpHOCTH aokazarenbcTB (YJIJ]) mms meromos

JAUarHoCTHUKH (,HI/IaTHOCTI/I‘{CCKHX BMCIJ_IaTCJ'IBCTB)

YA

Paciiugposka

1

CucremaTnueckre 0030pbl UCCIEOBAHUM ¢ KOHTPOJIEM pe(epeHCHBIM METOJIOM WU
chUcTeMaTH4YecKhii 0030p pPaHJOMU3UPOBAHHBIX KIMHUYECKUX HCCIEAOBAaHUM C
IMPUMCHCHUCM MCTaaHaJIn3a

OT,Z[CJIBHBIC HCCJIICA0OBaHUA C KOHTPOJICM pe(bepeHCHLIM METOAOM HJIIN OTACIIBHBIC
PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUE MCCICAOBAHHUA W CHUCTEMATHYCCKHUC O630pBI
HCCIIeOBaHUM 11000r0 IIPI3afIHa, 3a HUCKIIOYCHHUEM PAHIOMHU3UPOBAHHBIX
KIIMHNYCCKUX I/ICCJ'IG)IOB&HI/Iﬁ, C IPpUMCHCHHUEM MCTaaHAJIM3a

HccnenoBanust 0e3 IOCIENOBATENBHOTO KOHTPOJIA PE(YEPEeHCHBIM METOAOM WU
UCCIIeIOBaHUsI € pPe(EepeHCHBIM METO/A0M, HE SBISIONIMMCS HE3aBUCHUMBIM OT
HCCIIETyeMOr0 METO/1a UJIM HEPAHIOMU3UPOBAHHBIE CPABHUTEIIbHbBIE UCCIIEIOBAHMS, B
TOM YHCJI€ KOTOPTHBIE HCCIIEA0BaHUS
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4 HeCpaBHI/ITCJIBHBIe HCCICA0BAHNA, OTMCAHNUC KIIMHUYCCKOI'O Ciiy4das
5 Hmeercs auibp 000CHOBaHNE MEXaHU3Ma ,Z[CﬁCTBPIfI HJIM MHCHUEC DKCIIEPTOB

Taomuma 3. Illkanma OIEHKU ypOBHEH ITOCTOBEpHOCTH aokazarenscTB (Y /) ams meromos
PO UITAKTUKH, JICUCHUS U peadbuutanuu (MpoPUIaKTHIECKUX, JIeUeOHbIX, peadMINTaIlMOHHBIX

BMEIIIATEIILCTB)

YA Paciiugposka

1 CucremMaTuyecKui O630p PaHAOMU3HUPOBAHHBIX KIMHHUYCCKUX I/ICCJ'ICIIOBaHI/Iﬁ C
IMPUMCHCHUCM MCTaaHAJIN3a

OTtnenbHblE pPaHIOMM3MPOBAHHBIE KIMHMYECKHE MCCIEJOBAHUS M CHCTEMaTHYecKHe
2 | 0030pbl HcclefoBaHUIl JIOO0OT0 Ju3aifHa, 3a HCKIIOUCHHEM PaHIOMHU3UPOBAHHBIX
KJIMHUYECKHUX MCCIIeI0BaHUN, C TPUMEHEHHEM MeTaaHalln3a

3 HepaH,I[OMI/IBI/II)OBaHHBIe CPAaBHUTCJIBHBIC HCCICAOBAHHA, B TOM 4YHCJIC KOI'OPTHLIC
HNCCICIOBaHUA

HecpaBHuTenbHbIE HCCIIEOBAHUS, ONMCAHUE KIIMHUYECKOTO CIIydasi MM CEPUHU CITy4yaeB,
MCCJIEIOBAHMSI «CITY4ali—KOHTPOJIb)

Hmeercst nuis 000CHOBaHHE MeEXaHU3Ma ﬂeﬁCTBHH BMCIIATCIbCTBA (I[OKJII/IHI/I‘IGCKI/IC
I/ICCJIGIIOBaHI/ISI) HJIM MHCHHUEC SKCIICPTOB

Ta6nauna 4. Illkana omeHku ypoBHed yOeaurtenbHocTu pekomenmauuid (YVYP) nns meromos
npoQUIaKTUKK,  JAMATHOCTUKM,  JieYeHus W peadbwiurauuu  (MpopUIaKTUYECKUX,
JIUAarHOCTHUYECKUX, JIEYCOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIIbCTB)

YYP Pacuugposka

CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpuTepuu 3((HEeKTUBHOCTH
(ucxopl) SBISIOTCS BAXHBIMM, BCE MCCIEIOBaHHUS HMMEIOT BBICOKOE WM
YAOBJIETBOPUTEIIBHOE  METOAOJOTMYECKOEe  KAayecTBO, HUX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0/1aM SIBJISIIOTCS] COIJIACOBAaHHBIMHU )

VYcnoBHas pekoMeHaanus (He Bce paccMaTpUBaeMble KpUTepuu 3(pPexTuBHOCTH
(Mcxofpl) SIBJISIOTCS BaXKHBIMM, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WIIH
YAOBJIETBOPUTEIIBHOE METOJI0JIOTUYECKOE KAayeCTBO W/WIM HUX BBIBOJBI IIO
MHTEPECYIOUIMM HUCX0/1aM He SIBJISIFOTCSI COTIACOBAHHBIMMU)

Cnabas pexomeHaaus (OTCyTCTBUE JOKA3aTEIbCTB HAJJICKAIIETO KauecTBa (BCE
paccMaTpuBaeMble KpUTEpUH YPPEKTUBHOCTU (MCXO/IbI) SABISIOTCS HEBaKHBIMU,
BCE MCCJIEJIOBaHMSI UMEIOT HU3KO€ METOJI0JIOTUYECKOE KaueCTBO U UX BBIBOBI T10
MHTEPECYIOUIMM HCX0/1aM He SIBJISIIOTCS COTJIACOBAHHBIMMU)

A

Iopsiaok 00HOBIEeHNS KINMHUYECKUX PEKOMEH/IAIUIA.

AKTyanmu3anus IpoBOJUTCS HE peke ueM 1 pa3 B 3 rojia ¢ y4eTOM IMOSBHUBIIEHCS HOBOM
uH(pOpMaIK 0 AMATHOCTUKE M TaKTHUKE BEACHUS MAIllMEHTOB, cTpagaronmx OMJI, Ho He vame
yeMm pa3 B 6 mecsieB. Pemenne 06 oOHoBieHuu npuHUMaer Mwun3apaB Poccun Ha OCHOBe
MPEJIOKEHUH, MPEICTAaBICHHBIX MEIUIIMHCKUME TpOo(ecCHOHAIBHBIME HEKOMMEPUYECKUMU

OopraHu3alusAMU. C(l)OpMPIpOBaHHI)Ie IpCaAIOXKCHUSA JOJIDKHBI YUUTEIBATDH PE3YIIbTATHI
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KOMIIJICKCHOM OLICHKH JICKAPCTBCHHBIX ITPEIapaToB, MEAUINHCKUX I/I3,Z[CJ'II/H71, a TaKXXE pE3yJIbTaTbl

KJIMHUYECKOU arpoOaruu.
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IMpunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIIOYasi COOTBETCTBHUE
MOKA3aHUI K NPUMEHEHUIO U MPOTHBONOKA3AHMA, CIIOCO0OB MPUMEHEHUS 1
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMHU MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

IIpuao:xkenne A3.1. /lmarHocTMuecKHe TeCThl M _MCCJIEI0BAHHMS, NPUMeEHsIeMbIe Y

NAIMEHTOB BIIEPBLIE BLISIBJIECHHBIM OCTPLIM MHEJOMIHBIM JIEiiK030M

Tab6auna 5. /[marHocTuyeckre TeCThl U UCCIICIOBAHUS

Heo0xonumocTn
IToxa3zarean HUccaenoBanus NPOBeJAeHUs
HCCJIeI0BAHMA
Knnanveckuii ananm3 KpoBH ¢ Gopmyrion Ha
Acnupar KOCTHOTO MO3ra Ha
TpenanoOuorncus ITo nokazanusm
Hccnenosanus, NPT-uccnenosanue Ha
HEOOXOAUMBIE IS
YCTaHOBJICHUS L{uTorenernxa Ha
varH
AMArHO34 FISH [To nmokazanusm
Cxpununar RUNX1-RUNX1T1, CBFB-MYH1,
[To nokazanusim
PML/RARA wiu Ipyrux reHoB
JlrombanbHas MyHKIUS Ha
AHaMHe3 KU3HU U1 3a00JeBaHUs Ha
Craryc nanuenra (o mkaiam ECOG/BO3) Jla
HccnenoBanre KoMOpOUIHOCTEN a
broxumuueckoe ucciaen0BaHue, Jla
KOaryJiorpaMmMa
Tect Ha GepeMeHHOCTh Ha
HLA-tunupoBanue Ha
HeoOxonumsie
VCCIIEIOBAHUS 110 TecTupoBaHue KpOBU Ha MapKepbl BUPYCOB
Hayaa JeyeHus rermatutoB B, C; Bupyca ummyHonedummra Ha
4eJI0BeKa
Pentrenorpagust opraHoB IrpyJHON KIETKU Ha
KT opranoB rpyaHO# KJI€TKH, rojloBHOro Mo3ra | la
OnexTpokapauorpadus, Jla
9X0-3JIEKTpoKapArorpadus
buobankuHr PexomMennarensHO
Myranuu renoB NPM1, CEBPA, FLT3 PexoMennmaTrennLHO
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HUccnenosanue
MPOTHOCTUYECKUX
MapKepoB

Mytaruu rero WT1, RUNX1, MLL, KIT B pamkax nccnenoBanuit

RAS, TP53, TET2, IDH1 B pamkax nccnenoBanuit

Okcmpeccus reHoB ERG, MN1, EVI1, BAALC B pamkax nccnenoBanuit

Onpenenenne MOb B pamkax uccienoBanuit

IIpuao:xenue A3.2. BapuanThl KypcoB XUMHOTEPANIUY IPH OCTPOM MHEJIONTHOM

JenKo3e

Tabauua 6. BapuanTtsl KypcoB HHAYKIMU U KOHCOIHUIAIMN

IIporpamma
UHAYKIMU/
KOHCOJIUAALHMHU

IIpenapat

7+3(1)

Iurapa6bun** 100 mr/m? B/B 2 pa3a B CyTKM B 1—7-if THH B KOMOUHAIIUH
¢ ogHuM u3 caexyromux JIII:

o Jlaynopy6unma** 60 mr/m? B/B 1 pa3 B neHb B 1-3-if 1HM nim
e Murokcantpor** 10 mr/m? B/B 1 pa3 B ieHb B 1-3-ii THU WK
o UnapyOurua** 12 mr/m? B/B 1 pa3 B 1cHb B 1-3-i1 1HU

7+3(2)

Lurapabuu** 200 Mr/m? B/B KpyTI0CyTOUHO B 1-7-i IHM B KOMOUHAIIUH
¢ oHUM U3 cienyromux JIIT:

o JlayropyOunma** 60 mr/m? B/B 1 pa3 B feHb B 3-5-if 1M nm
e MurtokcanTpor®* 10 mr/m? B/B 1 pa3 B JIcHb B 3—5-i1 THU Win
o UnapyOunuu™** 12 mr/m? B/ 1 pa3 B JieHb B 3—5-i1 1HU

7+ 3+ VP-16

Iurapabun** 100 Mr/m? B/B 2 pasa B CyTKH B 1—7-if auu
Jaynopyourma** 45 mr/M? B/B 1 pa3 B 1enb B 1-3-if U
Sromozum** 120 mr/m? /B 1 pa3 B AeHb B 17-21-i1 nuu

ADE [99]

#1{utapabus** 100 mMr/m? B/B 2 pasa B cyTku B 1-10 n1uu
Jaynopy6urma** 50 mMr/M? B/B 1 pa3 B 1erb B 1-3 16K
Sromozun** 100 mr/m? B/ 1 pa3 B AeHb B 1-5 qHH

7+3+7

Hurapadbun** 100 mr/m? B/B 2 paza B AeHb B 1-7-i1 nHU
Jaynopyourma** 45 mr/m? B/B 1 pa3 B 1enb B 1-3-if 1au
#9romosua** 75 mr/m? B/B 1 pa3 B AeHb B 1-7-i1 nHU

ICE [100]

#UnapyOunmu** 12 mr/m? B/B 1 pa3 B aesb B 1, 3, 5-it nHU
[urapabua** 100 mr/m? B/B 24-uacosast uHbYy3us B 1-7-if 1au
#9ronozua** 100 mr/m? B/ 1 pa3 B AeHb B 1-3-i1 1HU

IVA (1)

#Unapyoumma** 12 mr/m? B/B 1 pa3 B JIcHb BO 2, 4, 6-if 1HU
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Aromozua** 100 mr/m? B/B 1 pa3 B IeHb B 3—/-ii THU
[urapabun** 100 mr/m? B/B 24-uacosast uuby3us B 1-7-it quu

#Unapyounmu** 12 mr/m? B/B 1 pa3 B ICHb BO 2, 4-ii THU

IVA (2) Sronosun** 100 mr/m? B/ 1 pa3 B fieHb B0 2—6-ii 1HK
#l{urapabun** 100 mr/m? B/B 24-uacoas ubysus B 1-6-i quu
#Mutokcantpon®* 10 mr/m? B/B 1 pa3 B 1eHb B 4—8-i1 nHU
MAYV [101] #1lurapabur** 100 mr/m? B/B 24-uacoBas nHby3us B 1-8-ii aHM
Dronozun** 100 mr/m? 8/ 1 pas B nenb B 4-8-it 1Hu
#Owirpactum™** 5 MKT/KT B 1-7-i1 THU
FLAG-IDA #Dnynapabun** 30 mr/m? 30-MuHyTHas UH(Y3HSA BO 2—6-if 1HUI
[102] Hurapabur** 2000 mr/m? B/B 4-uacoBas uH(Y3usS depe3 4 4 mocie
BBeeHUS #urynapabuna** Bo 2—6-i qau
#Unapyounma** 10 mr/m? B/B 1 pa3 B 1icHb B 4—6-i1 1HU
HidAC-3-7 #l{urapabun** 3 r/m? B/B 2 pasa B cyTku B 1, 3, 5, 7-if quu
[103] Haynopyounun** 45 mr/m? B/B 1 pa3 B eHb B 1-3-ii 1HU

#9romo3ua** 75 mr/m? B/B 1 pa3 B ieHb B 1—7-ii 1HU

[utapabun** B
BBICOKHX 032X

Hurapadbuna** 1,5-3 /M2 kaxpie 12 u 6 mHeit

#Llutapabun™* B
CPeAHHUX J103axX

#l{urapadbun** 1,0-1,5 r/M? kaxxzpie 12 u 3 qus wim
#Ilurapabun** 0,5-1,5 r/m? 1-5(6) nuei

Azanuruang** Azanuruaua** 75 mr/m? 7 naeit m/x 1 pa3 B JIeHb, HHTEpBaa 21 1cHb
Jeunrabuna #Jletrabun 20 mr/m? B/B 1 pa3 B aenb, 1-5 nuu wnn 1-10 nau
#]leunradun 20 mr/m? B/B 1 pa3 B AeHb, 1-3 nHu
Dec IEjSaliA\ ra-C #U napy6uuma** 3 Mr/m? B/B cTpyiiHo 1 pa3 B aenb, 4-10 guu
#l{utapadbun** 30 MF/MZ/CyT, 4-17 nau
Mauble 10361 #l{urapabun** 10 mr/m? /k 2 pasa B CyTKH 28 jHeit
#uuTapabuna™*
[50]

Beneroxmakc ¢

a3aluTAINHOM*®
*

Asaruraaua** 75 mr/m? 7 mHed n/k 1 pa3 B JieHb, UHTepBal 21 1eHb
Beneroxmakc 100 mr B 1 geun, 200 mr Bo 2-# geus, 400 mr 3-28 nueit

Benerokiakc ¢
JIEATA0MHOM

Termra6un 20 mr/m? 8/B 1 pa3 B JieHb, 1-5 qHu
Beneroxmakc 100 mr B 1-i1 geus, 200 mr Bo 2-#1 geus, 400 mr 3-28 mueit

Benerokiakc ¢
MAaJIBIMU JO3aMU
#uuTtapabuHa™*

600 mr 4-28 nan

#1{urapabua** 20 mr/m? m/k 2 pasa B cyTku 10 qreit
Benerokmake 100 mr B 1-i1 menn, 200 mr Bo 2-# nenb, 400 mr 3 neHb,

Tab6auua 7. Bapuantel KypcoB KOHCOJNMJALMHU, Tepanuu pedpakTepHbIX (OpPM U PELUIUBOB

OM.H, HCIOJIb3YCMBIC pa3HbIMU UCCIICIOBATCIILCKUMU I'PYIIIIaMU
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IIporpamma

KOHCOJIHAALUHA IIpenapart
U penunBa
HD-ARA-C #l{utapabun** 3 /M2 2 pasa B zieHb B 1, 3, 5-i1 n1HH
[104]
MidAC [105] [Mutapabun** 1 /Mm% B/B 2 paza B AeHb B 1-3-i1 HU

#Mutokcantpor** 10 mr/m? B/B 1 pa3 B 1eHb B 1-5-if 1HU

HAM (1) [106]

#l{utapabun** 3 /M2 B/B 2 pasa B ieHb B 1-3-ii 1HU
MuTtokcaatpor** 10 mr/m? B/B 1 pa3 B JcHb B 3—5-i1 HU

[utapabun** 3 r/m? B/B 3-uacoBas uadys3us 1 pas B aeHb B 1-3-it guu

HAM (2) MutokcanTpon** 12 mr/m? B/B 1 pa3 B IeHb BO 2 U 3-i JHU
#l{urapabun** 1 r/m? B/B 1 pa3 B neHp 12-uacosas uudy3us B 1-3-if 1HM
A-HAM [107] Murtokcautpor** 12 mr/m? B/B 1 pa3 B fieHb B 2—3-if [HE
#TperuHoun™* 45 mr/m? B 3-5 nHu, 3atem 15 mr/m? B 6-28-it nuu
ID-Ara-C/DNR #l{urapabun** 3 r/M? B/B 2 paza B ieHb 2-uacoBast uHGYy3us B 1-4-if [aK
[108] JayHopyOumua** 45 mr/m? B/B 1 pa3 B eHb B 3-5-if 1Hu
HAD #l{urapabun** 3 r/M° B/B 2 pasa B icHb 2-uacoBas HHY3us B 1-5-if 1HK
JHaysopyoumua** 45 mr/mM2 B/B 1 pa3 B 1eHb B 3-5-if 1Hu
H-MAC [109] #l{urapabun** 3 r/M? B/B 2-uacoBas uH(Y3HUA 2 pasa B ieHb B 1—6-if [HK
Mutokcantpor** 10 mr/m? B/B 1 pa3 B JIeHb B 4—6-ii 1HU
I-MAC [110] #l{utapabun** 1 r/m2 B/B 2-yacoBast uHdy3us 2 pasa B AeHb B 1-6-if 1au
Murokcaatpor** 10 mr/m? B/B 1 pa3 B feHb B 4—6-if 11
Azarutuaug** Aszarruaua** 75 mr/m? 7 nHed, uHTepBaN 21 neHp
Henurabuna #Jlermrabun 20 Mr/M? B/B 1 pa3 B nenb B 1-5-if quu umn 1-10-i qan
2 J—
Dec-1da-Ara-C #]lentuTaOuH ZS*MF/M B/2B lpaszB )vleHL, 1-3 nuun
[51] # napyouuun** 3 mr/m* B/B ctpyitHo 1 pa3 B nenb, 4-10 nuu
#l{urapabun** 30 mr/m?/cyT, 4-17 nau
Maisie 10361 #l{urapabur** 10 Mr/M? n/k 2 pasa B 1eHb 28 nHei
#uutapabuHa**
[50]
#Benetokiakc ¢ Azarmumuaua** 75 Mr/m? 7 nHed n/k 1 pas B feHb, mHTEpBan 21 1eHb
asalUTHINHOM* * #Beneroxitakc 400 mr, 1-28 nuei
[53]
#BeHeToKIaKc ¢ Hermra6un 20 mMr/m2 B/B 1 pa3 B ieHb, 1-5 qHN
IEUTa0HOM #Beneroxiakc 400 mr, 1-28 mueit
[53]

#BeHeTOKIIaKC C
MaJbIMH J03aMHU
#uutapabuna**

#llurapadbun** 20 Mr/M? /K 2 paza B aenb, 10 nHei
#Beneroxiiakc 600 mr, 1-28 nueit

Tadauua 8. BapraHTsl KypcoB MOAEP>KUBAIOIIETO JICUCHHS
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IIporpamma IIpenapar
#l{urapadbun** 100 Mr/m? B/B 2 paza B neHb B 1-5-ii mam mwim 50-100
5+ 6-MI1 Mr/mM? /K 2 pa3a B JieHb B 1-5-if mHUM
#Mepkanrormypus** 60 Mr/M% B CyTKHU B 2 IpreMa BHYTPb B 1-5-if 1HK
#l{urapadbun** 100 Mr/M? B/B 2 pasa B neHb B 1-5-if qam wm 100 MI/M?
5+ 1D (1) /K 2 pa3a B JieHb B 1-5-i1 1HU
#l{uxmodochamua™** 1000 Mr/mM? B 3-i 1eHb
#l{urapabun** 100 Mr/mM2 B/B 2 pasa B aeHb B 1-5-if qau win 50 MI/M?
5+ 1D (2) /K 2 pa3a B ieHb B 1-5-i1 1HU
#l{uxnodochamua™* 650 Mr/mM2 B 1-i neHn
#Mepkanrormypus** 50 Mr/mM% B CyTKH B 2 IpueMa BHYTPb TIOCTOSHHO B
TeYeHHEe 2 JIeT ¢ MOoAUQUKAIMEHd 1T03bI B 3aBHUCHMOCTH OT TJIyOWHBI
6-MP + MTX |OMTONEHUYECKOTO CHHIPOMA
[111] #Metotpekcar** 10 mr/m? 1 pas B Helemo B/B B TeueHHe 2 JET C
Monudukanye 103l B 3aBUCUMOCTH OT TJIYOMHBI ITUTONEHHUYECKOTO
CUHpOMA
Azamutuaug** Aszarruaua** 75 mr/m? 7 nHei, uHTepBan 21 neHp
Jeunrabun #]leuntadbun 20 mr/m2 B/B 1 pa3 B neHb, 1-5 qgau wim 1-10 qam
[112]
Marnsie 10361 #l{urapabur** 10 Mr/M? n/k 2 pasa B 1eHb 21-28 mueit
#uurapabuHa™**
[50]
#BeHeTOKIIaKC C Aszarriaua** 75 mr/m? 7 mHeit, m/k 1 pa3 B JicHb, HHTEpBa 21 JICHD
asalUTHINHOM* * #Benerokiakc 400 mr 1-28 nueit
[53]
#BeHeTokakc ¢ Jenura6un 20 Mr/M? B/B 1 pa3s B aeHb, 1-5 guu
IEUTa0NHOM #Benerokiakc 400 mr 1-28 nueit
[53]

Benerokiakc ¢

#uuTtapabuna™*

MaJIbIMH 103aMU

#l{urapabur** 20 Mr/M? n/k 2 pasa B 1enb 10 nHei
#Benerokiakc 600 mr 1-28 nueit

Hpuiaoxenue A3.3. [Hokaszanus k aL10-TKM/anno-TI'CK B 1-ii m0oJTHOH peMUCCHH

OCTPOI0 MHMEJOWIHOIO JeiK03a

Taoiauua 9. Cunrernueckue nokaszanusa Kk awio-TKM B 1-i1 [IP OMJI B 3aBUCUMOCTH OT

MOJIEKYJIIPHO-TEHETUUECKUX, KIMHUYECKHUX XapakTepucTuk OMJI u prcka TpaHCIIIaHTalMOHHON

aeransHOCTH [42]

I'pynna
HHTErpup
OBAHHOI'0

pHucka

Onpenenenue rpynnsl

banbHas ouneHka NporLosa
JeTAJbHOCTH, HE CBA3AHHOM
¢ peluIuBOM, KOTOpasi
MO3BOJISIET CUNTATH AJLJIO-

Puck pazButus
peuuIuBa B
3aBMCUMOCTH OT
BbIINOJIHEHUSA

pucKa
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TI'CK npeanoyrurebHbIM
BAPHAHTOM KOHCOJIMIALUMA

XT nan
ayTo-
TI'CK, %

aJlj1o-
TICK,
%

pUCK
HIKaJa | CMEPTH, HE
HCT- | cBa3anHbIii ¢

Cli PEIUIUBOM,
%

1IKanza
EBMT

biaronpus
THBIMN

«1(8;21) u neiikonuro3 <20
x 10%mn

«inv16; t(16;16) mo 35 aer

emytamius CEBPA  (2-
ajuieNbHast)

emyTanusi NPM 6e3 FLT3-
ITD myramuit

o[IP mocne 1-ro kypca
UHTYKIUH

eOtcyrctBue MObB

3540

15-20

10-15

IIpomexyT
OYHBII

o1(8;21) m ;1. > 20 x 10%n

eHopmanbHbIil  KapuoTHII
(umum moteps TONBKO X-,
WIH TOJIBKO Y-
XPOMOCOMBI) c
nerkomurosoM <100 X
10%n u mpm mOCTHKEHHH
ITP nocne 1-ro xypca

50-55

20-25

<20-25

IInoxon

eHenoctuxxkenue IIP mocie
1-ro xypca y mnamnueHToB
U3 TPYII OJaronpusITHOTO
Y IIPOMEKYTOUYHOTO PUCKA

eHopManbHBIN KapuOTHUII U
neiikonuTos >100 x 10%n

e AHOMaJBbHBIA KapHOTHII,
HEOTMEUEHHBI B TpyIIe
IIPOMEKYTOUYHOI'O U OYEHBb
IIJIOXOTO IIPOTHO3a

70-80

3040

<34 | <34 <30

Quenn
IJIOXOM

° MoOHOCOMHBI

KapHOTHIT
Anomaimu 3026

I'unepakcnpeccus
Evi-1

>90

40-50

<40

Ipuiaoxkenue A3.4. UMMVHOJ0rHYeCKHE MAPKEPhI PA3HLIX BADHUAHTOB OCTPOr0

MHEJOWJIHOIO0 JeHK03a

Ta6auua 10. IMMyHOTOTHYECKHE MapKephl, XapaKTEPHBIE TS Pa3HBIX MOP(HOIIMTOXUMHUIECKUX

BapuantoB OMJI [7]
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Bapuant JKcnpeccusi aHTUTEHOB KJacTepoB AU depeHuupoBku
oM1 CD13| CD14| CD15 | CD33 | CD34 | HLA-DR |CD4la| CD61 | CD235a
MO +/— - - +/— +/— +/— - - -
M1 +/— - - +/— +/— +/— - - -
M2 + - +/— + —/+ + - - —
M3 + - I+ + —I+* —+* - - -
M4 + +/— +/— + —+ + — - -
M5 +/— +/— +/— + I+ + - - -
M6 - — I+ - - - - +/—
M7 +/— - - +/— —/+ J+ + + _
*Penko.
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Ilpuaoxenue A3.5. Kpurepuu 1MarHoCTHKH OCTPOro JeiK03a CMeIaHHOr0

deHoTHIIA IPH ANHON 0JIACTHON NONYJIAIUY

Ta6uua 11. Kpurepun muarsoctuxu OJICD npu eauHoit 6aacTHoi momysumu [31]

MI/IGJIOI/II[HaSI HAITPaBJICHHOCTb

. MPO, nonoXutenbHbIi pe3yibTaT MPH MPOBEICHUH ITUTOXUMHUYECKON PEeaKuu W/Uin
MPOTOYHOH HUTO(ITYOPUMETPUH H/UIH UMMYHOTUCTOXUMUYECKOM HCCIIEJOBAHUY;
. 2 u OoJjee MOHOIIMTAPHBIX aHTUIEHA: Hecneuuduueckas 3cTepasa, BHIIBICHHAS MPU

npoBeeHUH ruToxumuaeckoi peakiuu; u CD11c, CD64, CD14, nu3ouuM, BbISBICHHBIC PU
MIPOTOYHOM IIUTODITYOPUMETPUH

T-knerounas HaIIpaBJICHHOCTb

. uToruiazMatuaeckas sxcnpeccust CD3 (pu mpoTodHOo#M HUTO(ITyOpUMETPUH TOIKHBI
OBITh HCITOJIb30BAaHBI AaHTUTENA K &-11enn anTurena CD3)

WIH

. noBepxHocTHas dKkcrpeccus CD3

B-knerounas HarpaBIEHHOCTh

. spkasi skcrpeccusi CD19 wu sipkast skcmpeccust XOTs Obl OJHOTO W3 CIEAYIOUINX
MapkepoB: CD79a, muromiazmatudeckuii CD22, CD10

WA

. cnabas skcrpeccusi CD19 u sipkast sxcrpeccust 2 u 6osee U3 ClIeIyImuX MapKepoB:

CD79a, nurorutazmarunueckuii CD22, CD10




Ipuiaoxenye A3.6. XapaKTepHCTHKA BTOPHYHBLIX OCTPLIX MHEJOMIHBIX JeHK030B

Tabauuma 12. Xapaxtepuctuka BTOpuuHBIX OMUJI,

UHrUOUTOPOB Toronzomepassl || u ankumpyrommx areHToB [1]

ACCOLMUPOBAHHBIX C TMPUMCHCHUCM

Knace xumuonpenapara

WNuruburop Tononzomepassl
I

ANKWINPYIOUIUHN areHT u
MIPOU3BOJIHBIC
HUTPO30MOUYEBUHBI

OcHoBHBIE NIpenapaTbl

OTONO3MU, TEHUIIO3HU]I,
MHUTOKCAHTPOH, SIUPYOHIINH

[Muknodochamun, mendanan,
XJIOPaMOYIIHJI, KAPMYCTHH,
JIOMYCTUH

XpomocoMHBIE
a00epauuu

PeapanxupoBku MLL-renos,
t(15;17)(PML-RARa),
t(8;21)(AML1-ETO), inv(16)
i 1(16;16)(CBFf-MYH11)

MoHocoMus U Jeerust
XpoMocoMm 5 u 7

Cpennee BpeMs 10

NAanUeHTOB

2-3 o7
pasButust OMJL, roast
KoMmuiekcHbIe 10J10MKH
Penxo Yacto
KAapHOTHIIA
HpenmecrByrommii MJIC Penko Yacro
XapakTepHbIii BO3pacT
P P P Mounonasie [Toxwunsre




IIpunoxenue b. Anropurmsl 1eidcTBUII Bpaya

Puc. 1. CrangapTHslii anroput™ BeiOopa Tepanuu y nanuenta ¢ OMJI momnoxe 60 net

BepuduumposaHHsin anarsos OMI,
naumeHT monoxe 60 net

|

TunupoBaxue NauneHTa u ero
poaHbix OpaTses U cecTep (Hadyano
noucka goxopa ans annoTr CK)

|

WHayKUMOHHaR Tepanua
Kypc7+3
(OayHopyOuuuH 60 mrim2)

fa
MNP nocne 1 kypca

Bropoit 7+3
KoHconuaupyioLaa Tepanus: (ecnu % ONacTHLIX KNETOK
nosTopexue 7+3 SonbLUe UCXOAHOrO, TO

TEPanua 2-i NKHKK)

Oa Het
MNP nocne 2 kypca

pOTOKONE! ANA NeYeHNA
2-3 kypca ¢ BOY pedpaxTepHsix OMIN

v

KnuHuyeckoe uccnefosaHne

MonexynspHo-reHeTUYeCKoe UCcCreaosaxmne
BbINONHEHO A0 Hayana ne4yeHus

EcTb nokasaHus K anno-TKM
- HepocTuxenwe MNP nocne 1 kypca
- [pynna NPOMEXYTOYHOTO pHCKa
- TPYNNa BLICOKOTO PUCKa

Anno-TKM moxeT ObiTs BoINOMHEHA

MoanepxwvBaoLLar Tepanua Anno-TKM




Puc. 2. CtanapTHBIA aaropuT™ BeiOOpa Tepanuu y manuenta ¢ OMJI crapire 60 et

BepuduumpoBaHHsii anar#os OMIT,
nauueHT crapwe 60 net

MaumexT 60-65 net
ECOG 0-1

MauMeHT noaxoguT AnA
KNVHW4ECKOTO UCCNEA0BaHUA

MNaumenT 65-70 ner
ECOG 0-1

7+3

KnuHuuyeckoe uccnegosaxune (DayHOpyBMLMH B0 MT/M2)

Nauuent 60-70 net
ECOG »=2
wnu
aumeHT 70-80 ne

7+3
(OayHopyOuumH 45 Mrim2)

|

MNP nocne 1 xypca

BnacTHbIx knetox >30% MauweHT cTapie 80 ner

KoHconuavpyiowas Tepanus:
MOBTOPEHUE UHAYKLMOHHOTO Moy

l

Kypca

MIL-21 unu nannuatueHas
Tepanua

Y naumenTos 60-65 nert -
sonpoc 00 anno-TICK

AzauuTUaMH

|

Het Ouexka 3dexTa Ha
asauuTuauHe - nocne 4 kypca,
€©CAK HeT nporpeccum

MNP nocne 2 xypca

KoHCONMANDYKLLEA Tepanua:
NOBTOPEHUE UHAYKLMOHHOTO may

kypca wn
nporpamMmsl Tepanuu
Y naumeHTos 60-65 ner - pedpakTepHbIx opm OMI

wnu
CLeP¥VMBAHLLAR 1
NOAASP¥MEAHLLAR TEPANUA

sonpoc 00 anno-TrCcK
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IMpunoxenue B. Uudopmanus 1 naumeHra

OcCTpblil MUETTOUTHBIN JICIIKO3 HA3bIBACTCSI TAKXKE OCTPHIM MHUEIOOJIACTHBIM JICHKO30M U
ocTpbiM HenmuMmbooOacTHeIM JeiikozoM. OMJI pa3BuBaetcs, korna Bo3Hukaer nedekr JJHK B
He3peJIbIX KJIETKax KOCTHOro mosra. Tounas npuunHa OMJI HensBectHa. OMJI nposiBiisAroTcs B
ar0060M Bo3pacTe W sBisitoTcss Hambonee vactoit opmoit OJI y B3pocimeix. OMJI BBI3BIBAIOT
HEKOHTPOJIUPYEMBII POCT OJACTHBIX, T. €. HE3PENbIX KIETOK KPOBU U KOCTHOTO MO3ra, KOTOpbIE
HE MOTYT HOpMaJbHO (pyHKUIHMOHMpPOBaTh. [lamentsl ¢ OMJI UMEIOT MOHMKEHHOE KOJIUYECTBO
3peNbIX 37J0POBBIX KJIETOK KPOBU BCEX THIIOB: 3PUTPOLUTOB, TPOMOOIMTOB MU JEUKOIMTOB. B
3aBUCHMOCTH OT THIIA KJIETOK, Ha KOTOpble OOJIe3Hb TIaBHBIM 00pa3oM BoszfaeiictByer, OMIJI
JENATCA Ha HECKOJIbKO BUAOB. TOUHBIN IMarHO3 yCTaHABIMBAIOT MOCTIE UCCIIEOBaHUS 00pa3IoB
KPOBH U KOCTHOTO Mo3ra. BeiGop neuenust mpu OMJI 3aBHCUT OT pa3HOBUIHOCTU OOJE3HH U
Ipyrux (pakTOPOB, TAKKX KaK HATMYUE U TUI XPOMOCOMHBIX HapymeHui. Cumriromsl OMII Takxke
3aBUCST OT PA3HOBUHOCTU 0O0JIE3HU. Y MAIMEHTOB C MOHMKEHHBIM COAECPKAHUEM 3PUTPOLIUTOB
MPOSIBIISIOTCA KIACCHYECKHE CHMIITOMBI aHEMHH: OBICTpas YTOMIISIEMOCTb, OJBIIIKA, OJIeTHBIN
[BET JIUIA. Y MalMEeHTOB C HU3KUM COJIepKaHHUEM TPOMOOILIMTOB MOTYT BO3SHHUKATh JIUTEIbHBIC
KPOBOTEUYEHMSI U 00pa30BbIBATHCSI CUHSKHU.

[MTanmentsr ¢ OMJI moutu Bceraa monydaroT XT, KOTOpas HayMHAETCs cpa3y IMocie
YCTaHOBJIEHUsI JuarHosa. llenp Takoro jeudeHus, Ha3bIBAEMOI0 MHIYKLUMOHHOM Tepamuei,
JNOOUTbCS PEMHCCUM M BOCCTAHOBUTH HOpPMallbHOE KpoBeTBopeHue. Pemuccuss OJI —
HUBEJIMPOBAaHUE NATOJIOTMYECKUX MPOSBIEHUH Ipoliecca M0 BO3AEHCTBUEM ITPOTUBOJIEUKO3HON
tepanuu. XT o4eHb MHTEHCHBHA U BIUSET HE TOJIbKO Ha 3JI0KAYECTBEHHBIE, HO M Ha 3/I0POBBIE
KJIETKA KPOBM, B PE3YyJbTaTe€ YEro MalMEeHThl, MOJy4Yaroluie WHIYKIUOHHYIO TEpaIruio, MOTYT
CTpajgaTh OT PA3TUYHBIX MOOOYHBIX A(P(HEKTOB, TAaKUX KaK TOLIHOTA, CIa0OCTh, MOBBIIMICHHAS
YyBCTBUTEIHHOCTh K MH(MEKIHSAM. Y OOJBIIMHCTBA MAIIMEHTOB B TE€UEHHUE HECKOJBKUX HEAeNb
nocjie MWHAYKIMOHHOM Tepanmuu BOCCTAHABIMBAETCS HOpPMAalbHOE KpPOBETBOPEHUE U
KoHcTatupyerca pemuccust OMJL. B 3TOT MOMEHT NpuUHHUMAaETCs pelieHre O MPUMEHEHUU TOTro
WIA MHOTO METOJAA JajbHEUIIero JiedeHus. ITO MOXkeT ObITh mpojobkeHue XT B Iemsax
KOHCOJIMJAIMK (3aKpeIUIeHUs]) PEMHUCCHUM, HANpaBiIeHHOE Ha 0ojiee TOJIHOE YHUYTOXKEHHE
JIEMKO3HBIX KJIETOK, U MOJAepKUBAIOIIas Teparusl.

Hpyroii Meron Jsedenuss — npoBeneHue amwio-TKM. B kadectBe uCTOYHMKA
TFEMOIIO3THYECKUX CTBOJIOBBIX KJIETOK (HE3pENbIe KJIETKH — MPEAIIECTBEHHUIBI KPOBETBOPEHMS,
U3 KOTOPBIX BIOCIEACTBHHM PAa3BUBAIOTCA 3 TUMA KIETOK KPOBH: JEUKOLHUTHI, SPUTPOIUTHI U
TPOMOOITUTBI) B HACTOSINEE BpPEMs HCIOJB3YHOT KOCTHBIA MO3T, MYHOBHHHYI) KpPOBb WU
nepudeprudeckyro KpoBb JoHOpa. Kakoil Obl MCTOYHHMK HE HMCIIOJIb30BAJICS, CTBOJIOBBIE KIIETKU

BBOJIATCS B/B B OPraHU3M IAIlMEHTA [TOCIIE TPOBEIEHUS BEICOKO103HOM X T MK Ty4eBoi Tepanu,
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IIPU3BAHHOW MOJTHOCTBIO YHUYTOKHUTH JIEHKO3HBIE KIETKHU nanueHTa. [IpenrpanciantaiimonHas
XT yHHUYTOXKAET TaKKe MMMYHHYIO CUCTEMY IAlMEHTa, KOTOPYIO BBOJMMBIE KJIETKH JOHOpa
JIOJIKHBI BOCCTAHOBUTA.

AnnoreHHas TpaHCIUIaHTalUMsa TpeOyeT Hajludus POJCTBEHHOIO MM HEPOACTBEHHOIO
JIOHOpa, TUCTOCOBMECTUMOTO ¢ narreHToM 1o cucreMe HLA. B kadecTBe poACTBEHHOIO JOHOpa
OOBIYHO BBICTYNAET POAHON OpaT mim cectpa. Ecnu poncTBeHHBIN NOHOp HE HaWIEH, Bpad
OPOBOJUT TOUCK B 0a3ax JaHHBIX POCCHUICKMX W/WIM 3apyOeXHBIX PErucTpoB JOHOPOB.
HezaBucMMO OT TOro, pOJCTBEHHBIM WJIM HEPOACTBEHHBIM JOHOP HaWAEH, MpoLexypa
TPAaHCIUIAHTAllUM OJHA M Ta JK€: MPOU3BOAMUTCSA 3a00p INeMONOITHUYECKUX CTBOJOBBIX KIIETOK

JIOHOPA, KOTOPBIC 3aT€M B/B BBOJISITCS TIAIIMCHTY.
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Ipuaoxkenue I'l. MoJieky/JsipHO-TeHeTHYeCKasA KJIacCHPUKAIMS OCTPbIX

MHEJOUIHBIX JIeHK030B
Haszeanue na pycckom: European Leukemia Net (ELN) MmonekynsipHO-TeHETUYECKAS
knaccudukanus OMII (2017)
Opueunanvroe nazeanue. 2017 ELN risk stratification by genetics
Hcemounuk (ogpuyuanvuvui catim pazpabomuuxos, nyoaiuxayus ¢ saruoayuett): 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]
Tun: mkana OUeHKU
Ha3znauenue: mporaoctudeckasi OleHKa COCTOSTHUS MalleHTa

Cooeporcanue u unmepnpemayusi:

KaTeropnﬂ pUCKa MOJIeKyHﬂpHO-FeHeTI/I‘-IeCKaﬂ XAPaAKTEPUCTUKA
1(8;21)(q22;22.1); RUNX1-RUNX1T1
inv(16)(p13.1922) nmm t(16:16)(p13.1;g22); CBFB-MYH11

braroupusHbiit |y NPML 63 FLT3-ITD i ¢ FLT3-ITD u ¢ nuskoit
HPOTHO3 . .
QJUTETIBHOM Harpy3Kou
buamnensnas mytauus CEBPA
Myrtauuu NPM1 u FLT3-ITD c Beicokoi#i anenbHOl Harpy3Koi™ *
Juxuii Tun resa NPM1 6e3 FLT3-1TD wim ¢ FLT3-ITD u ¢ auskoit
o QJUTETIBHOM HAarpy3Koi (TIpH OTCYTCTBHUU LIUTOT€HETUYECKUX
[IpomexyTouHbIN
KPUTEPHEB HEOJIATONPUSTHOTO TIPOTHO32)
IPOTHO3

t(9;11)(p21.3;923.3); MLLT3-KMT2Ad
[luToreHeTHUECKNuEe aHOMAJIMH, KOTOPBIE HE OTHOCSTCS K KATeTOpHH
0JaronpUsITHOTO MPOTHO3a WK HEOIArompHUsITHOTO MPOrHO3a
t(6;9)(p23;934.1); DEK-NUP214
t(v;11923.3); mepectpoiiku KMT2A
(9;22)(g34.1;911.2); BCR-ABL1
inv(3)(g21.3926.2) uu t(3;3)(g21.3;926.2); GATA2, MECOM(EVI1)
-5 i del(5q); -7; -17/abn(17p)
HeGnaronpusitaeiii | KommiekcHsli kapuoTun
IIPOTHO3 MOHOCOMHBIN KapUOTHII
Juxwit Tun rena NPM1 u FLT3-1TD ¢ BbICOKO# annenbHOM
Harpys3kom**
Myrtanun RUNX1***
MyTtarm ASXL1***
Myrtanuu TP53

Ioacuenus:

*Huskas amutenpHas Harpyska (0,5).

**Bpicokas ajuienbHast Harpy3ka (>0,5).

***Ecnu  ykazaHHbIE MyTalUMM OOHApY>KMBAlOT Yy TMAIUEHTOB C  OJaronpusTHBIMH

OUTOTCHECTHNYECKNMHU aHOMAJINUsIMHU, TO UX O6H2lpy>KeHI/Ie HE UMECT 3HAYUMOCTH.
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Ipunoxkenue I'2. MoJiekyJsipHO-TeHeTHYECKHE TPOrHOCTHYECKHE (DAKTOPBI

NP OCTPOM MHEJOHTHOM JieiiKo3e

Haszeanue na pycckom: MoleKyIsipHO-T€HETHUECKHE U KIIMHUYecKue pusHaku OMIIL,

paszensomye MalueHTOB Ha OJIarONpusATHYIO U HEOJIAronpusTHYIO TPOTHOCTUYECKHUE TPYIIITBI

Opueunanvroe nazeéanue: AML-related prognostic parameters

Hcmounux (ogpuyuanvuoiii catim paspabomuuxos, nyoiuxayus ¢ earudayueti): 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].

Tun: mKana OneHKNA

Hasnauenue: IMPOTHOCTUYCCKAA OLCHKA COCTOSAHMA IMMallMCHTA

Cooepatcanue u unmepnpemayusi:

IuTorenernueckue MapKepr| MouiekyJasipHble MApKePbI | Kaunuyeckue pakTopbl

BnaronpmPpProOHHEO C T HART @ AR

t(15;17), t(8;21)(922;922);
inv(16)(p13.1922) niu
t(16;16)(p13.1;922)

Mytuposannbiiit CEBPA
(OnannenbHast MyTanus),
mytupoBaHHblii NPM1 6e3
FLT3-ITD npu HopMansHOM
KapuOTHUIIC

Heratusubie mapkepst MOBb

Heb6bnaronpuatHbe

NPpOr HocCctTumMmyecekKmUIEe

inv(3)(921926.2) unu
1(3;3)(421,026.2);
1(9;22),

1(6;9)(p23;034);
t(v;11)(v;q23);

-5 wu del(5q);

_7’

abeppauuu (17p);
KOMITJICKCHBIN KapUOTHII,
MOHOCOMHBIN KapUOTHIT

VBenuuena skcnpeccust Evil;
MLL-peapanxupoBKu;
FLT3-ITD-myTanus;
DNMT3A-myTanus;
C-KIT-myrarust (st t(8;21);
inv(16))

BAALC-skcnipeccust
ERG-skcmpeccus
MN1-3kcnpeccus
WT1-nonmumopduzm
BCR-ABL-nio3utuBHOCTH

Bropuunsiii OMJI

Crapumii Bo3pact (40-60 ner), nust
inv(16) — crapmie 35 et
['unepneitkonuros (>100 x 10%/n
st T00oro BapuanTa, s 1(8;21) —
>20 x 10%1m)

MO-Bapuant no FAB

Oxcnpeccusi CD34 Ha 6macTHBIX
KJIETKaX

DKCTpaMeayJUIIpHbIE TOPAKEHUS
(ocobeHHO, KOXka)

OtcyTtcTBue pemuccuu nocie 1-ro

Kypca

[Iepcucrenunsa mapkepoB MObB

92



Ipuaoxkenue I'3. llIkana onenku oduiero cocrosinusa nanuenra ECOG

Haszesanue na pycckom: lllkana oneHku oOIIero coCcTosHuUS nauenTa Boctounoi

00BEAMHEHHON OHKOJIOTHYECKOMN TPYIIIbI

Opueunanvroe nazeanue: The ECOG Scale of Performance Status

Hcmounux (ogpuyuanvuoiii cavm paspabomuuxos, nyoauxayus ¢ sarudayueti): Oken M.M. et al.

Toxicity and response criteria of the Eastern Cooperative Oncology Group // Am. J. Clin. Oncol.
1982. Vol. 5, Ne 6. P. 64965 [11]

Tun: mKana OLeHKA

Hasznauenue: KIMHUYECKAs OLICHKA OGH_ICFO COCTOsAHHA ITAalITMCHTA

Cooepoicanue u unmepnpemayus:

Craryc (6a/11b1) Onucanue 001Ero COCTOSIHUS NMAIHEHTA

0 [TarueHT MOMHOCTHIO AKTUBEH, CIIOCOOEH BBIMOIHITH BCE, KaK H JI0
3a00J1eBaHUsI
[TarueHT HECTIOCOOEH BBIMOIHATD TSKEIYIO, HO MOKET BBIIOTHSTh

1 JIETKYIO WU CUASYYI0 padoTy (Hampumep, JErKyr0 JOMAIIHIOK WUITH
KaHIICISIPCKYIO paboTy)
[TarueHT NeunTCs aMOyIaTOPHO, CIIOCOOEH K CaMOOOCITy )KHBAHHIO, HO HE

2 MOKET BBINOJIHATH padoTy. bonee 50 % BpemMeHU TPOBOIUT aKTUBHO — B
BEPTHKAIHHOM TIOJIO)KEHUHU

3 [TarueHT crocoOeH UMb K OTPAaHUYEHHOMY CaMOOOCTYKUBAHUIO,
MIPOBOAMT B Kpecie uin nmoctenn 6osee 50 % Bpemenn 601pCTBOBAHUS

4 WuBanua, cCOBEpIIEHHO HE CIOCO0EH K CaMO0OCTyKUBaHHIO, TPUKOBAH K
KpECITy WM TTOCTEITN

5 CmepTh




Ipuioxkenue I'4. @akTopbl pUCKA, ACCOUMPOBAHHBbIE C

TpaHCHﬂaHTaHHOHHOﬁ JETAJBbHOCTBIO

Haszeanue na pycckom: ®@akTopbl pucka, aCCOLMUPOBAHHBIE C TPAHCIIJIAHTALIMOHHON

JICTAJIbHOCTBIO

Opueunanvroe nazeanue:. Prognostic factors for allogeneic-HSCT-related nonrelapse mortality

Hcmounux (oguyuanvuolii catim paspabomuuxos, nyoiuxayus ¢ earudayuetr): 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. Nat Rev Clin Oncol 9, 579-590 (2012) doi: 10.1038/nrclinonc.2012.150

Tun: mKana OneHKNA

Hasnauenue: IMPOTHOCTUYCCKAA OLCHKA COCTOSAHMA IMMallMCHTA

Cooepatcanue u unmepnpemayusi:

IpeaTpancniaHTaMOHHbIN

IlepuTpancmiaHTAMOHHBIH

IocTTpaHCcnIaHTAIIMOHHBIH

noKa3arteJib noka3sareJib noKa3areJib
bnaronpusitHblit dpakTop: HemuenoabnatusHoe Pannsas umMMmyHHast
e poxctBeHHsblil HLA- KOHJIUIIUOHUPOBAHUE PEKOHCTHTYIIHUS

COBMECTUMBIN JJOHOP

0oJiee KOPOTKHIA CPOK MEKIY
muargoctukoit OJI u TT'CK
MIPUHAJIIEKHOCTD K OeJol pace

HIcTOYHUK CTBOJIOBBIX KJIETOK
(KOCTHBIM MO3T WU
nepudepudecKas KpoBb)
T-nemenus TpaHcIiaHTaTa

Hebnaronpusthelii pakrop:

CTapIlIUi BO3pACT PEUUIIUEHTA
I10JI IOHOPA U PELUIIUEHTa
KOMOPOHIHOCTH
LATOMETAIOBUPYCHBIN
CepocTarTyc

MOJIMMOP(H3M I'eHOB IIUTOKUHOB
HEPOJCTBEHHBIN JOHOP
HLA-HECcOBMECTUMOCTD
(U3MKaIbHBIN CTATyC
pedpakrepHas JeHKeMus
OMUI, acconnnpoBaHHBIN C
npenwectyromen XT

MuenoabnaTUBHBIN pexxuM
KOHJINLIHNOHUPOBAHUS
ATBTEpHATUBHBIN HCTOYHUK
TpaHCIUIaHTaTa (ITyIOBUHHAs
KPOBbB)

Tspkenast ocTpast peaxiust
«TPaHCIIAHTAT IPOTUB
xo3sura» (111-1V)
[Tepcuctupyromas
XPOHHUYECKAsT PEAKITHSI
«TPaHCIIAHTAT IPOTUB
XO035UHa» SKCTEHCHUBHOM

(bopMbI




Ipuioxkenue I'S. IlpornocTudeckuii HHAEKC JJISI MOJIOABIX MAIUEHTOB €

PEeUIUBOM OCTPOr0 MHEJIOUTHOTO JIeiKo3a

Haszeanue na pycckom: IIporHoCTUYECKUN UHAEKC ISl MOJIOJBIX MALIMEHTOB C PELIMAUBOM

OCTpPOro MUCJIIOUAHOI'O JIeMKo3a

Opuzunanvroe nazeanue’. European Prognostic Score for acute myeloid leukaemia at first

relapse.

HUcmounux (opuyuanvnolii catim paspabomuukos, nyoiuxayus ¢ samodayueit). 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].

Tun: naaEKC

Hasuauenue: TIporHoCTUYECKUN UHIEKC I MOJIOJIBIX MAIlMEHTOB ¢ peruauBoM OMIJI

(15-60 ser, uckir04Yast OCTPBIN MPOMHETIOUTAPHBIN Jeiiko3 1(15;17))

Cooeporcanue unmepnpemayus:

Brruucnsiercss B COOTBETCTBUU CO CIIEIYIOMUMU (PaKTOpaMu:

® TIPOJOJDKUTEIBLHOCTh PeMHCCHH 10 peruauBa; 18 mecsnes — 0 6amios, 7—17 mecsieB — 3

Oaia, <6 Mmecsdres — 5 0aos;

e I[MTOTCHETHYCCKHE aHOMAJIMK Ha MOMEHT HHUIMAIBHOTO auarto3a: inv(16) nm t(16;16)

— 0 6amos, t(8;21) — 3 6asa, apyrue — 5 6aI0B;

e npeamectBytomas TI'CK: et — 0 6annos, na — 2 6ana,;

e BO3pacT Ha MOMEHT peuuaua: 35 neT U MeHee — 0 Oamos, 3645 et — 1 Gann, crapie

45 ner — 2 Ganna.

CymMapHbIil HHAEKC,

BeposiTHOCTH BbI:KMBaeMOCTH, %0

Puck
0aJIIBI K 1-My roxy K 5 rogam
% (00
Bbnaronpusitasiit (9 % 0-6 70 46
MaICHTOB)
o 0
[Tpomesxytounsiii (25 % 7.9 49 18
MAIEeHTOB)
- 0
He6naronpusitasiii (66 % 10-14 16 4
MAICHTOB)




